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Penaknus cepaeyno mo3apasiser BCex Bac ¢ HactynaomuM Hosbiv rogom!

Bam Bkjag B pa3BuTHE  HAYKM W MeOWIMHBI, Balle CTpPeMJIEHHE
K COBEpIIEHCTBOBAHMIO MEIMIMHCKUX TEXHOJOTMi M YIyYlleHHI0 KayecTBa
MeIUMIMHCKOM MOMOLIM IeTAM AENal0T HALLY padoTy 3HAYMMOii M BaXKHOIA.

Mpb1 Onaromapum Bac 3a JIOBEpHE, COTPYAHMYECTBO W MOANEPXKKy. Bamm
HCCJIEIOBAHNS, MyOJMKAIMA W KPUTHUECKUN B3LIs MOMOTAIOT HAM JBHUTAThHCS
BIepe]l, BIOXHOBJISIIOT HA CO3/IaHNE HOBBIX MPOEKTOB 1 PELICHHUIA.

ITIycTh HOBBI roj CTaHET BpeMEHEM WCIOJHEHMS JKeJIaHWid, MPOIBETAHUS
M yCTieX0B B podecCHOHATBHOM 1eATeIbHOCTH, NO3BOIUT PACKPBITH TBOPYECKHIik
NOTEHIMAJI KaXK/I0r0 U3 Bac.

Cnacu6o 32 BalIy NPeJaHHOCT AETCKOil OHKOJIOTHH H FeMATOIOTHH, 32 3260TY
0 M0ApacTaIIeM NOKOJIEHHN Hallleil CTPAHBI.

C yeaxncenuem,
pedaruus P2K/1uO
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Mamepuaaot u memooot. [Iposeden pempocnexmuenviii anaiuz 39 nayuenmos 6 6ospacme om 4 do 16 aem ¢ eucmonocuvecKu
noomeepycoennoil T'l[K, noayuasuiux aevenue uau koncysomamugHyro nomowp 6 HMHUI] JITOHU um. JImumpus Poeauesa 3a nepuod
2012—2023 ee. H3yuaauce demoepaguueckue u KauHuveckKue 0COOeHHOCMU, HaAUu4ue npeopacnoiaearowux coCmosHuil, 1a060pamopHble
nokasamenu, pacnpocmMpaHeHHOCMb 0nyxoneso2o npouecca no cucmeme PRETEXT, xapakmep u o00sem Xupypeuueckozo
eMeuamenvcmed, a makKice cxembl 1eKapcmeeHH020 Ae1eHus.

Pesyasrarbl. Meduana 6éospacma cocmasuna 133,5mecaya (11, 1200a; pazopoc — 49, 7—199,4 mecauya). CoomHnouienue Marvuuxu:0e604Ku
ovi10 pasno 1,1:1. Y 77 % nauuenmos I'lIK pazseusacs de novo, y 23 % — na gone npedpacnoraearowux cocmosinuil (vaue 6ceeo Ha
gone xponuueckoeo eenamuma B). Kiwunuueckas xapmuna 6vina npeumyuwecmeenno necneyugpuunoi, a é¢ 28,9 % cayuaes onyxonv
o0Hapyxcusanacy cay4aiino. Yposeenv o-ghemonpomeuna 6vin 6 Hopme y 45% nauuenmoes, npeumyuiecmeeHHo npu QuoporamesnsipHom
sapuarnme.

Cmaoduu PRETEXT [11—1VHa6awoanucsy 60 % demeii, y 18 % evisi6aervt omoanenHbie memacmassl. [lamuiemuss 00uas 8bloicueaemocs
(OB) cocmasuna 37 %, 6eccobvimuiinas evixcusaemocms — 26 %. Haauuue memacmasos Obiio cMamucmu4ecku 3HAYUMO CEA3AHO
¢ xyowum npoenozom: S-nemuss OB npu omcymemeuu memacmazoe — 45 %, npu ux nasuwuu — 0 % (p < 0,001). Cmamucmuvecku
3Hauumoeo éauanus cmaouu no PRETEXT u eucmonoeuueckoeo muna onyxoau Ha nokazamenu OB u 6eccobbimutinoil gbiocugaemocmu He
Habadanoce.

Xupypeuueckoe nevenue (pezekyus uiu mpaHcnAaGHmMayus neveri) nposedeHo y 66 % nayuenmos, 0o NPOOEMOHCMPUPOBANO0 DOCMOBEPHOE
eausHue Ha npoenos: S-nremussi OB nocae onepavuu — 54 % npomue 0 % 6 epynne 6e3 xupypeuueckozo eémeuiamenscmea (p < 0,001).
Tpancnaianmayus neveHu nPoOeMOHCMPUPOBANA MEHOCHUUK) K AVHUUM De3VAbMamam, O0OHAKO pasiuqus ¢ pe3ekuyueil He Obliu
cmamucmuuecku 3Hayumovimy. HHuyuaivras aeuebnas makmuxa (WHUYUAAbHAS ONepayus uau OUONCUs ¢ ROCAe0YHUell He0ads8aAHMHOI
mepanueti) maxice He RPOOCMOHCMPUPOBANA BAUSHUSL HA BbIICUBACMOCD.

BeiBombL. [enamoueantonsphas KapyuHoma y 0emeii XapaKmepuszyemcest azpecCUueHbIM meHeHueM U 4acmo OUaeHOCMupyemces Ha NO30HUX
cmadusx. Padukanvhoe xupypeuueckoe emeuamenscmeo, GKA0UAs. MPAHCHAGHMAUUIO NeHeHU, Y YaCmU NAUUEHIMO8 0CIMAemcsi OCHOBHbIM
ghaxkmopom, onpedeasiiouum npoeHo3. s yayuuieHus pe3yabmamos neeHuss Heo0Xo0UMbl paHHAS OUAeHOCMUKA, 00CydcieHue maKkmuky
6e0eHUs 8 UEHMPAX, CNeUUANUUPYIOUUXCS HA 2eNAmMOOUAUAPHOU XUpYpeuU, U y4acmue nayuernos 0emck020 603pacma 8 MHO20UEHMPOBbIX
KAUHUYECKUX UCCAe008AHUSX.

KioueBble ciioBa: remarole/UTIONsIpHAsl KapluHoMa, ¢GbubposiaMeisipHas KapluHOMa, JETH, MOAPOCTKH, PE3eKIUs TMEUeHU,
TpaHCIUTAHTALM [TeYEHN, XUMUOTEPATTS
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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; >Sverdlovsk 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 III—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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BBenenne

Tenmatouenmonsgpras kapuuHoma (I'LIK) orHocuTCcs
K PEIKUM 3JI0Ka4eCTBEHHBIM OIYXOJISIM TEUCHU y JeTeil
W TIOAPOCTKOB M YCTyHaeT MO YacTOTe BCTPEUYAeMOCTH
TOJIbKO Temnarobyiactome [1]. ¥V mereit B Bo3pacTe crapiie
15 ner 'K craHoBuTCS Beayuieit (hopMoOit MEepBUYHBIX
3JI0KaYECTBEHHBIX OIyXO0JIel ITeYeHu 1 BcTpedaercs B 87 %
ciyuaeB [1]. 3aboneBaeMocth I'IK y mereit crapiiero
BO3pacTa M MoApocTKOB olieHnBaercs Kak 0,04—0,14 Ha
100 000 meTckoro HacejeHWS W TOBBIIIAETCS MO Mepe

B3pocyienus [1, 2]. IIporno3 npu neanarpudeckoii I'LIK
ocraeTcsl KpaliHe HeOjaronpusiTHbIM. 1o maHHBIM pas-
JIMYHBIX UCTOUYHUKOB, 5-JIETHSSI BBDKMBAEMOCTb HE TIpe-
BbitaeT 20—30 % njist Beeid TpyIiibl naiueHTos [ 1, 3].

Y nereit 1 B3pOCIbIX MALIMEHTOB 3a00JIeBaHUE OTJIM-
YaeTcs IO 3STHUOJOTUYECKMM (paKTopaM, B YaCTHOCTH
€r0 pa3BUTHE PEXe COIMPSIKEHO C MPEICyIIeCTBYIOINMU
3aboneBaHusIMu riedeHu [1—4]. Y B3pocabix I'LIK B 6071b-
IIMHCTBE ciy4yaeB (popMupyetcst Ha (poHe XPOHMYECKOI
MaTOJIOTUH TIeYeHH (BUpYCHBIE TeratuTsl B u C, nuppos,
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ayTOMMMYHHbIE M TOKCHYECKHE IOPAKEHUS IICYCHU),
TOraa Kak y aeteil mpumepHo 70 % ciiydaeB BO3HUKAIOT
de novo Ha (hoHe 3M10POBOI1 TKAHU MeYeHu [4].

B Hacrosiiiee BpeMsl aJlTOPUTM JICYEHUS IeAuaTpU-
yeckoii TI'IK ocHoBweiBaercsi Ha tiporokosne PHITT
(Paediatric Hepatic International Tumour Trial), KoTopbIit
MpeACTaBIsIeT CcO0OM MeXIyHapOJAHOE MHOIOLIEHTPO-
BOE MKCCJIC[IOBaHME, HAIpaBJICHHOE Ha ONTUMU3ALIUIO
JIeYeHUs] 3JI0KAYECTBEHHBIX OITyXOJICH IeYeHU Y HeTeil
[5]. TIpoTokon ocHOBaH Ha 3 KJIIOUEBBIX KJIMHUYECKUX
nccaepoBanusgx: COG (Children’s Oncology Group),
SIOPEL-1 (International Childhood Liver Tumors Strategy
Group) u SIOPEL-3 High Risk, koTopbie TponeMOHCTPH -
pOBaJIM OrpaHUYEHHYIO 3(PPEKTUBHOCTD XMMUOTEPAITUL
P OTCYTCTBMU PAIUKaJIbHON pe3eKIINHU 1 TTOTUYCPKHYIN
BaXXHOCTb XUpyprudeckoro yeueHus [6—8]. Hecmorpst Ha
pasanyusl B IIOAXO0Aax, BCe 3 UCCIeA0BaHMsI JIETJIU B OCHO-
BY COBPEMEHHOIO QJIFOPUTMA JIeYCHHUsI, YUUTHIBAIOLIEIO
pe3eKTabeIbHOCTh OIYXOJIM, HaJludKue/OTCYTCTBUE MeTa-
CTa30B U (D)OHOBYIO TAaTOJIOTHIO MeYeH! [5].

JanHble o mauueHTax geTckoro Bo3pacta ¢ I'IK
1 pesyabTarax ux JiedeHuss B Poccuiickoit Penepanun
OrpaHUYEHbl U IPEICTABICHbI UM OIMKUCAHUEM OTIE/Ib-
HbIX KJIMHUYECKMX CJIydaeB, WJIM KOTOPTHBIMU UCCIIEI0-
BaHUSIMU, BKJIIOYAIOLIMMM KaK B3POCIIbIX ALMEHTOB, TAK
U JIeTeil C OIpeneeHHBIMUA TMCTOJIOrMYEeCKUMY BapUaH-
Tamu oOpaszoBaHus [9—12].

B Hacrosimeili craTbe IIpeICTaBICHBI  pe3yJibTa-
Thl PETPOCIEKTUBHOIO aHaju3a KOTOPThI IAlMEHTOB
¢ 'K, nadmonmasmnxcss B HMUILL ITOU um. Imutpus
Porauesa.

Ienb uccnenoBanus — OLiCHKA KIMHUYECKUX XapaKTe-
PUCTUK, TAKTUKU JICYCHUST K UCXOJIOB Y IETEi U MOAPOCT-
koB ¢ 'K, a Takxe BbIsBIIeHUE (DAKTOPOB, BIUSIONINX
Ha BBDKMBAEMOCTb.

MatepuaJjsl 1 METOIbI

B uccnenoBaHue BKIIIOUEGHBI MAIIUEHTHI C TUCTOJOTH-
YecKu moaTBepxkaeHHbIM auarHozoMm 1K, momygyaBiime
JleueHWe WM KOHCYIbTaTUMBHYyI0 mnomoib B HMUILL
JATON wm. JImutpus PoraueBa 3a mepuon c sIHBaps
2012 r. mo nexadbpb 2023 1. (144 mec). I1poBeneH perpo-
CMEKTUBHBIN aHaIW3 MEOUIIMHCKON JOKYMEHTaIluu
39 maluMeHTOB, KIMHUYECKHE HaHHBbIC OBLIUM JOCTYITHBI
B 38 cnyuasx. Mopdonornyeckuii guarHo3 'K 6wt
MMOATBEPXIEH B YCJIOBMSX I1aTOJOTOaHATOMMUYECKOTO
otnenenus HMMUIL ATON wum. dmutpus Porauesa,
SIBJISIIONIETOCsT  ODUIIMANIBHBIM pedepeHC-LIIeHTPOM T10
natoMopdoI0orTuy  AETCKUX omyxojeii B Poccuiickoii
®enepaunu. Ipu Bepudukaunu quartosa 'K ucross-
30BajlaCh KOHCEHCyCHasi Mopdooruyeckasl Kiaccu-
¢dukalus omyxoJieil MmedyeHu y AeTeid, OonmyOJMKOBaHHAas
B2014 T [13]. B pamkax gaHHOI1 Knaccu@UKaIlUU BbIIEIISI -
JIM KJIacCU4ecKuii, pudponamesisipHbiii BapuanTel ['TTK
U TenaTOoIEeJUTIONISIPHYIO HEOTUTa3MIo 0e3 JOMOJIHUTEIbHO-
ro yrouneHus: (BJ1Y). IMocnenHsiss paccMaTpuBaeTCsl Kak
MPOMEXYTOUYHBI MOpPGOIOrMYeCKU BapuMaHT MEXIy
rerarobjactomoii 1 knaccuyeckoi I'IK.
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BrinosniHeH aHalIM3 CBEIEHMII O BO3PaCTHO-IIOJIOBBIX
XapaKTepUCTUKAX, HAIMYMK MpeApacioaralimx 3a00-
JIEBAaHUM, KJIMHUYECKUX IPOSIBJICHUSIX, J1ab0pPaTOpPHBIX
MoKasarejsix, MOp(OJOrMYecKOM BapHaHTE OILyXOJu,
pacIpoCTPaHEHHOCTH IIpoliecca U IIPOBEICHHOM Jieue-
Huu. PacrpocTpaHeHHOCTh OITyXOJIM I€YeHU OO0 Havaa
neyeHus1 oueHuBangach 1o cucteme PRETEXT (Pre-
Treatment Extent of Disease) [14]. ¥ mauueHTOB, mOIy-
yapmux JedyeHue B HMU L ATOU um. Imutpus Poraue-
Ba, oueHka PRETEXT mpoBoauiacek Ha aTarne yCTaHOBKM
IarHo3a, B psjie cayJyaeB OLICHKA pacIpoOCTPaHEHHOCTHU
Obl1a BBIIIOJIHEHA PETPOCIIEKTUBHO Ha OCHOBAHUM IIE€pe-
CMOTpAa UCXOIHbBIX JaHHBIX Bu3yaau3auuu. [Ipu pacyere
o0beMa 00Opa3oBaHUs YUMTHIBAJICS pa3Mmep Haubolee
KPYIIHOTO OIlyX0JIeBOro ysjaa. Hamuuue oTmajeHHBIX
METaCTa30B OIpPEAC/ISIN 110 Pe3yabTaTaM JyuyeBbIX METO-
JIOB IUArHOCTUKU.

Cranmaptel nedyeHust pereit ¢ I'lIK B Poccuiickoii
denepaliu B yKa3aHHbBINA IIEPUOJ BPEMEHU OTCYTCTBO-
Baiu. BeIOOp cXeMBbI JIeueHUST U PeKMMOB XMMUOTEPAITu
3aBUCE] OT JOCTYIIHBIX Ha TOT MOMEHT MEXIYHApO.I-
HBIX JAHHBIX M TPAKTUKHU, TMPUHSITON B KOHKPETHOM
MmeaunmHckoM 1eHTpe. B HMUL ATOU um. Imutpus
PoraueBa MCIOJB30BAJIMCh PEKOMEHIALIMU  TPYIIIbI
SIOPEL, mpeuMyIliecTBEHHO OCHOBaHHBIE Ha IIPOTO-
kone SIOPEL-1 (cxema PLADO: nucmiatuH + mD0KCO-
pyounuH) [6], ¢ 2018 . mauMeHTHl TOJydYalnd JIeYeHUE
B paMKax pekoMeHnanuii mporokoia PHITT [5]. ¥V psana
MMalMEHTOB, BKIIOUEHHBIX B aHAJIM3, IIPUMEHSUIACh CXeMa
superPLADO (komOuHaLMs IUCIIJIATUHA U KapOOIJIaTHh-
Ha + TOKCOPYOMIIMH) B paMKaX peKOMEHIAIUI TPOTOKO-
na SIOPEL-3 High Risk [8]. Takke y yacTu mauueHTOB
B IIEPBOIl JIMHMM Tepaluy MpUMeHsUicsa copadeHuo,
OCHOBBIBAsICh Ha pe3yjibTaTaX UCCIeI0BaHUIA, IPOBEICH-
HBIX HEMELIKO TpymIioit [3].

CTaTUCTUYECKUI aHAIM3 BBIMOJHSUIM C MCII0Jb30Ba-
HUEM METOIOB omucareabHoM cratucTuku. Oo1ryio (OB)
u OeccooniTuitnylo (BCB) BbDKHMBaeMOCTh OlLIEHUBAIU
metonom Kammana—Maiiepa. B kauecTBe cOOBITHS TIpU
ouieHke bCB yuyuTthIBanu nmporpeccupoBaHue U pelUIUB
3a00j1eBaHUsI, pa3BUTUE BTOPOI OMYXOJU WIM CMEPTh OT
0001 MpUYKMHEI. [1armeHTsl IeH3ypUPOBAIMCH Ha IaTy
nocaenHero HaomoaeHus. [1pu cpaBHeHUM TTOKa3aTeseit
BbDKMBAEMOCTU B Pa3IMYHBIX TPYIIAaX KCIIOJIb30BaJICs
tecT log-rank. Pasznuuus cunTanm cTaTUCTUYECKU 3HAYM -
MbiMu T1pu p < 0,05. AHaIM3 MPOBEIEH MO COCTOSIHUIO Ha
01.12.2024.

Pe3syabraTsi

3a mepuon 2012—2023 rr. BbIsIBICHH 39 MallleHTOB
¢ ructojiornyecku BepuduumuposanHoit 'LIK B Bo3pacre
oT 4 mo 16 ner. MeauaHa Bo3pacTta Ha MOMEHT ITOCTa-
HOBKM auarHo3a coctaBwia 133,5 mecsaua (11,1 ropa;
pasopoc — 49,7—199,4 wmecsaua). PacnpeneneHue 1o
MOJIy ObLIO IpakTHYecKu paBHBIM: 21 (54%) Maibumk
u 18 (46%) nesouek. COOTHOIICHUE MaTbUMKU:IEBOUKHI
cocraBuiio 1,1:1. KnmHuyeckue naHHble OBLUIN JOCTYITHBI
B 38 cayyasx.
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Y 9 (23,1 %) nauuentoB I'lIK pa3Buiach Ha ¢oHe
Mpeapacroaraloiux CoCTOsIHUM. Y 2/3 TalueHTOB
(n = 6) uMeja MECTO XpOHUYECKas BUPYCHasT MH(MEKIIMsI
(rematut B). [To ogHOMY KIMHUYECKOMY CJIy4aio ObLIO
MPEACTAaBICHO TAKUMM PEAKUMU COCTOSIHUSIMM, KaK Iep-
BUYHbBIM UMMYHOAC(ULIUT — Ie(PULIUT afeHO3UHIS3aMM -
Ha3bl, HACJECACTBEHHAsl TUPO3UHEMMSI, XPOHUYECKAs
ceplevHast He0CTaTOYHOCTD C Pa3BUTHEM KapIUaJbHOI'O
uupposa nedeHu. Y 30 (76,9 %) mauueHTOB Ipeacylie-
CTBYIOIIMX 3a00JI€BaHUI HE OTMEYAJIOCh, YTO CBUACTEIb-
CTBOBAJIO O Pa3BUTUM OITYXOJIH de novo.

V16 (42,1 %) neteii nepsbie iposiBiaeHust 'K xapak-
TepU30BaIMCh 00IMU B 3kuBoTe. Y 6 (15,8 %) nmauneHToB
3a00JIeBaHMIO CONYTCTBOBasa Juxopaaka. B 5 (13,2 %)
cJIydasiX OIyXoJib OblLja BBISIBJIIEHA IIPU IJIAHOBOM 00CJIe-
JIOBAaHMU T10 ITIOBOJY IPYTOr0 COITyTCTBYIOLIErO 3a00/1eBa-
nus. [TpumeuarensHo, uToy 11 (28,9 %) naunentos 'LIK
ObL1a OOHapy>KeHa TIpU TIPOBEeIeHUN MPODUITAKTUIECKIX
OCMOTPOB KakK clly4yaiiHasi HaXoaKa.

MenuaHa OT MOSIBJCHUS IIEPBBIX CHUMIITOMOB WJIM
BBISIBJIEHUSI 0ObEMHOIO 00pa30BaHUs J0 YCTAHOBJICHMS
OKOHYATEJIbHOTO auarHo3a y 38 MalueHTOB COCTaBuWjIa
3 mec (pa3opoc — 0,4—43,2 mec).

IMokazarenun oHkomapkepa o-(etornporerHa (ADII)
BapbUpOBaIM, MeAMaHAa Ha MOMEHT JMAarHOCTUKHU BO
Bceii rpynie (n = 38) cocraBuia 186 ME/mi (pa3dpoc —
1,15—2 000 000 ME/mn). ¥ 17 nanueHToB ypoBeHb ADIT
ocTaBaJiCs B IpejeiaXx HOpMbl. OObEM OITyXOJIM IO JaH-
HBIM BU3yaau3allMyd ObUI paccuyuTaH y 24 TallMEHTOB,
MeauaHa cocrtaBuia 362 cm?® (pa3dpoc — 11—1537 cm?).

OLieHKa pacIpoCTPaHEHHOCTHU IIpoliecca 0 CUCTeMe
PRETEXT BbinonHeHa y 32 (82 %) u3 39 maiueHTOB.
B 7 (18 %) cnyvasix cTanMpoBaHKE He IPOBOAMIOCH BBU-
Iy OTCYTCTBUSI MHMLMAIbHBIX HaHHBIX BU3YyaIU3alLlMM.
Cpeau mauyeHTOB C MPOBEACHHBIM CTaaAUpPOBAHUEM II0
cucteme PRETEXT (n = 32) pacnpeneneHue mo craau-
aMm ObUTo caeayrommm: cragust I — 2 (6,2%) mauuenTa,
cramust Il — 11 (34,4 %), cramusa Il — 8 (25 %),
cramust IV — 11 (34,4 %).

[Ipy mocTaHOBKE OMAarHo3a OTHAJCHHbIE MeTacTa3bl
obL1M BoIsiBIIeHBL Y 7 (17,9 %) u3 39 nanmenToB. Haubonee
JacTol JoKanu3allMell MeTacTaTMYeCKUX 04YaroB ObLIN
JIerKue 1 TMMGbaTUYeCKKe y3JIbl OPIOLIHOM MOJIOCTH, PexXe
BCTpeYaIMCh MeTacTa3bl B KOCTU (MTO3BOHKM), OPIOLINHY,
CaJIbHUK, a TAKXe MOPaKeHUE MTOMKEITYIOYHOM XKeJIe3bl.

Mopdonornyeckasi BepuduKauusl AMarHo3a IpoBe-
IeHa Bo Bcex caydasx (n = 39). IlammeHTsl pacnipenens-
JIUCh I10 TUCTOJIOTMYECKOMY BapMaHTY OIYXOJIM CJIEOYIO-
UM obpazom: B 24 (61,5 %) ciayuyasix TMarHOCTMpOBaHa
knaccuyeckas I'LIK (B ToMm umcne ciaydyau, OTHECEHHBIC
k 'K BA1Y), B 14 (35,9 %) — dubponamemspuas 'K,
uB 1 (2,6 %) — renarouesunosipHas Heoruiasust B1Y.

OTnebHOTO BHUMAHMSI  3aCIyXMBaeT IIOArPYIIa
nauueHToB ¢ duobponamernsgpHoii ['LIK. Meauana Bo3-
pacra B 3Tol rpyrire coctaBuia 152,3 mecsna (12,7 roga;
pazopoc — 77,5—199,4 mecsiia), YTO HECKOJbKO BBIIIIE,
yeM BO Bceil rpymrme B LiejoM. COOTHOIIEHHUE I10 II0JTY
cpenu 60abHBIX ¢ hubponamesasapHoii 'K obu1o comno-
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CTaBMMO C pacipeae/ieHueM B 001Leli rPpyIIIie U COCTaABUIO
8 MalbYuKOB U 6 neBoYeK (MajlbuMKU:AeBOUKU — 1,3:1).
Ciegyer orMetuth, yto y 11 (78,6 %) u3 14 mauueHTOB
¢ ¢duoponamemnsipaoit 'K yposenp AMDIT ocraBajcs
B npenenax HOpMeI (< 15 ME/min). TToBbllieHUe YpOBHS
ADII 6bL10 3adpukcupoBaHo Jjuiib y 3 (21,4 %) nauu-
€HTOB, B TO BpeMs KakK B Ipyrrne ¢ kKiaccuueckoi 'K
noBbieHue ypoBHst ADIT ormeuerno B 73,9 % (n = 17)
ciyuaes, ay 6 (26,1 %) neteii 3HaueHust ADIT ocrtaBaiuch
B IIpelesiaX HOPMBI.

MenuaHHblii  00bEM  OIYXOJM Yy  IAallMEHTOB
¢ dudponameuisipaoin 'IK 6but 455 cm® (pasdbpoc —
16—1313 cm?), 9TO mpeBBIIAET TAKOBOW IpPHU KJIacCH-
yeckoir opme — 297,5 cm? (pazbpoc — 11—-1536 cm?).
OrnajeHHble MeTacTtasbl umeauch y 3 (21,4 %) us
14 maumenToB ¢ dudbponamemnapHoii 'K, Heckombko
MpeBbIIasi YacTOTy OTHAJeHHOI0 MeTacTa3MpOBaHMS
y TIAlMEHTOB C KJIacCUUecKoil opmoii 3abojieBaHUS
(n=4/24;16,7 %).

Xapakrepuctuka nauveHToB ¢ I'LIK, BKIIOUEHHBIX
B MCCJIeIOBaHKe, IIpeAcTaBieHa B Ta0I. 1.

BoiOop nepBoHaYadbHON TAKTMKW JIeYEHUS] 3aBU-
ceJl OT omepade/IbHOCTU OIyXOJU M OOILEro COCTOSHMS
nairueHTa. s 1esieid HacTosIero aHain3a Bce 0oJIbHbIE
¢ HaauuueM uHpopMauuu o Tepanuu (1 = 38) ObuUIM
pasiesieHbl Ha 3 TPYIIIbl B 3aBUCUMOCTH OT HAa4aJbHOI'O
aTana tepamnuu (puc. 1).

Kak BunHO u3 puc. 1, cnenuduieckoe jgeyeHue He
npoBoauioch 3 (7,9 %) marmernram. [lepBuuHast pe3eKiLus
rocJie MpoBeAeHHO ouorncuu (n = 12) wim 6e3 ononcumn
(n = 7) BoimosHsuiack 19 (50 %) nmauueHTtam (tabi. 2).
B naHHO#i rpylne amgbloBaHTHAs Tepamus MpoBeAeHa
B 13 ciyyasix, Hambojee 4YaCTHIMM pPEeXMMaMM aablo-
BaHTHOU Tepanuu Obuti PLADO (n = 4) u KoMOuHa-
uusgs PLADO u copadenuba (n = 6). ¥ 6 manmeHTOB
aJIbIOBaHTHAsI Tepalusl 110 PEIICHUIO JieyalluxX Bpadei
He MPOBOAMIACH C YYeTOM BepuduIIMpoBaHHOI Pubdpo-
namemnsipHoi 'IIK mocne pagukanbHoil pesexkunu RO,
HaJIM4Yusl COIYTCTBYIOIIEH IATOJOTUU, a TaKXKe JIeTajlb-
HOTO UCXO0Ja B paHHUE CPOKU I1OCJIE OIlepallii.

IlepBuyHas OMONCHUS C IOCIEOYIOIIUM IMPOBEACHUEM
HEoaIbIOBAaHTHOI XMMUOTEpaIIUK BbimoHeHa 16 (42,1 %)
narmeHTaM (tabn. 3). Haubosee yacTele pexkUMBbI HEo-
aIbIOBAHTHOI Tepanuy BKIIOYAIM KJIACCHUUYECKYIO CXEMY
PLADO (n =5), y 3 nereii 3TOT peXXuM COYETaNICS C copa-
¢deHnboM, B 1 ciayyae — OMHOBPEMEHHO ¢ copacdeHNOoM,
a B IIOCJIEAYIOLIEM C JICHBaTUHMOOM, elle B 1 ciyyae —
CTIIPEIIECTBYIOIIEH MOHOTepaIuei HMCIuIaTUHOM. Pexxum
SuperPLADO wucrnonbs3oBasicss y 3 MalMeHTOB, MpPUYEM
y 2 U3 HUX OH KOMOMHUpoBaJicd ¢ copadpennoom. Kpome
TOTO, MCIOJIB30BAJIUCH CIeaylolne cxeMbl: Al —y 2 maiu-
€HTOB, MoaudupoBaHHbIi TTpoTokos SIOPEL-4 ¢ kap-
OOIUIATUHOM M JTOKCOPYOUIIMHOM — Y 1 manueHTa. Takum
obpazoMm, 14 (87,5 %) u3 16 maLyeHTOB B KA4eCTBE OCHOBbI
HE0aIbIOBAHTHOTO JICUEHUS ITOJIyYaIu PEXKUMBbI, BKIIOYA-
[OIlIe MPOM3BOAHbBIE IUIATMHBI U aHTPALIMKIMHBL. OTBET
Ha HEOaIbIOBAHTHYIO XMMMOTEPAIIMI0 OLCHUBAICS II0
JMHAMUKe COKpallleHUs: o0beMa OImyXojiu 1 ypoBHio ADII.

OpuruHanbHble uccneposanus // Original studies




OpuruHanbHble uccneposanua // Original studies

m POCCUIACKNIA XXYPHAT

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

Tadmuma 1. Xapaxmepucmuxa nayuenmos ¢ T'LIK, éxatouerHbix 6 uccae-
dosanue

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

ITapamerp 3HaueHue
Parametrs Value

Bcero manueHToB 39
Total number of patients

MenuaHa Bo3pacra (pazopoc), Mecsiibl B
Median age (range), months kD (R =)
Tlox (Myxckoii/keHckuii), n (%)
Sex (male/female), n (%)
TIpenpacmonaratoinue coctosiHust, # (%):
Predisposing conditions, n (%):

BUPYCHBII renatut B

viral hepatitis B

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

6 (66,7; oT ipeapac-
noJjaramumx,/
of predisposing cases)

penKue COCTOSTHUS 3 (33,3; or nmpexapac-

rare conditions MOJIaralommx,/
of predisposing cases)
De novo, n (%) 30 (76,9)
IlepBoie cumitoMsl, 7 (%):
Initial symptoms, n (%):
60JIb B JKUBOTE 16 (42,1)
abdominal pain
JIIXOpaaKa 6 (15,8)
fever
BBISIBJICHKE TIPU IJTAHOBOM O0CJICIOBAaHUN 5(13,2)
detected during routine examination
cJydaiiHasi HaxoaKa 11(28,9)
incidental finding
MenuaHa BpeMEHH OT CUMIITOMOB
JIo AuarHo3a (pa3opoc), Mec 3(0,4-43,2)

Median time from symptoms to diagnosis (range),
months

Menuana ADII (pazopoc), ME/mn

Median AFP (range), [lU/mL

Hopmanbhbiit yposeHb ADIT, 1 (%)

Normal AFP level, n (%)

Menuana o6beMa ormyxoiu (pa3opoc), cm?
Median tumor volume (range), cm’

PRETEXT I/11/111/IV, n

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

186 (1,15—2 000 000)
17/38 (44,7)

362 (11-1537)
2/11/8/11
7(17,95)

Jlokanuzanusi MeTacTa3os, A:
Sites of distant metastases, n:

Mo3BOHOYHUK (L4) 1

spine (L4)

JIerkre, 3a0pIoIMHHbIE, HAAKITIOUMYHbIE 1
JUMGOY3ITBI

lungs, retroperitoneal, supraclavicular lymph nodes

CaJIbHUK, KAaHIIEPOMAaTO3 1

omentum, carcinomatosis

JIUMGOY3JTbl OPIOIITHOI MOJOCTU 1
1 3a0pIOILIMHHOIO MPOCTPAHCTBA, JIerK1e

abdominal and retroperitoneal lymph nodes, lungs

CaJIbHUK, MMOKETyI0UHas XKeje3a 1

omentum, pancreas

MaJblil Ta3 1

pelvis

CaJIbHUK, BHYTPUOPIOLIHBIE JTUMGbOY3JIbI, 1
JIeTKUe

omentum, intra-abdominal lymph nodes, lungs

Ticronornmyeckuii BapuaHT, n (%):
Histological subtype, n (%):
kinaccuueckas I'ITK
classic HCC
duobponamemsapHast I'TIK
fibrolamellar HCC
Heorutaszust BIY
neoplasm, NOS
|

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

1(2,6)

m Note. AFP — alfa-fetoprotein; NOS — not otherwise specified.
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VY 5 manmeHTOB ¢ OTHaJeHHBIMU MeTacTa3aMU BBITION-
HEHUE OTCPOYEHHOIO XUPYPru4yeCKOro BMeEIIATE/IbCTBA
0Ka3ajJ0Cch HEBO3MOXHBIM. HecMoTpsi Ha mpoBeaeHUe
HEO0aIbIOBAHTHOM XMMUOTEPAIUK, 2 U3 HUX IIPOIEMOH-
CTPMPOBAJIM JIMIIb YAaCTUYHOE COKpPAILEHUE OIyXOJIu
n cHkeHue yposHs ADII, omHako oba ciydyast 3aBep-
IIWIUCh JIETATbHBIM HCXOAOM BCJIECICTBUE TSXKEJbBIX
OCJIOKHEHMM: Y OQHOIO ITallMeHTa Pa3BUJICS CIIOHTAaHHBIN
pa3phIB OMYXOJAU C TPOMOO30M IIpaBOil BETBU BOPOTHOM
BEHbI, Y BTOPOIO — ITIe4YeHOYHAs! HEIOCTATOYHOCTh. TaKuM
00pa3oM, HU OJHOMY M3 5 IAaLIMEHTOB IIPOBEICHMUE PE3CK-
LMY HE IPeICTaBIsIOCh BO3MOXHBIM, a HAJIMYME MeTa-
CTaTMYECKOTO IIpoliecca OIpelnessio KpaliHe Hebsaro-
MPUSITHBIA IPOrHO3, HECMOTPS HAa MOMBITKYA CUCTEMHOM
Tepanuu (cM. Tab. 3).

XUpypruyeckoe BMeEIATeJIbCTBO,  HAaIPaBJICHHOE
Ha ynajeHue MEePBUYHOM OIYyXO0JU, ObUIO BBIIOJHEHO
y 26 (68,4 %) nauueHTOB: B 17 ciy4asix IpoBeieHa pe3eK-
LUs TeYeHu, B 9 — OpTOTOIMYECKAs TPaHCIUIAHTALIMSI.
Cpeau MalueHTOB, MOIYYUBIINX HEOAIbIOBAHTHYIO TEpa-
muio (n = 16), 7 (43,7 %) ObUIM TIPOOIIEPUPOBAHBI IIOCIIE
CTaOMJIM3aLMKM WM YMEHbILIEHUSI pa3MepOB OIyXOJIu
(3 — pesexums, 4 — TpaHCIUIAHTAIMs), B TO BpeMsl Kak
y 9 MalueHTOB OIyX0Jib OCTaBaJlaCh Hepe3eKTabeIbHOI,
HECMOTpPsSI Ha IIPOBEICHHOE JICUEHHUE, BCE IALUEHTHI,
HE MOIBEPTIINECS XUPYPrUYEeCKOMY JICYCHUIO, YMEPIIU.
IMauyeHTB, KOTOpbIE HE IIOJydYaau CIEeLU(pUUECKYIO
Tepanuio (n = 3), TakKxKe yMepJUd OT IPOrpecCUupoOBaHUsI
3a00J1€BaHUsI.

IMonyyeHHbIE JaHHbIE IEMOHCTPUPYIOT, YTO XUPYpP-
FMYECKOe JICUEHME OCTAeTCSI KIIIOYEBBIM KOMITOHEHTOM
tepanuu neguatpudeckoii I'IK. Tlpu stom Heoambio-
BaHTHas Teparus MOXeT ObITh 3((MEKTUBHOM 11 mepe-
BOJIa Hepe3eKTabeIbHBIX OIyXOoJiell B pe3eKTadeabHbIe
y 4aCTH MAlMEHTOB WM KOHTPOJISI OITyXOJIEBOIO MPOLEC-
ca 0 MOMEHTA TPaHCIUIAHTALIMY TIEUYEHMU.

Ilpu aHamu3e oObeMa XUPYPTUYECKOrO JICYCHUsI,
HaIpaBJIEHHOTO Ha yAaJeHUEe IIEPBUYHOM OITyX0JIH, ObLIO
[IOKA3aHO, YTO HAWIYyYIIMii BapUaHT — paauKalbHas
orepaumsi ¢ JOoCTUXeHUeM 4JucThix KpaeB (RO) myrem
pPEe3eKLMU WM TOTAJIbHOM relaT3KTOMUM C IOCIIEAYIO-
1Iei TpaHCIUIaHTalMell — ObuTa BIITONHEHA Y 25 (96,2 %)
u3 26 mauueHToB; B 1 (3,8 %) ciyyae BbIITOJIHEHA Hepa-
IUKaJbHAsI OIepalus ¢ MaKpOCKOIMUYECKM OCTaTOYHOM
omnyxonbto (R2-pesexiuiust).

Buonicust 6e3 IOCIEAYIOIIETO YAaJCHUS OITyXOJIU
nposeaeHa B 13 (34,2 %) cinyyasix. CieayeT OTMETHUTD,
YTO JJIMTE/IbHASL BBDKMBAEMOCTh OblIa OTMEYEeHa TOJIbKO
y HALKMEeHTOB, KOTOPBbIM ObLIO IIPOBEIECHO paguKallbHOE
XUPYPrUYeCcKoe JIeYeHUE.

MenuaHa BpeMeHUM HaOJIONEHUST 3a BCEM KOTrOpTOit
coctaBuia 6,1 roga (73,2 mec; pazopoc — 0,02—9,90 rona).
Menunana BpeMeHUM HaOJIoIeHUS 3a XKUBYIIUMU — 5,5 j1eT
(66 mec; pasopoc — 0,9—9,9 rozga).

B ananmmusupyemoii koropre u3 38 mamueHTtoB ¢ I'LIK
OB u BCB ocTaBanuch HU3KMMU Y OTpakalu arpecCuB-
Hoe TeueHue 3abosieBaHus. TpexnetHss OB cocrtaBuia
41 % (95 % noseputenbHblii uHTepBan (AW) 27—60),
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Fig. 1. Distribution of patients with HCC according to the extent of initial treatment

a S-netusit OB — 37 % (95 % AW 24—57). MenuaHa
BpeMeHHM IO coObITHs ObuTa paBHa 2,1 roma (95 % AN
1,2 — HEBO3MOXKHO OLIEHUTH) (puc. 2).

Tpex- u 5-netuas BCB cocrasuna 26 % (95 % AN
15—45), a menuaHa BpeMeHu a0 cobwitusi — 0,9 roma
95 % A 0,6—2,7).

151 OLIEHKM TPOTHOCTUYECKON 3HAYMMOCTU OT/a-
JICHHBIX METAacTa30B Ha MOMEHT ITOCTAaHOBKHM JMarHosa
OBbLT TIPOBEICH CPAaBHUTENIbHBIM aHaIN3 BbIKMBAEMOCTHU
B 3aBUCHUMOCTHU OT uX Hajmuuusi. CorjiacHO TOJyYeHHBIM
pe3yJibTaTaM BBIXKMBAaeMOCTh ObLIa CTaTMCTMYECKW 3Ha-
YUMO accolpoBaHa ¢ (akToM HaJW4IUsS METacTa3oB
(p <0,001). ¥ mauneHTOB 6€3 MeTacTa3oB 3- U S5-JIeTHSS
OB cocraBumna 50 % (95 % AU 35—72) u 45 % (95 %
AN 30—68) coorBeTcTBeHHO. B rpymme ¢ meracrasamu
3- u 5-netHsist OB 6buta paBHa 0 %, 4TO CBUAETEIHCTBYET
00 abCoIIOTHO HEOIAronpUsITHOM MPorHo3se (puc. 3).

MenuaHna BpeMEHM OO COOBITMSI Y MallMEeHTOB 0e3
MeTacTa3oB cocTaBuia 4,7 roma, B TO BpeMs KakK IIpU
Hajanyuu MeTtacta3oB — Bcero 0,82 roga.

a 1009 n=38
3 ropa/years: 41 % (95 % [N/Cl 27-60)
5 net/years: 37 % (95 % AW/Cl 24-57)
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CxoIHbIe pe3yIbTaThl ObLIN TIOJYYSHBI U TIPU aHAJIU3e
BCB: B rpynmne 6e3 MeTacTa3oB 3- U S-JeTHUE TToKa3aTe I
coctaBuu 32 % (95 % AW 19—53), Toraa Kak B IpyIme
¢ metactazamu — 0 % (p = 0,044).

B moarpyrine mauMeHTOB C YCTAHOBJICHHON cTaaueit
no cucreme PRETEXT (n = 32) 6bL1a nipoBeneHa cpaB-
HUTEJbHAsl OLIEHKAa BBDKMBAEMOCTH B 3aBUCHMOCTU OT
PacIpoOCTPaHEHHOCTH OIYXOJIM Ha MOMEHT TTOCTAaHOBKM
nuarHosa. CorslacHO pesyjbraTaM aHajiu3a 3-JIeTHSIST
OB cocrasuna 50 % ma craguu 1, 55 % nna 11, 38 % g
1T u 38 % nna IV. Ilsarunetnsis OB Obl1a paBHa 50 %,
41 %, 38 % u 38 % cootBeTcTBeHHO (p = 0,6). MenuaHbl
BpeMeHU 10 coObITus cocTapisuin 4,2 ronma, 4,7 roja,
1,2 roga u 2,7 roga cooTBeTCcTBeHHO. [1pu 00beAMHEHUM
craguii [-I1I u cpaBHeHuu ux ¢ IV ctagueit 3- u S-neTHss
OB cocraBuna 48% u 41% nipotus 38% u 38% cooTBeT-
CTBEHHO, Pa3iN4Msl TakKKe OKaszajJucCh HEIOCTOBEPHBIMU
(» > 0,9). Takum obGpa3oMm, B TpeACTaBIEHHOI KOropre
CTaTUCTUYECKN 3HAYMMBIX pPa3IMuMii B BBDKMBAEMOCTU
BBISIBJIEHO He ObLIO0 (puc. 4).

6 100% - n=38
3 ropa/years: 26 % (95 % AWN/Cl 15-45)
5 net/years: 26 % (95 % [W/Cl 15-45)
759 MepwvaHa BpemeHU o cobbiTna/
A0 Median survival: 0,9 roga/years (95 % AW/Cl 0,6-2,7)
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25% - — (—
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I ] ] 1
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Bpems oT aatbl NOCTaHOBKM iMarHo3a, rofbl

Time since diagnosis, years

Puc. 2. llokazamenu OB (a) u bCB (6) nayuenmos uccaedyemoii epynnut (n = 38)
Fig. 2. Overall survival (OS; a) and event-free survival (EFS; 6) of patients in the study group (n = 38). CI — confidence interval

TOM/VOL. 12

OpurunanbHble ucenepoBanua // Original studies




OpurunanbHble uccnepoBanus // Original studies

) POCCUIACKII YKYPHATT

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

a 100% -
75% =
DYV 505 -

o0 °?

25% +

0% =

T T T T
0 2 4 6
Bpemsa oT gatbl NOCTaHOBKM ANarHo3a, rofbl

Time since diagnosis, years

MeTacTtasbl/
Metastasis:

== HeT/no,n=31

4’2025

TOMAVOL. 12

G 100% 4

75% -

§ 2 50%
25% - = =

0%

T T T T
0 2 4 6
Bpems oT gaTbl NOCTAaHOBKM AMarHo3a, rogbl
Time since diagnosis, years

= palyes,n=7

Puc. 3. OB (a) u bCB (6) y nayuenmoe ¢ I'lIK ¢ 3a6ucumocmu om naauuus omoaieHHbIX Memacmasos Ha MOMeHm HOCMAHOBKU OUAcHO3a

Fig. 3. OS (a) and EFS (6) in patients with HCC depending on the presence of distant metastases at diagnosis
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Puc. 4. OB (a) u bCB (6) y nayuenmoe c I'lIK 6 3aéucumocmu om cmaduu PRETEXT na momenm nocmanosku ouaznosa
Fig. 4. OS (a) and EFS (6) in patients with HCC according to PRETEXT stage at diagnosis

Ananu3 bCB Takke He BBbISIBUJ CTAaTUCTUYECKU 3Ha-
YUMBIX pa3inuuii B 3aBucuMoctu oT ctanuu PRETEXT
(p = 0,8). Tak, 3-nerusis BCB cocrasnsuia 50 % nipu
PRETEXT I, 36 % npu PRETEXT II, 13 % npu
PRETEXT 111 u 34 % npu PRETEXT IV. Menuansl Bpe-
MeHU J10 coObITUs cocTtaBuiu 4,2 rona, 0,9 rona, 1,2 rona
u 1,2 roga cOOTBETCTBEHHO.

J1OTIOTHUTEIFHO OBLT IIPOBEICH CpaBHUTEIBHBII aHa-
JIN3 BBDKUBAEMOCTU MEXKIY CIPYIITUPOBAHHBIMU CTAIMSI-
mu PRETEXT I-III u IV. CornacHo nojy4yeHHbIM JaH-
HbiM OB uepe3 3 roma cocrasuia 48 % (95 % AU 30-75)
B rpynme [—111 u 38 % (95 % AW 16—87) nipu ctagum V.
[IartmreTHsIS BBDKMBAEMOCTH COXpaHSJIACh Ha YPOBHE
41 % (95 % O 24—70) u 38 % (95 % AN 16—87) coor-
BETCTBEHHO. MeauaHa BpeMeHM 10 COOBITHSI COCTaBMIIa
2,2 rona B nipu ctaausx [-III u 2,7 roga npu IV cranuu
(puc. 5).

Tpex- u 5-merass BCB cocraBuima 29 % (95 %
AN 15—-56) npu cragusax I-111 u 34 % (95 % AU 14—81)

npu IV craguu. MeauanHoe BpeMsi A0 COOBITUS OBLIO
oauHaKOBBIM — 1,2 rona. CTaTUCTUYECKU 3HAUMMBIX pa3-
JIMYUI MEXITy TPyNIaMU BbISIBIEHO He Obu1o (p > 0,9).

Tlocne wuckmoueHUsT U3 aHaIKW3a S MNalWEHTOB
(n=27) ¢ otnasieHHbIMU MeTacTazamu ctaauss PRETEXT
He MMeJia CTaTUCTUYECKU 3HAYMMOTO BJAUSHUS HA TOKa-
3aTeqM  BbDKMBaeMocTu. TpexietHsss OB cocraBuia
100 % nuis crapuu 1, 55 % g crapuu 11, 50 % nia cranuu
111 n 47 % g craguu V. TTatnneTHSS BBEKUBAEMOCTD
coxpaHsiiachk Ha ypoBHe 100 %, 41 %, 50 % v 47 % coot-
BeTcTBeHHO (p = 0,7). MenuaHa BpeMeHU A0 COOBLITUS
BapbupoBaia ot 4,7 roga npu PRETEXT II no 2,7 rona
npu PRETEXT 1V (puc. 6).

Ananu3 BCB Takke He BbISIBUJI JOCTOBEPHBIX pa3/in-
yuii Mmexny cragusmu (p = 0,6). Tpex- u 5-netusist BCB
cocrasuia 100 % s cramuu 1, 36 % s cramuu 11, 17 %
qutst ctamuu 111 u 42 % nna ctaguu 1V. MenuanHoe Bpemst
1o cobbitus nipu [I-IV cranusx Bapsuposaio ot 0,9 no
2,7 rona.
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Puc. 5. OB (a) u bCB (6) y nayuenmos ¢ I'lIK 6 3agucumocmu om om cepynnuposannsix cmaouii PRETEXT (I—I11 npomue 1V)
Fig. 5. OS (a) and EFS (6) in patients with HCC according to grouped PRETEXT stages (I-111vs IV)
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Puc. 6. OB (a) u bCB (6) y nayuenmoe ¢ I'lIK 6e3 omdanennvix memacma3zog é 3asucumocmu om cmaouu PRETEXT
Fig. 6. OS (a) and EFS (6) in patients with HCC without distant metastases according to PRETEXT stage

I[Ipu pomonHuTenbHOM rpynmnupoBke craguii [—ITT
u cpaBHeHuM ux ¢ IV ctagueii B rpymrie 6e3 oTaaJeHHbIX
MeTacTa3oB (n = 27) pasnuuusa nokaszateneit OB u bCB
TakKXe He ObLIM CTAaTUCTUYECKM 3HAYMMbIMU. TpexyieTHsIsI
OB cocrasuia 56 % B npu craguax 1-I11 u 47 % npu
craguu 1V, 5-netnsis — 48 % u 47 % COOTBETCTBEHHO
(p = 0,9). Menuana BpeMeHU OO COOBITUSI COCTaBUJIA
4,7 roma nmis cramuii 1-I11 u 2,7 roma misg cragum IV
(puc. 7). AHanmm3 BCB Takske He BbISIBUI JOCTOBEPHBIX pa3-
munii (p = 0,8): 3- u 5-netsiss BCB cocrasuna 33 % (95 %
AU 17—64) u 42 % (95 % AN 18—94) COOTBETCTBEHHO,
MeInaHa BpeMeHU 10 coObITUs — 1,2 roma mpoTus 2,7 roaa.

AHaju3 B 3aBUCUMOCTH OT TMCTOJIOTMYECKOI0o BapyaH-
ta 'lIK moka3zain, 4ro y maliueHTOB ¢ (prOpoIaMeIIPHBIM
BapMaHTOM HaOJIONalNUCh 0oJiee BBICOKME ITOKa3aTesIn
BBIKMBAEMOCTH I10 CPaBHEHMIO C MALIMEHTAMU C KJIaCCU-
YeCKMM, OIHAKO CTaTUCTUYECKU 3HAYMMBbIEC pa3Inyusl He
BBISIBJICHBL.

Taxk, 3- u 5-netHss OB y mauneHTOB ¢ KIaCCUYECKUM
BapuaHTOM coctaBuia 32 % (95 % AN 17—59), mennana —
1,3 roma (95 % AN 1,2—HeBO3MOXHO OLICHUTD). Y TallK-
€HTOB C (pubOposamMesUIIpHON (DOPMOIT 3TU TIOKa3aTesIn
obutn BeIlIe: 3-netHsis OB — 50 % (95 % AW 30—84),
S-netusist — 42 % (95 % AN 22—79), meauana — 3,5 roga
(puc. 8). OmHAKO CTATUCTUYECKU 3HAYMMBIX Pa3IMIMid
ME3K1y IpyIIaMu 10 O0IIeMY IT0Ka3aTeJl0 BhIXKMBAEMO-
¢ty He Habmonanock (p = 0,6).

IIpu ananmuze BCB B rpymnre ¢ KiaccuyecKuM Bapu-
antom 3- u 5-nmerust BCB cocraBuma 16 % (95 %
AU 6,2—43), menuaHa BpeMeHU 10 coObitusg — 0,9 roma
(95 % AN 0,36—1,3). B rpymmne ¢ ¢pubposame/isipHbIM
BapuaHToM 3- u 5-netHas BCB cocrasuia 36 % (95 %
AN 18—72), menuaHa BpeMeHM 10 coObITust — 1,5 ropa.
Paznmuuusgs bCB Mexny rpynmamu He ObLIM CTaTUCTUYE-
cKM 3HauuMbIMU (p = 0,2).
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Puc. 7. OB (a) u BCB (6) y nayuenmos c I'L[K 6e3 omdanennvix memacmasoe 6 3agucumocmu om cepynnupogannvix cmaouii PRETEXT (I—-I11 npomus 1V)
Fig. 7. OS (a) and EFS (6) in patients with HCC without distant metastases according to grouped PRETEXT stages (I—111 vs IV)
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+ Knaccuuyeckuin unu HeonpegeneHHolii/classic or n/d, n = 23
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Puc. 8. OB (a) u bCB (6) y nayuenmos ¢ I'lIK 6 3a6ucumocmu om eucmonoeuueckoeo éapuanma (Kaaccu4eckuil uau Guéposamertspholii)
Fig. 8. OS (a) and EFS (6) in patients with HCC according to histological variant (classical vs fibrolamellar)

Ha ocHoBaHumM aHanam3a BBDKMBAGMOCTH B 3aBUCH-
MOCTH OT MHUIIMAJIbHOU TaKTUKU JiedeHus (n = 35) He
BBISIBJICHO CTATUCTMYECKM 3HAYMMBIX Pa3IMIUid MEX-
Iy TPYIIIaM{d MalMeHTOB, KOTOPHIM ObLIa BBIMOJHEHA
TepBUYHAS PE3eKIINS OMYXOIr, U TEMU, KOMY IIPOBOIN-
Jjlach OMOIICUSI C TMOCJeAyIollIeld HeoaabloBaHTHOI Tepa-
TMUEH.

Tak, OB uepe3 3 roma cocraBuima 47 % (95 %
[ 29—76) B rpyiire nepBu4yHoi pesexuuu u 41 % (95 %
JAN 22—75) B rpymniIie ¢ THULIMAJIBLHOI OMOTICUEi U TToCIIe-
nytoieit xummorepanueit. [Tarnnernne nmokaszatenu OB
ObUTM MIEHTUYHBI — 41 % B 00enx nmoarpymnmnax. MeauaHa
BPEMEHH JI0 COOBITHS ObLIa BHIIIIE IIPU IIEPBUIHOM pe3eK-
mu — 2,5 roga (1,8 — HEeBO3MOXKHO OILIEHUTH), TOraa Kak
B IpyIlre OMOTICUMU C MOCJEAYIONIel Tepanueili MearaHa

cocraBmia 1,2 rona (1,1—HeBO3MOXKHO OLICHUTH) (puc. 9).
OnHaKo pa3iyyst He ObUIU CTAaTUCTYECKH 3HaYMMBbI (p = 0,6).

BCB rtaxke He Iokaszaja CTaTUCTUIECKH 3HAYMMBIX
OTIMYMI MeXIYy BBIOPAHHBIMM TaKTUKAMHU BEICHUS.
Yepe3 3 u 5 ner BCB B rpymnrie nmepBUYHOI pe3eKLIUN
cocraBuia 21 % (95 % AU 8,8—50), a B rpymiie 6uomncuu
¢ HeoaqbIOBaHTHOM Teparnueit — 38 % (95 % AU 20—71).
MeanaHa BpeMeHU 10 COOBITHSI B ATUX IpyMIlaX cOCTa-
Buna 0,92 roma (0,58—HeB0O3MOXHO OlleHUTD) U 1,1 Toma
(0,32—HEBO3MOXHO OILIEHUTH) COOTBETCTBeHHO. CTaTH-
CTMYECKM 3HAYMMOM pa3HUIIBI He Habmonanock (p = 0,5).

TakuMm oOpazom, B Iipenenax JaHHOK BHIOOPKM pa3-
JINYMS B ITOKA3aTEeNISIX BBDKMBAEMOCTH B 3aBUCUMOCTHU OT
MHULMAIBHON Je4eOHOM TAKTUKY CTAaTUCTUYECKY 3HAYN -
MBIMU HE SIBJISLTUCH.
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Fig. 9. OS (a) and EFS (6) in patients with HCC according to initial treatment strategy (primary resection vs biopsy followed by neoadjuvant therapy)

CpaBHUTENIbHBIN aHAIU3 BBDKMBAEMOCTH IAlIMEHTOB
(n = 38) B 3aBUCUMOCTU OT HaJUUUSI XUPYPTUUYECKOTO
JIeYeHUs] BBISIBWJI CTATUCTUYECKU 3HAYMMOE IPEUMYIIIe-
CTBO Yy onepupoBaHHbIX mauueHToB (p < 0,001).

OB uepe3 3 roga cocraBuia 60 % (95 % AU 44—83)
y MalMEHTOB, TIEPEHECIINX OIlepalliio, TOTAa KaK Cpenu
TeX, KOMY XHPYypPrMUeCcKoe BMEIIATeJbCTBO HE IPOBO-
JII0Ch, oHa coctaBuia 0 %. Yepes 5 jeT aHaJOTUYHBIC
nokasarenu coctasuiu 54 % (95 % AN 37-79) u 0 %
COOTBETCTBEHHO. Paznuune Mexmy rpymnmaMu ObLIO CTa-
TUcTUYecK 3HaunMbIM (p < 0,001). MeauaHa BpeMeHU
JIO COOBITHS TaKKe ObLIA CYIIIECTBEHHO BBIIIE Y ONIEPUPO-
BaHHBIX MaLMEeHTOB — 5,8 roga npoTtus 0,95 rona y mamu-
E€HTOB 0e3 Xupypruyeckoro BMelaTeabeTna (puc. 10).

a 100% A

0 2 -+ 6

Bpems oT AaTbl NOCTaHOBKM ANarHo3a, rogpl
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Surgery:
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BCB uepe3 3 u 5 JeT y naiyeHTOB ¢ MPOBEASCHHOM
onepanueii coctaBuia 38 % (95 % AW 23—62), B TO
BpeMsI KaK y MallMeHTOB Oe3 orepalry OHa OCTaBaslach
Ha ypoBHe 0 % B 00a cpoka HabGmomeHus. Pazamums
ObUIM cTaTucTUYeckud 3HauuMbiMu (p = 0,003). Meau-
aHa BPEMEHU [JI0 HACTYIUIEHUSI COOBITMSI COCTaBMJIA
1,2 roga y onepupoBaHHbIX NaLueHToB nmpotus 0,28 roga
Y HEOITepPUPOBAHHBIX.

[TonydyeHHbIE pe3yJabTaThl MOATBEPXKIAIOT KIIOUe-
BYIO POJIb XMPYPTrUYECKOro 3Tara B JICYCHUU JTaHHOM
KaTeropuu ManueHToB. OTCYTCTBHE XMPYPIUYECKOIO
JIeYEHUsI aCCOLIMUPOBAHO ¢ aOCOIOTHO HEOIaronpusIT-
HBIM MPOTHO30M B oTHolIeHuu kKak OB, Tak u BCB.

0 100%

13%-

BCB
EFS

50% A

25% 4

0% A

0 2 4 6

Bpema oT gaTbl NOCTaHOBKM ANarHo3a, rogpl
Time since diagnosis, years

== fa/yes,n =26

Puc. 10. OB (a) u bCB (6) y nauuenmos ¢ I'llK 6 3asucumocmu om gvin0AHeHUS XUPYPUHECK020 MEUAMenbCmea
Fig. 10. OS (a) and EFS (6) in patients with HCC according to whether surgical treatment was performed
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B rpynme mauueHTOB, IEPEHECLIMX XUPYPru4eckoe
JeyeHue (7 = 26), npoBeeHa cpaBHUTEIbHAsI olieHKa OB
1 BCB B 3aBrcuMOCTH OT 00beMa OIepaTUBHOIO BMellla-
TeJbCTBA: pe3eKuus (n = 17) Win opToTONMUYecKasi TpaHC-
mwia"Tauus (n = 9) meyenu (puc. 11). M3 ananuza obuin
HUCKJII0YEeHbI 12 MalyMeHTOB, KOTOPbIe HE IIOIBEpPraauch
XUPYPrUYECKOMY JICUCHUIO.

K Ttperpemy romy HabmogeHuss OB mocne pesekunu
coctaBuia 50 % (95 % AW 31—82), a mocje TpaHCIUIaH-
tauuu — 78 % (95 % AN 55—100). [IatunerHue mokasa-
tenu OB cocraBuim 43 % (95 % A 24—77) u 78 % (95 %
AN 55—100) cooTBeTcTBeHHO. Paznmuumst mexmy Ipym-
MmaMy CTaTUCTUYECKM He3HauuMsbl (p = 0,14). [Ipu 3TOM
CJIeyeT OTMETUTD, YTO IALIMEHThI, ITOABEPIIIHECs TPAHC-
IUIAHTALUK [I€YSHU, MPEUMYIIECTBEHHO MMEJIU CTaIuIo
no PRETEXT III-IV.

AHajornyHasi TEHACHIIMs BBbISIBIEHAa IIPU aHalu3e
BCB. Tpex- u 5-nmeTHue mokKaszaTeld TOCje Pe3eKLUU
coctaBuin 29 % (95 % AN 14—61), a mociie TpaHCIIaHTa-
v — 56 % (95 % AU 31—100). Tem He MeHee pa3Iudms
MeXIy IMOATPYIIIaMU 10 JaHHOMY IOKA3aTeslo TakKe He
OBUIM CTaTUCTUYECKM 3HAUMMBbIMU (p = 0,3).

Takum obpa3om, HECMOTPS Ha Oojiee BHICOKME TTOKa-
3atenu kak OB, Tak 1 BCB y nmanueHToB, nepeHecmx
OPTOTOIMYECKYIO TPAHCIUIAHTALIMIO IIEYEHM, I10 CPaBHE-
HUIO C PE3EKLMENM, CTATUCTUYECKU 3HAYMMBIX Pa3Indui
MEXKIy CPaBHUBAEMbIMU ITOATPYIIIAMU HE ITOJIyYEHO.

OO0cyxaeHue

I'OK sBasieTcst peakoil OMyXOJblo TeYeHU y JeTeid
U moapocTKoB. Jlo HacTosiiero BpemeHu B Poccuiickoii
®depepaliii He IPOBOAMIICS aHAIU3 PE3YJIbTaTOB JICUEHMS
neauatpuueckoit 'IIK Ha 60ibIINX KOropTax NmayeHTOB.
Hacrosiiee uccienoBanue 0bL10 HaIIpaBJIeHO Ha BOCITOJ-
HEeHUE JaHHOIO Mpolbesia U IPOBEIECHUE PETPOCIICKTUB-
HOIO aHa/lM3a KIMHUYECKUX XapaKTEPUCTUK U Pe3yjib-
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TATOB JICUEHMSI HA 3HAYMTEJIbHOI BBHIOOPKE MAIlMEHTOB,
MOJIyYaBIIKMX TEPaIuio WM KOHCY/JIbTaTUBHYIO MOMOIb
B CITELIMAJIM3UPOBAHHOM MEIMIIMHCKOM LIEHTPE.

O0BbeM aHAIM3UPYyeMoil BbIOOpKHU (7 = 39) oTpaxkaer
penkocth 'IIK B meguarpuyeckoii nonynsauun. Hemerr-
KM peTucTp oryxoseit meyeHu 3a nepuon 2011—-2022 rr.
3apeructpuponai 43 cnydasa 3aboneBanus [15]. JlaHHBII
(hakT momuepKuBaeT BaXKHOCTb MYJBTMILEHTPOBOW KOO-
mnepauMy Kak J[UIsl IIPOBEICHUSI OO0bEAMHEHHBIX PETPO-
CIIEKTUBHbBIX MCCJICIOBAaHMI, TaK W Ul IIAaHUPOBAHUS
MPOCIEKTUBHBIX MHTEPBEHIIMOHHBIX  MCCJICIOBAHUIA,
HaIpaBJeHHBIX Ha onTuMu3aLuio tepanuu [16]. Hecmo-
TPsL Ha JOCTATOYHO OOJIBIIYIO [UIsl CTOJIb PEIKOTO BUIA
OIyXOJIM BBIOOPKY, HEMOCTATKAMU HACTOSIIIETO UCCIeI0-
BaHUs SIBJISIIOTCSI €r0 PETPOCIIEKTUBBIN XapakTep U cOop
uHOOpPMALIMY 32 JJIUTEIbHbII IePUOI BPDEMEHM.

B nemuatpuueckoii npaktuke I'LIK Bo3HUKaeT rpenmy-
LIECTBEHHO y JETel CTapllero BO3pacTta U MOJIOAbIX B3pOC-
JIBIX de novo — 0e3 CBSI3U C TIPEIIIECTBYIOIIMM 3a00/IeBaHEM
neyenu [1, 3, 6]. Tem He MeHee okoJ10 30 % nenuaTpUyecKux
CJIyJaeB CBsI3aHbI C IPEIPACOaraloliMMU COCTOSIHUSIMMU,
TaKMMU KaK BUPYCHbIE, HAC/IEICTBEHHbIC MIM METa0OoIYe-
cKue 3a00JieBaHMsI, CIIOCOOCTBYIOIIME PAa3BUTHUIO LIMPPO3a
neueHu [17]. Pe3ynsraThl Halllero mccieaoBaHus MOATBEP-
xknatoT, uto 'LIK y meTeit 1 mompocTKOB MpeacTaBisieT co0oi
3a00JIeBaHIE, OTIIMYAIOIIEECs OT TAKOBOIO Y B3POC/IbIX IALIM -
€HTOB, B YaCTHOCTH 3a CYET MPEUMYLIECTBEHHOIO Pa3BUTHS
de novo. B orrcanHoi Hamu Koropte Juib y 23,1 % nauu-
€HTOB OBbUIM BBISBJICHBI IIPEAPACIIOIATAIOIINE COCTOSIHMUSI,
npyuyeM HauboJjiee YaCcTO BCTPEYAsICsl XPOHUYECKUIA Tera-
TUT B, 4TO COOTBETCTBYET JaHHBIM MUPOBOIi JIUTEPATYPhI
00 OTHOCHUTEILHO HM3KOM 4YacToTe (POHOBOI MATOJIOrMU
y HeauaTpU4YeCKUX HNalueHToB. TeM He MeHee acCoLalius
pasButust I'LIK ¢ psgom 3aboneBaHuil M COCTOSTHUIA, 1O
MHEHUIO MEXIYHAPOIHbBIX SKCIIEPTOB, SIBJISICTCS OCHOBA-
HUEM K CKPMHMHTY B rpyIiax pucka [1].
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Puc. 11. OB (a) u BCB (6) y nauuenmos ¢ T'lIK 6 3asucumocmu om obsema Xupypeuueckoeo eMeumamenvcmea (pe3eKyus neueHu Uiy opmomonu4ecKas

MPAHCRAGHMAUUS NeYeHU)

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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Knuanyeckas manudecranus 'K B OonbIIMHCTBE
cjlydaeB B HallleM MCCJIeIOBaHMM ObLla HecreunpuIHOM
U MPOSIBIISLIACH OOJISIMU B 3KUBOTE, SITM301aMU JIMXOPaaKU
WM 4acTo O0eCCUMITOMHBIM TeuyeHueM. [loutu y Tpetu
nanueHToB (28,9 %) muarHo3 ObUI YCTAHOBJICH CJIydaii-
HO, 4YTO OTpaxkaeT CJIOXHOCTM paHHEW JAMarHOCTUKU
U TMOJYEPKMUBAET HEOOXOAMMOCTb AKTUBHOTO HaOJIIOAE-
HUS B IpyInax MoBbilIeHHOTro pucka [4]. Heobxomumo
OTMETUTD, YTO ypoBeHb ADII He sBIsICS YHUBEpPCAb-
HbiM MapkepoMm ['IIK: y 3HauuMTeNnbHON MOJM MallMeH-
TOB, 0COOEHHO ¢ (pubpomaMeIIIpHBIM BapUaHTOM, €TO
3HAUYEHMST OCTABAJIMCh B Mpeaenax HOpMbl. Takum obpa-
30M, HopMastbHbIe 3HaueHus1 ADIT He uckmovaror 'K,
U B clly4yae MOAO03PEHUsSI Ha HAaJIM4Kue JaHHOIO BUAA 3J10-
Ka4eCTBEHHOI0 HOBOOOpa30BaHMSI HA OCHOBAaHWU KJIM-
HUYEeCKUX (HallpuMep, BO3pacTa) U pEeHTTEHOJOTMUECKMX
JMIAaHHBIX y MallMeHTa ¢ 00beMHBIM 00pa30BaHUEM MEUYCHU
TpeOyeTcsl MEXIMCLMIUIMHAPDHOE OOCYXIEHUE TaKTUKU
BEJCHUSI.

dubponamesutsapublii Bapuant ['LIK Obl1 BISIBIEH
y TPETH MAllMEHTOB 1 XapaKTePU30BaJIcs 0oJiee CTapLIUM
BO3PAacTOM Ha MOMEHT ITOCTAHOBKM IMAarHo3a U HU3KUM
ypoBHeM A®II, yTo coryacyercss ¢ JaHHBIMU JIPYIUX
uccaegoBarebckux rpyni [15]. CyliecTBeHHBINH yaelb-
HbIii Bec pubponamennapHoi 'K otnnuaer neguatpu-
yeckyto koropty mnauueHToB ¢ 'LIK ot B3pocioii mory-
gsuuu 6onbHBIX. [lolydeHHBIEe HAMU JaHHBIE B 1IEJIOM
COITIACYIOTCSL C MEXIYHApOIHBIMU U CBUIETEIIHCTBYIOT
O COIIOCTaBMMBIX I10Ka3aTeJsIX BBIKMBAEMOCTHU y Ialli-
€HTOB ¢ Kyaccuueckoii u ¢pudponamemtspaoit 'K [18].

Pacnpenenenne nauumeHToB 1o craausmM PRETEXT
M HAJIMYUIO OTHAJIEHHBIX METACTa30B Ha MOMEHT I1OCTa-
HOBKM JMarHo3a IpoJIeMOHCTPUPOBAJIO IIPeBaIupOBaHuE
MaLMEHTOB C PACHPOCTPAHCHHBIMU CTAAUSIMU: IIOYTHU
60 % mnauventoB umeau craguu PRETEXT III-1V,
a 'y 18 % ObuUiM BBISIBIECHBI OTHAJICHHbIE METAcTasbl,
MPEUMYILIECTBEHHO B Jierkux. HecMoTpsi Ha BU3yaJlbHO
pasnyaroIecs: KpUBble BBDKMBAEMOCTH, CTATUCTHYE-
CKM 3HAYMMBIX Pa3jIMYMil B MOKAa3aTejsX y MallMeHTOB
B 3aBucuMoctu oT ctaguu 1o PRETEXT BeIsiBIeHO He
OBLIO.

B wuccnenyemoit Hamu xoropte nauueHToB ¢ I'IK
S-netHsist OB cocraBuna 37 %, a BCB — 26 %, uto comno-
CTaBHMMO C paHee OITyOJIMKOBAHHBIMU MEXIyHAapPOAHBIMU
JAHHBIMM JIUTEpATypbl U JOEMOHCTPHUpYeT HebJaro-
MPUATHBIN TporHo3 npu neauatpudeckoin I'IK [6, 8].
B yactHocTu, B uccnengoBanusix SIOPEL-1 u SIOPEL-3
nokasarea OB u BCB cocrasum 28 % u 17 % u 22 %
1 <22 % COOTBETCTBEHHO [6, §].

BmMmecte ¢ TeM IToKa3aHo, YTO B IOCJICAHME A CATUICTHS
0oJiee CTPYKTYPUPOBAHHBIN MOAXOM K BEACHUIO MAllMEeH-
toB ¢ I'LIK, BKTIOYasT MEXXIMCIUIUIMHAPHOE 00CYXIeHUE
TaKTUKU BeIEHMS, paHHEe HaIlpaBJeHUE B CIICLMAIN3U-
POBaHHbIE LIEHTPBI, UMEIOLINE BO3MOXHOCTD IIPOBEICHMS
KaK CIeLU(UUIECKOTO IPOTUBOOIIYXOJIEBOTO JICYCHUS,
TaK U XUPYPIUYECKOTo JICUCHUSsI, BKJIIOUasl TPAHCILIAHTa-
LIMIO TIEYEeHU, MO3BOJIMJ YIYUIIUTh Pe3yabTaThl Teparuu
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[15]. Tak, MapmpyTu3aius B LEJISIX IIPOBEICHMS JICUSHUS
nauueHToB ¢ 'K B ieHTpHI, crienuann3upyoonmecs Ha
TpaHCIUIAaHTAlMKM MeYeHu, B APreHTHHE MoKa3aja 3Ha-
YUTEJIbHOE YJIy4llIEHUE Pe3yJIbTaTOB JICUCHMSI 110 CpaBHE-
HUIO ¢ apyrumu teHtpamu (5-ierasiss OB 46,3 % npotus
17,5 %; p = 0,01) [19]. B HenaBHeit myOiIMKaLIMU HEMELI-
Knx aBTopoB S-1eTHsst OB cocraBuna 55,5 %, npeBbicUB
MoJIydeHHbIe HaMU JaHHbIe [15].

TakTuka BeleHHUs IAallMEHTOB JETCKOIO BO3pacTa
¢ 'K ompenenseTcs LeabIM psiIOM TTapaMeTpOB, BKITIO-
yasi HAJIMYKE COITYTCTBYIOILEH aTOJIOTUHY MIEYEHU, PE3eK-
Ta0eJbHOCTD OIyXOJIM U HAJIMYKMe OTHAJICHHBIX MeTacTa-
30B [20]. PagukanbHOe XUpypruyeckoe JedeHUe sIBIIsIeTCs
BaXXHEMIIMM M €IUHCTBEHHBIM JOKa3aHHBIM METOIOM
KYpaTUBHOM Tepanuu.

CoBpeMeHHas1 TakTMKa BeaeHUs nauueHToB ¢ ['LIK
BKJIIOYAeT OOCYXKIeHMEe MHULIMAIbHOW PE3eKIUU OIly-
XOJIM, TIOCKOJBKY B IIEJIOM Psiie MCCIASIOBaHMUI OBLIO
MPOAEMOHCTPUPOBAHO TIOJOXUTEIbHOE BIMSHHUE IIep-
BUYHOI onepaluy Ha mporHo3 [7]. B onucanHoii HamMu
KOIropTe BO3MOXHOCTb IIPOBEACHUS XUPYPTUYECKOIO
JIeYeHUsT SIBJISLIACh KIIIOYEBBIM IIPOTHOCTUYECKUM (hbaK-
TOPOM, IIPOAEMOHCTPUPOBABLIMM ITOCTOBEPHYIO CBSI3b
¢ ucxomaMmu. IlalMeHTbI, MEpeHecIlIre PEe3eKLUIO WU
OPTOTOIMYECKYI0 TPAaHCIUIAHTALIMIO IIeYeHU, HMeJIn
5-JIeTHIOI BbDKMBaeMOCTh 54 % npotuB 0 % B rpyi-
ne 6e3 omeparuu (p < 0,001). BaxXHOCTb BBHITTOTHEHUS
paaMKaabHbIX XUPYPTUYECKUX BMELIATEIBCTB MOAUYECPKM -
BaeTcs TeM (pakToM, YTO JOJTOCPOYHAsI BHLKUBAEMOCTD
OblIa JOCTUTHYTa TOJIbKO y MHAllMEHTOB, KOTOPHIM ObLIa
BoITtojiHeHa RO-pesexiust. OTCyTCTBUE XUPYPrUIECKOro
BMeEIIIATEIbCTBA OBUIO aCCOLIMMPOBAHO C IIPOrpPEeCcCHpO-
BaHUEM U JIETaJIbHBIM MCXOJ0M, YTO IIOIYePKUBAET HEOO-
XOIWMOCTh MaKCUMaJIbHO paHHEN OLIEHKU Pe3eKTadesb-
HOCTH, a TakKXKe HaIpaBlIeHUs] OOJbHBIX ¢ MHULIMAJIBHO
Hepe3eKTaOeJbHOI OITyX0JIbl0 B CIELMAJIM3UPOBAaHHbIC
LIGHTPBI, TJe BO3MOXHO IpPOBEACHUE TPaHCIUIAHTALIUU
MEeYCHU.

OOpaiaeT Ha cebs BHUMaHMe HeCKOJIbKO 00Jiee BhICO-
Kasl 4aCTOTa JIeTaJbHbIX UCXOIO0B Y MALIMEHTOB, KOTOPHIM
BBIMOJIHSIIACH OMOMNCUsS C MOCAEAYIolIeid pe3eKIueid, mo
CPaBHEHMIO C IALMEHTaMHU, KOTOPBIM pe3eKLMsl OblLia
BBIMOJIHEHA cpa3y (cM. puc. 1). OmHUM U3 00bSICHEHUI
MOJYYEHHBIX JAaHHBIX MOXET SIBISThCS aCCOLMALIMS
Ouorcuu OIyxoiu (B OCOOCHHOCTU IIPOBEJACHHON He
B CIICLIMATM3UPOBAHHOM OHKOJIOTMUYECKOM YUPEXKICHUM )
C PUCKOM KPOBOTEUEHUS 1 MOTEHUMATbHON TUCCEMUHA-
LIMY OITyXOJIEBBIX KJIETOK II0CJIE IPOBEIECHHOI OMonCcuu
[18]. B cBg3u ¢ 3TMM KPUTUYECKU BasKHBIM SIBJISIETCS
00CyKIeHMEe TaKTMKM BeJCHUSI MAlMUEHTOB IETCKUMU
OHKOJIOTAaMM U NETCKUMU XUPYPTaMH, CIeLHaTIU3UPYIO-
LIMMUCSI Ha TeraToOMIMapHOM XUPYPrUM, O MOMEHTa
MPOBEACHMST KAKMX-IM00 MHBA3UBHbBIX TUATHOCTUYECKUX
IIpoLeayp.

TakTuka BemeHUsI TMALMEHTOB C Hepe3eKTaOeabHOI
T'HK TpebyeT MexXAMCIUTTMHAPHOTO O0CYXIEHUS C 005 -
3aTeJIbHBIM IIPUBJICUEHUEM CIEILUATUCTOB, 3aHUMAalo-
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LIMXCI TPaHCIUIAHTALlMEW TEYEHU U MHTEPBECHIIMOHHOU
pamguonorueii [5]. OmHO#N U3 OTIUYUTEBHBIX OCOOCHHO-
creit nennatpuyeckoil I'IK siBnsiercst mydinas 4yBCTBU-
TEJIbHOCTh K KJIACCMYECKMM LIUTOCTATUYECKUM IIperia-
paTaMm, B YaCTHOCTU K LUCIUIATMHY W JOKCOPYOULIMHY
[6]. YacToTa OOBEKTMBHBIX OTBETOB MOKET JIOCTUIaTh
40—49 %, obecreurBas B psijie ClIydaeB BO3MOXHOCTb
MPOBENCHUST OTCPOUYCHHOM Pe3eKIMU WUJIU ITOMCKA U MO~
TFOTOBKHM JIOHOPA K IIPOBEACHUIO TPAaHCILIAHTALIMY TIeYeHU
[6, 8].

Ha ceropHsiHuil 1eHb ONTUMaJIbHAsL CXeMa CUCTEM-
Hoii Tepanuu npu aetckoit 1K mpomomkaeT uzyyaTbes
B paMKaX IPOCHEKTUBHOIO MEXIYHAPOIHOIO HCCIEI0-
Banus PHITT, B koTopoM MamuyeHThl ¢ Hepe3eKTabe b-
Ho# 1 MeTtactaTuyeckoil ¢opmamu I'LIK He3aBucumMo oT
TMCTOJIOTMYECKOI0 BUAA OIYXOJIM PaHIOMU3UPYIOTCS Ha
nBe BeTBU: PLADO + copadenud niu GEMOX (remim-
TaOWH U OKcanuIuiaTuH) + copagenud [5].

HeobxogymMo OoTMETUTh, 4TO, MO-BUAUMOMY, B Oymy-
LIeM TaKTHKa BEeIEHMS IMallMEHTOB C Hepe3eKTabeIbHOMI
I'OK oymer TpeboBath Oojiee auddepeHIMPOBAaHHOTO
noaxona. B 3TOM KOHTEKCTe 3acCyXMBAlOT BHUMaHMS
pesyabTraThl JeyeHus 'K, omydoinkoBaHHBIE HEMEIIKOM
rpyrmoii [15]. B umcciemoBaHuM omMcaHbl pe3yabTaThbl
aHanu3a JedyeHus 43 Jereil ¢ TUCTOJIOTUYECKU BepU-
¢ummposanHoii I'lIK (27 maumeHTOB ¢ KJacCUYEeCKOM
dopmoit u 16 — ¢ pubpoaamesisipHoii). beuto nmokasa-
HO, 4TO IPOBEACHUE HEOANbIOBAHTHOM XMMUOTEpPAIIUU
y manueHToB ¢ kinaccuueckoil 'K mo3Bonaumino noctuyb
YaCTMYHOM pemMuccuu y 62,5 % nereii ¢ HepeseKTabesb-
Hoit I'IK. Haumbonee yacto mpuMeHSIEMBIM PEXMMOM
SIBJISIaCh KOMOMHALIMSI LIMCIUIATUHA M JOKCOPYOMIIU-
Ha (n = 21), B psije ciiydyaeB B COYETaHUM C copacdeHU-
6oM (n = 16). B o6ueit cioxxHoctu 79,1 % mnaiyeHTOB
MoJyyaiu XuMuorepanuioo, a 67,4 % — MyJIbTMKUHA3-
HbIii mHruouTop. HampoTtus, npu ¢dubpomaMenaspHoi
I'IK npomemoHcTpupoBaHa He3(POEKTUBHOCTh CTaH-
JAPTHBIX PEXUMOB XMMUOTEpAUu (4acTOTa OOBEKTUB-
HbIX 0TBeTOB — 0 %), 4TO yKa3biBaeT Ha HEOOXOIUMOCTD
pa3pabOTKM aJbTePHATUBHBIX CXEM CUCTEMHOIO JICUeHMS
MpY TaHHOM BapuaHTe omyxoJu [15].

B cinyyae uvHMULIMALMKM HEOAZbIOBAHTHOM Teparuu
B 3aBUCUMOCTU OT ee¢ 3(POEKTUBHOCTU HEOOXOAUMO
IIOBTOPHOE OOCYKIEHME BO3MOXHOCTU IIPOBEACHMS
paIMKaIbHOIO XUPYPIUYECKOrO BMEIIATEIbCTBA, B TOM
yuciie B 00beMe TpaHCIUIaHTaluy IieueHu. B psige uccie-
NOBAaHUI HE MOKA3aHO Pa3jMyMii B BbDKMBAEMOCTU IPU
MPOBEICHUU MHUIIUATbHBIX U OTCPOYEHHBIX XUPYPIrUde-
CKMX BMemaTenbcTB [16]. Hamm maHHbIe TakKe cBHUE-
TEJIbCTBYIOT O TOM, YTO BBIOOP MHMIIMATbHON TaKTUKU
He BIMsUT Ha rokasatesu OB: He ObLIO BBISIBICHO CTaTH-
CTUYECKM 3HAYMMOTO BIMSIHUS IIEPBUYHOM PE3EKLIMU I10
CpaBHEHMIO ¢ HEOaIbIOBAaHTHOM XUMuorepanueit. OqHUM
U3 OOBSICHEHUI 3TOro y aHaJIM3UPYeMbIX HAMU IAllUEeH-
TOB SIBJISJIACh OTHOCUTEJIBHO BBICOKAsl 4acTOTa IIPOBE-
JIeHWs] TPAaHCIUIAHTALMU II€YeHU B BMIE OTCPOYEHHOI
orepaiuu.
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Bormpoc o0 mokazaHusix K TpaHCILUIAHTALIMK [IEYEHU IIPU
HepesdekTabeabHol LK y geTeit octaeTcs qucKyTadbeab-
HbIM. Bo B3pocoii mpakTuke ncnonb3yorcss MuaaHcKue
KPUTEPUM, KOTOPbIe B OOJIBIIMHCTBE CIydyaeB HEIpUMe-
HUMBI B IETCKOM BO3pacTe U3-3a OCOOEHHOCTEI pacipo-
CTpaHEHHsI OIYXOJU Y HU3KOI YaCTOThI COMYTCTBYIOLIEH
narojornu redeHu [6, 8]. Boisee Toro, ormy0aMKOBaHbI
paboTHI, AEMOHCTPUPYIOIIME YIOBICTBOPUTEIbHBIC OTAA-
JICHHBIE pe3yabTaThl TpaHcIuianTauu y aereit ¢ 'K, He
COOTBETCTBYIOIINX TaHHBIM KpuTepusm [21, 22].

B nameii koropre yactu meteir (n = 9) mpoBeneHa
TpaHCIUIaHTallMsl IIeYeHM, BKIIOYas IALMEHTOB IIOCIEe
MPOBEACHUSI HEOaAblOBaHTHON xumuoTepanuu. CraTu-
CTUYECKM 3HAYMMBIX pa3IMYMii B IMOKA3aTEISIX BBDKM-
BaeMOCTU MeEXIy TpYIIIaMM MallMeHTOB, ITOABEPIHYThIX
pe3eKLMU WM TPaHCIUIAHTALUKM IIeYeHU, HE ITOJIyYeHO,
YTO ellle pa3 MOAYEPKMBAET BaXHOCTb PACCMOTPEHMS
BOIIpOCA O TPaHCIUIAHTALUMM II€YE€HU, y MMAlMEHTOB IET-
ckoro Bo3pacTta ¢ HepedekTabenbHo#t ['LIK. OTHOCUTENB-
HO BBICOKHME ITOKA3aTe/IM BbDKMBAEMOCTU IAllMEHTOB,
KOTOpPbIM ObUIa IpOBeleHa TpaHCIUIAHTALMS IeYeHU
B HalleM MCCIIeJOBAaHUM, MOTYT OOBSICHITH TOT (haKT,
yto cragus o PRETEXT 1V He sBisiiack moka3zaHHBIM
(hakTOpOM, YXYIIIAIOIIMM ITPOTHO3 3a00JIEBaHUS, KaK 3TO
[I0Ka3aHO MCCIeIOBAaHUSIMU APYTUX aBTopoB [16]. Heob-
XOAMMO OTMETUTb, YTO B HACTOSIIECE BpeMsI B KayeCTBE
METOJIOB KOHTpPOJII Haj 3abojieBaHHMEM, 00eCIeuMrBalo-
LIMX BO3MOXHOCTb IMOMCKA ITOHOpPA IIeYeHU, M3y4daloTcs
TpaHcapTepuajibHas XUMUO3MOOIM3alMs U TpaHcapTe-
puanbHas paguoamobonu3anud [23, 24].

IMamments! ¢ 'K 1 Hanmnunem oTnaJeHHbIX MeTacTa-
30B XapaKTepU3YIOTCsl UYpe3BbIYAHO HeOJIaronpUsITHbIM
IPOTHO30M. B Hallleii Koropre malyeHThl ¢ OTAaICHHBIMU
MeTacTa3aMM He MPOASMOHCTPUPOBAIU MOJIOXUTEIHHOIO
OTBETa Ha HEOAIbIOBAHTHYIO XMMMUOTEPAIIMIO, BCE IMALlM-
€HTBI C OTAAJCHHBIMU METacTa3aMU YMEPJIM OT IIPOrpec-
CHUPOBaHMS OIIyXOJIEBOIO IIpoliecca. DTO IOATBEPXKAAET
OrpaHMYEHHYIO 3(P(PEKTUBHOCTH CTAHAAPTHON CUCTEMHOI
Tepaluy MpU AUCCEMMHUPOBAHHOM IIpoliecce U IIOMI-
YepKMBAET OCTPYIO IOTPEOHOCTh B ITOMCKE M BHEIPEHUU
HOBBIX TepaleBTUUECKMX IOJIXOH0B B 3TOM KOTOpPTe 0O0JIb-
HbIX. [lepCreKTMBHBIMM CUMTAIOTCSI CTPATETMu, OCHO-
BaHHbIC HAa MPUMEHEHUM TapreTHO MU MMMYHOTEpalluu,
B YaCTHOCTU KOMOMHAIIMM WMHTMOMTOPOB aHTMOIeHe3a
M KOHTPOJIbHBIX TOYEK MMMYHHOI'O OTBETa, paHee IOKa-
3aBIIMX 3(PPEKTUBHOCTDL y B3pociabix MamueHToB ¢ 'K
[25]. Tak, KIMHUYECKHE UCCIEOOBAaHMUS Ha B3POCIIOM
TOMYJIAIMU MMallMeHTOB ¢ Hepe3ekTadenpHoil 'K mpo-
JNEMOHCTPUPOBAJIM, UTO KOMOMHaIMsI nHruoutopa PD-L1
aTe3o0/iM3ymada ¢ 6eBalM3yMaboM MPeBOCXOINUT CTaHIAPT-
HyI0o Tepanuio copadeHnoom [26]. Kpome Toro, nmokasaHa
aKTMBHOCTb KOMOMHALMU nHruouropa PD-1 HuBomymabda
¢ unruoutopom CTLA-4 ununumymMaboM y TallMEHTOB
Kak ¢ Kjaccu4yeckoi, Tak u ¢ ¢pudponaamesipaoin I'IIK
[27, 28]. IMonTBepxxaeHne 3(PPEKTUBHOCTH AAHHBIX IO -
xonoB y neteii u moapoctkoB ¢ I'LIK TpebyeT mpoBeaeHust
MPOCIIEKTUBHBIX KIIMHUYECKUX UCCICIOBAHMIA.
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3akioyeHue

I'lIK mpencraBasieT codoi peKoe U arpecCUBHOE 3710Ka-
YeCTBEHHOE HOBOOOPA30BaHME [TEYEHN Y IETEH 1 MIOIPOCTKOB
U XapaKTepU3yeTcsl KpaiiHe HeO1aronpusITHBIM IIPOTHO30M.

[lo maHHBIM HACTOSIIETO HCCACHOBAHMS, S-JIETHSIS
OB cocrasuna 37 %, BCB — 26 %, 4r0 MOATBEPXKIAET
BBICOKYIO arpeCCUBHOCTD 3a001eBaHUSI M HU3KY10 3 dek-
TUBHOCTb TEKYIIMX cXeM Tepanuu. KiroyeBbIM (akTo-
POM, ONPEACIISIONIMM IOJIOXUTEIbHBIA UCXO/, OCTAeTCsI
paavKajJbHOE XUPYPIUYECKOE JICUCHUE — PE3eKLIUS WA
OpPTOTONMYECKAsI TPAHCIUIAHTALIUS ITEYCHU.
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B 1ie10M mosydeHHBIE B HACTOSIIEM HCCIEAOBAaHUU
JaHHbIE TIOAYEPKUBAIOT HEOOXOIMMOCTb MaJbHEMIIIEro
U3YyYEHUS MOJICKYJISIPHBIX U KIMHUKO-OMOJOTMYECKUX
ocobenHocrelt I'lIK y geTeil u BKIIOYEHUS TaKUX IallK-
€HTOB B MHOTOLIEHTPOBbIE KJIMHUYECKHUE UCCIECIOBAHMSI.
PaHHss nuarHocTuka, pacuiupeHue moka3aHuii K TpaHC-
TUIAHTALUKW TI€YEeHU, a TAKXKE BHEAPEHUE COBPEMEHHBIX
CTpaTeruii CUCTEMHOM TEpaIMM SBJISIIOTCS KIIOYEBBIMU
HaIlpaBJICHUSIMU JUIS YJIyUIIEHUS IIPOrHO3a y 3TOM Kpaii-
HE CJI0XKHOU KOropThl MAlIUEHTOB.
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PechepeHcHas oueHKa nnaHoB/NPOTOKONIOB Ny4eBOi Tepanuu y AeTeil:
pe3ynbTatbl U NEPCNEKTUBDI

A.B. Heuecniok, M.M. CtpoxenkoB, A.A. Jlorunosa, @.f1. Kanectpu, B.B. IopHocraes, A.I'. PymsHnes

DOIbY HMHUII JITOU um. Imumpus Poeaveea» Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Camopsr Mawena, 1;
KoHnTakTHble naHHble: Arexceii Bradumuposuu Heuecriok alexey.nechesnyuk @dgoi.ru

C60€8p€M€HHbl€ 6blAdeNeHue, aHaius u ﬂuiceudauuﬂ B03MOMNCHBIX OUWUOOK 6 npomokoaax paduomepanuu umMerom 8adcHoe 3HaueHue 04
ycnexa KOMNAeKCHO20 /1e4eHuUs nauyuermoes.

Ileav uccaedosanun — cosoanue cucmemol pegpeperHca npomoKoa08 AYy4e8oll mepanuu 8 0emcKoil npakmuke 00 Ha4ana Ae4eHus: ons
UCKAIOYEHUST B03MOICHBIX 2pYObIX OWUO0K 6 NAAHUPOBAHUU, a makdice 045 OUEHKU U YAVHUIeHUs Ka4ecmea Ay4e6oil mepanuu U, Kax
cnedcmeue, pe3ynbmamoe AeHeHus NayueHmoa 0emcKko20 603pacmad.

B x00e uccaedosanus onpedener Ko3ghuyuenm ucnoab3o8anus 1y4eeoil mepanuu 6 0emckoii npakmuke, komopuiii cocmagun 42 %.

B pabome npodemoncmpuposansi pezynsmamol peghepercHoll oyenku 589 npomokxonos ayueeoii mepanuu y demeii 3a 2019—2024 ee.
Sameuanus, mpebyrouwue Koppexuyuu, umeau 43,3 % ucnonav3o8aHHvix NpomMoKonos, nodsepeuiuxcs pegepencroii oyenke. I[loxaszano,
umo Hauboavuell npobaemoil 6 obecneveHuu Ka4yecmea Ay4eeoll mepanuu ocmaemcs onpedeneHue 006eM08 MuuleHu — Hauboaee
pacnpocmpanentvle owUOKU c83aHbl ¢ OKoHmypueanuem muwenu (36,7 %), pexce ecmpeuanrucy omubKu 8 OKOHMYPUPOBAHUU OPeAHO8
pucka (2,3 %) u npeonucanuu 003 (5,4 %). Hauboavuwiue mpyoHocmu 603HuKaAU NPU NAGHUPOBAHUU NYHeBOl mepanuu 051 NAYUeHMO08
¢ aumpomoii Xoduckuna (55,2 % owubok) u npu kpanuocnunarvhom oonyuenuu (39,5 % owu6or).

IIposedernue peghepencroii ouenku npuseno k docmosepuomy (p < 0,001) chuncenuro koauvecmea owubok ¢ 51,1 % npu 1-m obpawenuu
00 23,6 % nocae 4-e0 obpawenus. Dmo noomeepiucoaem o0pa306amMenbHYHO UEHHOCMb CUCmeMbl pegheperca u ee poab 6 NoGbllleHUU
Kkearuukayuu cneyuarucmos. Pegpepencnas ouenka naanogé ayuegoi mepanuu y Oemeil s18AA€MCS BANCHOIM UHCIPYMEHMOM ONs
NOGbIUCHUS KAYeCMBa AeHeHUs U MUHUMU3AUUU DUCKOE.
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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. Rumyantsey

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.

In 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.

For citation: Nechesnyuk A.V., Strozhenkov M.M., Loginova A.A., Kanestri F.Ya., Gornostaev V.V., Rumyantsev A.G. A peer review
of pediatric radiation therapy planning: results and prospects. Russian Journal of Pediatric Hematology and Oncology. 2025;12(4):27—36.
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Beenenne

JlyueBas tepanus (JIT) B HacTosilee BpeMs SIBJSIeT-
CSl OJHOW M3 BaXXHBIX COCTABJSIONIMX JICUEHUS 3J10Ka-
YeCTBEHHbIX HOBOOOpa3oBaHuii. [1o naHHbiM Bcemup-
HOI OpraHu3aluy 3ApaBooxpaHeHus, okono 70—75 %
OHKOJIOTMYECKUX 00JbHBIX TpebyeTcs nposeaeHue JIT,
50 % BCexX OHKOJOTMYECKUX OOJbHBIX MOJYyYyaloT ee
B npouecce JeueHus [1]. JIT npumeHsieTcs B KauecTBe
CaMOCTOSITEJILHOTO METOJa JIEUeHUSI WU KaK OJUH U3
KOMITOHEHTOB KOMIUJIEKCHOTO noaxoaa. OHa MOXeT
OBITh UCTOJBb30BAHA KaK JJi PAJUKAIbHOTO JIEYEHUs,
TaK ¥ B KaUeCTBE MaJUIMATUBHOU Tepanuu.

C teuennem Bpemenu JIT mpeTepriena 3HaYNUTEIbHBIC
n3MeHeHus. JoCTIKeHUs B 00JacTH BU3yaIM3allvH,
MOSBJICHNE HOBBIX MeToAuK TpoBeacHMst JIT, HoBoro
000pyIOBaHUSA, CUCTEM HO3MMETPUIECKOTO TITAHMPOBA-
HUSI TTIO3BOJIMJIN PeaIM30BaTh OoJiee CIOXKHbBIE JIeYeOHbIe
TUTaHBI, VIYYIIATH Pe3YIbTaThl JICUCHUS, a TAKXKEe CHU3UTh
TOKCUYHOCTb Tepanuu. CoBpemeHHast JIT — BbICOKOMH-
TeJUIeKTyallbHasd W TPyHdO3aTpaTHasl OTPACib MEIULIMHEL.
OngHako Hajau4yde B KIMHUKE BBICOKOTEXHOJIOTUYHOTO
000py/J0oBaHMS U TIpUMEHEHUEe HOBBIX, 0oJiee CI0X-
HeIX MeTomuk JIT He Bcerma MpWBOILT K YIYYIICHUIO
pesyiasratoB jeueHus. [lposenenue kypca JIT Tpebdyer



@ POCCUIACKNIA XXYPHAT

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

BBICOKOM KBaTM(pUKALIMUA U CIaXXEHHOU paOOTHI TPYIIITHI
CIIELIMAJINCTOB — PaAUalMOHHBIX OHKOJIOTOB (JIy4eBbIX
TeparneBTOB), MEIULIMHCKUX (DU3UKOB, pagrdallMOHHBIX
TEXHUKOB U MHKEHEPOB.

OCHOBHBIMM 3TallaMUd TEXHOJIOTMYECKOM LIEIMOYKU
IJ1aHUpOBaHUs U npoBeneHus JIT SBISII0TCS BBIITIOJHEHUE
TOIIOMETPUYECKOM pa3MEeTKU U OKOHTYPUBAHUSI, OIIpe/ie-
JIeHre 00beMOB OOJIyYEeHMSI M pacueT J03bl Ha MUILIEHU
M OpraHbl pUcKa, IMPOBEICHUE JT03UMETPUYECKOro ILja-
HUpOBaHUS U MTPOBepKa IjlaHa, IpoBeneHue ceancon JIT
C UCIIOJIb30BAaHUEM CPEICTB BU3YyaJbHOIO KOHTPOJIS MJIU
6e3 Hux. KauectBo JIT 3aBUCUT OT KayecTBa BHITTOJTHEHUS
KaXK[I0To 3Tarla, olIrMOKa Ha JIloOOM 3Tarie Ipu IOAr0TOB-
Ke u/unm peanusainuu 1aHa JIT mMoxer mepeyepKHYTh
pe3yybTaThl Bceil paboThI.

CBoeBpeMeHHbBIC BBIIBICHUE, aHAIU3 ILIAHOB/IIPO-
T0KOJ10B JIT M JIMKBUIALIMS BO3MOXHBIX OIIMOOK UMEIOT
BaxKHOE 3HAaYeHME JJIs 00eCIeueHMs] TapaHTUM KavyecTBa
MPOBeACHHOrO jeyeHus1. BausiHue ommOOK B IIaHUPO-
Banuu JIT Ha BBDKMBAEMOCTb OBUIO M3YyYE€HO B HCCIE-
noBanun TROG 02.02 y mamyeHTOB ¢ pacnpocTpaHeH-
HbIM PaKOM TOJIOBbI U 1lIeH. BbLIO MMOKa3aHO CHUXKEHUE
2-ntetHeli o6ueit BbkuBaemoctu Ha 20 % (¢ 70 mo 50 %;
p < 0,001) 1 2-1eTHeit BBDKMBAEMOCTH 0€3 JTOKOPErro-
HapHbIX peuuanuBoB Ha 24 % (c 78 no 54 %; p < 0,001)
B IpyIINe MalieHTOB ¢ OlIMOKaMu B TiaHupoBanuu JIT.
B MemuUMHCKUX LIEHTpax, MMEIOLIMX OrpaHMYeHHBIA
OINBIT JIEYEHUS TTALIMEHTOB C JAHHOM HO30JI0TUEH, OLIMO-
KU BCTpevyaluch yaiie. Tak, ecliv YMCIIo HaleHTOB ObLIO
MeHee 5, 1o B 29,8 % muianos JIT umenuce oimbKu, B TO
BpeMsI KaK B MEAMIIMHCKMX LIEHTPaX C YMCJIOM MallieHTOB
6onee 20 omMOKKM B TIaHMPOBAHUM HAOJIONANINCH Wb
B 5,4 % ciydaes [2].

[To pesyabraTam psiza APYrUX MCCIEAOBAaHMI BbISIB-
JIeHO, uTo okoJio 10—30 % muanoB JIT TpeOyloT n3meHe-
HUI, KaK He3HAYUTEIbHBIX, TAK U 3HAUUMBbIX, CIIOCOOHBIX
MOBIUATh Ha 3(P(PEKTUBHOCTL €¢ TNpuMeHeHus [3—5].
B kpynHoM MeTaaHalli3e KOTOPThI B3POCIIbIX MAllUEHTOB
C Pa3IMYHBIMU JIOKAIM3ALUSIMU OITyXOJICi, BKIIIOYAIOIIEM
55 uccnenoBanuii u 96 444 ciyyast peepeHCHOM OLICHKHU
miaHoB u3 10 cTpaH, MoKa3aHbl aHAJIOTMYHbBIE PE3YJib-
tatel. CyMMapHasi J0JisI PeKOMEHIALMIl MO BHECEHUIO
M3MEeHeHU# cocTtaBuia 28 %, mpuueM peKoOMeHIaluu 1Mo
CYILLIECTBEHHBIM M3MeHEeHUsIM coctaBuian 12 %. Haubo-
Jiee pacIpoCcTpaHEeHHbIe IPUYMHBI JI1 PEKOMEHIAIMIA I10
n3MeHeHuto TaHoB JIT BKiIoyaayu HeBEpHbIE OIpeeie-
HUe 00beMOoB 00yueHust (45 %), npennucaHue 103bl 1St
muienu (33 %), opraHos pucka (9 %) u OKOHTYpUBaHUE
opraHoB pucka (5 %) [6].

Mo MmIaHOB, HE OTBEYAlOLIMX TPeOOBAHUSIM IIPO-
TOKOJIa Y TeAuaTPUYECKUX TMallMeHTOB, Oblla MoKa3a-
Ha B npoekte QUARTET. bouin mpoaHanm3upoBaHBI
263 mauMeHTa ¢ pasIMYHbBIMU JoKanu3anusamu. B 25 %
CJIydaeB BBISIBJICHO KPUTMUYECKOE HECOOTBETCTBUE IIPO-
TOKOJIy, 4TO TpeboBasio udmeHeHus riaHa JIT. Haubonee
YacThIMU NPUYMHAMU SIBJISUIUCH OIpeiesieHre 00beMOB
muineHeit (53 %), orpaHuyeHue 103kl Ha OpraHbl prcKa
(31 %), no3a i muiieHu (28 %), onpenejaeHue 00bEMOB
opraHos pucka (13 %) [7].
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Takum obGpa3om, HauboOJbIIIEH TTPOOIEMOiT B obecIie-
yeHuM KavyectBa JIT Kak y B3pOCHIbIX, TaK U 'y JIE€TEil OCTa-
eTcs oIpenesieHne 00beMOB MUIIICHM.

HenpaBunbHoe ompeneieHne OOBEMOB OOTYYCHUS
B 3HAUYMTEJIBHOI CTENIEHM MOXET BIMSTh Ha €ro Kaue-
CTBO U DPE3yJbTaThl JICUCHUS, TIpUUYEeM Jaxke B OOJIbIIEH
CTETIeHHU, YeM TOTPEITHOCTU B YKJIAIKE WIN JBUKECHUSIX
opraHoB [8]. [Tpu 3ToM HeMan0BaXKHBIM (PAKTOPOM SIBJISI-
€TCS YacTOTa BCTPEYAeMOCTHU IAaTOJOTMU. Tak, OKOHTY-
pUBaHUE YacTO BCTPEYAIOIIErocs paka MpeacTaTeIbHOMN
JKeJIe3bl CBSI3aHO C MEHBIIUM KOJUYECTBOM OIIMOOK IO
CPaBHEHUIO C peXe BCTPEYAIOIIMMCS PaKOM IIPSIMOM
Kuiiku [9].

HauGonee yacto ommbOKMU B OIpeleaeHUU 00beMOB
MUIIIEHE! BBISIBJISIOTCS B HAU0OO0Jee CIOXHBIX JJISI OKOH-
TYPUBAHMSI JIOKATU3ALUSIX — B 00JaCTU TOJIOBBI U IIIEH,
manoro Taza [10—12]. OxoHTypuBaHMEe TIpU ACTCKUX
paKkax 3HAUUTEIbHO OoJiee TPYJAOEMKO IO CPaBHEHUIO
Jaxe ¢ caMbIMM CJIOXHBIMU JIOKAIU3aLMSIMU y B3pOC-
JbiX. CpenHee BpeMsl OKOHTYPUBAHUS B TTeAUATPUICCKOMN
npakTHUKe, MO JaHHBIM HcciaenoBaHus E. Montague
et al., cocraBnsier 210 MMH, a Ha OKOHTYpUBaHUE MUIIIE-
Heli B 00JIaCTH TOJIOBBI U I1IEU, OTTYXOJIei MaTKM (Hanboiee
CJIOXKHBIX JIOKAJIM3ALMi OMyXoJeil 1 paauoTepareBTa)
tpatutcsa 120 u 85 MuH cooTBeTCTBEeHHO [11].

COBOKYITHOCTb PEIKOCTH TATOJIOTMU M CJIOXHOCTHU
OKOHTYPMBAHMUS TIPUBOIUT K BHICOKOMY TTPOIIEHTY OIIIH-
ook B rutanupoBaHuu JIT B neTckoii nmpakTuke. Hanbonee
JNEWCTBEHHBIN CIIOCOO0 CHIKEHUSI KOJMYECTBa OIIMOOK
u ynyuiieHust kadectsa JIT — mpoBeneHue pedepeHCHOM
oueHku raHoB JIT u Koppekiusi omMOOK 10 Hayalia
JiedyeHus1. B 6enbruiickoM HallmoOHAJIbHOM UCCIeIOBAaHUI
pedeperca mnanupoBanus JIT npu pake mpssMoii KUIIKK
ObUTO MpoaHanu3MpoBaHo 1224 naHa, npu 1-M oOpaiie-
Huu B 74,3 % ciaydaeB ObLIM BHeCeHbl M3MeHeHus. [1pu
nocleayiux obOpalleHUsIX eInHOoOoO0pa3ue KOHTYpPOB
YBEJIUUMBAJIOCh, U mocie 10-ro oOpalieHus pe3yabTaThbl
JIOCTOBEPHO HE OTJIUYAJIUCH OT nocaeaytomux [13].

MexxayHapOoaHBIN OTBIT ITOKAa3aJl, YTO KOHTPOJIb Kaye-
CTBa MUHUMM3UPYET KOoanyecTBO oimmnook B JIT. OgHum
U3 METOIOB TAaKOrO KOHTPOJISI MOXET SIBJISITbCS pede-
peHcHas oueHka rutaHoB JIT. OHa npu3BaHa He TOJILKO
VAYYIIATh pe3yjabTaT JIeYeHUs] KOHKPETHOTO ITallMeHTa,
HO U TOBBICUTH YPOBEHb ITOATOTOBKU CIICIIUAINCTOB,
YTO MOXET CHHU3UTHb KOJIMYECTBO OIIMOOK B Oymyliem
U YIAYYIIATh KadyeCTBO IIPOBOAMMBIX MCCICIOBaHUM
B oomactu JIT.

Ieab uccnenoBanus — pa3padOTKa U BHEAPEHUE CUCTE-
MBI pedepeHca T1aHoB/IpoToKoj0B JIT B neTckoii mpak-
TUKE M0 Hayaja JeYeHUs IS MCKIIOUEHUS BO3MOXHBIX
rpyOBIX OIIMOOK B IJIAHMPOBAHUY, OLICHKU U YJIyJILIeHUS
kauectBa JIT u, Kak ciencTtBue, pe3yJbTaTOB JCYEHUS
MalMeHTOB IETCKOTO BO3pacTa.

OCHOBHBIC 3a1a41 MCCCTOBAHMSI:

e oueHka uucia gereit, npoxonsamux JIT B Poc-
cuiickoit Megepann;

*  OlIEHKAa NMOTPeOHOCTU B MPOBEASHUN pedepeHca
rtaHoB JIT 1 HEOOXOIMMBIX PECYPCOB IJI €ro MpoBee-
HUS;

OpuruHanbHble uccneposanus // Original studies
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*  paszpaboTKa cucTeMbl olleHKH T1aHoB JIT,

. BbISIBJIEHUE HAaM0OJIee YacThIX OIIUOOK B IJIAHU-
poBanuu JIT,

e oueHKa BaustHUA pedeperca riaHoB JIT Ha cHibke-
HME KOJIMYECTBA OLIMOOK IMPU TTOCIIEIYIOIINX O0palleHHUSIX;

e ompeneicHUE MAJbHEHIIMX IIAroB IO YIydllle-
Huto KadectBa JIT B meauarpuyeckoii MpakTUKe Ha OCHO-
BaHUM aHaJIM3a pe3yIbTaToOB IIPOBEACHHOTIO pedepeHca.

MatepuaJjsl 1 METOIbI

Hamu Obu1 TIpoBefieH OMpPOC KIMHUK paaroTepanuu
M OIIpEIe/ICHO YMCJIO IAlMEeHTOB JIETCKOTO BO3pacrTa,
kortopsie ipoxoaunu JIT B Haieit crpane. Ha ocHoBaHUM
0O0I1IETOCTYITHBIX CTATUCTUIECKUX JAaHHBIX, a TAKXKE TaHHBIX
COOCTBEHHOI'O OITpoca OIlpeneseHa MOTpeOHOCTh B pede-
pexce muiaHoB JIT y gereit, a TakKe OLIEHUBAJIMCh HEO0X0-
JIMMBbIE PeCypCHI TSI TIPOBEACHMS TAaKOTO pedepeHca.

[lepBbIM 3TamoM OLICHKHU ILJIAHOB SIBJISLIOCH OIIpee-
JICHUE TI0Ka3aHMI K 00JIydeHHIO, eTOo 1eIu (paauKaabHas
WIM TIaJUTMaTMBHAs), BPEMEHM IIPOBEICHUS, BbIOOpa
MeTona panuorepanuu (PoToHHasl, TPOTOHHAasI, OpaxuTe-
panus U T. 1.), 00beMa 1 103bl 00JIydeHUs] Ha OCHOBaAaHUU
MPENCTaBACHHON IMOJHONW MEIUIMHCKON WH(MOpMaLIUK
0 MallMeHTe, aHaJIu3a NaHHBIX BU3yadu3allld Ha MeX-
MUCUUTUTMHAPHBIX COBEIIAHUSX WM B paMKax TelleMe-
IUIIAHCKUX KOHCYJIBTAllUil ¢ yJYacTHUEM CIIeIIMAaICTOB
pa3TUYHBIX TIPOGUIIEHt.

Jna cranpapTuzanuu ObUla pa3paboTaHa 0Oasza daH-
HBIX, KOTOpas BKJIHOYala B ceOsl OIIEHKY BCEX 3TaIlloB
OKOHTYPMBAHMSI U TUIAHUPOBAHUS: OILICHKA KOHTYPOB
MMIIIEHU, OPTaHOB pUCKA, TIPEANUCAHUS 103 O0JIydeHUs
B COOTBETCTBUU C KIMHMYECKMMU pPEKOMEHIAIIUSIMU
U JO3HOTO pacIpeac/ieHus.

Bouiu onpeaeneHb KpUTEPUU OLIEHKHM KaXI0T0 3Tara:

1. TIlpuHsaTOo (COOTBETCTBYET IIEJISIM Teparuw,
BEPOSITHOCTb Pa3BUTHUS OCIOXHEHWI MUHUMAaJIbHA, WIN
OTCYTCTBYET BO3MOXHOCTD UX U30€KaTh, HET OTKJIOHEHUI
OT CYIIECTBYIOIINX KIMHUYECKUIX M METOIMUECKUX PEKO-
MEHJALUI).

2. TlpuHsaTO ¢ 3aMeyaHUSIMU (COOTBETCTBYET LIEJISIM
MMPOTHUBOOIYXOJICBOI TepamuM, BEPOSTHOCTb DPa3BUTHUS
OCJIO)KHEHMII MMHMMAaJbHa, WM OTCYTCTBYET BO3MOXK-
HOCTh UX U30eXaTh, €CTh OTKJIOHEHMS OT CYIIECTBYIOIINX
KJIMHUYECKUX U METOMMUECKMX PEKOMEHIAITUIA).

3.  He mnpunato (BbICOKa BEpPOSATHOCTb PELIMIMBA
1/WIM Pa3BUTHS OCIIOXKHEHU, KOTOPBIX MOXKHO M30€3KaTh).

OlieHKa KOHTYPOB MMIIEHEH M TpeANHUCaHHBIX J03
MMPOBOAMIACH B COOTBETCTBUU C MEHCTBYIOLIMMU IIPO-
TOKOJIAMU JICUCHUsI, YTBEPXIEHHBIMU KIMHUYECKUMU
pPEeKOMEHIAIUSIMU, PEUICHUSIMUA MEXIUCHMUILTAHAPHBIX
coBelaHuii. OlleHKa KOHTYPOB KPUTUUYECKUX CTPYKTYP
npoBoauiachk B cootBeTcTBUM ¢ atiacaMu RTOG, peko-
MEHIAIUSIMM B IIPOTOKOJAX JICUCHUS, NEHCTBYIOIIUMU
KJIMHUYECKUMU PEKOMEHIAITUSIMU.

Ilo pesynbrataM pedepeHCHOI OLIEHKM 3aMedyaHUs
1 BO3MOXKHBIC MYyTU HX YCTpaHEHUs ObLIM O(POpPMIICHBI
B paMKax TeJIeMEIUIIMHCKUX KOHCYJIbTAIINi1, a TAKXe MPO-
BOIWJIVCH MPSIMbIe KOHCYJIBTALIMM B (hopMare «Bpad-pa-
IMOTEpareBT PerMOHAIbHOM KJIMHUKY — Bpay-3KCIIepT».
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Hnsg  onpeneneHuss 3(@GEKTUBHOCTU  BBIMOJTHEHUS
pedepeHCHOI OLICHKM IIAaHOB MBI IPOAaHAIM3UPOBAIN
KOJIMYECTBO HEIPUHSITHIX IJIAHOB B 3aBUCHMOCTU OT YHUC-
J1a obpateHuii. CpaBHUBAJIM IPOLIEHT HEIIPUHSTHIX I1J1a-
HOB Ipu 1-M oOpateHuu ¥ 1pu 2, 3, 4-M U TTOCIISAYIOIINX
obpalieHUsIX. 3HAYMMOCTb PE3yJIbTaTOB OLIEHUBAIU I10
KPUTEPUIO ¥> U TOUHOMY KpuTeputo Puiiepa.

YunTeiBasg 0COOEHHOCTU TIJIAHUPOBAHUS Y OKOHTYPH-
BaHUs B 3aBUCUMOCTH OT BbIOpaHHOM MeToauku JI'T, 6buin
BbIICJICHBI IMOATPYIIIbI B LEJISIX OLEHKM PUCKA OLIMOOK
IIpY JAHHBIX BapUaHTaX OOJIydeHMs] BHE 3aBUCUMOCTH OT
TUCTOJIOTMYECKOIO TUIIA OITyXOJIH.

Pe3yabTaTsl 1 HX 00CyKIeHHE

Pezyavmamot pepepenca

Mpb1  Hayaau TIPOBOAUTH pedepeHCHYIO OLEHKY
mwianoB JIT B 2019 1. 3a 5 ner (¢ 2019 mo 2024 r.) mpo-
BeleHa olleHKa rutaHoB i 589 manmeHTtoB. B 2019 .
obuT0 ouleHeHOo 3 ruraHa, B 2020 . — 42, B 2021 . — 86,
B20221.—142,820231. — 154,82024 1. — 162. KotnuyecTBo
KJIMHUK, TPUCIABUIMX IUIaHbI Ha pedepeHc, COCTaBUIO
453aBceroanl (820191 —3,82020r. — 17, 82021 . — 35,
B2022r1. —40,82023 1. — 44, B 2024 1. — 45). KonuyecTBo
oOpallleHMi1 OT KIIMHUKU BapbUpoBaioch oT 1 1o 118 (cpen-
Hee 3HaueHue — 13,1, crangapTHoe oTKiIoHeHne — 20,1).

KonuuecTBo MmiaHOB B 3aBUCHMMOCTH OT JMarHosa
TpeacTaBjieHo B TaoI. 1.

Taomuua 1. Koauuecmeo nianoe nevenus 6 3a8ucumocmu om ouazHo3a

Table 1. Number of treatment plans by diagnosis

ITaTonorus KosmyecTBo mianoB %
Pathology Number of plans °

Onyxonmu LTHC
CNS tumors 22 37.9
CapkoMmbl 123 209
Sarcomas
.]-[I/IMCI)(')N{a XOomXKKUHA 9% 16.3
Hodgkin’s lymphoma
OcTphlii JIeitko3
Acute leukemia 80 13,6
Heiipob6aacroma
Neuroblastoma 21 N
Hedpobiaacroma
Nephroblastoma 2 2l
HaszodapuHreanbHas KapLimHOMa
. 9 1,5
Nasopharyngeal carcinoma
OryXoJH CITIOHHBIX Xee3 3 05
Salivary gland tumors ’
OnyxoJu rneyeHu
. 1 0,2
Liver tumors
ATutactTidyecKkast aHeMHUst
. : 1 0,2
Aplastic anemia
[MneBponyabMoHaNbHas O1acTomMa
1 0,2
Pleuropulmonary blastoma
Tumoma
Thymoma ! 2
OnyxoJb ssuyka 1 0.2
Testicular tumor ’
HexomxkuHckast tumboma 1 0
Non-Hodgkin’s lymphoma
Bcezo
Total 589 100
|
TIp anue. [[HC — yenmpanvras Hepgras cucmema.

Note. CNS — central nervous system.
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Haubonee 4yacto olieHMBaIUCh IUTAaHBI MALEHTOB
¢ omyxojsimu LTHC (223; 37,9 %), numbomoit XoIKK1HA
(96; 16,3 %), octpbiMm Jeiikozom (80; 13,6 %), capko-
MaMM MSTKMX TKaHei (66; 11,2 %) u capkomoii FOunra
(57; 9,7 %). INanueHTHI ¢ peaKo BCTpeYaeMbIMU AMATHO-
3amMu (MeHee 5 %) He ObLTU BKJIIOUEHBI B aHAJTU3.

YuuteiBask MpUMEHEHUE Pa3IMYHBIX METOAUK IIpU
OIMHAKOBOM JAMArHO3¢ U CXOAHBIX METOAMK IIPU pa3ind-
HbIX IMarHo3ax, HaMu ObLIO BbIAEJIEHO HECKOJBKO MO~
rpynn st 6osiee 0ObEKTUBHOM OLICHKM BO3HUKAIOIIUX
omn6oK. CTpyKTypa aHaIM3UPyEeMbIX TPYIIIT IpeacTaBie-
Ha B Ta0. 2.

IMamuenTor ¢ onyxonsamu LIHC Obun pasgeneHsl Ha
2 TOATPYIIIbL: ¢ JIoKaNbHbIM (142; 63,7 %) wiu KpaHUO-
crvHaibHbIM (81; 26,3 %) obiaydyeHueM.

Cpeau MalueHTOB C OCTPBIM JIEMKO30M Mbl OTIEIbHO
BBIICIMIN T€X, KOTOPbIE IOJIydaau Npo(uIakKTHIecKoe
00s1yueHue rojgoBHoro mosra (70; 87,5 %).

IMamuyeHThI ¢ capKoMaMy MSTKUX TKaHe U capKoOMOi
IOunra Hamu ObLIM OO0BEAMHEHBI B OJHY TPYIIIy M3-3a
CXOJIHBIX MOAXOI0B K IUIAHMPOBAHUIO OOJIy4EHUsI, U UX
ob111ee Yncio coctaBuio 123.

Tabmuna 2. Cmpykmypa aHasuzupyemvix epynn
Table 2. Structure of the analyzed groups

Ipynna KosnmyecTBo miaHos
Group Number of plans

Onyxonu LITHC (;rokanbHOe 061ydeHMe)

CNS tumors (local irradiation) 20

Onyxonu HHC (kpaHuocnmHaabHOE

00JTy4eHME) 81 15,5

CNS tumors (craniospinal irradiation)

gap“o"“" 123 23,6
arcomas

OcTpblii J1e1K03 (KpaHUAJIbHOE O0TyYeHNE) 30 15.3

Acute leukemia (cranial irradiation) ’

Jlumboma XomkkuHa 9% 18.4

>

Hodgkin’s lymphoma
|

Ouenxa nompebnocmu 6 pegepeHcHoll oueHKe NAAHO8
Aayueeoli mepanuu y oemeil

Hcxonst u3 o01eMUPOBOI CTATUCTUKM, HECMOTPS Ha
yCIleXy B JICKApCTBEHHOI Tepalidu, Mbl He HabJiomaeM
YMEHBIICHUS 4YuCia IaLMEeHTOB, IMOJyYaroluXx o00Jy-
yeHue [14]. g oueHKU MOTPEOHOCTU B paguoTeparmu
HCCJIEIOBATEIM OIKMPAIOTCs Ha TaHHBIE O 3a00JIeBa€MOCTHU
HaceJeHMsI, IPUMEHSIEMbIX IIPOTOKOJIAX JICUEHMST U Ap.
Ha ceromHsiHuii JeHb HET OIyOJIMKOBAHHBIX JaHHBIX
0 YuClie NMAlMEeHTOB JETCKOrO BO3pacTa, HY:KIAIOIIMXCS
B 00JIy4eHNH, YIIOMUHAETCs JINIIb, 4TO 33 % aeteit mpo-
XOIAT 00JIy4eHUe B CTpaHaX C HU3KKUM U CPEIHUM YypOB-
Hsamu goxona [15].

3a mociegHMe TOABI HE HAOMIOJACTCS 3HAYMMBIX
M3MEHEHUII B IIOKa3aTessix 3a00JIeBAEMOCTU JIETCKOIO
HaceneHus, B 2023 . B Poccun 6bU10 3aperucTpupoBaHO
3806 HOBBIX ciydaeB meTckoro paka [16]. PesynbraTsl
orpoca 56 KJIMHUK IoKa3anau, 4yto B 2024 I. IpoXonnin
o0OsrydeHue 1617 nereii B 42 kinHukax. Takum oGpasom,
B IICJIOM MOTPEOHOCTh B paAnuOTepaiii COCTaBUIa OKOJIO
42 % ot uucia 3a00JeBIIrX. Y1CII0 MalMeHTOB B KaX10i
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KJIMHUKE BapbUpoBasioch OT 1 10 385 (cpeaHee 3HaYeHUE —
38,5 mamMeHTa B roa, MeauaHa — 7,5).

J11st TIOHMMAaHUs OIbITa KJIMHMK B JICUEHUU TS MbI
00BEIMHUIIN UX B 4 TPYMIIbL: C YMCJIOM TanueHToB 1—10,
11-25, 26—50 u 60:11ee 50 B rom.

Pacrnipenenenue maiumeHTOB, MPOXOIMBIIUX OOJIyde-
Hue B 2024 r., moka3aHo Ha puc. 1.

1400

30 Yncno nauneHToB
ncn VeH
-

Konn4ecrso KnuHuK
Number of patients 1288
27

Number of clinics

25 1200

1000
20
800
600

400

129 118

1-10 10-25

26-50 >50

Puc. 1. Koauvecmso nianoé u KAuHUK, cepynnupo8aHHbix no NOMOKY na-
yuenmog 3a 2024 e. ¢ Poccuiickoi Dedepayuu, no 0aHHbIM COOCMEEHHOO
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

IMonassioiee GOJIBIIMHCTBO MMalUeHTOB
(1288; 79,7 %) npoxoauiu jedyeHue B 6 KPyIHBIX, XOPO-
IO OCHAIICHHBIX KJIMHUKAX, UMEIOLIUX OOJIBIION OIBIT
JleueHus aeteil. Haxomsce B TeCHOM OOIEHUM CO CIICIN-
AIUCTAMM  9THX MEIULIMHCKUX YYPEXKICHUM, MOXHO
C YBEPEHHOCTHIO TOBOPUTH O BHICOKOM KadyeCTBE OKa3a-
HUSI B HUX MEIUIIMHCKOM TTIOMOILIM JAETSIM.

OcHoBHas noaaepkKa TpedyeTCss KIMHUKAM C He0O0Ib-
LIMM IIOTOKOM JeTeil, HYXXIAIOIIMXCS B paauoTeparuu.
B 2024 r. TakuxX KJIMHUK ObUTO 36, B HUX MOJTy4YaIv pagnuo-
teparnuio 329 nereir. Ha Haur B3rsm, npu onpeaeieHuu
MOTPeOHOCTU B pedepeHCHO OLIEHKE IUIAHOB CJEoyeT
MCXOAUTh U3 3TUX JaHHBIX.

He Bcerna pedepeHc mpoBoauiics Ha OCHOBE MOJIHO-
ro Habopa JaHHBIX. 3aYacTyl0 Ha IIEPBOM dBTarie Bpauyu
OTMIPABJISUIA Ha OLIEHKY TOJIbKO KOHTYPHI U TIpeArioiara-
eMble J103bl O0JIyYeHUSsI, IOATOMY HE ObLIO BO3MOXHOCTU
OLICHUTh YacTh IAHHBIX. Pe3yjbraThl OLEHKM ILJIAHOB
B a0COJIIOTHOM KOJMYECTBE U IPOLIEHTAX MPeaCcTaBICHbI
B TaO. 3.

KonuyecTBo miaHOB, Ioe UMEINUCh 3aMeUaHUs XOTS
ObI Ha OTHOM 3Tarle TJIAaHMPOBAHMSI, KOTOPBIE TPeOOoBaIN
BHECEHMsI U3MEHEHU I, cocTtaBuio 255 (43,3 %). Do pen-
KO OBUIO CBSI3aHO C HEMpHUEMJIEMbIM KaueCTBOM OKOHTY-
pUBaHUS KPUTUYECKUX CTPYKTYD (2,3 %) U IpeancaHieM
103 (5,4 %), 4TO TOBOPUT O JOCTATOYHO BHICOKOM YPOBHE
00111IeiT pagroTeparneBTUYECKON TTOArOTOBKY Bpaydeii.

Honst o1iOOoK B pacyeTe 103561, M3-3a KOTOPBIX IJIaH He
ObLI IIPUHSAT IIPU IIPaBUILHOM OKOHTYPUBAHUM MUILIEHH,
coctaBuia 5,9 % (22 u3 373 ciayvaeB). Takum oGpa3om,
MBI MOXEM CZIeJIaTh BBIBOJ O BHICOKOM Ka4yeCTBe 1031Me-
TPUYECKOTIO IUIAHUPOBAHUSI MEAUIIMHCKUMU (DU3UKAMU.

OpuruHanbHble uccneposanus // Original studies
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Ta6muna 3. Pesyavmamol pegpepercHoll OyeHKU NAaH08 00AYUeHUs!
Table 3. Results of the reference assessment of radiation plans

ITapamerp
Parameter

Ipunsro, n (%)
Approved, n (%)

MuleHb

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

Organs at risk S01.(85,2) 74 (12,6)
Ipennucanue 10361

Dose prescription 467 (88,8) 31(5,9)
[MpunsiTHE MIaHA 235 (48.8) 73(15.2)

Plan approval

IpunsTo c 3amevanusvu, n (%)
Approved with comments, n (%)
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Bcezo oueneno, n (%)
Total assessed, n (%)

He oneneno, n
Not assessed, n

He npunsro, n (%)
Not approved, 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)

HawnbGonee yacTto ommoOKMU B IJIAHUPOBAHUM OOIyYe-
HUsI OBIIN CBSI3aHbI C OKOHTypHUBaHUeM MuLeHu (36,7 %)
U, KaK CJIeICTBYE, IPUHATHEM TUIaHa B LeaoM (36,1 %).

Takum oOpa3oM, B JTaHHOM MCCEI0BAaHUN MBI COCpe-
MOTOUYMJIMCh Ha aHajau3e Haubosiee 4YacThIX OIIMOOK,
a UMEHHO CBSI3aHHBIX C OKOHTYpMBaHUEM MHMIIICHHU,
IIOMCKOM BO3MOXHBIX IPUYMH MX BO3HUKHOBEHMS
M BAPUAHTOB UX YCTPAHEHUs B TaJIbHEUILIEM.

Pesyivmamot ouenku naanoe ay1eeoi mepanuu 6 3a6u-
cumocmu om ouazHo3a u Memoouxu

[Ipu Haumbosiee yacTo BCTPEYAIOLIMXCS MATOJOTUSIX/
METOIMKaX (4acToTa BCTPEUAEMOCTU B aHAIU3UPYyeMOM
rpymne — 6osiee 5 %) 10y HENPUHSITHIX IJIAHOB M3-3a
OIIMOOK OKOHTYpMBaHMsI MUIIEHM coctaBuia 36,7 %
(216 u3 589 ciyuaes).

Haubonee cnoXHBIMM M ¢ HauOOJIbIIEH YacTOTOM
OLIMOOK OKAa3aJUCh MALMEeHTHI ¢ TUM@oMoii XOomKKIHa,
a Takke ¢ onyxonsimu LIHC u kpaHuocniMHaIbHBIM 00Ty~
YCHUEM.

PesynbraThl OLIEHKM TUIAHOB B 3aBUCUMOCTHU OT I1aTO-
JIOTUH/METOAUKY TIPeCTaBICHbI B Ta0. 4.

B cootBeTcTBUM ¢ LieNblo pedepeHca (MCKIIOUEeHUE
B IIJJAHMPOBAHUU TPYOBIX OLIMOOK) B MOCIEAYIOIIEM pa3-
Gope MbI OOBEIUHIWIN TTapaMETPhl «IIPUHSITHIC KOHTYPhI»
U «<KOHTYPHI, IPUHSITHIC C 3aMEeYaHUSIMU».

Anaauz owmubox npu nepeom o6pauieHuu

I1pu onieHKe MepBbIX OOpalleHuit U3 45 KIMHUK KOH-
TypbI ObLIY IPUHSATHI B 22 (48,9 %) city4asix, He IPUHSTHI —
B23 (51,1 %).

[Tpu rpynmoBoM aHaju3e B 3aBUCMMOCTH OT METOIM-
KM OOJIydeHHUsI M TaTOJIOTMM HaMU BBISIBJICHO, YTO MPU
1-M obpallleHUM ABe TPETU TJIAaHOB KpaHUATbLHOTO 00Ty~
yeHUs1, 0oJiee TOJIOBUHBI IIJIAHOB KPaHUOCITMHAIBLHOTO
00y4yeHUsT U o0JydeHUs Npu auMdome XOmMKKMHA He
MOTJIU OBITh TPUHSITHI.

PesynbraThl aHanmm3a IUIAaHOB TIpU 1-M oOpalieHUMn
B 3aBUCUMOCTU OT TIaTOJIOTMH/METOAUKU OOJIydeHUs
npeacTaBieHbI B Ta0JI. 5.

Metoauka TOTaIbHOTO OOJYYEHMSI TOJOBHOTO MO3Ta
XOPOIIIO 3HAKOMa «B3POCIBIM» paJloTepaIieBTaM 1 4acTo
HCITOb3YeTCsl TPU METAaCTaTUYECKOM €ro ITOpaxkKeHUMU.
IMopaxenue LHHC mpu neiikozax mMeeT 0COOEHHOCTHU
U TPOSIBISECTCS TIPEXAe BCEro IMOpPaXkeHWEeM MO3TOBBIX
000JI0YEK, a He BellecTBa rojoBHOro mosra. C yyeTom
3TOro B 00beM MUIIIEHU CJIeAyeT BKIIOUNUTh BEPXHUE CeT-
MEHTBI IIIEHHOTO OTae/la CIIMHHOTO MO3ra U peTpoOyib-
OapHbIE MPOCTPAHCTBA (3pUTEIbHBIC HEPBHI) [17].

IMamuenTam geTckoro Bo3pacta ¢ JuMdpomoil Xoax-
KMHA TPaauIlMOHHO TIPOBOAUTCS MaJOUMHTEHCHBHAsI
XUMUOTEpanus, a Ipu HEJOCTATOYHOH ee 2(PPHEeKTUBHO-
CTU, OLIEHUBAEMOM 110 IIO3UTPOHHO-3MUCCUOHHOM TOMO-

Taomuna 4. Pesyavmamol oueHKu KOHMYpPO8 MUUIEHU 8 3a8UCUMOCMU OM NAMOA0UU/MEMOOUKU

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

ITaTonorusi/MeTonuka KosmuecTBo miaHos
Pathology/technique Number of plans
JInmpoma XomkkruHa
Hodgkin’s lymphoma
IIHC (Bcero)
CNS (total) 22
HHC (1okanbHOe 00yueHue) 142
CNS (local irradiation)
LHHC (kpaHuoCcnMHaIbHOE 00IyYeHUE) 81
CNS (craniospinal irradiation)
CapKoMBbL 123
Sarcomas
Octpblit 1MMbOOIACTHBIN JIEHKO3
(KpaHMaJIbHOE 00JTyYeHME) 70
Acute lymphoblastic leukemia (cranial
irradiation)
Bceeo
Total =

Ipunsiro, n (%)

Approved, n (%)

Ipunsito ¢ 3amevanusimu, 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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Tabmuma 5. Pesyrvmamol anaauza naanos (KOHMypoe muuieny) npu 1-m obpauenuu @ 3a8Ucumocmu om nAmoaoUY/MemoouKy 00Ay4eHus

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

ITaTonorusi/MeTonuka KosmuecTtBo miianos Ipunsro, n (%) He npunsiro, n (%)
Pathology/technique Number of plans Approved, n (%) Not approved, n (%)

OcTpblii JIeiKo3 (KpaHUATbHOE 00TyIeHIE)
Acute leukemia (cranial irradiation) 1 4(22.2) Ll (012519
Jlumboma XomxkuHa
Hodgkin's lymphoma 22 2 (40,9) 13(53.1)
LHC (kpaHuocnMHaIbHOE O0IyYeHNUE)
CNS (craniospinal irradiation) 2 s2) L2,
CapKoMbl
Sarcomas 27 17 (63,0) 10 (37,0)
LIHC (n1oxanpHOE 001ydeH1e)
CNS (local irradiation) . 2 DGR
JIto6oe 1-e obOpaleHune 45 22 (48.,9) 23(51.1)

Any I* request

rpacduu mocJie MepBhIX IBYX KYPCOB, 00JYUECHUIO TOIKHBI
MOJIBEPraThCs BCE 30HBI MEPBUYHOrO mopaxkeHus [18].
B Hammeit paboTe MbI CTOJKHYJIMCH C TEM, YTO OKOHTYPH -
BaHWe MUIIEHEW 3a4acTyIO0 ITPOBOAWIOCH ITO aKTyaJbHOMN
BU3YaJIM3allii Ha OCTATOYHYIO OIYyXOJIb (KaK y B3POCIBIX
MaleHTOB) W HE YYUTBIBAJINCH JAHHBIC ITO3UTPOHHO-
SMUCCUOHHOM TOMOTIpaduu/KOMITbIOTEPHOI TOMOIpa-
¢um 10 Havasa JIeUeHUsI.

ITpu mraHMpoBaHUK KPaHUOCITUHAIBLHOTO O0TyIeHUS
HE YYUTBIBAJINCH OCOOCHHOCTH METacTaTUYeCKOTro rmopa-
xeHust LIIHC — mo o06ojioukaM roJ0OBHOTO M CIIMHHOTO
MO3ra, ¥ B 00beM OOJTydeHHST HE BKITIOYAIM ITO3BOHOY-
HBII KaHaJT 10 KPECTIIOBOTO OTIEJIa, 3pUTEIbHBIC HEPBHI.
Maublif OTCTYIT Ha TIOTPEIIHOCTH VKJIAIKKW IJIsT BCeW
KPaHUOCITMHAJIBLHOM OCH He 00ecrieurBall BKIIIOUCHHE
B MUIIIEHb CIIMHAIbHBIC TAHTJINH, HUKHUE OTIEIIBI TOJIOB-
Horo mo3ra [19].

HanbGonee yacTbiMM OLIMOKAMU B OKOHTYPUBAHUU
MUIIEHU TIPY TUTAHUPOBAHUM OOJIYUECHUST CapKOM CTallk
HCIOJTb30BaHNE aKTyaJJbHOTO OIOPHOI0 M300pakeHMUsI,
a He nepBuyHoro [20, 21], omMOKMU B OLIEHKE CYOKJIMHU-
YECKOT'0 pacpOCTPAHEHHUST OMYXOJIM, HEIOYUET aHATOMU -
YECKMX 0apbepOB pacIIPOCTPAHEHUS OITYXOJIH.

IIpn mIaHMPOBaHUM JIOKAJBHOTO OOJYYCHMST 3aIHe-
YepEITHOM IMKH YaCTBIMKA OIIMOKAMM CTaJIM HETOCTATOY-
HBII 00bEM BCEro MO3KeuKa, HEBKITIOUEHME CTBOJIa MO3Tra
B 00BbEM MUILIECHU.

Jlunamurxa npoeedenus pegepeHcHOll OUEHKU NAAHOG
Ay4e6oll mepanuu

[IpoBenenue pedepeHca, KpoMme MNpeaoTBpaIeHUs
IpyOBIX OIIMOOK B IJTAHMPOBAHUM B KOHKPETHOM CIIyyae,
BBITIOJTHSIET M 00pa30BaTEIbHYIO 3a/1a4y, 3aKITI0Yar0IIyI0-
Cs1 B CHIDKEHMU OLTMOOK B JabHEHIIIEM.

[Ipu cpaBHeHUM BCeX IUIAHOB B 3aBUCUMOCTU KOJIM-
yecTBa OOpalleHU OT KIMHUKM W BHE 3aBUCHMMOCTU
OT TAaTOJOTUU/METOAMKU MBI TIOJYYMIM JITOCTOBEPHOE
(p =0,019) cHmkeHUe KoMuecTBa ommook ¢ 51,1 % (rpu
1-M oGpaiienun) g0 23,6 % (mocie 4-ro odpamieHus).
bosee moapoOHO nMHaMKKa OTpaxkeHa Ha puc. 2.

Takum oGpasom, mociie 4-ro odopalieHus Mbl BUIUM
JIOCTOBEPHOE YMEHbIIIEHUE KOJIMYECTBA HEMPUHSITHIX

IUIAHOB, YTO TOBOPUT 00 3(h(HEKTUBHOCTU BHIOPAHHOTO
HamMu ¢dopMata pedepeHCHON OLIEHKHM IJIaHOB C yKa-
3aHUEM HE TOJbKO BO3MOXHOCTM WJIM HEBO3MOXHOCTU
npoBeneHus JI'T, HO U Bcex HETOYHOCTE M BapuaHTOB
HX YCTPaHEHUSI, JaXe ec/id B KOHKPETHOM cllydyae OHU He
SIBJISTIOTCS] KPUTUYECKU 3HAYMMBIMU.

Mpbl mpoBenM Takke aHaau3 OMHAMUKWA TIPUHS-
TUSI TIJITAHOB B 3aBUCMMOCTM OT MaTOJIOTMM/METOAUKU
(puc. 3—7). Ha Bcex mmarpamMmax CTaTUCTUYECKM 3Ha-
YUMbIE OTJIWYMS MEXAYy paccMaTpUBaeMbIMU TI'pymIiaMu
OTMEUYEHBl CKOOKOW C YKa3aHHWEeM YPOBHSI 3HAYMMOCTU
p TIO KPUTEPHIO 2.

Ha puc. 3 Mbl BUIMM OOCTOBEpPHOE CHIKEHHE IPO-
LICHTa OIIMOOK C YBEJIMYEHUEM KOJMYECTBAa OOpallleHUit
y MalMEHTOB ¢ capkoMaMu, HauuHas ¢ 4-ro. [TnaHupo-
BaHMe 00JlydeHUsI IeTei ¢ ITOU MaToJorueit cxoxe c IJa-
HUPOBaHUEM 00JIyUYeHUsI B3POCBbIX MALlMEHTOB U TpeOyeT
WHAMBUIYAJIbHOTO MOIX0a B KaXKI0M ciyJae.

ITpoBeneHne KpaHUAJIbHOTO OOJyUYeHUS Y MallEHTOB
C OCTPBIM JICIKO30M Ha TEepBbIi B3MISA paavoTepaneBTa
MPEICTaBSIETCSl XOPOIIO 3HAKOMBIM IO JICUEHUIO TTallu-
€HTOB C METacTaTUYECKHUM MOpaXeHHUEeM T'OJTOBHOIO MO3-
ra. HeaHaHue HI0AHCOB 3TO METOAMKM y AETeil MPUBO-
AT K OOJIbIIIOMY TTPOLIEHTY OIIMOOK Tpu 1-M obpalieHuu
(77,8 %). Ilocne KoppeKIuu IJIaHOB yxKe Tpu 2-M 00pa-
IIEHUX Mbl BUIMM JIOCTOBEPHOE CHIDKEHHUE IpOLIeHTa
OILIMOOK (CM. puc. 4).

Metoauka KpaHUOCIIMHAIBHOTO OOJYy4YEeHUs TpUMe-
HSIETCS PEIKO BO «B3POCIION» pamvoTepanui U TpedyeT
HaKoTUIeHUs orbITa. JlocToBepHOe, MPaKTUYECKU S-Kpat-
HOE€ CHIDKEHME MPOLIEHTAa OITMOOK MbI BUAWM JIMIIb ITOCTE
4-ro obpatieHus (cM. puc. 6).

WMHy1o cuTyaluio Mbl Ha0JI01aeM MPU OLIEHKE TJIaHOB
JIeyeHUsT MauueHToB ¢ JuMmdomoit XomkkruHa. HecmoTpst
Ha HaKOIUICHUE OIlbITa, YPOBEHb OLIMOOK OCTAeTCsl OYEHb
BBICOKUM (0K0J10 50 %) (cM. puc. 5). DTO MOXKHO OOBSIC-
HUTb OCOOEHHOCTSIMU PpacIpOCTpaHEeHUsI OOJIE3HU Y IeTe,
MopaXeHUueM TPYII JuM@aTUYeCKUX Y3JI0B, «HETUITNY-
HBIX» MJI1 B3POCJBIX IallMEHTOB (MapacTepHaTbHBIX,
PETPOKPYPATIbHBIX, 3aJHETO CPENOCTEHUS U JIp.).

MbI He TOTYYMJIM TOCTOBEPHOM pa3HMIIBI B pe3yJibTa-
Tax C yBeJIMYEHHEM KOJIMUYecTBa 00pallleHUi y MallMeHTOB
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PedepeHcHan oLeHKa NaHOB fN1A BCEX IOKann3auuii
Reference assessment plans for all tumor sites
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Puc. 2. Pacnpedenenue npunsamus naaHoe nevenus 6 3a8UcUMocmu om Ko-
Auvecmea oobpaweHutli om KAUHUKU

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

PedepeHcHan oLeHKa NiaHoB feYeHA CapKombl
Reference assessment of treatment plans for sarcomas
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Fig. 3. Distribution of treatment plan approval for patient with sarcoma by
number of requests from the clinic

PedepeHcHan oLieHKa NNaHoB fleYeHrs 0CTPOro feiko3a (KpaHnanbHoe o6nyueHne)
Reference assessment of treatment plans for acute leukemia (cranial irradiation)
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Fig. 4. Distribution of treatment plan approval for acute leukemia patients by

number of requests from the clinic
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PedepeHcHas oLieHKa NNaHoB feueHrs MMMPOMbI XOAKKIHA
Reference assessment of treatment plans for Hodgkin’s lymphoma
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Puc. 5. Pacnpedenenue npunsamus nianoe neveHus nayuernmos ¢ AUMpomoi
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Fig. 5. Distribution of treatment plan approval of Hodgkin’s lymphoma
patients by number of requests from the clinic

PacnpepneneHue NpUHATUA NNAHOB KPaHWOCMNHANBLHOO 06yYeHNA
nauueHTos c 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 npunsamus naaHoe KpamHuoCNUHAAbHO2O 00AYHEHUS
nayuenmog c onyxoasmu [[HC

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

PacnpepneneHvie NnaHoB NOKanbHOro 06yYeHUs naumeHToB ¢ onyxonamu LIHC
Distribution of treatment plan approval of patients with CNS tumors
(local treatment) by number of requests from the clinic
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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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¢ JIoKaJabHBIM 00yueHueM omyxoseit IIHC (cMm. puc. 7).
MeToauKu T0KaJIbHOIO 00JyYeHUsI CXOXKU Y TeIuaTpuie-
CKMX Y B3pOCJIbIX TTALIMEHTOB. YPOBEHb OLIMOOK HAXOIUT-
Cs1 Ha OTHOCHMTEJIbHO HU3KOM ypoBHe (25—30 %).

Ha ocHoOBaHMM MOJY4Y€HHBIX PpE3YJBTaATOB MOXKHO
ciejaThb BBIBOI, YTO OTKa3aThCs OT pedepeHca IJIaHOB
JIT MOXHO JMIIb Mocie 2-To oOpalleHUsT OT KJIWMHUKU
y MHAlMEHTOB C KpaHUAJbHBIM OOJyYeHUEM II0 IIOBO-
JIy OCTpOro JeiKo3a, a Takxke Iocsie 4-ro obpalleHUs
y MAllMEHTOB ¢ KPaHUWOCHUHAJIBbHBIM o0nyyeHueM. I[1pu
5TOM CJIeAyeT MMETh B BUIY, YTO OIIMOKHU ITOSIBIISIOTCS
U TI0CJIe YKa3aHHOIO KOJIMYeCTBa OOpallleHIid, YTO MOXKET
OBITH CBSI3aHO CO CMEHOI Bpaya, 3aHMMAIOLIEIOCsI Jieue-
HUEM JeTeil B OTICICHUN PaauoTeparyu, a TakxKe ApYri-
MM IIPUYMHAMMU.

Heobxo0umuie pecypcot 041 npoeedenus pegpepernca

Onupasich Ha JaHHbIE, TTonydeHHbIe B 2024 1., B pede-
peHce mnaHoB JIT Hyxknmanuch 329 mereil (Yuciao maiu-
eHTOB B KJIMHUKax — MeHee 50 B rom). Mcxoms u3 Toro,
410 0K0J10 43 % tutanoB JIT OyayT uMeThb rpyOble OLIMOKU
XOTsI OBl B OHOM IlapaMeTpe, BO 2-i M MOCIEIYIOIINX
uTepalusax pedepeHca OyIayT HyxKIaThCs ellle KaK MAHU-
MyM okouio 140 manmeHToB. TakuM oO6pa3om, exXeroaHas
MOTPEOHOCTh B pedepeHCHO OLIEHKE COCTaBIsIeT He
MeHee 470 maleHTOoB.

O1eHuBas BpeMeHHbIe 3aTpaThl Ha IpoBeaeHue pede-
PEHCHOI OLIEHKM M OMNHUpasiCh Ha COOCTBEHHBIN OIIBIT,
MOXHO TOBOPUTH 0 pazdpoce ¢ 25—30 MUH 10 HECKOIBKUX
yacoB Ha | maumeHTa, Korga TpeboBajaoch pa3o0paThCs
B CJIOXHOIM KJIMHUYECKOU CUTyalldu, OLIEHUTb BEPOSIT-
HOCTb M CTENEeHb BBIPAKEHHOCTU BO3MOXKHBIX OCJIOXKHE-
HUI, OTGUIBTPOBATh HEOOXOAMMBIC TaHHbIC U3 HECKOJIb-
KHUX AECSITKOB MTaKeTOB (DaiiioB.

Kpome Toro, HeoOXOAUMBIM YCIOBUEM IPOBEACHUS
pedepeHca ABIIETCS HaJWyKhe IPOrpaMMHOIO obecre-
YeHUs U1 BO3MOXKHOCTM UTeHHUs haiijioB B ¢opMaTte
DICOM-RT wu3 pa3HbIX CUCTEM TUIaHUPOBAHMS, yCTa-
HOBJICHHBIX B Pa3JIUYHBIX KJIMHUKAX.

3akioyeHue

Cucrema pedepeHca 1IaHOB/mpoTokoysoB  JIT
B JI€TCKOM mpakTuKe OblIa HAMU pa3paboTaHa U YCIIEIHO
BHEIpPEHa, OHAa IMPOACMOHCTPUPOBAJIa CBOIO HEOOXOIM-
MOCTb ¥ 3(P(PEKTUBHOCTD B UCKIIIOUEHUHU I'PYyOBIX OLIMOOK
Ha 3Tare MIaHUPOBaHUs. DTO CIIOCOOCTBOBAJIO YIIy4llle-
Huto kavyectBa JIT u, Kak ciaeAacTBue, pe3yabTaToOB Jeye-
HUS MMalleHTOB.

AHanu3 nokasai, 4to 43,3 % IU1aHOB MMEJIM 3aMeda-
HuUs, TpeOylomme Koppekuuu. Haumbonee pacmpocTpa-
HEHHBIE OIIMOKM CBSI3aHBI C OKOHTYPHMBAHMEM MMIIICHU
(36,7 %) u npuHaTtreM IuiaHa B 1enoM (36,1 %). Pexe
BCTpEYaIUCh OIIMOKU B OKOHTYPUBAaHUU OPTaHOB pHUCKa
(2,3 %) n npennucanuu 103 (5,4 %), 4TO CBUAETEIbCTBYET
0 JIOCTaTOYHO BBHICOKOM YPOBHE IOATOTOBKM CIICIMAJIN-
CTOB B 3THUX aCIIeKTax.
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HauGonbuiue TpymHOCTH BO3HUKAIM MPU TUIAHUPOBA-
Huun JIT s nauyeHToB ¢ auMdomoit XomkkuHa (55,2 %
OIlIMOOK) U KpaHUOCHUHAIbHBIM obayyeHunem (39,5 %
omn60K). st aTUX rpymm TpedyioTcsa 0codoe BHUMaHUe
M JIOIOJIHUTEJIbHbIE 00pa30BaTebHbIe MEPOIPUSITHSI.
B T0 e BpeMs 1151 TTallMeHTOB C JIOKAJbHBIM O0JIy4eHU-
em onyxoieir IIHC u capkomaMu ypoBeHb OITMOOK OBLI
HUXE U CHIZKAJICS ObICTpee C YBEJIMYEHUEM OIbITa KJIU-
HUKU B I1aHupoBanuu JIT mpu naHHBIX TaTOJIOTUSIX.

IIpoBenenue pedepeHcHoi oueHKY 1aHoB JIT mpu-
BEJIO K JOCTOBEPHOMY CHUKEHMIO KOJMUYECTBA OIIMOOK
¢ 51,1 % npu 1-m obpareruu oo 23,6 % nocie 4-ro obpa-
LIEeHKS. DTO MOATBEPXKIAET 00pa30BaTEIbHYIO LIEHHOCTD
cUCTeMbI pedpepeHca U ee pojib B IMOBBIIIEHUMN KBaTU(pU-
KallMU CIIEeLIUAJIUCTOB.

B xone mncciaenoBaHusi HaMU ObLIO YCTAHOBJIEHO, YTO
0K0J10 42 % neTeii ¢ OHKOJIOIMYECKUMMU 3a00JIeBaHUSIMU
B Poccuiickoit @enepanun Hyxnaworcs B JIT (koaddu-
ueHT ucnosb3oBanus JIT). Hanbombiias moTpeOHOCTD
B pehepeHCHOI OLIEHKE IUIaHOB HA0JII0AaeTCsl B KIIMHUKAX
¢ HeOOJIbLIMM IMOTOKOM ITallMEHTOB IETCKOIO BO3pacTa
(menee 50 cmyvaeB B roa). B maHHBIX KITMHUKAX MTPOXOISIT
JnedyeHue okoisio 20 % nereii. [1o HalMM OLIEHKaM, exXe-
ro/Hasi TIoTpeOHOCTh B pedepeHCHOI OLIEHKE COCTaBJISIET
He MeHee 470 T1aHoB.

Hnsa mpoBeneHus pedepeHca HEOOXOIMMO CIelua-
JIM3UPOBAHHOE IPOrpaMMHOE ObOecreueHre sl pabOThI
¢ ¢aiimamu DICOM-RT, a Takke HYXHBI CYIIECTBEH-
HbIe BpeMeHHbIe pecypchl (0T 30 MMH 10 HECKOJBKHUX
YacoB Ha IMallMeHTa). YUYWTHIBasl OOJBIIOE KOJIUYECTBO
BpEMEHM, HEOoOXOomuMoe i MpoBeneHus pedepeHca,
CTOMT PAcCMOTPETh BOIPOC 00 MCIOJb30BAHUU CHUCTEM
MCKYCCTBEHHOIO MHTEJIEKTa Uil OoJiee OIepaTUBHOIO
MpeAOCTaBICHUS 3aKII0YeHUs] PETMOHAIbHBIM paJIMOTe-
pareBTaM.

s nanpHeiero yayuiieHus kadectsa JIT B neTckoii
pakTHUKe HEOOXOIMMO:

e 0obecneyuTh peryasipHblii aynut ruiaHoB JIT maxe
I10CJIe HAKOIUIEHMSI OMbITa KIMHUKAMU, YTOOBI MUHUMU-
3UpOBaTh OIIMOKM, CBSI3aHHbIE C KaApOBBIMU M3MEHE-
HUSIMU;

*  TIPOIOJLKUTH 00pa3oBaTeIbHBIC MPOrPaMMBbI IS
pamMoTepaneBTOB, OCOOEHHO IO CJIOXHBIM METOIMKAM
(kpaHMoCMHAJIbHOE 00JyuyeHue, TuMpoma X0 KKIHA);

*  paclIMpUTh MCIIOJb30BaHUE PEKOMEHIALIMIA
MEXIMCUUIIMHAPHBIX COBELIAHUM U TeIeMEeIULIMHCKUX
KOHCYJIBTalluiA.

PedepencHast ounenka I1iaHoB/mporokosnioB  JIT
y HeTeil SIBIIsIeTCs BaXKHBIM MHCTPYMEHTOM IMOBBILIEHUS
KayecTBa JICYCHUS 1 MUHUMM3allUM PUCKOB. BHenpeHune
cucteMbl pedepeHca 1aHoB JIT g nmereit mokasano
CBOIO HEOOXOIMMOCTh U 3(P(HEKTUBHOCTD.

PesysbraThl IPOBEIEHHOTO MCCIEAOBAHUSI ITOAYEP-
KHBAIOT BaXKHOCTh IPOJOJIKEHUs M PACIIMPEHUS] ITOM
MPAKTUKU 11 00eCIIeYeHUsI BBICOKOTO KaueCcTBa JICUCHMS
M CHIDKEHUST PUCKOB JIJIST ITALIMEHTOB.
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Beeodenue. Meodyanobnacmoma (MBb) — o0una u3z Haubonree uacmoix 310Ka4eCMBEEHHbIX ONYXO0ell UeHMPAAbHOU HePEHOLL CUCmeMbl Y Oemell.
B epynne cmanoapmmozco pucka 5-nemuss obwas viacusaemocms docmueaem 75—85 %, o0nako evicokas 3hghekmugHocms aeueHus
CONPOBONCOAEMCSL BbICOKUM DUCKOM DA36UMUS OMOGNCHHbIX MOKCUYECKUX (PPeKmos, 0KaA3bleaouux CyUW,ecmeeHHoe 6AusHUe HA
Kavecmeo JcusHu nayuenmos. K naubonee pacnpocmpaneHHsIM OCAONCHEHUSM OMHOCAMCS KOSHUMUGHbIE U SHOOKPUHHbIC HAPYULCHUS,
HelpoCeHCcopHas myeoyxocmev U ckoauos. Ilpu smom Habawdenue 3a nayueHmamu 6 OMmMOAAeHHble CPOKU OCMAemcs
HeCMaHOapmu3upo8aHHbIM.

1leav pabompi: KomnaekcHas oueHKa CMpyKmypbl U 4acmomsl OMOAAeHHbIX 0CAOICHEHUL XUMuoayyesoil mepanuu y demeii ¢ M b epynnol
CMaHOapmHo20 PUcKa U olsieaeHue hakmopos, AUAIOUUX HA UX pazsumue.

Mamepuaavt u memoost. [Iposeden pempocnekmusHuiii ananu3 144 nayuenmog ¢ Mb epynnvt cmanoapmuoeo pucka, noay4aguiux seHerue
6 HMUII JITOH um. JImumpus Poeauesa 6 2013—2023 ee. Bce nauuenmot nocae onepayuuy NOAYHUAU KPAHUOCHUHANbHOE 00.1y4eHUe 8 003e
23,4—24,0 Ip uau 35,2—36,0 Ip ¢ 6ycmom do 54—55 Ip u noodepicusaiowjeti xumuomepanueil (A0MyCmuH, YUCHAAMUH, GUHKPUCTUH).
Jlns oyenku 6oAbUUHCMBA OMOANeHHbIX d(pekmos (SHOOKPUHHbIE HAPYUEeHUS, HelPOCEHCOPHAs My20yXOCmb, CKOAUO3, XPOHUHECKAs
HYMPUMUGHAs. Hed0CMAamoyHOCmy, NOAUHELPONAmUs) UCHOAb308AHbI KAUHUKO-1A00pamopHble OaHHble 55 NAyueHmos, HapyuleHus
HCUXUUECKOi OesmeabHOCmuU Npoananuzuposansl y 30, oHKoA02UMeCKUI KamamHe3 045 OUeHKU paseumusi paououHoyyuposaHtslx
onyxosaeti 6vin docmynen y 144 nayuenmos. Yacmoma ocaoxicHeHull 0UeHUBANACH NO KPUBIM KYMYAAMUBHOU YACTMOMbL C YUEmoM
KOHKYPUDYIOUUX PUCKO8, CPABHEeHUe NO02PYNN — ¢ UChoab30eanuem mecma Ipes, snauenus cuumanuce docmoseprvimu npu p < 0,05.

Pesyasrarbl. Meduana 6o3pacma na momenm Hauana ay4eeoil mepanuu cocmasuaa 8,2 eooa, meduana Habaoodenus — 3,2 2o0a. Haubonee
yacmoimu ocaoxcHeHusmu 0otau koenumuehoie (96,7 %) u sndoxpunnsie (89,1 %) napywenus. Pexce ommeuanucs ckoauos (50,9 %),
Hetipocercopras myeoyxocms (47,3 %), nympumuenas nedocmamounocms (32,7 %) u noauneiiponamus (25,5 %), emopuunvie onyxonu
3apeeucmpupoganvl y 4,2 % nayuenmos. Cpedu HapyuwieHuil ncuxu4eckoi desmeabHocmu Haubosee 4acmo HAOA00aAUCy CHUJICEHUEe
HeUpOOUHAMUHeCKUX NApamMempo8, BHUMAHUS, NAMAMU, NCUXOIMOUUOHANBHOU Yycmotiyueocmu u mpyonocmu o6yuenus. [locae 3asepuienus
mepanuu cmamucmu4ecKy 3HAYUMo ygeauuueanracs yacmoma Hapyuenuii namamu (p = 0,01) u mpyonocmeii odyuenus (p = 0,027).
Tlpusnaxu comamomponHoii Hedocmamournocmu gvisesenvt y 70,1 % nauuenmos (meduana épemenu 0o manugecmauyuu — 1,7 eoda),
v 43 % duaeno3s 6bin noomeepiicoer, 3amecmumenbHas mepanus 20pMOHOM POCMA UHULUUPOBAHA AUlUb Y mpemu nayuenmos. lunomupeos
duaerocmupogan 6 69,1 % cayuaes, emopuunoiii eunoxopmuyusm — 6 21,8 %, napywenus eonaonoti pynkyuu — 6 16,4 %. Jegpuyum
COMAmMoOmMpOnHO20 20PMOHA U 2UNOMUPEO3 PA3BUBANUCH 3HAHUMO DAHbULE Y NAUUEHMO8, NOAYHUBUIUX KPAHUOCRUHAAbHOE 001yYeHuUe 8 J03e
35,2 Ip, odnaxo ux doseocpounas uacmoma 0blaa cONOCMAsUMOI ¢ epynnoil nayuenmos, noayuueuiux 23,4 Ip. Kymyaamuenas wacmoma
paszeumusi paououHOYUUpOBAHHbIX Onyxoaell uepes 6.nem nocie Hauara mepanuu cocmasuna 4,7 %, 6 cmpykmype npeobaadanu ouggysmvie
2AUOMbL BbICOKOLL CMeneHu 310KavecmeenHocmu (n = 3), meduana ulicusaemocmu npu Komopsix He npesviuiana 1 eooa.

Saxarouenue. Xumuonyuesas mepanuss Mb epynnvi cmaHoapmuo2o pucka conpogodNcoaemcs pazeumuem OMOANeHHbIX OCAONCHEHUI,
NPEeUMYUECMEEHHO KOHUMUBHbIX U SHOOKPUHHbIX, 0OHAKO NPU CEOCEPEMEHHOM GblA8ACHUU OOAbUUHCIEO U3 HUX MO2YM XOPOULO
KoHmpoauposamocs. Heonpasdannas desckanayus aeuenus 6e3 Ha0el CHbIX RPOHOCMUMECKUX OCHOBAHUI HEOONYCMUMA 88UAY BbICOK020
pucka amanvrvix peyuousos. CucmemamuyecKuii MOHUMOPUHZ NO30HUX 3peKmos mepanuu, NPUMEHEHUe COBPEMEHHbIX Memooo8
CHUICEHUSI MOKCUMHOCMU U PA36UMUe NPOPaAMM PeabuAumauiy NO3604A10M YAYHUUMb KAYeCMEO JCUHU GbIICUBUIUX NAUUCHIMO8
U Q0NICHBL PACCMAMPUBAMBCS KAK HEOMBeMAeMAs Yacmb éedenus nayuenmos ¢ Mb.

KimoueBble cioBa:  Mmemysuiobnacroma, TIpyIila CTaHAAPTHOIO pHCKA, XMMMOJIydeBash Tepamusi, KpaHUOCIMHAIbHOE
0o0JlyyeHHe, OTHaJeHHbIe TOKCcHYecKue 3(PheKThl, KOTHUTUBHbIC HapyIIeHUs, SHAOKPUHHBIC OCJIOXHEHUS, OTOTOKCUYHOCTD,
PamTuOMHIYLIMPOBAHHBIC OITYyXOIN
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Long-term toxicities of chemoradiotherapy in children with standard-risk medulloblastoma
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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 M B 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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BBenenune

Menymnoomactroma (MDB) sBistercs omHO# M3 Hau-
0ojiee pacIpOCTPaHEHHBIX 3JI0KAYECTBEHHBIX OITyXO-
Jeit meHTpanbHOU HepBHOU cuctembl (LIHC) y mereit,
coctaBisis 00 20 % BceX MEPBUYHBIX HEMPOOHKOJIO-
TUYECKUX OITyXOJieil B MeaAMaTPUIECKOM ITOMYJISIIIUN
[1, 2]. BHenpeHne KOMILJIEKCHOTO ITOIXOAa K Jiede-
HUIO, BKJIIOUYAIONIETO XMPYPTUYECKOE BMEIIaTeIbCTBO,
kpannocnuHagbpHoe obnydeHue (KCO) u cuctemMHy0
XUMHUOTEPAIIMIO, IMO3BOJWIO 3HAYUTECIBHO YIYYIINTH
IMOKa3aTeJIM BEIKUBAeMOCTH. Tak, Y MallUeHTOB TPYIIITHI
CTaHIAPTHOTO PHUCKa S5-JIETHSS 00Iasi BEIKMBAeMOCTh
nocturaer 75—85 % [3—5].

TeM He MeHee MOCTIKEHHE BBICOKON 3((MEKTUBHO-
CTH Tepaluu COIPSLKEHO C BBICOKMM PUCKOM DPa3BUTHUS
OTIaJICHHBIX OCTOXXHEHU, OKA3bIBAIOIINX 3HAUNTEIIPHOE
BIMSIHME Ha KauyecTBO KM3HM TammeHToB. K Hamboiee
YaCTHIM U3 HMX OTHOCSIT KOTHUTHMBHBIC 1 3HIOKPUHHBIC
HapylLIeHNsT, HEIPOCEHCOPHYIO TyroyxocTh [1, 6, 7]. Kpo-
Me€ TOTO, HECMOTPS Ha CPaBHUTEIBHO HEBBICOKYIO YACTOTY
BCTPEYaEeMOCTH, PATMOMHIYIIMPOBAHHBIC OITyXOJIU TIpeI-
CTaBIISIIOT COOO0I TSKEI0€ OCTIOXKHEHNE ¢ HeOIarOmpusIT-
HBIM TIPOTHO30M, YTO TPEOYET MJIUTEIBLHOIO OUCHaHCep-
HOTO HAOJIONECHUS 3a MAallMCHTAMMU.

HecMoTpst Ha BBICOKYIO KIMHHMYECKYI0 3HAYMMOCTH
TMTAHHOM ITPO0JIeMBI, HAOTIONCHUE 3a MAllMCHTAMM B OTIA-
JICHHBIC CPOKM TIOCJIC OKOHYAHMS JICUCHUSI 4YacTo He
SIBJIICTCSI CTaHIAPTU3MPOBAHHBIM. OIICHKA COCTOSHUS
KOTHUTUBHBIX (DYHKIINI, B TOM YHCJIe B IMHAMUKE, YACTO
He IIPOBOAUTCS Ha PETYJISIPHOI OCHOBE, XOTsI, IO TaHHBIM
JINTEepaTyphl, HAPYIICHUS MMaMATH, BHUMaHUSI, CKOPOCTHU
00paboTky nHOOPMALIUY U APYTUX MTApaMETPOB BbICIIECH
TICUXWYCCKOU NESITeIbHOCTH BCTPEUYAIOTCS Y 3HAUMTEIb-
HOTO 4McJia BEDKUBIINX [2, 8]. DHIOKPUHHBIE OCIIOKHE-
HUSI, B TOM YHCJICe Oe(PUIIUT COMATOTPOITHOIO TOPMOHA
(CTTI'), tumoTupeo3 M TUIOTOHAAM3M, TaKXKe pa3BHBa-
I0TCS Y 3HAUUTEJIbHOM JOJIY MALMEHTOB, OMHAKO JUAarHO3
IMOATBEPXKIACTCS HE BCErIa CBOCBPEMEHHO, UTO MOXKET
OTCPOYUTH HAYaJIO 3aMECTUTEIIFHOI TOPMOHATIBLHOM Tepa-
MUY ¥ CHU3UTH Ka4eCTBO XXM3HU ManueHToB [9, 10].

CoMaTroTpoITHasi HeIOCTaTOYHOCTD SIBJISICTCS Hanubo-
JIee YaCThIM HAOKPUHHBIM OCJIOKHEHUEM IT0CTIe IIPOBe-
neaHoro KCO u 3aBUCHT OT J03BI JIy4eBOil Tepanuu [9].
OnHako maxe TIPU HMCIIOJb30BAaHWU CHIDKCHHOW ITO3BI
KCO (nampumep, 23,4 Ip) yacTtoTa pa3sBUTUS KIWMHAYC-
cku BeIpaxkeHHOro nedwummura CTI ocraeTcs BBICOKOM
[11]. Kpome Toro, HazHaueHUE 3aMeCTUTEILHOM Teparuu
TOPMOHOM POCTa MOXET OBITh OTCPOYCHO IO OpraHu3a-
LMOHHBIM TPUIMHAM U M3-3a HEAOCTATOUYHOU MH(POPMU-
POBAaHHOCTHU MALIMEHTOB [12].

OTOTOKCUYHOCTD, TPEHUMYIIIECTBEHHO OOYCIOBJICH-
Has TIpUMEHEHNEM IMCIIaTHHA B paMKax ITOIIepKIBa-
[oIIeit Tepanmuu, TakKe SIBJISICTCS 3HAYMMBIM OCJIOXKHE-
HueM. [1pu 3ToM ayamonaornyeckoe o0caenoBaHNe B PSIC
CIyJ9acB MPOBOIUTCS HEPETYISIPHO, YTO 3aTPYIHSIET CBO-
eBpeMEHHYIO IMarHOCTUKY HapylIeHuit cioyxa [13].

Takum o0Opa3oM, aKTyaJbHON OCTaeTCsI 3amada KOM-
TUIGKCHOI OIICHKM OTHAJICHHBIX ITOCICICTBUI Teparuu
y marueHToB ¢ Mb rpynisl cTaHAZapTHOTO pHUCKa, Oy~
YaBIIMX JICUYCHNE B paMKaxX eIMHOro IpoTokoaa. Ocoboe
3HaUCHHUE TIPEACTABISICT aHAJIM3 YacTOTHl M XapakTepa
OCJIOKHEHMH, YPOBHS X BepU(PUKALIMN U TTOCTICAYIONIe-
r0 MOHUTOPMHTA, a TaKXe M3yYeHHE BO3MOXKHOIO BJIM-
STHUS TakuxX (aKTopoB, KaK BO3pacT Ha MOMEHT Hadajia
tepanuu 1 no3a KCO.

Ieabio HACTOSIIIETO HCCIEIOBAHUS SIBJISTIOCH CHCTeMa-
TU3UPOBAHHOE OIMCAHKE CIICKTPA OTIAJICHHBIX TOKCHYE-
cKUX 3(h(HEeKTOB y MarreHToB ¢ M b rpyIims! ctaHmapTHOTO
pHMCKa C aKIICHTOM Ha BBISIBIICHNE OTPAaHNYCHUI TeKYIIEH
MPaKTUKU HAOIONCHUS W BO3MOXHBIC HAIlpaBJICHUS ¢
OINTUMU3AIINH.

MarepuaJjibl U METObBI

B mepuon ¢ 2013 mo 2023 . 8 HMULL AT'OU nm. [Imu-
Tpus PoraueBa mpoxoanin JieueHUE 1/ WIN HaOIIOIaINCh
144 maumenta ¢ Mb rpymmbl ctaHIapTHOTO pUCKa, COOT-
BETCTBOBABIIIMEC HAa MOMEHT Hauajia Teparuu CAeayIOIIM
KpUTEpUSIM: BO3pacT crapiie 3 jeT (5 JeT mis JecMo-
TUTACTMYECKOTO TUCTOJIOTUICCKOTO TUIIA U/WUIA MOJIEKY-
nsspHoit oarpyrmsl SHH), 06beM ocTaToqHOI OTyX0au
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MeHee 1,5 cM3, OTCyTCTBME MeTacTa3oB, HeaHariacThye-
CKUIi TUCTOJIOTMYECKUI TUIT, OTCYTCTBUE aMIUTM(UKALIMI
reHoB MYC/MYCN.

BceM mamueHTaM mociie OIepaTMBHOIO 3Tama IIpo-
Boauiaock KCO B mose 23,4—24,0 Ip wiam 35,2—-36,0 Ip
¢ MOCIeayoNMM OyCTOM Ha 3aHIOI YePEITHYIO SIMKY 10
cyMMapHoOi1 1036l 54—55 Ip, a Takke moaaepKuBaroiias
XUMUOTepaIlysl, BKJIIOYAlOIIas JOMYCTUH, LMCILUIATUH
U BUHKpUCTUH. KyMy/IsiTUBHAsI q03a LIMUCIUIATAHA B paM-
Kax MOJIePXKUBAIOIIEH Tepaniy cocTaBiisiia 560 Mr/m2.

Bbu1 npoBeeH aHaIu3 OCHOBHBIX BUIOB OTIAJICHHBIX
TOKCUYECKNX 3(P(HEKTOB XUMUOJIYYEBOI Tepaluu: Hapy-
LIEHUS BBICIIMX MCUXUYECKUX (PYHKIIMI, SHIOKPUHHAS
IUCGHYHKIIMS, HEUPOCEHCOPHAsI TYTOYXOCTb, CKOJIMO3,
XpOHMUYECKAsl HyTPUTUBHAS HEIOCTATOYHOCTD, ITOJIMHEH -
ponaTusi, pa3BUTHE BTOPUYHbBIX OITYXOJICH.

OHKOJIOTMYECKUI KaTaMHe3 ObUT TOCTYIIeH IJIsT BCeX
MaLMEHTOB, B CBSI3U C YeM OLICHKA Pa3BUTUSI BTOPUYHBIX
OITyXOJIel TIPOBOAMIACKH BO Beeil koropTe (n = 144). [Insa
OLIEHKU OONBIIMHCTBA OTAAJIEHHBIX 3(P(PeKTOB (SHIOKPU-
HOIIATUM, HEIPOCEHCOPHAsI TYTOYXOCTb, CKOJIMO3, HyTPU-
THUBHAsI HEIOCTATOYHOCTD, MOJMHEpOIIaTrsi) ObUIM PO-
aHAJIM3UPOBAHBl JaHHbBIC 55 MALMEHTOB, UISI KOTOPBIX
ObLIM JOCTYIIHBI JTOCTAaTOYHAs KJIMHHUYeCKass MH(bopMa-
U W Pe3yJbTaThl J1abopaTOPHO-UHCTPYMEHTAIbHBIX
HCCIeIOBaHUI. AHAIN3 KOTHUTUBHBIX U ITOBEIEHUECKUX
HapylIeHuit ObLT poBeaeH y 30 MalueHToB, 111 KOTOPBIX
ObLIM JOCTYITHBI 3aKJIIOYEHUSI CIIELIMAIMCTOB, IIO3BOJIUB-
LIM€e OLICHUTD IapaMeTphl ICUXUYECKOTr0 (DYHKIIMOHUPO-
BaHUsI 10 Hayajla JIydeBOM Tepaliy U B XOJe IOCIIeayIO-
1IEr0 HAOJIIOACHMSI.

CxeMa BKJIIOYEHUSI [TALIMEHTOB B UCCJICIOBAHME IIPE/I-
cTaBjieHa Ha puc. 1.
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OneHKa HapymIeHii BBICHIMX MCUXHIeCKNX QyHKIMiA

Hns u3ydeHus1 BIMSIHUSI XMMUOJIYUEeBOI Tepaluy Ha
peanu3ainuio MCUXUISCKOUM NesTebHOCTH OBLI MpOBe-
JIEH PETPOCHEKTUBHbBINA aHAJIU3, OCHOBAHHBIA Ha XaJlo-
0ax MalMeHTOB U UX POAUTEIIel, TaHHBIX 00CIeT0BaHUIA
U 3aKJIIOYCHUH MPOMUILHBIX CIEIUAJIUCTOB (MeIu-
LIMHCKUX TICUXO0JIOTOB, HEBPOJIOTOB, TICUXUATPOB, JIOTO-
nenoB). OlLleHUBAIUCh KOTHUTHMBHBICE DYHKINUU (peub,
naMsTh, BHUMaHHUE, MBIIUICHUE, HEHpOAMHAMUIECKIE
nmapaMeTphl IICUXUYECKON AeATEIbHOCTH ), OCOOEHHOCTH
MOBEJACHUS U SMOLIMOHAJIIBHOIO pearupoBaHus (ITHIIe-
BOE TIOBEACHME, IETCKO-POMAUTEIBCKME OTHOIICHMS,
HaJu4yuhe TPEeBOXKHBIX M JIETPECCUBHBIX PaCCTPOICTB),
XapaKTEePUCTUKU COLMAJIBHOIO (DYHKIMOHUPOBAHUS
(coumanabHOE B3aMMOJCUCTBME, KOMMYHMKATHBHbBIC
HaBBIKM), a TaKXe BO3MOXHOCTH OO0y4yeHus. Kaxmblit
nmapaMeTp OLleHUBAJICS MO OMHApHOM IKaje (Haauaue/
OoTCyTcTBME HapyuleHus)). CpaBHeHME TPOBOIUIOCH
MEXIy IByMsI BpEMEHHBIMM TOUKaMU: IO Hayaja Jyde-
BOIl Tepalmuu M Ha MOMEHT IIOCJIEIHETO MOCTYITHOTO
HaOJI0AEHUS.

MeTonuka OLIGHKM MMeJia OrpaHMYCHMSI, CBSI3aH-
HbIE C PETPOCHEKTHUBHBIM XapaKTepOM HCCIeIOBaHUS
1 OTCYTCTBMEM KOMILJIEKCHOTO HEHPOIICUXOJOrNYeCKO-
ro o0cjIenoBaHUS MALIMEHTOB B pse CAy4YaeB, B CBS3U
C YeM KaTeropusalius HapylIeHWl NpoBOAMIACH Ha
OCHOBAHUHM NOCTYIIHOM KIIMHUYECKOM MOKYMEHTAlUMU,
KaJlo® M 3aKJIIOUCHUI CIIeIMaIuCcTOB. TeM He MeHee
MOJIydeHHBbIC NaHHBIC IIO3BOJMIM OXapaKTepHU30BaTh
CIIEKTP KOTHUTWMBHBIX, SMOIIMOHAJIbHBIX U ITOBEICHYE-
CKMX HapylIeHU# B HaOJIIomaeMoii KOropre.

144 nauymenTa
¢ MeaynnoGnacToMoi CTaHAAPTHOR rpynnkl

pucka

n=55
AOCTYNHA KNMHKYECcKas MHOPMaLKMA M pesynsTarsl
nabopaTopHO-MHCTPYMEHTANLHOW AWarHOCTHKK AnA

n=30
[OCTYNHA KNMHWYECKAA MHOPMaLWA
ANA CLEHKK HapyweHui BrNe

OLieHKM GONBLWHCTEA OTAANEHHBIX AthdekToR

1 A[oCTyneH OHKOMNOTMMECKWIA KaTamHes

n=144 l

AHanus GONLWWHCTEA OTAANEHHBIX B MK
*  SHOOKPHMHONATHK

* HefpoceHCOpHOan TYroyxocTe
« Cronuoa

AHaNU: HapyweHwin BO®

|

+ XpoHuueckas HyTPUTMBHES HEAOCTATOMHOCTE Auanua BTODWHHEIX ONVXonaR

+ lMonuHeiiponarua
+ [lpyrve NpoRRNEHWA

Puc. 1. Cxema exaiouenus nayuenmos ¢ MB epynnsi cmandapmmnoeo pucka 6 anaius omoanrentvix sgpgpekmos mepanuu. BIID — gvicuue ncuxuueckue

yHKUUU
n=55 144 patients n=30
Clinical information and resuits of laboratory and with Standard-risk medulloblastoma Clinical information available for evaluation of
instrumental assessments available for neurocognitive function

evaluation of most late effects

|

Analysis of NCF impairment

n=144
Analysis of major late eff of therapy: ) .
« Endocrinopathies Oncological follow-up available
+ Sensorineural hearing loss
+ Scoliosis

+ Chronic nutritional deficiency
= Polyneuropathy

+ Other toxicities Analysis of secondary tumors

Fig. 1. Flow diagram of the inclusion of standard-risk medulloblastoma patien

ts in the analysis of long-term treatment effects. NCF — neurocognitive functions
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OneHKa SHIOKPHHHBIX HAPYIIEHHIA

AHanu3 3HIOKPUHHBIX OCJIOXHEHUI BKJIIOYAT OICH-
Ky CeKpellMyd TOpMOHa poCTa, (PYHKIIMMU ITUTOBUIHOMN
JKeJie3bl, HaAIMOYeYHUKOB U roHaza. O1eHKa MpoBOAMUIACh
Ha OCHOBaHMU KJIIMHUYECKMX JaHHBIX, Pe3yJIbTaTOB J1a00-
PaTOPHO-MHCTPYMEHTATbHBIX MCCACAOBAHMUI 1 3aKITIOUe-
HUIA Bpaya-3HIOKPUHOJIOrA.

Jng ananu3za nepunura CTI yuuTsiBanuch aHTPOMO-
MeTpuuyeckue (PoCT M TEMIIbI POCTa), JabopaTOPHO-MH-
CTpyMeHTalbHble (YPOBEHb WHCYJIMHOIOIOOHOTO (hak-
Topa pocTa-1, KOCTHBI BO3pacT) IMoKa3aTeau, JTaHHbIe
CTT-cTuMyISILIMOHHBIX MPoO (MpU HAIUYUU), a TaKKe
3aKJII0UeHUsT TIpoMIbHBIX crnenuanuctos. K mpwu-
3HaKaM COMATOTPOITHOM HEIOCTAaTOYHOCTH OTHOCWIN
CHIKEHME TeMITOB pocTa 0ojiee yeM Ha 2 SDS (standard
deviation score, Ko3(p(GUUMEHT CTaHAAPTHOTO OTKJIO-
HEHMS) B COUCTAHUU XOTSI Obl C OMHUM U3 CICAYIOLINX
mapaMeTpoB: IoKa3aTe/b MHCYJIMHOOA00HOro (hakTopa
pocta-1 < —2 SDS (y OOJBIIMHCTBA MaLIMEHTOB,
n=47; 85,5 %), nepuuur pocra < —2 SDS wiu orcTaBa-
HHE KOCTHOTO BO3pacTa OT XpOHOJIOTUYECKOro 0oJjiee YeM
Ha 2 rona.

B aHanu3 KyMynasSITUBHOM 4YacTOTBI pPa3BUTHUS IIPU-
3HakoB nedunmra CTI BKIIOYaIMCh TOJBKO MAIIUEHTHI,
MPOIIEAIIe TIePBOe SHIOKPHUHOJIOIMIECKOe 00CIen10Ba-
HHUE B TeuyeHue 18 Mec OT Havasia Jy4eBOIl Tepamuu, YTo
MMO3BOJIMJIO KOPPEKTHO OIPEASTUTh BpeMsl TOSIBICHUS
npusHakoB aepunmura CTT.

IMonteepxkxaennbiM nepunut CTI cumranca npu
HaJIW4YUU TIOJIOKUTENbHBIX pe3ynbratoB CTT-ctumyns-
LIMOHHBIX TECTOB, TIPOBEJACHHBIX B CIICIINATU3UPOBAHHOM
yupexneHuu. B cirydasx oTCyTCTBUSI TECTUPOBAHUS qra-
THO3 TaKXKe MPU3HABAICS MOATBEPKICHHBIM IPU HaJIM-
YUM XapaKTepHOU KJIMHUKO-JIa00OpaTOPHOU KapTUHBI,
3aKJIIOYEHUST SHAOKPUHOJIOTA W JOKYMEHTHPOBAHHOTO
Ha3HAYCHUS 3aMECTUTEIbHOI Tepariii TOPMOHOM POCTa.

JlMarHocTyKa ruIoTUpeo3a MPOBOIUIACH IO PE3yJib-
TaTaM PeryJsspHOro JabopaTOPHOrO CKpUHUHTA (THUpEOo-
TPOITHBII TOpMOH, cBoOOmHbIN T4). I[lepBUYHBIN TUIO-
TUPEO3 IMATHOCTUPOBAICS IPU YCTOMUYMBOM IIOBBIIIC-
HUU TUpeoTporHoro ropmoHa > 10 MME/n B coueranun
C MOHMKEHHBIM WJIM HOPMaJbHBIM cBOOOIHBIM T4. Cy0-
KJIMHUYECKUN TUTIOTUPEO3 YIUTHIBAJICS MPU YMEPEHHOM
MOBBIIIEHUU TUPEOTpormHOro ropmoHa (5—10 MME/mn)
MpU HOpPMaJbHOM ypoBHe cBoOomHoro T4. BropuuHblii
TUTIOTUPEO3 OMPEIesICS MPU CHUXEHUU YPOBHSI CBO-
6omHoro T4 B couyeTaHUM ¢ HOPMAJIbHBIM WJIA TTOHUKEH-
HBIM YPOBHEM THUPEOTPOITHOTO ropMoHa. BceM manimeH-
tam mocie KCO mpoBoauiiach yabTpa3ByKoOBasi OlleHKa
o0beMa IMUTOBUIHOM XKeJle3bl B IMHAMUKE.

BTopuyHbIl TMTTOKOPTUIIA3M OIPENEIsIICS IIPU YPOB-
He 0aszasbHOro koprusosna < 100 HMOJB/I M HaIUYUU
XapaKTEePHOM KIMHUYECKOW CHUMITOMATUKM, IPU 3HA-
yeHMsIX OasanbHOro Koprtusosa 100—500 HMosib/a mpo-
BOIWJIVCH JOIOJHUTEIbHBIC IMOATBEPXKIAIOIINE TECTHI,
MO3BOJISIIONINE BepU(PULIMPOBATh auarHo3. IlalmeHTh
C TJIIOKOKOPTUKOCTEPOUI-UHAYLIMPOBAHHBIM XapaKTe-
pOM BTOPUYHOM HAAMNOYECYHMKOBOM HEAOCTATOYHOCTU
OBUIM MCKJIFOUCHBI M3 aHAJIN3a.
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OueHKa roHagHOM (PYHKIIUM MPOBOAMJIACH Y Mallu-
€HTOB, MOCTHUIIIMX BO3PacTa, COOTBETCTBYIOIIETO OXM-
JaeMOMY Hauajy WIM TEYEHUIO ITOJOBOIO CO3peBaHUS,
a TaKXKe y JIeTeil ¢ MOJ03peHMEeM Ha IpeXIeBPEMEHHOE
MOJIOBOE pa3BUTHE. AHAIN3 BKJIIOYAI JaHHbBIE (PU3NKaTb-
HOro ocMoTpa (OLIEHKY CTaJMu II0JIOBOTO pPa3BUTHUS II0
knaccudukanuu Tanner), mokazaTeJd TOHAIOTPOIIMHOB
U IIOJIOBBIX CTEPOMIOB, a TAKXKE 3aK/II0YCHHUs Bpada-2H-
JOKPUHOJIOTA.  [MIIeproHagoTPONHbIA  TUMIIOIOHAAU3M
MUaTHOCTUPOBAJICS MPU 3aAeP>KKE NI OCTAaHOBKE Myoep-
TaTa Ha (hOHE CHMXKEHHBIX YPOBHEM MOJIOBBIX CTEPOUIOB
M TMOBBILIICHHBIX 3HAYEHUI JIIOTEMHU3UPYIOIIEro u (oJi-
JIMKYJIOCTUMYJIMPYIOIIEr0 TOPMOHOB. [MIOroHamoTpom-
HbI T'MIIOTOHAAM3M OIPENC/ISUICS MPU CHIKEHUU KakK
TOHAIOTPOIIMHOB, TaK Y MOJOBBIX TOPMOHOB B COYETAHUU
C OTCYTCTBMEM IIPU3HAKOB Iy0OepTaTa WM ero Iporpec-
cupoBaHus. [1pexaeBpeMeHHOE 10JI0BOE Pa3BUTUE yCTa-
HaBJIMBAJIOCh IIPY MOSIBJICHUU MPU3HAKOB IybepTara a0
8 JeT y meBoueK U A0 9 JIeT y MaJIbuMKOB, TTOATBEPXKIa-
JIOCh JJAOOPATOPHBIMU ITOKA3aTEISIMUA U COITPOBOKAATIOCH
Ha3HaYeHMEM Tepaluy arOHUCTOM FOHAIOTPOIIMH-PUJII -
3UHI-TOPMOHA.

OneHka Apyrux oTaaieHHbIX 3()GeKToB Tepanuu

HetipoceHcopHast TyroyXxocTh OlIEHHMBaJIach HA OCHO-
BaHMM 3aKJIIOYEHUN OTOPUHOJAPUHIOJOra WIN CYpIO-
Jora. B maHHOM wMcclemoBaHUM 3aBUCHMOCTh YacCTOTHI
tyroyxoctu ot 1036l KCO He aHanM3upoBaiach.

Ckonuotnyeckass nedopMaiusl IO3BOHOYHMKA OIle-
HUBaJIach HA OCHOBAaHUU MEIUIIMHCKON MOKYMEHTAIlUU
¥ 3aKTIOYCHMI CIIeIIMaIrCTOB, YYaCTBYIOIIMX B KaTaM-
HECTUYECKOM HaOmogeHun (HEBPOJIOrOB, peadMIUTO-
JoroB). Hu B ogHOM M3 3a10KYMEHTUPOBAHHBIX ClIyyaeB
CKOJIM03a TMArHO3 He OB MOATBEPKICH OPTOIIEIOM U He
COIMPOBOXAANCSI PEHTIEHOJOIMYECKO BepuduKauuei
WA KOJIMYECTBEHHOU OLIEHKOM CTENEHU UCKPUBJIEHUS.

XpoHuueckas HYTPUTUBHAS HEeIOCTaTOYHOCTh
¥ TIOJIMHEporaTusl OIIEHUBAICh HA MOMEHT ITOC/IeaHe-
ro HabmoaeHus. JAuarHo3 yMepeHHOM UK TSKEJIO cTe-
TIeHU yCTaHaBIMUBaJICs MpU Macce Teyia Hmke —2 SDS ot
BO3pACTHOM HOPMBI 110 TaHHBIM aHTporomeTpuu. ITomu-
HelipornaTysl TMarHOCTUPOBaIach HA OCHOBAaHUM 3aKJIIO-
YEeHUII HEeBpOJIOra MpW HaJWYUM XapaKTepHBIX Kajoo,
JAaHHBIX HEBPOJOIMYECKOTO0 OCMOTpa U B psle CayvyacB
pe3yJIBTaTOB AIEKTPOHEpoMuorpachumn.

PanuonnaynupoBaHHbIe OIMyXO0JIH

HNuarHo3 ycTaHaBIMBaJICS Ha OCHOBAaHUM T'HMCTOJIO-
TMYECKOTO MOATBEPXKICHMUSI, a TIPpU HEBO3MOXHOCTU
OMOINCHUU — T10 TUTIMYHOMN PEHTTEHOJIOTUUECKON KapTUHE
B COUYETAHUU C KJIMHUKO-PATUOJIOTUYECKOM JUHAMUKOWN.
B 1 ciygae mist okoHYaTeIbHOM BepU(UKALIM AMarHO3a
noTpedOBAIOCh TPOBEICHUE MOJEKYJISIPHO-TEHETHUYE-
CKOTO MCCJIeIOBaHMS, BKJIIOYABIIETO aHAJIU3 METUIMPO-
Banus JJHK.

CratucTHyeckuii aHaam3
Cratuctnueckass o0pabOTKa JaHHBIX ITPOBOIMIACH
C MICTIOJIb30BaHMEeM nporpaMMHoii cpenbl R. KonnuecTBeH-
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HbIE TIEPEMEHHbIE OMMCHIBAIUCH C UCITOJIb30BAHUEM MEIM-
aHbl, KaTeropuajibHble [IEPEMEHHbIC — B BU/E a0COIIOTHBIX
3HaueHuii u noneit (%). st cpaBHeHUsT KaTeropyaibHbIX
MePEMEHHBIX MPUMEHSUICS KpuTepuii 2. CTaTucTuyecku
3HAYMMBIMU CUMTATIMCH pa3nuuus rmpu p < 0,05.

M3MeHeHUsT 4acTOTbl HApYyILIEHUi BBICIIUX IICHUXHU-
yecKMX (PYHKLMII MeXay ABYMSI BPEMEHHBIMU TOYKAMU
(1o Hayvaja JIy4eBOI Tepaluy U Ha MOMEHT IOCJIEIHETO
HaOJIONEHNSI) OLICHUBAJIMCH C HCIIOJb30BaHUEM TecTa
Mak-HeMmapa 1151 mapHbIX KaTeTOpUaIbHBIX JaHHBIX.

[1s1 aHanM3a BPEeMEHHBIX XapaKTePUCTUK pPa3BUTHUS
otnaneHHbix ocnoxHeHuit (mepuuut CTI, runotupeos,
OTOTOKCUYHOCTb, CKOJIMO3) WCIIOJIb30BaJIUCh KPUBbIE
KYMYJISITUBHO 4acCTOThI COOBITUI C Y4€TOM KOHKYPUPY-
01X puckoB. CpaBHEHME MOATPYIIT OCYIIECTBISIOCH
¢ Ucrojib3oBaHueM Tecta Ipes.

B xauecTBe moTeHIIMAIBLHBIX (PaKTOPOB pUCKa paccMa-
tpuBaauch 103a KCO (23,4—24,0 I'p npotus 35,2—36,0 Ip)
M BO3pacT MallieHTa Ha MOMEHT Havajla JIydeBOi Tepamnuu
(<7u>=7ner), c y4eTOM U3BECTHBIX BO3PaCT-3aBUCHUMBIX
pasnyuii B 4yBCTBUTEILHOCTH Pa3BUBAIOLINXCSI OPraHOB
M CUCTEM K MOHU3UPYIOLIEMY n3nydeHuio [8, 14—16].

PesyabraTsl

MenunaHa Bo3pacTa IALMEHTOB Ha MOMEHT Havaja
JIy4eBOM Tepamuu cocTaBuia 8,2 roga. BoJbIIMHCTBO
nauueHToB (n = 41; 74,5 %) nonyuyuiu KCO B mose
23,4 Ip, 14 (25,5 %) — B mose 35,2 Ip. Menuana HaOI0-
JIeHUsI OT HavaJja JIydeBO# Tepalnmuu cocTaBwia 3,2 roaa.
OO0111as1 XxapakTepycTUKa MalMeHTOB IMpUBeAeHa B TaoI. 1.

Tadomuua 1. Obwas xapakmepucmuka nayueHmos u OMoareHHsIX G pex-
moe mepanuu

Table 1. Baseline characteristics of patients and long-term treatment effects

ITapametp 3navyeHue
Parameter Value

COOTHOIIIEHHUE TTO Oy .
. 1:1
Sex ratio
Mennana Bo3pacta Ha MOMEHT Havasia JIydeBoit
Teparuu, TOIbI 8,2 (3,3—16,1)
Median age at the start of radiotherapy, years
Ho3a KCO, n (%):
Dose of cramospmal irradiation, n (%):
23,4 Tp/Gy 41 (74,5)
35,2 Ip/ Gy 14 (25,5)
MenuaHa [UTUTEIbHOCTH HaOJIIOACHUSI OT Havyaia
JIy9eBOM Tepariu, TOIbI 3.2(1,2-10.9)

Median follow-up duration from the start of

radlotherapy, ears
OrnaneHHbIe 3(1))/(1)e1<r1>1 XUMUOITy4eBoi Teparmn, 1 (%):

Late effects of chemoradiotherapy, n (%):
HapyLIEHUsI ICUXUIECKOM AesSITeTbHOCTH
cognitive/psychological impairment
OHIOKPUHHBIC HAPYIICHMSI
endocrine disorders
CKOJIHO3
scoliosis
HepOCEeHCOPHas TYTOyXOCTh
sensorineural hearing loss
XpPOHMYECKAsT HyTPUTUBHASI HEIOCTATOYHOCTh
YMEPEHHO /TSKeJ0i CTeneH!
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)

MOJIMHENPOTIaThs 14/55 (25,5)
polyneuropathy

PaIVOVHIYLIMPOBAaHHbBIE OITYyXOJIN 6/144 (4,2)
radiation-induced tumors

JIPYTHE TIPOSIBICHUS 2/55(3,6)

other toxicities
|
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Haunbonee yacThIMU MO3THUMU OCIOXHEHUSIMU OBLIN
KOTHUTUBHBIE HapyieHust (96,7 %) 1 sHIOKpUHHAsI AUC-
dbynkuus (89,1 %). Pexe ormevanuch ckonno3s (50,9 %),
HeiipoceHcopHass Tyroyxoctb (47,3 %), XpoHMYecKasi
HYTPUTUBHAas HemocTtaTrouHOCTh (32,7 %) 1 nmoanHenpo-
narus (25,5 %). PanronHayLpoBaHHbIE OIYXOJIM BbIsSIB-
JieHbl y 6 mauueHToB (4,2 % OT BCeil KOrOpThl).

Kaxnprii u3 55 maupeHToB MMesl Kak MUHUMYM 1 U3
6 aHAIM3UPYEMBIX OCJIOKHEHMI (32 UCKIIIOYEHUEM PaIrio-
MHIYLUMPOBAHHBIX OIYXOJIEi, KOTOpbie OLICHMBAINUChH
B OoJiee IMpOKoI Koropte). PacnipeneneHue urcia ocaox-
HeHUI Ha 1 maLyeHTa IPOAEMOHCTPUPOBAJIO BEIPAKEHHYIO
KYMYJISILIMIO TO3IHUX 3G @EKTOB Tepanuu: 6 OCIOXKHEHUI
3apeructpupoBaHo y 1 (1,8 %) manumenra, 5 —y 3 (5,5 %),
4 —y 14 (25,5 %),3 —y 19 (34,5 %), 2 — y 11 (20,0 %)
ul—y7(12,7 %). Takum 06pa3oM, y OOJIBLIMHCTBA ACTEi
OTMEYaJIOCh HECKOJIBKO TO3IHMX OCIOKHEHUIA.

Hapymenus ncuxudeckoi AesTeJIbHOCTH

AHAJIN3 KOTHUTUBHbBIX U MHBIX HAPYIICHUM TICUXUYE-
CKOM JeSITebHOCTM ObLI1 MPOBEIEH 10 Hayajia JIydeBOW
Tepanuu (Mocjie OImepalMu) U B XOAE TMOCIEIYIOIIeTo
HaOJII0IeHUSI HA OCHOBAHUM KaYeCTBEHHOM OLIEHKU BBIC-
IIMX TICUXUIECKUX (DYHKIIMI B COOTBETCTBUU C 3aKJIIOUe-
HUSIMU MEIULIMHCKUX U HEMPOIICHXOJIOTOB, JTOCTYIIHOM
nng 30 u3 55 manmeHTtoB. MeauaHa BpeMeHM HaOIIO-
JEHUSI TI0 COOTBETCTBYIOLIMM HAapyLICHMSIM COCTaBUJIA
2,9 (1,6—5,3) roga. OueHka IpoBoaMIach 110 OMHAPHO-
My IPUHIUIY (HaJIW4Ke/OTCYTCTBME HapyIIeHUS) IO
13 mapameTrpam, YTO OTpaHUYMIIO BO3MOXKHOCTb KOJIM-
YECTBEHHOI XapaKTEePUCTUKHU, HO IO3BOJIMIO BBISIBUTH
oOlliee HalpaBIeHUE JTUMHAMMKY IICUXUYECKOTO (PYHKIIM-
OHUPOBAHMUS MOCJIE TEPATIUH.

¥ 29/30 (96,7 %) naliueHTOB B IPOLIECCe HAOIIONEHMS
ObUTM 3a(PUKCHUPOBAHBI HAPYIIEHUS XOTSI Obl IO OJTHOMY
M3 OLIEHMBAaEMBbIX IapaMeTPOB IMCUXUYECKOM IesITEIbHO-
ctu. B 370l moarpymnme MeaMaHHOE YMCI0 HApYIIeHHbBIX
mapaMeTpoB coctaBuio 6 (3—12), 4To mIOmYepKUBaeT
MHOXECTBEHHbIIM XapaKTep KOTHUTUBHBIX U IOBEIEHYE-
CKMX 1e(PULIUTOB.

Hawub6osnee yacThIMU OCIOXHEHUSIMU, BCTPEYAIOILIMMM-
cs1 6oJiee YeM y TI0JIOBUHBI IALIMEHTOB I1OC/Ie OKOHYAHMS
Tepanuy, ObLIM HAapyLICHUs HEeMpOAMHAMUYECKUX Iapa-
METPOB IICUXUYECKOM IesITeIbHOCTH (1 = 26; 86,7 %), BHU-
manust (n = 20; 66,6 %), CHIXKeHKE [ICUX03MOLMOHAIBHOM
ycroiuuBoctu (n = 19; 63,3 %), TpymHOCTU OOy4YEeHUsI
(n=18; 60 %) n napyienust namst (n = 17; 56,7 %).

CTaTUCTUYECKY 3HAYMMOE YBEIMUEHME YaCTOThI BCTPE-
YaeMOCTH HapylleHUI B Xoie HaOJIIoAeHUs 10 CpaBHE-
HUIO C TIOCTOTIEPALIMOHHOM OLIEHKOM OBLIO BBISIBIIEHO 11O
2 mapameTpam: HapylieHue namstu (p = 0,01) u TpynHocT
ooyuenus (p = 0,027) (puc. 2). I[lo npyrum mapameTpam
OTMEYaJIUCh pa3HOHAIIPaBJICHHbIE W3MEHEHMS, OIHAKO
pa3iuyuMs He OOCTUIaIM CTAaTUCTUYECKOM 3HAYMMOCTH.
AHaIu3 3aBUCUMOCTH IOSIBJICHUSI OCJIOXHEHMII OT 03Bl
KCO He mpoBoawics B CBSI3U C MaJIbIM YMCJIOM TTallieH-
ToB, nosy4asiiux 36 Ip (n = 4). CpaBHeHMe 110 BO3pacT-
HBIM rpynmnaMm (<7 u >7 JeT) He BBISIBUWIO CTaTUCTUYECKU
3HAYMMBbIX Pa3IMYMii HU 110 OJHOMY U3 IIapaMeTpPOB.
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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 HAPYIEHHUS

DHIOKPUHHbBIE HaPYIICHUs SBISUINCh OIHUMU U3
Haubojiee 4YacThIX OTHAJICHHBIX IOCJICICTBUM Teparmuu
B uccaeayeMoii koropte. XoTs Obl 1 HapylleHUe dHI0-
KPUHHOM (hyHKIIMU ObLIO BhIsIBIeHO Y 49 (89,1 %) manu-
€HTOB. Y OOJIbLIMHCTBA MauueHToB (72,7 %) oTMeueHO
2 3HJAOKPUHHBIX OCJIOXHEHUS U 0oJjiee, y TPETH MallMeH-

TOB — 3 u Oojiee. Bee 4 Tuna uccieayeMbiX 3HIOKPUHO-
naTuii ObIIN 3aperucTpupoBanbl y 3 (5,5 %) nauneHToB.

HauGonee wuacto wHabmomanucy agepuuut CTT
¥ TUIIOTHPEO3, 3apeructpupoBanHbie y 70,1 % u 69,1 %
MalMEeHTOB COOTBETCTBEHHO. YacToTa BTOPUYHOTO TUITO-
KopTuiuaMa cocraBwia 21,8 %, HapylieHUd TOHaTHON
dyuxkuyu — 16,4 %.
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MenunaHa UIMTEIbHOCTU HAOJIOACHUS I10 KOHTPO-
JII0  3HIOKPUHOJOTMYECKMX OCJIOXHEHMI CcOocTaBUjIa
3,2(1,1-10,9) rona.

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

MunoTupecs I KOPTHLY T

Puc. 3. Yacmoma u cmpykmypa 3H00KpUHHOU OUCHYHKYUU Y NAUUEHMOB
¢ Mb epynnoi cmandapmnoeo pucka (n = 55)
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Fig. 3. Frequency and pattern of endocrine dysfunction in patients with
standard-risk medulloblastoma (n = 55)

CoMaToTponHas HeJOCTATOYHOCTh

VY 39 (70,1 %) nauueHTOB ObLIM 3apeTMCTPUPOBAHbI
KJIMHUKO-JTabopaTtopHbie npu3Haku aedunura CTI. U3
16 nmauneHToB, He MMeBIIMX Npu3HakoB aepuunra CTT,
y 8 (14,5 %) Ha MOMEHT IEPBOil OLICHKU 3aBEPLIMJICS
IyOepTaTHBIA POCT, YTO MCKIII0YAIO BO3MOXHOCTb KJIM-
HUYECKOI OLIEHKM 3TOro ImapaMerpa, B 1 cilydae OlieHKa
ObLJ1a HEBO3MOXHA M3-3a OTCYTCTBUSI KJIMHUKO-JIabopa-
TOPHBIX JaHHBIX. ¥ ocTaBimxcs 7 (12,7 %) nauueHTOB
npusHaku nepunuta CTI He ObLIM BISIBIEHBI ITPU HAJIU -
YUY BO3BMOXKHOCTH UX OLICHKU.

M3 39 naumenTtoB ¢ npusHakamu aedumnura CTT nua-
rHO3 ObLT oATBepkaAeH y 17 (43,6 %), a 3aMecTUTEIbHAS
Teparnusi TOpMOHOM pocTa Obuta Havata y 13 (33,3 %)
U3 HUX.

g aHanmn3a KyMyJaSaTUBHOM 4aCTOTHI COOBITUIA, CBSI-
3aHHBIX ¢ neduiuroM CTI, ObUTM MCKITIOYEHBI MallMEeHThI
C TIO3IHUM MEPBUYHBIM HabmoaeHueM (> 18 Mmec oT Hava-
J1a JIydeBoii Tepanuu, # = 16; 29,1 %), IOCKOJIbKY B 3TUX
cJ1y4dasix ObUIO HEBO3MOXHO JOCTOBEPHO OINPEAEIUTD BPe-
Msl MOSIBJICHUSI CUMIOTOMOB. TpexJIeTHsisI KyMyJIsITUBHAsK
yactoTa pa3Butus npusHakoB nepunura CTI cocraBuna
82 % (95 % nmoBepuTelbHbBII UHTepBal 58—92), MenuaHa
BPEMEHH JI0 UX IMOsBICHUS — 1,7 Toma OT Havasia JIydeBoit
Tepanuu (puc. 4a).
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ITpu aHanmM3e KyMyJITUBHOM YaCTOThI Pa3BUTHUSI IIPH-
3HakoB JepuunTta CTI B 3aBUCMMOCTHU OT JIO3bI JTY4EBOI1
Tepanuu ObLIO IMOKA3aHO, YTO IIpU 00Jjiee BHICOKOM 03¢
(36 Ip) nmpusnaku neduuura CTI Bo3HUKaIM CTaTH-
CTUYECKM 3HauYUMO paHblie (p = 0,041), obmras yacTots
OCJIOXKHEHMS OblJIa COMOCTaBUMOIl (puc. 4¢). Tak, meau-
aHa BpeMeHHU a0 pa3Butus aedunura CTT y nanmeHToB,
nonyuuBiinx KCO B mose 24 Ip, cocraBuna 2,1 roja,
a nipu no3e 36 Ip — 1,6 roga. Bo3pact Ha MOMEHT Havaja
JIy4eBOIl Tepaluy He OKa3bIBaJl 3HAYMMOTO BJIMSIHUSI Ha
cpoku pa3Butus npusHakoB nedurura CTI (puc. 40).

MenuaHa BpeMeHM OT Hayajla JIydeBOM Teparuu 10
nepBoro obcienoBanus nmo CTI-mebunury cocraBuia
1,4 (0,4—4,8) roma. 751 OLICHKM 3amepXKW B IIOCTa-
HOBKE JIMarHo3a KCIIOJIb30BaHbl JaHHbIe 26 MalleHTOB
W3 TPYINbLl paHHero HaomoneHus (< 18 Mec or Havana
JIy4eBOIl Tepamuu), y KOTOPbIX ObUIM BBISIBICHBI IIPU-
s3Haku gepuunta CTI. MeanaHa BpeMeHU OT MOSIBJICHUS
KJIMHUKO-J1a00paTOPHBIX IIPU3HAKOB [0 MOATBEPKICHUS
COMAaTOTPOITHOM HEAOCTATOYHOCTU cocTaBuja 1,5 roma
(puc. 46), MenraHa BpeMEHU OT ITOATBEPXKICHUS TUATHO-
3a 10 HavyaJla Teparmy ropMOHOM pocta — 1,5 Mec (puc. 46).

JIpyrue SHIOKPUHONATHH

TunoTtupeos paszsuwica y 38 (69,1 %) nauueHTOB:
B 24 (43,6 %) ciay4asix DMarHOCTUPOBAaH IIEPBUYHBINA,
B 14 (25,5 %) — ueHTpalbHbIil TUIOTHPeO3. MenuaHa
BpEMEHHU JI0 pa3BUTUS TMIIOTHUpeO3a cocTaBuia 2,1 roma
OT Hauaja JyJyeBoit Tepanuu (puc. 5a). OTMevanach TeH-
JIeHLIMSL K OoJjiee paHHei MaHudecTalMu TUIIOTUPeo3a
y nauueHToB, nonyuuBimx KCO B no3e 36 Ip mo cpaBHe-
Huto ¢ 24 Ip (meauana — 1,9 u 2,4 roga COOTBETCTBEHHO;
p = 0,057) (puc. 5¢). Bo Bcex ciayyasix TUIOTUPEO3 OBLI
BBISIBJIGH IpU PYTMHHOM JIabOpPAaTOPHOM CKPUHMHIE
0e3 BBIpaK€HHOI KIMHWYECKON CUMMOTOMATUKU. Boyb-
IIMHCTBO ManueHToB (n = 35; 92,1 %) Havanu 3aMecTu-
TEJIbHYIO TePaIIMIO JICBOTUPOKCMHOM B T€YCHHUE IIEPBOrO
Mecsilia Mocjie MOCTAHOBKY TMarHo3a.

BropuyHbIli TUIOKOPTUIIM3M OBUI 3a(uKCHUpOBaH
y 12 (21,8 %) nmauuveHToB. MenuaHa BpeMeHM 1O MaHU-
decranuy He ObLIa TOCTUTHYTA B IIpeeIax CpoKa Ha0Iro-
neHust (puc. 56). Paznmuumii B 3aBUCMMOCTM OT O3Bl
KCO (puc. 50) u Bo3pacta Ha MOMEHT Hayaja Teparuu
(puc. 53) He oTMeueHO. Bo Bcex ciydasix CBOeBpeMEHHO
Oblla HayaTa 3aMECTUTE/IbHAsI Tepalusl IJTIOKOKOPTH-
KOUJIaMMU.

Hapymienus  roHamHoii — ()yHKIMM  BBISIBJIEHBI
y 9 (16,4 %) nmauMeHTOB: I'MIICPrOHAIOTPOIHbINM TUITO-
roHagusM — y 5 (9,1 %), rUIoroHagoTPONHbIA TUITO-
roHagusM — y 3 (5,5 %), npexaeBpeMeHHOe I10J0BOE
pazButue — y 1 (1,8 %). IIpu noze KCO 36 Ip 3-netHsis
KYMYJISITUBHAsI 4acTOTa 3TMX HapyILICHUI COCTaBUIIa
44 %, ipu no3e 24 Ip — 3,1 % (p = 0,004) (puc. Se). Bo3-
pacT Ha MOMEHT Hayajia JIy4eBO TepaluM CTaTUCTUYE-
CKM 3HAYMMO HE BJIMSUI Ha PUCK Pa3BUTHUSL HapyILEHUIA
(puc. Su). Cpeau MalveHTOB C TUIEPTOHATOTPOITHBIM
TUIIOTOHAAU3MOM BCe ObUIM XKEHCKOTO Iojia (BO3pacT Ha
moMeHT Havyana KCO — 6,3—9,0 roma) ¢ maHudecranu-
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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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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 (), hypocortisolism (0), and gonadal dysfunction (e) according to craniospinal irradiation dose; sc—u — of hypothyroidism (xc),
hypocortisolism (3), and gonadal dysfunction (u) according to age at the start of radiotherapy
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el B cpoku ot 2,3 10 8,3 rofa oT OKOHYaHUST O0Ty4YeHUsI.
[MI10roHagOTPONHBIA TUIIOrOHAAM3M JAMArHOCTUPOBAH
y 2 neBoueK u 1 manpuuka yepe3 1,2—1,9 roma ot Hauana
JIy4eBoit Tepanuu. [IpexaeBpeMeHHOE IT0JI0BOE pa3BUTUE
orMeueHo y 1 geBouku rmocie KCO B no3se 36 Ip, HasHaue-
Ha Teparusi TPUITOPEIMHOM.

Jlpyrue otnanenHbie 3¢ (eKTbl XMMHOJIYI€eBOIi Tepanun

HeiipoceHcopHast TYroyxocTh Obla BbisiBieHa y 26/55
(47,3 %) mauuenTos, rmpu 31oM B 7 (12,7 %) ciayuasx oto-
TOKcMYHOCTDL cooTBeTcTBOBaNa I1—III crenenu. Tpexmer-
HsIsT KYMYJISITUBHAsI 4acTOTa Pa3sBUTHUSI OTOTOKCHUYHOCTU
cocraBuna 42 % (95 % noBepuTeIbHBII MHTEpBaI 25—55),
MearaHa BpeMeHU 0 AUarHOCTUKU — 3,5 roia oT Havajia
JIy4eBoil Tepanuu (puc. 6a). AHaIu3 3aBUCMMOCTU JaH-
Horo ocioxHeHUs1 oT 1036l KCO He mpoBoaucs B CBSI3U
C OMNPEAETIIONIEH POJIbI0 KYMYJIATUBHOM HO3bI LIUCILIA-
THHA B Pa3BUTUM OTOTOKCUYHOCTU. BiusiHue Bo3pacTa
Hauajia JIydeBOM Tepaluu Ha CPOKU Pa3BUTUSI OTOTOKCUY-
HOCTU He ObLUIO CTATUCTUYECKU 3HAYMMBIM (puC. 66).

Cxkosmo3 6bu1 3adukcupoBad y 28 (50,9 %) nauu-
€HTOB, MeJMaHa BPEMEHU 10 €ro BbISIBJICHUSI COCTaBMJIA
3,9 roga (puc. 66). Y maiueHToB Mjaiiie 7 JeT CKOJIM03
MaHUGbEeCTUPOBaJl 3HAUMMO T103Xe (MeauaHa — 7 JeT),
4yeM y TeX, KTO HavaJl JiIedeHue B OoJiee cTaplieM Bo3pacTe
(mMenunana — 2,3 roma; p = 0,021) (puc. 60). Yacrora pa3s-
BUTHS CKOJIMO3a 3HAYMMO HE pa3inyajach B 3aBUCUMO-
CTHU OT J03bI JIy4eBOM Teparnuu (puc. 62).

Ha momenT mocneaHero HaomoneHust y 18 (32,7 %)
MaLKEeHTOB COXPaHSIUCh ITPU3HAKM XPOHUUECKOM HYTPU-

4’2025

TUBHOW HEIOCTATOYHOCTA YMEPEHHOW W TSXKEIOU CTere-
Heii. Y 14 (25,5 %) naiueHToB ObUIM 3aperuCTPUPOBAHbI
CUMIITOMBI ITOJIMHEMpONaThy, B psiie Cliy4aeB TpeOOBaB-
LIMe Ha3HAYEHUSI CMMIITOMATUYECKOW M IaTOreHeThYe-
ckoii Teparuu. Kpome Toro, y 2 (3,6 %) nauyeHToB Ha0I10-
JAJIMCh pelKUe, HO KIMHUYECKU 3HAYMMBbIC OTHaJICHHBIC
3(dEKTh, TPENNnoJIOKNUTEILHO CBI3aHHBIE C JIy4eBO
Tepamnueii: Katapakra (# = 1) u jerouHslit hpudpos (n = 1).

BropuuHsie omyxosm

BropuuHble oryxou ObLIM BbissBICHBL Y 6/144 (4,2 %)
narueHToB. KymynsaTMBHaAsE 4acToTa MX pa3BUTHUSI Yyepe3
6 et mocie Havasa Tepamnuu coctasmna 4,7 % (95 % nose-
putenabHbIi uHTEepBat 1,5—11,0) (puc. 7a). B ctpykType
BTOPUYHBIX HOBOOOpa30BaHMi1 mpeodaganu nud@y3Hbie
IJIMOMBI BBICOKOI cTereHM 3okadecTBeHHOocTH ('BC3),
BBISIBJICHHBIE Y 3 TTallMEeHTOB (puc. 76—e, e—3). TakKe cpe-
TN BTOPUYHBLIX HOBooOpaszoBaHuii IIHC Obutnm muarHo-
CTUPOBAHBI IECMOUIHBIN (PMOPOMATO3 TBEPAOI MO3TOBOI
00010ukM (pUc. 70, u) U MEHUHTOTeIMaIbHAsE MEHUHTU-
oMa, CTElleHb 3JI0Ka4eCTBEHHOCTH I, COOTBETCTBYyIOLIE
KPUTEPUSIM padlOMHAYLMPOBAHHBIX omyxojeit. B 1 ciy-
yae BBbISIBJICH MalWLUISIPHBIA paK IIMTOBUIHOM KeJIe3bl
(T1aN1MO0). JInarHo3sl ObIIM TTOATBEPKIAECHBI MOP(OI0-
rMYecku B 5/6 cinyuasx, y 1 marmenTa ¢ audgysHoit FBC3
JIMarHo3 ObLI YCTAHOBJIEH Ha OCHOBAHMM PEHTICHOJIOTH -
YEeCKOM KaPTUHBI ¥ TUIIMYHOTO KIMHUYECKOTO TCUCHMSI.

OcHoOBHas KIIMHUYecKast MHGOpMalus 1o TaiyeHTaMm
C paaMOMHAYLIMPOBAHHBIMU OIIyXOJISIMM IIpEeICTaBjIeHa
B TaOI. 2.
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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; e, 0 — of scoliosis according to craniospinal irradiation dose (2) and age at the start of radiotherapy (0)
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Puc. 7. Bmopuunsie onyxoau y nauuenmos ¢ Mb epynnot cmanoapmmoeo pucka (n = 144): a — kymyasmugHas uacmoma pazeumusi 6MoputHsIX onyxoneii;
O6—u — maeHumuo-pe3onanchvie momozpammol (T1-636euwennvie u300pasicenlis ¢ KOHMPACMHBIM YCUNCHUEM, AKCUANbHAS U (DPOHMANbHAS NPOKYULU) NALU-
enmoe ¢ emopuunvimu onyxoaamu IIHC: 6, e — nayuenm Ne 1 (I'BC3 cmeona e0a06H020 mo3ea); 6, ye — nayuenm No 2 (I'BC3 wielinoeo omdena cnurHHo20
MO32a U CMB0AA 20108H020 M032a); 2, 3 — nauuenm No 3 (uggysnas I'BC3 cmeora 201061020 mo3ea); 0, u — nayuenm N2 4 (decmouonwiii hubpomamos
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, ysc — patient No. 2 (diffuse midline glioma of the cervical spinal cord and brainstem); ¢, 3 — patient No. 3 (diffuse intrinsic brainstem
glioma); 0, u — patient No. 4 (desmoid fibromatosis of the dura mater)



TOMAVOL. 12

4’2025

NCKNW XKYPHAJT

POAOI [ETCKOW FEMATOMOMA u OHKONOIWI // Russian Journal of Pediatric Hematology and Oncology

@ POCCH

savad ‘uonyv.inp
dn-mojjoq
19101
‘BHHITOII'QBH
9LIOHILILUL

gy
any

iy
any

oAl
;17176

pvaq
dong

poaq
dong

pvaq
dong

auon(Q)

Arer)

Adv.ayy
UIPOI0IPD.
‘uo1122ss1p
opou yduid] +
Awiopoapioddy |
guuedarroyonred
‘BUI0OUTOPWHI

+
BUWOLNETHOAdU ]

U01122824
D10} §SO0.15)
MIFOXALIO BUTTIosad
BBHIIB1O],

Asdorg
BUOLIOU]

quin21ovaaq
‘T™yInaL ‘Asdog
OQBWAEUTIREQQ
TITNAL
‘BUOLIONg
P1U0]020U1d]
‘Adp.aayjo1po.
mWSTSgonar
‘BuLRdAL BRAOhAL
BRHALBIO[[

Adv.aayjo1po.a
[p20] ‘dsdorg
BuedaL
BRIOhAIr BEHIIBNOIr
‘BUOLIONq

ddp.aayy
puv L128.4ng
BHIRdOL H
uniredanQ

pupj3 proidy]
BEJK BEHIUEOLUT]]

uo18a.4 |D12LIDT
9LOBI'QO BEHHOWQL

(uoisa
[011d1220-012140d 1J2]
‘suot3ai |ppuoLf pup
[p10duidp-0ja1i0d
JY3L1) d21pUl DN
(41981rQ0 BEHhOLI9LEE
-OHHOWOL BedoIr
‘MLOBIIQO BBHQOL U
BBHhOOME-OHHOWAL
J19gedIr) eXhorogo
BedOIEON Berdod]

wolSuIvLg
BIEON
OJIOHLOLOI Ir0d.L))

aIsUIDAq
+ 402 [pu1ds [p214.43)
BIEON
OIOHHOI0I 091
+ BIEOW OJOHHMIIO
IfOTL0 YIIHUAT]

wolSuIvLg
BICON
OJOHHLOLOI Irod.L)

uoyv2yDIOT
BUIREULBIO][

DUIOUILIDD
proadyy divjjrdvg
19€913 OHTUEOLUII
sted yiI9HABIULTR] |

[ 2pv43 ‘vuior3uruaus
[DIjaY103 U
| MULOOHHOELOhENOLE
9HOLIALY
‘BWOUIHUHOW
BRHIIBUIOLOTHUHIA

S1S0]DUI04q1f
addj-prouisaq
corewodoud
VIIHTMOWOQYT

vuions
apv43 Y3ty asnffiq
€0.1 seHeADPUTY

vuions
ap.3 ys1y asnffiq
€04 1 seHEADPUTT

vuions
opv.43 Y3y asnffiq
€04.1 BeHeADDHTY

ASojorsiy
ML
HIDIOIhUIOLOLIU |

S ‘douiny
pu0das oy aulf
1910 ‘UIr0XALIO

unodora
or BWadg

v'€T

veT

T'se

veT

veT

13

814

49 ‘asop
uoyvIPY.LLL
[vurdsorun.a))
d1 ‘0D eeolr

seipns [euibli0 [/ BMHRE0WALIIMN dIqHALeHUIMdQ

LINM

VN

LINM

VN

HHS

dno43qns
ADINI3]0p
enuAdiron
BBNOJhULIHAI
-OHABI'AMAIOTA]

a|puid,
MIIOHO

IV
HOMOXAIN

PN
HOMIXAIN

1PN
HOMOXAIN

IV
HOMOXAIA

aIpUd
HIDIOHOY

savad ‘Adp.aayjoipo.a

40 14p38 2Y) 1D 25
Mol ¢ unnedaL
HO99hAIl BI'BhBH

LHOWOW BH Ldedeog

9N

SN

N

€N

N

TN

Juayng
LHOUMR[|

SA0UIN] PAINPUI-UOUDIPD YJIM SjUd1IDd 40f UoyDULIOfUl [D21U1D A2Y *T J]qRL

nWBroXAuo nWiIaHHD9OdNnApHnonppd > WouHaINNDU OU BNNDWAODHN BDNIGhNHNYN EDHIOHI() *7 RIHILQR],



OpuruHanbHble uccneposanua // Original studies

@ POCCUIACKNIA XXYPHAT

POAOr [ETCKOW FEMATOSNOMAV u OHKONOTWW // Russian Journal of Pediatric Hematology and Oncology

Oo0cyxnenue

JlyueBast Tepamusi, ocTaBasich KpaifHe BaKHBIM 3Jic-
MeHTOM JieueHuss MbB, mpencraBisier coOoii oguH U3
HamboJilee arpeCCUBHBIX U TOKCHUIHBIX METOIOB B ICT-
CKOIf OHKOJIOTMH. TeM He MeHee OTKa3 OT e¢ IpUMeHe-
HUS y manueHToB ¢ MB rpynmsl craHmapTHOTO pucKa
HEBO3MOXKEH: TOMBITKa UCKIounTh KCO y manmeHToB
¢ Haumbosee OJIATONIPUATHON MOJICKYISIPHON TOATPYII-
moii WNT compoBoxXnanachk HEIMPHEMICMBIM POCTOM
YHClIa PeIUANBOB U IIpHUBejia K JOCPOYHOMY 3aKPHITHIO
ucciaenosanus [17]. IIpu 3TOM mporHo3 mpu peuuanuBe
MB ocraetca kpaliHe HeOmarornpusaTHbeIM [18], B cBI3U
C YeM JTIIOOBIe CTPATeTUM Je3CKaTAIlU TePAITM JOJIKHBI
OCHOBBIBATbCS MCKIIOUUTEILHO Ha HAIeXKHBIX ITPOTHO-
CTUYECKNX KPUTCPHUAX U Pe3yabraTax IIPOCIICKTUBHBIX
uccaegOoBaHUIM.

KorautusHbIe HapyIIeHUs, CBI3aHHBIC C Tepamueit
MBb, ocraloTcd KIMHUYECKU 3HAUYMMOI IPOOJIeMOIA.
Benymum dakTopom ux popmupoBanus seistercss KCO
[2, 19]. B Hamem mcciaenoBaHUM CTAaTUCTUICCKU 3HAUM -
MO€ YXYAIIeHHe OBbLIO OTMEUYCHO B JOMECHAX <«ITaMSITh»
M «CITOCOOHOCTH K OOY4YEHUIO», YTO COIJIACYETCSI C JaH-
HBIMU, YKa3bIBAIOIIMMHM Ha TIPEUMYIIECTBCHHOE CHH-
XeHue IMaMsITU, CKOPOCTU o0paboTKu MHMOpMaLU
u BHUMaHWM [2, 7, 20, 21]. HecMoTpsI Ha yCTaHOBICHHYIO
T0303aBUCHUMOCTh, 3HAYNMbIe KOTHUTUBHBIC HApYIICHUS
HAOJMIOMAIOTCS W TIpW MPUMEHEHUM CTAaHOAPTHOM TO3BI
KCO (23,4 Ip) [20, 22]. AHamornyHple HAOIIOXCHUS
JMIEMOHCTPHUPYIOT BBIPAKCHHOE BIUSHNEC KOTHUTHUBHBIX
HapylIeHNT Ha CIIOCOOHOCTh K OOYUYEHUIO M KauyeCTBO
KW3HU TTanueHToB [20, 21].

[Tpu ananM3e KOTHUTUBHBIX HAPYIIICHWH Y TTAIITNEHTOB
¢ Mb BaxkHO y4uTbIBaTb UX MHOTO(aKTOPHYIO MPUPO-
my. B psme ciydaeB M3MEHEHUSI BBICIIMX IICUXMYECKIX
(YHKIIUIA BBISIBIISTIOTCS €IIIe 0 Hadajia JIydeBOM Tepariiu,
YTO OTpakaeT BIMSHUE CaMOM OITyXOJIM, THApoIledannu
W TIEPEHECEHHOTO HEeMPOXMPYPTUUECKOTO BMEIIATEIhb-
ctBa [19]. Panee OBLIO TTOKA3aHO, YTO XUPYPIUS B 00Ia-
CTH 3aTHEeH YepelmHOU IMKH, OCJIOXKHEHHAsI, B YaCTHOCTH,
CHUHIPOMOM MO3KEUYKOBOTO MYTH3Ma, aCCOLIMUPYETCS
C BBIpAXKCHHBIMU ¥ CTOMKNUMH HAPYIICHUSIMU KOTHUTHB-
HBIX (OYHKUWI, TOBEACHUS W TPYTHOCTSIMU adaIlTalliid
[23]. HomosHUTENbHBIM (AKTOPOM pHUCKA BBICTYIIAa-
0T HeWpOoaHATOMUYECKUE OCOOCHHOCTH ITOPaXKCHMS
MO3XeUKa, YTO TIOATBEPXKIACTCS MCCICIOBAHUSIMM,
BBISIBUBIINMU aCCOIMAILINY MO3KEUKOBBIX TTOBPEXKICHUIA
C HapyIIeHUSIMA BHUMAHUS, TaMSITU 1 MCTIOJTHUTETbHBIX
dyHkumii [2, 24, 25].

[TomygyeHHBIC TaHHBIC TOTYCPKUBAIOT HEOOXOIUMOCTh
CTaHIAPTU3MPOBAHHOTO HEHPOIICHXOJIOTMIECKOTO MOHH -
TOPMHTA C WCIIOJIb30BAaHMEM BaJIMIMPOBAHHBIX IITKAII,
MIPOBEJICHUST 00CIIe0BaHNI B (DMKCUPOBAaHHBIC BPEMEH-
HBbIe MHTEPBAJIBI U BKIIIOUCHUS MMAIIMEHTOB B IIPOTPaAMMBI
ncuxoyiorndeckoit peadbwnuramuu [2, 20]. ITmrotHbIE
WUCCIIEIOBAHUS JIEeMOHCTPUPYIOT 3(PDEKTUBHOCTh HeEii-
POIICHXOJIOTMIECKIX MHTEPBEHIINI B OTHOIIICHUH TTaMsI-
TH, BHUMaHMSI, 3pUTEIbHO-IIPOCTPAHCTBEHHBIX (DYHKITUIA
1 MOTOpUKH [26]. B HalleM ucciegoBaHUM YXYAILIEHUE
B IIEPBYIO OUYepeab 3aTParuBaIo aMsITh 1 YIeOHbIC HaBbI-
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KM, 9TO TTO3BOJISIET paccMaTpPUBaTh MMEHHO 3TU Chepsl
KOTHUTHBHOTO (DYHKIIMOHMPOBAHUSI KaK Haubojee ys3-
BUMBIC U TPEOYIOIINE TIPUIICITHHOTO HAOMIONCHNUS 1 TTOI-
TEPXKKHA.

DHIOOKPWHHBIC HApPYIIEHUS OTHOCITCA K OIXHUM
W3 CaMBIX YaCTBIX OTHAJCHHBIX ITOCICACTBUU TepaItvu
y manneHToB ¢ MbB Ipynmbel cTaHAZApTHOTO PUCKa, IIPHU
3TOM Hepenko (GOpPMUPYETCS COUYCTAaHHOE ITOpaXeHHe
HECKOJIBKMX OCEeil TUTIOTaIaMO-TUITOMDU3apHOI CUCTEMBI.
B Hamreit Koropre HandoJIee YaCTO BHISIBIISUTUCH Te(OUITAT
CTT m rumotmpeo3, Torma KaK HapYIICHHS IT0JIOBOTO
pPa3BUTHS U TUITOKOPTHUIIN3M BCTpedaInch pexe. Cxoxue
pe3yJIBTaThl OBUIM IIPOAEMOHCTPUPOBAHBI B KPYITHBIX
MEXIYHapOIHBIX NCCIICIOBAHMUSIX: COMATOTPOITHAS HEIO-
CTaTOYHOCTH TTocie JiedeHus MbB oTrmedeHa mpuMmepHO
y 70—80 % naLreHTOB, TUIIOTUPEO3 — ITOYTH Y ITOJIOBUHBI,
a TMIOTroHAnIu3M — y Tpetu [6, 9, 27]. Fraser et al. (2022)
TaK:Ke IMTOATBEPXKIAIOT, UTO JaKe IIPY COBPEMEHHBIX METO-
Iax pamroTepanmy PUCK TUIOMU3apHO HEAOCTaTOUHO-
CTH OCTAaeTCSI BBICOKHMM, IIPY 3TOM HanboJjee ySI3BUMBIMU
OKa3bIBAIOTCSI COMATOTPOITHASI U TUpeouaHas ocu [11].

Haubompmmm (pakTopoM prucKa pa3BUTHS SHIOKPUH-
HBIX ocnoxHeHmnit octaetcs KCO. Xotsg B imTeparype
OITCaH J0303aBUCUMBIN XapaKTep SHIOKPUHHEIX Hapy-
IIeHWA, B HAIllEM MCCJICIOBAaHUM BBISIBICHBI MHEBIE OCO-
OCHHOCTH TWHAMWKU: TIpu o3¢ 35,2 Ip comarorpomHas
HEIOCTaTOYHOCTD, TUIIOTHPEO3 W HApPYIICHUS TTOJIOBOTO
pa3BUTHS BO3HMKAIM CTAaTUCTUYECKMA 3HAYMMO PaHBbIIIE,
yeM mpu 1o3e 23,4 [p, omHaKO UX KyMYJIITUBHAS YaCcTOTa
B JIOJITOCPOYHOM MIEPCITEKTUBE OKa3alach COITOCTaBUMOIA.
TakuMm oOpa3zom, HaIIM HAOIIOAEHUS TIOATBEPKIAIOT, UTO
SHIOKPUHHAS TNCOYHKIINS pa3BUBACTCS Y OOIBITMHCTBA
nanueHToB ¢ Mb maxke mpu MCIIONIb30BaHUM CTaHIAPT-
Hoit 10361 KCO (23,4 Ip), KoTopast uICTOPUIECKHU paccMa-
TpUBaJach KaK BapHaHT Ie3CKalalluy Tepanuu. B psme
WCCIIeIOBAaHUI TakKe IMOKa3aHO, YTO MIIANIINKA BO3pacT
Ha MOMEHT Tepaliy MOBBIIIACT PUCK SHIOKPUHHBIX pac-
CTPOIICTB, OMHAKO B HAIIIEH KOTOPTE 3Ta 3aKOHOMEPHOCTD
He TToATBepAuiach [28].

HecMoTrpst Ha TO, YTO SHAOKPWHHAS TUCHYHKIIUS
SIBIIICTCS TIPEICKa3yeMbIM M XOPOIIO OIMCAaHHBIM
ocJIoXXHeHneM Teparnuu MbB, B Halreit Koropte HEpeIKoO
OTMEYAJINCh €€ TUIIOANATHOCTHKA W 3HAYMMasl 3aJepKKa
B IIOCTaHOBKeE IMarHo3a. Tak, Mpu3HaKu COMATOTPOITHOM
HEIO0CTATOYHOCTU PETUCTPUPOBAIUCH IpuMepHo y 70 %
MaIlMeHTOB, OMHAKO JMArHO3 OBUT TIOATBEPKICH CTHUMY-
JISIITMOHHBIMY TIPOOaMU MeHee YeM B TIOJIOBUHE CTyJacB,
a 3aMeCTUTeNIbHAS Tepalysl TOPMOHOM pOCTa OblIa MHU-
MHUpOBaHa JIMIIb B TpeTH ciaydaeB. [Ipy sToM MemmaHa
BPEMEHM OT TOSBICHUS KIMHUYCCKUX IIPU3HAKOB MO
TIOATBEPXKICHUS MHAarHO3a COCTaBWJIa OKoio 1,5 roma.
VY psima ManmMeHTOB OTCYTCTBOBAIU MCXOMHBIC PE3YIbTAThI
SHIOKPUHOJIOTUICCKOTO CKPMHMHTA, YTO TaKKe 3aTPyI-
HSIJTO OLIEHKY IMHAMUKU. DTH pe3yIbTaThl IIOTIePKUBAIOT
HEOOXOIMMOCTh CHCTEeMATHICCKOTO SHIOKPUHOIOTHUYC-
CKOTO KOHTPOJISI B paMKaX JOJITOCPOYHOTO HAOIIOMCHUS.
Mexnynaponasie pexkomeHmaimu (PanCare, IGHG,
COQG) yka3pIBalOT Ha BaXXHOCTb PETrYISIPHOM OLIEHKU
TUTIOTAJIaMO-TUIIO(MU3APHBIX U TTepuhepUIeCKUX SHIO0-
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KPUHHBIX OCEil, HauMHasl ¢ TIEPBOIo roja MocJjie 3aBeplie-
Hus Tepanuu [10, 29]. Hamu naHHbBIe yKa3bIBalOT Ha TO,
YTO 3a7ep>KKa TMarHOCTMKHU SHIOKPUHHBIX OCJIOKHEHUM
0CTaeTcsl cepbe3HOoil MpobaeMoii. CBoeBpeMEHHOE BBISIB-
JICHHE€ COMAaTOTPOITHOM HEIOCTAaTOYHOCTH, TMIIOTHUPEO3a
1 HapylIeHU MOJOBOM (DYHKIIMU SIBJISIETCS HEOOXOIM-
MBIM YCJIOBHEM Jisd (DOPMMPOBAHMSI MHAMBUIYaJTIbHBIX
MMPOrpaMM 3aMECTUTEIbHON Teparuu, 00eCIeurnBaOIINX
ee 0e30macHOCTh U 3(PMOEKTUBHOCTL U CITOCOOCTBYIOIINX
VIYYIIEHUIO KaueCTBa XXU3HU MallUEHTOB.

CBoeBpeMeHHas 3aMeCTUTEIbHAS TepaIiisi TOPMOHOM
pocTa SBJISIETCS BaXXHBIM 2JIEMEHTOM pPeaOMIMTAIIKN
MMaIleHTOB C COMATOTPOITHOM HEAOCTaTOYHOCThI0. PaHee
BBICKA3bIBAJIMCh OITACEHUS OTHOCUTEJIBHO €€ ITOTeH-
LIMAJIbHOM OHKOJIOTMYECKOM He0e30MacHOCTH, OZHAKO
KOHceHcycHas paboTta Boguszewski et al. mmokasana, 4To
MMpUMEHEeHNE PeKOMOMHAHTHOIO TOPMOHA POCTa Y Iall-
E€HTOB HE CBSI3aHO C IIOBBIIICHHBIM PUCKOM pEIUOMBA,
BTOPUYHBIX HEOIUIa3Wii MJIM CMEPTHOCTU OT paka [12].
HasznaueHue tepanuu npu BepuULIMPOBAHHOM Jehu-
IIUTE TOPMOHA POCTa MOXET paccMaTpUBAThCs CITYCTS
1 rom mocie 3aBeplieHUs JeYeHUS OHKOJOTMYECKOTO
3aboneBaHus. Y JeTeil, MepeXUBIINX OHKOJIOTMYECKOe
3a00JIeBaHE€ B paHHEM BO3pacTe, C XPOHUYECKUM CTa-
TycOM cTabumimu3auuu 3a0ojieBaHUsS 11eJIeCO00pPa3HOCTh
JICYEHUSI TOPMOHOM POCTa M CPOKU €ro Havaya JOJIKHBI
OBITH 00CYKAEHBI ¢ OHKOJIoroMm [30].

OTOTOKCUYHOCTDb TaKXkKe SBJISIETCS OMHMM M3 Hambo-
Jiee 3HAYMMBIX OCJIOXHeHU# Tepanuu MB, cymiecTBeH-
HO BIMSISI Ha KaueCTBO XKU3HM, KOTHUTUBHOE pPa3BUTHE
u obyuyeHue. Kak mokazaHo B MHOTOUYMCJICHHBIX HCCIIe-
JIOBaHUSIX, €€ PUCK OMpenessieTcsl B IepBYIO OYepelb
KyMYJISITUBHOM 10301 LIMCIUIaTUHA, Toraa Kak poab KCO
OCTaeTCsI BTOPUYHOM 1 CBsI3aHa INTaBHBIM 00Pa30M C 1030-
BOI Harpy3Koii Ha CTpPYKTypbl BHyTpeHHero yxa. B Haeit
KOTOpTe YacToTa KIMHUYECKM 3HAUMMOIM TYTOYXOCTHU
okaszajach Huxe, dyeM B wucciaegoBanuu HIT-SIOP-
PNET4, roe tskenasa 1morteps ciyxa perMcTpupoBaiach
MPUMEPHO y TpeTH nauueHToB [31]. Paznuuust, BeposTHo,
B OOJIBIIICH CTEMEHM CBSI3aHBI ¢ OCOOCHHOCTSIMU ayIro-
JIOTUYECKOIT0 MOHUTOPHMHIA B PEAJbHOU KIMHUYECKOU
MPaKTUKe, KOTOPBI HEPEAKO MPOBOAUTCS HEPETYISIPHO
M HE OXBaThIBaeT BCEX MALIMEHTOB, YTO ITOAYEPKUBACT
HEoOXOAMMOCTD €r0 CTaHAAPTU3AIIUH.

INepcnieKTUBHBIM ~ HampaBlieHUEM  TTPOPUIAKTUKUA
OTOTOKCMYHOCTH OCTalOTCs (papMaKOJIOTHYeCKUe METO-
Dbl B paHAOMU3MpOBaHHOM ucciegoBanuu COG HaTpus
THOCY/IbGhAT IMOYTHM BIBOE CHIKAA YacTOTy IIMCILIA-
TUH-UHAYLIUPOBaHHOM TyroyxocTu [32]. Takum o0paszom,
BBICOKAsI YacTOTa M KJIMHUYECKas 3HAYMMOCTh OTOTOK-
CUYHOCTHU TPEeOYIOT CTaHAAPTU3AIMU ayIuOJIOTMYeCKOTo
MOHUTOPHMHIA, OINTUMHU3ALIMU JO30BBIX HArpy30K Ha
CTPYKTYPBI BHYTPEHHETO yXa M BHEApPeHUs (hapMaKkoo-
TUYECKUX METOMIOB ITPODUIAKTUKY.

CKoJIMO3 SIBJISIETCS YACThIM ITO3IHUM OCJIOXHEHHEM
Tepanuu MbB, dopMmupylommmMcsa Crycts roabl Mocie
3aBepuieHus JieueHus. B mccnaenosanum Paulino et al.
15-nmeTHsSII KyMyJIsITUBHAsl 4acTOTa Pa3BUTHUS CKOJIMO3a
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npocturana ~35 %, ¢ HauboabLKM pruckoM rpu 1o3e KCO
> 34 Ip ¥ y malMeHTOB ¢ HEBPOJIOTUUECKUM AePUIIUTOM
[33]. B nameit koropre 4acTtoTa JAMArHOCTUKM CKOJIM-
03a oKaszajach elle BbIIIe, OJHAKO JMArHO3 CTaBUJICS
KJIMHUYECKU, 03 CHUCTEeMaTUYeCKOro OpPTOIEANYECKOTO
HaOJMIONEHUsST M HWHCTPYMEHTAJbHOTO TOATBEPKICHUS.
DTO MOXET MPUBOIUTH KaK K HEIOOILIEHKE JIETKUX (hopM
nedopmannu, Tak U K TUIIEPANarHOCTUKE, YTO CHIDKAET
3 OEKTUBHOCTL peadbuIUTALNM, TTOCKOILKY BbIOOp TaK-
TUKU TpeOyeT OOBbEKTUBHOM OLIEHKM CTEINeHM nedopma-
1IMY TI03BOHOYHMKA.

CKoMo3 SBISIETCS  MYJIBTU(MAKTOPHBIM  OCJIOKHE-
HUEM: €T0 pa3BUTHE CBS3aHO HE TOJBKO C HapylIeHU-
€M pocTa TeJl MO3BOHKOB BCJIEACTBHE OOJYyYEHUSI, HO
U C HEBPOJOTUYECKUM He(PUIIMTOM, MBIIIEYHON C1abo-
CTBIO U JUIMTEIBbHO MMMOOUIM3ameii. B Halleit koropre
y TIallMeHTOB MJIAMAIIEro Bo3pacTa aedopmalusi MaHU-
(becTupoBanga 3HAUUTEIBHO IIO3XKE, UYTO ITOMYEPKUBACT
HEOOXOAMMOCTh IJIUTEILHOTO MOHMTOPMHIA JaHHOTO
ocnoxHeHus1. CoBpeMeHHBIE TaHHbIC YKa3bIBAalOT Ha TO,
yTto nporoHHoe KCO ¢ mansimm Bo3AeiicTBUEM Ha Teja
Mo3BOHKOB (vertebral-body-sparing) cmocobHa CHUXaTb
puck pasputus aedopmanuu [34]. BkiaoueHue oprormne-
IUYECKOr0 MOHUTOPHMHTA B TOJTOCPOYHBIC MPOrpaMMBbl
HaOJII0IeHNsI 3a BBLKUBIIUMU NeThbMU ¢ Mb cooTBeTCTBYET
MexnyHaponHbIM pekoMeHnanusMm (PanCareFollowUp)
U TI03BOJISIET CBOEBPEMEHHO BBISBISATH MALIMEHTOB, HYX-
JAIOIIUXCS B peaOUINTAIIMOHHBIX U XUPYPTUIECKUX BME-
111aTeJIbCTBAX.

ITomumo HamboJIee N3YyYeHHBIX KOTHUTUBHBIX, SHI0-
KPUHHBIX Y CEHCOPHBIX HapYIIEHUI Y YaCcTU MallieHTOB
OTMEYAIOTCA MeHee crenuduyeckie, HO KIMHUYECKU
3HaYMMbIC OCJIOXHEHHUs. B Hameil Koropre Ipu3HaKU
HYTPUTUBHON HENOCTAaTOYHOCTU COXPAHSIMCh Y TPETH
MaleHTOB Ha MOMEHT ITOCJICIHEro HaOMIOACHMS, a CUM-
NTOMBI TOJUHEUPONaTUU — Y YETBEPTU. DTU JaHHBIC
COIJIaCylOTCSl C JUTepaTypoil, TIe IOMYepPKUBAIOTCS
OBICTpOE YXYOIIIEHHEe HYTPUTHUBHOIO CTaTyca BO BpPEMS
TepalMu U CTOMKOCTb CEHCOMOTOPHBIX HapYIIECHU,
aCCOLIMMPOBAHHBIX C IMCIUIATUHOM U BUHKPUCTUHOM
[35]. B enHUUYHBIX caydasx ObLIM BBISIBJICHBI KaTapakTa
M JIETOYHBIN (prOpO3, YTO MOATBEPKIAET HEOOXOIUMOCTD
IUTUTEILHOTO U KOMIUIEKCHOTO HaOIIOACHUS 3a TallMeH-
Tamu nocye JedeHuss M b, Bkiioyaroiiero MOHUTOPUHT He
TOJILKO HamboJiee pachpocTpaHeHHBIX (P(EeKTOB Tepa-
MUY, HO M OPraHOB U TKaHEH, MOTEHIIUaJbHO MOABEP-
JKEHHBIX pPaadallMOHHOMY U XHUMMOTEPAIeBTUICCKOMY
TOBPEXKICHUIO.

XOTs1 BTOPUYHBIE OMYXOJM Pa3BUBAIOTCS Yy OTHOCH-
TEJIbHO HEOOJIBIION J0JIM MalUeHTOB (00bIYHO Yy 3—6 %
B TeyeHue 10 JjeT), UMEHHO OHM MPEACTaBJISIOT cO00it
HauboJiee Cepbe3HOE OTHAICHHOE OCIOXHEHUE Teparuu
MB [5, 36]. B Haieit Koropre MX 4acToTa OKa3ajlach
COIOCTAaBUMOI C OIYOJMKOBAaHHBIMU JaHHBIMU, IIpU
aToM Tipeobnamanu onyxonu IITHC, Bkmiouass pannouH-
nyuupoBaHHble auddy3Hbie 'BC3, menuaHa BbIKMBa-
€MOCTHU MPU KOTOPBIX BO BCEX CEPUSIX OIMyOJMKOBAHHBIX
HaOMIOAeHWT He TmpeBbiliaer 1 rox. IepMuHanIbHBIE
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MyTaLMU, aCCOLMUPOBAHHBIE C CUHAPOMAMMU IIPEIPacIio-
JIOXKEHHOCTH K OITyXOJIEBBIM 3a00JIeBaHMSAM (CUHAPOMBI
Topauna, JIn—®PpaymeHun, ceMeiHOINo aJeHOMAaTo3-
HOro IOJIMIIO03a), Yy HALIMX IAlMEHTOB HE BBISIBJICHBI,
YTO IIO3BOJISIET PACCMATPUBATh 3TU CIy4yau KaK paauo-
MHIYLIMPOBaHHbIe. Bce BbIllle U3JI0OXKEHHOE IMOAYEPKU-
BaeT HEOOXOAMMOCTb UIMTEIBLHOTO OHKOJIOTMYECKOTO
HaOIIOACHMS, BKJIIOYAIOIIET0 B 00513aTeJIbHOM ITOPSIIKE
peryyisipHoe IpoBeeHe MAarHUTHO-PE30HAHCHOI TOMO-
rpacduu LIHC 1 CKpUHUHT IIUTOBUIHOM KeIe3bl.

3akioyenue

XumuomaydeBas Teparnusl nanydeHToB ¢ Mb rpymmsr
CTAaHAAPTHOIO PHCKa HEU30EXHO COMNPOBOXIACTCS pa3-
BUTUEM CIIEKTpa OTHAJIEHHBIX OCIOXHEHUI, BKIIOYAIO-
IIUX KOTHUTUBHBIE, SHIOKPUHHBIC, OTOTOKCHUYECKUE,
OpTONEANYECKUE W ApYyrue HapylueHus. bosbliMHCTBO
STUX COCTOSIHUI, HECMOTPsI Ha MX BBIPaKEHHOCTb, MOI'YT
OBITh CBOEBPEMEHHO BBISIBIEHBI U 3((HEKTUBHO KOHTPO-
JINPOBATBCSI, YTO IIO3BOJIAET IIPEAOTBPATUTh 3HAYMMOE
CHIDKEHME KayeCTBa XU3HU MallueHTOB.
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OCHOBHBIMU LieaaMu Tepanuu MbB momxHbI ocTa-
BaTbCsS JOCTUKEHME W3JIEUCHUSI M IIPeIOTBpaIleHUE
penuauBa 3a00jieBaHMSI, KOTOPBIM B OOJBIINHCTBE
cliyyaeB uMeeT dartanbHoe TeueHue. HeompaBmaHHas
JIedCcKajalus JeUeHUsI, He TOAKpPeIIeHHas HaaeXKHbI-
MU TIPOTHOCTUYECKMMHM MapKepaMu M pe3yJabTaTaMHu
MPOCIIEKTUBHBIX UCCIEIOBAaHUM, HETOMYCTUMA U MOXKET
MPUBECTU K YXYAIICHUIO pPe3yabTaToB JeueHus. [lpu
9TOM BHEApPEHWE CUCTEeMAaTUYECKOT0 MOHUTOPUHTA
MO3IHUX OCJOXHEHUI Tepanuu, UCIIOJb30BaHUE COBPE-
MEHHBIX TeXHOJOTUI CHUXKEHMS TOKCUYHOCTH (BKJIIOYAsT
YCOBEPIIIEHCTBOBAaHHbBIE METOIbI paguoTepanuu u ¢ap-
MAaKOITPOTEKIINIO), a TAKXKE pa3BUTHE MPOrpaMM MeEIu-
LIMHCKOM 1 TICUXOJIOTUYECKON peabuInTaluy CIIOCOOHBI
CYIIIECTBEHHO IOBBICUTb KAYeCTBO KM3HU BBIKMBIIMX
MalMeHTOB.

Takum o0Opa3om, mpoduIakKTUKA TO3IHUX TOKCHU-
yeckux 3(P@EKTOB, CBOEBPEMEHHOE M JOJTOCPOYHOE
HaOJoMeHne, a TakXke KOPPEKUMS YTPaueHHBIX WIN
neduimTapHbIX QYHKIIMN TOKHBI pacCMaTPpUBAThCS KaK
HeoTbeMJIeMasl YacTh BelieHUs MaiieHToB ¢ Mb.
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CoBpeMeHHble NOAXOAbI K NIeYeHUI0 -TanacceMun: oT nepenuBaHus
KpOBU 10 FreHHON Tepanuu

E.H. Jloarymmna, O.C. Konrepa, A.W. I1lakuposa, K.B. Jlenuk, T.A. beikoa, JI.C. 3ybaposckas, A.Jl. Kynarun

Hayuno-uccredosamenvckuii uHcmumym 0emcKol OHK0.102Ul, eemamonoeuu u mpancnianmonoeuu umeru P.M. Topbauesoii
DIHOY BO «Ilepsviii Cankm-Ilemepbypeckuil 2ocydapcmeerblii MeOuuuHckuil yuueepcumem umenu axademuxa M. I1. [lasrosa»
Mumnzdpasa Poccuu; Poccus, 197022, Cankm-Ilemep6ype, ya. JIvga Toacmoeo, 6—8

Konrakrhbie gannbie: Examepuna Hukonaesna Joneywuna dr.dolgushinaen @gmail.com

bema-manaccemua — HacaedcmeenHoe 3aboneeanue, 00YCA08AeHHOe NAMOEHHbIMU 6apuanmamu 6 eewe HBB, xomopwie eedym
K HapyuwieHuio cunmesa [3-ueneii en00uHa, npugooawemy K Hed(ppheKmuerHomy 3pumponoasy, pa3gumurto MUKPOUUMApHOU eUnoXpOMHOU
aHemMuu U KOMNAEKCY CUCMEMHbIX OCAOJNCHeHull. B cmamove paccmompensl coépemeHHble cmpameeuu mepanuu 3moe0 COCHOAHUA.
Adexsamuas eemompancy3uonHas nododepicKa 6 coOHemanuy ¢ peeyaspHoll XeaamopHoil mepanueil mpaouyUuoHHO 0CMAemcs: OCHOBOU
cmandapmuoeo aevenus. B cospemennoii npakmuke maxdce npumeHAOmcs opyeue memoovl KOHCepEamueHol mepanuu, Hanpumep,
HanpaeneHHvle HA UHOYKYUK (DemansHo20 2emMo2i00UuHa, CMUMYAAYUID 3PUMpon0d3a u opyeue 36eHba namoeeHe3d. AnioceHHas
MPAHCHAGHMAUUA 2eMONOIMUYECKUX CME0A0BbIX KAEMOK 00 HedagHeeo 6peMeHU A6AAAACh eOUHCMEEHHbIM MemoooM, CHOCOOHbIM
obecneuums noaHoe uznedenue f-manaccemuu, 0OHAKO ee NPpUMeHeHUe 02PAHUHeHO 00CHYRHOCMbIO NOAHOCIbIO COBMECIUMO20 0OHOPA
U puckamu mpaHcnAGHMAYUOHHbIX OCAOICHEHUIl, 8 MOM HUCAe GbICOKUN PUCK HENPUICUBAEHUA MPAHCNAAHMAMA NPU OAHHOU NAMOA0UU,
PeaKyuu «mpaHcnaaHmam npomue xo3aura». Paseumue eennoil mepanuu, HanpaéaenHoll Ha 60cCMAHO6AEHUe CUHME3A [-eN00UHa Ul
UHOYKYUI dKCnpeccuu (HemanvHoeo 2emMo2n00uHa, OmKpblaem nepcneKmussl QYHKUUOHANbHO20 u3neveHus 0e3 Heobxodumocmu
BbINONHEHUA ANN02EHHOU MPAHCHAGHMAYUU 2eMONOIMUHMECKUX CIBON0BbIX KAEMOK, YMO npeodosesaem MHo2Ue ee 02PaHUHeHUsl, 8 MoM
yucae omeymemeue OnMUMAanbHo20 00HOPA, PeaKyuu <MpaHCAGHMAm NPOMUE X03AUHA» U OmmopiceHue mpancnianmama. B o63ope
npeocmasneHn aHanu3 Cyuecmeyiouux Memooog AeHeHus, Ux 0epaHueruil U 603MONCHOCIeEN KAUHUHECK020 NPUMEHeHUs 2eHHOU mepanuu
npu f-manaccemuu.
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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 Paviov 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 -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 [-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 [i-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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Beenenue

Bera-tamaccemuss — 3TO TeMOIJIOOMHOIATHUS Yalle
BCEro C ayTOCOMHO-PELIECCUBHBIM TUIIOM HAaCJIeIOBaHMS,
00ycJIOBJIeHHAs1 TAaTOTeHHbIMU BapuaHTamu reHa HBB.
TpanuiimoHHo B-Tanaccemusi Obuia Oosiee paclpocTpaHeHa
B Adpuke, Muauu, CpeauzemHomopbe, FOro-BocrouHoit
Asuu 1 Ha bavxHem Bocroke. OgHako M3-3a MUTpaluy
0oJIe3Hb BCTpeuyaeTcss M B APYIMX PErvMoHax, BKItovast
Espornty u Poccuiickyio @eneparuio (PD) [1]. Bo Bcem
mupe okousio 1,5 % miozeii SIBJISIIOTCSI HOCUTEISIMUA MyTa-
LM, acCOLMUPOBAHHBIX C P-Tajgaccemueil. B cTpanax,
rpaHnvaimx ¢ PO wim pacnoiokeHHbIX reorpapuiyecku
0JIU3KO, PacIpOCTPaHEHHOCTh HOCHUTEIbCTBA MYTAIlWi,
aCCOLIMMPOBAaHHBIX C TajlacCeMUel, TakKe 3HAYUTEIbHO
BapbupyeT. Tak, B A3ep0OaiikaHe oHa coctasisieT 4—5 %,
B Apmennn — 2 %, B Ipysun — 3 %. HanmoHanbHbIN
PETruCTp, OTpaXalIluii WMCTUHHOE YUCIO TallMeHTOB
¢ B-tanaccemueii B PO, orcyrcryet. Exxeronto B P® opu-
EHTUPOBOYHO poxpaatoTcs 30 meTeil ¢ Tsokenoit hopmoit
B-tamaccemuu, sta Mdpa HanboJiee YacTo YIIOMUHAETCS
CIieMaIucTaMu, TPy 3TOM, UCXOMsT U3 MaHHBIX BeceMup-
HOI opraHuszanuu 3apaBooxpaHeHus: (BO3) o Bcrpeuae-

MocTH B-tasaccemuu B EBporie, pacueTHOe 4KMC/I0 HOBO-
POXIEHHBIX C TsDKelIbIMU opmamu 3abosneBanusi B PO
MOXeT cocTaBidTh oKojo 200 ciyyaeB B rof [2]. Takke
CYIIECTBYIOT MPUMEPHBIE pacyeThl, yKa3blBalollye Ha To,
yro 10 1 % HaceleHUsT MOTYT UMETh Pa3InuHbie (POPMBI
Tajaccemuu [3].

B HOpMe B xozie BHYTpMYTPOOHOTO pa3BUTHsI, B TIEpH-
on ¢ 12-i1 mo 24-10 Henemo, MPakKTUYECKU BECh reMOIJIo-
oun (Hb) mnoma mpencrasBieH ¢etanbHbiM Hb (HDF),
0eJIKOBast YaCTb KOTOPOTO COCTOUT M3 2 TIOJUTIENITUIHBIX
a-ueneit u 2 y-uenei roobuHa (02y2). IMocae poxneHust
HbF 3amemiaercas Ha Hb B3pocioro uyenoseka (HbA)
U K 6-My Mecsiy cocTtapisieT MeHee 2—3 % oT obliero
koanyectBa Hb [4]. benkosas yactb HbA mpencrabisieT
c000i1 TeTpaMEpPHYIO MOJIEKYJTY, COCTOSIIYIO U3 2 o-LeTeid
u 2 B-ueneit rmodbuHa (a2B2). Myrauuu B reHe HBB tipu-
BOJAST K TIOJTHOMY OTCYTCTBHMIO WJIM CHIXKEHUIO CHHTE3a
B-ueneii. B pe3ynbrate U30BITOK HECMAPEHHbBIX O-LIETEH,
a TakXe HepacTBOPUMBIX T'€MHUXPOMOB B 3PUTPOMIHBIX
KJIETKAX, OKMCIUTEIbHBIN CTpecC MPUBOIAT K TIPEXKIEB-
peMeHHOI THMOeNu MpenleCTBEeHHUKOB 3pPUTPOIIMTOB,
TMOBPEXICHUIO MeMOpaHbl 3peJIbIX 3PUTPOIIMTOB M BHY-
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TpucocynucroMy remonusy [5]. Ilpu Tsokenbix dopmax
B-tanaccemMuu 2pUTPONO33 HedIPOHOEKTUBEH, MOCKOJIbKY
3HAYMMasi 4acThb SPUTPOMIHBIX IPEIIIECTBEHHUKOB HE
CO3peBaeT A0 CTaIUU 3PEJIBIX IPUTPOLIUTOB.

CoBpemeHHas KiaccuguKkalus moapasaessaeT Tauac-
CEeMUIO Ha 2 OCHOBHBIE TPYIbLI — TpaHC()Y3MOHHO 3aBU-
CUMYIO U TpaHC(Y3UMOHHO HE3aBUCUMYIO. B 3Tu rpymmbt
BXOJSIT KakK o-TajacceMusi, Tak U P-TajacceMusi, B TOM
qucie ayToOCOMHO-IOMUHaHTHast hopma, Wiu B-tajacce-
MUHU C COIYTCTBYIOIIMMU aHoMmanusmu Hb. Knnanyeckn
B-Tajaccemuss monpasiessieTcss Ha OOJIBLIYIO, ITPOME-
KYTOUHYIO U MaIylo (DOPMBI B 3aBUCUMOCTHU OT TSKECTHU
KJIMHUYECKUX TPOSBICHUI U TTOTPEOHOCTH B TepeIrBa-
HUSIX KPOBHM — OT PETYJISIPHBIX TpaHC(Y3Uli S3pUTPOLIMTOB
10 66CCUMNITOMHOI'O HOCUTEJIbCTBA.

DeHOTUIT U KIMHUYECKUE TIPOSIBICHUST 3a001eBaHUs
3aBUCAT OT BapuaHTa MyTauuu f-meneit rmobuna (B,
B* unu B°) u creneHu nucbanaHca MEXIY o- U B-LensIMU
rmobuHa. Mytanuu B BK/IIOYAIOT TIATOTEHHbIE Bapu-
aHTBI, KOTOPbIC BHI3BIBAIOT JIUIIb HE3HAYUTEIbHOE CHU-
JKEHUMe cuHTe3a 1enu B-rmoduHa. Myrauuu B cBsi3aHbl
¢ 3a00JeBaHUEM CpeIHEN CTeMeHU TSKEeCTH, TOrma Kak
npu Mmytammsx f° mpomyKumsi f-iiereil rioOWHa ToJ-
HOCTBIO OTCYTCTBYET, UTO acCCOLIMMPOBAHO C Hauboiee
TSDKEJIBIM TedeHueM 3aboJieBaHus [6]. BapuaHThl reHo-
THIIa MOXHO CIPYIITMPOBATH ClieayonuM oopazom: 0/,
/B, BT/BT, /BT, BT/BTT m BT/BT. Tak, y roMmo3uror-
HbIX HOcuTenei B0-TajsacceMuu, CTpalalolux TsKeJIon
aHemueii, B3pociaasgs ¢opma HbA orcyrctByer, a HbF
coctaBisieT 92—95 % obuero konuyectsa Hb. ¥V romo-
3UTOTHBIX HOCUTeJIeH J'-TajacceMuu U HOCUTENEi reHe-
THYecknx kombuHaumii 3*/B° ypoBenb HbA cocrasisier
10—30 %, a HbF — 70—90 % [7].

Hanmyume TmaToreHHBIX BapUaHTOB, CITOCOOHBIX
yMEHbIIaTh AucOagaHC Ilienell TIJ0OMHA, IIPUBOIUT
K OOJIETYCHUIO KIMHUYECKOTO TeuyeHHUs 3a0ojieBaHUS.
Tak, HampuMep, coueTaHNe TOMO3UTOTHBIX WM KamIia-
YHII-TETEePO3UTOTHBIX MyTallUii 1o 2 amnensiM -Tanac-
CeMHUU C IIaTOTeHHBIMU BapMaHTaMM, XapaKTEePHBIMU
DI a-TaJacCeMMU, SIBIsieTCs (PaKTOpOM, CHIKAIOIIUM
nrcOanaHc o- v B-1erneii rmoduHa, yTo MPUBOAUT K OoJiee
JIeTKOM (hopme 3a0oneBaHus. pyrumu pakTopamMu, CIio-
COOHBIMM YIYUIIUTH (DEHOTHII, SIBJSIOTCS T€HETUUECKUE
JIETePMUHAHTBI, MTOBBIIIAIOIINE BBIPAOOTKY Y-1IETeii T1o-
OrHa, acCOIIMUPOBAHHBIC C COXPaHEHHEM 3SKCIIPECCUU
HDbF y B3pocnsix (HPFH, HacnencTBeHHOE TIepCUCTUPO-
Banue HbF) [8]. [lepeyncienHbie (hakTophl gaxkKe B coUe-
TaHuu ¢ ajuiessiMu B0-TaacceMuu TPUBOISIT K TPOMEXKY-
TouHO hopme B-tanaccemuu. Kpome Toro, cyiiecTByioT
BapMaHTHI, KOTOPBIC YCYTYOJISIIOT TeueHue 3a00JeBaHUS.
K HuUM OTHOCSTCS TPUILIMKALIMS WIM TETPaIUTMKALIMS
reHa o-IJ100MHa, KOTOphIe YCUIMBAIOT AucOalaHC B CTO-
POHY MOBBIIIEHHOTO CUHTE3a 0-1ETe, YTO MOXET YCYyTy-
OUTH TSIXKECTb FeTEPO3UTOTHOTO COCTOSTHUS TIPU [3-Tajac-
cemuu. OmuUcaHbl TAKXe PeIKKUe MyTallMK, ITPUBOISILINE
K CUHTE3Yy KpaiiHe HeCTaOWJIbHBIX BADUAHTOB B-IJI00MHA,
KOTOpBIE MIEPEXOIT B HEPACTBOPUMYIO (hOPMY B MpeIIIie-
CTBEHHUKaX 3PUTPOLIMTOB U MOTYT OBITH CBSI3aHBI C MPO-
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MEXYTOYHOI TajacceMUeil y TeTepo3UroT (IOMUHAHTHAasI
TaJacCeMMUsI WIM Pe3yJIbTaT MyTaLuu de novo) [6, 9].

OCHOBHBIM TIPOSIBICHUEM [B-TajlaCCEMUU  SIBJISIETCS
MUKpPOIIMTapHasl TUIIOXpPOMHAsl aHEeMHs KaK OCHOBHOE
cieacTBue Hea(PEeKTUBHOTO 3pUTpOIIo33a. PesynsratoMm
aKTUBAIlUM KOMIICHCATOPHBIX MEXaHU3MOB SIBJISIOTCS
TUTIePILIa31sl KOCTHOTO MO3Ta, MPUBOMAIIAS K XapaKTep-
HBIM KOCTHBIM aHOMAJIMSIM U 3aJepXKKe pOCTa, a TaKxkKe
aKTUBAIlMsl BHEKOCTHOMO3TOBOIO KPOBETBOPEHUS C pa3-
BUTHEM TemnaToCIUICHOMETraliMu. PerynsipHble mepeinBa-
HUSI KOMIIOHEHTOB KPOBH, COAEPKAIIUX SPUTPOLIMTHI,
MPUBOISIT K BTOPUYHOM MepeTpy3Ke KeJIe30M, B pe3yjbra-
Te KOTOPOIi MaIlMeHTHhI CTPAIaT OT SHAOKPUHHBIX HApY-
IIEHUM, CEepIeYHOM M IEYECHOYHON HEIOCTAaTOYHOCTU,
B TSDKEJIBIX CTy4asix BO3HUKaeT (hubpo3Has TpaHchopma-
1IMsI BOBJICUEHHBIX OPraHOB U TKaHel. Tokcuyeckas Kap-
JMOMUOIIATUS SIBJISIETCSI MIPpUYMHOM cMeptu 71 % manu-
E€HTOB ¢ 00Jb1I0I (hopMoit Tastaccemuu [10]. PerynsgpHbie
reMoTpaHchy3un SIBISIOTCS (PAKTOPOM pUCKa BO3HUK-
HoBeHust BUY-uHbekmy 1 BUPYCHBIX renatutoB [11].
BryTpucocyaucThlii reMoJIn3 acCOLMUPOBaH C Pa3BUTHU-
€M BEHO3HOT0 TpoM003a (PHCK 3HAUUTEIHHO BHIIIE TTOCIIE
CILUIEHAKTOMUM ), TUTHA3a U JIETOYHOM rurnepreH3uu. Eie
OIIHUM OCJIOKHEHUEM SIBJISIETCSI OCTEOIOpPO3, Pa3BUTHE
KOTOPOTO TECHO CBSI3aHO KaK C TUIepIuIa3neii KOCTHOTO
MO3ra, TaK ¥ ¢ PSIAOM HAOKPUHHBIX HapyIIeHW, BOZHU-
KaoIUX IIPY B-TaJTaCCEMUM.

be3 nedenust Gonbias dbopma f-tamacceMuu Mpea-
CTaBlisIeT Cco0Oii  IIporpeccupymlollee  3a0ojeBaHUE
C yBeIMYEHUEM TpaHC(hY3MOHHOI 3aBUCHMOCTH I10 Mepe
B3pOCJICHUSI, TIPUBOISIICH K pa3IMYHBIM OpPraHHBIM
MOpaXEeHUsIM M TSDKEJIOM MHBaIuau3auuu. JuamazoH
MPOIOJIKUTEIBHOCTH XU3HU, MO JAHHBIM JIUTEPaTyphl,
cocrasisieT oT 3—12 mo 20—30 net 6e3 neuenus [10, 12].
bnaromapst xemaTopHOil Tepanmuy MPOIOJIKUTEIbHOCTh
KM3HM MAllMeHTOB 3HAYMTEIbHO YBEJIMYMIACh. Tak,
C. Borgna-Pignatti et al. Ha oOCHOBaHMM JaHHBIX
7 UTAJIbIHCKUX LIEHTPOB COOOLIAIOT, YTO 68 % MalmeHToB
noxuBaroT 10 35 yet [12]. OmHako B Halleil IpaKTUKe
MMEJIUCh cydanl B CeMEHOM aHaMHe3e, KOrjaa, HeCMO-
TPsI Ha peTyJIsIpHbIe TPaHC(Y3UU B COMPOBOXKICHUU XeJ1a-
TOPHOI Tepanuu, OOJIbHbIC IETHU ITOrMOaNu, HE JOCTUTAasI
Bo3pacTa 12 Jier.

B Hacrosiiee BpeMs CyIIECTBYET Psi METOMOB JieUe-
HUS TaJaCCeMMU, HO KaXXIbIil U3 HUX UMEET HeAOCTaTKHU
¥ orpaHndeHuss. B atom 0030pe MbI pacCMOTPUM OCHOB-
HbI€ TEPaNeBTUYECKUE MOAXOAbI, KOTOPbIE B HACTOAIIEE
BpeMsI MCITOJIb3YIOTCSI M pa3padaThIBAIOTCS IS MallMeH-
TOB C -TaJlaCCEMUENA.

IlepennBanue KpoBu

TpagnunroHHBINH 1 HanboJIee JOCTYITHBIN METOI Jieue-
HUSI [-TajacCeMUM OCHOBAaH Ha PEryJisipHbIX TpaHChy-
31X KOMIIOHEHTOB KPOBHU, BKJIIOUAIOIIUX SPUTPOIIUTHI.
AnekBaTHasl TpaHC(yY3MOHHAs1 MOAAEPKKaA IIOJABIISIET
Hed(P(EKTUBHBIN 3PUTPONIO033 Y KOHTPOJIMPYET TOCTEAY-
IOIIIMe CBSI3aHHBIE C HUM ITaTOreHETUYECKUE MEXaHU3MBI.
IlepenuBanust cienyer IPOBOAUTL Kaxable 2—4 Hen,
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nmoanepxkuBasi ypoBeHb Hb mepen TpaHcdysueil BbIIe
90—105 r/n. JaHHBI peXUM CIIOCOOCTBYET HOPMAaJb-
HOMY pPOCTY, oOecIieurBaeT HOPMAaJbHYIO (DU3UUYECKYIO
aKTHUBHOCTb, aIeKBaTHO ITOJABJISIET BHEKOCTHOMO3TOBOE
KPOBETBOpPEHHE y OOJIBLIIMHCTBA IALIMEHTOB W CBOIUT
K MUHUMYMY TpaHC(Y3MOHHOE HaKOILIEHHEe Xeje3a
[5]. Bonee BwicOokmii 1ieneBoii ypoBeHb Hb mo Tpanc-
¢y3un, cocrapiasronmii 110—120 r/a, merecoodpaseH
I TAMEeHTOB C 3a00JIeBaHUSIMU Cepalla, KIMHUYE-
CKM 3HAUYMMBIM 3KCTpaMeAyJUIIPHBIM KPOBETBOPEHUEM
IMPY HEBO3MOXKHOCTHU €ro MOJaBAeHUS Ha 00jiee HM3KMX
ypoBHsix Hb [13]. Konnenrpauuss Hb mocne nepenusa-
Hus gojkHa ObITh HIKe 140—150 r/n. Bricokast yactoTta
reMoTpaHc(y3uli cBsi3aHa ¢ YBEJIMUSCHUEM pUCKa Tepeaa-
gy UHGEKIWI, aJuTIOMMMYHU3amei. s Kaxaoro maum-
€HTa peKOMEHIyeTCsI BECTU YIET aHTUTE K 3PUTPOIIUTAM,
peaxiuit Ha reMoTpaHCc(hy3UU U eXXeTOQHOM MOTPeOHOCTH
B nepenBaHUM KpoBu. K coxaneHuio, B peaabHbIX K-
HUYECKUX YCIOBUSIX B PD coxpaHsieTcst psia IpodJieM,
TaKMX KaK HETOCTYITHOCTh JIAOOPaTOPHOTO METOIa OIpe-
JIeJICHUST aHTUTEJl K 9pUTPOILIMTaM, HeXBaTKa TOHOPCKOM
KPOBM U JOCTYIMHOCTb CPOUYHOI reMorpaHcdysuu. Ias-
Has TpobjieMa — OTCYTCTBME aleKBAaTHOIO TpaHChy3U-
OHHOTO PEXMMA B pEalbHOM KIMHUYECKOU MPAKTUKE,
B paMKax KOTOpPOil MaldeHTaM IPOBOIST TpaHChY3UI0
SPUTPOLIMTAPHOI B3BeCHU TIpU NOCTHKeHUM ypoBHsS Hb
Huxke 70—80 r/m.

AIEKBaTHBIN peXXUM reMOTpaHCPy3Uii IBIISIETCS XOPO-
LM CUMIOTOMATUYECKUM METOIOM JICYCHUSI U COBMECTHO
C aIeKBaTHBIM XeJIaTUPOBAHUEM XKeJie3a MOXKET MPOUIUTh
JKM3Hb HEKOTOPHIM IarMeHTaMm. Ilpu aToM Takast Tepa-
MU He SIBJISIETCS U3JIeYMBAIOIIE M C TeUEHUEM BPEMEHU
MOXKET CTAaHOBUTBLCS MOIOJTHUTEIbHON MPUUMHON TSKe-
JIO VMHBAIMIM3ALMU BCJICICTBUE TSKEJIOU IIEPEerpy3KU
KeJle30M, aJJIOMMMYHHM3AallUM M PUCKa T'eéMOTPaHCMUC-
CUBHBIX MH(EKIINIA.

XeaTupoBaHue xeje3a

VnaneHue W30BITKAa Xeje3a SIBASIETCS KOMITOHEH-
TOM JICUEHHUsS] TIPU TIOCTOSIHHBIX IE€PEIMBAaHUSIX KDPOBH.
B opranusme 4enoBeka OTCYTCTBYIOT (PU3MOJIOTUUECKUE
MeXaHM3Mbl BBIBEJCHUS XKeye3a. B cBsI3M ¢ 9TUM mapeH-
TepaJbHOE MOCTYIUICHUE XeJie3a ObICTPO MPUBOAMT K pa3-
BUTHUIO Tieperpy3ku. [lepenuTass KpoBb COAEPXKUT OKOJIO
200—250 mr kene3a Ha eIMHUIYY TeMOKOMITOHeHTa [14].
Ero u30bITOK HakarMBaeTcs B cepille, MeYeHU 1 opra-
HaX 3HIOKPUHHOW CHUCTEMbl M TOKCHMYECH MPHU COAepKa-
HuM Bbille 12—24 r oOuiero xene3a B opranusme [15].
OlieHKa Teperpy3kd OpraHu3Ma KeJIe30M OCYIIEeCTBIISI-
eTCsl Ha OCHOBAaHMU YPOBHSI CBIBOPOTOYHOTO (heppUTHUHA
U JaHHBIX MATHUTHO-PE30HAHCHOM ToMOrpachuu B pexKu-
Me T2* medyeHu, cepaiia u Xxejie3 BHYTPEHHEH CEKpeIuu,
B yactHoctu runogusa. IlokaszaHuem K XelraTOPHOM
Teparuu sIBSIeTCS TOBBIIICHNE YPOBHSI CHIBOPOTOYHOTO
depputuna Beie 1000 Hr/MJI WIK YUCIIO TIEpETMBaHUIMA
6onee 10 emmHULI KOMIOHEHTOB KpoBu [13, 15]. B mexmy-
HapOJHOM KJIMHUUYECKON MpaKTUKe MpUMeHsieTcs 3 mpe-
rmapaTa XeJaToOpHOM Tepanuu: aedepa3upokc, aedepok-
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caMuH ¥ nedepunpod [16]. dedepasnpokc NCIIONb3yeTcst
B KauecTBe Tepanuy MepBOM JIMHUM KaK Ui TpaHChy3u-
OHHO 3aBHUCUMOM, TaK U I TpaHC(Y3MOHHO HE3aBU-
CUMOI TajJlacCeMUM W TIPUHUMAaETCI TepopajbHo [17].
JedepokcaMuH TaKKe MOXET UCITOJIb30BaThCs B TIEPBOI
JIMHUM, HO BBOIMTCSI MapeHTEPaIbHO, SIBJISICTCS IIpera-
paToM BBIOOpa TIPU TSDKEIOH Teperpyske Keae30M WIN
HEOTIOXHBIX COCTOSHMSX. JledepurnpoH HCIOIb3yeTCs
B IIEPBOM JTUHUM MIPU TIJIOXOM MEPEHOCUMOCTH MU Hed(]-
(beKTUBHOCTH IPYrUX XeaaTopoB, Hauboaee 3hheKTUBEH
npu 3a00JI€BAHUAX CEPALA, BBI3BAHHBIX IEPETPY3KOM
Kenes3a, ogHako B PD B HACTOSAILMII MOMEHT He 3aperu-
CTpUpPOBaH. AneKBaTHas XeJaTOpHas Tepamus CHMXaeT
PUCKU TSDKENIBIX TIOCHENCTBUI TeMoTpaHC(]y3uii, HO,
IO CYTH, SIBJISIETCS JIMIIDL COIIPOBOMUTEIBHOM Tepamuei
K BeJylieMy KOHCEPBAaTUBHOMY METO/1Y JIeUeHUs B-Tajac-
cemuu [18]. JIist mOCTUKEHUS OXXKUIAEMOTO pe3yJibTaTa OT
XeJIaTUPOBAHUSI HEOOXOAMMBI HENPEepPhIBHOE IOJIyYeHUE
npenapaToB MallMEHTAMM U UX JIMYHAsI BBICOKas IIPUBEpP-
JKEHHOCTD K TepaIuu.

CiieH3KTOMHUS

CIUIGHOKTOMMS I103BOJIIET CHU3MTh IOTPEOHOCTH
B TeMOTpaHChy3UsIX U YMEHbBIIUTh PAaCIpOCTpaHEeHUE
9KCTpaMeny/UISIPHOTO KpoBeTBopeHus. Orepalius peKo-
MEHIIYeTCsl, KOIrJa eXeromHass HeoOXOIMMOCTb B Iepe-
JIMBaHUM KpoBU yBequnuuBaeTcsa no 200—220 mi spu-
TPOLIUTOB/KT 1 OoJsiee mpu 3HauYeHuu rematokputa 70 %.
Ilepen omneparueii TpedyeTcsl BaKLIMHALIMS TTPOTUB ITHEB-
MOKOKKOBOM MH(MEKILNHU, a Y IeTeil eCTh pPUCK Pa3BUTUSI
MOCTCILICHAKTOMMYECKOTIO CEIICKCa, [I03TOMY IPOLIEAYPY
He MpoBOAIT AeTsaM Mianuie 6 yet [19]. JaHHbI MeTox
Teparuy MCIOJb3YeTCsI IO CTPOrMM ITOKa3aHUSIM, TakK
KaK MOXET MMETbh TsLKeJble MOCISICTBUS B BUIE BbICO-
KOI0 pUCKa BEHO3HOTO WJIM apTepuajbHOro TpoM0o03a,
JIETOYHOI TUIIEPTEH3UM, HO TJIaBHBIM U CAMbIM TSKEJIbIM
OCJIOXKHEHMEM OCTaeTCsl MOJIHMEeHOCHBIH cerncuc [20, 21].

Nunyknusa deTasbHOro reMorIoouHa

IMoseiienHast akcrnpeccus HbF (a2y2) nmpu B-Ta-
JJaCCeMUM  CIOCOOCTBYeT YMEHBIIIEHUIO aucOanaHca
Henei MIoOMHAa, TaK KakK Y-IJIOOMHOBBIE LIEMU MOTYT
KOMIIEHCUPOBAaTh CHUXEHUE KOJIUYECTBa [-TIIOOMHO-
BBIX LIeTIei. Y HEKOTOPBIX JIIOACH 3TO IPOMCXOIUT U3-3a
MYyTalXi IPOMOTOpA y-TJ100MHA WU IEJIEUUI B KJlacTepe
reHoB B-rimobuHa [22]. CHukeHue YpoBHSI CBOOOIHBIX
o-1eTel MPUBOAUT K YMEHBIIICHUIO TeMOJIN3a U YIIydllie-
HUIO 3puTporiod3a. Hamnbonee nocTymHBIM U HETOPOTUM
npernapaTom cpeaud uHaykropoB HbF sBnstercst rumpok-
cukapbamun. [ToMumMo cTUMYNISIIMKU CUHTE3a Y-TJI0OUHA
TUAPOKCUKApOAMUI MOXET OKa3bIBaTh BIAMSHHUE Ha YCHU-
JIEHUE CHUHTE3a -IIOOMHA Y MALMEHTOB C COXPAHEHUEM
BO3MOXKHOCTH 3Kcnpeccun reHa HBB [6]. CucteMHbIiI
aHanu3 27 KIWMHUYECKUX MCCIEeIOBAaHUIT MPUMEHEHUS
rUApoKCcHKapOaMuaa ToKa3ajdl 3HAYWUTEIbHOE CHIKE-
HUE MOTPeOHOCTU B reMoTpaHC(y3uu (001Ul OTBET —
0,65 (95 % noseputenabHblii uHTepBan (A1) 0,53—0,76),
obmuii xopowmmii otBeT — 0,37) y mauueHTOB C TeMO-
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TpaHC(yY3MOHHO 3aBUCUMOI B-TaslacceMueil. ¥ naiueH-
TOB C reMoTpaHc(hy3MOHHO HE3aBUCUMOM TajacceMueit
Teparnusl TUAPOKCUKapOaMUIOM KOppeJrpoBaia co 3Ha-
yuMbIM noBbilieHreM Hb (o6umii orBer — 0,53 (95 %
AN 0,41-0,65), obumit xopomuit oreetr — 0,20 (95 %
AN 0,08—0,35)). HefirporieHus1 1 TeiiKOTIEHUS SIBJISTFOT-
¢l HaumOoJjiee pacIpOCTpaHEHHBIMU HeEXeJaTeIbHBIMU
apdexkramu [23]. JlaHHBII TepalleBTUUECKUIT METOI He
SIBJIICTCSI U3JICUMBAIOIIUM, a JIUIIb CHIXKAeT TpaHChy3H-
OHHYIO HaTrpy3Ky.

BoccraHoB/ieHre 3pUTPON033a

Jlycnarepuent — peKOMOWHAHTHBIM TMOPUIHBIN
0eloK, coaepXKaliuii MOIU(UIIMPOBAHHBII BHEKIIE-
TOYHBI JOMEH YeJIOBEYECKOro peleNTopa aKTHMBUHA
tuna [IB, cBa3anHbIil ¢ pparmeHTom Fc-momeHa ueno-
Beyeckoro mMmyHornooyianHa G1l, KOTOpblil CBSI3bIBa-
eTcs C OIpeIeJeHHBIMU JMTaHAaMU CynepceMelcTBa
TpaHchopMupyolero dakropa pocta B. Cssi3piBaHUE,
B CBOIO OYepe/ib, IIPUBOAMT K CHIDKEHMIO CUTHAIU3ALINU
SMAD2/3 u obecriedyrBaeT CO3peBaHUE SPUTPOIIMTOB
[24]. TIpenapar omo6peH B PD mis mpuMeHeHus y B3poc-
JIBIX MalMEeHTOB C TpaHC(HY3MOHHO 3aBUCUMOI B-Tasac-
cemueit Ha ocHoBaHMM NaHHBIX uccienoBaHus 111 daswr
BELIEVE (NCT02604433), koTOpoe ITOKa3ajJ0 CHMXKe-
HHUe TeMOTpaHC(PY3MOHHOM HaTrpy3KHU, IO KpaliHel Mepe,
Ha 33 % OT UCXOIHOIO YPOBHs B TeueHue 13—24 Hen uiun
KoJMuecTBa TpaHcy3uii, Mo KpaitHeil Mepe, Ha 2 enu-
HUIIbI 3PUTPOLIMTOB B TEUEHUE 3TOTO MHTEPBaja B IPYyI-
e JycmaTeplellTa [0 CPaBHEHUIO C IPYIMIoil Iuianedo
(21,4 % nporus 4,5 %; p < 0,001). B TeueHue nob6oro
12-HeaeIbHOrO MHTEpBaJia A0 MALMEHTOB, Y KOTOPBIX
HaOJI01a7I0Ch CHIDKEHUE TpaHC()Y3MOHHON HAarpy3Ku He
MeHee 4yeM Ha 33 %, OblIa BbIlle B IPYIINE JIyCIIaTepLIe-
Ta, yeM B rpymnmne miaue6o (70,5 % nporus 29,5 %), Kak
U JI0JISL TeX, Y KOro HaOJIoJaloCch CHIDKEHHUE HE MeHee
yeMm Ha 50 % (40,2 % nportuB 6,3 %). HexenatelnbHble
SIBJICHUSI B BUJIE IIPEXOsileii 00JIM B KOCTSIX, apTpaJIriu,
rOJIOBOKPYXXEHUSI, TUIIEPTOHUM U TUIEPYPUKEMUM ObLIN
0oJiee pacpOCTpaHEeHbI IIPU IIpUEMe JIycraTepLeriTa, 4yemM
rutare6o [25, 26].

B HacTos1116€ BpeMsI TPOBOAMTCS PSII UCCASIOBAaHUI
JIPYTUX TepaneBTUYECKMX METOAOB, HAaMpaBJICHHBIX Ha
peryjsiliMio MeTaboju3Ma Xejie3a IIyTeM BO3IEUCTBMS
Ha TeTrCUAVH, BIUsSHUE Ha Hed(P(HEKTUBHBIM 3pUTPOIIO-
93 nyTeM uHruouposanus JAK2, nuaykiuu HbF myrem
runometunupoBanus JJHK.

AnnoreHHasi TPAHCIUIAHTANUS TeMONMO3TUYECKUX CTBO-
JIOBBIX KJIETOK

Ha ceromnsiiiHuii AeHb ajuloreHHasi TpaHCIUIaHTa-
LIMST TeMOTIO3TUYECKUX CTBOJIOBBIX KJIeToK (amuto-TTCK)
SIBJISIETCST €IMHCTBEHHBIM JOCTYITHBIM MOJHOCTBIO U3Jie-
YUBAIOIIUM METOJIOM Tepanuu B-TajlaCCeMUU U IIUPOKO
HCIIONIB3YeTCs TI0 BceMy MUpY. DPGEKTUBHOCTh aJljIo-
TICK y maumeHTOB € TpaHC(Y3MOHHO 3aBUCUMOIA
B-Tasaccemueit cBg3aHa ¢ BOCCTAHOBJIEHUEM CIIOCOOHO-
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CTU BbIpabaThIiBaTh HOpManbHbIE HbA. AHanu3 gaHHBIX
EBpormeiickoro o0IecTBa TpaHCIUIAHTAIIUM KOCTHOTO
mo3ra (EBMT) o 1493 maumeHTtax c¢ Oomblioit dop-
MOI TajlacCeMUM, TPAHCIUIAHTUPOBAHHBIX B IIEPUOI
¢ 2000 mo 2010 1., mokasaj, 4To 2-JeTHSS 00IIas BHIKU-
BaemocTb (OB) u 6eccobbiTuiiHasa BekruBaeMocTh (BCB)
cocraBisuia 88 = 1 % u 81 = 1 % coorBercTBeHHO [27].
Anno-TI'CK Bcerma HauMHaeTCs ¢ BEIOOpA TTOIXOISIIETO
JIOHOpa, HanboJjiee MPEeAMOYTUTETbHBIM SIBISETCS TIOJTHO-
CTBIO COBMECTUMBII POICTBEHHBIN TOHOP (CUOJUHT), TIpU
€ro OTCYTCTBUM pPacCMaTpPMBAETCSl ITOJHOCTHIO COBME-
CTUMBIN HepoacTBeHHBIH noHOp (10/10 mo HLA-cucre-
Me€), B TIOCJICIHIO ouyepeab — YaCTUYHO COBMECTUMBIMN
(9/10  mo HLA-cucteme) HEpOACTBEHHbI WU
rarIouAeHTUYHbIe JIOHOpHl (4yame Bcero 5/10 1o
HLA-cucreme — pogurennu).

IIpoGnema, ¢ KOTOpOI CTajdKMBaeTcs HauOoJbllee
YUCAO TALMEHTOB, — OTCYTCTBHE IIOJHOCTBIO COBME-
cTuMoro goHopa. Bo Bpems moucka 1oHOpa B MeXIyHa-
POIHOM PETUCTPEe, KOTOPBIM MO HAIEMy OIThITY MOXKET
3aHUMATh 10 6 MecC, MaLMEHT IIPOAO0JIKAeT ObITh TPAHC-
(by3MOHHO 3aBHCUMBIM M K MOMEHTY TpaHCILUIAaHTallUU
MOXET ITONOUTH B O0JIee TsKesIoM cocTosiHUU. Ere pexe
y IalyeHTa eCTh ITOJHOCThIO COBMECTUMBIN CHUOJIMHT
(Obpar unu cecrtpa), Oojiee TOTO, OHU YacCTO SIBJISTFOTCSI
HOCUTEJISIMU [B-TajlacCeMUM, KaK U TaruiOuJeHTUYHbIE
pOIMTENIN, OMHAKO B YCIOBUSIX OTCYTCTBUSI HEPOICTBEH-
HOTO MOHOpa HOCUTEIU 3a00JeBaHUS MOTYT OBITh JOHO-
paMu.

CospemenHble TeHaeHmu ano-TICK npu B-ranac-
CeMMU BKJIIOYAIOT MCITOJIb30BaHUE OTHOCUTEILHO MEHEe
TOKCUYHOTO MMEI0a0JaTUBHOTO peKuMa KOHIMIIMOHU-
poBaHUsI Ha OCHOBE TpeocysibthaHa, KOTOPBIM TOJKEH
obecrieynBaTh HaAEXKHOE TIPUKUBICHHME TpaHCIUIAH-
TaTa 3a CUeT MPEOJOJICHUS aJJIOMMMYHM3allMd U Mac-
CHUBHBIX OYaroB BHEKOCTHOMO3IOBOTO KPOBETBOPEHMUS
U, KaK CJIeICTBUE, BHICOKOTO pUCKa HETIPUKUBICHUS WIIN
OTTOpKeHMSI TpaHCIIaHTaTa. C 3Toii Ke 11eJIbIO B TTOCIe I -
Hee BpeMsI UCIOJIBb3YIOTCS TPOTOKOJbI AeCEHCUONIU3H -
pyIOLlIE NpeaTpaHCILUIAaHTAIMOHHOM Tepalliy Ha OCHOBE
(brynapabuHa B KOMOMHALIMY C IPYTUMU UMMYHOCYTIpec-
CUBHBIMM mpernapatamMu. s TpodUIaKTUKKU OCTPOIi
peaklMy «TpaHCIUIAaHTAaT MPOTUB Xo3simHa» (PTIIX),
KOTOpasi TMOTCHIIMAJIbHO MOXKET IMPUBECTU K TSKEIOM
WHBAJIMIN3ALIMY, KpaiiHe HM3KOMY KayeCTBY KM3HU
¥ B HEKOTOPBIX CIIydasix — K CMEPTH B MOJIOZIOM BO3pacTe,
B HACTOSIIMI MOMEHT HauboJjee IIIMPOKO MCIIOIb3YIOTCS
peXUMBbI C BKJIIOUEHUEM WHTMOMTOPOB KaJIbIIMHEBPUHA
B KOMOMHAIIUM C TOCTTPAHCILJIaHTALIMOHHBIM LIUKJI0(hOC-
damuoomM, MukodeHomata MOEeTUIOM, METOTPEKCATOM,
B HEKOTOPBIX CJTy4yasx ¢ J0OaBJIeHUEM TTIOKOKOPTUKOCTE-
pounoB [28]. UMeroTca maHHBIE, YTO BKJIIOUeHME abaTa-
LlenTa B CTAaHIAPTHBIA PeXXuM MPOMWIAKTUKU TPUBOIUT
K CHUXXEHUIO YaCTOThl BOZHUKHOBEHUS TSKEJIONU OCTPOU
PTIIX [29].

B perpocnekTUBHOM HCCIeIOBAaHUNA TOKCUYHOCTHU
pPeXMMOB KOHIULIMOHUpoBaHus Tiepen auto-TTCK obimmn
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MpoaHaIu3UpoOBaHbl 772 manueHTa ¢ [(-TajsacceMueit,
3aperucTpupoBaHHBIX B 0a3e gaHHbIX EBMT. [To naHHBIM
5TOr0 UCCICI0BAaHUS, OCHOBHBIMM IPUYMHAMU CMEPTHU
nocne auto-TI'CK apnsiorcst undexkunu, PTITX 1 otTop-
xeHue TpaHcrutanTara [30]. ITokazaTeay BEKMBAEMOCTH
npocturator 6oee 90 %, ecau amwo-TI'CK nmpoBomutcs
y MalMEHTOB 0 BO3HUKHOBEHUS OCJIOXHEHUI, CBSI3aH-
HBIX C YACThIMU FeMOTPaHC)Y3UIMU S3PUTPOLIUTOB, TAKUX
KakK Ieperpy3ka Kejie30M, aUIOMMMYHM3aLMsl, 11000Y-
Hble 3(P(PEKTH XeTaTOPHOI Tepanuu U MHQEKIIMOHHbIE
ocnoxHeHnus [31]. IMoaromy nepen amno-TI'CK BaxkHO
OLICHUTD pUCK ucxona tepanuu 1o [lezapo (mmo Jlykape-
JIM — Yy AeTeii), 10 KOTOPOMY IMallMEHTOB Pa3ie/issioT Ha
3 KJIacca Ha OCHOBE CTEICHU reraToMerajvu, o Halu-
YUIO MOPTaIbHOTO (UOpPO3a M KauyecTBY XeJTaTUPOBAHUS
(peryasapHOro Wiy HeperyasipHoro) (tabda. 1). Y maimm-
€HTOB 1-ro M 2-ro KJIacCCOB HET CYILIECTBEHHON pa3HU-
usl B OB, Kotopast cocraBiseT 85—95 %. ¥V mamumeHTOB
3-ro kmacca mnokazatenu bCB u OB cocraBasitor
70,3 + 6,06 % n 78,3 = 5,5 % cooTBeTCTBEHHO, a 'y 6O0JIb-
HbIX 3-TO KJ1acca BhICOKOro pucka S-netHsss bCB u OB —
23,93+ 6,88 % 139,01 7,96 % coorBeTcTBeHHO [32, 33].
IIpu 3TOM npUMeHEHHE peXXrMMa KOHIMIIMOHUPOBAHMS
Ha OCHOBe TpeocyiabdaHa cHrkaeT pasnnuus B OB mexny
1-M/2-M u 3-M Kinaccamu [34].

Tadmua 1. Ouenxa paxkmopos, eausrougux Ha ucxoo arro-TICK [32]

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

Tenaromeranms

Hamnune Heperynspnas
= ecgie";;glon Kﬁaﬂ NOPTAIBLHOTO XelaTopHas
i;Ie 5 mmenzl; ¢ubdpo3a neuenn Tepanus
52 ({J’ n be lo‘i t;; e Presence of portal Irregular
= . fibrosis of the liver | chelation therapy
costal margin
1-i1 Her Her Her
K No No No
2-i1 (2u3 3
(akropoB) Het/na Het/na Het/na
2 (2 out of No/yes No/yes No/yes
3 factors)
3-i Ja Ja Ja
e Yes Yes Yes
3-if kJmace

BBICOKOTO
pucka
Class 3 high
risk
|

Bospacr > 7 et u rermaroMeranusi > 5 cMm
Age > 7 years and hepatomegaly > 5 cm

B Hameit mpakTtuke He ObUIO HU OZHOTrO TAlMEHTa,
KOTOPOTO MOXKHO OTHECTM K 1-My KJaccy mepen ajuio-
TICK, T. e. 0e3 ocClnoXHEHUII TreMoTpaHC(hY3MOHHOM
Teparuu, eciyd MpUuOaBUTh K 3TOMY OTCYTCTBHE OIITH-
MaJIbHOTO foHOpa, To Kaxnas amno-TI'CK npu B-tanac-
CEMUU, C OJHON CTOPOHBI, — €AMHCTBEHHbIN ITOJIHOCTbHIO
MU3JICYUBAOIINI METO Tepalliu, C IPYyroit — puck HebJia-
TONIPUATHOTO UCXOJA, NHOTIA TSKEJIONW MHBATUAN3ALINH,
B JIy4IlleM cliy4dae psiZa OCJIOKHEHUI, KOTOpble Heo0XO0-
MO TPEOA0JIeTh Ha ITYTU K BRI3AOpOBIeHUIO. [ToTeHIIM-
aJIbHOE PEIIeHME ITUX MPo0JIeM — IPUMEHEHNEe TeHHOM
Teparuu, KOTopasl MPeonoaeBaeT MHOTUE OTpaHUYCHUS
anno-TICK, B ToM uucie OTCYTCTBME OINTHMMAJIbHOTO
noHopa, PTTIX 1 oTTop:XeHue TpaHCIUIaHTaTa.
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CoBpemeHHbI€e MOIX0/IbI FeHHOI Tepanuu f-TajacceMuu

IMonumaHue cTpyKTYphl Kiactepa f-moJoOHbIX TJ10-
OMHOBBLIX TEHOB UeJloBeKa Ha Xpomocome 11pl5 u pery-
JSIUMY  TIePeKIIIOUeHUsST KCIIPECCUM €ero 3JEMEHTOB,
B yacTHocTu reHoB HBG I, HBG2 v HBB, B Xoae pa3Bu-
TUS 4YeJIOBeKa MPUBEJO K Pa3BUTHIO HOBBIX ITOIXOIOB
T€HHOM Tepanuu Ha OCHOBE ayTOJIOTMYHOM TpaHCIUIAH-
TalluM TE€HETUYECKU MOIMMUIIMPOBAHHBIX I€MOIO3TH-
yeckux cTBOJIOBBIX KJeToK (I'CK). OmoOpeHHBIE s
KJIMHUYECKOTO TPUMEHEHUs Mpernaparhl TeHHON Tepa-
MUu P-TajacceMuy Ha CETOAHSIIIHUUI JeHb BKIIOYAIOT
B ce0s1 KieTouHble mpoayKThl Ha ocHoBe I'CK ¢ Takumm
MonudUKaIMIMU TeHoMa, KaK BCTpauBaHUE 3I0POBOil
Konuu reHa HBB ¢ moMOIIblo BUPYCHBIX CUCTEM JOCTAB-
KM, pelakTUpPOBaHME T'€HOMa C HCITOJIb30BaHUEM IIPO-
rpaMMUpPYEeMbIX HYKJIea3 IJIs1 peaKTUBAIIMM SKCIIPECCUU
HbF (puc. 1).

opumpOsiaE
Bapocnoil opme Hb

Ayrononmse T CD3A+ Pomalceedficy
parancaoi $opust Ko

Puc. 1. Ocnosnvie 3apecucmpuposanivie nooxodvi eeHHOU mepanuu 04
Aevenus [i-manaccemuu. Pucynok cos3dan npu nomowu npunodceHus
BioRender (app.biorender.com)

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

Tenetnueckas wmoaudukauusgs I'CK wmoxer ObITh
00ycCJIOBJIEeHA MEPEHOCOM 3[10POBOI KOMUU TeHa B-TIj10-
ouHa (HBB) ¢ TIOMOLIbIO PETPOBUPYCHBIX MW JIEHTU-
BUPYCHBIX ccTeM AocTaBKU. Hambosiee paHHue paboOThI
B 2TOi1 00J1acTH Kacajauch pa3pabOTKU PETPOBUPYCHOTO
nepeHoca Koaupyioiieit yactu reHa p-riodouna B 'CK.
KceHorenHast TpaHCILTaHTAIMSI TAKUX KJIETOK JETaIbHO
O0JIy4YEeHHBIM MBIIIIaM MPUBOIMIA K BOCCTAaHOBJICHUIO
KJIETOYHOCTU KOCTHOTO MO3ra C reHepauuein B-riaoou-
Ha 4eJioBeKa, HO Ha HMU3KoM ypoBHe [35]. loGaBieHue
B KOHCTPYKT PETpPOBUpYca KOPOBBIX 3JieMeHTOB HS2,
HS3 u HS4 nokyca LCR (locus control region), urpato-
LIUX KJIIOYEBYIO POJIb B KOHTPOJIE TPAHCKPUIILIUU [-T10-
MOOHBIX TJIOOMHOBBIX T'€HOB, MPHUBEIO K YIYUIICHUIO
pE3YJIBTaTOB U CTAJI0 OCHOBOM IS ITIOCJIEAYIOIIEH pa3pa-
OOTKM M ONITUMM3ALIMM KOHCTPYKTOB JJisl TiepeHoca HBB
B I'CK mocpeacTBoM caMOMHAKTUBUPYIOIIMXCS JICHTH -
BUPYCHBIX BeKTOpOB (JIB), obmamaomniux yaydiieHHbIM
npodpunem Oe3zonacHoct [36—38]. Tak, pesyabraThbl
TOKJIMHUYECKUX McIbITaHuil JIB mepBoro moxkoyieHus
TNS9.3.55, xogupyloliero 1enb f-rio0uHa AMKOTO TUTIA
oj, KOHTpOJIeM HaTUBHOIro mpomoTopa HBB, a Ttakxke
aneMmeHThl HS2, HS3 u HS4 npoaemMoHcTpupoBaniu Kop-
PEKLMI0O aHEMUU Y MBILIEN C B-TaJlacCeMUE U yBEIU-
yenne Hb, mocratouHoe mis nepexoga K KIMHUYECKUM
ucciaenoBaHusIM [39].
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Hns epBoro nauueHTa JIB TNS9.3.55 6bu1 momoli-
HUTeNbHO MomuduuupoBaH. OH uMel MoAU(PUKALIMIO
B oomactu U3 3'LTR mna co3maHusl caMOMHAKTUBU-
pytoiierocst Bektopa. OH KOOUPOBal MYTHUPOBAHHBIN
B3pociblii B-rmoouH (BATY) ¢ aHTUCEpNOBUIHOKIIE-
TOYHBIMU CBOMCTBAMM, COJAEPXKAJI 110 2 KOIIMU SIApa XPO-
MaTuHoBoro nHcynsitopa cHS4 B pernone U3 gmuHHOTrO
TEPMMHAJILHOIO MOBTOpPA, a TakxKe HEKOTOpbIe APYrue
Moaupukauuy v ObL1 HaszBaH LentiGlobin HPV569
[40]. TTocne MuenoabIaTUBHOIO KOHAMIIMOHUPOBAHUS
U BBeAeHUs KietouHoro mpoaykra CD34" 'CK koct-
HOTO MO3Tra CO CPEIHMM KOJIMYECTBOM KOTMi1 TpaHCTeHa
(VCN) 0,6 Ha reHOM IalMEHT CTaJl HE3aBUCHUMBIM OT
IepeiMBaHUs B TeUYeHUE roja I10Cjie TpaHCIUIaHTaLuU
U OCTaBaJicsl TaKOBBIM 110 33-To Mecslla HaOIIOIeHUS.
ITpu aTOM y Hero ObLI 3a(pMKCUPOBAH TOMEOCTaTUUECKUIA
KJIOHAJIbHBIA I€MOII033 C MHTETpallueil BEKTOPA B JIOKY-
ce HMGAZ2 [41]. B manbpHelimeM ObLIO MHULIMMPOBAHO
MHOTOLIEHTPOBOE MEXIYHAPOIHOE HEPAHIOMU3UPOBAH-
Hoe KiIMHMYeckoe ucrnbitTanue I/1I aToro kimeroyHoro
MMpOAyKTa Mo HazBaHUeM betibeglogen autotemcel (beti-
cel), concupyemoe bluebird bio [42]. OHO ObLTO TPOBE-
JIEHO C UCII0JIb30BaHueM Ipou3sBoaHoro ot HPV569 JIB
LentiGlobin® BB305, koTopblil oT/IMYajcsd OTCYTCTBUEM
aaep XxpoMmaTuHoBoro uHcynstopa cHS4. Takas monu-
¢duKanus BeKTopa Obljia aCCOLIMMPOBAHA C YBETUYESHUEM
tutpa JIB, moBbiieHueM 3(pGHeKTUBHOCTU TPAHCAYKIINT
CD34*-x1eToK 1 CHIDKEHHEM COOBITHI HeXXeJ1aTeIbHOTO
crnnaiicunra [40]. Pe3ynbraThl MCTIBITAHUSA TTOKA3a/IHu, 4YTO
15 n3 22 nanyeHToB, KOTOPLIM BBOJUIN TPAHCAYIIUPO-
BaHHble BekTOpoM LentiGlobin® BB305 ayronoruyHsie
CD34"-kJeTku, cTaJv He3aBUCUMBIMU OT TIepeTMBaHUSI
npu poctkeHun VCN > 0,6 B KJIETOYHOM IIPOAYKTE.
[Tpu 3TOM pe3ysbraT Tepaluy 3aBUCe)I OT CTEIIEHU TSKe-
CTU reHoTuIa 3a00jeBaHus. KilMHUYecKre UCIIbITaHUS
III dasel mperapara Ha ocHoBe BekTopa LentiGlobin®
BB305 mHULIMMpPOBaHBI OTAENLHO IJIsI TPYII OOJBHBIX
¢ He-B°/B° TpaHCchY3MOHHO 3aBUCHMMON B-TanacceMueit
(NCT02906202, HGB207, NORTHSTAR-2) u myra-
HusIMU B reHe HBB, MOMHOCTHIO MHAKTUBUPYIOUIUMU
nponykiuto B-raodbuna (renorun B°/B%) (NCT03207009,
HGB-212). [TpoToKoJ TOATOTOBKY MAallMEHTOB K BBEC-
HUIO TIperapaTa, a Takxke IpoTtokoua TpaHcaykuuu ['CK
OBLTM YIy4llleHbl, cpeaHue 3HaueHuss VCN B mpoayKrax
cocraBw 3,3 (1,9-5,6) B wucciaemoBanun HGB207
u 3,0 (1,2-7,0) B uccnenoBanun HGB-212. IlepBoe
U3 HUX ObLIO YCIEIIHO 3aBeplIeHO, JeUYeHUe Iperna-
patom beti-cel 23 manMeHTOB MPUBEIO K YCTOMYMBOMY
ypoBHio HbA™Q? u o6Gmemy yposHio Hb, mocrarou-
HO BBICOKOMY JJIsI OOecCIeUYeHUs] HEe3aBUCUMOCTU OT
MepeuBaHusI KPOBU Y OObIIMHCTBA OONbHBIX (91 %),
BKJIIOYas Jinil Mosioxke 12 siet (86 %) [43]. Takke 3aBep-
meHo BTopoe uccienoBanue (HGB-212), npoBeneHHoe
B 8 ueHTpax — Bo ®panuun, lepmanun, Iperun, WUra-
muu, Bennkooputanuu n CIIIA — ¢ ygactuem 18 mamu-
eHTOB ¢ reHotumamm P°/B°, BO/BHVS-1-110 yy pHVS-I-110/
BrIVS-I-110 11 3 113 KoTOpbIX OBUTM MITaIIIIE 18 JTeT Ha MOMEHT
noanucaHusg MH(GOpMUpoBaHHOTO coriacus [44]. bonb-
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HKUHCTBO (89 %) MOCTUIIM HE3aBUCUMOCTHU OT IIEPEIM-
BaHUI KpOBU, MeIMaHa HaOJIoAeHUs cocTaBuia 12 mec.
Bce marmueHThl mepeluiu B Cleoyrolee M0JITOCPOYHOe
HUCccaea0oBaHue, Mpenrnoaramlinee B o0IIeil CI0XKHOCTH
15 ner nabmonpenus (LTF-303, NCT02633943). Ilo
cocTostHUIO Ha (eBpanb 2024 . B paMKax 3TOro KJU-
HUYECKOro ucnbiTaHus beti-cel moayumim 63 ydacTHU-
Ka B Bo3pacte 4—35 netr. KonmmuecTBo Komuii BeKTOpa
B nepudepndeckoil KpoBu u ypoBHu HDbATQ crabu-
JIU3UPOBAJIUCh K 6-My Mecslly uccienoBaHus. BaxHo
OTMETUTH, UTO 3POEKTUBHOCTDL TPAHCAYKIINU, (hapMaKo-
IUHaMUKa, CpeTHEeB3BeIIeHHBIN ypoBeHb Hb ObLIM o1~
HAKOBBIMU BHE 3aBHCHUMOCTHU OT I'¢HOTUIIOB IMAlIMEHTOB
(B%/B° u He-B°/B°) m ux Bo3pacTa. BaxkHoit Bexoii B 06J1a-
CTU Pa3paboTKM MpernapaToB reHHOU Tepanuu B-Tanac-
CeMHUHM CTajo OJoOpeHHe YIpaBleHHEM IO KOHTPOJIIO
3a nipoayktamu u jekapctBamu CIIIA (FDA) B aBrycte
2022 r. mpemaparta beti-cel (Zynteglo) mns aeyeHUsE
MalMEeHTOB ¢ TpaHC(Y3MOHHO 3aBUCHUMOIT TajacceMuei
[45]. To3nHee, B nekadbpe 2023 1., 3TOT XKe Mpemnapar Mo/,
Ha3BaHueM Lyfgenia Ob11 omoopen FDA mnsa knuHuye-
CKOT'0 MPUMEHEHUS T10 TTOKa3aHUIO CEPITIOBUIHOKIETOY -
Hoit anemnu (CKA) [46].

Hpyroii ycoBepuieHcTBoBaHHbIM BapuaHT JIB GLOBE,
Takke co3zmaHHOro Ha ocHoBe TNS9.3.55, B KoTtopom
peryasaTopHas oonactb LCR Obl1a yKopouyeHa 3a cUeT yaa-
JneHust aneMmeHTa HS4, 6611 anmpoOrpoBaH B KITMHUYECKOM
uccnenoBanun daser I/II (NCT02453477). Ilpomykr
TpaHcayuupoBaHHbIX BekTopoM GLOBE CD34"-kie-
ToK ¢ VCN or 0,7 mo 1,5 BBeau 9 60abHBIM (3 B3pOCBIX
u 6 neteit oT 4 1o 13 jer) ¢ TpaHCY3MOHHO 3aBUCUMOI
tanaccemueit u MyranusiMu Bt wiau B°. CornacHo ory-
ONMMKOBaHHBIM pe3yJbTaTaM, y 3 u3 4 TOoaAalolIuXcs
OlLIEHKE OOJIbHBIX AETCKOrOo BO3pacTa Oblia JOCTUTHYTa
HEe3aBUCUMOCTD OT MepeIMBaHUsI KPOBU B TeueHUE 28 MeC
HabmogeHus. B To e BpeMs1 y 3 B3pOCIBbIX Y4aCTHUKOB
HCCIIeIOBaHUS TAKOTO pe3yJibTaTa TOCTUTHYTO HE OBLIO.
ITo Bceit BUAMMOCTH, MUHUMAaJbHbBIE TpeboBaHus VCN
MpU HCTOJb30BAaHMU BaprMaHTa T€HHO3aMECTUTEIbHOMN
Teparnuu 3aBUCST OT TSLKECTH AeduiiuTa B-1emnu, onpee-
JIsieMOIi TeHOTHUIIOM ITallMeHTa.

DK3oreHHoe yBeanueHue skcrnpeccun HbF nnm peak-
TUBALIUSI €T0 JKCIPECCUM SIBISIOTCS ajJbTepHATUBHOM
TPYIIIION MOAXONOB K TEHHOM TePAnU J-TalacCeEMUU.

Jist yBeIMYeHUsI 9KCIPEeCcCUu y-raoduHa ObUTA pas-
paboTtaHbl Hecyliue 3a0poByio konuio HBGI vnu HBG2
JIB nns tpancoykiuu I'CK 1 reHHOI Tepanmuu B IEPBYIO
ouepenb CKA [38, 47]. JloknuHUYeCcKUe MCCIIeTOBaHUS
HoBoro ontumusupoBaHHoro JIB GGHI-mB-3D, conep-
JKaIero TPaHCTeH y-TJIOOMHA, a TakXKe HOBbIE PETyJisi-
TOpHBIe 3neMeHThl — sHxaHcep HPFH-2 u 3'-Herpanc-
JIMPYeMblil PETUOH reHa B-raobuHa — ObUIM HauyaThl s
tepanuu CKA u B-tanaccemun [48].

B nensax peakrtuBaumu skcrnpeccun HbF akTtuBHO
pa3pabaThIBarOTCS MOIXOABI C TPUMEHEHUEM MHCTPYMEH -
TOB peJaKTUPOBaHUS TeHoMa. BaskHeiilneil MUIIEHBIO
MIpU TaKOM MOIXOAE SIBASETCS (aKTop TpaHCKPUMIIUHU
BCLI11A (B-cell lymphoma/leukemia 11A) — ocHOBHOI
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peryaaTop mpoiiecca nepekmodyeHuss HbF Ha B3pociyio
dopmy HbA (puc. 2). Ero ¢yHKIIMSI COCTOUT B CBSI3BIBA-
HUU HEITOCPEACTBEHHO C IMPOKCUMAaIbHBIM ITPOMOTOPOM
reHoB HBG1 v HBG2, uHrMOUpOBAaHUU UX DKCIIPECCUU
U CO3IaHMU ITPOCTPAHCTBEHHBIX YCIIOBUIA [IJIS IEPEAUCIIO-
Kaluu KOMIUIEKCHOTO »HXaHcepHoro sinemeHTa LCR
K TIpOMOTOpPY HIKeJexaiero reHa HBB u crabunuzanunu
moJay4yeHHOTo Komiuiekca [49, 50]. Takoe nepekiodeHre
MPUBOIUT K MPEKPAIICHUIO IKCIIPECCUU T€HOB Y-TII00MHA
M aKTMBAIIMU IKCIPECCUr B-TIOOMHA, T. €. MPOUCXOINUT
nepekmoyeHre cuare3a HbF na HbA.

HBG2 HBG1

[T o —
raobumossocrenos |

uenoBERa s X
‘wposocome 11p15

ATTTOCTTTGGAGCCTS EG .ﬂTh%Mﬂm CTTGCAC

Puc. 2. Mexanuszm npsamoeo nooasnenus IKCnpeccul 2eHog y-2100una ben-
xom BCL1IA. BCL11A ceszvieaemes ¢ momusom TGACCA (—118...—113)
6 NpoMomopHoll obaacmu 2eHo8 y-enobura. DPakmopsl MpaHckpunyuu
GATAI u TALI ycuausaiom sxcnpeccuro BCL11A, ceazviéasce ¢ obaa-
cmolo apumpoudroeo suxancepa 6 unmpone 2 BCL11A. GATAI — 6enok,
ceazvigarouuiics ¢ GATA-momugom, TALI1 — 6enox T-xnemounoeo ocmpo-
20 aumghobaacmuoeo neiikosa. Pucyrnok cozdan npu nomowju npusoxcenus
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
TAL1 enhance BCLI1IA expression by binding to the erythroid enhancer
region in intron 2 of BCLI1IA. GATAI is a GATA-motif binding protein;
TAL1 is a T-cell acute lymphoblastic leukemia protein. Figure created with
BioRender (app.biorender.com)

Takue pyHKIMOHAIbHBIE OCOOEHHOCTH 3TOrO JOKYca
OTKPBIBAIOT BO3MOXKHOCTH ISl CO3IaHUSI TeHHOTEepareB-
TUYECKOIo IMpernapaTa, CHUXKAIOIIEro 3KCIIPECCUIO T'eHa
BCLIIA B uenax peaktuBauuu skcrnpeccun HbF mng
(byHkunoHanbHoro seuyeHusi P-tanaccemuu. [Ipsmoit
HokayT BCL 11A oka3ajcs HelieJiecooOpa3HbIM BBUAY €ro
BBICOKOM BKCITpecCUM U (PYHKIIMOHAJIBHONW aKTUBHOCTU
B B-knerkax. B kauecTBe MUILIEHU IJISI TIpOrpaMMUpye-
MBIX HyKJIea3 MCHOJb3YIOT JOKYC cBsi3biBaHus BCLI1A
B IMMPOMOTOPHBIX pernoHax reHoB HBG [51—58]. UHdpy3usa
ayrosornyHoro mpoaykta OTQ923, mpencrapisioiiero
coboii ex vivo Momu(pUIIMPOBAaHHBIE C MCITOJb30BAHU-
eMm cucteMsl CRISPR-Cas9 CD34* I'CK, ¢ uenaeBbIMU
HapylieHusIMU B mpomotopax HBGI/HBG2 Ha ypoBHe
85,8 + 14,7 %, 3 6onbHbIM ¢ Tsikenoii CKA mpuBesa
K ycroiuuBoit nnaykuuu HbF Ha yposhe 26,2 £ 2.9 %
[58]. Kitmanueckoe uccnemoBane NCT06155500 mpermna-
pata OTQ923 mpoBOIUTCS C yIaCTHUEM B3POCIBIX O0JIBHBIX
CKA, korophble B TeueHue 15 ner nocne nHdy3umu Oyayt
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PErUCTPUPOBATh CBOE COCTOSIHME B 1IEJISIX MCCJICIOBAHMS
JIOJITOCPOYHOI 0€30MmacHOCTH U (P GEKTUBHOCTHU €T0 Aeki-
ctBUs. B rpyrre GosbHbBIX B-TaacceMueil KITMHUYECKYIO
addextuBHOCTh mpemnapata OTQ923 Ha ceromHSIIHUI
JICHbD €l1lIe TIPEICTOUT YTOYHUTD.

Hakonen, BaxHelileii o0JacTbio pa3pabOTKUA TEH-
HOW Tepamuu [B-TajJacCeMMM SIBJISETCS pPeaKTUBALIMS
akcrnpeccun HbF mocpencTBomM HapylleHUs MocCienoBa-
tenbHOocTH JJTHK B 0oGiactu sputponn-cnenn@uueckoro
asnxaHcepa BCL1IA (eBCL11A) c ToMOIIbIO TTPOrpaMMU-
pyeMmbIx HykJeas (puc. 3). Jlokyc BCL11A B uHTpoHe 2 Ha
paccrostHuM +62, +58 1 +55 kuimobas or caiita Hayajga
tpanckpunuu (TSS) comepxkxut 3 caiita TUIepUyBCTBU-
teabHocT K [IHKaze I (DHS), xoTopble neicTBYIOT
Kak 3pUTPOUA-CIIeLM(UUHbIE 3HXaHCEPbl BKCIIPEC-
cuu BCL1IA (cMm. puc. 2) [59]. B yactHOCTH, B peruoHe
+58 DHS npoucxomuT cBSI3bIBaHWE TPAHCKPUITIMOHHBIX
daxktopoB GATA1 u TAL1, akTUBUPYIOIINX SKCITPECCUIO
BCLIIA cneunduuHo B KJIETKAaX 3PUTPOUIHON JTMHUKN
nuddepenumpoku [59, 60]. Takum oOpa3om, Mexa-
HUM3M 3aKJII04aeTCss B HapyLIEHUM I0CIeI0BaTeIbHOCTU
eBCL11A ¢ ucnonb3oBaHNEM MPOrPaMMUPYEMbIX HYKJIE-
a3, 4TO IPUBOAUT K pPa3pyLICHUIO CAWTOB CBSI3bIBAHMS
9TUX TPAHCKPUIILMOHHBIX (AKTOPOB M HaPYILIEHUIO
akcrnpeccun 6enka BCL11A. MHrubupoBaHue sKcmpec-
cuu reHoB HBG1 v HBG2 nipexkpaiiaetcs, U TPOUCXOIUT
peaktuBanust HbF.

IlepBbIMM pa3pabOTaHHBIMU JJISI BTOM LEIU UHCTPY-
MEHTaMM ObLIM MpOrpaMMMpyeMble HyKjea3bl TUIIA
LMHKOBBIX najibleB (rpenapatbl ST-400 u BIVV003 nnsa
B-tamaccemun u CKA coorBercTBeHHO) [61]. KnuHuyue-
ckue ucnbitanus I/I1 ¢azer ST-400 (NCT03432364) He
MPOAEMOHCTPUPOBAIIUA JA0JITOCPOYHOTO TEPAeBTUYECKO-
ro addekTa, 4TO aBTOPHI CBS3BIBAIM C HEAOCTATOYHBIM
YPOBHEM T€HETUYECKU MOIUGUILIMPOBAHHBIX JJIUTEIBHO
penonyiupytomux 'CK B npoaykre [62]. B uccieno-
BaHUM HaOJIIOJAJIOCh KpPAaTKOBPEMEHHOE yBeJIUYeHUe
ypoBHeii HbF y 5 60nbHBIX MOCIe BBeIeHUS MPOIYKTA 10

23,5+ 11,4 %.
ii ii ii a.'f"
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Puc. 3. Cmpameeus eennoii mepanuu na ocHose unoykyuu HbF 3a cuem
HapyuieHus: nocAe008ameAbHOCMU 3pUMPOUO-CReUUDUHECK020 SHXAHCEPA
BCLI1IA ¢ nomowpro uncmpymeHmos pedakmupoganus eeHoma. Pucynox
co30an npu nomouu npunodxcerus BioRender (app.biorender.com)

Fig. 3. Gene therapy strategy based on HDF 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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Knuanyeckne wuccnenoBanus mnpemnapara CTX001,
cnoHcupyembie Vertex Pharmaceuticals u CRISPR
Therapeutics, MOCBAIIEHB pa3padOTKe CIocoba MHIYK-
1 HbF ¢ momomieio CRISPR-Cas9 mnst paspyieHus
TOI'O K€ IPUTPOUI-CIeHU(UISCKOr0 IHXaHCepa B I'€HE
BCL1IA (CLIMB THAL-111 (NCT03655678) nnst B-Ta-
naccemun u CLIMB SCD-121 mnsg 6oapHbix CKA).
Pesynbrater 1/I1 ¢a3pl KIMHUYECKUX HCCIeIOBaHUI
JIaHHOTO TMperapaTa ObUIM OITyOJIMKOBAaHBI COBMECTHO
JUIsT 00erX HO30JI0TMM M I10Ka3aJld BBbICOKME YPOBHU
peIaKTUPOBAaHUS B IJIUTEIbHO PEIOMYIUPYIOIINX TeMO-
MO3TUYECCKUX IMPEAIIeCTBEHHUKAX, TIPUXKUBICHUS IeHe-
TUYECKU MOIUGULIMPOBAHHBIX KJIETOK, BBICOKHE YPOBHU
HbF u moctmxkeHue TpaHC()Y3MOHHOI HE3aBUCUMOCTU
y 2 6oabHBIX [63]. B nekabpe 2023 1. maHHBIN Iperapar
(exagamglogene autotemcel, exa-cel) 611 omo0peH FDA
IJIsT KIMHAYECKOTo mpuMmeHeHust y 6onbHbIX CKA mon
HasBanuem Casgevy (CLIMB SCD-121; NCT03745287)
[46]. CorymacHo OITyOJMKOBaHHBIM HEIABHO pe3yjbra-
TaM KinHn4deckoro uctbitanus 111 ¢aser, 97 % GonbHBIX
CKA (29/30), monyuuBiyx uH¢py3U0 exa-cel, He uMenu
Ba300KK/IIO3MOHHBIX KPU30B B T€YEHUE KaK MUHMMYM
12 nocenoBaTeIbHBIX MECSI1IEB HAOMIOACHUS, I HY OJMH
MaLMEeHT He ObUI FOCIMTAIM3UPOBAH 10 3TOMY ITOBOLY
[64]. TIpoduas Oe3omacHOCTH exa-cel B LIeJIOM COOTBET-
CTBOBaJl Mpoduia0 0e30MacHOCTU MMEN0adIaTUBHOTO
KOHIMIIMOHUPOBaHUS OycyabaHOM U ayTOJIOTMYHOM
TPaHCIUIAHTALUM TPU OTCYTCTBMM OHKOJOTMYECKUX
ocnoxHeHuii. Knuanueckue ucneitanus [—I11 ¢a3 npe-
napata CTX001 mist neyeHuss OOJBHBIX ¢ TpaHCPY3MOH-
HO 3aBUCUMOWN [B-TajacceMueid Ha CETONHSIIHUIN IeHb
3aBepILEHbI, HO IPOAOJDKAETCS HAOMIONEHME 3a Ialu-
enramu (NCT03655678). ITo cocrostHuio Ha mait 2024 .
56 mamuenram (12—35 yer) ObuIa MpoBeaeHa MHOY3US
npemnapata exa-cel. Ilpu stom 35 (62,5 %) mainueHTOB
uMenu Tspkenble TeHotumbl  (BY/B°, B°/B°-momoGHBIE).
VYpoBust Hb > 90 r/m 6e3 TpaHchy3uM 3pUTPOLIUTOB
B TeUCHUE roaa u 6osiee mocturiu 49 u3 52 obcaenoBaH-
HBIX OOJIBHBIX [65]. 1o oTpedakTUpOBaHHBIX ajuleliei
BCL1IA crabunusupoBanach B nepudepruyeckoil KpoBu
€0 2-ro Mecs1a HaOIoAeHUs ocie MH(PY3UHU Iperapara.

OTHOCUTEJIbHAS IIPOCTOTA Pa3pabOTKK U IIPUMEHEHUS
ocHoBaHHBIX Ha Cas9 MHCTPYMEHTOB pedaKTUPOBAHUS
reHoMa IpHBeJia K YBEJMYCHUIO YUCIa MCCASIOBAHUI
B 3TOM HarmpaBjieHuu (tabj. 2). Haubonee mponBUHYTHI-
MM SIBJISTFOTCSI MHOTOLIEHTpOBBIe uccaenoBanust /11 daszer
RUBY (NCT04853576) u EdiThal (NCT05444894) 1o
OlLIeHKe 0e30macHOCTH, 3(PPEKTUBHOCTU U MEPEHOCUMO-
ctu npernapata EDIT-301 y mainueHTOB ¢ TsKenoi gop-
Moit CKA u B-TajlacceMuu COOTBETCTBEHHO [66]. AyTo-
nornunble 'CK, cobpanHble MeTomoMm adepesa Iociie
Mobunu3anuu ¢ moMouiplo miepukcadopa (RUBY) wim
KoMOuHauuu riepukcacdopa u ¢uarpactuma (EdiThal),
MOIUGUIIMPYIOTCS C TOMOIIbI0 Hykiea3bl AsCasl2a
B npomoTopax reHoB HBGI n HBG2 B 1ensx peakTu-
Baiuu akcnpeccun HbE  KiamHuyeckue naHHbIE Ha
2023 . moka3zaniu, 4To Tocje MHPY3UM mpernapara rnaum-
entol kak ¢ CKA, Tak u c B-TajacceMueil He mMMenu

4’2025

TOMAVOL. 12

cepbe3HbIX ocioxkHeHui. [lo cocrosgHuio Ha 28 MIOHS
2024 r. reni-cel (renizgamglogene autogedtemcel) B pam-
Kax uccnenoBanus EdiThal monyunnm 7 malimeHTOB, OHU
ObLIK 10/, HaOoaeHueM B TeueHue 24 mec [67]. CpenHee
3HaueHue obiero comepxanus Hb cocraBmno 125 1/m,
cpennsist KoHueHTparus HbF — 113 r/n. dons F-kinerok
cocrapisuia 99,2 % (n = 5) uepe3 6 Mec. Bee 7 maineHTOB
He HYXXIaJIUCh B MepeIMBaHUU KPOBU B TeueHue 14,5 mec
TocJie MocjaeaHe NHDY3UU 3PUTPOLIUTOB. YCTOMUMBBIM
CpeIHUI YpOBEHb NEPCUCTEHIIMM TEHETUYECKM MOIU-
(ULIMPOBAHHBIX ajielieil ObLI 3a(pUKCHUPOBAH B TEUCHUE
mojyroma mnocje MHQOY3UM IIpenapara: B SIIPOCOAEP-
KalUX KJIETKax rnepudepndeckoin Kposu — a0 75,4 %
(n = 6); B CD34"-kneTkax KocTHOro Mo3ra — 10 79,9 %
(n=24).

Tabmuna 2. Aremeprnamugnvie Memoobl 2eHHOU mepanuu f-masaccemuu,
Haxo0suuecs Ha CMaouu KAUHUHECKUX UCHbIMAHU

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

investigation
N T P e
Editing tool 8 Y\ ciinical trial
JIB ALS20
Lentiviral vecior 1B ot NCT06364774
ALS20 S
Penakrop m
. ITen HBB Kwurait
%‘:;;223;?;4 HBB gene China DICTD 2ty
Ien HBB Kwurait
CRISPR-Cas9 e China NCT04205435
DHXaHCEPHBII
peruoH BCL11A Kwurait
CRISPR-Cas9 BCL11A enhancer China NCT04390971
region
DHXaHCEPHBI
pervoH BCL11A Kwurai
CRISPR-Cas9 BCL11A enhancer China NCT04211480
region
ITpomotop HBG1/2 CLIA
CRISPR-Casl2a RIRE UsA NCT04853576
[Tpomorop HBG1/2 CIIA
CRISPR-Casl2a FEET B USA NCT05444894

B HUM JOIuT um. P.M. Topbauesoit [ICII6I'MY
uMm. U.I1. T1aBnoBa BegeTcs pa3paboTKa MOAX0aa TeHHOM
tepanuu P-tanaccemun U CKA Ha ocHoBe BHeceHUs
MyTalluii B 3puTpounHbiii aHxaHcep BCLIIA mocpen-
crBoM opuruHanbHolt TAL-3ddexTopHOil HyKIeashl,
nogo6Hoi akrtuBatopy TpaHckpunuuu (TALEN) [68].
Croutr otMeTuTh, uTo HyKiIeasbl TALEN He ucnonbsy-
IOTCsI B 3apErMCTPUPOBAHHBIX KOMMEPYECKMX IIperiapaTax
JUISL JIeYeHUsI TeMOIJIOOMHOIIATUIA, a TAKXKE 0 CHUX ITOP He
anpoOMpOBAIUCh B KIMHUYECKUX UCITBITAHUSIX.

3akiroyenne

B nenom B obnactM MOAXOAOB K JIeYEHUIO [-Ta-
JJACCEMUHU C IIOMOILbIO T€HHOM Tepanuu IPOUCXOAUT
aKTUBHOE pa3BUTHE. Psn Takux mepenoBbIX Mpemnapa-
TOB KOMMEPYECKU TOCTYIIEH, a KJIMHUYECKUI OIBIT UX
MpUMEHEHUsT HacuMThIBaeT yxe Oosee 40 mauueHTOB.
WccnenoBaTenu neasiTcst ONMBITOM, OMIMCAHBl CTAaHIAPTH -



m POCCUIACKNIA XXYPHAT

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

3MpPOBaHHbIE MOIXOMbI U JIYYIIUE MPAKTUKHU ST ONTHU-
MaJIbHOTO BHEAPEHUsI FeHHOM Tepaluy 3TOr0 HOBOIO
KJlacca JIeKapCTBEHHBIX cpeacTB [69]. OKoHYATEeIbHBII
BBIOOP ONTHUMAJIBHOTO C TOYKU 3peHUs 3(PPEeKTUBHOCTUA
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OnbIT NpoBeeHUA aNNOreHHON TPAHCNNAHTALUMN FeMONO3TUYECKUX
CTBOJIOBBIX KJIETOK Y NaUMeHTa ¢ reMoNMTU4ecKoli aHemuei BcneacTeue
HecTabunoHoro remorno6una Galgary (HBB: ¢.194G>T)

JI.B. OubxoBa, E.B. CkopoOoraTrosa

Poccuiickas demckas kaunuueckas 6oavHuya — guauanr PrAOY BO PHUMY um. H.U. [Tupocosa Munzdpasa Poccuu;
Poccus, 119572, Mockea, Jlenunckuii npocnekm, 117

KonrakThbie nannbie: Jlroomunra Bradumuposna Onvxoea rylkova87@mail.ru

B oannoii cmamve onucan edurncmeenHwili 6 Poccuu cayuaii HecmabuavHoeo eemoenoouna Calgary y o0eyxaemueeo pycckoeo
ManbuuKa ¢ msaxicenoi mpancghy3uoHHO-3a6UCUMOLl aHemuell, GO3HUKUIel 6 pe3yibmame moveuHoli de novo mymauyuu eena [f-enobuna
(HBB: ¢.194G>T). Couemanue KauHu4eckoil Kapmuuvl MsxiceA0l aHemuu, npomekarouei no muny 6016uoll opmel f-maraccemuu,
¢ omcymemeuem cneyu@duueckux A1a60pamopHuiX NPU3HAK08 3ampyoHUA0 OUACHOCMUYEeCKUD NOUCK, KOMOPbLi Obla 3a6epuieH moabko
04a200apsi cOBpeMeHHbIM MONCKYASIPHO-2eHeMUUeCKUM Memodam. B nacmosiujee epems eOUHCMEeHHbIM PAOUKANbHBIM MemodoM mepanuu
MPaHchY3UOHHO-3ABUCUMBIX 2eMO2A00UHONAMULL 568A5eMCsT NPOBedeHUe ANN02eHHOU MPAHCHAAHMAUUU 2eMONOIMUUECKUX CHBON08bIX
Kkaemok. [Ipedcmaenen 0630p aumepamypul, OeMOHCMPUPYOWULL 0dusue céedenus 0 3a601e8anull, OaHHbIE MENCOYHAPOOHBIX UCHOYHUKO8
0 nposedeHUU arn02eHHOU MPAHCNAGHMAYUYU 2eMONOIMUHECKUX CIMBON0BbIX KAEMOK NPU HeCMAOUAbHbIX 2eM02A00UHONAMUSX, a MaKice
coOCMBeHHbL ONbIM YCNeuH020 NPUMeHeHUs 0aHHO20 Memoda.

KiioueBble ci10Ba: ajioreHHast TpaHCIUIAHTALIMSI FEMOITO3THYECKMX CTBOJIOBBIX KJIETOK, aHOMaJIbHbIE TeMOTJIOOMHbBI, HECTAOMIIbHbBIIA
reMoryioouH, remoriaooux Calgary

Jlna murupoBanus: Osbxosa JI.B., CkopoGoratoBa E.B. OnbIT npoBeieHMs aJUIOTEHHOW TPaHCILIAHTALMU T€MOMO3TUYECKUX
CTBOJIOBBIX KJIETOK Y TallMeHTa C TeMOJIMTUYECKOI aHeMUel BClieAcTBUE HecTabuibHOro remoryioorHa Calgary (HBB: ¢.194G>T).
Poccuiickuii XXypHaJT IeTCKO# reMaTojioruu 1 oHkosioruu. 2025;12(4):68—75.
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Bkaanx aBropoB
ABTOpPBI BHECJIM pABHO3HAYHBIN BKJIAI.

Experience of allogeneic hematopoietic stem cell transplantation in a pediatric patient with hemolytic anemia due
to unstable hemoglobin Calgary (HBB: ¢.194G>T)

L.V. Olkhova, E.V. Skorobogatova

Russian Children’s Clinical Hospital — Branch of the N.I. Pirogov Russian National Research Medical University of Ministry of Healthcare
of the Russian Federation; 117 Leninskiy Prosp., Moscow, 117997, Russia

This article describes the only case of unstable hemoglobin Calgary in Russia in a two-year-old Russian boy with severe transfusion-
dependent anemia caused by a de novo point mutation in the -globin gene (HBB: c.194G>T). The combination of the clinical picture of
severe anemia, occurring as a major form of [-thalassemia, with the absence of specific laboratory signs complicated the diagnostic search,
which was completed only thanks to modern molecular genetic methods. Currently, the only radical method of treating transfusion-dependent
hemoglobinopathies is allogeneic hematopoietic stem cell transplantation. A literature review is presented demonstrating general information
about the disease, international literature data on allogeneic hematopoietic stem cell transplantation for unstable hemoglobinopathies, as
well as our own experience of successful use of this method. The patient’s parents have given consent for the use of information, including
photographs of the child, in scientific research and publications.

Key words: allogeneic hematopoietic stem cell transplantation, abnormal hemoglobins, unstable hemoglobin, hemoglobin Calgary

For citation: Olkhova L.V., Skorobogatova E.V. Experience of allogeneic hematopoietic stem cell transplantation in a pediatric
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BBenenue

TanacceMuyeckne CUHAPOMBI — 3TO OOJIbIIAs IpyIina
Hac/IeICTBEHHBIX TEMOJUTUYECKUX aHEMUI ¢ ayTOCOMHO-
pPELIECCMBHBIM THUIIOM HacJieAOBaHUsI, OOYCJIOBIEHHBIX
KOJIMYECTBEHHBIM HapyllIEHMEM CUHTE3a MOJIMITETTUIHBIX
Lierei, Bxoasmux B coctaB reMoriaoouHa (Hb). PazButue
B-TamacceMuu BLI3BAHO MyTallMEH B B-IJIOOMHOBOM IeHeE,
B pe3yJbraTe 4Yero YMEHbBIIAETCsI WM OTCYTCTBYET CUHTE3
B-Leneit ¢ HaKOIJIEHUEM U30BITOYHOIO KOJIMYECTBA CBO-
OOIHBIX 0-IJTOOMHOBBIX 1ierneil. [1oJoOMKM a-IJTOOMHOBBIX
TeHOB OOYCJIOBJIMBAIOT HapylIeHUWe CUHTe3a o-1Ierei,
MPUBOJIS K AucOanaHCy IIOOMHOBBIX LIeTeil 3a CUeT CHU-
JKeHMST UJIM TIOBBILLIEHUSI KOJIMYeCcTBa a-rjaoouHa [1, 2].

DTU COCTOSHUSI YacTO Ha3bIBAlOT ayTOCOMHO-I0-
MMHAHTHBIMU [-TajacCeMUsIMU, WM HECTaOWIbHBIMU
reMOTIJIOOMHOIIATUSIMU, U B OOJIBIIMHCTBE CIyYaeB OHU
BbI3BaHbI MyTaLIUsIMU de novo |3, 4]. B otnnuue ot romo-
3UTOTHBIX BapuMaHTOB IIpU ayTOCOMHO-IOMUHAHTHOM
BapraHTe MPOUCXOIUT MPOAYKIIUSI HECTAOMIBHBIX B-TJI0-
OMHOB, KOTOPbIE COBMECTHO C HM30BLITKOM «-TJIOOMHOB
MPELUIUTUPYIOT Ha BHYTPEHHEN MOBEPXHOCTU KJIETOU-
HOIl MeMOpaHbl 3PUTPOLIUTOB U IPUTPOOIACTOB, TOBPE-
XAasl UX LIMTOCKEJET U MPUBOIS K UX TMOeu. DTO BiIeUeT
3a 000l reMoJI13 1 pa3BuTHe Hed((HEKTUBHOIO 3PUTPO-
110332 ¢ TuIepIuia3Meil 3pUTPOUIHOTO POCTKA B KOCTHOM
Mo3re U aKcTpamenyuisipHo. CTerneHb HeCTaOUIbHOCTU
onpenesieT GeHOTUIMUYECKUE TTPOSIBICHUS B BUAEC TeMO-
JIMTUYECKON aHEeMUM Pa3IMYHOM CTENeHU TSKeCTU 1/ Ui
HeahhEeKTUBHOIO 3pUTporioasa [4, 5].

OOBIYHO TIPUUYMHON JTOMUHAHTHON [-TajlacceMUuu
SIBJISTIOTCSI MUCCEHC-MYTallMM, Hapyllaroliue CTPYKTY-
py Lienu riao0uHa, BCIEICTBUE 4Yero He (OpMHUPYIOTCS
cTaOWIbHBIE TeTpaMepbl WJIM CUHTe3upoBaHHbII Hb
HecTaOWIeH M OBICTPO pa3pyllaeTcs B 3pUTpoOJIacTax
KocTHoro mosra [4]. Hekoropble M3 3THUX BapuaHTOB,
takue Kak Hb Hakkari (HBB: ¢.95T>G), Hb Chesterfield
(HBB: ¢c.86T>G), Hb Terre Haute (HBB: ¢.320T>G),
Hb Cagliari (HBB: ¢.182T>A) u Hb London—Ontario
(HBB: 332T>Q), BbI3BIBAIOT TSXKEIYIO aHEMUIO U TpeOy-
0T TIPOBEACHMST TTOCTOSTHHBIX TeMoTpaHcdy3uit [6—11].

Hb Calgary — aTo KpaitHe peakuii BapuaHT B-1J100MHa,
KOTOpHIi BIiepBbie ObLT ymoMsHyT B 2015 1. y mauueHTa
u3 KaHaapl, HO ObLIM TIPENCTaBIEHbI TOJBKO PE3YJIbTaThl
TeHEeTUYECKUX HCCIIeOBaHuli, a MOAPOOHbIE KIMHUYE-
CKMe JaHHble M3HaJyaJabHO OTCyTCcTBOBaaM [12]. B manb-
HetimeM B 2021 . Martin et al. ipeacTaBuin MoaApoOHOE
KJIMHUYECKOE ONMcaHue 2 AeTel ¢ KpalitHe HeCTaOUJIbHBIM
BapraHTtoM Hb ¢ ¢eHOoTUTIOM GOMBLION (DOpMBI B-Tanac-
ceMuu (B TOM YuUCJIe MalMeHTa, yIoMsiHyToro pasee) [13].
Ero ocobeHHOCTSIMU SIBASIIOTCS KpaitHe TSKea0e TeueHue

¢ MaHudecTalMeil B HEOHATAJILHOM TEPUOAE 1 BbICOKASI
reMoTpaHcy3MoHHas 3aBUCUMOCTD C AaJbHelIIel nepe-
rpy3KOH XKeIe30M, UTO MOAYEPKUBAET BAXKHOCTb PAaHHETO
TEHETUYECKOIo TECTUPOBAHUS JJIsl TIOCTAHOBKU TOYHOTO
nuarHo3sa [14]. Ha trepputopun Poccuiickoit @enepannu
Hb Calgary paHee He BcTpeuascs.

JlmarHocTuka reMorjo0MHOINaTUii B pYyTUHHOM MpaK-
TUKE BKJIIOYAET TOACYET IPUTPOLIMTOB, SPUTPOLUTAP-
HBIX MHIEKCOB, IMpoBeAcHMEe ayekTpodopesa Hb u/mim
BbICOKOA((MEKTUBHONM  JKUAKOCTHOI  Xpomartorpadun
(BB2XKX), TeM He MeHee 3TU METOIbI HE BCET1a MOTYT ObITh
3¢ GEKTUBHBIMU TP IUAaTHOCTUKE HEKOTOPBIX Bapu-
AHTOB HECTAOWJIbHBIX TeMOTJI00MHONATUI. DTO 3aTpya-
HsIET CBOEBPEMEHHYIO IMOCTAHOBKY AMarHo3a, a Mmpolecc
MOMCKa TEeHETUYECKOW NPUYMHBI 3a00JIeBaHUSI MOXKET
3aTSIHYThCS Ha rofbl. Mcrmosib30BaHUME METoAa BBICOKO-
MPOU3BOAMTEILHOTO CEKBEHMPOBaHUS (next-generation
sequencing, NGS) MoXeT ObITh MOJIE3HBIM AOTIOJTHEHUEM
B IMArHOCTMKE TaHHBIX MTaTOJOTUIA.

CraHgapToM BelE€HUS TMAllMEHTOB C TeMOIJI00MHOMa-
tueii Calgary, Kak ¥ TMalMeHTOB C TpaHC()Y3MOHHO-3a-
BUCHUMOM [(-TajacceMuei, SBJISIOTCSA PEryIspHbIe TeMO-
TpaHchy3Un U XeJaTopHas Tepanus. B MexayHapomgHoit
JIUTepaType OTCYTCTBYET OMKMCAHUE CJIydyaeB MPUMEHEHUS
MeToJa aJUIOTeHHOU TpaHCIUIaHTALIMU TeMOITOATUYECKMX
cTBoJIOBBIX KJeToK (amno-TI'CK) mpu sToii maroioruu
(BBUIY OTKa3a poauTelieil mamueHToB). [IpuBoaum omnu-
CaHUEe KJIMHMYECKOro cjyyasi BIEPBbIE BBISIBIEHHOTO
aHomasnbHoro Hb Calgary (HBB: ¢.194G>T) Ha Teppu-
topun Poccuiickoit Menepainyt y STHUYECKH PYCCKOTO
pebeHKa, BO3HUKIIIEro B pe3yJibTaTe CIIOHTaHHOU MyTa-
11U, ¢ mocaeayomei yenemnoi amio-TICK.

Knnnuveckwuii coryvait

Maavuuk, 2 200a, cra8aHCK020 NPOUCXOICOCHUS, NOCIY -
nun 6 omoeneHue MpAHCHAAGHMAUUU KOCMHO20 mMo3ea Poc-
CULICKOU 0eMCKOU KAUHUYeCKOU O0AbHULYb!L 015 GblNOAHEHUS
anno-TICK.

U3 anamuesa useecmmno, umo pebeHok om uemeepmoll
bepemeHHOCMU, npomMeKasuleil Ha (OHe aHemul, ypeanias-
MO03a, MUORUU, MPEeMmbUX CAMOCMOSMENbHbIX POO08 HA CPOKe
39 nedenwv, macca meaa npu poxcoenuu — 3600 e, pocm —
53 cm, oyenka no wikanre Aneap — 8/8 6anrnos. Yxyowernue
cocmosinus pebeHKa ommeueHo uepes 6 4 — HaAOAHOOANUCH
obujas caabocms,  HCEAMYUIHOCMb  KOJICHBIX HNOKPOBOE,
eunepousupyouHemus, eunepaelikoyumos, 8 oaibHelluem —
aHemus U mpomoouUmoneHus.

C yuemom OaHHbIX AHAMHe3d, KAUHUYECKOU KaApMUHbL,
epynn kposu mamepu u pebenka — O(I) pesyc-noaoxcu-
menvHas u B(IIl) pe3yc-nosoxcumenvHas coomeemcmeeH-
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HO — OQMHAs CUMYQuusi PACUEHeHA KAaK 2eMOAUMU4ecKas
b0.1e3Hb HOB0POJICOeHHO20 no cucmeme ABO, enympuympoo-
Has ungexkyus HeymounenHas. Ilpoeodunrace un@y3uonuas,
aumubaKmepuaivhas, CUMRIMOMAamu4eckas u gomome-
panus. Bnepevle 3amecmumensHas mpancgysus pumpo-
YUmapHoii 636ecu GbINOAHEHA HA 8-¢ CYMKU JICU3HU, NOcae
yeeo ypoeenv Hb ¢ 77 e/n nosvicuacs do 142 e/n. Oduako
youce K 4-HedenvHoMY 803pacmy, HECMOMPs HA NPogedeHue
mepanuy npenapamamu JHceae3d, 6H08b OMMeueHa aHemMus
do 68 2/n Ha goHe HOpMaruzauyuu ourUpyOUHA U AAKMam-
decudpoeenasnl. B danvHeliuiem nompebHocms 6 npogedeHuu
3aMeCMUMenvHblX — 2eMOMPAHCQY3ULL  3PUMPOYUMAPHOLL
maccol cmana peeyaspHoil — Kadxicovle 3—4 Hed, cymmaproe
Koauvecmeo mpauc)ysuii 3a 2 eoda cocmaguno 29.

B 6o3pacme 2 mecsauee manvuuxy 6binoaHeHa NYHKUUS
KOCmH020 Mo3ea. 3akawueHue (nepecmomp 6 gpedepanvHom
yeHmpe): 3pUMpoOUOHbLl POCIMOK pacuiuper, npeobaadaem
6 cocmaee, 3pUMpPON033 ¢ YePMamu Me2anro0aacmouoHoCm,
8bIPAJICCHHBIMU  Yepmamu  ducnoaza (ypooaugocms sdep,
xoavya Keboma, menvya Koaau, yumonaasmamuueckue
MocmuKu, gppaemenmayuy 20pa).

B 603pacme 6 mecaues 6binoAHEHO MOACKYAAPHO-2eHe-
muueckoe obcaedoganue memodom NGS ¢ ucnonwv3oganuem
KAacmomHbIX nauenell eeHog «lemorumuueckue anemuu, spu-
mpouumo3ssl U eemoxpomamoss>. B eene HBB 6 sx30ne 2
00Hapysicena 3amena 00Ho2o Hykaeomuda c.194G>T ¢ ceme-
DO3UOMHOM COCMOSHUU, NPUBOOSULASL K 3aMeHe AMUHOKUC-
aomot p.(Gly65Val). Jannsiii éapuanm He 3apecucmpuposan
8 baze OaHHbIX annenbHulX sapuarnmog yenoseka dbSNP, ne
umeem NONYAAYUOHHBIX HACMOM U ONUCAH 6 Aumepamype
KaK NamozeHHblil 6 2emepo3ueOmHOM COCMOSHUU, NPUBOOsI-
wuil Kk hopmuposanuro Kpaiine HecmabuabHORO AHOMANLHOO
Hb Calgary. Ilo coeoxynHocmu danHbix eapuanm Ovia Kaac-
cugbuyuposan Kax namoeeHuuli. Y cubauneos u pooumeneii
OauHas Mmymauyus He 0OHAPYICEHA, 8 CES3U C HeM OHA pacye-
HeHa Kak de novo.

B 6o3pacme 10 mecsauyes nayuenmy nposedeHo onpede-
AeHue namonoeuteckux gpopm Hb memodom BOXKX — ano-
ManvHbIX yeneil He gviaeaeHo. Teavua leiinya 6 nepugepuye-
CKOIl KpO8U makice He Gbisi6AEHbL.

Ha gone npodoaxcarowuxcs 3amecmumensHbix mpauc-
@y3uil IpumpoyumapHoli maccoel 'y pebeHka 6 eo3pacme
1200a 3 mecsayes ommeneHvl nNPUSHAKU Nepeepy3KU HCene30M,
8 C8A3U C UeM Ha4amo aAeueHue depepasupokcom 6 mepanes-
muueckux 0osax. Pebenox HeoOHOKpamuo KOHCYAbMUPOBAH
8 (hedepanvHbix UYeHMPAX, DPEKOMEHO0B8AHO NPOOOAICUMD
3amMecmumentHvle eeMOMPAHCHY3UU U XeaamopHyr mepa-
nur.

B eo3pacme 2 nem 6 Poccuiickoii demckoil Kaunuue-
ckoli 6oavHuye no dannvim HILA-eenomunuposanus cemovu
y nayuenma onpedene HILA-udenmuunsiii cube (cecmpa),
NOAHOCMbI) COBMECMUMDbLIL ¢ HUM makice U no cucmeme
ABO. Coenacrho cmandapmy mepanuu mpauc@y3uoHHO-3a-
sucumbix eemoenobunonamuil [ 15] npunamo peuterue o npo-
gedenuu anno-TICK om poocmeennoeo HLA 10/10-coeme-
cmumoeo doHopa (cecmput).

Ilpu nocmynaenuu 6 omdesenue mMpaHCHAGHMAYUU
KOCMHO020 MO03ed V NAUUEHMA OMMeHeHbl AHeMUYecKuil
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cundpom (Hb 82 2/a, pemurynsoyumor 0,2 %o), npuznaxu
XPOHUUECKOU NOCMMPAHCOY3UOHHOLU Nepecpy3KU dHcene3om
(eppumun 1825 He/ma, eenamocnieHomezanus, noo-
meepiic0eHHas OaHHbIMU YAbMPA38YK08020 UCCAe008aHUS,
nasvnamopuo neuenv +3 cm, cenezenka +4 cm u3-nood kpas
pebepHoll dyeu).

B cea3u ¢ mem, umo nayuenmol ¢ masaccemuvecKumu
CUHOpOMamu XapaKkmepusyomcesi 2unepnposugepamuHsim
HOMEHUUAIoM 2eMON0IMUHEcKOoll MKAHU, BblCOKOU cme-
HeHblo  annoceHcubuau3ayuuy  écaedcmeue  OAUmenbHo20
mpauchy3uonHoeo anamuesa, OblI0 NPUHAMO peuleHue
0 nposedenul MUea0adbaamugHO20 pescumMa KOHOUYUOHUPO-
BAHUSL 0151 MUHUMUZAUUYU DUCKA OMMOPICEHUsT MPAHCHAAH -
mama. B uensx obecneueHus ycaoguili 04s MAKCUMAAbHO
ahghekmueHo20 npudicusIeHUs MPAHCNAGHMAMA U CHUJCe-
HUsL pucKa pazeumus e20 KAUHUMECKU 3HA4UMbIX OUCHYHK -
yuii 6 kououyuoHuposarue neped anno-TICK exarouerol
mpeocyavghan 42 e/m?, gayoapabun 150 me/m?, meagpanran
140 me/m?, mumoenobyaun 3 me/xe. llpogurakmuka pear-
yuu «<mpancnaaumam npomug xosauna» (PTIIX) nposoou-
A1ach 6 cocmase pumykcumaoba, abamayenma u UHUOUMOPO8
AHyc-KuHa3. Hcmounukom eemonosamuyeckux cmeon08bix
KAeMOK HNOCAYHCUA HEMAHUNYAUPOBAHHBII KOCMHbII MO032,
codepxcanue ¢ mpancniaumame kaemoxk CD34+ cocmasuno
4,7 % 10¢/Kke, CD3+ — 0,6 x 10°/ke maccot mena peyunuer-
ma. B nepuod konduyuonuposarus, npogooumoeo Ha ¢ghoHe
cmandapmHoli conpogooumensHolli mepanuu, U MUeaouH@y-
3uu y pebeHKa He ObL10 OMMeUeHO Pa38UMUs OCAOICHEHULL.

Boccmanoesnenue eemonosza y pebenka ommeueHo Ha
+17-ii Oewb, no OaHHbIM KOHMPOAS 2eMONOIMUUECKO20
xumepusma Ha +30, +60, +100, +180-i onu nocae arno-
TICK 3aghuxcuposar noanwlii OOHOPCKULL XUMEPUSM.

B pannem nocmmpancnaanmayuoHHomM nepuode Ha
one anaasuu KposemeopeHusi y pebeHKa OmMMeueHo pas3-
eumue adeHO8UPYCHOU UHPEKYUU ¢ MHONCECIBEHHbIMU
A0Kycamu (adeHosupemus, SHMePoKoAUm, PUHODapuHeum,),
8 C6A3U C 4YeM NPOBOOUAUCH 3AMeCMUMmMeNsHas mepanus
BHYMPUBEHHIMU UMMYHORA00YAUHAMU U cheyughuveckas
npomueosupycras mepanus uudogosupom [16] do noaroii
aaumunayuu eupyca. DedpuivHas Hellmponenus U 60cna-
AUMenbHble U3MEeHeHUs NepUaHalbHoll, 1200u4Hol obaacmeil
U npomedcHocmuy Oblau Kynupogansl Ha (oHe KOMNAEKCHOU
AHMUMUKPOOHOU mepanuu U 80CCMAHO0BAEHUsI 2eMON0I3d.
Munumanshsle nposeaenus mokcu1eckoeo eenamuma Obiau
KYNUPOBAHbL C NOMOWbIO 2eNamOnpOMeKmOpHbIX CPeocme
U pedyKyuu 2enamomoKcu4Hslx npenapamog. Adenogupyc-
Has uHgheKkyus A8UNACL MpPUeePOM PA3GUMUS UHMeCmU-
HanvHoll ghopmout ocmpoii PTIIX do I11 cmenenu, umo nompe-
006410 HA3HA4eHUSI OONOAHUMEAbHOU UMMYHOCYNPeCCUBHOU
mepanuu eedoauzymabom [ 17] u b6ydeconudom.

ITlayuenm Ovin Gvinucan u3 omodenenus MpPaAHCHAGH-
mauyuu Kocmuoz2o mozea Ha +47-i denv nocae anno-TICK
8 CMaoduUAbHOM COCMOSHUU 051 AMOYAAMOPHO20 HAOAOeHUS
2eMamon02oM NO MeCHmy JCUMeAbcmed, MmpaHc@hy3uoHHas
3a8UCUMOCMb, UHQEKYUOHHbIe, UMMYHHblE U MOKCUYecKue
0CA0dCHeHUs1 omcymemeosaru. B daavueiluem pebenok
Pe_yAApHO npoxooun nAaH080e NOCMMPAHCHAGHMAYUOHHOE
obcnedosanue. Ilo dannbim HabnoOenus 6 meuenue 12 mec
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nocne anno-TICK y nayuenma ommeuaromes cmabdunbHblil
comamuueckuil cmamyc, y0081emeopumenvas QyHKYus
MPAHCHAGHMAMA, NOAHbIL OOHOPCKUL XUMepPU3M, OmCym-

cmeue  MpaHcy3uOHHOU 3A8UCUMOCIU, UHDEKUUOHHBIX
U UMMYHHbIX OCAONCHEHUIL.

Oo6cyxaeHune

HecraObunbHble  TeMOTJIOOMHOIIATUM  TIPEACTaBIIsI-

0T CO0OI TpyImy peaKkux BPOXKIEHHBIX 3a00JIeBaHUMA,
KOTOPBIE KIMHUYECKH MPOSIBIISTIOTCSI HEUMMYHHOI TeMo-
JIATAYECKOU aHEMMUEW pPa3JIMYHON CTEIIEHU TSKECTU.
B Hacrosiee Bpems ¢ momolipio cekBeHupoBanus JJHK
obHapyxkeHo Oojee 100 HecrabuabHBIX BapuaHToB Hb
[18]. YacToTa BO3HMKHOBEHUS 3TUX PEAKUX PACCTPOIMCTB
OTHOCUTEJbHO HU3Kasl, TI03TOMY COOOIIaeTcsl TOJIbKO 00
OTHIEJBHBIX CyJasx Kaxmoro BapuaHTa. Kak cooOia-
Joch paHee, BriepBbeie Hb Calgary 6611 ortucan Henderson
et al. B 2015 1. y pebenka u3 KaHaasl 1 Ha3BaH 110 MECTY
MEPBUYHOM JIUATHOCTUKM JaHHOW TeMOIJIOOMHOIA-
tuu. Hb Calgary Takxke 3aperucrpupoBaH B 6aze HbVar
(ID 2999) [19]. CornacHO aMepUKaHCKMM pPEKOMEHIa-
UM T10 Kiaccudukauuu BapuantoB [20] myTtanus Hb
Calgary cumMTaeTcsl BBICOKOBEPOSITHO MATOTeHHOM, TakK
Kak Obl1a BBISIBJIEHA de novo y 2 TAIlMeHTOB C aHaJo-
TUYHBIMM KJIMHUYECKUMM TIPOSIBACHUSMU, OTCYTCTBYET
B MOMYJSILIMOHHBIX 0a3ax JaHHBIX, a TakXKe BBI3BIBACT
3HAYUTEbHBIC CTPYKTYPHBIC M3MEHEHUS B TOI 00JacTh
Oenka, TOe paHee yXe ObUIM OITMCaHbl HeCTaOWIbHbIE
BapuaHTbl Hb. ®enorununuecku Hb Calgary nposisisiercs
B BUIIE TSDKEJIOTO AU33PUTPOIIOA33a M BBICOKOU TpaHChy-
3MOHHOI 3aBMCHUMOCTH YX€ C PaHHETro MJIaJIeHYeCKOro
Bo3pacta. HacTonbko paHHee MpPOSBICHUE TIKEIOM
aHEeMUU HEOOBbIYHO ISl MyTalluil B-rJ100MHA, TTOCKOJIbKY
B HEOHaTaJbHOM Tlepuoje ypoBeHb deTanbHoro Hb eme
BbICOK. OmHAKO TMpenrojaraercsi, YTo HeCTaOMJIbHOCTh
Hb Calgary HacToibKo BBIpaxkeHa, 4TO Cepbe3HO Hapy-
11aeT MPOAYKIIMIO SPUTPOLIUTOB, JaXKe eCIM MyTaHTHas
¢dopMa cocTaBisgeT MeHee TTOJI0BUHbBI 0011Iero Hb.

Kak m mpu npyrux runepHecTaOWIbHBIX BapuaHTax
Hb, anomaneusiii Hb mpu mytauuu Hb Calgary He BbISB-
JIgeTCsT TIpU 3seKTpodopese [6] M He CONpOBOXIACTCS
3HAYUTEIbHBIM MoBbIIeHueM HbA2 [7-9, 11], yTo nena-
eT 00s3aTeIbHBIM IIPOBEICHUE CEKBEHHMPOBAaHUs TeHa
B-r00MHa 11 TOCTAaHOBKY JUArHO3a.

BoMBIIMHCTBO TeTepO3UTOTHBIX MUCCEHC-MyTalluit
B -1sI0OMHE, BbI3bIBAIOIIUX HecTabuibHble (popMbl Hb,
HaXOoIsITCSI B 3K30HE 3, KOTOPBIM KOAUPYIOTCS KPUTHUUC-
CKM BaXHbIC YYaCTKH B3aUMOIEHCTBUs o f3 -TMMEPOB,
HeoOXxoauMBbIe IS TipaBIbHOM coopku Hb [21, 22]. Tem
He MeHee MyTallMi B 3K30Hax | 1 2 TakKe MOTYT IIPUBO-
IUTHh K 3HAYMTEIbHBIM CTPYKTYPHBIM HapyIICHUSIM OeI-
KoBoit uenu [4, 7, 10, 11].

Mytamus Hb Calgary (HBB: ¢.194G>T) nHaxomutcs
B BK30He 2 reHa Hb v mpUBOIMUT K 3aMeHe TNIMLIMHA Ha
BJINH B KOJOHEe 64. DTOT y4yacTOK pAacIOJIOKEH BHY-
Tpu E-cniupanu B coOpanHoii Mmozekyiae Hb, psmom
C AUCTaNbHBIM TUCTUAUHOM. E- 1 B-criupanu Hb mot-
HO yMakKoBaHbI, YTO OOECIIEUMBACTCSI MaJIbIM pa3MepoOM
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OOKOBBIX IIeTieli BBICOKOKOHCEPBATHUBHBIX OCTAaTKOB
rinuHa B nojoxenusix Gly24 (B6) u Gly64 (ES8) [23].
3aMeHa MIMLIKMHA Ha 0oyiee OOBEMHBIN BaJMH B 3THUX
MO3UIUSIX YBEJIUYMBACT PACCTOSHUE MEXIY CITMPAISIMU,
Hapyiias opueHTtauuioo His63 OTHOCUTENBHO rema, 4To
JeaaeT MOJIEKYJTy HeCTaOMIbHOI 1 U3MEHSIET €€ CPOJICTBO
K Kucjopony. B MmexmyHapoaHoii 1uTepaType paHee Omu-
caHo Bcero 3 cirydyasi 3TOro BaprMaHTa HectabuyibHoro Hb,
y BCeX MallMeHTOB OTMeYaiach BhICOKas TpaHC(hy3MOHHAasI
3aBUCUMOCTD [12—14]. B COOTBETCTBMM C HAILIUM KJIMHU-
YeCKHM HaOII0ACHUEM 1 JaHHBIMU JIUTePaTyPhl, MyTaIlUsI
Hb Calgary siBnsieTcs cnoHTaHHO¥ (de novo). Kpome Toro,
OIMCaHHBIC Cay4yayd 3a00JeBaHUS OTMEUYEHBI Y Pa3HBIX
9THUYECKUX TPYMII, YTO CBUIACTEIBCTBYET 00 OTCYTCTBUM
reorpauyecKoil MM PacoBOIl IMPeapacoIoXKeHHOCTH
K JaHHOM MyTallUU.

VY Halrero manyeHTa BbISIBICH KpaiiHe HECTaOMIbHBIM
¢enorun Hb, mpu sTom natonorndeckue ppakuuu Hb He
orpeaessuIuch pu ayiekrpodopese. [loaTomy ni1s TOUHOI
MUaTHOCTUKM IIOTPEOOBANIOCh CEKBEHUMPOBAaHUE TI'€HOB
robuHa. [To maHHBIM JTUTEpaTyphl, TUTIEPHECTAOMIIbHBIE
BapuaHThl Hb BBI3BIBAIOT KIMHUYECKUE TIPOSIBICHUS,
cxoxue ¢ 6oblioit hopmoii B-tanaccemun. B npencras-
JICHHOM HaMH CJIydae TakKe OTMEYaJIoCh pa3BUTHE TTy00-
KOIf aHEMMU B MJIaIECHYECKOM BO3pacTe, oTpeOoBaBIlee
YaCThIX 3aMECTUTEJIbHBIX TeMOTpaHChY3Uil U Tepamuu
xeynaropamMu xejesa. CiaemayeT OTMETUTh OTpUIIATeIbHbIE
CTOPOHBI CUMITOMATUYECKONW TreMOTpaHC(hy3MOHHOM
Teparnuu. Bo-mepBbIx, MHOTOKpaTHBIE IEPEIUBAHUS IPU-
TPOILIMTOB MOBBIIIAIOT PUCK (DOPMUPOBAHUS AJUIOAHTHU-
TeJI, YTO OrPaHUIMBAET BO3MOKHOCTD ITO00PA COBMECTH -
MBIX JTOHOPOB U YBEJUYHUBACT BEPOSITHOCTD OCIOKHEHMUIA.
Bo-BTOpBIX, mporpeccupymoliee HaKOIUICHHE Xeje3a
MPUBOIUT K CUIEPO3Y OpraHOB-MMIIIEHEeH (TIe4eHb, MUO-
Kap[, oKeNyIouHas xKeje3a u rurodus). B pesynabraTte
MalMeHTHI, TTOTyYarolre JIUTEIbHYIO TpaHC(hY3MOHHYIO
MOAIEePKKY, CKIOHHBI K Pa3BUTHIO OPraHHOM NTUCHYHK-
LMY, TSKECTh KOTOPOIl HapacTaeT ¢ Bo3pacToM. Jlomoi-
HUTEIBHO CJIEAYeT YYUTHIBATh BBICOKYIO 9KOHOMUUYECKYIO
HarpysKy, CBSI3aHHYIO C ITOXXU3HEHHBIMM TeMOTpaHChy-
3USIMU U XEJAaTOPHOM Tepamuen, a TakXke 3HAYUTEJIbHOE
MOTpedJIeHNe PEeCypCOB 3MpaBOOXpPaHEHUsI, YTO IOdYEp-
KMBaeT HEOOXOAWMOCTh MCIIOJIb30BaHUS PaaUKaJIbHOTO
MeTona JiedeHus1. HecMoTpsl Ha TO, YTO CILIEHIKTOMUS
MOXET He3HAUMTEJIbHO YIYUIIUTh COCTOSIHUE MallieHTOB
C HEeCTaOUJIbHBIMU TeMOIIOOMHOIATUSIMU, OHA HE SIBJISI-
eTcs JIeueOHOI OMuKeil 1 MOXET MOBBICUTh PUCK MH(PEK-
LIMOHHBIX U TPOMOOTUYECKMX OCJIOXKHEHU [24].

B nacrosmee Bpems amto-TI'CK moxeT paccMmaTpu-
BaThCs KaK €IMHCTBEHHBIN TOCTYIMHBIN METO paarKaib-
HOTO JIeYCHUS TeMOTIOOMHOIIATHI, B TOM YHMCJIe U HecTa-
OMIbHBIX. BBUIY penKOCTU 3TOI HO30JOIMU MPU OIIEHKE
3 GEeKTUBHOCTY JaHHOTO METOAAa Mbl MOXKEM ITOJIaraThCst
Ha onblT npuMmeHeHus1 amno-TICK mpu Ttamaccemu-
ax. Tak, pesyabratel TI'CK ot HLA-coBMecTUMBIX
PONCTBEHHBIX TOHOPOB 3HAUMTENBHO VYAYYIIWINCH 3a
MOCIEeAHUE NeCITUACTUSI OJaromapsl COBEPIIECHCTBOBA-
HUIO TIPOTOKOJIOB, OOecIieurBasi OOIIYI0 BBIKMBAEMOCTh
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6ornee 90 % mnpu OGonblioit dopme B-tamaccemun [25].
B perpocrekTHBHOM UCCIAEAOBAaHMM C  yJacTHUEM
137 mauueHTOB ¢ OoJjblIOl ¢opmoii B-TanacceMuu,
nepeHecux awto-TI'CK, 39-n1etHss oOiast BDKUBae-
MocTb pocTturia 81,4 %, 4To TOBOPUT O BO3MOKHOCTH UX
MMOJIHOTO u3JyieueHus [26]. st mauneHToB, He NMEIOLINX
HLA-coBMeCTMMBIX POACTBEHHBIX MJIM HEPOICTBEHHBIX
JIOHOPOB, BCE Yallle pacCMaTPUBAIOTCS rarjIONACHTUYHbBIC
JIOHOPHI (B MeAUATPUIECCKON MPAKTHUKE Yallle BCETO OIUH
n3 ponuteneit) [27]. OgHako n3-3a KpaliHe HU3KOi pac-
MMPOCTPAHEHHOCTU HECTAOMJIBHBIX TeMOTJIOOMHOIATHIA
HE CYILIECTBYET €AMHBIX PEKOMEHIALNIA 10 X JICYCHUIO.
B HacTos111e BpeMsi, Mo JaHHBIM MEXKIYHapOIHOM JTUTe-
patypsl, yereniHbie caydan auto-TICK nmpu HecTabuib-
HbIX BapuaHTax Hb kpaiine penku [28—34]. DTu ciayyan
MpeaCTaBICHBI B TAOIUIIE.

PexM KOHIMIIMOHUPOBAHUS TaKXe WUIrpaeT KIo-
yeBylo poJib B ycriexe amuio-TI'CK. MuenoabnaTuBHbIe
PEXMMBL C YCWJICHHONM HMMMYHOCYIIPECCUEN U IIpU-
MEHEHMEM cTpateruii T-KJIeTOUHON Jeruieluu — Kak
ex vivo (CD3"/CDI19"- unu TCRaf*/CDI19"-nemnne-
1UsI), TaK U in vivo (IOCTTPaHCIJIaHTAlIMOHHOE BBEICHME
HukIogochamMuaa I UCITOJIb30BaHUE KJIETOK, MOOMIIM -
30BaHHBIX TPAHYJIOLMTaAPHBIM KOJJOHUECTUMYJIUPYIOIITAM
($akToOpoM B COYETAHMU C AHTUTUMOLIMTAPHBIM TJI00Y-
JIMHOM) — 3HAUMUTEJbHO YIYUIIMJIM Pe3yJbTaThl aJljio-
TI'CK, B TOM 4ucie U OT TaljJoOMISHTUYHBIX JOHOPOB
[28—34]. ¥V Hamero mauueHTa TakxKe ObLI MCIOIb30BaH
MUeI0a0JaTUBHBIA PEXXUM, BKIIIOUYAIOIINI TpeocyabgaH,
daynapabuH, MendanaH, TUMOTJIOOYIMH. Y peOeHKa
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B TeueHue 12 mec nocie amuto-TI'CK ot HLA-uaeHTHY-
HOI CECTpbl COXpAHSIETCS IIOJIHBIM HOHOPCKMM XUME-
pU3M, HeT TpaHCY3MOHHOU 3aBUCUMOCTHU, MPU3HAKOB
VHQEKIMOHHBIX 1 UMMYHHBIX OCJIOXKHEHUIA.

BoiBox

Brepsoie onucanHblii B Poccuiickoit ®Denepannu
cayJai TMarTHOCTUKY U JICUeHHUsI HECTaOMIbHOI TeMOTJIO-
ounomaTtun Calgary y 3STHUYECKM PyCCKOTO pebeHKa po-
TeKaJl ¢ TSKEJIOM TpaHC(y3MOHHO-3aBUCUMOIT aHeMUe,
CXOXEU ¢ TOMMHAHTHOM TaJacCceMUel, XapaKTepu30BaJI-
Csl paHHUM J1e0I0TOM 3a00JIeBaHMSI, OTCYTCTBUEM PE3YJIb-
TaTOB OT TIPOBEACHUS PYTUHHOIO JIMArHOCTUYECKOTO
MOMCKa, B TOM YHCJIEe BKJIIOYABIIIETO UCCICIOBaHUE TIeTeit
robuHa metogoM BOXKX, tenpua IeitHia B nmepudepu-
YeCKOI KPOBU TaKxKe He ompenesuiuch. [Ipu odbcnenona-
HUU WIEHOB CEMbM JaHHOI MYTallMH BBISBICHO HE OBLIO,
YTO TIO3BOJISICT OXapaKTepU30BaTh €€ KaK BO3HUKIIYIO
de novo. TlpuMeHeHUE COBPEMEHHBIX MOJIEKYISIPHO-
reHeTUYECKUX METONOB UCCIIeIoBaHu, a UMeHHO — NGS
JAHK c¢ ucronb3oBaHneM KacToOMHOI maHenu «lemo-
JIUTUYECKUE aHEeMUM, BPUTPOLIUTO3BI U TIeMOXpPOMaTo-
3bl», TMO3BOJIMJIO 3aBEPIIUTh ITMATHOCTUYECKUII TOMCK.
B nanbHeiiliemM peOeHKy OblTa BBINIOJHEHA YCIIeIIHAs
auno-TI'CK ot ponctBenHoro HLA 10/10-coBMecTUMOro
noHopa (cectpsl). Ha ocHOBaHUM MpeACTaBASHHOTO KM~
HUYECKOTO Cydasl MOXHO yTBepxkaaTh, 4To aymo-TICK
JOJDKHA pacCMaTpUBAaThCS KaK IMOTEHIIMAIbHO M3JIeYrBa-
IOIIMI METOM JICUCHUST Y MAlMeHTOB ¢ TpaHC(hY3MOHHO-
3aBUCUMOI1 (DOPMOIi HECTAOMIIBHBIX FeMOTJIOOMHOMATUI.
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OueHKa MMMYHHOr0 cTaTyca npu UCNOJNIb30BaHMM UMMYHOTEpaNum
y pe6enka ¢ GD2-no3utuBHoO onyxonnto Bunbmea. Knunnveckuii cnyyaii
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3a nocaednue decsmuiemus GbIHCUBACMOCHb NAUUCHMOB C PePPAKMEPHBIMU ONYXOASIMU YEEAUHUBACMCS O4eHb MEONCHHBIMU MEMNAMU.
Yenexom mumysuieii dexadsl cmano 06pazoeanue HOBbIX KAACCOE NPENApamos — Mapeemublx, co30a8aemvix 045 6030elicmeus Ha
onpedeneHHble MONCKYASAPHbIE MUUEHU, GKAIOUAS UMMYHOOHKOAOUMECKUE NPEeNnapamol, HANPAeAeHHble Ha NOBEPXHOCHHbIE MEMOPAHHbLE
U GHymMpuKAemoutvle muwienu. B dannoii cmamoe npedcmaeneno kaunuueckoe Haoaoerue nayuenmiu ¢ GD2-no3umueroil onyxonvko
Buavmca, komopoii 6 Kavecmee peuHOYKUUOHHO20 AeveHUs. Oblia NPogedeHa XUMUOUMMYHOmMEPAnus ¢ ucnoav3osanuem awmu-GD2-
MOHOKAOHANbHbIX AHMUMen. B pamiax uMmyHOMOHUMOPUH2A 6 nepugepueckoil Kposu ObLal OUeHeHbl OCHOBHbLe NAPAMempPbl KAeMO4H020
UMMYHUmMema, a makoce ux OUHAMUKa 6 npouecce neveHus. B xode ananuza Ooumamuxu uMMYHHO20 cmamyca éce HaAbGAHOAeMble
napamempbl, C83aHHbIE C HEONAONPUSMHBIM UCX000M 3a001€6AHUS, — KOAUHECMEO PeeyAsMOpHbIX T-KAemoK u MuesouoHsix Kaemok-
cynpeccopog, Oviau Ha HU3KUX yposHax. Hckawuenue cocmagus nokazamens COOMHOUWEHUs. A0CONOMHO020 KOAUHeCmEa Helmpoguios
u auMpoyumos, komopulii npesviuian Hopmy 6 3—4 pasza. Kpome moeo, nocie 2 Kypcoé XumMuoumMMmyHOMepanuu yeeauuusoch Koau4ecmeo
NK-xaemox (CD3-CD16*CD56") u akmusuposanusix HLA=DR*CDS*-kaemok, komopule makice npedcmasnetvl 8 UMMYHOCYNPECCUBHOM
Kaacmepe aumgoyumos. B nocaedyrowem, Hecmomps Ha yeeruuenue Ha GoHe XUMUOUMMYHOMEPANUU YPOGHEH UMMYHOAKMUBUDYIOULUX
cybnonyaayuii kaemok 6 1,5—3,0 paza (3a uckawouenuem yo-T-kaemok), UMMYHOCYRPecCUBHbII nammepH AUMPOUUMOE makdice
peazuposan 6 CmopoHy YeeauueHus, O0OHAKO NOGbluleHUe e20 nokasameneil ObL10 He Maxkum 3Hayumvim. HcKaoueHuem seuauce
peeyasmopHole T-Kkaemku, KoAUHECME0 KOMOPbIX NO0GbICUNOCH émpoe. JlanHble U3MEHeHUs CONYMCMEO8AAU NPOSPecCUpOBaAHUN
310KauecmeeHHo20 3abonesanus. Bozmoxcro, 6 Oyodyuem HeoOXo0umo paccmompems 60nPOC KOMOUHAUUU UMMYHOOHKOAOUHECKUX
npenapamoe 6 ueasx ycunenus sggexmoproix @yukyui T-kaemok u/uiu uHeUOUPOBAHUS UMMYHOCYRPECCUBHbIX nymei. B smom
KOHmeKcme 045 ONMUMU3AUUL KOMOUHAUUU XUMUOUMMYHOMEPANUU MO2Ym Oblmb UCHOAb306AHbI NPOAHAAUSUPOBAHHBIE CUCHEMHbLE
UMMYHOMApKepsl nepugepu4eckoll Kposu.

KioueBbie cioBa: neti, GD2-aHTUTeH, MOHOKJIOHAJIbHBIC aHTUTENA, OMyX0Jb BuibMca
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Bapdomomeena C.P. OuieHka UMMYHHOTO CTaTyca IIpY UCITOJIb30BAHUY NUMMYHOTeparuu y pedbeHka ¢ GD2-11o3uTUBHOI OTTyX0JIbI0
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Immunomonitoring in GD2-positive Wilms tumor immunotherapy. A case report
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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-GDZ2 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 BuibMca dBiisieTcs caMbIM  PacIpocTpa-
HEHHBIM 3JI0KAY€CTBEHHBIM HOBOOOpPA30BaHMEM ITOYKHU
y JeTei, 3aHUMas 4-e MeCTO B CTPYKTYPE BCEX 3JI0Kaue-
CTBEHHBIX [IATOJIOTUI U BCTpevasich B 9 % ciydaeB y nereit
mo 1 romau B 6 % — y nereit crapure 1 roga. bonee 80 %
OITyXOJIEi BBIABIISAIOTCS B BO3PACTE 0 5 JIET, CpeIHUI BO3-

pacT cocTaBisIeT 3,5 roma. DIUACMUOIOTHUECKHE UCCIIe-
MIOBaHUS TTOKA3BIBAIOT, UYTO TJI00aIbHAS 3a00JIeBa€MOCTD
Bapbupyet oT 8 mo 10 ciydaeB Ha | MJTH JeTeil B Bo3pacTe
no 15 nmer [1]. TepanmeBTUYeCcKUii MOAXOHd, IS OITYXOJIU
BuibMmca tipeTepriesl 3HAUMTEIBHYIO 3BOJIOLMIO, TIepeii-
NI OT YHUBEPCAJIbHO OpHMEHTAllMW K TOHKUM, amdaIlTH-
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POBaHHBIM K PHUCKY CTpaTeTUsIM, KOTOPBIE MOCTOSIHHO
JIOTIOJTHSIIOTCSI TUCTOJOTMYECKUMU M MOJICKYISIPHBIMU
ocobeHHocTIMU [2, 3].

Hcnonb3oBaHue MyJbTUMOIAIBHOTO JEUYeHHUS, BKIIO-
yass HePOHCOXPAHSIOIIYIO XUPYPIUIO U WHAWBUIYab-
HBIE CXEMbl XUMHUOTEPAIlUK, 3aMETHO YJIYUYIIMJIO IOKa-
3aTeJIM BBDKMBAEMOCTH, KOTOpPBIE B HACTOSIIEE BpeMs
npesbiialoT 90 % Ipu JIOKaJIM30BaHHOM 3a00JICBaHMU,
YTO CMeIllaeT TepalieBTUIECKHUE 11 B CTOPOHY CHIDKE-
HUSI TOKCUYHOCTH, OTIOCPEIOBAHHOM JIeUeHUEeM, U yCTpa-
HEHMS Pa3/IMUYMi B pe3yabTarax, CBI3aHHBIX CO CTAIuEH,
TUCTOJIOTUYECKOW KAPTUHOM U COLMATIbHO-3KOHOMUYE-
ckuMu pakTopamu [2, 4]. K coxaneHuto, BCTpeyaroTCcs
U pedpakrepHbie GOpMBI 3a00J1€BaHMsI, YaCTOTA PELIUIM -
BOB IIPM KOTOPBIX COCTaBIISIET 0KOJIO 15 %, a moirocpou-
Has BbDKMBaeMocTb — Bcero 50 % [5].

3a mocienHue AeCSATUIETHS BbDKMBAeMOCTh MallM-
EHTOB C pedpaKTepHBbIM 3a00JieBaHUEM YBEJIMUYMBACTCS
OYeHb MEIJICHHBIMU TeMIlaMu. MOXHO cKa3aTb, YTO Ha
CEeTOMHSIIIHUNA JeHb XUMMOTEpAITUs HTOCTHUIJIA CBOETO
MYKa. YCrexoM MUHYBIIEH AeKaabl CTalo obpa3oBaHUe
HOBBIX KJIACCOB IpernapaToB — TapreTHBIX, CO3MaBaeMbIX
IUIS  BO3ACUCTBUSL HA OIPEAEICHHBbIE MOJEKYISPHbBIE
MMIIIEHU, BKJIIOYas MMMYHOOHKOJIOTMYECKHUE IIperapa-
Thl, HampaBJIeHHbIE HAa ITOBEPXHOCTHBIE MeMOpaHHBbIE
1 BHYTPUKJIETOYHbBIE MUILIEHU [6].

IIpoTuBoomyxoseBass TapreTHas Tepanusi GOKycupy-
eTcd Ha creur@uuecKux XapakTepucTUuKax (TUIepakTH-
BUPOBAHHBIX WJIU TMIIEPIKCIIPECCUPOBAHHBIX MUIIICHSIX)
OITyXOJIEBBIX KJIETOK, KOTOPbIE HEOOXOAMMBI JJIsI OHKOTIe-
He3a. M3-3a cBoeli crieunM@UUHOCTA TapreTHbIe METOAbI
JieueHUsT OOBIYHO BBI3BIBAIOT MEHBIIIE TTOOOYHBIX 3 heK-
TOB, YeM XMMUO- 1 JiyueBas Tepanus. [IpoTuBooryxoe-
Basi UMMYHOTEpaIusl — 3TO METOJ JIeYSHMSI, HarlpaBJIeH-
HBIII HA KOHTPOJIb U 3JMMHUHAIIMIO OITyXOJIEBBIX KJIETOK
IyTeM Iiepe3allycka U MoiepKaHus OMyX0JIeBO-UMMYH-
HOTO IIMKJIa ¥ BOCCTAHOBJICHUS WU YCHJICHUSI HOpMaJlb-
HOTO TIPOTUBOOITYX0JI€BOTO UMMYHHOTO OTBETa OpTraHMU3-
Ma. UMMyHOTepamnusi oryxoJjiv, Kak 1 TapreTHasi Teparmusi,
MOXET OBITh HalleJieHa Ha OIpeAe/IeHHBIM OO0BEKT, HO
UMMYyHOTepanus MOXET CTUMYJUPOBAaTh W YCUIUBATh
WMMYHHBIM MOTEHLIMAJ OpraHU3Ma 4yepe3 3Ty MUIICHb.
B Hacros1iee BpemMs B MMMYHOTEparuu OIyXojau Buibm-
ca TIPUMEHSIOTCS 2 OCHOBHBIX METO/Aa: MHTMOMpPOBaHME
MMyTU UMKJIOOKCUTEHA3bl-2 U aAONTUBHAs KIJIETOYHAs
nUMMyHOTepanus. Tekylye uccienoBaHus BCe ellle Haxo-
ISTCST Ha CTaIuU dKCrepuMeHTa [6, 7].

M3ydyeHre 3TUX HOBBIX METOIOB TEpamuu OTKPBI-
BaeT MHOTroOOEIIAIIMe BO3MOXHOCTU IS JICUCHUS
PE3UCTEHTHBIX WJIM METAaCTaTUYECKUX CIy4aeB OITyXOJIU
Bubmca.

CaMple TIOCHAETHUE METOAbl WMMYHOMOHUTOPHUH-
ra CoYeTaloT XapaKTepUCTUKY (EeHOTUIIa HMMYHHBIX
KJIETOK ¢ (PYHKIIMOHAJIBHBIMU CBONCTBAMU, PACILIMPIS
3HAYUMOCTh (DYHKIIMOHAJIBHON pOJU pPa3IUIHBIX Kile-
TOYHBIX (DEHOTHUIIOB B MMMYHOTEpAIMU 3J0KaYeCTBEH-
Hoil omyxomu. OCHOBHBIE 1IeJIM HMMMYHHOIO CTaTyca
B MCCJENOBAHUSIX MMMYHOTEPAUM 3J0KaYeCTBEHHBIX
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OITyXOJIel BKJIIOUAIOT MOATBEPXKICHUE IPEaIioaraeéMbIxX
MMMYHOJIOTUYECKUX 3(P@PEKTOB TepareBTUUYECKHUX BMe-
IIaTeJIbCTB, XapaKTePUCTUKY BO3ACHCTBUS MMMYHOTE-
panmuy Ha TMOMYJISIMA HMMMYHHBIX KJIETOK, KOTOpBIE,
KaK M3BECTHO, YYACTBYIOT B 3(PDEKTOPHBIX U/WIN PETy-
JISTOPHBIX TIPOTUBOOITYXOJIEBBIX MMMYHHBIX PEaKIIMsX,
ompenesieHne (QYHKIIMOHAIBHBIX ITPOTHUBOOITYXOJEBBIX
pe€akuuii, BbI3BAHHBIX MMMYHOTEpAIIMe, U MCCIEI0-
BaHME IIOTEHIIMAJIbHBIX OMOMApKEepPOB KIMHUYECKOM
addekTuBHOCTM MMMyHOTepanuu. OIHAKO B HACTOSIIIEe
BpeMsI B ITyOIMKAIIMSIX He JOKa3aHO MPEUMYIIIECTBO TOTO
WJIM UHOTO METOJa MMMYHOMOHUTOPUHTA, KOTOPBII MOT
OBl HaJIeXKHO TpeacKasaTh Mcxol 3abojeBaHus1. BeposT-
HO, 3TO CJIE[CTBUE OTPAHUYECHUI TEXHOJIOTUI COBPEMEH-
HBIX METOJOB M HAIIIETO OIbITa, KOTOPhIC MPEMSTCTBYIOT
BCECTOPOHHEMY TIPEICTaBICHUI0O O B3aUMOICUCTBUSIX
MEXIY OIYXOJbIO, €6 MUKPOOKPYKeHUEM M MMMYHHOI
cucteMoil. HecMoTpsl Ha 3TM TPYyOHOCTH, METOAbI aHa-
JI3a UMMYHHOTO CTaTyca IalT BO3MOXHOCTb MpPeaCTaB-
JIEHUsI KOMIUJIEKCHOTO BO3ACHCTBUSI UMMYHOTEpAIui Ha
VMMYHHYIO CUCTeMY U MPUOJIKAIOT K IIEIU CO3MaHUs
IIPOTHOCTUYECKOTO OnoMapkepa [8].

AHTH-GD2-HanpaBieHHass MMMYyHOTepanusl — yxe
BKJIIOUGHAa B TMPOrpaMMHOE JeUeHue HeipobiacToM
u apyrux GD2-mo3UTUBHBIX OITyXoJieil (pakK MOJOYHOM
JKeJie3bl, MeJlaHOMa, CapKoMa KOCTel M MSTKUX TKa-
Helt, rmuobmactoma u nap.) [9]. ExeromHo Koam4yecTBO
nrarHo30B GD2-mo3UTHBHBIX OMyXxojeil pacTeT OoJjiee
yeMm Ha 200 Teic. ciyvaeB. Cnenyer OTMETUTh, UTO JaH-
HbIE OIYXOJMU XapaKTEpU3YIOTCSI BBICOKOM 4YacTOTOM
cmepTtHOocTH (20—80 %) 1 ot 60 mo 100 % mnauueHTOB
¢ GD2-1o3UTUBHBIMU OMYyXOJSIMU (B 3aBUCUMOCTH OT
TUMa 00pa30BaHUSsI) SIBJISTFOTCSI KaHIMIATaMM JIJIST IIpUMe-
HeHus GD2-criennUYHBIX WMMYHOTEpPareBTUYECKUX
meTonoB. IIpakTryecku Bce HEHpoOIACTOMBI THIIEPIKC-
npeccupytor ranrauosun GD2 Ha ypoBHe 5—10 MIH
Mosekynl Ha kjeTky. C BBeAeHMEM B KOHCOJIUAAIUIO
aHTU-GD2-MOHOKJIOHAJIBHBIX AaHTUTENI Y TIAlMeHTOB
C HelpoOJIaCTOMOI IPYIIIBI BHICOKOTO PHCKa 3HAYUTEb-
HO yBeJIMUMIACh TOJITOCPOYHAs BEIKMUBAEMOCTbh, 3a 10 et
HaOJI0eHUsT ObLIIO BBISIBJICEHO BCErO JIMIIb HECKOJbKO
pelMauBOB. Y TalMEHTOB, TEPBUYHO CTPATUDUILIMPO-
BaHHBIX B IPYIIITY BEICOKOTO pUCKa PELUINBA, TOKa3aTeIb
5-neTHel 0e3peluINBHONM BBIKMBAEMOCTH 10 MCIIOIb30-
BaHMS IIperapaToB MOHOKJIOHAJIBHBIX aHTUTEN COCTABIISLT
13—30 %, wucnonb3zoBanue aHTU-GD2-crieludUUHbIX
QHTUTEJI TIO3BOJIMJIO YBEIUYUTH BTOT IIOKa3aTeilb M0
56—62 %, 4TO IPUBEIO K IOBBIIICHUIO YPOBHS OOIIEi
5-jieTHei BekuBaeMocTH 10 80 % [9].

ITyonukauuii o KojaudecTBeHHO# 3kcnpeccun GD2
Ha KJIeTKax He(poOIacTOMbI Ha CETOMHSIIHUI AeHDb HET,
Kak ¥ uHGpOopMaluuu 00 UCIOIb30BaHUU IIPU 3TOM 3a00-
neBaHuM aHTU-GD2-HamnpaBaeHHO UMMYHOTepaIvu.

B cratbe mpencTaBieH KIMHUYECKMI TMIpUMEp
GD2-no3utuBHOI onmyxoiau Buiabmca, B Tepanuio KOTo-
poIii OBLJIO BKJIIOUEHO Mcrnoib3oBaHue aHTUu-GD2-MoHo-
KJIOHAJIbHBIX aHTUTe. [J1aBHast poJib aHTUTEN 3aKJIoya-
€TCS B YHUUTOXEHUM KJIETOK ITyTeM aHTUTEJI03aBUCUMON
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KJIETOYHOM LUTOTOKCUYHOCTU. DTOT IIPOLIECC OCYILLIECT-
Brsiercss NK-kjieTkaMM 10 KJIaCCMYECKOMY MeXaHU3MY,
BBI3BIBAIOIIEMY Kaclla3a3aBUCUMBIM aIlonro3. Takxke
B HEM y4YacTBYIOT Makpodaru u HeHTpo(publ, KOTOpbIe
JIECTBYIOT 4Yepe3 (DaroiurTo3, TPOrOLUTO3 U IIPSIMYIO
LIUTOTOKCUYHOCTD [10]. AHaIM3y MoABEPTANCH UMMYHO-
IrpaMMBbl, BKJIIOYAIOIIME CYOIOIYJISIUN JUMQOIIUTOB,
(byHKLIMOHAJIbHbIE aHAJIM3bl LIUTOTOKCUYECKMX T-JIMM-
¢GoLuTOB 1 (heHOTUTTBI TUM(POIIUTOB.

Kinmaugeckwmii coryqaii

Y deeouxu 2 sem 6 konuye dexabps 2019 e. no dannvim
KOMNAEKCHO20 00caedoganusi OUA2HOCMUPOBAHA ONYX0b
Bunvmca caesa, IV cmadus, memacmamuueckoe nopasjicerue
neekux. Tucmonoeuuecku ovin sepupuuuposan 6aacmemHolii
eapuanm cmpoenus Heghpobaacmomol. C sH8apsi no OKMAOPsb
2020 2. ona noayuana KOMNAEKCHOE AeYeHUue CO2AACHO Npo-
moxoay Umbrella SIOP RTSG 2016: nposedetsr Heoadsio-
sanmuas noauxumuomepanusi (IIXT), onepamusroe neue-
Hue (Heghpadenanrskmomus caeea), Kypc Ay4e6oil mepanuu
Ha ne8yl0 NoA0BUHY OPIOWIHOU NOAOCMU U NAPAKABANbHbLE
aumegpamuueckue y3avl u adsrosaumuasn IXT. Yepes 2 mec
nocae 3agepuienust 1e4eOHOll npoepammol y 0e6OHKU NOSGU-
AuUch Hcanobvl Ha odviuky. Ilpu penmeenoepaguu opearos
2pYOHOIl KAemKU GblA61eHA KAPMUHA 1€80CMOPOHHE20 N1e6-
puma. Ilpu yumonoeuueckom uccaed0o8aruu NA€8PANbHOLL
Jcudkocmu 00HapydceHsl Kaemku Hegpobracmomol. J1oo6-
cnedosanue 8 ycao8usix npopuUAbHO20 CMAYUOHAPA NOKA3AA0
Haauuue y pebeHka peyuouea 310Ka4ecmeenHoo 3a001e6a-
HUS1 C NOpasiceHuem 1e6020 eemumopaxca (onyxoas ucxoouia
u3 neoeo Kynoaa ouagppaemot). Hauama npomueopeyudus-
Has mepanusi no npomokoay Umbrella SIOP RTSG 2016
oas epynnot BB. B mapme 2021 e. ebinoaneHo yoaneHue
DpeyuouUBHOIl Onyxoau ¢ pezekuyueil 1e6020 Kynoaa ouagpae-
Mbl U HudcHel doau neeoeo aeekoeo (89, S10), onyxonegvix
Y3108 Ha KOCMAAbHOU niaeepe caesa. /laree npogeden sman
8bicokodosnoil IIXT ¢ mpaucnaanmauueii eemonosmute-
CKUX CMB0A08bIX KAEMOK C Nnocaedyroujeil ay4eeoll mepa-
nueil Ha NocaeonepauuoHHyio obaacme u neekue. Pemuccus
npodoaxcanrace 5 mec. Ilpu kKoHmpoavHom obOcredogaruu
6 cenmsbpe 2021 e. duaeHocmupogaH peuuous 8 1e60M eemu-
mopakce: N0 KOCMAAbHOU Nieepe cAe8a HA YPoeHe 3a0He-
00K08020 ompe3ka 7-c0 pebpa 6visieaeH Y3ea pazmepamu
32 % 19 mm, Komopbiil wiupoko npuaedicanr Kk duagpaeme, 6e3
npu3HaKog npopacmanus 6 opouwryro nosocmse. C yuemom
nepsuuHo-pegpakmepHo2o 3aboneganus O0esouke Havama
IIXT 3-ii aunuu. B kauecmee 10KanbHo20 3mana 6 okmsope
2021 2. evinonHervl pemopaKkomomus caeea, 610K -pe3eKyus
2pyOHOIl cmeHKU caesa, yodieHue ovaza No KOCHAAbHOL
naeepe, eunepmepmuyeckas xumuonep@ysus NnaeepanbHol
noaocmu yucnaamuuom, é anpene 2022 e. — pemopakomo-
Mus caega, yoaneHnue Memacmasos U3 16020 1e2K020, HUlC-
HAA 1009KMOMUS.

Ikcenpeccuss GD2 6 obpasyax onyxoau Ovira uccaedosa-
Ha Memooom HNPOMOYHOU UUMOMEMpPUU C UCHOAb308AHUEM
aumu-GD2-aumumen (Clone14G2a, BioLegend, CA, CIIIA).
IIpomokon uccaedosanus éxarouan é cebs 3 smana: dezazpe-
eayuro onyxonesoeo mamepuana c nomouvto BD Medimachine
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System (BD Biosciences, CA, CIIIA) ¢ ueasx noayuenus
cycnens3uu Onyxonessix kKaemok, uHKyoauyuro ¢ anmu-GD2-an-
mumenamu U aHaiu3 o0pazya ¢ NOMOUbIO NPOMOUHO20
yumogayopumempa BD FACSCanto 10-Color Configuration
(BD Biosciences, CA, CIIIA). /lns kajxicdoeo onyxoneeoco
00pazya UCnoAb306aAU HEOKPAWEHHbIH U U30MUNUYECKU
KoHmponb. JlanHble GHAAUZUPOBANU C NOMOULIO NPOSDAMMHO-
20 obecneuenus FACSDiva v9.0 (BD Biosciences, CA, CIIIA).

Koauuecmeennas skcnpeccust 3moeo mapkepa cocmasi-
aa 58,2 % (puc. 1). [loaoxwcumenvhas sxcnpeccus GD2 dana
B03MOICHOCHb GKAIOUUMb 6 MEPANeSMUUECKYI0 NPOZPAMMY
npenapam mapeemHoil UMMYHOMepanuu — OUHYmMyKcumao
oema (anmu-GD2-moHokr0HANbHOE aHMUMENO).

g_ 1-Cantrol 1-GD2 Expression
=] ] |
| - L
] 7 f.l
il %: ¢ L
o
&
E 'y
2]
] J"{ \
5 a
1 ﬁmf"r b
R ":"'.'é* T
Population HEvents %Parent %Tolal
I Al Events 198077|  asex| 1000
W Ceils 75619 571 382
BLive 16587 219 84
[l GD2-neg cells 6914 418 35
W GD2-pos cells 9672l 582 48

Puc. 1. Oyenxa sxcnpeccuu GD2-anmueena 6 memacmase 1e2K020 Memo-
dom npomouHoil yumognyomempuu

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

Yuumoieas nosoxcumenvnyro sxcnpeccuro GD2 na ony-
X0ne6biX KAeMKAX, nayueHmke 0bl10 npogedeHo 6 UUKA08
UMMYHOmMepanuu OuHymykcumabom Oema 6 covyemaHuu
¢ 6 yukaamu xumuomepanuu 4-i aunuu (dokcopyouyu,
naxkaumakcen). Jlns nepeoeo u nocaedyouwux 6eedeHuil
JuHymykcumaba bema  UCNOAb30BAHA — BHYMPUGEHHAs
8-uacosas unghyzus npenapama Ha caedyrowuil 0eHb nocie
3a6epuleHus YukAa peuHOYKYUOHHOU mepanuu 6 meueHue
5 Oneti 6 cymmapnoit doze 100 me/m?. Jleuenue noemopsnocs
Kaxcovie 21—28 dueil.

basosvle onpedensiemvie cyOnonyAayuU UMMYHOSDAMMbL
8KAI0MANU 8 cebsi abCONMHoe KOAu4ecmeo AUMPOUUmMos
U CcoomHouweHue abCcoaOmHO20 KOAU4ecmea Helmpoguios
u aumepoyumos (neutrophil—lymphocyte ratio, NLR) kak
napamempsl, C6:13aHHblE C KOAUMECMBOM AUMPOYUMO8 —
KAIO4€8bIX YUACMHUKO8 UMMYHHO20 0MEema npomue onyxo-
au (maoa. 1) [§]. Cybnonyasuuonusiii cocmae aumgpoyumos
nepughepuueckoii kposu npedcmaenrern T-aumgpouumamu
(CD3*CD19-), B-aumepoyumamu (CD3-CD19*), NK-krem-
kamu (CD3-CD16*CD56%), a makice manvimu cheyughu-
ueckumMu PHeKmopHoIMU U PeyASMOPHbIMU KAeMKAMU,
exknouan T, " (CD47CD25""CD127°"), NKT-nodobmuie
(CD56*CD3*), yo-T- (CD314%) u muenouonvie kaemxu-
cynpeccopbl  (myeloid derived suppressor cells, MDSC)
(CD45*CDI14°CD11b*"CD33*HLA"DR~) [II-13]. Omu
CyononyAsyuY UMMYHHBIX KAeMOK npedcmaensirom coooll gax-
mu4ecKull KAUHUMeCKUN U 1a00pamopHbLil UMMYHHbIL OmMeEem.

Knuunyeckue Habnwopenus // Clinical cases
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Tabmma 1. bazogoiil uMMYHHBIE cmamyc RAyueHmKu 00 XUMuo-
UMMYHOmMepanuu

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

Jlo Hayana ummyHo-| PedepenTHbie
CyOnonyasinyuu KJIeToK Tepanuu, X 10°/n | 3navenns, x 10°/x
Cell subpopulations Prior to immuno- | Reference values,
therapy, x 10°/L x 10°/L
JlumbouuTe
Lymphocytes it L
NLR 8 1-3
T-KkneTouHas cyonomyasiuus
T cell subpopulation
CD3*CD19~ (T-nmumboumTer) _
CD3+CD19- (T cells) e L=
CD3*CD4* (T-xenmepsr)
CD3'CD4" (T helpers) 0,24, 0,6-1,1
CD3"CD4*HLA-DR" (akT1-
BUpOBaHHbIe T-Xeamnepsl)
CD3'CD4"HLA-DR* (activated 00 0,011=0,055
T helpers)
CD3*CD8* (uuroTokcuye-
ckue T-mumbonuTsr) 0,082 0,45—1,08
CD3*CDS8" (cytotoxic T cells)
CD3*CD8*HLA-DR" (akTi-
BUPOBAHHBIE LIUTOTOKCUYE-
ckue T-1uMbOoInThI) 0,044 0,006—0,110
CD3*CD8"HLA-DR" (activated
cytotoxic T cells)
CD3*CD4*CD8" (nBoiiHble
nosnoxuteapbHbie CD4/CD8
T-nmumbouuThI) 0,008 0,002—0,041
CD3*CD4°CD8&* (double
positive CD4/CD8 T cells)
+, +, brigh low

CD3*CD4*CD25"CD127 0,027 0,004—0,110

(T.)
KieTku-cynpeccopsl MUEJIOMIHOTO NPOMCXOKIEHHST
Myeloid-derived suppressor cells

CD45*CD14*CD11b*CD33*

HLA-DR- (MDSC) 0,73 -
NK cyononmynsiuus
NK subpopulation
CD3-CD16" u/umu CD56*
(NK-xerkn)
CD3-CDI16" and/or CDS6" 0,079 0,18-0,43
(NK cells)
D3*CDI16" u/umm CD56*
(NKT-knetku)
CD3*CDI16" and/or CD56*
(NKT cells) 0,004 0,002—0,216

CD314 (y6-T-xietkn)
CD314 (yo T cells)

B-kieTouynas cyonomynsums
B-cell subpopulation

gDD; CCDD];? (1(9Bc ;}2)““1’0”““") 0,35 0,240—0,595
W

IIpu onpedesenuu uMMyHHO20 cmamyca, npoeoOUMO20
Ha (poHe XumuoummyHomepanuu, Obiau OUeHeHbl cledyioujue
yupKyaupyrougue cyononyaayui; yumomoxcu4eckue 3pgex -
mopuvle CDE+ T-aumgpouyumst, axmusuposaunvie CDS*
T-xkaemku, NK-, NKT-nodobuvie xaemku, yo-T-kremku
(GD), Treg” MDSC [14—16].

Ha ocrose nonoxcumenvuoix u ompuyamenbubix Kop-
Peasiyuil  anocmepuopHo UMMYHHble napamempsl Obliu
pacnpedenenvl Ha 2 epynnvl ¢ 0OPAMHOU 3a6UCUMOCHIbIO:
epynna, cocmoswds u3 abCcoaiomHO20 KOAUHeCmed AUM-

m gouumos,  doau  IpPeKkMopHbLIX  UUMOMOKCUHECKUX
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T-xaemok cpedu écex T-kaemoxk, doau NKT-nodobHuix kae-
mok (CD3*CD56"), doau yo-T-kaemok cpedu aumghoyumos
u epynna ¢ obpamnoii Koppeasyueil, éxaovauiasi NLR, T, oo
MDSC, odoarw axkmusuposaunvix HLA-DR*CDS&"-kaemok
cpedu CDE*-knemok u doaro CD3-CD56*CD16" NK-kae-
mok cpedu aum@ouumos [17].

Y nayuenmku npu usyuenuu UHUYUANBHOU UMMYHOSDAM-
Mbl 8bISIGAEH UMMYHOCYNDECCUBHDBIIL NAMMEPH C BbICOKUM
sHauenuem NLR, koauuecmeom MDSC, Treg u HU3Kol dosell
aghpexmopHbIX Uumomorkcuueckux T-kaemok, a makxaice
NKT-nodobnuix u yo-T-kaemok. Imo 6vL10 cea3aHo ¢ npeo-
AEHeHHOCMbI0 NAUUEHMKU U pA36UMUEeM )y Hee 8MOPUYHO20
UMMyHoOeuyuma.

C gkatoueHuem OnyuU XUMUOUMMYHOMepanuu 00303a-
BUCUMO20 U3MEHEHUs YPOGHell OUEeHUBAeMbIX NaApamempos
UMMYHHOU cucmembl He Habadarocs (puc. 2—5).

NKT-nogo6Hble Knetku
NKT-like cells

y&-T-Knetku
y6 T cells

SdbdekTopHble CD8*-KNeTKMn
Effector CD8* cells

JNumbounTbl

Lymphocytes MDSC

NK-kneTku
NK cells

reg

AKTBUpOBaHHble CD8*
Activated CD8*

Puc. 2. ba3o6biii umMmyHOCYnpeccusHblil NAMMepH UMMYHODAMMbL NAUU-
eHmKU

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

2

1.5
1
0,5

o _——

o Tepanun 1-nKypc 2-WKypc 3-WKypc 4-MKypc 5-Kypc 6-11 Kypc
Before therapy 1 course 2" course 3" course 4" course 5% course 6" course

e [AMPOLIUTDI NKT-nopo6Hble kneTkn

Lymphocytes NKT-like cells
e JDPeKTOPHBIE CDB*-KNETKM y&-T-kneTkn
Effector CD8* cells Y& Tcells

Puc. 3. JJunamuka ummyHoaxmueupyowux cyononyaayuii UMMYHHbIX Kae-
mok (% 10°/a)

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

Pe3ynbsraTsl n ux 00CyKIeHne

IlpencraBieH KIWUHWYECKUM Cllydyail MalUEHTKU
¢ GD2-no3utuBHOI omyxosbio Buibmca, mosyuuBiieit
MpeABapUTEIbHOE WHTEHCUBHOE JICUEHUE C ITOMOIUIBIO
MYJBTUMOJAIBHOIM MTPOTUBOOITYX0JIEBOI Tepanuu (B TOM
quclie ¢ BKIIIOUeHUEM oMLK Beicokoao3Hoit [TXT ¢ ayTo-
TpaHCIIAaHTALIME! TeMOIOATUYECKUX CTBOJIOBBIX KJIETOK)
U MMEIOILIEH B CBSI3U C 9TUM IJTyOOKOE MOIaBIEHUE UMMYH-
HOI pyHKUIMU. UHULIMATBHO 10 TTPOBEACHUSI UMMYHOTE-



@ POCCUIACKNIA XXYPHAT

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

0,8
06 \/\
04

0,2
0

[lo Tepanun
Before therapy
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MDSC

2-i Kypc
2" course

3-n Kypc
3 course

4-11 KypC
4" course

5-11 Kypc
5% course

6-11 Kypc
6" course

e AKTVIBMPOBaHHbIE CD8*
Activated CD8*
Teeg NK-nopo6Hble KneTku
NK-like cells
Puc. 4. /lunamuixa ummyHocynpeccusHoix cCyononyasayuii UMMYHHbIX KAeMOK
(x 10°/2)
Fig. 4. Dynamics of immunosuppressive subpopulations of immune cells

(x 107/L)

NLR

0
Lo Tepanun
Before therapy

1- Kypc
1 course

2-11 KypcC
2" course

3-i Kypc
3 course

4-i1 kypc
4% course

5-1 Kypc
5% course

6-11 Kypc
6" course
Puc. 5. Jlunamuka nokazamens NLR

Fig. 5. Dynamics of NLR

panuu IMarHocTupoBaHa JUMQOIMEHUsI, B UMMYHOIpaM-
MaxX HaOJIIoAaeTCsl OTYETIUBBIA MMMYHOCYIPECCUBHBIN
narrepH. HecMoTpsl Ha CHUKeHUE UMMYHUTETa, Ha (hOHE
MpoBeAeHUsS] XUMMUOMMMYHOTEpanuM (XMMMHOTEpaIus
4-i1 nuaun n aHTU-GD2-MOHOKIOHAJNIBHBIE aHTUTEJIA)
y MAlMEHTKU COXpaHsIach MnojHas pemuccus. [1porpec-
CUpOBaHKE 3a00JIeBaHUSI HACTYNWIO yepe3 | mec mocie
3aBepUIEHUs] JAHHOTO dTama JiedyeHus. B xome aHanmu-
3a JUHAMWKU MMMYHHOTO CTaTyca Bce HaOItomaemble
MmapaMeTpbl, CBSI3aHHBIE C HEOJArOMpPUSTHBIM UCXOAOM
3a00JieBaHUs, @ UMEHHO KOJIMYECTBO Treg u MDSC, 6111
Ha HU3KUX ypoBHsIX. McKiloueHre cocTaBUl MoKa3aTelb
NLR, kotopslii mpeBbimian HopMy B 3—4 pasza. Kpome
TOro, Mocje 2 KypCcOB XHUMUOWMMYHOTEpAIUU YBEJIU-
quiock konmuectBo NK-kietok (CD3-CDI16*CD56%)
u aktuBupoBaHHBIX HLA-DR*CDS8*-xnetok.

B nocnenyroiem, HeCMOTpSI Ha yBeIu4YeHue Ha poHe
XUMUOMMMYHOTEpANIMM YPOBHEH MMMYHOAKTHBUPYIO-
mux cyonomyasunii kiaetok B 1,5—3,0 pasza (3a uckio-
yeHueM yd-T-KIeTOK), UMMYHOCYITPECCUBHBIA TATTePH
JUM@OLUTOB TaKXKE pearupoBajl B CTOPOHY YBEJIMYECHUS,
OJIHaKO ToBbIIIeHKe ero nokaszarejeit (MDSC) 6bu10 He
TakuM 3HauuMbIM. Mckmodyennem sipumck T -Kiet-
KU, KOJIMYECTBO KOTOPBIX MOBBICWIOCH BTpoe. JlaHHbIe
U3MEHEHUSI COIMYTCTBOBAIM IMPOTrPECCUPOBAHUIO 3JI0Ka-
YECTBEHHOTO 3a00JIeBaHUS.

Takum o0pa3oM, B HallleM KIMHUYECKOM CJIydae B XOJe
KCTIOJIb30BAHUS ISl MOBBIIEHUS 9(DHEKTUBHOCTH Jieye-
HUS MACCUBHON UMMYHOTEPANIUU HE YAAI0Ch TPEOIOJETh
WMMYHOCYIIPEeCCUBHBII Oapbep. Ho, yunuTsiBast TeHOAEH-
LIMI0O K BOCCTAHOBJICHUIO KOJUYECTBA WMMYHOAKTUBU-
pyloumx cyornomnymsiiuii, HEOOXOAUMO paccMaTpUBaTh
BOIIPOCHI O Hayaje MMMyHoTepanuu aHTU-GD2-MoOHO-
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KJIOHaJIbHBIMU aHTUTe1aMU G D2-TI03UTHBHBIX OITyXO0JIeit
B OoJice paHHUE CPOKU (HE Y TpeIIeYeHHBIX MTallieHTOB)
U TIPOIOJKUTEILHOCTH JICUSHHST KaK MUHMMYM 110 1 rofa.

Bo3moxHo, B OyayiieM HeoOXoauMo OymeT paccMo-
TPETh 3aJa4l KOMOMHAIIUY C IUTOKWUHAMM, UMMYHHBIMU
aTbIOBaHTaMU, TAPIeTHOM Tepamnueil u/wim MHTruouTopa-
MM KOHTPOJIBHBIX TOUYEK, YTOOBI YCUIUTH 3 (HEKTOPHBIE
byakimu T-KIeTOK U/UAM MHTMOMPOBATH MMMYHOCY-
MPEeCCUBHBIC MyTH. B 3TOM KOHTEKCTe IS ONTUMHU3a-
MM KOMOWHALMU XWMUOMMMYHOTEpAITMd MOTYT OBITh
WCITOIb30BaHbl  BBISIBJICHHBIC MMMYHHBIE  MapKephl
B MMKPOOKPYXXKCHUM OITyXOJM (€CIM OHU TOCTYITHBI)
U/WIN CUCTEeMHBbIE MMMYHHBIC MapKepbl Iepudepuye-
CKOi1 KpoBU. JIOTMUHBIM 00BICHEHUEM 3(P(PEKTUBHOCTU
SIBJIICTCSI IPUMEHEHNE UMMYHOTEepaui Ha paHHUX CTa-
IUSX 3a00JIeBaHMSI, KOTJa OIyXoJieBasi Harpy3ka MUHHU-
MaJIbHa, HallpMMep, B KaueCTBE aabIOBAHTHOIO JICUCHUS
y MallMEHTOB C BBICOKMM PUCKOM PELMAMBA MM MUHU-
MaJIbHBIM KOJIMYECTBOM METacTa30B.

WHtepnperaniusa pe3yabTaTOB MMMYHOMOHUTOPMHTA
B HaCTOsIIee BpeMsl MMEeT HEKOTOPhIe OTpaHUYCHUS:
HEIOCTAaTOYHBbIC 3HAHMSI O CIIOXHBIX B3aUMOICUCTBUSIX
MEXIY MUKPOOKPYKEHHEM OITyXOJU U UMMYHHOM CHCTe-
MO, OTCYTCTBHME MH(bOPMAIIUK O OMoMapKepax, KOTOphIe
MOTYT OBITh IIPOCTO CYppOraTHbBIMU MOKa3aTeIsIMUA O011Ie-
IO COCTOSIHUS TIallMeHTa, M OTCYTCTBUE CTaHAAPTU3ALIUMN
uccienoBaHus. M3yuas nurepaTtypHble JaHHBIC U ITOTy4dast
KJIMHUYECKUI OITBIT, UHTEPIIPETAIINS UMMYHOJOTHTYSCKIX
PE3YABTaTOB MOXKET MEHSITBCS aXkKe PETPOCIICKTUBHO.

MMMYHOMOHUTOPUHIOBBIE ~ aHAIM3bl  O0JIagaloT
MOTCHIMAJIOM JUISI BBISICHCHMSI MMMYHOJOTMYECKUX
MEXaHM3MOB IIPOTMBOOITYXOJIEBOM  MMMYHOTEparuu,
MOHUTOPHMHTA IIPOrpecCUpOBaHUs 3a00JIeBaHMS 1 0TOOpa
MOTeHIMAIBHBIX KAHIMIATOB JJIS1 TAKOTO JICUCHUS. XOTsI
HEKOTOPBbIE METOIBI IPOAEMOHCTPUPOBAIM MHOT000e-
MIAMOIIYI0 KOPPEISILINIO ¢ KIMHUYECKUM UCXOI0M, 0OJIb-
IIMHCTBO aHAJIM30B UMMYHHOTO CTaTyca Ha CeTOMHSIIITHUI
JIeHb HE CMOIJIM HAACXKHO BBISIBUTH IPOTHOCTUYCCKUE
Mapkepbl. OOHaneKUBaAIOIINE TTOAXOAb K UMMYHOMOHM -
TOPUHTY HaIlpaBJICHBI HA BBISICHEHUE CTICIIU(UUHBIX IS
nanyeHTa UMMYHHBIX MPOGUIei, 0XBaThIBAIOIIINX MHO-
JKECTBO (DEHOTUTIMYECKUX U (DYHKIIMOHAIBHBIX aCIIEKTOB
MUMMYHHOM CHCTEMBI, KOTOPBIC MOTYT JIy4llle KOppesu-
poBaTh ¢ KIMHUYECKUMHU OTBETAMM Ha UMMYHOTEPAIIUIO.
Tem He MeHee pa3lIMUMsI B CUCTEMHOM M OITyXOJICBOM
MHUKPOOKPYKEHUHU OCTAIOTCSl 3HAUUTEJIbHBIM IIPETIsIT-
CTBMEM TIpU MHTEPIIPETALIMHU PE3yIBTaTOB UMMYHOMOHMU -
TOPUHTA.

B 3aBHCHUMOCTH OT MexaHU3Ma ACHCTBUS UMMYHOTE-
pareBTUYCCKOTO BMEIIATEIbCTBA METOAbl MOHUTOPUHTA
TYMOPaQJIbHOTO OTBeTa (TUTPHI AHTUTEJ) MOIYT OBITh
MPEANIOYTUTEIbHEE METOIO0B, OLICHUBAIOIINX WHIYKIIAIO
¥ pyHKIMIO aHTureHcneunuduuHbix T-kietok. Ho deno-
TUMMPOBaHUE TUMQOIIUTOB CIIYKUT OYeHb THOKUM METO-
JIOM, TIO3BOJISIIONIMM OIIEHUTh KaK 3(deKTopHbIe, Tak
U PETYISATOPHBIC MOMYJISIIMA UMMYHHBIX KJIETOK, KOTO-
pbIe BIMSIOT Ha peakInio MalKeHTa Ha UMMYHOTEPaInIo.
YyuteiBasg OBICTPOPACTYIIYIO POJb WMMYHOTICHETUKU
B MCCJIEIOBAHUSX, BEPOSITHO, YTO 3TU METOABI BCKOpPE
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OyIyT MCIOJb30BaThCs IJIsI M3YYEHUs] KpUTepUEB 0TOOpa
MaLMEHTOB I KOHKPETHBIX MMMYHOTEPAIIeBTUUECKUX
BMeEILIATEIbCTB.

OnpHako B HacTogllee BpeMs HaubOoJjiee LeJOCTHBIN
IOAX0 K MOHUTOPUHIY PeaKLMy MalreHTa Ha UMMYHO-
Tepamnuio BKJI0YaeT KOMOMHAIIMIO M aHAJIU3 HECKOJIBKUX
HE3aBUCUMBIX OMOMapKepOB OIHOBPEMEHHO, KOTODbIE
B COBOKYITHOCTM MOIYT OTpaXkaTb UMMYHHbII (heHOTHIL.
XOTs MOMCK IMPOTHOCTUYECKMX MMMYHHBIX OMOMapKe-
POB MMMYHOTEPAIUK €llie He 3aKOHYEH, yXKe IMOSBUIOCH
MHOXECTBO HallpaBJIeHUIA U pPa3pabOTOK MeXaHU3MOB
MMMYHOTepaIu, OTBETOB Ha TepaleBTHUYECKUE BME-
LIATEJIbCTBA Y IIPOTHO3MPOBAHUSI. YUUTHIBAasi OrPOMHOE
pa3HooOpa3re MMMYHHBIX CUCTEM U pPeaklUil yeIoBeKa,
HEoOXOAUMBI JIOHTUTIOHBIC MCCIIEI0BAaHMsI, YTOOBI Olle-
HUTh UMMYHOJIOTUYECKUE W3MEHEHMS, ITPOUCXOASIINE
B IIpoliecce 3a0ojieBaHMs, JICYCHUS M IMHAMUYECKOIO
HabOmoneHus. Kpome Toro, Takue MeTOAbl CUCTEMHOTO
aHajM3a, KaK MacC-LIMTOMETPUsI, TIO3BOJISIIOT pa3jindarh
U aHaJIM3UPOBATh BCE MOIMYJSIUMA MUMMYHHBIX KIJIETOK
B TaHHOM 00pa3iie KPOBU B LIEJISIX BbISIBJICHUS CKOOPAM-
HMPOBAaHHBIX U3MEHEHMI BO BCEX KJIIETOYHBIX ITOIYJISIIIUSX.
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3akioyenne

MMMyHHBIE peakllMd — 3TO BCerna corjacoBaHHas
accolMalMsl MHOXeCTBa CIIeIMalIu3POBaHHBIX KJIETOY-
HBIX TIOMYJISIUMI, B3aUMOACHCTBYIOIINX ITOCPEICTBOM
MPSIMBIX BO3ACHCTBUI M CEKPETUPYEMBIX ITUTOKUHOB
1 IpYTUX MEAUaTOPOB.

IIporpeccupoBaHre OIyXOJIM M €€ MOJCKYJISIp-
HBbIE€ XapaKTepUCTUKU OKa3bIBAlOT pa3JIMYHOE BIIUSI-
HUE Ha OCHOBHBIE CYOIOITYJSIIIMM MMMYHHBIX KJIETOK,
M HAoOOPOT, pa3IUYHble COOTHOILICHUS CYOTOIyIsILNi
MMMYHHBIX KJIETOK M WX IOJSIPU3ALIUS WIM COCTOSTHUE
aKTUBAIlUM MOTYT IO-Pa3HOMY BJIUSTH Ha TIPOTPECCUPO-
BaHME OITyXOJIM, €€ OTBET Ha TepaIlMio U BBIKMBACMOCTh
nanyeHTa. Bce monbITKY MASHTU(MUIIMPOBATH HAIEKHBIMN
MPOTHOCTUYECKUIA MMMYHHBIA MapKep IIOKa IIPUBOISIT
K IIPOTUBOPEYUBBIM pe3yJIbTaTaM, YTO MOKHO OOBSICHUTD
3HAYUTEJIbHBIM (DEHOTUITMIECKUM M (DYHKIIMOHAJTBHBIM
pa3HooOpa3reM MMMYHHBIX cyoronynsaunii. KomouHa-
LIMST OIpeleICeHHbIX MapKepoB C IPYTMMM MapKepamu
MMMYHHOTO OTBETa 3HAYMTEJIbHO ITOBBIIIAET TOYHOCTH
MPOTHO3a, OMHAKO JJISI 9TOT0 HEOOXOAMMBI JaJIbHEUIIINE
MPOCTIEKTUBHBIC UCCIEI0BAHUSI.

NUTEPATYPA / REFERENCES

1. Spreafico F., Fernandez CV., Brok J., Nakata K., Vujanic G., Geller J.I.,
Gessler M., Maschietto M., Behjati S., Polanco A., Paintsil V.,
Luna-Fineman S., Pritchard-Jones K. Wilms tumour. Nat Rev Dis
Primers. 2021;7:75.

2. Karam S., Gebreil A., Alksas A., Balaha H.M., Khalil A., Ghazal M.,
Contractor S., EI-Baz A. Insights into personalized care strategies for
Wilms tumor: a narrative literature review. Biomedicines.
2024;12(7):1455.

3. Brillantino C., Rossi E., Minelli R., Bignardi E., Coppola M.,
Zeccolini R., Zeccolini M. Current role of imaging in the management
of children with Wilms tumor according to the new UMBRELLA
protocol. Trans Med. 2019;9:206.

4. Theilen T.M., Braun Y., Bochennek K., Rolle U., Fiegel H.C.,
Friedmacher F. Multidisciplinary treatment strategies for Wilms tumor:
recent advances, technical innovations and future directions. Front
Pediatr. 2022;10:852185.

5. Dome J.S., Graf N., Geller J.I., Fernandez CV., Mullen E.A.,
Spreafico F., Van den Heuvel-Eibrink M., Pritchard-Jones K. Advances
in Wilms tumor treatment and biology: progress through international
collaboration. J Clin Oncol. 2015;33:2999.
doi: 10.1200/JC0.2015.62.1888.

6. LopesR.l., Lorenzo A. Recent advances in the management of Wilms’
tumor. F1000Research. 2017;6:670.

7. Hong B., Dong R. Research advances in the targeted therapy and
immunotherapy of Wilms tumor: A narrative review. Transl. Cancer
Res. 2021;10:1559.

8. Fedorova L., Mudry P, Pilatova K., Selingerova I., Merhautova J.,
Rehak Z., Valik D., Hlavackova E., Cerna D., Faberova L., Mazanek P.,
Pavelka Z., Demlova R., Sterba J., Zdrazilova-Dubska L. Assessment of
immune response following dendritic cell-based immunotherapy in
pediatric patients with relapsing sarcoma. Front Oncol. 2019;9:1169.

9. SaitS., Modak S.I. Anti-GD2 immunotherapy for neuroblastomas.

Expert Rev Anticancer Ther. 2017;17(10):889-904.
doi: 10.1080/14737140.2017.1364995.

10. MensuuxoB M.E., Kynesa C.A., Kounpatses I'.B., BacuiseBa M.M.,
CagenbeBa O.E. MexaHU3Mbl LUTOTOKCUYHOCTH ITACCUBHON
anTH-GD2-uMMyHOTEpanuK MpU OMyXOJISX JETCKOTO BO3PACTa.
VYenexu monexysipaoit oukonoruu. 2025;(2):47-57. [Melnikov M.E.,
Kulyova S.A., Kondratyev G.V., Vasilieva M.M., Savelieva O.E.
Mechanisms of cytotoxicity of passive anti-GD2 immunotherapy in
pediatric tumors. Uspekhi Molekulyarnoj Onkologii = Molecular
Oncology Successes. 2025;(2):47-57. (In Russ.)].

11. Zdrazilova-Dubska L., Valik D., Budinska E., Frgala T., Bacikova L.,
Demlova R. NKT-like cells are expanded in solid tumour patients. Klin
Onkol. 2012;25(Suppl 2):2S21-5.

12. Gober H.J., Kistowska M., Angman L., Jeno P., Mori L., De Libero G.
Human T cell receptor gammadelta cells recognize endogenous
mevalonate metabolites in tumor cells. J Exp Med. 2003;197:163-8.

13. Cibulka M., Selingerova I., Fedorova L., Zdrazilova-Dubska L.
Immunological aspects in oncology — circulating yd T-cells. Klin Onkol
2015;28(Suppl 2):2560-8.

14. Vignali D.A., Collison L.W., Workman C.J. How regulatory T cells
work. Nat Rev Immunol. 2008;8:523-32.

15. Pilatova K., Budinska E., Benscikova B., Nenutil R., Sefr R.,
Fedorova L., Hanakova B., Brychtova V., Zdrazilova Dubska L.
Circulating myeloid suppressor cells and their role in tumour
immunology. Klin Onkol 2017;30:5166-9.

16. Sieminska I., Rutkowska-Zapala M., Bukowska-Strakova K., Gruca A.,
Szaflarska A., Kobylarz K., Siedlar M., Baran J. The level of myeloid-
derived suppressor cells positively correlates with regulatory T cells in
the blood of children with transient hypogammaglobulinaemia of
infancy. Cent Eur J Immunol. 2018;43:413-20.

17. Lamano J.B., Ampie L., Choy W., Kesavabhotla K., DiDomenico J.D.,
Oyon D.E., Parsa AT., Bloch O. Immunomonitoring in glioma
immunotherapy: Current status and future perspectives. J Neurooncol.
2015;127(1):1-13. doi: 10.1007/s11060-015-2018-4.

Cratbst moctymniia B penakimio: 10.06.2025. IMpunsTa B euatsb: 28.10.2025.
Article was received by the editorial staff: 10.06.2025. Accepted for publication: 28.10.2025.



) POCCUIACKII XKYPHAI 4’2025
POAOr JETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 12

(9

https://doi.org/10.21682/2311-1267-2025-12-4-83-88

VYporennanbHas KapuMHoMa MO4eBOro ny3bips y nayuentku 10 ner:
KNUHNYeckKoe HabnoaeHne u 063op nuteparypbl

A.C. ®enoposa’, B.A. Mypanosa?, A.M. Murpocdanosa’, A.B. Tapakanosa®, A.A. Cemenon*, B.D. CokoioBa',
JI.M. Konosajios> 3

'PIKb — ¢puauan DIAOY BO PHUMY um. H.U. [Tupoeosa Munzdpasa Poccuu; Poccus, 119571, Mockea, Jlenunckuii npocn., 117;
°I'BY3 e. Mockebi «Mockosckuii MHO2OnpoguabHbLI Hay4HO-KAuHuyeckuil yenmp umenu C.I1. Bomkuna» enapmamenma
30pasooxparnerus e. Mockenl; Poccus, 125284, Mockea, 2-ii bomkumnckuii npoeso, 5;

OIBY «HMHUIL] JITOUA um. Imumpus Poeauesea» Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1;

I'V3 «O6aacmuas demckas 6oavHuya»; Poccus, 398042, Jluneux, yr. Mockosckas, 6a;

>@I'BOY JITI0 «Poccuiickas meOuyuHcKas aKkademusi HenpepbieHo20 nPogheccuoHanbHoeo oopasosanus» Munzopasa Poccuu;
Poccus, 125993, Mockea, ya. bappukaouas, 2/1, cmp. 1

Konrakrable nannbie: Auna Cepeeesrna Dedoposa fyodorova_hannah@mail.ru

Ypomenuanvnoie Kapyunombl kpaiine pedko écmpeuaromcs y nayuenmos demckozo eospacma. B omauuue om 83pocavix nayuenmos
¥ demeli 3K302eHHble PAKMOPbL PUCKA He ueparom gedyujeil poau 8 pazeumuu 0aHHo20 3ab6oieeanus. B nacmoaweii cmamoe npedcmasnet
KAUHUYeCKULl CAYHAll YPOMeAUuanbHoll KapyuHoMbl MO4€8020 NY3bipsi ¢ peyudugupyowum meuenuem y nayuenmiu 10 aem.

KioueBble cioBa: yporesuraibHast KapLIUHOMA, MOYEBOIA My3bIpb, IE€TH, TOIAPOCTKU, OHKOYPOJIOTHS

Jna murupoBanmsi: Penoposa A.C., Mypanosa B.A., Murpodarnosa A.M., TapakaHoBa A.B., CemeHoB A.A., Cokosioa B.D.,
Konosanos .M. VYporenuanbHasi KaplLMHOMa MOYEBOIrO My3bIpsl y maiueHTKd 10 JieT: KIMHU4Yeckoe HalJoaeHue u 0030p
Tepatypsl. Poccuiickuii XypHas IeTCKOl reMatosioruu u onkosoruu. 2025;12(4):83—8.

Undopmanus 06 aBTopax

A.C. ®enopoBa: Bpau-naroyioroaHaToM naTtojioroanaromudeckoro otaeieHust PAKD — dpwirana PHUMY um. H.U. [Muporosa,

e-mail: fyodorova_hannah@mail.ru; https://orcid.org/0000-0002-4699-1730

B.A. MypazoBa: Bpau-mnaroyioroaHaToM naTojioroaHaromudeckoro otaeaeHus MMHKII um. C.I1. BotkuHa, e-mail: vayoriii@gmail.com;
https://orcid.org/0009-0008-9895-852X

A.M. MuTtpodaHoBa: Bpau-naroyoroaHaToM naTtojoroanarommueckoro otaeaeHuss HMUL ATOU um. Imutpus Porauesa,

e-mail: pathmorf@mail.ru; https://orcid.org/0000-0002-9788-0504

A.B. TapakaHoBa: Bpau-1aToyioroaHaToOM TaTojioroanarommdeckoro otaeaecHuss HMUL ATOU um. Imutpus Porauesa,

e-mail: sequaciou@gmail.com; https://orcid.org/0000-0002-9496-3136

A.A. CeMeHOB: Bpau — IETCKUIT OHKOJIOT, IETCKUIT XUPYPT, U. 0. 3aBeAYIOIIEro IeTCKUM OHKOJIOTHIecKuM otneneHuem Jlumenkoit OB,
e-mail semen.84@list.ru; https://orcid.org/0009-0000-8333-1304

B.D. CokosnoBa: 3aBeayiolias narojoroanatomuueckum otaesnerruem PIAKD — dpuwimana PHUMY um. H.U. IMuporosa,

e-mail valeriiasklv@mail.ru; https://orcid.org/0009-0002-3144-5558

J1.M. KoHOBaJIOB: K.M.H., 3aBe/IyIOILIMii TatojioroaHatToMuyeckum otaeneHueM HMULL ATOU um. Imutpust Porayesa, noieHT Kadeapol
narosiornyeckoit aHaromun PMAHIIO, e-mail: dmk_nadf@mail.ru; https://orcid.org/0000-0001-7732-8184

Bkuiaa aBTopoB

A.C. ®enmopoBa: pa3paboTKa KOHIICTIIIUMA W IW3aifHa CTaTbU, HAIMCAHWE TEKCTa CTaThU, MAaTOJOTOAaHATOMHUYECKOE HMCCIIeIOBaHUe, MOATOTOBKA
WJLTIOCTPATUBHOTO MaTepuaa

B.A. MypanoBa: HarcaHue TeKCTa CTaTbu

B.D. CokoJoBa: 1aTojioroaHaTOMHU4YeCcKoe UCCaeI0BaHKe, TTOArOTOBKA MILTOCTPATUBHOIO MaTepuaia

A.A. CeMeHOB: cOOp KIMHUYECKUX JaHHBIX

A.M. MutpodaHoBa, A.B. TapakaHoBa: 1aTOJOr0aHATOMUYECKOE UCCICIOBAHNE, HAYYHOE PElaKTUPOBAaHUE CTaThU

J1.M. KoHoBa10B: HayuHOE peAaKTUPOBAHUE CTATbU

Urothelial carcinoma of the bladder in a 10-year-old female patient: a case report and literature review

A.S. Fedorova', V.A. Muradova?, A.M. Mitrofanova’, A.V. Tarakanova’, A.A. Semenov*, V.E. Sokolova', D.M. Konovalov> >

'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; >Moscow Botkin Multidisciplinary Scientific and Clinical Center, Healthcare
Department of the Government of Moscow; 5 2 Botkinskiy Proyezd, Moscow, 125284, Russia; Dmitry Rogachev National Medical
Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia; 1 Samory Mashela St., Moscow, 117997,
Russia; *Lipetsk Regional Children’s Hospital; 6a Moskovskaya St., Lipetsk, 398042, Russia; °Russian Medical Academy of Continuous
Professional Education, Ministry of Health of Russia; Bldg. 1, 2/1 Barrikadnaya St., Moscow, 125993, Russia;

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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BBenenne

CTpyKTypa OHKOJIOTMYECKOI 3a00JIeBa¢MOCTH 3HAUM -
TEJIbHO OTJINYAETCS BO B3POCIION M ACTCKOM MOMYJISIIUSIX.
Haubomee pacmpocTpaHeHHBIMM — 37I0KA9eCTBEHHBIMU
OITYXOJISIMU Y B3POCIIBIX SIBJISIIOTCS] KAPLIMTHOMA MOJIOYHOM
JKeJIe3bl, JIETKOTO, 000MOYHOM W MPSIMOM KUIIKHU, TIPeI-
CTaTeIbHOM 3KeJIe3bl, a TAKKE 3JI0KAYeCTBCHHBIC OITYXOJIN
KOKH, 32 UCKITIOUEHUEM MeJIaHOMBI [ 1, 2], B TO BpeMs Kak
cpenu AeTedl Hamboyiee pacIpOCTpaHEHBI TeMOOJIACTO-
3bI, HOBOOOpPA30BaHMSI TOJJOBHOTO M CIIMHHOTIO MO3ra,
HelipobiacToMa, HedpobracToma, CapKOMBI MSITKHMX TKa-
Hell, 3JJ0KauyeCTBEHHBIC OITyXOJU KOCTEi (ocTeocapKoma
u capkoma KOwmHra), petnHOO/acTOMa, TEPMUHOTCHHO-
KJIeTOYHBIE OoITyXou |3, 4]. 3mokadyecTBeHHbIE HOBOOOpa-
30BaHUsI, XapaKTepHbIe [UISl JIUL[ CPEIHEro M IOXKWIOro
BO3pacTa, y JIeTeli BCTPEUaroTCs KpaiiHe pemaKo: 4yacToTa
BCTPEYAEMOCTH KapIIMHOMBI MOJIOYHOM 3KEJIe3bl Y JeTeit
cocrasnugeT 0,03 cayuas Ha 100 000 gyenoBexk [5], Komopek-
TanbHOU KapunHoMbl — 0,13 Ha 100 000 [6], azeHoKapin-
HoMbI terkoro — 0,5 Ha 100 000 [7].

KaprmHoMsl MOYeBOTO My3bIps 3aHUMAIOT 10-¢ MecTo
B CTPYKTYpPE OHKOJIOTMYCCKOI 3a00J1¢BA€MOCTH I10 BCEMY
mupy [8], 6osee 90 % ciryyaeB mpeacTaBIeHO ypOTeaIuaib-
HBIMU KapiimHoMaMH [9]. B To e Bpems y neTeii JaHHBIC
OITyXOJIA BCTPEYAIOTCS YPE3BBIYATHO PEIKO: pacIIpoCcTpa-
HEHHOCTh YPOTEIWAIbHON KapLMHOMBI CPEau JIMIL 0
20 ner cocrasnser 0,003 % [10]. B HacTosmeit craThe
MIPUBOAMUTCSI OMWCAaHWE KIWMHWYECKOTO Cciydas ypoTe-
JINAIbHON KapIIMHOMBI MOYEBOTO My3bIpst y 10-1eTHEi
MMAIlMeHTKU.

Knunuyeckuii coyqai

Jeeouka, 10.1em, nocmynuaa c scanrobamu Ha nosiéaeHue
Kposu 6 Moue, nepuoduyeckue 201060KPYICEHUs., INU300bl
CHUMICEHUs. apmepuanbHoeo daerenus. Tlayuenmia nabnio-
daemcs y 3HOOKPUHON02A 8 C8A3U C CAXAPHbIM duabemom
1-20 muna, debromuposasuie2o é go3pacme 7 nem ¢ msice-
1020 Ouabemuueckoeo kemoauudosa. Ilomumo smoeo,

Y hayueHmku Obll GblA6ACH AYMOUMMYHHbIL Mmupeouodum,
HA3HA4eHa mepanust 1e6OMUPOKCUHOM & 003upogke 50 mKe.
Mencmpyauuu — ¢ 10 nem.

Tlpu eocnumanuzayuu 6b110 8bINOAHEHO YAbMPA3EYKOBOE
uccaedosanue (Y3HU) opeanos manoeo masa, nouex, moue-
6020 nysvips. bvLio obOHapyiceno moukocmeHnHoe U303X0-
2eHHoe o0paszosanue pasmepamu 24 X 26 mm, ¢ eOUHUYHbBIMU
cocyoamu, pacnoaazaroueecs no 3a0Hell CMeHKe MOo4e8020
nysvips. ITlpu nposedenuu yucmockonuu 0Obi.10 6blA6AEHO
oKpyenoe obpaszosanue pasmepamu 2,5 X 2,0 X 1,5 cm 6e3
MAKPOCKONUUECKU ONpeoensiemMoli «HOJNCKU», cepo8amo-Ko-
PUUHEB020 ygema, NOKPbimoe 2po30be@UOHbIMU Oaxpomua-
motmu cmpykmypamu (puc. 1). Beudy 6oavuiux pasmepos
H08000pa306aHUS ObLAO NPUHAMO pelueHue 0MKAa3amoves Om
€20 YUCMOCKONU1eCK020 YOaleHus 6 Noab3y AanapomomMHO20
docmyna.

Puc. 1. Makpockonuueckuii 6ud Hooo6pazoearus

Fig. 1. Macroscopic appearance of the neoplasm

Tlpu eucmonoeuneckom uccaedosanuu 00pazoeanue 6vi10
npeocmasneHo NANUANAPHLIMU CIMDYKINYPAMU, GbiCAGH-
HbIMU MHO20CAOUHbIM dnumenuem (6oree 20 croeé Kaemok
6 omoenvHbix noasx 3penus). Heonaacmuueckue kaemku
0eMOHCIMPUPOBANU BbICOKYI) CMENeHb S0ePH020 NOAUMOD-
Guszma, evipaxncennvie bazourvHble AOPLIUKU, BU3VANUZU-
POBANUCH MHO2OHUCACHHbIE MHO0SI0EDHbIE KAeMKU U KAem -
KU C YKDYNHEHHbIMU 2UNePXPOMHbIMU Sopamu, 0Ooavuioe
KOAUYeCcmeo anonmomu4eckux meney U MUumomu4ecKux
ueyp, 6 mom uucae amunuynolx (puc. 2). Mumomuueckas
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aKmueHocms ho YpoeHw sKkchpeccuu Ki-67 cocmasasina
10—15 %. Ilpu ummyHo2UCTIOXUMUHECKOM UCCAe008AHUU
8 Onyx0/1e6bix Kaemkax ovlaa evisenena sxcnpeccus GATA3,
CK7, CK20. llocmosepHbix npuznaxkoe uHeasuu 8 coocmeeH-
HYI0 NAQCMUHKY, a MAKice cOCYOUCMOll UHBA3UU bIS6AEHO
He 0bL10, 8 MOM HUCAe NPU SUCIOXUMUHECKOM UCCAe008aHUU
¢ ucnoavzoeanuem PAS-peakyuu, ummynoeucmoxumuye-
ckom uccaedoganuu ¢ anmumenamu kK SMA, CD34. Taxum
00paszom, Ovin YCmauoeaeH OUAeHO3 HeUHBA3UBHOU NANU-
JAAPHOU YPOMEAUANLHOU KAPYUHOMBL MOHEB8020 NY3bIPSL 8bICO-
Koii cmeneHu 3nokavecmeenHocmu (high grade) (WHO/
ISUP 2022), pTa.

‘

.11

Puc. 2. Tucmonoeuueckoe uccredosanue: a — nNanuAIspHole CMpyKmypol
6 mkanu onyxoau, X 100; 6 — onyxoneeolii snumenuii, opmupyrouwuil crou
moawunoi 10—20 kaemok, % 200; 8, e — 6bvlpajiceHHblll NACOMOPPUIM
6 MKAHU ORYX0AU C YOPMUPOBAHUEM 2USAHMCKUX MHO20S0EPHbIX KAEMOK,
makdce obpawaem Ha cebs 6HUMAHUE BbICOKAS MUMOMUYECKAs aKmue-
Hocmb, X 400. OkpawiusaHue 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

Cnycmsa 2 mec nocie onepamugHo20 8Meulamenscmea
OblL1a  GbINOAHEHA MACHUMHO-DE30HAHCHAS MoMoepagus
0pean08 Manoeo0 maza ¢ KoHmpacmuvim ycunenuem. He
ObLI0 BbIAGACHO NPUHAKO8 HAAUYMUS OCMAMOUHOU ONYXO0AU
6 CIeHKe MOHe8020 NY3bipsi, 00HAKO & CES3U ¢ OMCYMCMeuem
CIMPYKIYP MbIUEHHO20 CA0SL 8 UHUYUANBHOM ONepayuOHHOM
mamepuane 0blA0 NPUHAMO peuleHue 0 8bINOAHEHUU onepa-
yuu second-look 6 obseme mpancypempanbHoil pe3exkuyuu
MOHeB020 NY3bIPsl 6 YeAsX YMOUHEeHUs. CTaduu 3a001e6aHUSL.

B pamkax nodeomosku K onepayuu 06biaa GblNOAHEHA
NO3UMPOHHO-IMUCCUOHHAS  TOMOepapus, — COBMeUeHHAs
¢ KOMNbIOMEPHOU momoepagueil, NPUSHAK08 HAAUHUS OnY-
X01e6020 npoyecca 8via61eHo He 0bi10. Cnycms 4 mec nocae
Nnepeoeo OnepamueHo20 eMeulamenscmea 0viaa npogedeHa
emopas onepayus, 6 xode Komopoii 6 odaacmu nepexooa
3a0Hell CmeHKU M0o4eB020 NY3bipsi 8 OHO 0bl10 0OHAPYICEHO
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2 HOBbIX 00pa308aHUs NANUANAPHOR0 8UOA 00 8 MM 6 duame-
mpe. Bolau 6binoaHensl mpancypempanbHas pe3ekiyus oopa-
308aHUIL C 30X8AMOM MbIUEYHO2O CAO0SI CMEHKU MOY€8020
ny3wipsi, 4 MakKice ucceueHue nocaeonepaytoHHoll obaacmu
Ha 3a0Hell cmeHKe MO4e8020 NY3bips U MHOICECMEEHHAs
ouoncus e2o cauzucmoll 000104KU 8 00Aacmu mpey2oabHU-
ka Jlvemo, eepxyuwiku, npasoii, 1e6oil u nepeoHeli CMeHOK
Mouegoeo nyswips. Ilpu eucmonocuueckom uccaedoganuu
0bpazoseanus Oblau npedcmasieHsb. NAnUAIAPHbIMU CIPYK-
mypamu u3 8blCOKOAMUNUYHOR0 MHOROCAOUHO20 dnUmenus,
AHAN0UYHBIMU MAKOBLIM 6 NepeuyHoll onyxoau. Kpome
moeo, omme4anace UHEA3Us ONyxXoau 6 Ccy6dInuUmenuans-
HYIl0 cmpomy 0e3 pacnpocmpanenus @ Mblule4HYIo 000404KY
(puc. 3). B mkansx u3 nocreonepayuoHHoi obaacmu
U mMamepuane MHOJICECMBEEHHOI OUONCUU CAUZUCMOLL 000404~
KU NPU3HAKO08 ONyX01e8020 POCMA BbisiGAeHO He 0bl10. Bbln
KOHCMamupoeaH nepewiii peyudus 3a601eeanus ¢ hopmupo-
BAHUEM MbIULEYHO-HEUHBA3UBHOL YPOMEAUANbHOU KAPYUHO-
mot, pT'1, TINOMO.

Puc. 3. Tucmonocuueckoe uccaedoganue: a — nanuiisgpHsle CMpyKmypol,
BbICMAAHHbIE ONYX0AEBbIM INUMEAUEM C BbICOKOU CMENeHbl0 KAeMO4H020
naeomoppusma, x 200; 6 — 30Ha UHBA3UU ONYXOAU & CYOINUMENUANLHYIO
cmpomy, x 200. Okpawuganue 2emamoKcuAuHoOM 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 nocae 6mopoeo onepamueHoeo emeula-
Meabemea 8bINOAHEHA MASHUMHO-PE30HAHCHAS MOMOoepaghus
0pean06 Man0eo masa, no nepeoHell CMeHKe Mo4e8020 ny3vl-
DA 8blAGACHA 30HA ymoaueHus pasmepamu 2,4 % 0,9%x 1,5cm,
8 C653U ¢ YeM OblA0 NPUHSMO PeuleHle 0 8bINOAHEeHUU OUACHO-
cmuYeckoil mpancypempanvHoll pesekyuu. Mumpaonepayu-
OHHO 6 001aCMU OHA MOUE8020 NY3bIPSI OOHAPYIHCEHbL MHOMICE-
CMeeHHble BOPCUHUAMble 00pA308aHUs duamempom 6—8 mm,
Komopble Oblau Pe3eyuposansl ¢ NOOACHCAUUM MbIUEHHBIM
croem. B nocaeonepayuonnom nepuode npoeodusacy eHy-
mpuny3svipHas uHcmuaiayus 50 me doxcopyouuuna. Ilpu
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2UCMON0UYECKOM UCCAeO08AHUU 6 CAUBUCMOU 000404Ke
MO1eB8020 NY3bips ObLA 8bIs6ACH OKYC POCNA HEUHBAZUBHOUL
NANUAAAPHOU YPOMEAUANbHOU KAPYUHOMBL MOHEB020 NY3bIPs
8bICOKOI cmenenu 310KkauecmeenHocmu (high grade). Takum
00pazom, Obla KOHCMAMUpPO8aH 6MmMopoll peyudus 3a001e6a-
HUSL.

Oo6cyxaeHune

B TO BpeMs Kak MUK BCTPEYAEMOCTU yPOTEIMATbHBIX
KapLMHOM Y B3POCJbIX IallMeHTOB MPUXOIUTCS Ha BO3-
pact 60—70 net [11, 12], cpenHuii Bo3pacT IMalyeHTOB
B MeAUaTPUYECKOM MOIyISLUK cocTaBiset 12,5 net [13].
Kak cpenu B3poCibIX MallMEHTOB, TaK M CPeAM IeTeid
OTMeYaeTcsl 3HauuTeabHOe (B 2—4 pasa) mpeobiagaHue
JIMIL My>KcKoro moa [12, 13].

K ¢dakTopaMm pucka pa3BUTUS YpOTEIUAbHBIX Kap-
LIMHOM OTHOCSTCS yrnorpebieHue Tabaka, BO3AEHCTBUE
apoOMaTHYECKUX aMUHOB, MOHU3UPYIOIIETO W3JIy4eHUS,
XUMUOTEpAreBTUYECKNX IpemnapatoB  (Lukiaodocda-
mua, udochamun, oycyibbhaH, TEMO30JIOMUI), HATUUNE
Mmapa3suTapHbIX MHGbEKIMN (Hanbosee yacto Schistosoma
haematobium), a TaKXe YpOTeIUAIbHOM KaplWMHOMBI
y POJACTBEHHUKOB TepBoii tuHuu [10, 13]. B nmegnaTpu-
YeCcKOl MOomy/sIiuMu K hakTopaM pHCKa TaKkKe MOTYT
OBbITh OTHECEHBI BPOXICHHBIC AaHOMAJIUU MOUYEBOTO
IMy3bIPsI, COCTOSIHME IIOCJe JIeYeHUs] HacIeICTBEHHOM
PETUHOOJIACTOMBI, a TaKxKe HEKOTOpbIe HACAeICTBEHHBIC
cungpombl (Kocrenno, Tepnepa, Xunmana) [13, 14].
[Ipu 5TOM HEKOTOpbIE aBTOPHI MOABEPTalOT COMHEHUIO
BKJIaJ (paKTOPOB BHEIIIHEN Cpelnbl B pa3BUTHUE YPOTEJIM-
aJlbHOM KapLMHOMBI y nauueHToB miamme 20 aet [10],
a B cucreMaTnyeckoM o03ope Rezaee et al. Tonbpko 13,2 %
MalMEeHTOB MMeEJIN BBISIBJIEHHBIE (akTopbl pucka [13].
CTOUT OTMETUTD, UTO B paCCMaTPHUBAECMOM CJIy4yae pOIu-
TeJY MAlMEHTKNA OTPUIIATIM BO3ACHCTBUE KaKUX-TU00 U3
BBIILICYTIOMSIHYTBIX 9K30T¢HHBIX (haKTOPOB.

Hawnboinee pacnipocTpaHeHHBIM MPOSIBJIEHUEM 3J10Ka-
YECTBEHHBIX YPOTEIUAIbHBIX OITyX0JIeil MOUEBOTO My3bl-
ps y meTeii, Kak M B OIIMCAaHHOM cCllydyae, SIBJIsSieTCsT Oec-
CUMIITOMHAsI MakporemaTrypus. JIpyruMu CUMITOMaMU
MOTYT CIY*KUTb O0JIM B HIDKHUX OTIe/IaX KUBOTA U CITMHE,
JU3ypUs, 4acThle IMMO3bIBbI K MOYEHCITYCKaHUI0. MaKpore-
MaTypUsI MOXKET SIBJISITbCS €MMHCTBEHHBIM ITPOSIBICHUEM
3a00JIeBaHUSI, KPOME TOTO, B HEKOTOPBIX CIydasx o0pa3o-
BaHME MOYEBOTO ITY3bIPS SIBISIETCS CAy4aliHOM HAaXOIKOM,
HarpuMep, Ipu BeinmoaHeHnn Y3U opraHoB Majioro tasza
[13]. OCHOBHBIMM METOAAMM JUATHOCTUKM YPOTEIM-
aJIbHBIX KapIIMHOM MOYEBOTO IY3bIps Y ACTeil SIBJISIOTCS
V33U, xommbloTepHass ToMmorpadusi, pexke — BHYTPHU-
BeHHast yporpacdus [13]. B OonbimMHCTBE cllydyaeB, Kak
U B TIPEACTaBICHHOM HaMM, Ha MOMEHT YCTaHOBJICHUS
JIMarHO3a OITyXOJIb MMeeT cTamuio Ta — 0e3 MopaxkKeHMs
JnuMbaTHIecKuX y3JI0B U OTAaJeHHbIX MeTacTasos [13].

B coBpemMeHHOIT MOpdhoI0rnyeckoi KiaccupuKaumu
MPEJCTaBACHO TPU BapUaHTa YPOTEIUAIbHBIX KaPIIUHOM:
HEeMHBa3MBHas ManWUISIpHAs KaplIMHOMa, MalyLIsIpHas
KaplLMHOMa in situ 1 THBa3UBHAS MaNWIISIpHAs KapLIMHO-
Ma. B cBo10 ouepenp, cpean HeMHBa3MBHBIX HATTMLISIPHBIX
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KaplIMHOM BBIIEJISTIOT KaplMHOMBI HM3Kou (low grade)
u Boicokoii (high grade) cTemeHM 3710KauyeCTBEHHOCTH,
KOTOpBIE TaKXK€ MOTYT OBITh MPEACTaBACHBI MOATUIIAMU
C MHBEPTUPOBAHHBIM POCTOM. OTIEIbHO TaKKe BBIICIIS -
0T MANWIISIPHYIO YPOTEIUAIbHYIO HEOTUTA3UIO C HU3KUM
noteHuuanoM 3nokadectBeHHocT (PUNLMP), xapak-
TEPUIYIOLIYIOCSI HU3KOM CTENEHbIO LUTOJOTUYECKOM
aTUIIMU M HU3KOM Y4aCTOTOMU PELIMIMBOB I10 CPABHEHUIO
¢ kKapuuHomamu [9]. B mnopamisioneM OOJBIIMHCTBE
ciyuaeB (6oiiee 90 %) yporenualibHble KAPLUUHOMbBI MOYE-
BOTO MYy3bIpA y JAETel JEMOHCTPUPYIOT MOPGOIOTHIO,
COOTBETCTBYIOIIYIO HU3KOM CTEIEHU 3JI0KaYeCTBEHHOCTHU
(low grade) [13, 15, 16]. HaGimogaemasi B OlIMCaHHOM CITy-
yae BBICOKO3JI0OKaYeCTBEHHAs THCTOJIOTUYECKash KapTUHa
OITyXOJIM, XapaKTePU3YIOLIasICs Pe3KUMU HapylIIeHUSIMU
MOJIIPHOCTU KJIETOK BHYTPU 3MMTEIMAIBHOIO IUIACTA,
BBIPaXKEHHBIM TUIEOMOP(U3MOM U TUIIEPXPOMUEH SIep,
BBICOKOM MMTOTUYECKOM AaKTMBHOCTHIO ¢ (DOpMUpOBa-
HUEM aTUIIMYHBIX (DUTYp MUTO30B, BCTpeUaeTcsl KpaitHe
penko. bonee pacnpocTpaHeHHBIMM OOpa30BaHUSIMU
MOYEBOTO My3bIPsI, BCTPEUYAIOIIUMUCS B IETCKOM BO3pac-
Te, SIBJISTIOTCS YpOoTearaabHasl NMarwiioMa, MamuuIispHast
ypoTeNIualbHasl HEOIUIa3us C HM3KMM IOTCHIIMAJIOM
3JI0KaYECTBEHHOCTH, (DUOPOINMUTETUATbHBII  ITOJIUII,
pabgoMuocapkoMa, HelipoguOpoma, BOCaIUTEIbHAs
MuopuopodIacTuyecKast ormyxoiub [15].

YporenuanbHbie ~ KapIMHOMBI  XapaKTepHU3YIOTCS
BBICOKOM MYyTallMOHHOW HAarpy3kKoi, 4TO COOTHOCHUTCS
C MPEACTaBACHUSIMU O 3HAYMMOU POJU BHEIIHUX KaH-
LepOreHHBbIX (aKTOpOB B maToreHese omyxoiau [17].
Haubonee pacrnpocTpaHeHHBIMUM SIBJISTIOTCSI  MYTallud
B obmactu mpoMotopa reHa TERT, npuBoasiiue K co3-
JMAHUIO HOBBIX CAaliTOB CBSI3bIBAHUS TSI (PAKTOPOB TpaHC-
kpuniuu ceMeiictBa ETS, MOBBIIEHUIO 3KCIIpecCUM
TeJoMepasbl U MOAIEPKAHUIO JUIMHBI TeJIOMEpP B KJIeTKaX
omyxoau [18, 19]. Jdpyrue myrauuu 3aTparuBaloT T'eHBI,
KOIUPYIOLIKE OCJKM, YJacTBYIOIINE B PEryIsLUU Kile-
touHoro mukiaa (CDKN2A, CDKNIA), momubukaiuu
xpomatuHa (ARIDIA, KDM6A, KMT2D, KMT2C, KMT2A
u 1p.), ycrpaneHuu nospexnenuit JTHK (ERCC2, ATM,
BRCA1/2w np.), a TaKKe UHbIE KOMITOHEHTBI KJIETOYHBIX
curHanpHbIX myTeit (STAG1/2, RMB10, NFE2L.2 u np.)
[17,20,21]. [Tpy 3TOM CYIIECTBYIOT OIIpeAeIeHHbIC Pa3JIy -
YIS MEXKIY MBIIIIEUHO-HEMHBA3UBHBIMU U MBIIIICUHO-MH-
Ba3MBHBIMU YPOTEIUAJbHBIMU KaplIMHOMAaMH MOYEBOTO
my3bIps. IS MBIIIIEYHO-HEMHBA3UBHBIX YPOTEINATbHBIX
KapIMHOM XapaKTepHbI aKTUBUpYlolne MyTauun HRAS
n FGFR3, B TO BpeMsl KaK JJI MbIIIEYHO-UHBAa3UBHBIX
YPOTEIMATbHBIX KapIMHOM XapaKTEePHBIM  SIBJISIETCS
HapylieHue (PYHKUMU OMyXOJeBbIX cympeccopoB TP53
u RB1 [22].

CoryacHo  cucremathudyeckomy 0030py  Rezaee
et al. [13], BximouaBmemy 102 nyonukanuu u 243 mauu-
€HTa JIETCKOTO BO3pacTa C YPOTeIMaJbHBIMU KapLMHO-
MaM{ MOYEBOTIO ITy3bIpsI, Haubojee pacIpoCTpaHEHHBIM
(85,2 %) MeToaOM Jle4eHUs] TAKUX MAILUEHTOB SIBJISICTCS
TpaHCypeTpaibHas pe3eKius onyxoun. B 6,2 % ciydaeB
B JAHHOM UCCJEIOBAaHMHU TpPaHCYpeTpalibHAs PE3CKIIUs
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OIlyXOJIM OblIa JOIOJIHEHA MHTPaBe3UKaJbHBIM BBEIC-
HMEM pa3JIMYHBIX IIpernaparoB (MUTOMMIMH, HOKCOPY-
ounmH, BakuuHa BL2K, anupyOouinH, ruipoKCUKaMIITO-
TEeLUMH), B 5 % cllydaeB yaajieHHe OIyXOJI1 BBIITOJHSIOCH
METOIOM OTKPBITOM pe3exkuuu. B 89,7 % ciydaes moBrop-
HOE XHUPYPrUYECKOe BMEILIATeJIbCTBO HE TPeOOBaIOCh.
OTtnajeHHbIe MeTacTa3bl HA MOMEHT YCTAHOBJICHUS THa-
rHO3a ObUIM BBISIBJICHBI Y 5,4 % TManueHTOB (110 JaHHBIM
JIPYTUX UCCIIENOBaHUI, METaCTaTUYECKUE O4aru Haumbo-
Jiee 4acTo OOHAPYKMBAIOTCSI B KOCTSIX, MOYEBBIBOISIIINX
MyTSIX, JeTKuX, nedeHu [23, 24]). Peruaus 3aboi1eBaHus
ObLI 3aperuCTPUPOBaH y 8,6 % malueHTOB, CMEPTEIbHbIIA
ucxona mpowusouien B 3,7 % ciayyaeB, MeauaHa BpeMEHU
0 HEOJaroNnpUsITHOTO MCXoma (CMEepTH WM PELUIMBa)
cocraBuia 8,6 Mec.
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3akioyenne

B nmaHHO# cTaThe MpencTaBieH KIMHUYECKUA CIy-
yaii manueHTkn 10 JIeT ¢ ypoTelMnaabHON KapLMHOMO
MOYEBOTO IMy3bIPS ¢ PEUUINBUPYIOIIUM TeUeHUEM. 3J10-
KayeCTBEHHBbIE YpOTeIMalbHbIe 00pa30BaHUS SIBIISIOTCS
Ype3BbIYAHO PEIKUMU y MALlMEHTOB AETCKOro BO3pacTa.
HecMoTpst Ha TO YTO ATUOJIOTUS YPOTEIMATBHBIX KapIlu-
HOM HEpEeIKO CBs3aHa C BO3AEICTBMEM KaHIIEPOTEHHBIX
(aKkTOpOB BHEIIHE cpeabl, B OMHUCAaHHOM cjydae He
OBbUIO BBISIBIIEHO CBSI3M 3a00j1eBaHMSI ¢ MH(PEKINMOHHBIM
MPOLIECCOM, BO3IEMCTBMEM XMMUUYECKUX BEIIIECTB, MOHU-
3upyloliero usnydeHus. MHGOpMUPOBAHHOCTh CHELM-
AJIMCTOB O BO3MOXKHOCTHM DPa3BUTHUS Yy JETeil KapLIMHOM
MOYEBOTO ITY3bIPSI MOXKET CIIOCOOCTBOBATH YCTAHOBJICHUIO
KOPPEKTHOTO A1arHo3a.
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Mpo6nembl Tepanuu N NOMCKA KYPaTUBHBIX ONLKWIA NpU MNAAEHYECKOM
ocTpom B-knetoyHom numd)o6nacTHOM NneiKo3e: KNUHNYECKUi cny4ail
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Manadenueckuii ocmpwiii B-xaemounniii aumgpoosacmmubiii aeiikos (B-OJ1J1) npedcmasasem coboii pedkoe 3abonesanuie, pazsusarnueecs
¥ demeli nepo2o 200a JCU3HU, CKAOHHOE K A2PeCCUBHOMY MEHeHUIO, COHeMaHUIo HeOAa2oNPUSMHBIX NPOSHOCIUYECKUX (PaKmOopo8, HacmbiM
peuuousam u <«nepeKAHeHuio» AUHUU ONYX0Ae8biX KAemOK ¢ AUM@pouoHoii Ha mueiroudnyio. Kpome moeo, ocobennocmu gusuonoeuu
U 8bICOKAsI YA3GUMOCTYb OP2AHU3MA MAAOCHUA K BAUAHUIO HEONA2ONPUAMHbIX 8HEUHUX (aKmopos 00yCA08AUBAION BbICOKYIO HACMOMY
MANCENBIX OCAONCHEHUL KAK OCHOBHO20 3a004e6aHUSs, MAK U NPOBOOUMO20 CHeUUDUUECK020 AeHeHUsl, YO 02PAHUHUBAECI B03MOICHOCIU
mepanuu u CHujIcaem 6eposmMHOCHYb OAA2ONPUSMHO20 UCX00a Y MAKUX Nayuenmos. B cesa3u ¢ smum He bi3bi6aem COMHEHUL BbICOKAS
aKmyaabHOCMb NOUCKA HOBbIX KYPAMUGHbIX ONUULL, NOBIUAIWUX IPHeKMUBHOCb U CHUNCAwUXx moxcuynocms mepanuu B-OJIJ1
Yy maadenyes. Yuumovias pedkocmv O0aHHO2O 6APUAHMA NeUK03A, O NOBblUleHUs IPDEeKMUBHOCMU €20 MEePanuu BalCHbl KaK
(yHoamenmanvHoie uccaedo8arus 0cobeHHocmell buosoeuy 3a604€6aHuUs U 00UUPHbIE KAUHUYECKUE UCCAe008AHUS, MAK U 00MEH ONbIMOM
MedHcdy MpaHcnAGHMAYUOHHBIMU UeHMPAMU, YYACMEYIWUMU 6 JAeveHuu maxkux nayuenmos. [Ipedcmaegnennviii 6 dannoii cmamoe
KAUHUYeCKUU cay4ail 0eMOHCmpupyem 0CHO8Hble npoliemvl mepanuu maadenueckoeo B-OJIJI: unuyuasvHoe masuuue co80KYNHOCMU
HeONa20NPUAMHBIX npoeHocmu4eckux gakmopoé (nepecmpoiika eena MLL, omcymcemeue skcnpeccuu CDI10 na onyxonegvix Karemkax,
6o3pacm maadute 3 mecsuyes, eunepaeikoyumo3s u nopajdcenue YyeHmpanbHol HepeHoll CucmeMbl npu MaHugecmayuu), <nepeKaioverues
AUHUU  OAACMHbIX KAEMOK ¢ AUMPOUOHOU HA MUeAOUOHYI0, Yice HA Imane UHOYKUUOHHOU mepanuu nA0Xoi omeem Ha
2NOKOKOPMUKOCMEPOUdbl U PA38UMUE MANCEAbIX OCAONCHEHULl, 02PAHUMUBAIOUWUX BGO3MONCHOCMU UHMeEHCUGUKayuu mepanuu,
pegpaxmepHoe meuenue, peyuous Ha NO30HUX CPOKAX NOCAE AAN02EHHOU MPAHCAAAHMAYUUU 2eMONOIMUHECKUX CMBOA0BLIX KAeMOK.
IIpu smom undusudyaru3uposantoiii NOOX00 U NPUMeHeHUe HOBbIX Memo008 AeHeHUsl, BKAI0YAs UMMYHOMePanuio, KAemo4Hyio mepanuio
U UHOYKMOPbL ANONMO03a, NO3GOAUAU CHYCMS 200 NOCAE ANN02EHHOI MPAHCHAAGHMAUUU 2eMONOIMUYECKUX CMBOA08bIX KAeMOK 00CMUYb
Y nayueHma KAUHUKO-2eMamon02udeckKoil peMuccu ¢ OmpuyameabHoll MUHUMAAbHOU 0CMamounoil 601e3Hbl0 dadce nocie peyuousa
Aelikosa.
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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
factors 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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BBenenne okojo 2,5-5,0 % Bcex cnyyaeB OJIJI y pmereid [4, 5].
MnaneHyeckuii  ocTpbiii  nTuMm@obnacTHeI  Jeii-  Muanenuyeckuii OJIJI o0bIvHO MMeeT B-kileTouHOe mpo-
ko3 (OJIJI) sBnsercs penkum 3abojieBaHueM, Kotopoe wucxoxaeHue (B-OJIJI), BbICOKyIO 4YacTOoTy aHOMAaIWi
pa3BUBaCTCSI y NETeil B TEYCHME TEPBOTO Toma KM3HM XpOMOCOMBI 1123, BKIIOYAIOMMX IIEPECTPOMKY TIeHa
U oTamdaeTcs o cBoeit omonorum ot OJIJI y mereit crap- MLL (mixed lineage leukemia)/KMT2A (histone-lysine
mre roga [1—3]. YacTora ero BcTpeyaeMoctu coctaBisieT N-methyltransferase 2A), mMpUMUTUBHBIIT UMMYHO(MEHO-
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Tin B-KJIeTOK, XapaKTepU3yIOIIUNICSI OTCYTCTBUEM 3KC-
npeccun CD10 (mporeHuTopHble B-Ki1eTKM), BBICOKYIO
OITYXOJIEBYIO Maccy Ipu MaHuecTaluu 1 0oyiee arpec-
cUBHOe TeueHue 1o cpaBHeHuIo ¢ B-OJIJI y neteii ctapiie
rozaa [1, 6].

[IpocnexuBaioTcss BO3pacTHBIE OCOOEHHOCTH Kak
MMaTOTeHETUYECKUX XapaKTepUCTUK, TaK U KIMHUIECKOTO
TeueHus: maageHdyeckoro B-OJIJI. Tak, B uccienoBaHUsIX
IMOKa3aHO, UYTO TaKue HeOJarompusiTHbie MPOTHOCTUYC-
ckue (pakTophl, KaK TUIIEPJIeMKOLMTO3 MpU MaHUe-
CTalluM, BOBJICYCHME LIEHTPAJIbHOM HEPBHOMU CUCTEMBI
(IHC) n CD10-HeraTUBHBIE UMMYHO(hEHOTHUII, BCTPE-
yaloTc yalle y aeteii maagmie 3 mecsies [1]. Kpome Toro,
«IIepeKIoYeHe» (KOHBEepCHs) Jieiiko3a ¢ B-kierouHoi
JIMHUM Ha MUEJIOMIHYIO TaKXKe SIBJISICTCS HeOJIarornpu-
SITHBIM (DaKTOPOM 1 BCTPEUYAeTCsl Yallle y AeTel IMepBbIX
3 MmecsaueB xusHu [1]. Jnsg oObsicHeHUsT (heHOMeHa
«IEPEKIIIOYCHUSI» JIMHUK ObLIO IPEII0XEHO HECKOIbKO
MEXaHM3MOB:

- 0TOOp MHMHOPHOTO KJIOHA JEHKO3HBIX KJIETOK,
YCTOMYMBBIX K XMMHUOTEpPAuU, OTIMYAIOIIEerocsl II0
JIMHUH OT OCHOBHOTO KJIOHA;

- repenporpaMMMpOBaHE
ILUTIOPUITOTEHTHBIX CTBOJIOBBIX KJIETOK;

- npsmasg  TpaHcaudepeHIMpoBKa,  HeTps-
Masa aeauddepeHIMpoBKa WM peaudepeHIMpoBKa
B-kneTok-TipeaiiecTBEeHHULL B MUEIOUIHBIE KIeTKH [1, 7].

OmHako NOaHHBIE TECOPUM HE OOBSICHSIOT, ITOYEeMY
y OoJjiee MJIaJIIMX MalMEeHTOB ¢ MiaaaeHuyeckuMm B-OJIJI,
0COOEHHO Yy HOBOPOXIEHHBIX, HaOIIOJAETCsl BBICOKAs
yacToTa KOHBepcuu. [10CKOIbKY MTaieHYeCTBO SIBISIETCS
0COOBIM MIEPUOIOM TIEPEX01a OT BHYTPUYTPOOHOI K BHE-
YTPOOHOM KM3HU, MAaTePUHCKHE TOPMOHBI M/WIM haK-
TOPBI OKpYXaloIlel Cpeabl, CBSI3aHHBIE C POXKICHUEM,
BEpPOSTHO, MOTYT YCWJIMBAaTh HECTAOMIBLHOCTD KJICTOYHOM
nuHuM [1].

Jleuenne mnameHuyeckoro B-OJIJI BkitoyaeT MHTEH-
CUBHBIA MHOTOKOMITOHEHTHBI XUMUOTEPATIEBTUYECKUI
peXuM, OCHOBaHHBIN Ha npuHHunax Ttepanuu OJIJI,
HEepeaKO B COYETAHMHU C JIEMEHTaMHU Teparuu OCTPOTo
MuesouaHoro jeiikosa (OMJI) [1, 6]. HauGosnee oGuup-
HbIe KIMHMYECKHUE MccienoBaHus MiaageHdeckoro OJIJI

3JIOKaYC€CTBECHHBIX

Cmpamugpuxavus pucka OJIJ1 y maadenyes [8]
Risk stratification of acute lymphoblastic leukemia (ALL) in infants [8]
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B MUpE TIpOBOIITCS 3 OCHOBHBIMU Tpynmnamu: Interfant
B EBpone, Cancer and Leukemia Group (COG) B CeBep-
Hoii Amepuke u Japanese Pediatric Leukemia Study
Group (JPLSG) B fAlnonuu. TepaneBTUYeCcKUil TOIXOI BO
BCEX MCCIIeI0BAaTEILCKUX IPYIIITaX OCHOBAaH Ha cTpaTudu-
Kaluu pucka, Bkitovaronein cratyc KMT2A-r (KMT2A-
rearranged) 1 Bo3pacT (Tabau1ia).

Bcem nmanmeHTaM nNpoBOAUTCS MHIYKIIMOHHAS M KOH-
COIMAUpPYIOIIasl Teparnusi, a gajee B TPyIIax IIpoMexy-
TOYHOT'O M HU3KOTO pUCKa — MOAACPKUBAIOIIAs TEPaIIUs
C MOHMTOPMHIOM MUHMMAJIbHOM OCTaTOUHON 00Je3HU
(MOB). 115 rpyImbl BHICOKOTO pUCKa, a TAaKKe TIPH TII0-
XOM OTBETE Ha ITIOKOKOPTUKOCTEPOUIBI B IIEPUOT MHIAYK-
oMy 1 npu nepcucteHuu MODB nmokazaHo mpoBeneHue
aJUIOTEHHON TpaHCIUIAHTAllUM TeMOMO3TUYECKUX CTBO-
JoBbIX KieTok (amno-TI'CK) B mepBoit pemuccun [8, 9].
IIpu «mepekaouyeHu» JTUMHUM Jieiiko3a ¢ TUMQGOUIHON
Ha MUEJIOMIHYIO TIPOIOJDKeHUE Teparmuy IIPOBOAUTCS 110
cxeMe JieueHust OMJI u BKITIoYaeT MHTEHCUBHYIO MHOTO-
KOMIIOHEHTHYIO XUMUOTEPANUIO ISl MHIYKIIMU PEeMUC-
cuu ¢ rocienyoouieit Konconunamnueit amno-TI'CK [8].

PeniuauBel u pedpakTepHOe TeUeHUE MIAIEHYSCKOTO
OJIJI BcTpeyaloTcst 4acTo M 00YCIOBIICHBI TTOSIBJICHUEM CO
BpPEMEHEM TIOIYJISILIUM OITyXOJEBBIX KJIETOK, PE3UCTEHT-
Hoii K xumuotepanuu [8, 10]. TunuyHas kapTruHa Heyaay
npu JedeHuu muaaeHdeckoro OJIJI ¢ KMT2A-r 3akmoua-
eTcsl B JOCTVKEHUM OBICTPOI TTOJIHOM PEMUCCUU C TIOMO-
10 MHAYKIIMOHHON XMMMOTEpAIMu, HO ¢ PELUANBOM
yepe3 HECKOJIBKO MECSIIIeB BO BpeMsI KOHCOIUAUPYIOIIEH
tepanmuu. CrenoBaTelbHO, HEOJArompUSTHBIE MCXOMIBI
JIeYeHMST OOYCJIOBJICHBI B TIEPBYIO OUYepelb IMOSBICHUEM
XUMMOPE3UCTCHTHOM TMOMY/ISIIUM ¢ TeYSHUEM BpPEMEHM.
Hu3skue nmokasartenu oBTOpHOI pemuccun (0Kojo 40 %)
¥ OYEHb HM3Kasl BBIKMBAEMOCTb TIOCTIE peluarBa (0KOJI0
20 %) coryacylorcs ¢ 3Toi TUnore3oii [6, 8].

B xauecTBe anbTepHATUBHBIX TePaeBTUYECKUX CTpa-
Teruii Ipu peluauBax U peppakTepHOM TeUSHUU MJIaIeH-
yeckoro B-OJIJI B psine uccnenoBaHuii paccMaTpuBaIoCh
MpPUMEHEHNE SIUTCHETUYECKUX areHTOB (B YaCTHOCTH,
asanuTuanHa), uHrnouropos FLT 3 otaenbHO uiau B cove-
TaHUU C TUiepuKkcadopoM, UMMyHOTepanuu (OIMHATY-
moma0). IlpumeHeHue OnMHaTymMomaba TpU PEelUINBE

IIpumepHas O0e3penu-

Fick Interfant COG JPLSG AUBHAH BRGICABACMOCTS
Risk Approximate
relapse-free survival
KMT2A-r, Bospact < 6 Mecsi-
1I€B U JIEHKOLIMTO3 KMT2A-r v Bo3pact KMT2A-r, Bo3pact < 6 mecsi-
Bricokmit > 300 000 x1/MKIT < 3 Mecs1eB 1eB u nopaxkenue LIHC 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

KMT2A-r 6e3 KputepueB

TTpomexXyTOUHBII
p BBICOKOT'O pHCKa

e KMT2A-r no high risk criterion
Husknit
Low Wild-type KMT2A

KMT2A-r 6e3 KpuTepuen
BBICOKOTO pHCKa
KMT2A-r no high risk
criterion

Wild-type KMT2A

KMT2A-r 6e3 Kputepuen
BBICOKOI'O PUCKa 50 %
KMT2A-r no high risk criterion

Wild-type KMT24 75 %

Note. CNS — central nervous system.
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i pedpakTepHoM TeueHUM MiageHdyeckoro B-OJIJT
¢ KMT2A-r B coyeTaHUM C XUMHOTeparieBTUYECKUM
MIPOTOKOJIOM MOXKET CIYKUTb 3 GEKTUBHOM OMLIMEN 11T
noctukeHus: pemuccuun nepen amno-TICK. Ilpu stom
OIHUM W3 JIUMUTHUPYIOIIUX (DaKTOPOB SBISIETCS HEpaB-
HoMmepHas aKcmpeccus: aHtureHa CD19 mpu jeiiko3ax
¢ KMT2A-r, a Takxe BEpOSITHOCTh UMMYHOJIOTMYECKOTO
«TepexkodeHus» ¢ muMmdonaHoro genoruna CD19* Ha
muenounHeiit deHorun CDI19- mpu MMMyHOTepamnuu,
HanpaiaeHHoit Ha CD19 [8, 11—-13].

Takke MOSIBISIIOTCS JaHHBIE OO0 YCIIEITHOM ITpUMe-
HEHUU MHAYKTOpA aIloIiTo3a OIyXOJIEBBIX KJIETOK BEHE-
TOKJIaKCca C IOCTMIKEHHEM CTaOWIM3alluM 3a00JeBaHUs
y IMaLMEHTOB C peLMIMBAMU MIIaJCHYECKOIo JIeMKO03a,
B TOM YMCJIE IIPU <«II€PEKIIOYCHUN» KJIETOUHOM JMHUU
¢ TuM@ONIHON Ha MUEIOUIHYIO [14].

Hapsiny ¢ arpeccuBHBIM Te4eHUEM MPOOJIeMOI Tepa-
muu muageHyeckoro B-OJIJI sBisieTcs Takke BBICOKast
yacToTa OCJOXHEHUI, CBSI3aHHBIX C OCHOBHBIM 3a00Jie-
BaHUEM U €ro Teparueii 1 00yCIIOBICHHBIX KaK TSKECThIO
caMoro Jieiiko3a, TaKk M OCOOEHHOCTIMU (U3UOJIOrUU
U BBICOKOM ySI3BMMOCTbBIO OpraHu3ma MianeHua. Hepen-
KO pa3BUTHE TOKCUYECKUX, MH(MEKIMOHHBIX M CIICLIM-
(buyecknx OCJIOXHEHUII OrpaHMYMBAET BO3MOXHOCTHU
Teparuu, ee MPoAOJKEHMS B IIOJTHOM 00beMe Y MHTEHCH -
(dUKaLMU 1 MOXKET SIBUThCSI TIPUUMHOM JIeTaJIbHOCTH [8].
CouetaHue OaHHBIX MPOOJEM NejaeT KpaliHe CIOXHBIM
BBIOOP TaKTHMKU BEACHUS IMAIlMEHTOB C MJIAICHYECKUM
B-OJIJI, yTo mpomeMOHCTPUPOBAHO B MpPEICTaBICHHOM
KJIMHUYECKOM CJIydae.

Kimaugeckwmii coryqaii

Iauyuenm M., manugecmayus 3a604e6anus NpPouU3o-
wna 6 gospacme 2 mecsauyes, K0eoa @ C6:A3U ¢ pazeumuem
AUXOPAOKU U duapeu MAlbYUK nOCMYNUA 8 UHPEeKYUOHHDbLIL
cmayuonap no mecmy cumeascmea. Ilpu o6caedosa-
HUU N0 OQHHBIM KAUHUYECKO20 AHAAU3Ad KPOBU 6blsieie-
Hbl eunepaetikoyumosz do 298 x 10P/a, msxucesas anemus
(KoHUeHmpauyus eemoenodbuna — 55 e/n), mpomboyumo-
newuss do 45 x 10°/a. C npedéapumenvhviM OUaeHO30M
«OCMpblil 1elK03» PeOeHOK IKCMPEHHO 20CNUMAAU3UPOBAH
6 HUU JIOul um. axkao. JI.A. lypnosa HMHUII onkono-
euu um. H.H. baoxuna. B ces3u ¢ majicecmovro cocmosHus
(eunepaelikoyumos, UHMOKCUKAYUOHHYIL CUHOPOM, eena-
MOCnAeHOMe2AAUs, NOAUCEPO3UM) NAYUeHm  ROCMYNUA
6 omodeneHue peanumayuu u unmeHcuenol mepanuu. Ilo
danubimM 0006caedosanuss yemanoener duaerno3: O/, ummy-
Honoeuueckuii eapuanm B-1 ¢ koskcnpeccueii NG-2, epynna
8bICOK020 pucka, nepswliii ocmpulili nepuod. Onpedeasiics
UMMYHOEHOMUN ONYX01e8blX KAEMOK, XAPAKMepHblil 045
maadenyeckoeo OJLJI (¢ omcymemeuem sxcnpeccuu CDI10):
CD19—100,0 %, CD22 — 100 %, CD34 — 45,0 %, CD38 —
100,0%,CD58—100,0%,iCD 79 (yumonaazmamuuecxuii)—
100,0 %; 6aacmuvie kaemxu — 92,0 %, CD10 — 0,0 %,
CDI117—- 0,0 %, CD11b — 0,0 %, CD13 — 0,0 %, CD14 —
0,0 %, CDI6 — 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 (yumonaazmamuueckuii) — 0,0 %,
ilgM (yumonnasmamuuecxuit) — 0,0 %, iMPO (yumonaas-
mamuyeckuii) — 0,0 %. Dxcnpeccus NG-2 nozeonsiem npeo-
noaoxcums nepecmpoiiky MLL. Ilo dannvim yumoeenemu-
YeCK020 UCCACO0BAHUS KOCIMHO20 M032a NPU CIMAHOAPMHOM
Kapuomunuposanuu 0OHapylceHa eapuanmuas gopma
t(4,11)(q21;q23), komopas noomeepicdeHa npu uccaedosa-
HUu Memodom @ayopecyeHmHoll eubpudusauuu in Situ.
Tlayuenmy  wmawamo  nevenue N0 NPOMOKOAY
ALL IC-BFM 2009, npu smom unuyuanrvHas Aomo0aibHas
NYHKYUS He Npo8ooundch 8 Ces3U C 2UnepaeliKoyumo3om
oonee 100% 10°/n u mpomboyumonenueii. Ha gpone mepanuu
OMMe4anucy 1a60pamopHvle NPU3HAKU CUHOPOMA OCMPO-
20 auzuca onyxoau (moueeas kucioma — 1067 mxmons/a,
aakmamoeeudpoeenaza — 5165 Ed/n), 6 ceas3u ¢ yem npo-
sodunace npoyedypa 8eHo-8eHO3HOU eemoduaguibmpayu,
a makice pazsumue AUXOpaoku U 2eMoppasuteckKo2o Koau-
ma, Komopwle paspeuuaucy Ha oHe KOMRACKCHOU npomu-
BOMUKDOOHOU, 2eMOMPAHCHY3UOHHOU, 2eMOCMamu4ecKoll
mepanuu.
Ilocae cmabuauzayuu cocmosHus pebeHOK nepegedeH
8 npoghunvHoe omadeneHue, 20e Oblia NPOOOAINCEHA NOAUXU-
muomepanus. OOHAKO NpU KOHMPOABHBIX UCCACOOBAHUAX
KoHcmamupogano nepeuyroe nopaxcenue I[HC, a mak-
Jce «nepexaroHenue» AUHUU OuggepeHyUposKu 6aacmHoll
nonyAsuuY ¢ AUMPOUOHOU HA MUENOUOHVIO — HAMOA02U-
yeckue Oaacmuvle KAemKu 6 KOCMHOM Mo3ee Ha 15-ii denv
mepanuu Obiau npedcmaeneHsvl 2 nonyasyuamu: B-xkaemou-
Has cocmasusa 13,5 %, muenouonas — 44,0 %. Taxum
obpazom, ymounen Ouaenos: OJUI, ummynonoeuueckuii
eapuanm B-1 ¢ koskcnpeccueit NG-2, t(4;11)(q21;q23),
eunepaetikoyumos, epynna  evicokoeo pucka, IIHC-
cmamyc — 3, nepeulil ocmpbulii Hepuoo, NOAUXUMUOMEPanus
no npoepamme ALL IC-BFM 2009, Switch OMJI.
CneyuanvHoe neueHue NPoOOANCEHO NO  NPOMOKONY
AML-BFM-2004 (6aok ADE) c nocnedyrouweil oueHKol
omeema u peuieHuem gonpoca o npogedenuu aino-TICK
6 nepeoil pemuccuu. OOHAKO 6bINOAHEHUE NOAHO020 00BeMda
noauxumuomepanuu O6vLA0 02PAHUHEHO 8 CEA3U C PA3GUMUEM
Y nayuenma Ha @oHe anaa3uu KpoGemeOpeHUs: MmsIicenbix
HCUBHEY2POACARUUX OCAOINCHEHUTL: AUXOPAOKU, ACCOYUUPO-
sannoil ¢ Candida parapsilosis, cenmuueckoeo woka, 08y-
CMOPOHHEL] NAeBPONHEEMOHUU, OMeKa NeeKUX, Npagocmo-
POHHE20 niespuma, 6eHOOKKAN3UOHHOU 00Ae3HU NneueHu
(eunepbuaupybunemus, eenamomeeaius, Koazyionamus,
peppaxmepHas mpomOOYUMONeHUs, OMeUHbll CUHOPOM,
eudpomopakc, eudponepukapd, acuum), ’ceay0oyHo-Ku-
weunoeo Kpogomeuenus. [layuenmy npoeoduaucs kKomou-
HUPOBAHHASL AHMUMUKDPOOHAS, NAMO2eHeMUUecKas, Cum-
nmomamu4eckas mepanusi, UCKYCCIMBEHHAs GeHMUAAUUS
aeexux. Tlocae cmabuauzauyuu cocmosinus pebeHok nepeee-
den 6 npoghunvHoe omaoenenue, 20e no daHHbIM 00C1e008AHUS
3agpurcuposana cmadbuIu3ayliss 0CHOBHO20 3a001e6aHUS.
Yuumuieas msacecmv cocmosuus nayuenma, o0yciog-
AEHHYI0 MmedeHueM OCHOB8H020 3a004e6aHUs U pazeumuem
0CN0JCHEHUIL Ha (hoHe nposedeHuUs cheyuuyuecKoil mepanuu,
danvHetiutee npoooadceHUe biCOKOO03HOL NOAUXUMUOMeDPa-
nuu 6blA0 ACCOYUUPOBAHO C BbICOKUM PUCKOM AeMAAbHOO
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ucxooa, 6 CéA3U ¢ Hem HA4AMA COEPICUBARUASL XUMUOMEe-
Dpanus ¢ UCNOAb308AHUEM A3AUUMUOUHA U BEHeMOKAAKCdA.
Ha 14-e cymku om Hauana newenus no 0aHHbIM Uccaedosa-
HUSL KOCMH020 M032a 0AacmHuble KAemKU He O0OHAPYJICeHbl,
MOEF cocmasnsnra 0,023 %, namosoeuueckas Oaacmuas
NONYAAYUS UMeAa MUueaouonslii ummyrogpernomun. o oxon-
yanuu Kypca mepanuu monumopune MOB nokazan naru-
yue 0,321 % B-kaemounoil nonyaayuu 6AaCMHbIX KAEMOK
u 0,083 % — muenouodnoii.

C yuemom cmabunbHO20 COMAmMU4eckK020 cmamyca nayi-
eHmy npoooaxcero aeverue no npoepamme AML-BFM-2004
(6aoxk hAM). Ha 22-e cymku om nauaisa noauxumuomepa-
nuu OMMe4anoch pazeumue 2eHepanru308aHHo20 cy0opodICc-
H020 Npucmyna, 6 omoeaeHul peanumayu U UHMeHCUHOI
mepanuy cocmosiHue cmaduAu3UuUpo8aHo, NposedeHa Mae-
Hummuo-pe3oHaucHas momoepagus (MPT) 2oa06n020 mozea
¢ KOHMPACMHbIM YCUACHUEM, BblAGAEHbl NPUSHAKU 3A0Hell
0bpamumoil 3uyeharonamuu Ha oHe npoepeccu OCHOBHO-
20 3abo0nesanus. B aukeope o6Hapycensl onyxonesuie Kaem-
KU ¢ MUCAOUOHBIM U AUMDOUOHBIM UMMYHODEHOMUNAMU.
Yuumuieas sxcnpeccuro CD19 na nosepxrnocmu 100 % ony-
Xone6bix B-Kkaemok, no JcU3HeHHbIM NOKA3AHUAM NPO6e0eHA
UMMYHOMeEpanus npenapamom OAUHAMYyMOMa0, GblNOAHS-
AUCH  edceHedeNbHble AHMOANbHble NYHKUUU ¢ UHmpame-
KanvHolM  66edeHuem xumuonpenapamos. Ilo okowuanuu
mepanuy no pe3yabmamam Uuccae008aHuss KOCMHO20 Mo32d
U AUKBOPA KOHCMAMUPOBAHA KAUHUKO-2eMAMOA02U1eCcKas
MOB-necamusnas pemuccus.

C yuemom odocmuicenuss MODb-necamuenoii pemuccuu
uepes 14 Oueill om OKOHUAHUS UMMYHOMepanuu OAUHAmMYy-
Momabom pebeHKy evinoanena anno-TICK om noanocmoro
HLA-coemecmumoeo poocmeenrnoeo donopa. Ilpedmpanc-
NAGHMAYUOHHOEe KOHOUUUOHUPOBAHUE GKAIOYAN0 (aydapa-
oun 120 me/m?, mpeocynvhan 36 2/m?, meagpanan 120 me/m?.
Tpancnaanmayuro  nepugepuueckux — 2eMonOIMUHECKUX

cmeonosvix kaemoxk om HLA-udenmuunoeco podcmeeHHo20
doHopa (cecmpol) nayueHm nepeHec Y0081eMEOPUMENb-
HO, NpOQUAAKMUKA peaKyul <«MpaHcniaGHmam mnpomue
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X03AUH@» GKAOuANa pumyKcumad 375 me/m? 6 denv —1,
abamavuenm 10 m/xe 6 onu —1, +7, +14, +21, +28, pyk-
conumunu6 10 me/m>/cym co ous — 1 om mpancnianmayuu.
Knemounocms mpancnaanmama no CD34% cocmasuna
15,17 x 10°/xe maccot meaa peyunuenma. Boccmarnoseaenue
Aelikonoasa 3agukcuposaro Ha +10-e cymku, 6 paunHem
NOCMMPAHCNAAHMAUUOHHOM Nepuode OmMexanoch pas-
sumue  mpeocyrb@haH-accoyuUpoOBanHol  MoKcudepmuu
Il cmenenu, opogapumneeanrvnoeo myxozuma III cmene-
HU, SHMEPOKOAUMA COYeMAaHHOU UHPEeKYUOHHO-UMMYHHOU
amuonoeuu 1V cmenenu ¢ 3nu3000m iceny0ouHO-KUULEHHO20
Kposomeuenus. Ha ghone nposodumoii mepanuu ocaodicHenus
kynuposanvl. K +60-m cymxkam om aanro-TICK ummyrnocy-
npeccusHas mepanus NOAHOCMbI0 OMMEHeHA.

Ha +60-e cymku nocae arno-TICK y nauuenma xow-
cmamupogans.  MOBb-neecamuenas pemuccus O0CHOBHOO
3a601e6aHUsL, NOAHDII OOHOPCKUL 2eMONOIMUUECKULl XUMe-
pusm. Yuumoieas Haruyue HeOAG2ONPUSMHBIX NPOSHOCIUYE-
CKUX (hakmopog 6 omHouleHUU peyuousa aeiiko3a (8o3pacm
Mmanugpecmauuu 3a601eeanus, xumepHolii een KMT2A/AFF 1,
pepaxmepHoe meuenue Aeliko3a, cMeHa 6AACmMHOU AUHel-
Holl Ougpghepenyuposku Ha ¢pone mepanuu), ¢ npoghu-
AAKMUYECKOU  NPOMUBOONYX01€60ll Ueabld NpogooduUlach
unoueudyanvas mepanus NK-kaemxamu om noanocmoio
HLA-coemecmumoeo donopa (cecmpsl) excemecsuno. Mnu-
yuanvhas dosa cocmasuaa 1 x 106/ke maccol mena peyunu-
enma, dasee — 5 X 10°/ke maccol mena peyunuenma.

Ha +180-e cymku om anno-TICK 6 cés3u ¢ pazgumu-
eM y nayueHma cyoopodcHo2o cuHdpoma evinoanena MPT
201108H020 MO032d, NO Pe3YAbMAamam Komopoi 6 npagoi
MEMEHHO-3aMbLAOYHO-BUCOUHOU 001ACTU C PACHPOCMPAHe-
HUeM 8 NoA0Cmb Npasoeo G0K08020 HCeAyOOUKA Bbis6AeHbL
onyxoneeoe 0bpazosanie HenpasuabHoil Qopmbl, HeOOHOPOO-
HOIl cOAUOHOI cmpyKmypbl, pazmepamu 5,6 x 5,2 x 52 cm,
BBIPANCEHHBII  NEePUPOKANLHBIIL OMeK eeujecmea mo3ed
(puc. 1). Yuumuieas obsem u pacnonoxcenue o6pazoeanus,
npogedenue Ouoncuu ONYXoau U AHOMOAABHOU NYHKUUU
HeBO3MOMNCHO 8 CS3U C 8bICOKUM PUCKOM MANCEABIX OCA0NC-

Puc. 1. MPT 201061020 mo32a ¢ koHmpacmusim ycunenuem 6 debrome L[HC-peyuousa

Fig. 1. MRI of the brain with contrast enhancement at the onset of CNS relapse

Knuunyeckue Habnwopenus // Clinical cases
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Henuii. O0HAKO, NPUHUMAS 80 GHUMAHUE OCHOBHOU KAUHU-
yeckuil JuaeHo3 nayueHma, a maxdce 00sem npoeedeHHo2o
NPOMUBOONYX0N€6020 NeYeHUs, HAuboAee BepOSMHbLIL 310~
Ka4ecmeeHHblil eeHe3 00pa308anus U3 KAemoK eemMonodmu-
Yeckoil npupodsl, Ha4ama NPOMUBOONYX0Ae6as MepPanus
no cxeme: geHemoxaaxkc 25 me/cym 6 onu 1—3, 50 me/cym
8 Onu 4—6, 100 me/cym 6 Onu 7-21, azauyumudun
75 me/m*/cym 6 Onu 1—7, yumapaoun 40 me/m>/cym 6 onu
1-10. Ilo OaHubiM KOHMPOABHORO 00CA€008aHUS HA (POHE
mepanuy OmmeueHa GblPpadlCceHHas NOA0NCUMeNbHAs OUHA-
MUKa 6 ude COKpAujeHus: pasmepog onyxoneeo2o o0pazo-
eanus Ha 86 %, 6 kocmnom mozee MOB cocmasasaa 0 %,
00HAKO 8 AUKBOPe 0OHAPYICEHA NAMON0SUYeCKAas OAacmHas
nONyAAyUs KAemox ¢ B-aumnelimvim ummyHopeHomunom
100 %, skcnpeccueii CD19 — 100 %, CD22 — 100 %. Takum
obpazom, KoHcmamuposaH uzoauposantslii I[[HC-peyuodus
B-OJ1JI.

Yuumuvieas msceaviii comamuueckuii u Hesposocuye-
CKUll cmamyc nayuenma, nposedeHue 6 Kavecmee paou-
KaavHoeo memoda neveHuss nosmopuoii asno-TICK om
ANbMePHAMUBHO20 OOHOPA He NPedCMABASAOC BOZMONCHBIM
8 C653U C BbICOKUM PUCKOM PA3GUMUS NeMANbHBIX 0CA0NC-
Henuil. Excenedeavno nposodusace UHMpPameKanbHAs
XUMUOMEPAnUsl, 8blNOAHEHO 7 NYHKYULL, CaHayus AUKEopa
docmueryma nocae 4-eo egedenusi, no danuoim MPT 20106-
H020 M032a COXPAHANACH NOAONCUMENbHAS. OUHAMUKA 8 8Ude
YMeHbUleHUs. pazmepos obsemHo2o o0pazosanus. IIposeden
NOBMOPHbLIL KYPC A3aUUMUOUHa 8 KOMOUHAUUU C 8eHemo-
Kaakcom, esedenue donopckux NK-xaemok 6 doze 5x 10°/xe
maccol mena peyunuenma. Yepez 1 mec om 6s6edenus
NK-xnemounoeo npodykma Ha ¢hoHe epamyaouumoneHuu
duaezHocmuposana  08YCMOPOHHAS — NOAUCeMEeHMAPHAs

NHEBMOHUS ¢ pazeumuem ObiXamenbHoll HedoCmamo4HOCMuy
1 cmenenu, 6e3 gvipaxceHHOl OUHAMUKU HA ()OHe nPo8oodu-
MOl KOMOUHUPOBAHHOU AHMUMUKDPOOHOU mepanuu. Yuu-
mouleas omcymcmeue NpU3HaKo8 MUKPOOHO20 60CNAAeHUs
no OaHHbIM OGPOHX0ANBEEOASIPHO0 AAB8AJCA, Pe3VAbIMAMbl
KOMNbIOMEPHOU mMomMoepaguu opeanos epyoHoll KaemKu,
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KAUHUKO-UHCIMPYMEHMANbHAS. KAPMUHA  PACUeHeHa KAk
nposieaeHue Ne204HOll GopMbl PeaKyuu <«mpaHcnAaHmMam
npOMUE X035UHA», HABHAYEHA UMMYHOCYNPECCUBHAs mepa-
nus (FAM-mpuada, abamayenm), na ¢pone Komopoii usme-
HeHUsL 8 Ne204HOl MKAHU PA3PEUUNUCD.

Ilpu konmpoavnom o6caedosanuu uepes 200 nociae
anno-TICK y nauyuenma coxpausemcs KAUHUKO-2eMamo-
A02UMECKasl peMUccUusi U no pe3yibmamam UMMYHOQeHO-
MUNUPOBAHUSL KOCMH020 MO032a U AUKE0pa Habaoaemcs
MOB-ompuyamenvusiit cmamyc. [lo danuoim MPT 20106-
Ho2o Mo3ea (puc. 2) 6 obaacmu paHee onpedenssuie2ocs
00BeMH020  00pPA306aHUS  BU3YANUSUPYIOMCS  UBMEHEeHUs
¢ y4acmkamu nponumvl8aHus 2emMocudepuHoM/HeKpo3amu
81PABOLIMEMEHHO-3AMbLIOHHO-8UCOUHOLL00AACIUPAZMePaMU
2,4 % 0,9 % 1,1 cm (newebHoiii namomopgo3?), npu enympu-
BCHHOM ~ KOHMPACMUPOBAHUU — COXPAHAEMCsT  UHMEHCUBHOe
HepasHOMepHOe HAKONAeHUe KOHMPACMHO20 NPenapama 6 30He
namonoeu4ecKux UMeHeHUll, GeposmHee 6ceeo, 3a CYem
HapyuleHusl Yea0CMHOCIU 2eMamo3Hyeparuteckoeo bapvepa.

Takum obpazom, uepes eod nocae arno-TICKy nayuenma
coxpansemcs KauHuko-eemamonoeuteckas MOb-neeamug-
Has pemuccus. C npomueopeyuouHoll yeavto NAAHUpyemcs
npooondiceHue NPOMUBOONYX01e8020 AeHeHUs HA OCHOGe
6eHemokAaKca 6 Komburayuu ¢ kaemourot mepanueii NK.
Cxema npogodumoii nayuenmy mepanuu npeocmagieHa Ha
puc. 3.

O0cyxmeHne u 3aKII0YeHHe

Mnanenuyeckuii B-OJIJI — ogHa M3 caMbIX CJIOXKHBIX
KJIIMHUYECKUX CUTyaluit B AeTcKoi remarojiorun. Oco-
OCHHOCTM OpraHM3Ma MJIaJieHIIa U arpecCUBHasl IpupoIa
MJIaJIEHYECKOTO JIeiiKo3a MPUBOAAT K TOMY, YTO IPU MPU-
MEHEHMHU CTaHJAPTHBIX MOJIXOJO0B M IPOTOKOJIOB Tepa-
MUY U3JIEUUBAETCS JIUIIL HEOOIbIIOE YMCIIO TAalleHTOB.
B cBg3u ¢ 3TUM ouYeBMIHA HEOOXOIMMOCTh TPOBEACHUST
KJIIMHUYECKUX MCCIIeJOBAaHUII HOBBIX METOMOB JICUCHMSI.
HecmoTpst Ha TO YTO B OCHOBHOM HeyJIauM Teparuy Miia-
JNIEHYECKNX JIEMKO30B CBsI3aHbl C MX pelUIUBAMU WU

Puc. 2. MPT 201061020 MO32a ¢ KOHMPACMHBIM YCUACHUEM NOCAE 2 KYPCO8 NOAUXUMUOMEPANUU HA OCHO8e 8eHEMOKAAKCA

Fig. 2. Contrast-enhanced MRI of the brain after 2 courses of venetoclax-based chemotherapy
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MauymneHT M., 3 mecsaua.
AunarHos: OJU1, ummyHonornveckuit Bapuant B-1 c koakcnpeccnen NG-2, t(4;11)(q21;923),
runepnenkouuTos, rpynna BbiCOKoro pucka, LLHC-craryc - 3

Patient M., 3 months old.
Diagnosis: ALL, immunological variant B-1 with NG-2 coexpression, t(4;11)(q21;q23),
hyperleukocytosis, high-risk group, CNS status - 3

Switch OMJ
Switch AML

Cra6bunusauma
Stabilization

Mporpeccnsa
Progression

UHC-peungns
CNS relapse

Puc. 3. Cxema npogedennoii mepanuu

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

pedpakTepHbIM TeueHHeM, OOJIBIIYIO MPOOJeMy TaKxkKe
MPENCTABIAIOT 32a00JIeBAEMOCTb U CMEPTHOCTD, O0YCIIOB-
JICHHasl OCJIOXHEHUSMHU Teparuu, a TakKKe OTHaJICHHbIC
MMOCJIEACTBYSI, OrpaHWYMBAIOLINE IIPOIOLKUTEIBHOCTD
Xu3Hu nauueHToB [14]. Ha mpencraBieHHOM B cTaThe
KJIMHUYECKOM TIpUMepe IMPOAEMOHCTPHUPOBAHBI OCHOB-
HbIe MpoOJieMbl JeyeHus MiageHdeckoro B-OJIJI: nHu-
LIMaJbHOE HaJWYMe COBOKYITHOCTU HEOJaronpusTHBIX
MMPOTHOCTUYECKUX (DaKTOpoB (TepecTpoiika reHa MLL,
orcyrcTBue akcnpeccun CDI10 Ha oImyXoJieBbIX KJIET-
Kax, BO3pacT MJamiie 3 MecsleB, TMIEPIeHKOINUTO3
u nopaxkenue ITHC mpu Manudecranmm), nepexioye-
HUE JUHUU OJACTHBIX KJIETOK ¢ IMMMOUTHOI Ha MUEIIO-
WIHYIO, YK€ Ha ATalne MHAYKLIMOHHOW Tepalluu ILUIOXOM
OTBET Ha TJIIOKOKOPTUKOCTEPOUIBI U PA3BUTHE TSKEJIBIX
OCJIOKHEHMI, OTpaHMYMBAIOIIMX BO3MOXKHOCTU WMHTEH-
cupukaunu Tepanuu, peppakrepHoe teuenue, LIHC-pe-
LUIUB Ha Mo3aHuX cpokax nocie amio-TI'CK. OnHako,

Pemuccma 1
Remission 1

CoKpalyeHne Ha 88 %
88 % reduction

HECMOTPSI Ha COBOKYITHOCTb 3TUX MPo0JIeM, MHINBUIYa-
JIM3UPOBAHHBIN MOAXOA M MPUMEHEHHME HOBBIX METONIOB
Tepanuy TO3BOJWIM IOCTUYb PEMHUCCUM Yy TallMeHTa
nocie peunnuBa. TakuMm oOpa3oM, JaHHBIE MCCleIOBa-
HUIi1, Kacalolyecsl yHUKaJIbHOW OMOJIOTMU U OCOOEHHO-
CTEW KJIMHUYECKOTO TEYEHUS MIIAJCHYECKUX JIEMKO30B,
TO3BOJISTIOT PACHIMPUTD ITOMCK U pa3pabOTKy HOBBIX CTpa-
Teruii JiedeHust. JlaHHbIE CTpaTerMyu CIOCOOCTBYIOT KakK
CHIXKCHUIO YaCTOThI PELIMINBOB M YCIICIIIHOMY TOCTIIKE-
HUIO PEMMCCHUH TTOCIIe pelIMINBa/pedpakTepHOro TeUCHUS
3a00J1€BaHUS Y TaKUX MAIMEHTOB, TaK M YMEHBIICHUIO
TOKCUYHOCTH, CBSI3aHHOM C JICUEHHEM, a CJIeOBaTeIbHO,
YIYYIIeHUIO TTOKa3aTeell BBLKUBAEGMOCTU. YUUTHIBAs peli-
KOCTh MJIAICHUECKUX JIEKO30B, OOMEH OITBITOM, COTPY/I-
HUYECTBO TPAHCIUIAHTALIMOHHBIX LICHTPOB U MyOJMKALIMU
pe3yJIBTaTOB Tepanry TaKUX MalleHTOB HEOOXOMMMBI IS
Oosiee TITYyOOKOTo TIOHMMAaHUSI TIPUPOIBI 3TOro 3aboseBa-
HUS 1 yy4dieHus 3 GEeKTUBHOCTH €ro JISUeHUs.

Knunnyeckue Habniopenus // Clinical cases
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This work analysed of the influence of scientific and practical events on the formation of the service of pediatric oncology and hematology in
the regions of the Russian Federation. Various formats of events (webinars, clinical rounds and diagnostic colloquiums), aimed at transferring
advanced knowledge and technologies, are considered. The effectiveness of these measures was assessed in terms of improving the skills of
regional specialists, introducing new diagnostic and treatment methods, and improving treatment outcomes in children with specialized
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Beenenne

OpHolt M3 3amay, IOCTaBJIeHHBIX MUWHUCTEPCTBOM
3npaBooxpaHeHnst Poccuiickoit Pemepaniin B paMKax
mpoekTa «Pa3BuUTHe ceTM HALMOHAIbHBIX MEIULIMHCKUX
uccienoBareabckux IeHTpoB (HMMWII) u BHempeHue
WHHOBALIMOHHBIX MEAWIIMHCKUX TEeXHOJOTruii» [1] mepen
HMMUII, gaBnsiercss mpoBedeHUE HayYHO-ITPAKTUUECKUX
MeponpusaATuii [2], HallpaBJIE€HHBIX Ha pacIpocTpaHe-
HUE TIEPENOBBIX MEAMIIMHCKUX 3HAHMN W TEXHOJIOTHU,
MOBBIIIEHUE KBaIU(UKAIIMKM CIIEIIUAINCTOB B perMoHax
U B KOHEUHOM CYETe Ha yJIydllleHHWEe KauecTBa OKa3aHUs
MeIULIMHCKOI Tomolu HaceineHuo. HMUL, obnangas
YHUKAJbHOM KIMHUYECKON 0a30il, UTpaloT KIIOYEBYIO
poiib B (GOPMUPOBAHUM €IMHOTO HaydYHO-0Opa3oBaTeIb-
HOTO MPOCTPAHCTBA B chepe 3APaBOOXPAHEHUSI.

Hacrosias padora rmocsieHa aHaau3y onbita PI'BY
«HMHUL ATON wum. Omutpus PoraueBa» MuH3mpaBa
Poccuu B opraHmzamuu M TPOBEACHUM HayYHO-TIpaK-
TUYECKMX MEPONPUSTUI U OIICHKE €ro BIUSHUS Ha pa3-
BUTHE TTPOPUIBHON MEIULIMHCKON IMMOMOIIM B perMoHax
Poccuiickoit Menepanuu.

MatepuaJjsl 1 METOIbI

B pamkax mcciaepoBaHusl ObUT TIPOBEIEH KOMILIEKC-
Hblii aHanmu3 aesTteabHoctu PI'BY «HMUL ATOU
nM. Imutpusa PoraueBa» Munsapasa Poccun no opraHu-
3alMM HAayYHO-TIPAKTUYECKUX MEPOIPUITUIA 3a Mepuomn
ocyliecTBIeHUs penepanbHOro rnmpoekra «Pazputue cetn
HallMOHAJTBHBIX MEIUIIMHCKUX MCCIeI0BATEIbCKIX IICH-
tpoB (HMMWII) 1 BHEeApeHNE MHHOBALIMOHHBIX MEIUIIMH-
cKkux TexHojoruii» B 2019—2024 rr. Ucnionab3oBanucs cie-
IYIOIIME METOIbI: aHAJIM3 HOPMATUBHOI TOKYMEHTAIIUH,
pernameHTupyoIeit gesteabHocts HMUIL u onpenensi-
IoIleil MPUOPUTETHI Pa3BUTUS 3MpaBooXxpaHeHus B Poc-
cuiickoit Menepanny; aHaau3 CTATUCTUYECKUX AAHHBIX
0 KOJIMYECTBE U TUMAaX MPOBEICHHBIX MEPOTIPUSITHI, YUC-
JIe YYaCTHUKOB M HX Teorpaduueckoil pacroyioKeHHO-
CTU; aHKETUPOBAaHME YYACTHUKOB MEPOIIPUSITUI B LIEJISIX
OLICHKM WX YAOBJIETBOPEHHOCTU COIEPXKaHUEM, Opra-
HM3aLMEN M MPAKTUYECKON 3HAYMMOCTBIO ITOJIYYEHHBIX
3HAHUM U HAaBBIKOB; MOHUTOPUHI IMyOJIMKalMii B Hayd-
HBIX XypHaJlaXx ¥ COOpHUKaX MaTepragoB KOH(MEPEHIIUIA,
OTPaXKAIOIINX OMBIT MPUMEHEHUST HAyUHO-ITPAKTUYECKMIX
meponpusatuii B HMUII.

AHKeTa y9aCTHUKOB BKJII0Yajia TpU BOIIpoca, Ha KOTO-
pble Hamo ObLIO JaTh OTBeT «Jla» min «Het»:

1. HoBoabHBI 1 BB comepxkaHueM, opraHu3amueit
U IIPAKTUUECKON 3HAYMMOCTbIO TTOJTYYEeHHbBIX 3HAHUI?

2. AxrtyanbHa 1M uHOpMaLs, TpeaocTaBIeHHas
JIGKTOPOM/JIEKTOpaMU, B TIPOBEACHHOM HayYHO-IIPAKTH-
YECKOM MEPOIpUITUN?

3. bynere nmu Bbl mpuMeHATb TOJIYYEeHHbIE 3HAHUS
1 HABBIKU B CBOEH MPAaKTUYECKOM AeSTEIbHOCTU?

COop JaHHBIX  OCYIIECTBISUICSI C  IIOMOIIBIO
OHJIaliH-aHKeTUpoBaHMsI Ha 0a3e Yandex Forms, uyto
MMO3BOJIMJIO aBTOMATUYECKU OOOOIIUTD U OLIEHUTD TIpei-
BapuTeJIbHbIE pe3yJBTaThl U BBHITPY3UTh UX B Microsoft
Excel nnsa nanbHeliei ctTaTuCTUIeCKOi 00paboTKM.
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Pe3syabraTsi

AHanu3 BBISIBUJI YCTOMYMBYIO TEHISHIIUIO K yBEJIMYE-
HUIO KOJIMYECTBA HAyYHO-TIPAKTUYECKUX MEPOIPUITHUIA,
npoBoaumMbix Llentpom um. JImutpus PoraueBa, u exe-
rogHOe TIepeBBbINIOJHEHUEe TlaHa MuH3sapaBa Poccum
B TeueHue mocieaHux JjeT. OMHaKO KOJUYECTBO TUIIOB
Hay4YHO-IIPAaKTUYECKUX MEPOIPUITUI CHUXKACTCS BCIICI-
CTBME HU3KOM 3aMHTEPECOBAHHOCTU CPEAM CJIyLIATEIIEN,
a TAaKXKE BBICOKOM HAarpy3Ku Bpadyei.

3a BpeMsl CyILIeCTBOBaHMS (peaepabHOTO IpoeKTa
«Pa3BuTHe ceTM HaIlMOHAJbHBIX METULIMHCKMX HCCIIe-
noBatenbeckux 1eHTpoB (HMMILI) m BHeapeHne MHHO-
BallUOHHBIX MEIMIMHCKUX TexHojoruii» B LleHTpe
uM. Hmutpusi PoraueBa Oblio mpoBeaeHo Oonee 400
Hay4YHO-IPaKTUUECKMX MEPONpUsITUii (puc. 1).

CaMbIM MOMYJISIPHBIM TUIIOM HayYHO-TIpaKTHUYe-
CKUX MEPONPUITHI Cpelnu Bpadyeil U3 pa3HbIX CYObEKTOB
Poccuiickoit ®enepaunn ObLIM BeOMHAPHI M KJIMHUAYE-

cKue 0oxombl (puc. 2).
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Fig. 1. Scientific and practical events conducted for the period 2019—2024
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Fig. 2. Number of the most popular types of scientific and practical events held
for the period 2019—2024
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Hab6mionaercst pacimmpeHue reorpaduy y4acTHUKOB,
YTO CBMIETEJIBCTBYET O PACTYIIEM HHTEpece CIeIUaiu-
CTOB U3 pa3iInyHbIX pernoHoB Poccuu kK onwity LleHTpa
nM. Imutpusa Porauena.

Jlumepom 1o yyacTuio B HaydHO-IIPAKTUIECKUX MEPO-
MPUSATUSIX U3 ToAa B TOA ocTaeTcs . MocKBa, a UMEHHO
I'BY3 . MockBbl «Mopo3oBcKas AeTCKasi FopoacKast KJn-
HU4ecKasi 0oJbHMUIIA» JlemapramMeHTa 3IpaBOOXpaHEHUS
I. MoCKBBI. AKTUBHOE ydyacTue B HayYHO-TIPaKTUYECKOMI
JIeSITeJIbHOCTU TI03BOJIsIET MOPO30BCKOM IETCKOM TOPOJI-
CKOM KJIIMHUYECKOW OOJIbHUIIE OCTABAThCS Ha MEPeoBOi
MEIULIMHCKON HAyKU.

Ha puc. 3 npencrasinennsl 10 permoHosB Poccuiickoii
®depepalivii, KOTOPbIE U3 rofa B roJ aKTUBHO y4aCTBYIOT
B HayYHO-TIPAKTUYECKUX MEPOIIPUSITUSIX.

Pacnipenenenne no npoduiasiM mokaszajao MmpeBaupy-
folllee KOJMUYECTBO BEOMHAPOB M KIMHUYECKUX OOXOIOB
IO JETCKON OHKOJIOTMH, BKJIIOYAsl JETCKYIO XUPYPTHUIO.
HMMMyHOI0THS 11 TeMaTOJIOTHS IIPEICTaBIeHbI TPUMEPHO
B paBHBIX MpornopLusx (puc. 4).

B 1ienom Takas kKapTuHa OTpaXkaeT TeKyIue IMoTpeod-
HOCTH U IPUOPUTETHI CUCTEMBbI 3IPaBOOXPAHEHUS B OTHO-
IIeHUN IEeTCKOW OoHKonoruu. Beicokmii cripoc Ha oOpa-

b ——

Puc. 3. Peeuonvt Poccuiickoi Pedepayuu, akmueno yuacmeyloujue 8 Ha-
VUHO-NPAKMUYecKux meponpusmusx (Haubonvuiee yuacmue MeOUUUHCKUX
opeanuzayuil 3-20 ypogHs)

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

m [leTckan oHkonorus/Children oncology

m FemaTonorusa/Hematology

VimmyHonorua /Immunology

Puc. 4. Pacnpedenerue nayuHo-npakmu4eckux Meponpusmuii no npoouiim

Fig. 4. Distribution of scientific and practical events by profile
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30BaTe/IbHbIe MEPOTIPUSITUS B 3TOM 007aCTU O0YCIOBIEH
KaK CJIOXHOCTbIO M MHOTOIPaHHOCTBIO 3a00JIeBaHUIA,
TPeOYIOIUX MOCTOSSHHOTO ITOBBIIICHUST KBaTM(MDUKALIMU
Bpauell, TaK U aKTUBHBIM pPa3BUTHEM HOBBIX METOIOB
MUaTHOCTUKM U JedyeHus. KinHudyeckue 00Xonbl, B CBOIO
oyepeb, TO3BOJISIIOT Ha MPaKTUKE O0CYXIATh CI0XHBIE
caydayd 1 OOMEHMBATHCS OTTBITOM MEXKIY CIIeIIMaICTaMMu.

PaBHOMepHOe pacripeneneHue BeOMHAPOB U KIIMHU-
YeCKHUX 00XOI0B IO MMMYHOJIOTUM U TeMaTOJOTUU CBU-
JIeTeJIbCTBYET O CTAOMJIbHOM MHTEpece K 3TUM HampaB-
neHusM. O0e IMCUMIUTMHBI WTPAOT KIIIOYEBYIO POJIb
B IMaTHOCTHUKE M JICYCHUU IIUPOKOTO CIIEKTpa 3a00jIeBa-
HUM, U DoaAepKaHUE BBICOKOTO YPOBHS 3HAHUU Bpauyei
B 9TUX O0JACTSX SIBJISIETCS HEOOXOAUMBIM YCIOBUEM LIS
OKa3aHUs KaYeCTBEHHOM MEIULIMHCKON MTOMOILM.

B panbHeiieM st onTMMM3aluMy 00pa3oBaTebHOM
MporpaMMBl  HEOOXOAMMO VUWUTHIBATh pPETUOHAIBHBIC
0COOCHHOCTU M ToTpeOHOcTU. Hampumep, B permonax
C MOBBIIIEHHOM YaCTOTOM BCTPEYAEMOCTHU OIIPEACTICHHBIX
TUIIOB OHKOJIOTMUECKMX 3abojieBaHUll Ienecoodpas-
HO YBEJIWYUTH KOJWYECTBO BEOMHAPOB U KJIMHUYECKUX
00X0JI0B 10 COOTBETCTBYIOLLIEMY HallpaBieHU0. [Tomrumo
OYEBUIHOM TOJIB3BI IS MPO(PECCHOHATBFHOIO Pa3BUTHUSI
Bpaueii, ydacTre B HAyYHO-ITPAKTUIECKUX MEPOITPUSITHSIX
CTUMYJIMPYET MHHOBAIIMOHHYIO aKTUBHOCTb B yUpexie-
HuU. TToCTOSITHHBII TMTOUCK HOBBIX PEIIEHUIi, CTpEMIICHUE
K COBEPLIEHCTBOBAHWIO METOMOB JIeYEHUsS] U AUarHocC-
TUKU, BHEAPEHMUE IepelOBbIX TEXHOJOIM — BCE 3TO
SIBJIICTCS Pe3yIbTaTOM aKTUBHOI BOBJICUEHHOCTH B Hayd-
HBI IpoLEecC.

IIpoBeneHHOE aHKETMPOBAaHME YYACTHUKOB MEPO-
MPUITUA TPOAEMOHCTPUPOBAJIO BHICOKUI YPOBEHbD yIOB-
JICTBOPEHHOCTHU COACPXKaHUEM, OpraHMU3alMeii M MpaK-
TUYECKOI 3HAYMMOCTHIO MOJYYeHHBbIX 3HaHuil (99 %).
YYacTHUKM OTMEUAIOT aKTyaJIbHOCTh IIPEACTaBICHHOMN
WH(GOPMAILIMK, BBICOKMI TMPOheCCUOHAIBHBIN YPOBEHD
JIGKTOPOB M MOZIEPAaTOPOB, a TAKXKE BO3MOXHOCTH OOMe-
Ha onbiToM ¢ Koyuteramu (100 %). 3HauuTenbHAsT YacThb
PECIIOHICHTOB yKa3ajla Ha HaMepeHNe IIPUMEHSTD TTOJTy-
YeHHBIC 3HAHUS M HABBIKU B CBOCH IPAKTUUECKOU HesIi-
teabHOCTH (94,2 %).

PesynbraTel aHanusa nokazanu, yro LleHtp um. Amu-
Tpust PoraueBa akTUBHO MCTIOJIB3YET pa3IUyHbIe (hopMa-
THl HAYIHO-TIPAKTUIECKUX MEPOIIPUSITHI, amanTUPOBaH-
HBIC K IOTPEOHOCTSIM Pa3TUYHBIX 1IEJICBBIX ayIUTOPHIA.
BeGuHapsl 1 KiIMHMYECKUE OOXOIbI, B XOAE KOTOPBIX
TIPOMCXOINT ACTAJbHBIN pa300p KIMHUIECKUX CIIy4acs,
OXBaTBIBAIOT IIMPOKUIA CIIEKTP BOIIPOCOB COBPEMEH-
HOM NEeTCKON OHKOJIOTMH, TeMaTOJIOTUN, UMMYHOJIOTUMN
¥ 00eCIIeYnBAaIOT JOCTYII K aKTyaIbHOM MH(MOOPMAITHN TSI
CICIMAINCTOB, HAXOISIINXCSI B OTHAJICHHBIX PEeTHOHAX.
AHanm3 OT3bIBOB YYaCTHUKOB ITOKA3aJl BEICOKYIO OIICHKY
KadyecTBa 00pa30BaTEIbHBIX MPOTPAMM U IIPAKTUUCCKYIO
3HAYUMOCTh ITOJIYYCHHBIX 3HaHWI. MHOTHME YIaCTHUKH
OTMETWJIA, YTO IIOJIyYeHHBIC 3HAHWUS YW HABBIKA OBUIN
YCTICIITHO BHEIPEHBI B MX KIMHUYECKYIO TTPAKTHUKY.

MpakTyeckue Bonpochl AETCKOW OHKONOruu-remaronorun // Practical questions of pediatric oncology-hematology
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OO0cyxaeHue

[MonyyeHHble pe3yabTaThl IMOATBEPXKIAIOT BaxKHYIO
poab Lentpa um. Imutpust PoraueBa B pa3BUTUM OHKO-
JIOTUYECKOM, TEMATOJOTMYECKOU U MMMYHOJIOTMYECKOU
MOMOIIM JIeTIM B pernoHax Poccuiickoit ®Denepaunm.
PazHooOpasue (opmaToB HayYHO-IPAKTUUECKUX MEPO-
MPUSATUI TIO3BOJISIET OXBaTUTh IIMPOKYIO ayIUTOPHUIO
CMECIUATUCTOB C Pa3IMYHBIM YPOBHEM TIOATOTOBKM
U pa3HbIMU MOTPEOHOCTIMU. AKLIEHT Ha MPaKTUYECKYIO
3HAYUMOCTh 00pa30BaTEIbHBIX ITPOTPAMM CIIOCOOCTBYET
OBICTPOMY BHEAPEHUIO HOBBIX METOIOB IMAarHOCTUKU
U JIUEHUSI B KIMHUYECKYIO TMPaKTUKy. BaxHbIM dak-
TOPOM YycIieXa SBJISIETCS AaKTMBHOE COTPYIHUYECTBO
C PerMOHAJIbHBIMU MEIULIMHCKUMU YUPEXKISHUSIMU, UYTO
MMO3BOJISIET YYUTHIBATh MX MOTPEOHOCTU U aJalTUPOBATh
00pa3oBaTeIbHbIC TIPOrPAMMBI K MECTHBIM YCIOBUSIM.

B nayuyHo-mpakTuueckux Mepornpusastuax LleHTtpa
uM. JIMmutpus PorayeBa MOMUMO perMOHAJbHBIX CIIELIM-
aJICTOB aKTMBHO NMPUHUMAIOT y4yacTHe KaK Bpayu, Tak
n ooyuariuecs Llentpa. Crenuanuctel u3 OIAOY
BO PHUMY um. H.M. INuporoBa Munsapasa Poccuu
CUMTAIOT, YTO TPOBEACHUE HAYYHBIX MEPOIPUSATUI I
CTYICHTOB, OPAMHATOPOB M acIUPaHTOB — 3TO yH00-
HbII popMaT JJ1s TOBBIIIEHUST YPOBHSI 3HAHUN U OCBO-
eHus TpodecCUOHANBHBIX KOMIIETCHLMI, a TakKXkKe s
Oynylleit KIMHUYECKOM MPaKTUKU U PACKPBITHUSI CBOETO
noTeHIMana B chepe Hayku [3].

IMponomkas Temy oOy4yeHUs, aBTOpbl U3 JlOHEUKOI
HapopHoit PecnyGnuku oTMmeyaroT, 4TO B OTJIMYHE OT
MHOTMX OHJIAaH-MeponpUsITU BeOMHapbl XapaKTepu-
3YIOTCSI TIOBBIIIEHHOI WHTEPAKTUBHOCTBIO. YYaCTHU-
KM BOBJICUEHBI B 00pa30BaTeJIbHBIN IIPOLIECC, MMEIOT
BO3MOXKHOCTh 3a/JaBaThb BOIIPOCHI JIEKTOPY M YTOYHSITh
HEsICHbIE MOMEHTBI BO BpeMsI JISKIIUIA WU MPaKTUIECKUX
3aHATHI [4].

BHenpenune u mporpecc TEepeloOBBIX IIH(POBBIX
pelleHnii OKa3aJM 3HAuYMTENIbHOE BIMSHUE Ha cdepy
00pa30BaHUs M MOBBIIICHUE KBATM(MDUKALIMUA METULIMH-
ckux paboTHUKOB. Mcnonb3oBaHue BUPTYyaldbHBIX 0Opa-
30BaTeJIbHBIX TUIATQOPM M OOydYalolIUX IporpaMM s
UHOOPMALIMOHHBIX CUCTEM 3[IPAaBOOXPAHEHUS SIBIISIETCS
KPUTUYECKU BaXKHBIM (DAKTOPOM IIJIsT 0OCCIICUEHMS OIle-
PaTUBHOIO M OE30ITaCHOIO JIEYSCHMS MAlIMEHTOB, a TaKXkKe
MUHMMU3ALMYA PUCKOB, CBS3aHHBIX C IIPUMEHEHUEM
MHGOPMALIMOHHBIX TEXHOJIOTHIA [5].
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Uto KacaeTcst pa3BUTHS HAyYHO-IIPAKTUYECKIX MEPO-
npugtuii B HMHULI, cyiiecTByeT myoauKaius aBTOpoB 13
®dI'BY «HMMUI Ttepanuu u npoduIaKTUIECKO Meau-
HUMHB» MuH3apaBa Poccuu, rie HaydHO-TIpaKTUYECKHeE
MEpOINPUSATUSL TIPEACTaBICHBI KaK eauHas CTPYKTypa,
BKJIIOUAOIIasl B3aMMOCBSI3aHHBIE 3JIeMeHTh. (O06pa3o-
BaTejIbHbIE IMPOrpaMMbl KaK BaXKHbIA MHCTPYMEHT IS
obecIieyeHUs] HeIPEePhIBHOIO IPOGheCCUOHAIBLHOIO pa3-
BUTHS Bpaueii-TepareBTOB HAXOAAT BCe OOJIblee IIprUMe-
HEHUE B pa3IMYHbIX Opranu3anusix. (pheKTuBHOCTb MPO-
BOAMMBIX MEPONPUITUIA HAIIPSIMYIO BIMsIET Ha YPOBEHb
3aMHTEPECOBAHHOCTHU M YYaCTHUSI MEAULIMHCKUX pPAOOTHU -
KOB [6].

CoBpeMeHHbIe TEXHOJIOTUM U 000pyIOBaHUE OTKPHI-
BalOT BO3MOXHOCTU UIsI 3(h(GEKTUBHOIO yIaJIeHHOTO
MEIUILIMHCKOTO 00pa30BaHUs U TOBBLIIIEHUS KBaau(pu-
KallM¥ B Pa3jMYHBIX 00JIACTSIX NUArHOCTUKU, Teparuu
U XUPYPTUM.

Bbnaromapst mpoBeAeHMIO MHOXKXECTBA AUCTAHIIMOHHBIX
JIEKIWIi, CEMUHAPOB, MPAKTUYECKUX 3aHITUI U UHIUBU-
IyaJIbHBIX TEIEMEIULIMHCKUX KOHCYJIBTALMI TTPOU30iiIeT
MocTereHHass TpaHchopMalusl CUCTEMbl 00pa30BaHUS
M OKa3aHUS MEIMLMHCKOM ITOMOIIM HACEJICHUIO, YTO
TMO3BOJIUT OOBEIMHUTH OOTaThblil OIBIT TPAAULIMOHHOTO
00y4YEeHHUS M COBPEMEHHbIE TEXHOJIOTUU TUCTAHIIMOHHOIO
B3aMMOJICICTBUSI MEXIY IIperogaBaTe/IIMUA M CTyIeHTA-
MU, KOHCYJIETAaHTaMU U TTalieHTamu [7].

3akioyenne

OmnwiT LHenTpa uM. JIImutpus Porayesa B opraHu3auu
M TPOBEACHUM HAyYHO-IIPAKTUYECKUX MEPOIPUITUIA
SIBJISIETCSI LIGHHBIM DPECYpCOM [UISl Pa3BUTUSL CUCTEMBI
HEIpPEepPbIBHOIO MEIULIMHCKOTO 00Opa30BaHMUSI U IIOBbI-
LIEHMS Ka4yecTBa MEAULIMHCKOM ITOMOILM JAETSIM C OHKO-
JIOTUYECKMMU, TeMaTOJOTMYeCKUMU U MMMYHOJIOTMYE-
CKMMM 3a00JIeBaHUSIMU BO BcexX permoHax Poccuiickoii
®denepauyu. JanabpHelilllee COBEPLIEHCTBOBAHUE CHUCTE-
Mbl HAayYHO-TIPAKTUYECKOTO COTPYIHMUUYECTBA MEXIY
Lentpom um. Hmutpusi PoraueBa M permoHajibHbBIMU
MEIULIMHCKUMU YYPEXKICHUSIMU, B TOM YUCIE 3a CYET
KCIIOJIb30BaHUsI COBPEMEHHBIX MH(MOPMALIMOHHBIX TEX-
HOJIOTMIA M PACIIMPEHUs] CIIEKTpa 00pa30BaTEeIbHBIX
mmporpamm, OyaeT CIIOCOOCTBOBATh HaJbHEHIIEMY YIIyd-
LIEHWIO PE3YJIbTaTOB JICUEHMS MALMEHTOB M CHIDKEHUIO
3200J1eBA€MOCTH U CMEPTHOCTH.
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B Poccuu yxe 6osiee 10 jleT MeauLIMHCKasT TTOMOIIIb,
oKasbiBaeMasi B ycJoBUsIX KpyriaocytouHoro (KC) wim
nHeBHoro ([ C) cralnmoHapa, oriauMBaeTcsi B OCHOBHOM
u3 OroaxKeTa hoHaa 00513aTeIbHOTO MEAUIIMHCKOTO CTpa-
xoBaHust (OMC) mo Tak Ha3bIBa€MbIM KJIMHMKO-CTaTH-
ctuyeckum rpynnam (KCI).

Mogens KCI' npencrapisieT co0oit cucteMy Ipymnmu-
POBKM 3200J1€BaHUI, OTHOCSIIIUXCSI K OTHOMY TTPODUITIO
MEIUIIMHCKON TMOMOIIU U CXOMHBIX IO MCITOJIb3YeMbIM
MeToAaM JUArHOCTUKU U JICYCHUST MAllMEHTOB U CpeaHel
pecypcoeMKOCTH (CTOMMOCTb, CTPYKTYypa 3aTpaT U Habop
HUCTIOJIb3YEMbIX PECYPCOB).

IlepBas monenb (2013 1) Bkmouana 187 KCI' u nipu-
MEHsLIach ISl OTUIaThl MEAMIIMHCKOM MOMOINIY, OKa3aH-
Hoii Tosbko B ycioBusx KC, oqHako B HacTosiee BpeMs
(2025 ) o61ee yncio KCI' gnst KC cocrapnsiet 452, st
JC —216.

C TOUKHM 3peHUsI MPUHIUIIOB (hOPMUPOBAHNUS POCCUIA-
ckas monenb KCI gBisieTcs aHaaoroM 3anaaHoi MOAeIn
OIUIaThl MEAULIMHCKOM moMoliu — diagnosis related groups
(DRG), koTopast akTMBHO MCITOJIb3yeTCs B OOJBIIMHCTBE
cTpaH mupa B TeueHue 1oyt 40 jget. OcHOBHOI 3amayueit
MpU pa3pabOTKe MaHHOTO IMOAXOAa K OIUIaTe SIBJsUIach
MOTHUBALIMS Bpaueit 1eunTh B yeaoBusix KC neiicTBuTe N b-
HO TSIKEJIbIX TTalueHToB [1].

KitoueBbiM oTiuneM poccuiickoit cuctembl KCIT
ot 3anagHoit mogenu DRG saBasgercsa To, 4To, TOMUMO
MEIUIIMHCKUX YCJIYT, OHAa BKJIIOYAET U JIEKAPCTBEHHYIO
Teparuio, B TOM YUCJIe TOPOTrOCTOSIINE JIEKAaPCTBEHHbIE
npenapatsl (JITT), yTo HexapakTepHO IS MHOTUX 3apy-
OeXHBbIX CTpaH [1, 2].

Heob6xonumo ormetutsb, uto ¢ 2021 . mogenr KCI'
YTBEPXIAETCSI B COCTaBe exkerogHo obHoaiseMoi Ilpo-

rpamMMbl TocyaapctBeHHbIX rapanTuii (ITI'T). Y mockosb-
Ky III'T MeHsieTcs1, TO HEU30EKHO TTPOUCXOAUT OOHOBJIE-
Hue u moxenu KCI [3]. [Ipexnae Bcero 3To CBSI3aHO CO
cieayomumMu pakTopamu:;

- HEOOXOIMMOCTBIO YYeTa HOBBIX KIIMHUYECKUX PEKO-
MEHIALUI U MOPSIIKOB OKa3aHUST MEIULIMHCKOI TTOMOIIIN;

- akTyanusaumeii teH Ha JITT (knactepHblii aHAIN3);

- MHAEKcalueid 3apabOoTHON TMIaThl MEAMIMHCKOIO
nepcoHaa;

- pacCCMOTPEHUEM MPEITOXKEHUI OT BEAYIMX dKCIep-
TOB 00 U3MEHEHUU OTLIaThl JIeUeHUs 3a00JIeBaHUIA;

- UCKJIIOYEHUEM AYOJIMPOBAHUS MIEPEUHST BHICOKOTEX-
HoJIoTMYHOI MeauuuHcKoi momortu u KCI.

B 2025 r. 06beM (hrHAHCUPOBAHUS OHKOJOTMYECKOM
nomoliuu coctaBua 380 Mapa pyO., U3 KOTOPBIX MOpsiaKa
200 muipa py6. 6ymet motpadeHo Ha JITT. DTu TpaThl mocTo-
SIHHO PacTyT, YTO OOYCJIOBJICHO HE TOJbKO IMOSIBICHUEM
Ha PBIHKE MOPOTOCTOSIIMX WHHOBAIlMOHHBIX Tpernapa-
TOB, HO W YBEJIMYEHUEM UYHCJIAa CIy4aeB OHKOJIOTMYECKUX
3a00JIeBaHUIA.

HeobGxoaumo moHumats, uto mozaenb KCI' B oHKoJI0-
TUH BKJTIOYAET TOJIbKO T€ CXEMBbI JICUEHH S, KOTOPbIE OMTMCAHbI
B KJIMHUYECKUX PEKOMEHAALIMSX, U TOJBKO Te Mperaparsl,
KOTOpbI€ BKITIOYEeHBI B [IepeyeHb )X3HEHHO HEOOXOIMMBbIX
n BaxHeinmmx JIIT (KHBJIIT), nmockoiabKy npu BKIIO-
YEHUM B HEro MaHHbIE IMpernaparbl MPOXOIST CEPbE3HYIO
KJIMHUKO-3KOHOMUYECKYIO OLIEHKY, UX CTOMMOCTb XXECTKO
KOHTPOJIUPYETCS M HE MOKET IMPEBbILIATh MPEIeTbHO 3ape-
TUCTPUPOBAHHYIO 1IEHY MPOU3BOAUTENS [2, 4].

OnHako ciemyeT YYWThbIBaTh, YTO TIPYU PEIICHUU
BpaueOHoit komuccuu o 3ameHe KHBJIIT Ha JITT He u3
Ilepeuynss BcaeacTBME WHAWBUAYaJIbHOW HEMEPEeHOCH-
MOCTU WIM MO XM3HEHHBIM TMOKa3aHUSIM OIljiaTa ciydas
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MEIULMHCKOM TOMOIIM IMPOM3BOAUTCA TaKXKe 3a CYeT
cpencts OMC [2].

KCT B oHKoJi0rMu BriepBbie rossBUIKCH B 2018 1., HO 3a
IOCJIEHUE TOMIbI MPOU3OIILIN CYLIECTBEHHbIE U3MEHEHMS
B ux ¢dopmupoBanuu [1, 5]: pacmmpen nepeueHb KCI,
HOBbIE KPUTEPUU CTald yYUThIBaTh OCHOBHOM JMAarHo3,
BO3pacT, JJIUTEJbHOCTb TOCIUTAIM3ALMU U MEXIyHAPOI-
HbIe HenaTeHToBaHHbIe HauMeHoBaHus JITI, mepecMmoTpeH
IOXO/I K IPUMEHEHUIO MOIPaBOYHbIX KOI(DOUIIMEHTOB —
OHU HayaJI¥ IIPUMEHSITBCS TOJBKO UL JIOJIM PACXOIO0B Ha
3apabOTHYIO IUIATY U COITYTCTBYIOILIME 3aTPAThI, YTO CHU3U-
JIO 3aBUCUMOCTb CTOMMOCTH JIeYeHUS OT KO3(PPUIIMEHTOB,
0COOEHHO B permoHax ¢ BBICOKOM aubdepeHIINPOBKOM
TapuOB, UCKITIOUEHBI TyOIUPYIOIINE CXeMbI 0€3 COITPOBO-
JIATEJIbHOM TepalliK, PacllMpeH IepedeHb MPUMEHSIEMbIX
JITT, BKJTI0Yasi KOMOMHALIMM UMMYHOIIpernapaToB U TapreT-
HBIX areHTOB, IIEPECMOTPEHBI HOPMATUBBI CPEAHEN MacChl
U TUIOIAAM ITOBEPXHOCTH Tejla HallMeHTa, YTO MO3BOJIMIO
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TOYHEE YUYUTHIBATh 3aTpaThl Ha JIEKAPCTBEHHYIO TepaIiio
W S APYTUX U3MeHeHut (puc. 1).

Hnsg nexapctBeHHoi Tepanuu 3HO numdounmHoi
M KpOBETBOPHOI TKaHel pa3padoranbl 12 KCI' nng J1C
n 9 — s KC. BaxkxHO OTMETUTB, YTO MeToaMKa (popMu-
poBanusg KCI' mist oHKoremaTtooruu 0ojiee TOYHO cTaia
VUUTHIBATh [JIUTEIBHOCTH JICYCHUSI M HEOOXOIMMOCTH
MpUMeHEeHMS crieln@uIecKrx npernaparos [1].

B Hactosiiiee Bpemsl IMO-TIpEXKHEMY OTCYTCTBYIOT
otaenbHbie KCI' mist ormiaTel JiydeBoii Tepanuy B cove-
TaHUU C JIEKAPCTBEHHOI Tepanueil, KOTOpble MOIJIM ObI
MPUMEHSTHCS B IETCKOM OHKOJIOTMH, YTO CYIIECTBEHHO
3aTPyIHSET paboOTy ACTCKUX OHKOJIOTOB M TeMaTOJIOTOB
U, COOTBETCTBEHHO, CKa3bIBaeTCsl Ha (PMHAHCOBBIX ITOTE-
psx menuiHcKoi opranu3anun. KCI st19.084—st19.089
pa3paboTaHbl TOJIBKO JJIs TIPO(UIIST «OHKOJIOTUSI» U UME-
0T OoJiee BBICOKMIT KO3(PPUIIMEHT 3aTPaTOEMKOCTH IO
cpaBHeHMIO ¢ «aeTckoii» KCI st08.001 [2, 5].

2021r.

Yeennuenme KCI'c 3 po 138 KC n ¢ 3 go 16 B 1C. YueT ocHOBHOro AnarHo3a, Bospacta (> 18 ner),
AnuTenbHocTW rocnutanmsaumm n MHH JIN. MonpaBoyHble KO3ddULMEHTbI — TONIbKO ANA
[ONN PacxofoB Ha 3apaboTHYI0 MaTy 1 CONyTCTBYOLLME 3aTpaTbl
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.

WckntoueHbl gybnupytowmeca cxembl 6e3 conpoBoautenbHoi Tepanun. Konnuectso KCI
[LNA eKapCTBEHHON Tepanuu 3710Ka4yeCcTBEHHbIX HOBooOpasoBaHuii (3HO) (kpome onyxonen
nuMGOUAHON U KPOBETBOPHOW TKaHel) — 17. PaclupeH nepeyeHb NPUMeHAEMbIX NMpernapaTos
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

2023 r.

AkTyanu3sauua cxem Tepanun. Onnata CONPOBOANUTENbHON Tepanuu C NpuMeHeHnem KodbdrumneHTa
CNOXHOCTYM NneveHna naymeHTa (KCJM) (8 KC - 0,63, B AC - 1,2). Konnuecteo KCI gns nekapcTBeHHON
Tepanun 3HO (kpome onyxoneit NuMONAHON N 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.

BBefeHMe HOBbIX cxem Tepanuu. [lepecmMoTp HOPMATVMBOB CpeaHel MacChl
1 NJIOLaAN NOBEPXHOCTY TeNa NaureHTa. Mi3ameHeHa MeTofvKa pacyeTa TaprpoB
Introduction of new treatment regimens. Standards for average patient weight
and body surface area have been revised. The pricing methodology has been changed

2025r.

\

BBefeHbl HOBble CXeMbl JIeKapCTBEHHO Tepanuu, BKAovatoLwyie KoMOrHaLmMm MMyHonpenapaTos
W TapreTHbIX areHTOB. MI3MeHeHa MeToauKa pacyeToB. bonee TOUHbIN yyeT ffnTenbHOCTUN leYeHns
1 HeOBXOAMMOCTY MPUMEHEHUA cnelndryecKmx npenapaTos. [lepecmMoTp HOPMaTMBOB CpefHelN MacChl
1 naowaam NoBepxHoCcTn Tena nauynenTa. Konnuectso KCI gna nekapcTBeHHON Tepanuu
3HO (kpome onyxonei NMMPONAHON 1 KPOBETBOPHOW TKaHeln) — 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. Uzmenenus KCI 6 corudnoii onkonoeuu 3a nociednue 5 aem

m Fig. 1. Changes in diagnosis related groups (DRG) in solid oncology over the past 5 years
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basoBas craBKa — pasmep cpenHeM CTOMMOCTW 3aKOHYEHHOIO Cny4van nevyeHua,
KOTOprI?I YCTaHaB/INBaAETCA HE H/XKe MUHMalbHbIX pa3mepoB 6a30BbIX CTABOK,

Onnata megULIMHCKOMN
nomowu no KCIr
Payment for medical
care by DRG

-Kan

ycTaHOBMEeHHbIx nporpammornt OMC, yteep»kaaemoin B coctase M

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

KoadduumeHT oTHOCMTENBbHON 3aTPaTOEMKOCTU OTPaXKaeT OTHOLLEHKE CTOVMOCTH
KoHKpeTHo KCI K cpegHemy o6bemy GrHaHCOBOro obecneyeHna meanLUHCKON MOMOLLM
B pacyeTe Ha OJHOTO MPOJIEYEHHOTO NaLmeHTa (6a3oBas cTaBKa), ycTaHaBnvBaetca NI
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

MonpaBouHblie KO3$PULMEHTbI yCTaHABNNBAOTCA Ha TEPPUTOPUATIBHOM YPOBHE:
- KO3PPULMEHT cneundukuy;
- KO3pPULMEHT ypOBHA (NOJYPOBHA) MeANLIMHCKOWN OpraHm3auuy;

Correction indicators are established at the regional level:

- specificity factor;

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

Puc. 2. Onnama meduyunckoii nomowyu no KCI'
Fig. 2. Payment for medical care by DRG

PacueT cToMMOCTH 3aKOHUEHHOTO CJ1ydast JICUECHUS 110
KCT ocyuiectBasieTcsi Ha OCHOBE CIEAYIOIIMX SKOHOMM-
YeCcKMX MapamMeTpoB [4]: 6a3oBas cTaBKa, KO3(M(OUILIMEHT
OTHOCHUTEJIbHOI 3aTPaTOEMKOCTH UM ITOIPABOUYHbBIX KOA(D-
¢uimeHTOB (puc. 2).

bazoBas craBka (pa3mep cpeaHeil CTOMMOCTHU 3aKOH-
YEHHOTO CJIyJasi) B HacTosllllee BpeMsl yBeandeHa U 00JIb-
1Ie He PEeTyJIMpPYyeTcsl KaK IMPOLIEHT HOpMaTrBa (hMHAHCO-
BBIX 3aTpar (B cy0obekrax Poccuiickoit Degepanyy oHa
ObL1a HIKE, YeM B (hefepabHbIX MEAULIMHCKUX OPraHU-
3anusix). CeromgHs Bo Bcex peiepalibHBIX M PErMOHATbHBIX
KJIUHMUKaX (KpoMe KJIMHMUK T. MOCKBBI) OHa OAMHAKOBa
u cocrasisieT 32 120,12 py6. wis KC u 17 622,00 py6. anst JIC.

Taomma 1. 3nauenus KCIIIT
Table 1. Value of the patient's treatment difficulty coefficient

Ilepeyens ciayyaes

List of cases

| JleueHue neteit 10 4 JIeT ¢ PELOCTABICHUEM MECTa COMPOBOXIAIOILEMY
Treatment of children under 4 y.o. with provision of a place for an accompanying person

KoapduumeHT 3arpaToeMKoCcTH (CpenHeB3BEIIeH-
Hasl CTOMMOCTH Ccjyyasi/0a3oBasi cTaBKa (PMHAHCOBOTO
obecrneyeHusl) TakKe ycTaHaBIMBaeTCs Ha penepabHOM
YPOBHE 1 MCITOJIb3YeTCs IJIST OTUIAaThl CIyyaeB, B KOTOPBIX
MPUMEHSIIMCH JOPOTOCTOSIIINE TEXHOJIOTUM (B TOM YUCTIE
noporocTosiye JITT U3 rpyrnmnbel aHTUMUKPOOHBIX).

W3 rpynmbl  TONpaBOYHBIX  KOB(G@GUIIMEHTOB O0CO-
6oe BHuMaHue 3aciayxuBaeT KCJIII, ycraHaBavMBaemblii
TapuHBIM COIIallieHWeM Y YYUTHIBAIOLINI OoJiee BbICO-
KW YPOBEHbD 3aTPaT HAa OKA3aHUE MEAULIMHCKOM ITOMOILH.

BTabn. 1 npeacrasnensl 3HaueHuss KCJITT pst otnens-
HBIX ciydyaeB. Ilpu pacueTe CTOMMOCTHM MEIMIIMHCKOM
TMOMOIIM, OKA3aHHOM IETAM C OHKOJIOTMYECKOW MaToJI0-

3nauenune KCJIII

Value of the patient's
treatment difficulty coefficient

0,20

Jleuenue nereit mo l'[pO(l)I/IJ'IIO «TreéMaToJjiorusd, 1€TCKasd OHKOJOIusI»

) C MPEeIOCTaBIEHUEM MECTA COMTPOBOXKIAIOLIEMY
Treatment of children in the field of “hematology, pediatric oncology”

0,60

with provision of a place for an accompanying person

3 Pa3BepTbiBaHMe MHAUBUAYATBHOTO MTOCTA

0,20

Deploying an individual post
Hanuruue y maiieHTa TsoKeIoi COMyTCTBYIONIEN MaToIoruu (CaXapHblil 1Ma0eT, XpOHUIECK M
sumMoreiikos, opdaHHble 3a601eBaHusI, BUPYC UMMYHOIE(DUIINTA YeI0BEKa, PACCEsSTHHBIN
4 CKIIEPO3, AETCKMUIi LEPEOPaIbHbIA Iapany, COCTOSHME TOCIIE TPAHCIUIAHTALIMN OPIAHOB 1 ,[[p.')
The patient has severe concomitant pathology (diabetes mellitus, chronic lymphocytic leukemia,
orphan diseases, human immunodeficiency virus, multiple sclerosis, cerebral palsy, condition
after organ transplantation, etc.)

TpoBeneHre COYeTaHHBIX XUPYPIUYECKUX BMELIATETBCTB WIN
5 orepaluii Ha MapHbIX opraHax (ypoBHu 1—5)
Performing combined surgery or surgery on paired organs (levels 1—5)
6 TTpoBeneHMe COMTPOBOAUTETBLHOM JJeKapcTBeHHOM Tepanuu mpu 3HO
Concomitant drug therapy for malignant neoplasms
[poBeneHue TeCTUPOBaHMUS HA BbISIBIIEHHE PECITUPATOPHBIX BUPYCHBIX 3a00JI€BaHUIA B IEPHOLT

7 FOCIUTATM3ALN
Tests for respiratory viral diseases detection during hospitalization

0,60

0,05-3,49

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

0,05
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TUeil, MOTYT MCMOJIb30BaThcs Kak MUHUMYM nBa KCJITT
co 3HaueHueM 0,6 Kaxapii: «JledeHue geTeit mo npod o
reMaToJIOTHsI, JETCKasi OHKOJIOTUS C IIpeAoCTaBICHUEM
MeCTa collpoBoxiaiolieMy» u «Haauume y manuenra
TSKEJION COITyTCTBYIOIIEH maTosorun». Eciu Bo3MOXHO
npuMmeHeHne Heckonbkux KCJITI, utoroBoe 3HaueHue
paccuMThIBaeTCS CyMMMpOBaHMEM. B ciryyasix, mpu KoTo-
pbIx cocTostHue He TpeoyeT npuMmeHeHust KCJITT, on mpu-
HUMaeTCcsl paBHBIM HYJIIO.

K ocHoBHBIM mapamMeTpam yueta ctoumoctu KCI Tak-
K€ OTHOCSITCS:

1) crouMocTh 1 KOWKO-IHSI UM MAlMEHTO-IHS (1S
KC un IC cooTBETCTBEHHO);

2)  CTOMMOCTb IIMTaHUs MallieHTa Ha | IeHb;

3) cpenHss akTU4ecKas IJIUTENIbHOCTh TOCITMTA-
nm3auuu o coorBetcTBytomeit KCT;

4)  CTOMMOCTbB OTAEIbHBIX foporocrosgmmx JIIT (mpu
obHoBiaeHun KCI' gng omiatbl TTPOTUBOOITYXOJIEBOM
JICKApCTBEHHOM Tepamuu, JIeYeHUs C TpUMEHEHUEM
TeHHO-MHXKEHEPHBIX OMOJIOTUYECKUX IpernapaToB
(T'BIT) u ceneKTUBHBIX UMMYHOJEIIPECCAHTOB, XPOHU-
YECKMX BUPYCHBIX TEIIaTUTOB);

5) KOJIWYECTBO 3aKOHYEHHBIX CJIydaeB JeYeHUS
B pa3pe3e METOJOB JICUCHMUS;

6)  LieJeBble 3HaUeHMsI 3apabOTHOIM TU1aThl Ha 2024 1

7) pacxombl Ha MUKPOUH(Y3HMOHHYIO TIOMITy IIpU
MMPUMEHEHUM CXeM JIEKapCTBEHHOU Tepamuu, Ipeamnoia-
ralolIX MHOTOYaCOBYIO MH(Y3UIO;

§) CcTOMMOCTb COMPOBOAUTETHHON JIEKAPCTBEHHOM
Teparuu.

Ecnu nepBble 6 MyHKTOB IPUMEHUMBI IJIsI JIIOOOTO
mpodussa, TO MOCHeAHNe 2 BbIIEICHBl MCKIIOUUTEIbHO
IUIST OHKOJIOTUYECKOU MEIULIMHCKOM TMOMOIIU, OAHAKO
OHM He HAIILJTM CBOETO OTPakeHUS B IeAUATPUM.

K coxanenuto, B Hacrosiiee BpeMsI HU B METOIM-
yeckux pekomeHmauusax, Hu B III'T He ykazaHo, 4TO
BkmouyeHo B cTtpyktypy KCI. Ilpu mpoBepkax KadyecTBa
MEIUITMHCKOM MOMOIIM 3KCIIePTHI TPEOYIOT MPOBEIACHUS
KOHCYJIbTAlU Y3KUX CIELUATUCTOB, NTOMOJIHUTEIbHBIX
nccaenoBanuii, onHako B KCI' pacueTsl mpemycMoTpe-
HbI TOJBKO CXEMOI JieKapCTBeHHOM Tepanuu. B cBs3nu
C BBIIIIECKAa3aHHBIM MEIUIIMHCKUE OPTaHMU3aIlMU TEePSIOT
10 40 % ¢ kaxgoro Kypca nojauxumuorepanuu. besyc-
JIOBHO, OIlIaTa JICUCHUS M TUaTHOCTUKM COITYTCTBYIOIICH
MMaTOJIOTUM NOJKHA MPOBOAUTHCS OTAeAbHO. M crmcok
JITT Takke MOJJIEKUT MOCTOSSHHOM Koppekiuuu. Hampu-
Mep, B HEro 10 CUX Mop He BKIouyeH HU oauH JIII,
MMPEIYCMOTPEHHBIN [UIS1 JICUSHUs] aHEMMU, PsI IIperapa-
TOB HE MOTYT IIPUMEHSTHCSI OMHOMOMEHTHO C IpOBee-
HUEM MPOTHUBOOIYXOJIEBOI Tepamuu, YTO MIPOTUBOPEUUT
TEKYIIMM ITpaBUJIaM OILJIATHI.

CornacHo KCI' nig omnathl cinyvast TpeOyeTcsl XKecT-
KOe coOMoIeHue KIMHUYEeCKUX pekoMeHnaruii. C 3To-
ro roma CTaHIapThl OOJIbIIE HE YJYacTBYIOT B KOHTPOJE
Ka4yecTBa MEIMIIMHCKOI TTOMOIIY U HE SBJISIOTCS 00s3a-
TeJIbHBIM JOoKyMeHTOM. B mpaBuinax OMC oHu ocTanuch
TOJABKO KaK WMHCTPYMEHT ISl TIJIJAaHMPOBAaHUSI OOBEMOB
u croumoctu I1I'T 1 TeppuTOopHaNbHBIX TTporpaMm. DTo,
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B CBOIO OYepeb, TAKXKE BBI3BIBACT TUCCOHAHC, MOCKOJIb-
Ky B pslie CTaHAAPTOB OKa3aHUs MEAUIIMHCKOM ITOMOIIMN
€CTb MEIUIIMHCKUE YCIYTH, KOTOPBIX HET B KIIMHUYECKUX
pPEeKOMEHIAITUSIX.

BosHukaer crpaBeIMBBIA BOIPOC — MOXHO JH
TMOBBICUTh MTOTOBYIO CTOMMOCTD Cy4asl IIpU OIuiaTe 1o
KCI'? OtBer onHo3HaueH — nga, moxHo. [Ipexnae Bcero
cyuiecTByeT Bo3MoxkHOCTh TpuMeHeHust KCI' ¢ BeIcCOKUM
KoadduimeHToM 3aTpaTtoeMKocTu. He ciaemyeT 3a0bIBaTh
00 ucrnop3oBanuu KCJIIT 1 nomoJHUTENBHBIX KJIacCHu-
(bMKaAIIMOHHBIX KPUTEPHUEB, MMOCKOJBKY CJIOXKHBIE CITydau
MOTYT OBITb CAaMbIMU Pa3HBIMU: JJIMTEJIbHAS TOCTIUTAIH -
3anus (30 gHei 1 6osee), TeyeHe KOMOPOUIHOM IaToJI0-
ruu, nepesoa u3 KC B oTneneHue peaHuMaluy U UHTCH-
cuBHoii Tepanuu vwin u3 IC B KC. Tak, ripu Ha3HaYeHU U
MaleHTY aHTUMUKPOOHOU Tepanuu (Hampumep, amt3)
B YCJIOBUSIX OTHEJACHUS PeaHUMMAallMM Y WHTCHCHBHOM
Tepanuu (HampuMmep, TIpH it2) CTOMMOCTb Cllydasi BO3pac-
TaeT Ha HECKOJIBKO COTEH ThICSY pyOJeit (B 3aBUCHMOCTH
OT JUIMTEJIbHOCTHU TePaIruun).

Kpome Toro, cymiectByeT Takass BO3MOXKHOCTb, KakK
cymmupoBanue 2 KCI' u 6onee. JJaHHas omuuss MOXeT
OBITh MPUMEHUMA TIPU CJIEAYIONINX OOCTOSTETbCTBAX:

- BO3HUKHOBEHME HOBOTO 3a00JIEBAaHMSI WJIM COCTO-
SIHUSI, BXOMSIIIETO B JApPYroi kiacc MexXayHapoIHOM
Kinaccudukauu 6oje3Heit 10-ro mepecMoTpa 1 He SIBJISI-
IOIIIeTOCS TTPOTPECCUPOBAaHNEM OCHOBHOTO 3a00JIeBaHUS
(Hanpumep, nomuxumuoTepanusa (st08.002) + mposene-
HUE aHTUMMKPOOHOI Tepamuu MHGbEKIUN, BbI3BAHHBIX
MOJUPE3UCTEeHTHBIMU MUKPOOPTaHU3MaMu);

- yCTaHOBKa/3aMeHa MOPT-CHUCTEeMbl (KaTeTepa) IS
MOCJICAYIONIETO TIPOBEACHUST IOIUXUMUOTEPANIUN WIN
XUPYPTUUECKOIo BMelllaTeabCcTBa (Hampumep, st19.038 +
st08.001);

- 3TamHoe Xxupyprudeckoe seueHue npu 3HO, He
MpeaycMaTpUBaloIliee BLIMCKY MalleHTa U3 CTallioHapa;

- MPOBeIeHNE MEIUIIMHCKON peadINTalluM TallueH-
Ta TIOCJIE 3aBEPLICHUS JIEYEHUS B TOU XK€ MEAULIMHCKON
OpraHu3aliy IO IIOBOAY 3a00JIeBaHMSI, MO KOTOPOMY
OCYIIECTBJISIIOCH JICUCHHE.

OnHako, 4YTOObI BIOCJEACTBUM HEe BO3HUKIIO IITpad-
HBIX CAHKIIMM, BCEe CBENEHUS JOKHBI OBITh YETKO 000-
CHOBAHBI U KOPPEKTHO OTpaXKeHbI B MCTOPUHU OOJE3HU,
B TOM YHCJIe B OKOHYATEeIbHOM (hDOPMYJIUPOBKE NMarHo3a/
nrarHo3oB. boiee Toro, He moITycKaeTcs:

- BbICTaBjieHMe ciydass Tonbko o KCI' st36.013—
st36.015 «IIpoBeaeHne aHTUMUKPOOHOM Tepanmuu NHGEK-
LM, BBI3BAHHBIX MOJIMPE3UCTCHTHBIMU MUKPOOPraHU3-
mamu (ypoBHu 1—3)» 6e3 ocHoBHOI KCT;

- BbeicTaBieHue ciaydasg no nymM KCI' u3 mepeu-
Hs st36.013—st36.015 «IIpoBeneHre aHTUMUKPOOHOI
Tepanuu WHGEKIA, BbI3BAHHBIX MOJMPE3UCTEHTHBIMU
MUKpoopraHnusmMamu (ypoBHU 1—3)» ¢ mepeceKarommuMu-
CsI CpPOKaAMM JICUCHUST;

- BBITIOJIHEHHME aMOYIaTOPHBIX MCCIENOBaHUI Ha CTa-
LMOHAPHOM KOMKE M MX MoJadya B KauyeCTBE OTIEJIbHOM
yciyru (IpUpaBHUBAETCd K ABOMHOMY (UMHAHCUpOBA-
HUIO).
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Tadmnua 2. Cmoumocms mepanuu 8 ycao8usx CMayuoHapa, moic. pyo.

Table 2. Cost of inpatient therapy, thousand rubles

IMoauxumuoTepanus
Polychemotherapy
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JlyyeBas Tepanus

ConpoBonure/bHasi Tepanust
Accompanying therapy

Koiikn Radiation therapy
Medical beds < 8 dpakunii > 8 cpakumii
C00 C81-85,96 | C91-95 S C00—80
JIC (ds)
e ient hospital (ds) 299 356 389 351 535829 29197 59 407 2433-4055
L i) 330 767 341207 569 526 73954 225673 15 076—50 255

24-hour hospital (st)

B Tabn. 2 mpencraBieHa CTOMMOCTh CJydyaeB OKasa-
HUSIT MEAUIIMHCKOW MOMOIIU AETSIM C OHKOJOTMYeCKOM
narojorueit B ycnosusix IC u KC Ha 6a3e (penepanbHoro
LIEHTpa.

Kak BunHO u3 Tab1. 2, CTOMMOCTb JIy4eBOI Tepanuu
MPSIMO  TIPOTTOPIIMOHAIbHA KOJIMYECTBY TPUMEHSIEMBIX
dpakuuii.

OTaenbHOTO BHUMAHUS 3acayXuBaeT MpOBEIECHUE
COIPOBOAUTEIbHON TepATUX — HEOThEMJIEMOI COCTABIIS -
Iollell KOMIIJIEKCHOTO BEIEHMSI OHKOJOTMYECKUX TMallv-
eHtoB. B 2020 r. Ha cosemanuu AHO «HauwmoHanpHbII
LIEHTP OLIEHKHW TEXHOJIOTUIA 3paBOOXpaHEHUsI» MO STH-
noit Coeta Penepalliv U ¢ ydacTUEM IIpelCTaBUTENCH
MunsapaBa Poccun Obuta oOcyxxaeHa HE0OXOOUMOCThb
BKJTIOUEHUSI COMTPOBOAUTEIBHOM Tepauy B KIMHUYECKUE
pekoMeHnaiuu. Ho MocKoabKy MOAXOIbl K €€ MpoBee-
HUIO, B OTJIMYKE OT OHKOJOTUYECKUX CXEM, CUCTeMaTU3H -
POBaHBI HE MO HO30JI0TMYECKOMY MTPUHIIUMY, a IO MPUH-
LIMITY OOIIIHOCTU BO3MOXKHBIX OCJTOXKHEHUI, Ha TeKYIIUIA
MOMEHT B MOAABISIONIEM OOJIbIIMHCTBE TaKue KIWHU-
Yyeckue peKoOMEHAallMu He pa3padoTaHbl. bosee Toro,
BCE JCUCTBYIOIIME HOPMATUBHBIE aKThl, PEryJIUpYyIOIINe
OHKOJIOTUYECKYIO TOMOIllb, HE coaepxkaT IOJOXEHUI,
KOHKPETU3UPYIONIUX MPaKTUYECKKWe BOMPOCHI MpoBee-
HUS COMPOBOAUTENbHOM Tepanuu [2, 5].

Ecnu npu okazaHMM [OaHHOTO BUOA MEIUIIMH-
CKOIf TOMOIIM B3POCTBIM TAlIMEHTaM C COJUAHBIMU
HOBoOOpa3oBaHUsIMU paspeineHo mnpumeHsTs KCIIIT
(0,638 KCwu 1,2 B1C), uTO y:Xe yBeIUUMUBAET TApU® MpH-
MepHO Ha 16 1 18 ThIC. pyD. COOTBETCTBEHHO, TO B JIETCKOM
MpPaKTUKEe, KaK TOBOPUJIOCH paHee, TAKOTo He MperycMo-
TpeHo. CTOMMOCTb COIPOBOAUTENIbHOI Tepanmuu NETIM
C OHKOTeMaTOJIOTMYECKOI MaToJIorueil BCeleao 3aBUCUT
OT IJIUTEBbHOCTUA TOCIUTAIU3ALIMI, HO BO BCEX CIydasx
sIBJIsIeTCSl (DMHAHCOBO HU3KO3(PHEKTUBHOIA.

OtHecenne K KCI st36.012 u ds36.006 «<3HO 6e3
CMEeUATbHOTO MPOTUBOOIYXOJIEBOrO JIEUEHUs» MPO-
U3BOJUTCS, €CAY AUarHo3 NpuHamiexur kiaccy C, HO
MPU 3TOM IMAMEHTY HE OKa3bIBaJIOCh YCIYT, SBISIOIINX-
cs KiacCU(UKAIMOHHBIM KpHUTEpUEM (XMMUOTepaIus,
JlyyeBasl Tepamnusi, Xupypruueckas omepauus). JaHHas
IpyTIia MOXET MPUMEHSIThCS B Cllydae HEOOXOAUMOCTU
MPOBEIECHUsI TOANEPXKUBAIOIIEH Tepanuyd U CUMIITOMAa-
TUYECKOIo JieueHUsI U TpedyeT 0co00ro BHUMAaHUS MpU
9KCIEePTU3e KauecTBa OKa3aHUsI MEAULIMHCKOM MOMOIIIM Ha
MnpeaMeT 000CHOBAHHOCTH MOAOOHBIX TOCTTUTATA3ALIUMA.

B cootBetcTBUU ¢ porpammoit o ykazaHHbIM KCI,
a Taxke o KCTI st19.090—st19.093 u ds19.063—ds19.066

«3HO numdouaHO M KpOBETBOPHOUM TKaHel 0e3
CHEeUATIBHOTO TPOTUBOOITYXOJEBOrO JIEYEHUST» MOXKET
OCYILECTBJISITBCSl OIUIaTa CJIydyaeB BBEACHUSI MEIULIMH-
cKkoit opranusanueit JIIT, mpegocTaBieHHbBIX MTallMEHTOM
WIA VHOM OpraHuW3alueu, NEeNCTBYIOIEH B HMHTepecax
MalyeHTa, U3 WHBIX UCTOYHUKOB (PMHAHCUPOBaHUS (3a
uckiouyeHveMm JIIT, mpruoOpeTeHHbIX MalMeHTOM WU €T0o
MpeaCcTaBUTEIEM 3a CUET IMYHBIX CPEACTB).

MenuurMHCKUM OpraHU3alusIM HepeHTa0eIbHO:

- MPOBOAUTH AUATHOCTUYECKUE HCCIEAOBAaHUSI Ha
CTallMOHAPHOW KOIKe, KpOMe MMMYHOTMCTOXUMUYECKUX
WUCCJIEIOBAaHUII U TO3UTPOHHO-IMUCCUOHHONW TOMOTrpa-
¢buu B ycinoBusx AC;

- TOCHUTAJIM3UPOBaTh Ha IPOBEIECHUE COMPOBOIU-
TeJibHOU Tepanuu 3aboneBaHuit CO00—80, kpome maneH-
TOB C AUATHO30M «arpaHyjaouutos» (D70);

- TOCIMTAJIM3UPOBATh IALIMEHTOB Ha NpepBaHHBII
cJIydJaii, Tak Kak IpU JUIMTEIbHOCTH JiedeHusl < 2 mHei
MPOUCXOIUT CHUXKEHME OIIaThl CTOMMOCTM cCllydas Ha
70 %, ipu UTUTETILHOCTY JiedeHust 3—5 nHeit — Ha 50 %.

Oruiata B OJTHOM O0beMe MPU IJIUTETbHOCTU TOCITH -
Taqu3aluy 3 THS U MeHee MPOMCXOMUT B CiydasiX, yKa-
3aHHBIX B Ta0J1. 3. IX mepeueHb B TeKyllleil BEepCUM Orlja-
Thl MeaULMHCKOI momoiu no KCI' He uameHuscs.

Ecnu B pamkax omHOro ciayyasi Je4yeHUs] MallMeHTY
ObLTO OKa3aHO HECKOJBbKO XUPYPIMUE€CKUX BMEIIATEIbCTB,
ortata ocyuectsisercs no KCI, kotopast umeeT 6osee
BBICOKMI KO3 GUIUEHT 3aTPaTHOCTH.

WMHTtepecHast cuTyalus CKJIaabIBaeTCs C Ha3HaYeHUEM
T'BII B ycnoBusx crauuoHapa [1, 6]. M3HayanbHO 3TH
KCTI' xapakTepu30oBajiICh HEOJHOPOAHOCTHIO B CTOMMO-
CTU CJIyYaeB rocnyTaau3aliiy u3-3a 00JbIIOro pazdpoca
meH Ha JIIT v pa3nmuuuii B peXumax MX JTO3UPOBAaHUSI.
B Hacrosiiiee Bpemsi CylIeCTBEHHO pacllupUIICS aCCOPTH -
meHT ['MBIT Ha poccuiickoM hapMalieBTUYeCKOM PbIHKE,
MOSIBUWIMCH HOBBIE JIEKAPCTBA U HOBbIE IMOKa3aHUS IS
MPOBEAEHUS JOPOTOCTOSIIEeH OMOJIOTMYECKOI TeparuH.

Ilepeuenb 'MBII, KoTopbie BXOAAT B YTBEPXKIACHHBIN
B 2025 r. cmucoxk 2KHBJITI, npeacrapieH B Tabu1. 4.

KoadpduiumeHT 3aTpaTHOCTU NMPU WX IMPUMEHECHUU
cocrasisier 4,06 B ycaoBuax OC u 3,25 B yclIoBUSIX
KC, 4To Takke MOBHILLIAET YPOBEHb OILIAThI CJyvasl.
B HacTosee Bpems y ageteit npu pacuetre n1o3 'MBII
CpenHssg Macca U IJIolaab MOBEPXHOCTHU Teja onpenie-
JISIIOTCS ucxoasl U3 (hakKTUYECKOro CPeaHero Bo3pacta
MpPUMEHEHUST KaXIOoi cXeMbl (paHee CpeaHMil BO3pacT
OIPENeNSIM MCXOAST M3 MHCTPYKIIMM IO IPUMEHEHUIO
JITT). HeobGxoauMo OTMETUTb, UTO MOJMKOMITOHEHTHAas
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Ta6mma 3. Onaama 6 noanom odseme npu OAUMEALHOCMU 20CRUMANU3ayuU 3 OHs U MeHee

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

Hazsanune
Name

KCr
DRG

JlekapcTBeHHas Tepanus npu conuaHeix 3HO, netn
Drug therapy for solid malignant neoplasms, children

st08.001

JlekapcTBeHHasl Teparnusi Mpyu OCTPOM JIEHKO3€, IeTH

DI Drug therapy for acute leukemia, children

JlekapcreeHHas tepanus npu 3HO numdbounaHoit
U1 KPOBETBOPHOI TKaHEM, 1eTU
Drug therapy for malignant neoplasms of lymphoid
and hematopoietic tissues, children

st08.003

Onepauuu npu 3HO nouku ¥ MOYEBbIAETUTETbHON
CUCTEMBI (YPOBEHb 2)
Surgery for kidney and urinary system malignants
(level 2)

st19.007

YcraHoBKa,/3aMeHa IMOPT-CUCTEMBI (KaTeTepa) Iist
JiekapcTBeHHoi Tepanuu 3HO
Installation/replacement of a port system (catheter) for
drug therapy of malignant neoplasms

st19.038

KCT
DRG

ds08.001

KC JIC
24-hour hospital Day inpatient hospital

Hassanune
Name

JlekapcTBeHHas tepanus npu conuaHbix 3HO, netn
Drug therapy for solid malignant neoplasms, children

JlexapcTBEHHAs! TEPAIKs TIPU OCTPOM JIEHKO3€e, TETU
Drug therapy for acute leukemia, children

JlekapctBenHas tepanus npu 3HO numbounnHoit
1 KPOBETBOPHOI TKaHEM, AETU
Drug therapy for malignant neoplasms of lymphoid
and hematopoietic tissues, children

ds08.002

ds08.003

YcTaHOBKa/3aMeHa MOPT-CUCTEMBI (KaTeTepa)
UTS TekapcTBeHHOU Tepanuu 3HO
Port system (catheter) installation/replacement for
malignant neoplasms drug therapy

Tocnvranu3anus B JMarHOCTUYECKUX LIENAX
C TIOCTaHOBKOI1/MoATBepXKaeHMEM auarHo3a 3HO
C UCIOJIb30BAaHUEM TIO3UTPOHHO-IMUCCHOHHOM
ToMOTpachrK, COBMELIEHHON C KOMITbIOTEPHOI
ToMorpadueit
Hospitalization for diagnostic purposes with the
establishment/confirmation of the diagnosis of ZNO
using positron emission tomography combined with
computed tomography

FOC]'[I/ITaJ'II/ISaHI/IH B IMAarHOCTUYECCKUX LIEIISAX
C NIPOBEIEHUEM OMOTICUY 1 MTOCJIELYIOLIIM
BBIITIOJTHEHUEM MOJIEKYIAPHO-TCHETUYECKOTO I/I/I/I)'[I/I
MMMYHOTUCTOXMMUYECKOTO MCCIIETOBAHUS
Hospitalization for diagnostic purposes with
biopsy and subsequent molecular genetic and/or
immunohistochemical examination

ds19.028

ds19.029

ds19.033

—

Taomuua 4. FTUBIT

Table 4. Genetically engineered biological preparations

Knacc npenapara

JleiicTBYIONIEE BEMIECTBO

Drug class Active substance

Touunuzymad
Tocilizumab

Capuinymab
WHru6UTOpSl MHTEPJIEHKIHA-6 Sarilumab
Interleukin-6 inhibitors OnoKu3yMa6

Olokizumab

JleBunmato
Levilimab

NHudnukcumad
Infliximab
Ananumyma0o
Adalimumab
MHruburops! akropa HeKpo3a
OITYXOJTH-0t
Inhibitors of tumor necrosis factor-a

Tonmumymao
Golimumab

Lepronusymaba maromn

Certolizumab pegol
DraHepuenT
Etanercept
AHTU-CD20-MOHOKJIOHAJIbHbIE
Putykcumad
iy Rituximab
Anti-CD20-monoclonal antibodies
e
Abatacept

Blocker of T-lymphocyte co-stimulation
|

JIeKapCTBEHHasl Tepanus ¢ BKJIOYeHUEM (MHULIMALMei
u 3ameHoit) TMBIT npeamnonaraeT BO3MOXHOCTh TOBTOP-
HOI TOCIIUTAJIM3ALNH, TPEOYIOIICIHCS B CBSI3U C IPUMEHE-
HUEM HaCBIIIAIOIIMX 103 B COOTBETCTBUU C MHCTPYKIIUEH
no nipumeHenuto JIIT kak B pamkax momenu KCI, Tak
U TIpU OKa3aHUM BBICOKOTEXHOJOTMYHON MEIUIIMHCKOMN
TIOMOIIIH.

CornacHo mociaenHuM usMeHeHusiM T1I'T BBemeHbI
HOBbIC HOPMATUBbI Ha TOTMOTHUTEIbHBIC BUIbI MEIULIMH -
CKOWM MTOMOIIIH:

- OIjIaTa IIKOJI IJIs1 MAllMeHTOB C XPOHUYECKHMMU, B TOM
yyclie OHKOJIOTUYEeCKMMU, 3abosieBaHMsIMU. JlaHHas
ycayra OyneT OCYIIECTBISTbCS OTACIbHO OT MOIYIIEBOTO
HopMaTuBa (GDMHAHCHUPOBAaHUS TEPBUYHOI MEIMKO-CaHU -
TapHOI IOMOIIIN;

- OpraHM3alys cTallMoHapa Ha JOMY ¢ BOBMOXKHOCTBIO
Boinaun JITT Ha pyku, 0coOOEHHO TabJeTUPOBAHHBIX (POPM;

- MOBBIIIEHUE CTOMMOCTH peaduInUTaIlMU, B TOM YKC-
JIe OHKOJIOTMYECKOi. DTO MoKa HeIOCTaTOUHO Pa3BUTOE,
HO OYeHb IIEPCIEKTMBHOE HampaBjicHMe. B oTimume
OT B3POCJIbIX MAllMEHTOB KPUTEPUEM JUISI OIpeacsieHUs
VHAMBUIYAJIbHON MaplIpyTU3alMU peaduInuTaLlMU AeTeil
C OHKOJIOTUYECKMMHU 3a00JIeBaHUSIMM CIY>KUT OLIEHKa
CTEMEeHU TSXKECTU 3a00JIeBaHUs, OIpPeaesIsionasi ClIoX-
HOCTbh M YCJIOBUSI TIPOBEACHUS MEAULIMHCKOW peaduiu-
Tauuun. Tak, Ipu cpenHel U TSKeIOoN CTeIeHU TSKEeCTU
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pebGeHOK  IoJydaeT MEOULIMHCKYI0  peabuIuTaluio
B ycnoBusix KC ¢ omnaroii mo coorBerctBytomein KCI.
[Tpu cpemHeli u IETKOM CTETIEHU TSLKECTU PEOSHOK MOXKET
MOJIy4aTh MEAMIMHCKYI0 peabWIMTALMI0 B YCIOBMSIX
AC.

B 3akimioueHune xoTenoch OBl caesaTh akKIEHTHl Ha
ocHOBHBIX npaBuiax padoTel ¢ KCI. Bo-nepsbix, KCI'
MpeaHa3HaueHbl ISl OIUIAThl 3aKOHYEHHBIX CIIydacB
nedenus1 B IC u KC mo ycpemHeHHOMY HOPMATHBY.
Bo-Broprix, B kaxmoit KCI' mpumepHo 1/2 ciydaeB
nopoxe Tapucda, a 1/2 — memreBiie (MeXaHM3M Tepepac-
MpeaeeHUs] PacXolIoB), U HET 3aJadyld KOMIIEHCHMPOBATh
(hakTrueckue 3aTpaThl B KaXJOM KOHKPETHOM CJydae.
B-TpeThux, Mmpu UIMTEIbHON TOCHUTAIM3ALUM KaxKable
30 gHeil momaloTCsl Ha OIJIATy OTIAEIbHO 03 BBIMUCKU
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n nepeodopMIIeHUsT UCTOpUU 00Je3HU. B-ueTBepThIX,
MPOMEXYTOK MEXIY MOCIeA0BaTEIbHBIMU TOCIIUTAIN3A-
nusmu B TedeHue 30 qHeil He ToKeH ObITh MeHee 1 mHS.
W, HakoHell, B-MISITHIX, HE MOXET OBITh ITOCIEI0OBATEIbHO
6osee 3 rocriutanuzaiuit B mecsii mo KCIT.

B uensax MuHuMu3auy (pMHAHCOBBIX IMOTEPh U KOH-
TpoJisl OroaXkeTa MEAULIMHCKON opraHu3allMyd TpeOyeTcst
YETKO IMTOHMMATh HEOOXOIUMOCTD ITPaBUIIBHOCTU 0(hOPM-
JIEHUs TIEPBUYHOM MEIMIIMHCKON TOKYMEHTAIlUM, a TaK-
K€ TIOKBapTaJIbHOTO MPOBENEHUs aHalIM3a M KOHTPOJIS
BBIMIOJIHEHHBIX 00BbeMOB. TOJbKO akTyanu3upys (hakTu-
yeckue (pMHAHCOBBIE 3aTPaThl, MOXHO C(OPMYIUPOBATH
000CHOBaHHbBIC TIPEMIOXKEHMSI B (benepaabHbIi/Teppu-
TopuaiabHbiil pong OMC nns onpenesieHus: O1oIKeTa Ha
CJIEAYIOLIUHA TOI.
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Pesontouus CoBera aKcnepToB nNo UTOram 3acefiaHusi CeCcum
«MecTo 1 ponb KOMNIEKCHOro reHOMHOr0 NPohMNMPOBaHUS
B ZIETCKO/ OHKOJNOrUM: NyTb K NPELU3MOHHOMY JIEYEHUID

W MEXANCUMNIMHAPHBIM PELIeHNIM>

Jas uurupoBanus: Pezonioyus Cogema dKCnepmos no umoeam 3acedanus ceccuu «Mecmo u porb KOMHAEKCHO2O 2eHOMHOO
npoguaupoeanus 8 0emcKol OHKOAOUU: NYMb K NPEUUSUOHHOMY AEHEHUI) U MeNCOUCUUNAUHAPHBIM peuleHusm». Poccutickuil
JdCYypHAn demcKkou eemamonoeuu u onkonroeuu. 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 nosabpa 2025 2. 6 Mockee ¢ pamxax VI Ob6sedunennozo rouzpecca POJOI «AxmyaavHvie npobaembt
U nepcnekmuenl pazeumust 0emcKkol oukoao2uu u eemamoaozuu 6 Poccuiickotii Dedepauyuu — 2025» cocmosace
ceccust, NOCGAUCHHASL KOMNACKCHOMY 2eHoMHOMY npoguaupoeanuro (KITI) ¢ demckoili onkoao2uu c peuyudueamu
u peppaxmepuvimu gpopmamu GD2-no3umusHvix capkom Kocmell u MsaeKux mxawneii. Yuwacmuuxu meponpusmus
NOOYMEPKHYAU GANCHOCHIb KOHCOAUOQUUU YCUAUI CHEeuUdiucmos 6e0yujux (heodepaivHvlX UEeHmpo8 CMpPAHbL 045
PEeUeHUST CAONCHBIX 3a0ay 0eMCKOl OHKO0A02UW.

YyacTHuKH ceccum:

Kupruzos Kupunn Uropesny, x.m.H., doyenm, 3amecmumens OupeKmopa no Hay4Hol pabome, 3a6e0youuti omoeneHuem 0emckou
MPAHCRAGHMAYUUU KOCIHO20 M032a U 2eMON0IMUUecKux cmeonosuix knemox HHUH demckoii onkonoeuu u cemamonoeuu um. akad. PAMH
JLA. llypnosa ®I'BY «HMHUI] onkonoeuu um. H.H. Broxuna» Munzdpasa Poccuu, ucnoanumenwhuiii dupexmop POOI (Mockea);
CyneiimanoBa AMuHa MaromenoBHa, crmapuiuil HayuHblii COmpyOHUK, 8pa4-0emCcKuUll OHK0A02 0emCK020 OHK0A02UHeCK020 omadene-
Hus No 1 (xumuomepanuu onyxoneit mopakoaboomunanvhoii roxaruzayuu) HUHU demckoii onkonoeuu u eemamonoeuu um. akad. PAMH
JLA. [lypnosa OI'BY « HMHUII onxonoeuu um. H.H. Broxuna» Munzdpasa Poccuu, ucnoanumenshoiii dupexkmop POJOI (Mockea);

Carosan I'npuk bapucoBu4, cmapuwiuii HayuHblili cOmpyOHUK, 8pa4-0emcKull OHK0102 0emMCK020 OHKO0A02U4ecko2o0 omoenerus No 1
(xumuomepanuu onyxoneli mopaxoadoomunanrvHol aokasuzayuu) HHUU demckoii onkonroeuu u eemamonoeuu um. axad. PAMH
JLA. Jlyprnosa PI'BY « HMUI] onkonoeuu um. H. H. baoxuna» Munzopasa Poccuu, omeemcmeennuiii cexpemaps POJOI (Mockea).

B obcyxneHur NMpUHSUIA y4yacTUe Bedyllne AETCKUe
OHKOJIOTU U3 (deaepaibHbIX U PErMOHAJbHBIX LIEHTPOB
Poccuiickoit denepammu.

Heasmu ceccum ObUTU OOCYXXAEHUE MEXTYHAPOIHOTO
u poccuiickoro omnbita KI'TI 1 mouck penieHuit ero uHTe-
Tpallii B PYTUHHYIO KJIMHWUYECKYIO MPAKTUKY B LEJSIX
TOBBIIIEHUSI TOYHOCTU MTUATHOCTUKHU, WHAWBUIYAIU3a-
LIUY JIEYEHUS U YJTyYIIEHUS MOKa3aTeseil BBKMBAEMOCTU
JIeTeld ¢ OHKOJOTMYecKUMHU 3abosieBaHusIMU B Poccuii-
ckoit Deneparuu.

3anauu 3acenanus:

1. TlpoBecTn aHamMU3 TEKYLIETO COCTOSIHUS U TEp-
cnektuB BHeapeHUs KI'TI B iMarHOCTUYECKUIA aJITOPUTM
U CUCTEMY MEPCOHAIU3UPOBAHHOTO TEPANEeBTUYECKOTO
BBIOOpPA B AETCKOI OHKOJIOTUM.

2. ChopMyaupoBaTh CTpPATeTUYECKUE HAMPABICHUS
no ontumuzauuu poctynHoctu KITI, HampaBieHHbIE
Ha TOBBILIEHUE TOKa3aTejeli BBDKMBAEMOCTHU, a TaKXke
yJIydllIeHUE KauyecTBa XU3HU AETeil ¢ OHKOJIOTUYECKUMU
3a00JIEBAaHUSIMU.

3. Onpenenutb ONTUMAJIbHbIE MOJEIU WHTETpaluu
MYJIBTUAUCUUTIIMHAPHBIX ~ KOHCUJIMYMOB, OObEIMHS -
IOIIUX JETCKUX OHKOJIOTOB, TATOJIOTOB, KJIMHUYECKUX
T€HETUKOB, OMOMHMOPMATUKOB U APYTUX MPOGUIBLHBIX
CIEIMAJIUCTOB, U1 Pa3pabOTKU HAyYHO OOOCHOBAHHBIX
KJIMHUYECKUX PEIIeHU B paMKaX MepCOHATU3UPOBAH-
HOTO MOJXO0a.

Huckyccuto oTkpblT K.M.H. K.W. Kupruzos, KOTOpbIii
akueHtuponal, yto KI'TI npencrasisieT codoii KitoueBoi
3JIEMEHT MEPCOHATU3UPOBAHHON MEAULIMHBI B AETCKOM
OHKOJIOTUM, 00eCTeUNBAIOIINI TITyOOKWII aHAJIU3 TEHOM-
HBIX W3MEHEHWI, OMNpeAeNsIomnX WHIUBUAYAIbHbIE
0COOEHHOCTU TeueHus 3aboneBaHuil. HecMoTpst Ha oue-
BUJIHbIE KJIMHUYECKUE TTpeuMylnecTBa, uHterpamus KI'TI
B CYUIECTBYIOIIYIO CHUCTEMY 3APaBOOXPAHEHUS COMPSI-
X€Ha C pANoM aAMUHUCTPATUBHBIX BBI30BOB. Bo-mep-
BBIX, HEOOXOAMMO pa3paboTaThb YeTKUE MOKa3aHUs
K WCITOJIb30BAHUIO TAaHHOW YHWUKAJIbHOW MEIUIIMHCKOU
TEXHOJIOTUU TIPYA COJIMIHBIX 3JIOKAYECTBEHHBIX OITyXO-
JIIX U capKomax y JeTedl ¢ ObICTpO MpPOrpeccUupyrommnum
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WIK PEUMIUBUPYIOINIUM IIPOILIECCOM, PE3UCTEHTHOCTH/
pedpaKTepHOCTH K T€pariu, PeIKuX omyxoJjsx. Bo-Bro-
pbix, ¢uHaHcupoBanue KI'TI gBisercs 3HaYMUTENbHBIM
npenstcTBueM. Heobxomumo pa3paboTaTh MeXaHU3MBI
Bo3MmelieHus 3arpaT Ha KITI co cTOpoHBI CTpaXoBBIX
KOMITAaHMI M TOCYTapCTBEHHBIX (DOHIOB 3apaBOOXpaHe-
HUSI, YIUThIBass SKOHOMUYECKYIO 3(PHEKTUBHOCTD U KJIH-
Huveckyio 3Haunmocth KITI. B-tperbux, mHTEerpauus
KI'TI B KTMHUYECKYIO TTPAKTUKY TPEOYET MEXKINCIIUTLIN -
HapHOTO IIOAXOMa, B YAaCTHOCTU OOCYXIEHHS KaxKIOro
KOHKPETHOTO ciyyas B paMKax KoHcuamyma Molecular
Tumor Board (MTB).

IMponomxuna ceccuto A.M. CyneiiMaHoBa, mpeacTa-
BuBIIas aHanu3 npuMeHenust KI'TI (Bkirouast KoMOUHU-
POBaHHBIN BapyuaHT — IaHeIb, aHATU3UPYIOIIYIO TEHOM-
ueie usmeHeHus1 JIHK u PHK) B peanbHol KITMHMYEeCKOM
npakTuke. B nokiane 6bu1M cucTeMaTU3UPOBAaHbI KITIOYE-
BbIC IIEJIM MOJICKYJISIPHO-TEHETUYECKOIO TECTUPOBAHUS
B JIETCKOM OHKOJIOTMH: OT (DYHAAMEHTAILHOTO U3Y4EHUA
MOJIEKYJISIPHOTO JaHAamadTa peakux M pedpakTepHBIX
OIyXOJIEM IO TPSIMOM peaniu3aluy II€PCOHATU3UPOBAH-
HOTO TepamneBTUYecKoro momxona. Ha mpumepe maHHBIX
MEXIYHAPOIHBIX HCCICIOBAaHUI ObUIO IPOAEMOHCTPH-
POBaHO, YTO MCIIOJb30BaHUE MYJIBTUTCHHBIX TTaHEIeil Ha
OCHOBE BBICOKOIIPOM3BOIUTEIBHOTO CEKBEHUPOBAHUS
MMO3BOJISIET BBISIBUTh MOTCHILMAJIBHO TepareBTUUECKHIE
MuieHn noytd B 33 % caydaeB [1]. OrmeiabHO ObLIa
otMedeHa 3HauuMocTh KI'TI B KOHTeKCTe AMarHOCTUKU
HaCJIEACTBEHHBIX CHUHIPOMOB IIPEAPACIONOXKCHHOCTH.
Tak, B uccnemoBanuu R. Esposito Abate et al. (2025)
npu aHanausze 1339 malueHTOB ¢ IIOMOINBIO TaHEIN
FoundationOne®CDx HacJieICTBEHHbIE BapUaHThI ObLIN
obHapyxeHbl B 14,4 % ciiyyaeB, IpUYeM MOYTH IT0JIOBUHA
HaxOJ0K OTHOCWJIMChH K T€HaM C BBICOKOW M YMEPEHHOU
MMeHETPAaHTHOCThIO. KpUTHUYECKU BaxKHBIM BBHIBOJOM CTa-
JIO TO, YTO 96 % MalMEeHTOB C TAKMMU HAaXOAKaMM He ObIIN
HaIpaBJieHbl Ha KOHCYJIBTAILINIO K TeHETHKY, YTO yKa3bIBa-
eT Ha HeOOXOAUMOCTh B 00pa30BaTEIbHBIX ITpOrpaMMax
IIJIsT Bpadyeli-OHKOJIOTOB B 00JIaCTU MEIULIMHCKOIN reHe-
TUKM Y HaJaXXUBaHUM B3aUMOICHCTBMUSI MEXIY OHKO-
JIOTUYECKUMU U TeHETUYECKUMU CayxkbaMmu. Takke ObLI
npencrasieH cooctBeHHbIN onbiT HWUW nmerckoit oHKO-
joruu u remaronoruu um. akaa. PAMH JI.A. JlypHoBa
(2020—2025 rr., ananu3 196 o6pa3L0B), HOATBEPAMBIINIA
JIMArHOCTUYECKYIO M TeparneBTu4eckyio neHHocTh KITTI.
Ha xnumHuuyeckux npuMepax ObIJIO MPOAEMOHCTPHUPOBA-
Ho, uro KI'TI mo3BoiisieTr He TOJBKO 00OCHOBATH BHIOOD
KOHKPETHOTO TapreTHOro IipernapaTra, HO M BBISIBUTh
repMHUHaJIbHBIE BapuaHThl (Hampumep, B TeHe 7TP53),
YTO BJIEYET 3a CO0OIl HEOOXOAMMOCTb TE€HETUYECKOTO
KOHCYJIETUPOBAaHUSI CEMbU U U3MEHEHUS CTPaTErMu IUC-
MMaHCEPHOTO HAOIIOAEHUS ISl POACTBEHHUKOB.
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B xone obcykxneHus onpenesieHbl IBa CTpaTerm4ecKux
HanpasiaeHus njis BHenpenus KI'TI:

1) co3maHMe HaLUMOHANIbLHON TUIAT(OPMBI, MTPU3BAH-
HOl CTaHOApTU3UPOBATh IIPOTOKOJBI TECTUPOBAHUS,
0o0ecreynuTh KOHTPOJIb KauyecTBa M TapaHTUPOBaThb paB-
HYIO TOCTYITHOCTb TEXHOJIOTUH JJISI BCEX MAllMEHTOB;

2) KOHCOJMUIALMS U aHAJIU3 HAKOIUICHHBIX TAaHHBIX,
YTO B COBOKYIHOCTH 3aJIOKUT OCHOBY ISl HOBOM MOIEIN
OKa3aHUsI TTOMOIIY B IETCKOI OHKOJIOTUU.

Peanuzanust 3Tux 3agad co3gacT yCAOBUS IUISL Tiepe-
xona KI'TI u3 nncTpymeHTa McClienoBaTeIbCKOrO TTOUCKa
B PYTMHHBII CTaHIAPT AMATHOCTUKU, OOECIIeUMBAIOIINIA
MEePCOHATM3UPOBAHHBIN IMOIXO/ K JICUCHUIO U YIydIlIaro-
LU TOJTOCPOYHBIE PE3YJIbTAaThl ¥ IETEH C OHKOJOTUYE-
CKMMM 3200JIEBAaHUSIMU.

I'b. CarossH B cBoeM JOKJane TpeACTaBUI MeEXIy-
HApOJHBIM OMBIT BUPTYaJbHOTO KOHCUJIMYyMa B paMKax
MTB u ero BiMsIHUS Ha BBDKMBAaEMOCTb ITallMEHTOB.
B. Huang et al. B 2021 1. mpoaeMOHCTPUPOBAIN, YTO
MalMEeHThI C HEMEIKOKIIETOUHBIM PAaKOM JIETKOT0, 00CYyK-
JaeMble B paMKaX BHUPTYaJbHOTO KOHCUJIMyMa, MMEIU
JIy4llie ToKa3aTejau oOlell BbDKMBAeMOCTH BHE 3aBU-
CUMOCTM OT MecTa npoxuBaHus [2]. B cBoio ouepenp,
P. Horak et al. B 2021 1. onmyOimMKoBaiIu pe3yJbTaThl IPo-
CIIEKTMBHOTO HaOJII0IaTEIbHOTO MPEIIU3MOHHOTO HCCIe-
JIOBaHUsI, B KOTOPOM ITOKa3alu, YTO Ha3HaYeHHUE Teparu
Ha OCHOBaHMH MOJIEKYJISIPHBIX XapaKTePUCTUK ITO3BOJIH -
JIO YAYYIIUTD KIMHUYECKUE UCXOIbI [3]:

1) Ha 7,6 % yBenuumiach 4acTOTa OObEKTUBHBIX OTBE-
TOB 10 CPAaBHEHUIO C IIOCJICIHEN CUCTEMHOM Tepamnue;

2) Ha 9 % yBeIMUMIaCh YaCTOTa KOHTPOJIS Hax 3a00Jie-
BaHMEM I10 CPABHEHMIO C IIOCJICIHEN CUCTEMHOM TEPaIIUEi;

3) B 35,7 % cny4aeB (n = 107) OTHOILLIEHUE BbIKU-
BaeMOCTH 0e3 IMporpeccupoBaHusI cocTaBuiio > 1,3.

Bo Bpems nmoknaga Tapukom bapucoBuyem Tipen-
CTaBJIEH POCCUMCKUI ONBIT peaju3aluy MEXIUCLIU-
IUIMHAPHOTO TIO/IXOIa B XOle paboThl BUPTYaJTbHOIO
koHcunmyma MTB, opraHu3oBaHHOTO Ha OHJIAMH-TIJIAT-
dopme PO OI" B pamkax EBpasuiickoii IIKOJIbI AETCKOTO
OHKOJIOTa M TemaroJjora. 3a 2 roga padboThl KOHCUJIUyMa
MTB obto nmposeaeHo 12 onnaiiH-3acegaHuii ¢ 1375
VHIWBUIYATbHBIMUA MPOCMOTpPaMU, 0OCyXIeHo 38 Kiu-
HUYECKHUX CJIydyaeB ¢ MPUBJICYCHUEM 8 BEAYIIUX POCCHIA-
CKHUX U 3apyOeKHBIX 9KCIepToB. ClieayeT OTMETUTD, YTO
29 (76,3 %) u3 38 ciyyaeB IpeacTaBIeHbI MaleHTaMU
C OIyXOJISIMU LIEHTpaJbHON HEpBHOI cuctembl. [Ipak-
TUYECKUMU pe3ysibTaTaMu paboThl KoHcwimyma MTB
CTaly WM3MEHEHME OuarHo3a y 2 TalUeHTOB, IOI00p
NOTEHLIMAJIbHOM TAapreTHOM WJIM HMMYHOTEpaIllvy IS
20 mauMeHTOB, U B 5 ciydasix ObLI 3aII0J03PEH CUHAPOM
MPeapacIioIoXeHHOCTH K OIyXOJeBbIM 3a00JIeBaHU-
aMm. OTnenbHO OBLIO OTMEYeHO, 4To 3a 5 jet B Poccum
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BoirtostHeHO 609 KI'TI y neteit ¢ pa3iM4HbIMU HOBOOOpa-
3oBaHusIMU. [Tpu aTOM JIUIITL 6 % 13 HUX OBUIM BBIHECEHBI
Ha oOcyXneHue B paMKax KoHcuiuyma MTB.

3aciymaB JOKJIaabl M OOCYOIUB IIpeacTaBlIeHHbIE
MaTepualibl, YYIaCTHUKU 3aCeIaHUs IPUHSUIN CJICAYIOIINe
PEeKOMEHIAIMU U TIPEIOKEHUST:

1. Heoboxomumocts BHeapenus KI'TI B kimHMYecKyio
NPaKTHKY JETCKHX OHKO0JioroB B Poccuiickoit ®Denepaimu,
a TakKe (DMHAHCOBOrO o0ecrmedYeHnsl M J0CTyNa K HHHOBA-
OHHOMY METO.Y:

1.1. Tlpu3HaTh BBICOKYIO 3HAYUMOCTh M HEOOXO-
IuMocTh 1Mpokoro BHeapeHusi KITI B KIMHUYECKYIO
MPaKTUKY AETCKUX OHKOJIOTMIECKHUX LIEHTPOB MIJIsI IIePCOo-
HaJIM3allM TepaIiu.

1.2. IIpy 0OHOBIEHUM KIMHUYECKUX PEKOMEHIAINit
YUUTBIBATh HEOOXOAUMOCTh BKJIFOUEHUS IITMPOKOTIaHE  b-
Horo cekBeHupoBaHus (KI'TI) B HeoOxomumMble pas3mesibl
B COOTBETCTBUU C ITOAXOJAMM B MEXIYHAPOIHBIX PEKO-
MEHJALMIX C TOCEAYIOIIE MHTErpalueid MHHOBALIMOH -
HOTo MeToda B IPOrpaMMy TOCYTapCTBEHHBIX rapaHTUA
OKazaHUs 0ecTUTaTHON METUILIMHCKON ITOMOIIIH.

2. Pa3putie MexnuciummmHapaoro noaxoxa (MTB).

[MonaepxuBaTh aKTMBHOE B3aMMOMAEHCTBUE AETCKUX
OHKOJIOTOB, TaTOMOP(OJIOroB, T€HETUKOB, PEHTTEHO-
JIOTOB JUISl YAYJIICHUS OUAarHOCTUKM, ITIJIAaHUPOBAHMS
U peanusaluy Haubosnee 3(G(GEKTUBHBIX CXEM WHIUBU-
JyaJIbHO# Tepammuu Kaxkaoro pedeHKa ¢ OHKOJIOTMIECKUM
3a00JIeBaHUEM TIOCPEICTBOM IIPOBEICHUS MEXIUCIIM-
mmHapHoro KoHcunmyma MTB 1o pesynsratam KI'TI.
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Pesountoniust HampapjieHa Ha KOHCOJMAALIMIO YCUJIMIA
MEIULIMHCKOIO COODILECTBa, OPraHOB roCyIapCTBEHHOM
BJIACTU U 0JIarOTBOPUTEIHHBIX OPTaHU3aLIMIA VIS 00ecIie-
yeHus npoctynHoctu KITI, pa3Butust MeXIUCLIUTLIIM-
HapHOTro B3aMMOEICTBUS U COBEPILICHCTBOBAHUSI aJIro-
PUTMOB MPMHATHUS KIMHWYECKUX DPELIEHMII Ha OCHOBE
TEHOMHBIX JaHHBIX.

Buenpenue KI'TI B 1eTCKy10 OHKOJIOTHIO COOTBETCTBY-
€T MHUPOBBIM TEHACHLMSIM MPEIU3MOHHONW MEIUIIMHBI,
HalpaBJIeHHbIM Ha IePCOHAIM3ALIMIO TePareBTUYECKUX
MOAXOI0B C YY4ETOM FeHETUYECKHX OCOOEHHOCTEI OITyXO0-
JIA Y IallMeHTa.

OcHOBaHUEM Il IPUHATUSL JAHHOW PE30JIIOLMKU
SIBJIICTCS PACTYIINI 00beM HayYHBIX TaHHBIX, TIOATBEPXK-
Jamnx KimHudeckyto 3HauuMocTb KITI mias merckoit
OHKOJIOTMH B CJICIYIOIIUX HO30JIOTHSIX: 3]I0KaUYeCTBEHHbIE
[JIMOMBI BBICOKOM M HU3KOM CTEIIEHU 3JI0KaYECTBEHHOCTH,
aACTPOLIMTOMBI, IIEHANMOMBI, HeauddepeHIIUPOBaHHbIE
CapKOMBbI MSITKMX TKaHel, CAPKOMBI C IIpeArnojiaracMbIMy
JIpaiiBEpHBIMU COOBITUSIMU U APYTUe PEAKUE COJIMIAHBbIE
00pa3oBaHusl, BKJIIOYas OIyXOJIU IIOYKH, OIYXOJIU B3POC-
JIOr0 TUIa (racTPOMHTECTHHAJIbHASI CTpPOMAajbHAsl OIly-
XOJIb, aJIcHOKapIIMHOMA U JIP.).

KITI mnosBossieT BBISIBASATH ITPOTHOCTUYECKU 3Ha-
YUMBbIe T€HETUYECKME BapHaHThI, OIPEAC/ISATh UyBCTBU-
TEJIbHOCTh OIIYXOJIM K PAa3jIMYHBbIM JIeKapCTBEHHBIM
mpernapaTaM ¥ MOTEHLIMAJIbHbIE MUILIEHU JUISI TAPIeTHOM
¥ UMMYHOTEpAIuU, BBISIBJISITh CUHAPOMBI TIPEAPacIIoio-
JKEHHOCTHU K OITyXOJIEBBIM 3a00JIEBAHUSIM.
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Pe3ontouusa Cosera akcneptoB «feomeTpusa BO3AEHCTBUA: KOHTYPbI
MMMYHOTEpanuu CapKom KocTel U MATKUX TKaHel y AeTei>»

Jaa wurupoBanus: Pesosoyus Cosema sxcnepmog «leomempusi 6030eicmeus: KOHMYPbl UMMYHOMEPANUU CAPKOM KOCmell
u mseKux miatetl y demeil». Poccutickuil ycypran demckotl eemamonoauu u onkoaoeuu. 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 Hoabpa 2025 2. 6 Mockee cocmosaca Coeem 3Kcnepnios, NOCEsAUeHHbLIL NepCneKmueam U 0CHOBHbIM npodiemam
UMMYHOmMeEpanuu capkom Kocmelt, msaexux mianet u opyeux GD2-nosumuenoix onyxoaeii y demeil.
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Kupruzos Kupuin Uropesmy, x.m.H., doyenm, 3amecmumens OupeKmopa no Hay4Hoi pabome, 3aeedyrouiuil omoeseHuem 0emcKoul
MPAHCRAGHMAYUUU KOCHIHO20 MO32A U 2eMONOIMUYECKUX cmeonoswix kaemok HUU demckoil onkonocuu u eemamonocuu um. akao.
PAMH JI.A. Jlypnosa @I'BY «HMHUI] onkonoeuu um. H.H. broxuna» Munzdpaea Poccuu, ucnoanumenshuiii oupexmop PONOI (Mockea).

Yyactauku CoBeTa 3KCHepToB:

TopOyHoBa Tarbsina BUKTOpPOBHA, K.M.H., 3aMecmument 2AA6HO20 8pa4a N0 MeOUYUHCKOU 4acmu, cmapuiuli HayuHulii compyoHUuK
HUU demckoii onkonoeuu u cemamonocuu um. axad. PAMH JI.A. lypnoea @I'BY « HMHUI] onxonoeuu um. H. H. Broxuna» Munzopasa
Poccuu (Mockea);

KazanueB Wb BukTopoBuy, x.m.H., 3aeedyrowuii omoeseHuem mpaHcnianmayuy KoCmHoz2o mosea oas demei Ne 2 HUU dem-
CKOUl OHKOAO2UU, eemamonoeuu u mparcnianmonoeuu um. P.M. Topbauesoii, douyenm kagedpsi eemamonoeuu, mpancoy3uonoeuu
U MPAHCNAGHMONOUU C KYPCOM OemCKOl OHKOAO2UU (haKyabmema Nocaegy308ckoeo 00pazosanus um. npog. b.B. Aganacvesa
DI'BEOY BO IICII6IMY um. U.I1. [lasrosa Munzdpasa Poccuu (Cankm-Ilemepbype);

MuxaiiioBa Enena AnnpeeBHa, K. M.H., 8pay-0emcKuil 0HK0A0e 0emcko2o oHKonocuveckoeo omoesenuss PIBY «HMHI] onkonroeuu
um. H H. [lemposa» Munzdpasa Poccuu (Canxm-Ilemepoype);

IIpoceknna Emm3aBetra AHIpeeBHA, 6u0102 NAMOA020AHAMOMUYEcK020 omdenenusi ¢ nposekmypoi PIBY «HMHI] oukonoeuu
um. H H. [lemposa» Munzdpasa Poccuu (Cankm-Ilemepbype);

PomanmoBa Ombra MuxaiiioBHa, K.M.H., 3a6e0yrulds O0emcKUM OHKO102U4ecKum omodeneHuem No 2 (xumuomepanuu onyxosneil
onopro-osueamenvroeo annapama) HUHU demckoii onkonoeuu u eemamonoeuu um. akad. PAMH JI.A. Jlypnoea @I'BY « HMHI] onko-
noeuu um. H.H. Baoxuna» Munsopaea Poccuu (Mockea);

XaiipysnioBa Benepa BarmsoBHa, epau-demckuil oHK0102 0emckoeo OHKOA02UHecK020 omodenenus No 2 (xumuomepanuu onyxoaeil
onopHo-0sueamenvrozo annapama) HUU demckoii onkonoeuu u eemamonoeuu um. axad. PAMH JI.A. Jypnosa DIBY «HMHUI]
onkonoeuu um. H.H. broxuna» Munzopasa Poccuu (Mockea).

Ha ocHoBaHuM JeTaqbHOIO Hay4dYHOro 06CY)KI[€HI/IH 2. I/IHKOpHOpaHI/IH B JieyeOHbIe IIporpaMmbl

SKCHEPTHI OTMETUIIU CJIEAYIOIIIEE:

1. GD2 gBasieTcsl BaXXKHBIM TapreTHbIM aHTUT€HOM
HE TOJIbKO ISl HeHpoOJacTOMbl, HO W JJISI IIMPOKOTO
cnektpa aApyrux GD2-mo3uTUBHBIX HOBOOOpa3oBaHWUM,
B TOM YHUCJIE MEJIAaHOMBI, OIMYyXOJIell LIEHTPATbHOU HEpB-
Hoit cucteMbl (LLHC) u psina a3MOpHOHAIBHBIX OMYXOJIEH.
JlokazaHo, 4TO JaHHbIE TUIIbI OMYXOJEeH TakxkKe dKCIpec-
cupytoT GD2, 4yTo MOTEHIMANBbHO CO3AaeT (PyHOAAMEHT
U1 TPUMEHEHUS WMMYHOTEpanuu AUHYTYKCUMaOoM
0eTa B HOBBIX KJIMHUYECKUX CLIEHAPUSIX.

aHTu-GD2-HanpaBieHHON Tepanuu y neTel ¢ peluanB-
HBIMU U pedpakTepHbIMU hopMaMu coauaHbix GD2-mo-
3UTUBHBIX 3JI0KAY€CTBEHHBIX OIYyX0JIeH (CApKOMBI KOCTEM
U MSATKUX TKaHEeW) CrocoOHa MOTEHLMATbHO YBEJIUYUTh
rmokasaTtesiv BbuKruBaeMocTH Ha 20—30 %.

3. B Poccuiickoit @Penepaniun HaAKOIUIEH 3Ha-
YUTEJIbHBIN KIMHUYECKU T OIBIT TIPUMEHEHUSI
aHTu-GD2-HanpaB/ieHHOW Tepanuyi MOHOKJIOHAJIbHBIMU
aHTUTeaMu (rpoBeaeHo 0osiee 600 KypcoB MMMYHOTE-
panuu), B TOM YKCJE MPU CApKOMaX KOCTEW U MSITKUX
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TKaHeil, He MMEINIUii MUPOBBLIX aHajoroB. IIpoduiab
TOKCUYHOCTH TIpernapaTa SBISETCS XOPOIIO U3yYEeHHBIM
U KOHTPOJMPYEMBIM, aJrOPUTMBI YIIPABICHUS BO3MOX-
HBIMU HeXelaTeJIbHBIMU SIBJICHUSIMU (HeliponaTuyeckast
00JIb, TUIMEPTEPMHUSI, PEAKLIMU TUIICPUYBCTBUTEIBHOCTU
U JIp.) XOPOILIO OTPabOTaHBI CIIEIMAIMCTAMU Ha TIPaKTUKeE.

4.  KiouyeBBIM JUMUTHUPYIOIIUM (haKTOPOM K MpPH-
MEHEHHMI0O MMMYHOTEpAllUM SIBJISIETCI HEOOXOIUMOCTh
MOATBepXIeHUsT ypoBHsI skcnpeccun GD2 meromamun
MMPOTOYHON IIUTOMETPUM WJIM MMMYHOTHCTOXUMMYC-
ckoro uccienoBanus. CylllecTBYIOIIAsl T€TEPOreHHOCTh
OITyXOJIeld 1 METONOJOTUYECKasl BapruadeIbHOCTb OIXO0-
JIOB pa3JIMYHBIX JIabopaTopuii TpeOYyIOT CTaHIapTU3aALNN
JIMArHOCTUYECKUX METOMIOB.

5. OOecrieyeHMe MALIMEHTOB TIpernapaToM TUHYTYK-
cuMab 6era yepe3 MexaHu3M pesepBa poHaa «Kpyr godpa»
MpU3HAHO 3(PHEKTUBHBIM U OIIEPATUBHBIM, UTO SBJISIETCS
KPUTUYECKM BaXKHOW MH@PACTPYKTYpPHOU OCHOBOM I
MPOJOJIKEHMSI pabOTHI.

Jna peanuzanuu MHOTEHLMala IPOTHUBOOITYXOJIEBOM
nuMMyHoTepanuu CoBeT 3KCIEPTOB IMOCTAHOBUI BHECTU
clenyIole N3MEHEHMS 1 KOPPEKTUPOBKU:

1. KnuHnyeckue KpUTepuU BKIIIOUCHUS U IM3ailH
WUCCJIEIOBAHUA:

¢ MHunmmmpoBaTh MHOTOLIEHTPOBOE OacKeT-uCcCe-
noBanue (basket) mon paboyumm HaszBaHueMm “Anti-GD?2
Targeted Tumor Therapy: Russian (Eurasian) Basket Trial”.
B wuccrnenoBanme IIaHUpyeTcs BKIIOYATh IAIIMEHTOB
¢ pedpakTepHbIMU WM peruauBupytommmu GD2-mo-
3UTUBHBIMM COJMIHBIMM OITyXOJISIMU (32 MCKIIIOUEHUEM
onyxozeir IIHC). D1o craHeT nepBLIM B MUPE UCCIIEIO0-
BaHMEM TaKOro Au3aiiHa ¢ TmpuMeHeHueMm aHTu-GD2-
UMMYHOTEparuu.

*  PacmmpuTh KpuTepuu BKIIOUYCHUS MALEHTOB
IIJISI TIPOBEICHUSI UMMYHOTEPAIUU B TEKYIIee UCCIeN0Ba-
HHUE — BKJIIOYUTD B IIePEUYCHb CICAYIOIIME HO30JOTUH:

- IlepBuynble GD2-mO3UTUBHBIE CapKOMBI KOCTEi
U MITKMX TKaHe#t (capkoma FOwunra, HenuddepeHmpo-
BaHHBIe capkombl) IV cragum wamu omyxosu, TIepBUYHO
cTpaTU(GUIIMPOBAHHBIE B TPYIIITY BBICOKOIO pHMCKa MpPO-
IrpecCUpOBaHUs.

- PedpakrepHsie/penuauBupytomue GD2-mo3uTuB-
HbIe MEJITAHOMBI Y PETUHOOJIACTOMBI (C yUeTOM crielupu-
ku rpynnsl E 1 1BycTopoHHMX (hopM).

*  Hcnonb3oBath 0000IIEHHYIO (POPMYJIMPOBKY:
«GD2-1o3uTuBHBIE 3MOpPUOHAIbHBIE W IOBEHUJIbHBIC
onyxoiu (3a uckmouyeHuem omnyxoiseit LIHC)» mnst dop-
MaJIM3aluy 00eCTICYCHMUSI.

2. MeTtomoyiorust TMarHOCTUKA U HaydHOE COIPOBO-
KIEHUE:

*  Cosnarb pabouyio rpyImy o BaJIuAaluy U CTaH-
JapTU3aly METONOB ompeaeneHus skcrnpeccun GD2.
CpaBHUTb U CTaHAAPTU3MPOBATh MPOTOKOJBI ITPOTOY-
HOI LIMTOMETPUN MEXIY JIabopaTopusiMU (B TOM YHCIE
HMMII onkonoruu nm. H.H. IlerpoBa, HMUWII onHko-
noruu uM. H.H. Bnoxuna). PaccMoTpeTs BO3MOXKXHOCTh
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HCITOJIb30BaHUS JOTIOJIHUTEIbHBIX METOIOB OIpeacICHUS
akcrnpeccun GD2 (MMMyHOTHCTOXMMHUUYECKOE MCCIIeN0-
Banue, PHK-cekBeHnpoBaHue, Macc-CIIeKTPOMETPHSI).

*  TlpoBecTu cpaBHUTEIBHYIO OLIEHKY MHTepdeiica
LUPKYIUPYIOIINX U JUCCEMUHMPOBAHHBIX OITYXOJIEBBIX
KJIETOK M KJIETOK IEPBUYHOI OMYyXOJIW y IalMeHTOB
¢ GD2-1mo3uTuBHBIMUA HOBOOOPA30BaHUSIMU. YTBEPAUTH
JaHHOE HampaBJIeHME KaK MPUOPUTETHOE IJIST HaydHOM
yacTtu 6acKeT-uccyie10BaHus.

3. [lyonukauuoHHas M MeToguueckas padbora:

*  TloaroroBuTth M OIyOJMKOBaTh, IPEINOUTH-
TEJIbHO HA AHIVIMMCKOM SI3BbIKE, CEpPUIO0 CTaTEel B PELICH-
3UPYEMBIX MEXIYHAPOIHBIX XypHalaX IO CJAeAYIOIIUM
TeMaM:

- OnbiT mpuMeHeHus aHTU-GD2-Tepanuu npu
capKoMax y JETEW.

- CoBOKYITHBII poccuiickuii onbIT (> 600 KypcoB)
aHTu-GD2-uMMyHOTEpanumu.

- PesynbraThl MUIOTHOM (pa3bl U Au3aiiH 0acKeT-
HCCIIeI0BaHUS.

+ CommacoBaTb M H30aTh METOAUYECKOE PYKO-
BOJACTBO (IpakTUYECKOEe IT0COOHME) I10 IPUMEHEHUIO
IUHYTYKCHMa0a 0eTa MpU COJUIHBIX OITyXOJISIX Y JeTe,
aKIIEHTUPYS BHUMaHUE Ha OCOOCHHOCTSIX BEACHMSI 1Al -
€HTOB C CapKOMaMHU I10 CPaBHEHUIO C BeIeHUEM MallleH-
TOB C Helipob1acToMoii. PYKOBOICTBO TOKHO conepKaTh
YeTKUEe KIIMHUYECKNE aJITOPUTMBI.

* IlomaTp Te3uCHl C KIIOYEBBIMU pe3yabTaTaMu
MPOTOKOJIa Ha OJVKaMIIUi MEXIYHapOIHBI KOHIpecc
SIOP.

4. OpraHM3alMOHHO-aIMUHUCTPATUBHBIE BOIIPOCHI:

*  Pacmmuputh cnmcok IIEHTPOB-YYaCTHHUKOB Ha
JTane IPOBENEeHUST OacKeT-UCCIeIOBaHUsI, BKIIOUUB
Benymue KMMHUKN Mocksbl n Cankr-Iletepoypra. ITona-
KJIIOYeHUE PETMOHAIBHBIX IIECHTPOB CUMUTATh CIACAYIOIINM
3TAIOM MOCJIe YTBEPXKIACHUSI METOIUYECKOTO PYKOBOICTBA.

* IlomaTtp 3asBKy Ha 0OBEM IIperapara JUHYTYK-
cumab Geta B (pemepaibHOM pesepse GoHaa Ha 2026 rox
C YYETOM paclIupeHus KPUTEPHEB.

*  3amareHTOBaThb EOUHYIO CTPYKTypPUPOBAHHYIO
0a3y JaHHBIX IS cOopa MH(OpPMAIUM MO IMalMeHTaM,
BKJIIOUaeMbIM B OaCKeT-MCCIeIOBaHUE.

3akioyenne

CoBeT SKCHEepPTOB IOATBEPAUJ BBICOKYIO HAyYHYIO
U KJIMHUYECKYIO 11eJIeCOO0Pa3HOCTh CTPATeTUU PACIIIH-
peHUsl MpUMeHEeHUsT TapreTHoil aHTU-GD2-uMMyHOTE-
panuu B iedeHu GD2-MO3UTUBHBIX OMYXOJICi y JeTe.
IIpennoxXeHHBbII IUIaH AeHCTBUI, LIEHTPAJTbHBIM JIEMEH-
TOM KOTOPOTO SIBJSIETCS 3alyCK YHUKAJIbHOTO 0OacKeT-
HCCIIeI0OBaHMsI, HAIPaBJICH Ha IpeBpallleHue HAaKOTUICH-
HOTO POCCHUICKOTO OIBbITa B HOBBIC CTAHAAPTHI JCUCHUS
GD2-1103UTUBHBIX COMUIHBIX OMYXOJIEH Y AETEl, a TAKXKe
obecrieyeHre JOCTYITHOCTH YHUKAJIbHBIX COBPEMEHHBIX
METOIOB Teparnuu Wi manueHToB B Poccuiickoit Mene-
palmu.
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WUcTopusa cTaHOBNEHUA M Pa3BUTUA AETCKOI OHKONOru4ecKom cnyxonl

B CankTt-Mletepbyprckom rocyaapcTBEHHOM NEAUATPUYECKOM
MeaAULUMHCKOM YyHUBEpcuUuTerte

(100-netno YHusepcenteta u 120-neturo KiinHnyeckoi 60bHuLbI CII6TTIMY nocssiyaercs)

J.0. UBanos, A.B. ITonkamenes, B.b. Cunkos, B.B. Ha6okos, E.B. Tepexuna
DIbOY BO CII6TTIMY Munszopasa Poccuu; Poccus, 194100, Canxm-Ilemepoype, ya. Jlumosckas, 2

KonrakrHbie nannbie: Enrena Bauecaasosna Tepexuna doctor elena@mail.ru

B 2025 2. Cankm-Ilemep6ypeckuii 2ocydapcmeennbiii neduampuueckuil meouyunckuii yuusepcumem (CII6TTIMY) ommeuaem robuneiinvie
damvt — 100-remue Yuusepcumema u 120-remue Kaunuueckoii 6oavruyvt CIIGTTIMY. Dmu caaémvie yughpvt — noeoo euje paz 6CHOMHUMD
ucmoputo Ynueepcumema 6 Konmekcme CMaHo8AeHUs OMOCAbHbIX CReUUANIU3auuUll 8 neduampuu u 0emcKoll Xupypeuu, 8 4acmHocmu
0emcKoll OHKON02UU — 00HO20 U3 CAMBIX CAONCHBIX U NPUOPUIMEMHbIX HANPABACHUT COBPEMEHHOU MEOULUHbL.

1leaw uccaedosanus: npoananru3upogams 0CHOBHblE IMANbL CMAH08ACHUs demcKoil onkonoeuteckoi nomouwu 6 CIIGITIMY.

B 1925 e. copodckas 6oavnuya na Bvibopeckoii cmopone 6vina mpanc@opmupogana 6 adcoaomuo Hogoe no gopmamy u 3adauam
yupexcoeHue KaK nepeoe 6 Mupe CHeyualu3upo8anHoe Gvicuiee MeOUUUHCKoe yueGHoe 3asedeHue Neduampu4eckoeo npoguis —
Jlenunepadckuii uHcmumym oxpansl MAMEPUHCMEA U MAAOeHHeCm8d. Dmo co30a40 YHUKAALHYI NOY8Y 045 pa38UMUsL 8CeX HANPAGACHUL
neouampuu, 6KAK4AsE 0eMCKYH0 OHKOA0UHK).

Jlemckas onxonoeuueckas cayicoa cgopmuposaracs 6 cepedune XX eexa Onaeodaps ycuausm 08yxX 00KMOP0O8-poOOHAHANbHUKOE
oHKOneduampuu 6 Haweli cmpane — Jlvea Abpamosuya Jlyprosa (193 1—2005) 6 Mockee u Ienpuxa Apcenvesuna Pedopeesa (1930—1980)
6 Jlenunepade. Ipogeccop Jlee Abpamosuy Jypnoe — opeanuzamop nepeoeo demckoeo onkonocuueckoeo omoenenus 6 CCCP ¢ 1962 e.
Cozdanue nepsoeo cneyuaru3upo8anHo2o omaoenenus Obi10 Pelaryum Wazom 6 pasgumuu oHKoneouampuu. B smo epems gopmupyemcs
WKOAA 0eMCKUX XUPYP208-OHK 00208, HAYANUCH AKMUBHbIE HAYYHbIE UCCAe008AHUS OnYXoael y demel.

Jlemckas onkonoeus 6ce2da 0cmasanace 00HOU U3 CAONCHBIX U AKMYANbHBIX NPOOAeM KAK 0emcKOoll Xupypeuu, max u neduampuu 8 4eaom.
Dmo mMyabmuoucyunAuHapHas ompacisb, mpedyouas 63aumoeiilcmeus U KOMIAEKCHO20 n00X00a 00KMOPO8 PA3AUMHbIX CReYUANU3AYULL.
B 1960—1970-¢ 20061 ¢ Ileduampuueckom uncmumyme Ha Kagedpe demckoii xupypeuu nood pykogodcmeom lupes Anuesuua bauposa
npodoaxcarom @Popmuposamscs omoenvHvle Hanpasaenus. Tak, 0epomHoe 3HaveHue npudaemcs Oemckoli OHKOAO2UU, O00YHeHUH)
CReYUANUCmos u 60CHUMAHUI0 Yy CIY0eHM08 Neduampu4ecko20o haKyabmema «OHK0A02UYECKOU HACMOPONCeHHOCMU» . JlemcKas OHKoAoRUS
npenooasanace cmyoeHmam 8 uukae «oemckas xupypeus» ¢ 1974 e. Omxpoimue kaghedpvl demckoil onKor0euu cocmosnocy 1 cenmaops
2007 2. Dmo cobbimue cmano HO80U CMPAHUYeEl 8 UCMOPUY 8Y3a U NOO20MOBKU MeduyuHcKux kaopos 6 Cankm-Ilemepoypee. C nepavix
OHell pabomul Kagedpul enasnoll 3adaueil 0bL10 CO30aHUe OPeAHUZAUUOHHO-MEMOOUUEeCKOll U HAYUHOU 0a3bl 041 K8aruGuUUupo8aHHo20
npenodaganus KAuHuveckoi u demckoil onkonoeuu. Popmuposanue ¢ CIIGITIMY kagedpor demckoil oHKOAOUU CMANO 8ANCHEHUUM
2Manom, 4mo NO360AUAO 6bIEeCMU NO020MOBKY CHEeUUANUCMO8 HA HOBbLU CHeyUuaIu3upo8aHHslil ypogeHsv. 3a nocaednee epems
docmueHymol 3HA4UMENbHble YCNeXU 8 AeHeHUU 0eMCKUX OHKO0A0UHeCKUX 3a00aesanull. Yposenv usnevenus oemeil co 310Kavecmee-
HHbIMU onyxoaamu docmue 70 % Gaacodaps UCNOAb308AHUN) UHMEHCUBHBIX NPOPAMM XUMUOMEPANUU U COBEPUIEHCMBOB8AHUI)
conpogodumenvrozo nevenus. CompyoHuKu Kagpeopst NPUHUMAOM CaMoe aKMUHoe yuacmue 6 ONMUMU3AUUU Ae4eOHbIX NPOPAMM.

CII6TTIMY no npasy cuumaemcs 00HUM U3 OCHOBONOAARAIOWUX U 6eOYWUX UeHmpPo8 demcKoil oHKonoeuu ¢ Poccuu, ede mpaouuuu,
3GN0MCEHHbIE RUOHEPAMU, NPOOOANCAIOMCS U PA3BUBAIOMCS 8 COBPEMEHHBIX YCA0BUSIX.

Kimouesbie cioBa: ucropusa JIETCKOW OHKOJIOTUYECKON CJ'[y)K6LI, HSHI/IanI/I'-ISCKI/Iﬁ YHUBEPCUTET, OHKOJIOTUA, OHKOTEMATOJIOTHA

Jna wmutupoBanusa: Msanos J1.0., IlogkameneB A.B., CunkoB B.b., Ha6okos B.B., Tepexuna E.B. McTtopust ctaHoBIeHUSsI
M pa3BUTHS JETCKOM OHKOJIOrMYecKOi cayxXO0bl B CaHKT-IleTepOyprcKoM rocymapcTBEHHOM MEeIUATPUYSCKOM MEIMIIMHCKOM
yHuBepcutete (100-netrio Yuusepcutera u 120-neturo Knunuueckoit 6oabHuibl CITOITIMY nocssaercs ). Poccuiickuii xXypHai
JIETCKOM reMatojiornu u onkosnoruu. 2025;12(4):115-24.
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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. Ivanov, 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
departments 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.
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B 2025 r Cankr-IletepOyprckuii rocynapcTBEH- BCIOMHUTb MCTOPUIO YHMBEpPCUTETAa B KOHTEKCTE CTa-
HBII TeauaTpUYeCKUil MEOULIMHCKUIA YHUBEPCUTET HOBJIEHUS OTAEAbHBIX CHeUualu3aluili B TeauaTpuu
(CIT6I'TIMY) otmeuvaeT robuneiiHbie aatbl — 100-1eTHe U AETCKOU XUPYPruu, B YACTHOCTU AETCKOW OHKOJIOTUU —
Yuausepcutera u 120-netue KiamHu4eckoil OOJBHULIBI  OIHOTO U3 CAMBIX CIOXHBIX M MPUOPUTETHBIX HaIlpaBJie-
CIIOITIMY. Dtu cnaBHble HU(PBI — MOBOM €lIe pa3 HUU COBPEMEHHON MEIULIMHBI.
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INenuatpuyeckas cayx6a B Poccum dopmupyercs
Ha pyoexxe XVII—XVIII Bekos. IleTpoBckue mpeobpazo-
BaHUs 3aTPOHY/IM BCE CTOPOHBI OOIIECTBEHHON >KM3HMU.
B 1706 . mo coriacoBaHWIO C LIAPEM OJHMM M3 TEPBBIX
HoBropojackuii mutponoaur HMos (1697—1716) coznan
BocrnuratenbHBIN JOM UIST pa3sMEIICHUS «ITOIKUIHBIX
MJIAJICHIIEB» TIpU XOJMOBO-YCIIEHCKOM MoOHacThipe [I,
2]. Herp I (1672—1725) 3aKOHOAATEILHO 3aKPEIII 3TY
WHULMATUBY — B 1715 I OH u31a yKa3 OTKPHITh TOCIUTA-
JIA «IJIS1 3a30PHBIX MIIAJICHLIEB», MU COXPAHEHUS XKU3HU
OpoIIeHHBIX Ha TIPou3BoJ cyapobl neteil. Crycts 10 ner
MOSIBUJIOCH PACIIOPSDKEHME MMIIepaTopa O HaIlpaBICHUM
HE3aKOHHOPOXKIEHHBIX B YUEHUKH K peMECICHHUKAM, TaK
co3naBanach 3aKOHOAATeIbHAss OCHOBA T'OCYIapCTBEHHOM
OIeKM He3aKOHHOpPOXAeHHBIX nereil B Poccun. Ilosxe
Muxaun BacuibeBuu JlomonocoB (1711—-1765) npu-
3bIBAJl YUHOBHUKOB TOTO BPEeMEHM OOpaTUTh BHUMaHME
Ha BOIIPOC <«Pa3MHOXKEHUSI M COXPaHEHHUsI POCCUICKOIrO
Hapona», yKa3blBaJl Ha HEOOXOAMMOCTb TOCYIAapCTBEH-
HOM 3a00TbI O POXEHULE U POAWIbHULIE, HAMEYAJI MEPbI
0OpBLOBI ¢ IETCKOIM cMepTHOCTHIO. OIHAKO J0JITroe BpeMs
OKa3bIBaTh MEIMIIMHCKYIO TOMOIIb ACTSIM IPOIOJIKAIN
JIeKapu 0011ero npoduisi, He MMEIOIIre MPeACTaBICHUS
00 OCOOEHHOCTSIX CTPOCHUSI U Pa3BUTUSI JETCKOTO opra-
HusMa. B xoniie XVIII Beka mosiBASIOTCS BOCIIUTAaTEIbHbIC
IoMa B KPYIHBIX TOpojiax, a 3aTeM MU IIepBbIe OTIEb-
Hble KOWKM MJI1 MaJCHbKUX IaIlMeHTOB B OOJbHMIIAX.
B XIX Beke Crenman @omuy XotoBuuikuii (1796—1885) —
OIIMH U3 OCHOBOITOJIOXKHUKOB ITeIMAaTPUHU — B CBOMX paboTax
BIIEPBbIC BBIIEISICT «IIEAUaTPUI0» KaK OTAEIbHYIO OTpacib
KIMHUYECKON METUIIMHBI M OTIPENIENISICT e LIeIN 1 3a1avn.
C 1836 o 1847 1. oH unTaym B MeaMKO-XUPYPrudecKom
akanemuu B [lerepOypre moMHbBIN Kypc TTeAaTpyu, U3j1arast
MOAPOOHO aHATOMO-(PU3MOIOTMYECKIe OCOOEHHOCTH AeTei
BCEX BO3PACTHBIX IEPUOIOB M MX 3a00JIeBaHUSI, BKIIIOYAs
ocTpble AeTckue nHgekyn. IlepBble MpoduibHbIE CTAI-
oHaphl oTKpbIBatoTcsl B MockBe u Cankr-IlerepOypre, HO
9TOro abCOJIOTHO HemocTaToyHo. OTrpoMHOE KOJMYEeCTBO
MH(PEKIIMOHHBIX 3a00/IeBaHUIA, NeTei, CTpaJaloIIX XUPYyp-
TMYECKOl TaToJIOTUE KaK BPOXKIECHHOTO, TaK 1 IIprUoodpe-
TEHHOTO XapakTepa, Ha (hoHe KpaitHe HU3KOM MEAULIMHCKOI
IrPaMOTHOCTH HaceJieHUs1 (pOpMHUPOBAJIO HEOOXOAUMOCTh
MOCTPOMKM HOBOTO COBPEMEHHOTIO cTaloHapa [1—3].

B mae 1896 r. Ha 3acemanuu Iopoackoii JIymbl
Cankr-IleTepOypra mnpuHMMAaeTcs pelleHue O CTPO-
UTEJIbCTBE HOBOM COBPEMEHHOI TOpOACKOI OOJbHUILIbI
nns gereit. Ilocnme moiarmx oOCYKAEHUWI YTBepXKIaeT-
Ccsl TIPOEKT CTPOMTENIbCTBA Ha BbIOOprckoit cropoHe
Cankrt-IletepOypra, u 22 oxkrs6ps 1901 r. mpoucxomut
3aKjagKa cepeOpsHOi TOCKM Ha MecTe Oyayiieil 0oib-
Huisl B [Tamars CesiienHoro Koponosanust Mx Mmmne-
patopckux BenuuectB. B 1905 . 6onbHuIIa Ha 400 Koek
BBOIUTCS B OKCIUTyaTalldl0 — 3TO MHOTIONpPOGMIbHOE
yUpeXIeHue, COCTOsIee M3 KOPIYCOB IS 3apa3HbIX
MaleHTOB U OTACILHOIO KOPITyca IS He3apa3HbIX 00JIb-
HbIX. CTPOUTETBCTBO TOPOIACKOTO COBPEMEHHOTO CTallUO-
Hapa I nereil B Hayase XX BeKa — OJWH U3 3HAYUMBIX
11IaTOB B pa3BUTUM OTeUYeCTBEHHOI nieauaTpuu [1, 2].

4’2025

TOMAVOL. 12

C mepBbIX OHE paboThl GOABHULBI (DYHKIIMOHUPOBA-
JIO XUpypTrUyecKoe oTaeneHrue — cHavana Ha 40 Koexk,
3areM Ha 100. O gesgTeIbHOCTU XUPYyPTUYECKOTO OTAEE-
Hus ¢ 1905 mo 1925 1. ocTasioch HEMHOTI'O JOCTOBEPHBIX
cBeneHmii. B apxuBe moxkropa Hukonast DpHecroBuya
bepra (1878—1949) coxpaHuyiach Ommch CTPYKTYPHI OTIe-
pPaTMBHBIX BMeIIaTeabCcTB 3a nepuon ¢ 1905 mo 1925 r,
MPOU3BEAECHHBIX UM CAMUM M MOMoIIHUKamMu. M3BecT-
HO, YTO OOJILIIMHCTBO OOJIbHBIX ObUIM C XPOHUYECKUMU
3a00JIeBaHUSIMU. TYyOEpKYJI€30M KOCTE, OCTEOMMUEIIM-
TOM, OPTOIEAMYECKUMU AecdopMalusIMU U TpaBMaTH-
YeCKUMU TIoBpexaeHusIMU. Bcero 3a 20 JieT BBINOJIHEHO
3110 omepauwmii: 50 % — rHoitHbIe 3a00aeBaHus, 29,6 % —
nopoku passutusi, 7,2 % — TtpaBmbl, 3,5 % — 3abo0Je-
BaHUsI OPraHOB OPIOIIHOM MOJIOCTU, 3 % — OopTomleau-
yeckue mnaroyioruu, 2,4 % — npouee. Ha momo oHKO-
JIOTMYECKMX 3a00jieBaHUil yxXe IMpUXOauaoch a0 4 %
onepanuii. Cioga OTHOCUIIMCH yaajeHue TUM@aHTHOM,
reMaHTHMOM, TePaTOM, HECKOJIbKO OIlepalivii 110 MOBOLY
OITyXOJIM IMOYKHU U CapKOM MSITIKMX TKaHei. Kpome Toro,
MIPOBOAMJINCH SHYKJICALIMH 110 IIOBOLY OIYXOJIeil ria3a —
5 BmemarenbcTB. K oHKogormyeckum 3a00JieBaHU-
SIM OTHOCWJIM M COCYOUCTBIE IIOPOKU Ppa3BUTUSI —
FeMaHTMOMBI.

| pr e = —
Xupypeuuecioe omoeaenue Boibopecioii eopodckoii 6oavruypt, 1905 e.
Surgical department of the Vyborgsky Hospital, 1905

B onepanimonHoMm kypHaje 3a 1925 . MbI MOXKeM TIPO-
CJCIUTh HO30JOTMYECKYIO CTPYKTYPY OIIepHPOBAHHBIX
nauueHToB poBHO 100 jeT Hazaa! MakcuMallbHOE KOJIM-
YEeCTBO OIepalyii MPUXOAWIOCh Ha MaXOBble I'PHLKM —
oHM cocTaBsui 19,6 % o0011ero 4mcia BMEILATEIbCTB.
Jpyrue naToJ0ruM DPacMpeNeUIuCh MO TIpyIaM clie-
OYIOIIMM 00pa3oM: OCTEOMMENIUTHI Pa3IM4HbIX JIOKa-
JIA3ALMI 11,6 %, rHoiiHble 3a00JEBaHMS MSITKMX
TKaHeit — 11,5 %, xupyprudeckue 3adoeBanus JIOP-op-
raHoB — 11,2 % u opronenuyeckue natojoruu — 10,9 %.
Hecko1bKo MalueHTOB OIepUpOBaIKCh U 110 IIOBOIY OITy-
XoJieit pa3Hoit JoKanu3aluu. Tak, COrjacHO orepanroH-
HoMy XypHaiy, Poman PomanoBuy Bpenen (1867—1934)
oIepupyeT MalMeHTa ¢ CapKOMOIl IMOYKM U OIyXOJIbIO
oenpa.
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3anuce 6 onepayuonrom scypuane 1925 e. P.P. Bpeden onepuposan onyxonw
nouxu

An entry in the 1925 operating room log. R.R. Vreden operated on a kidney
tumor

BesycnoBHO, ellle HEeT pasfefeHus Ha y3KUe CIelu-
aJTbHOCTH KaK B TEAMATPUM, TaK U B NETCKOW XUPYPTUU.
Jerckast Xupyprusi TOJbKO HaymHaeT (hOpMUPOBATHCS
Kak OT/eJIbHAs CIIelIMalbHOCTh. B Xupypruyeckom oT/e-
JIeHMU paboTaloT JOKTOpa, OKoHuMBIIWe KmMrepaTop-
CKYI0 MEIMKO-XUPYPIMUECKYI0 aKaaeMuIo: mnpodeccop
Bacunuit BacuibeBuy Makcumosn (1849—?), H.D. bepr
u ¢ 1925 . — npodeccop P.P. Bpenen. Dtu Bbinaoiue-
Csl TOKTOPA-XUPYPTU CTOSUIM Y UCTOKOB (POPMUPOBAHMS
JIETCKOU XUPYPruu, IpUOOPETast OIBIT IJIsT TIOCIIETYIOIINX
MMOKOJIEHWH, KaK TTMOHEPHI 3TOU criermanbHoCcTh. M3Ha-
YaJIbHO OHKOJIOTHYECKHE TIPOOJIeMbl Y IeTell paccMaTpu-
BaJIUCh B paMKax OOIIeil neTcKoi xupypruu. [lerckas
OHKOJIOTHSI BBIJCNISIETCS] B OTIEJIbHOE HallpaBlIeHWEe Kak
CHUHTE3 HECKOJIbKUX IMeIUaTPUUECKUX Y XUPYPTUUECKUX
crieliMayin3alnii HAMHOTO TMo3Xe. TeM He MeHee MHOTHE
XUpypruyeckrue BMeEIaTeJIbcTBA TPU 3TOM TATOJOTUU
MPOXOJISIT BeChMa YCITEIITHO.

IIpogeccop 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. ropoackas 6oapHMIIa Ha BeIOOPTCKOIi CTOPO-
He TpaHc(hOopMUpyeTcsl B aOCOTIOTHO HOBOE MO (hopMaTy
M 3a1a4aM YIpexXIeHUe — KaK IIepBOe B MUPE CIEIUATIM -
3UPOBAHHOE BBICIIEE MEAUILMHCKOE y4eOHOe 3aBelcHue
neauaTpudeckoro npodunasg — JIeHMHrpaaCKuii MHCTU-
TYT OXpaHbl MATEPUHCTBA U MJIAJIEHUYECTBA. DTO CO3/AJI0
YHUKAJIbHYIO IIOYBY JJIsSI pa3BUTUSI BCEX HaIlpaBICHUIA
neauaTpuu, BKIOYas IeTCKylo oHKojoruio. IIpodeccop
P.P. Bpenen Bo3riaBuil xupyprudyeckoe otneseHue. bia-
rojapsi €ro TajaHTy opraHu3aTopa, MmpodeccuoHaIN3My
W DpYOUIIMU, OTAEJIeHHWEe OBICTPO 3aHMMaeT Bemyllee
MOJIOXKEHUE CPEIU METCKUX JICUSOHBIX YIPEKICHUI TaKO-
ro tTumna. B 1932 1. Ha 6asze JIeHMHIpagCKOro MHCTUTYTa
OXpaHbl MATEPUHCTBA 1 MJIaJIeHUYECTBa ObLJIa OpPraHU30Ba-
Ha bonbpHMIIa-MenBY3, c(hOPMUPOBAHbI IIEPBbIE Ka(peaphI.
Tak, mo nunnumatuse P.P. Bpenena otkpsiBaeTcs Kadenpa
netckoit xupypruu. B despane 1935 . boabHuila-MenBys3
CTAHOBUTCS HAa MHOTO JieT JICHUHIpaaACKuM IeauaTpuye-
CKMM MEIUILIMHCKUM MHCTUTYTOM.

ITocne cmeptu mpodeccopa P.P. Bpenena B 1934 1.
Kadenpoit pykoBomuT Bunbreabm Amponbposuu Illaak
(1886—1957). Mensttotcst paboTa XUPYPrUYeCKOM KIMHU-
KM ¥ Kadeapbl, HO30J0TUYeCKasi CTPYKTypa — OT IIpeod-
JIaJlaHusI OPTOIEAMYECKUX MALMEHTOB B CTOPOHY 0O0ILIeit
XUpypruueckoit marojoruu. Ha xadenpe v B oTneeHun
BEIyTCSl Hay4yHO-UCCIIEAOBATEIbCKUE PabOThl, XUPYPIU
BBICTYMAIOT Ha KOH(pepeHUMsIX U chbe3nax. [IpoBomsrcs
3aHATHS C IeAuaTpaMM I10 JMAarHOCTHKE 3a0oJieBaHUiA
OPIOILIHOM ITOJIOCTU — «OCTPOrO >KMBOTA», W IpOIaraH-
JIUPYETCs IPUHLIUIT «paHHEro OIepaTUBHOIO BMEIIATE b~
CTBa» IPU HUX. DTO OBLIO HEJIErKO, TaK KaK CYUTAJIOCh,
YTO JETU ILIOXO MEPEHOCAT Olepalry U MHOTHME Bpayu
cTaparoTCcs JeYUTh KOHCEPBAaTUBHO.

B ronpr Benukoit OteyecTBeHHOI BOMHBI OOIBIITMH-
CTBO XUPYPTOB ObIIM MOOMJIM30BAaHBI Ha (PPOHT WU
Ha paboTy B 3Bakorocrnuraisax Kak B IlemmaTpuyeckom
MHCTUTYTe B JIeHUMHIpaze, TakK U B IPYTUX MEIULIMHCKUX
YUPEXKACHUSIX CTpaHbl. JIEHUHIpaaCKuUii IeAuaTpUIeCKUii
MEIULIMHCKUIA MHCTUTYT HE Ha OIWH JIeHb HE OCTaHaB-
JIMBaJl KakK JiedeOHY0, TaK M Y4eOHYIO AeSITEeIbHOCTb.
C 1946 1. kadeapy BO3IIABIISLI TeHEPAI-Maliop MEIULIAH -
CKO#1 ciyx0bl Tpodeccop Anekcanap BiagucmaBoBuy
Tankwuii (1890—1957).

ITocne Benuxoit OtTeyecTBEHHOW BOMHBI BOCCTa-
HaBJIMBAeTC M paclIMpsieTcss paboTa XUPYPrudecKoro
OTAENEeHMs, BO3BpalllaloTcs ¢ (poHTa MOOMIM30BAHHbBIE
nokropa. A.B. Ilankwuit npurnacun Ha Kadenpy 1eTcKoi
Xupyprum mosogoro xupypra Iupes AnueBuya baupo-
Ba (1922—1999), koTopsIit Bo3raaBwi ee B 1959 . — Tak
Hauajach snoxa [LA. BaupoBa. 26 ceHtsi0ps 1955 r. oH
BriepBbie B CoBeTckoM Co103e YCIEUIHO MPOOTepupoBal
HOBOPOXIEHHOIO C aTpe3ueil muileBoaa, 1, 6e3yCcJI0BHO,
MIPUOPUTETHBIM HAIIPaBJICHUEM CTAHOBUTCS XUPYPIUs
HOBOPOXIECHHBIX — XUPYpPrusli IOPOKOB pa3BuTus. Bme-
CTe C TEM Pa3BUBAIOTCS OT/E/IbHbIC HAIIPABICHUS IETCKOM
XUPYPrUu: TPABMATOJIOTUSI U OPTOIMEANsI, YETIOCTHO-JI1 -
LieBasi U aHTMOXUPYPIUs, IETCKasl YPOJIOTMS U JeTCKasi
oHkosiorusi. OcBauBalOTCSI HOBbIE METOMIbI JUATHOCTUKU:
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aHruorpadusi Mpu COCYAUCTHIX OITYXOJISIX, THEBMOMeEI1a-
ctuHorpadus Mpu 00pa30BaHUSX CPEIOCTEHUS U JIETKHUX.

B otuere o paboTe XUPYPruyeCcKOro OTACIEHUS
JleHMHIpagCKOro  IMEeAUMATPUYECKOrO0  MEIMLIMHCKOTO
nHeruTyTa noueHTa I.B. Yucrosuy 3a 1967 1. mpuBoasTcs
HKM(pPbI MO HO30JOTMYECKUM TPYIIIIaM MallMeHTOB, IPO-
LIEALINX Yepe3 OTAeIEHUE 3a FObl PA0OTHI B IPOLIEHTHBIX
COOTHOIIIEHUSX (TabauIIa).

Kak BUIHO M3 TaGIMIIbl, B 3TU MEPUOAbI OHKOJOIH-
YyecKue IMalueHThl COCTaBIstIn yxe or 5 mo 10 % Bceit
XUPYprudeckoil marojorur. OTMedyaeTcsi pocT KOJIMue-
CTBa OHKOJIOTMYECKHUX MAlIMEHTOB 3a MOCJICAHUIA TIEPUOI,
XOTSI Ha TOT MOMEHT YK€ OTKPBIBAETCS CIELUATU3UPO-
BaHHOE OTaeIeHue B OHKOJIOrMYeCKOM UHCTUTYTE.

JleTckasg oOHKoJIormyeckasi ciyxba dopmupyercs
B cepenuHe XX Beka 0jarogapsi yCUIUSIM IBYX JOKTOPOB-
pPOIOHAYAIbHMKOB OHKOIIEAMATPUM B Hallleil CTpaHe —
JIbBa AOpamoBuua ypHoBa (1931-2005) B Mockse

Tenpux Apcenvesun @edopees (u3 apxusa npogh. 10.A. [lynanosa)

Genrikh Arsenievich Fedoreev (from the archive of prof. Yu.A. Punanov)
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u Tenpuxa ApcenbeBuua DemopeeBa (1930—1980)
B Jlenunrpane. Ilpodeccop JI.A. lypHOB opraHu3oBaj
B 1962 L. mepBoe HETCKOE OHKOJOTMYECKOE OTAeIeHUE
B CCCP. DT0 OBLIO pemalonyuM IIaroM B pPa3BUTHUU
oHkoneauarpun. @opmupyercs Illkona aeTcKux xupyp-
roB-OHKOJIOroB. Hauajauch akTMBHBIE HaydHbIE UCCIIEIO-
BaHMs B 00J1aCTH onyxoseit gereit [4—6].

Compyonuku omodeaenusi onyxoneil demckozo eospacma, 1967 e. (cnpa-
6a naneeo: A.Il. Manunun, A.A. Honos, /.. Abwunrasa, B.U. Mosuan,
JLJ. Muxanesa, I.A. @edopees, C.I. lllaprom, B.B. Cmoasposa, I.A. bau-
Hoea, I.B. Komos, b.A. Koavieun (uz apxusa npog. FO.A. Ilynanosa)

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 6naromapsi [LA. ®enopeeBy B 1966 .
OTKPBUIOCh IIEPBOE JIETCKOE OHKOJOTMYECKOEe OTAesIe-
HUe Ha 0Oa3ze HayuHo-umcciemoBaTelbCKOro WHCTUTYTA
oukojornu. I'A. ®DegopeeB okoHYMI JIeHMHTpaaCKUi
negraTpudecKuil MEIULMHCKUIA WHCTUTYT B 1954 1,
a 1957 . oH yxe paspabaTbiBal METOAMKY JCUCHUS
reMaHrvoM JiydeBoil Tepamnueil. B 1965 . BonepBbie ObLI
OpraHM30BaH aMOyJIaTOPHBIIA KOHCY/IbTaTUBHbIN KAOMHET
JUISL TIEAMATPUYECKUX MAlMEHTOB ¢ COCYAMCTHIMU HOBO-
00pa30BaHUSIMM TIPH AETCKOM MOIMKIMHUKE. 29.09.1966
npukasoMm o HayyHo-MccienoBaTeIbcKOMY MHCTUTYTY
OHKOJIOTMM CO3[aeTcs NeTckoe oTneiaeHue Ha 40 Koek.

‘Ho3zon0euueckasn cmpykmypa nayuenmos xupypeueckoeo omoenenus ¢ 1925— 1968 ee.

Nosological structure of patients in the surgical department for 1925— 1967

Junarno3

Diagnosis

Toapt
Years

TTopoku pa3BUTHS
Malformations of development
THolHBIE 3a00JIeBaHUS
Purulent diseases

TpaBMmbl

Injuries

Onyxom

Tumors

«OCTpbIit KUBOT»

“Sharp belly”
OpToreanyecKue maToJoTuu
Orthopedic pathologies

[Tpounue

Others 1155

1925—-1934 1935-1947 1948—1957 1958—1967

18 17 21,1
26,7 18 9,8
33,3 22,5 24,6
44 8,7 9,8
8,4 12 13

5 TTpoune TIpoune

Others Others
4,2 21,8 21,6
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®opmMupyeTcst KOJUIEKTUB OHKOJIOTOB-IeanaTpoB: bopuc
AnexcangpoBuyd Konbiru, Anatonuii [TaBnoBuy Manu-
HuH, BnagucnaB MBanoBuu MoBuaH, CBetsiaHa AJeK-
cangpoBHa CacdonoBa, IOpuit Anekcanaposuu IlyHaHoB
u MHorue apyrue. Ilox pykoBoactBom I'A. ®Denopeena
BeJlach aKTHBHAs HaydHas U JiedeOHast paboTa, ero yde-
HUKM — BEAyIIWE CICUUAIUCThI B JCTCKOM OHKOJIO-
MU, KOTOpbIE BO3MIABJSIIOT HPOMUIbHBIE OTHCICHMS
u Kadenpsl [7].

e |

Anamonuii I[lasnosuy Maaunun ocmampueaem nayuenma (U3 apxuea npog.
IO.A. Ilynanosa)

Anatoly Pavlovich Malinin examines a patient (from the archive of prof.
Yu.A. Punanov)

30anue xupypeuueckoeo omoenenus JleHuHepaockoeo neduampu4eckozo
Mmeouyunckoeo uncmumyma, 1960-e eodvi

The building of the Leningrad Pediatric Medical Institute Surgery Department
in the 1960s

JleTckast OHKOJIOTMSI — BCerla OfHA U3 CaMbIX CIOX-
HBIX 1 aKTyaJIbHBIX CIIELIAAJIbHOCTEM KaK IETCKOM XUPYyp-
Uy, TaK U MeaIUaTpyuy B LIEJIOM, 3TO MYJIBTUIMCIUILIN -
HapHas OTpacyib, TPeOyIollas KOMIUIEKCHOIO IoIxoia
U B3aMMOJACHCTBUS JOKTOPOB Pa3IMUYHBIX CIEIIMATbHO-
creit. B 1960—1970-¢ roapl Ha Kadeape IETCKOM XUpPyp-
run nox pykoBonctBoM [LA. baupoBa mpomoskaioT
¢dopMUpoBaThCs OTAEIbHBIC HAIIPaBACHUSI, B TOM YMCIC
OrpOMHOE 3HA4YeHME IIPUIACTCS JETCKOM OHKOJIOTHUH,
OOYYEeHUIO CIICIIMAIMCTOB M BOCIIUTAHUIO Y CTYACH-
TOB-TIEIUATPOB «OHKOJOTUYECKON HACTOPOKEHHOCTH».
JleTckasi OHKOJIOTHSI TIperoaaBajach CTyACHTaM B LIMKJIC
«JleTckast Xupyprusi» Ha cTapimx Kypcax ¢ 1974 r. 3ans-

4’2025

TOM/VOL. 12

TUS BeJIM 3aMeyaTe/IbHbIe CIELUATUCThl: XUPYPIU-OH-
Kojiorn Anekcanap Anekcanaposuuy Monos, Bnagucnas
WBanoBnu MoBuaH (muccepTainus Ha TeMy «O COOTHO-
CUTEJILHOI POJIM HACeACTBEHHBIX (DAKTOPOB U (haKTOPOB
cpenbl B 3THUOJIOIMU I€MaHTMOM Hapy:KHBIX ITOKPOBOB
neteit», 1971 1), FOpuii Anekcannposuu IlyHaHOB (10K~
TopcKas aucceprauns Ha TeMy «CpaBHUTEIbHAS OLIEHKA
HEXOKKMHCKUX TUMM(POM 1 00JIe3HN XOIKKUHA Y JETe:
KJIMHUYECKUE OCOOEHHOCTH, IIPOTHO3MPOBAHMUE TCUCHMS,
JeyeOHas TakThKa», 2004 1) [6, 7].

Koanexmue kagpedpor demckoii xupypeuu, 1966 e.

Department of Pediatric Surgery, 1966

Ha xadenpe Bemyrcss HaydHO-UCCIIEIOBATEIbCKUE
paboThl U YCIEIIHO 3alUIIAI0TCI KaHIUIATCKUE U JTOK-
Topckue nuccepranuu. Tak, B 1964 . M.U. HeBosuu-Jlo-
MaTUH 3allUTWI Aucceprauuio Ha Temy «Ckiepo3upy-
folliee JIeYeHWEe T'eMaHTMOM KOXHBIX MOKPOBOB y JeTei
pPacTBOPOM XMHUH-YpeTaHa». [eMaHTMOMBI — COCYIUCThIE
IIOPOKM Ppa3BUTUsI, OTHOCWIMUCh K OHKOJIOTMYECKUM
3a001eBaHUSIM, TIPU KOTOPBIX 00S13aTEIbHBIM M €IWH-
CTBEHHBIM METOIOM JIeYeHUsI ObLIO XMPYPrUUeCKOe BMe-
LIATEJIbCTBO, MPUBOISILEE MHOIAA K TSKEIBIM KOCMETH -
YEeCKMM M (DYHKIMOHAJBHBIM MocieacTsusiM. B 1965 .
A.T1. Jlebenena 3amuTuiaa KaHIUIATCKYIO AUCCEPTALIUIO
Ha TeMy «J/lMarHocTMka U JiedeHHE HOOPOKAYECTBEH-
HBIX OMyXOJiell U KUCT CpeloCTeHus y aeTeii», B 1971 .
B.M. ManunuHa — «HeBpobGmacToMbl y AeTeil (KJIMHUKA,
JMArHOCTHKA, JiedeHue)», U B ToM ke roay B.I1. Kpacos-
CKasl MOArOTOBWIA JOKTOPCKYIO IUCCEPTALIMIO Ha TEeMy
«KnuHUKO-LIMTOJIOrMYecKass AMArHOCTUKA  OIyXoJeit
B IETCKOM Bo3pacTe», B 1973 1. 3.A. CnobonnHa — KaHIu -
JATCKYIO IUCccepTalnio Ha TeMy «JledeHue ocTeob1acTo-
KjaacToMm y geteit», B 1974 . A.Il. ManuHUH 3allUTUI
JHCCepTalio Ha TeMy «JledeHre MOAKOXHBIX JIUMQpaH-
ruom y gaereii». COTpYIHUKU XUPYPTrUUeCKON KIMHUKU
¥ Kadeapsl JeTCKOM Xupypruu JIeHMHrpaackoro reaua-
TPUYECKOrO MEAULIMHCKOTO MHCTUTYTA B COTPYIHUYECCTBE
C JIPYTMMHU OHKOJIOTMYECKMMM OTACJCHUSIMU aKTUBHO
NyONMMKOBaIM CBOM pabdOTHl M BBICTYyHaJdd Ha KOH(pe-
peHLMSAX U cbe3nax: «O IMOpaxeHUsIX KeIyI04HO-KH-
LIEYHOTO TpaKTa Ipu JUM(OrpaHyJIoMaTo3e y IeTeil» —
P.B. Bamrerko (B rob6uieitHoM cOopHMKe JleHMHrpana-
CKOIro  IeAMaTPUYECKOrO0  MEIULIMHCKOTO  MHCTUTY-
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Ta «Bormpockl Xxupypruueckoi rmarosiorun», 1967 .,
Jlenunrpan), «Omyxonu y HOBOPOXIEHHBIX», «OTnaleH-
Hble (10-71eTHUE) pe3yNbTaThl JIeYeHUs 3a0pIOIIMHHBIX
HelipobJacToM y nereit» (B KHUre «CoBepllieHCTBOBaHUE
JIMAarHOCTUKY U METOJIOB JICUCHUSI M OpraHU3alus OHKO-
JIOTMYECKOM IOMOIIM AETCKOMY HACEJICHUI0» — TE3UCHI
1-11 BcecorosHoii koHdepeHunu, Pocros-Ha-Jlony, 1981,
c. 198—200), «Omyxonmu MOYEBOTro My3bIps Yy AETeil» —
I0.U. Tonosko, C.B. bormanos, A.Jl. [leTponaBioBckas
(«BectHuk xupyprumn», 1984 ., Ne 6, c. 81—83).

Onepayuonnwiii ncypuan, 1955 e. I.A. baupos onepuposan onyxons nouku

Operation log, 1955. G.A. Bairov operated on a kidney tumor

B 1980—1990-¢ rompl MpoOmOIKAIOTCS HaydHO-KC-
clienoBaTesIbcKe pabOThl B IETCKON OHKOJIOTUU YYEHU-
kamu ['A. BaumpoBa. AKTMBHO pa3pabaTbiBaeTCsl OHKO-
JIOTUYECKOE HaIlpaBJIeHHWE C TOUKU 3PEHMSI COCYIMCTOM
XUPYPTUM 1O pyKOBOACTBOM Jumurpus JumurpueBruya
Kymaranze. Ony6aukoBaHbl paboThl: «Bo3moxkHOCTH
MUMKPOXUPYPTUYECKON PEKOHCTPYKIIMM HUXKHUX KOHEY-
HOCTe Toc/e yaajleHus 3JI0KaYeCTBEHHBIX OITyXOJIeii» —
C.A. Manukos, B.B. Ha6okos, A.Il. UBaHoB,
ILN. BopoHos, N.®. JlazoBckuii, 1992 r.; «CpaBHUTEIb-
Hasl OlleHKa MPEeLM3MOHHOI0 U OOBIYHBIX CITIOCOOOB yaa-
JICHUsI JOOPOKAUYeCTBEHHBIX OIMyXOJeil Julla y JeTei» —
I'A. KoroB, B.M. 3namenckuii, Bb.JI. Cespioros,
JI.A. KanunHa; «Xupypruyeckoe JjedeHUE TOPMOHIIPO-
NYLUPYIOIIEH OMyXoJu MpaBOM AOAM IeyeHU y pebdeH-
ka 2 ner 8 mecsues» — B.B. Tounze, B.M. MoBuaH,
B.B. Hatboxkos, A.I1. Banos, b.J1. Cespioros, E.b. bar-
HUHA; «MHKPOXUPYPruuecKoe JeueHue AeTeid CO 3J10-
Ka4eCTBEHHBIMM OIyXOJIsIMU KocTeit» — C.A. Manukos,
B.M. Mosuan, P.H. ITono3os, B.B. Habokos.

Jlo oOpazoBaHust Kadeapbl JIETCKOM XUPYpPrUU
B 2007 1. Kypc OHKOJIOTUM BXOIMJI B COCTaB ITpOrpamMM
pasnuuHbIX Kadeap. Co3nanue Kadeapbl 1eTCKON OHKO-
norun CII6GTTIMY 6b110 00yCIIOBIEHO BO3pacTaloliei
aKTyaJbHOCTBbIO M COLIMAJIIBHON 3HAYMMOCTBIO IPOOJIe-
MBI OHKOJIOTMYECKUX 3a00JIeBaHUII B HAIllEM OOIIIECTBE.
CyliecTBoBaBIIME TIPOOJAEMbl TIO3AHEH IMArHOCTUKU
3JI0KAYE€CTBEHHBIX OITYXOJIEM Yy IEeTEe U B3POCIIbIX, a Ce-
JIOBaTeJIbHO, MaJIOYTEIIUTEIbHbIC PE3yJbTaThl JICUCHMS
JMUKTOBAJIM HEOOXOIMMOCTH ITOBBIIIEHUS] «OHKOJIOTHYE-
CKOM HAaCTOPOXKEHHOCTU» Y Bpauei BCEX CIIELIMATIbHOCTEH
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TMOCPEACTBOM 0oJjiee IIyOOKOTO M CUCTEMHOTO U3YYeHUs
OHKOJIOTUH.

B 2007 1. 6p11a co3gaHa Kadeapa OHKOJIOTUM ¢ KYpCOM
JIy4€BOI OMArHOCTUMKM M JIy4EBOM Teparnuu, KOTOPYIO
BO3IIaBWiIa WieH MeXayHapoIHOro oOIIecTBa ASTCKUX
OHKOJIOTOB, 4JieH IpaBieHus Poccuiickoro ooimectsa
JMETCKON OHKOJIOTMU M IeéMaTOJIOTMHU 1.M.H., TIpodeccop
Mapraputa bopucoBna benorypoBa (mokTopckass muc-
cepralusl Ha TeMy «DIUAEMUOJOTHS U CpaBHUTEIbHAS
oleHKa 3(P(PEKTUBHOCTU JIYEHUS OIYyXOJIeil LeHTpab-
HOIl HEepBHOI cucTeMbl y gereit», 2009 r.). Mapraputa
bopucoBHa okoHumnna JIeHMHrpaacKuii reauaTpuyecKuii
MeIUIMHCKUM MHCTUTYT B 1981 . OTKphiTHE Kadenpbl
CTaJI0 HOBOM CTpPaHUILIEW B MCTOPUU By3a U MOATOTOBKU
MeauiuHckux KaapoB B CaHkr-IletepOypre, 3To mo3Bo-
JIMJIO BBIBECTH TIOATOTOBKY CII€IIMAIMCTOB Ha HOBBINA,
CcrielIMaIn3upPOBaHHbIN ypoBeHb. C MepBbIX AHEH pabOThI
Kadenpbl TJaBHOW 3amadyeil ObLJIO CO3JaHUe OpraHu3a-
LIMOHHO-METOINYECKON ¥ HaydHOM 0a3bl IIs1 KBaIupu-
LMPOBAHHOIO IIPENOAABAHUS KIIMHUYECKOM M IETCKOMN
oHkonoruu. 1 pekabpst 2008 T. MPOU3OLIIO CIUSTHUE
Kadeapsl OHKOJIOTMHY U Kadeapsl peHTTeHOIUarHOCTUKHI
M JIydeBoii Tepanuu. Tak mosiBuiaach Kadeapa OHKOJIOTUU
C KypCOM JIy4Y€BOM NMArHOCTUKU M JIYY€BOM Teparivu.
MHorue coTpyaHUKHY MPOLUTH CIEINATbHYIO TOATOTOBKY
M CTAXXMPOBAJIUCh B BEIYIIMX OHKOJOTUYECKUX KIMHUKaX
EBponel u CIIA. Kadenpa BeneT akKTUBHYIO Hay4YHYIO
paboTy, MpUHUMAET y4yacThe BO BCEPOCCUICKUX U MEX-
QYHApPOIHBIX HAYYHBIX KOHTpeccax M KOHGEepeHIIUsX.
CotpynHukaMu Kadenpbl ObUIO HU3IaHO PYKOBOJICTBO
«JleTckas oHkozorusl» Toj penakuuein M.b. Benorypo-
BOM, Kyla BOLIUIM HOBEWILME IIPEACTABICHUS O BO3HUK-
HOBEHMU, OUATHOCTMKE M JICYEHUU OHKOJOTMYECKUX
3a00JIeBaHUI Yy IeTeiA.

3a 1mocienHue TOAbl JOCTUTHYTBHI 3HAYUTEIbHBIC
ycrexy B JISYCHUM AETCKUX OHKOJOTMYECKMX 3a00JieBa-
HUil. YpoBeHb U3JIeYeHUs ACTei CO 3710Ka4eCTBEHHBIMU
onyxoisiMu goctur 70 % Onaromapsi MCIOJIb30BaHUIO
WHTEHCUBHBIX MPOrpaMM XUMMOTEPAITMU U COBEPIICH-
CTBOBAHMIO COINPOBOIUTEIBHOTO JieueHUsl. COTpYyTHUKHU
Kadeapsl IPUHUMAIOT CaMO€ aKTUBHOE y4acTHE B ONTHU-
MU3aIUM JIeYeOHBIX ITPOTPAMM.

Anexcandp DPéooposun Typ na 0bxode

Alexander Fyodorovich Tur on a ward round
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9 nexabps 2021 . OBLIO OTKPBHITO OHKOTeMAaTOJIOTNYEe-
ckoe otaenenue Knuauku CITOI'TIMY, B ToMm Xe 3paHun
PACIIONIOXUINCH HOBBIE MoMeleHusT Kadeapsl. McTopu-
YecKH JeTcKasl remMaTojiornueckas ciayxoa B Cankr-Ile-
TepOypre HEMmoCPeACTBEHHO cBsi3aHa ¢ [lemuarpuyeckum
yHuBepcuteToM. B 1967 I mo mHMIIMATMBE akKaaeMuKa
Anexkcannpa ®émopoBuua Typa (1894—1974) Ha 0Oase
JleTckoii ropoackoii 6onbHULIBI Ne 2 Ha BacuiabeBckoM
octpoBe B JleHuHrpame Obl1 co3maH JleTckuii remaTo-
JIOTUYECKUMA ILIEHTP, KOTOPBHIM OJHOBPEMEHHO SIBJISLI-
¢ JIeTCKol KiIMHUKOW HayuHo-uccnemnoBaTeabcKOro
WHCTUTYTAa TeMaTOJIOTUM U TepeauBaHus KpoBu [1, 2].
Hayuynbim pykoBomguteniem LleHTpa MHOrO JieT ObUT MPO-
(eccop Hukomnait AnekceeBud AsiekceeB (1967—1994).
B 1976 1. LlenTp ObLI HiepeBeacH BO BHOBb OTKPBIBILIYIOCS
MHOTronpoGuIbHYI0 JeTCKyI0 TopoacKyto 00abHUILY No 1.
Ho 1990 1. aT0 ObLIa €OIMHCTBEHHAs] KJIMHMKA IETCKOM
remarojiorun B CaHkr-IlerepOypre moa pyKoBOACTBOM
DiieoHopbl MuxaiinoBHbel IlerpoBoit [4—6]. JleTckuii
reMaTOJIOTUYSCKUI LIEHTP SIBJISIIICS KJIMHUYECKOM 0a30ii
3 nemguarpudeckux Kadeap CIIGITIMY. Ilpodeccopa
U COTPYIHUKM Kacdeapsl (aKyIbTeTCKON IeauaTpuu,
KadeIpbl TOCIUTAILHOM meauaTpuu, Kadeapbl Iporie-
NeBTUKU OETCKUX O0oJIe3HEeil 3aHMMaJIuCh BOIIpOCaMU
remaTtosioruu. Anpoept Basrenosuu IamasH (1936—2002)
U3ydyaja CBEPTHIBAIOLIYIO CUCTEMY U CHMHIPOM IHCCEMU-
HUPOBAHHOI'O BHYTPUCOCYIMCTOTO CBEPTHIBAHNS Y IETEH,
Bepa MBanoBHa Kamunuuesa (1927—2013) — rumoria-
ctnyeckue aHemuu, HMropr Muxaiinosuu BopoH1oB
(1935—-2007) — merckue JeUKO3BI.

CeromHs OHKOTeMaTOJIOTUYECKOE OTIEeICHUE
CII6ITIMY — mnepBoiit B CeBepo-3amagHoM peTrHoHe
LIEHTP, B KOTOPOM OKa3bIBaIOT IIOMOINb IAllMEHTaM
C PeTMHOOJIACTOMOI — 3JIOKAYE€CTBEHHOM OITyXOJIbIO CET-
YaTKM IJ1a3a. DTy IaTOJOTMI0 OOBIYHO JMATHOCTUPYIOT
y aeteit 1o 2 neT. YToObl criacTl XXU3Hb U COXPAHUTh 3pe-

Bepa Heanoena Karunuuesa

Vera Ivanovna Kalinicheva

Heopv Muxaiinosuu Boponyos

Igor Mikhailovich Vorontsov
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Anvoepm Bazeenosuu Ilanasn

Albert Vazgenovich Papayan

HUe, TpeOyeTCsl CUCTEMHBI MOIXO0/A OHKOJIOTOB IS MPO-
BEICHUS XMMUOTEPANIEBTUUYECKOTO JICUEHUS U XUPYPTOB.

B npodunbHOM oOTAeNeHMM CO3MaHBI BCE HEOOXO-
JUAMBIE YCJIOBUSI JUISl JJIUTEJIBHOTO HAXOXICHUS JeTeit
C poaouTensiMU. 3aBenyeT oOTaeleHUeM ujieH Poccuii-
CKOro oOIlecTBa JAETCKUX OHKOJOTOB M TeMaTOJIOTOB
K.M.H., 1eTckuii oHkosior BsuyecnaB bopucosuu Cunkon
(muccepTanus Ha TeMy «XUPYPrAYECKU 3Tam B KOMOU-
HUPOBAHHOM JIEYEHUU OCTEOT€HHOI CapKOMBbI y eTeil»,
2002 r.). B otnenenuu aeiicTBytoT 22 Koiiku, 19 u3 korto-
PBIX KPYTJIOCYTOYHOTO TUMA U 3 — THEBHOTO CTallMOHAPA.
JokTopa OoTAe/ieHus SBJISIOTCS CIEelMaTIucTaMu B 00sa-
CTU TeMaTOJIOTUM U JETCKOW OHKOJIOTUU, OOYy4YaJIUCh
U CTAXXUPOBATUCH B BEAYIIUX TPODWIbHBIX YUPEKIEHUSIX
U CTallMOHAapax.

Ineonopa Muxaiinosna Ilemposa

Eleanor Mikhailovna Petrova
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Koanekmue onkonoeuueckoeo omoenenus CIIGITIMY

The staff of the oncological department of St. Petersburg State Medical
University

OCHOBHBIC HAIIPaBJICHUS NESITCIIFHOCTU OTIACICHUS:

*  TIpOBEACHUWE XUMHUOTEPANIUM TIPU  COJIUITHBIX
OITyXOJISIX pa3JUYHON JoKanu3aluy (o0pa3oBaHMS LICH-
TpaJbHOW HEPBHOM CHCTEMBI, CAPKOMBI MSTKUX TKaHEH,
HelipobJjiacToMa, OIyXoJib Buibmca, 3/10KaueCTBEHHbIE
ONYXOJIM KOCTEH, Ipyrue penkue Gopmbl 310KayeCTBEH-
HBIX HOBOOOpA30BaHUI y AeTeil) M IpU reMo0JIacTo3ax
(ocTpbiit TMMGOOIACTHBIN JEHKO3, OCTPbIA MUETOUIHbBII
JIeiiKo3, JTUMGbOMbBI, CUHAPOMbBI KOCTHOMO3IOBOI HEI0-
CTaTOYHOCTH);

e o0cnemoBaHWE W JieYeHUE TAIMEHTOB C TeMa-
TOJOTUYECKUMU 3a00JieBaHUSIMU (aHEMUM, UMMYHHas
TPOMOOIIUTOIICHUYECKasI Iy pITypa).

JleueHune MPOBOMUTCSI B COOTBETCTBUY C MEXITYHAPO/I -
HBIMM TIpOrpaMMaMM, JOKa3aBIIMMM CBOIO 3D eKTHB-
HOCTb.

OtneneHue paboTaeT B TECHOM COTPYIHUYECTBE
C BeAyUIMMU MPOMWIbHBIMU CHEHUATUCTAMUA U YIPEXK-
nennsimu Poccniickoit @enepanyn. Paboty oTnelieHus
KypupyeT Kadeapa OHKOJIOTUM U JIy4eBON JMAaTHOCTUKU
CII6I'TIMY noa pykoBOACTBOM TIJIaBHOTI'O BHEILITATHOTO
crnenmanucta CaHkr-IleTepOypra Mo meTcKoi OHKOJIO-
My 1I.M.H., ipodeccopa CBetnanbl AnekcaHapsl Kyire-
Boii. CBeTnaHa AJIeKCaHAPOBHA C OTJIMYMEM OKOHYMIIA
CIIoI'TIMY B 1997 1., 3aTeM OOCPOYHO 3alIUTHIIA KaHIH-
JATCKYIO THCccepTaiunio Ha TeMy «Pojib MporHocTHIecKux
¢akTOpOB M aneKBaTHOCTU JICYCHMSI 3J0KAUYEeCTBEH-
HBIX OITyXOJIE CPEIOCTeHUs y AeTeil M TOIPOCTKOB»
u B 2010 . — MTOKTOPCKYIO0 AUCCEpTalnio Ha TeMy «Puck-
afganTUpoBaHHAas Teparnus JuMdombl XOMIKKUHA Y AeTeil
n nonapoctkoB». IIpodeccop C.A. Kynesa — winen Poc-
CHIICKOTO 0011IeCcTBa AETCKUX OHKOJIOTOB M T€MAaTOJIOTOB,
Poccuiickoro o611iecTBa 1eTCKUX OHKOJIOTOB.
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B mocnemHee BpeMsi TOCTUTHYTHI YBEPEHHBIE YCIIe-
XA B JICYCHUU IETCKUX OHKOJIOTMUECKUX 3a00JIeBaHUIA.
Yposenb uznedeHnst gocturaer 70 % Oiaromapst MCIOJIb-
30BaHMI0O WHTCHCUBHBIX IPOTpaMM  XUMUOTEPAITUN
W COBEPIICHCTBOBAHUIO COMPOBOAUTEIBLHOTO JICUCHUS.
CoTpyIHUKY OTAENIeHUs U Kadeapbl IPUHUMAIOT aKTUB-
HOE yJacTHe B COBEPIICHCTBOBAHWHM U ONTHUMU3AIIUN
JIeYEOHBIX TPOrpaMM OHKOJIOTHYECKOT0o MPOhUIS.

OCHOBHBIC HayYHbIC, TUATHOCTUYCCKUE U JICUCOHBIC
HampapJieHus paboThl Kadeapbl M OTOEICHUS: IIpO-
TPaMMHOE JIEYEHUE 37I0KaYECTBEHHBIX OITyXOJIEH Y NeTeH,
ONTUMU3ALIMS JICUECHUSI OMYyXOJIEM LEHTPaJbHOM HEPB-
HOM CHCTeMBI, MAJIONHBAa3WBHBIC METOIBI MOHUTOPWHTA
BTOPUYHBIX TTOPAXXCHUI JIETKUX IPU 3JIOKAYeCTBEHHBIX
OTYXOJISIX Y JeTeil, CONMpOBOAUTENIbHAS Tepamnus Tpu
MPOBEICHUY MHTEHCUBHON TTOJIMXMMUOTEPAIINH Y IETEH,
COBEPIIIEHCTBOBAHWE METOIOB JIy4eBOI TMATHOCTUKY TTPU
AHOMAJIMSIX PA3BUTHUS KEIyTIOYHO-KMIIIEYHOTO TpaKTa
y IeTeid, pa3paboTKa METOAMK YIbTPa3ByKOBOW TUArHOC-
THKU TIPU BPOKXICHHBIX U IIPHOOPETCHHBIX 3a00JIEBAHMSIX
OITOPHO-IIBUTaTEJbHOrO amrapara y JeTeid U B3pOCJbIX,
KOMIUIEKCHBIC JIy9eBbIC MCCICAOBAHUSA: KOMIThIOTEPHAS
ToMorpadusi, MarHMTHO-pe30HaHCHasi ToMorpadus,
MO3UTPOHHO-3MUCCUOHHAsT ToMOoTrpadus.

IIpennonaBanue B CIIOI'TIMY BeneTcs aasa cTyaeH-
TOB Ha PYCCKOM M aHTJIMICKOM SI3BIKax B BUAC MpaK-
TUYECKUX 3aHATUN U JeKUUMN, MIPAKTUICCKUX 3aHITUMA
IJIsT Bpadyel-WMHTEPHOB, KIMHWYECKUX OpPIAWMHATOPOB
¥ acIMpaHTOB. Takke aKTUBHO paboTaeT KpyxkKok CTy-
JNIEHYEeCKOro HayyHoro obiiectBa. Ha kadeape rorossr-
Csl HaydHBIe pabOTHl Ha COMCKAaHUE YYCHBIX CTEICHEH
KaHAauaaTa ¥ TOKTOpa MEAULIMHCKUX HayK. [IpoBomsiTcs
cepTr(UKAMOHHbBIC [IUKJIBI TTO MMOBHIIIEHUO KBATU(DU-
KalliM 1O CIELMAaJTbHOCTIM <«OHKOJOTMSI» U <«IeTCKas
OHKOJIOTUSI».

C 2023 r. coTpymHUKaMM OHKOTE€MAaTOJOTHYECKOIo
OTJIEJIEHUST M HayYHO-UCCIIeI0BaTeIbCKOM Taboparopun
9KCIIEPUMEHTAIBHON XUPYPIUU YHUBEPCUTETA O] PYKO-
BOJICTBOM 3aBefylolleil Kacbeapoil 1.M.H., nmpodeccopom
C.A. KyneBoii Bemercs HaydyHO-UCCIIeAOBATEIbCKAS
pabora «AHanu3 skcnpeccun GD2 Ha UMPKYIUpYIO-
WX U TUCCEMMHMPOBAHHBIX OMYXOJIEBBIX KJIETKAX KakK
JNHUarHOCTUYECKOIO0 M IPOrHOCTUYECKOTO OIYXOJEBOIo
MapKepa IIpy HeiipobracToMax, peTHHOOIaCTOMAaxX U cap-
KOMax KOCTEM U MSITKUX TKAHEU Y NETEI».

CIIGI'TIMY no npaBy cyuTaeTcss OMHUM U3 OCHOBO-
MoJjlaralollX M BeAYIIUX LIEHTPOB IETCKON OHKOJIOTUM
B Poccun, rae Tpaguimm, 3aj0XeHHbIe TMOHEpaMU JTaH-
HO#1 00JacTH, TPOAOJIKAIOTCSI U Pa3BUBAIOTCS B COBpeE-
MEHHBIX YCITOBUSIX.
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HayuHo-o6pa3oBaTtenbHblii ceMUHAp «[janbHue PernoHbl»

16 u 17 okTs16ps1 2025 1. cocTosuics HaydHO-00pa3oBa-
TEJIbHBIM CEeMMHAp B 00JIACTU TeMAaTOJOTUM, OHKOJOTHH
1 UMMYHOJIOTUHU y €Tl M MOJIOABIX B3POCIBIX ITO IIPO-
rpamme «JlajgbpHue permoHbl» IS CIIEHUAINCTOB, pado-
taromux B KanumHuHrpagckoit obiactu. Mepormnpustue
npo1uuto B rudbpugHoM popmare Ha 6a3e 'BY3 «/leTckasa
obnactHasg OonbHuLA KanmHuHrpanckoi o0JacTu».
B pamkax cemunapa Begymue crienuanuctel HUU J1Oul’

uM. akang. PAMH JI.LA. HQypunosa HMMII onkonorumn
M. H.H. broxuna, HMUL ATOU um. Imutpus Poraue-
Ba, HUU JOIuT um. P.M. TopbaueBoii u Ipyrux yupexk-
IEeHUI BRICTYIWIN ¢ HAyYHBIMU gokiiagaMu. CocTosuioch
00CyXIeHIe BO3MOXHOCTE Pa3BUTHUS CIYXKOBI JETCKOI
OHKOJIOTMM M TEMAaTOJIOTUH B CyOBbeKTax Poccuiickoit
Denepaliny 1 CO3TaHNUS OKPYKHBIX LIECHTPOB.

Il Poccuiicknii KoHrpecc «AKTyanbHbIe BONPOCbI OHKONOTUN U XUPYPrum
B neguarpumn»

2—4 okts0pst 2025 . 8 HMUL ATOU nm. Imurpust
PoraueBa Munsapasa Poccuu npoien I Poccuitckmii
KOHTpeCC «AKTyaJTbHBIE BOIIPOCH OHKOJIOTUH U XUPYPTUHN

B IieauaTpun». KoHrpecc coopair Beaymmx CenairucToB
B 00JIACTH JETCKOY OHKOJIOTMH M XUPYPTHH.

«JlereHga cneyuanbHOCTH>

IMpemuio «Jlerenna crienMaJbHOCTH» 32 BBIIAIOLINI-
Cs BKJIQJ B Pa3BUTHE NIETCKOW OHKOJIOTMU/OHKOXUPYP-
ruu Csetnane Padasnesne BapdonomeeBoii, m.M.H.,
npodeccopy, nupekropy HUW JOul’ um. akan. PAMH
JILA. dypnoBa HMMWL onkonoruum um. H.H. bioxuHa,
BPYYWIM BO BPeMsI TOPXKECTBEHHOU HEPEMOHUU OTKPbI-
tus Il Poccuiickoro koHrpecca «AKTyajlbHbI€ BOMPOCHI
OHKOJIOTUY U XUPYPTUU B TIEAUATPUL».

Hay4yHo-npakTuyeckasn KoHthepenuus «Jlecatb et AeTCKON OHKONOruu/
remaronorun B ®rby «HMUL nm. B.A. Anma3osa» Mun3apasa Poccuu:
AOCTHXXEHNS U NepcneKkTuBbI>»

3 u 4 okTsa0ps 2025 1. cocTosIIach HAyYHO-TIpaKTUye-
ckasi koHbepeHIUs «Jlecatb JieT OeTCKON OHKOJOruu/
rematosiorni B ®I'BY «HMMUWIL um. B.A. Anmasopa»

Mun3znpaBa Poccuu: HOCTMKEHUSI UM TMEPCIIEKTUBBI».
Kongepenuusa cobpaia Beaylux crieurainctoB Poccun
B 00J1aCTH JAETCKOI OHKOJIOTMU Y TeMaTOJIOTUH.
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VI 06beaunenHblii Kourpecc POLIOI «AKTyanbHbie npo6nembl
W nepcneKkTUBbl Pa3BUTUA AETCKOI OHKONOrUWU U remaTonorum
B Poccuiickoit ®epepauun — 2025»

2729 Hoa6ps 2025 r. coctosuica VI O0benmHeHHbI
koHrpecc POIOI' «AkTtyanbHbie TpoOaEMbl U MEPCIIEeK-
THUBBI Pa3BUTHUsSI JIETCKOW OHKOJIOTUM W TeMaTOJIOTUU
B Poccuiickoit @eneparium — 2025», KOTOPbIA MO3BOJIIT
BCEM HaM TOJ/IepXaTh APYT Apyra U YKPEMUTb IPYKeCKue
U Hay4yHble cBs13u. KoHrpecc mpoBoauics B rMOpUIHOM
dopmate u cobpan 6onee 1700 neseraToB MpakTUYECKU
n3 Bcex cyowbekToB Poccmiickoit @emepanvi M CTpaH
EBpasuu. B Mepornpusatii B KauecTBe JEKTOPOB MPUHU-
MaJli yJacTHue TpencTaBuTeii BceMupHOIi opraHu3aimm :
3napaBooxpaHeHus: (EBponeiickuii opuc, KomeHrareH, : !
Janwus). Ouno B KoHrpecce yuyacTtBoBaiu npodeccopa & VI OBbEAVHEHHbIN
T. Kytnyk (Typuus) u A. Kxan (CaynoBckast ApaBusi). ig KOHrPECC POIOT
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Mo6eantenn npemun «3a BepHocTb npocheccumn — 2025»

VYBaxxaemble Kojuteru! B 3ToM Tomy B odepemHoil pas
ObLIa BpydyeHa IpeMust «3a BepHOCTh npodeccum». Ipe-
suanyM PO OI ennHOTIACHO TPUHSUT pellieHUe BPYYUTh
[Ipemuro ciemyroImuM BpadaM — IETCKMM OHKOJIOTaM
U TeMaToJIOTaM:

- Hatanpe CtanmnciaBoBHe OcMmynbekoit (OMCK);

- Jlapuce BanentunoBHe Baxonunoii (ExaTtepuH-
Oypr);

- Onece Bnagummposne Ilannoii (Cankr-ITerep-
Oypr) (IOCMEPTHO).

Poaor

Mpemua

«3A BEPHOCTb MPO®ECCUM!»

HAFPAMOAETCA

Mlauna
Oneca Bnagumuposha

30 MHOTTMTHIH TRYAL NDRABMHOCTE. //
MDOGOCTIN W NOMOUR: Q8TAM
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/ lpaBuna Ana aBTOPOB COCTaBEHbl HA OCHOBE U C yueToMm «benoii KHMrK
CoBeTa HayuHbIX pefakTopoB 0 CO6MI0AeHIN NPUHLMNOB LENOCTHOCT nybnuKa-
LIl B HayuHbIX XypHanax, 06HoBneHHas Bepcua 2012 r.» (CSE's White Paper on
Promotion Integrity in Scientific Journal Publications, 2012 Update), «EauHbix
Tpe6oBaHMil K pyKOMMCAM, NpefocTaBnAemMbiM B GMOMEANLMHCKIE XKyPHaNbl»
(Uniform Requirements for Manuscripts Submitted to Biomedical Journals), pa3-
paboTaHHbIX MexayHapoaHbIM KOMUTETOM peJakTOpOB MeAULMHCKNX XypHa-
noB (International Committee of Medical Journal Editors), n «Pekomengauuit no
npoBefeHIto, ONUCAHNI0, PeAaKTUPOBAHMIO U NY6AMKALIMM Pe3yNbTaToB HayuHoil
paboTbl B MeZULMHCKUX KypHanax, Aekabpb 2016» (ICMJE Recommendations
for the Conduct, Reporting, Editing and Publication of Scholarly Work in Medical
Journals, December 2016).

Mpu odopmnenuu ctateit Ana nybnukaumm B «Poccuiickmii XypHan aeTcKoii
rematonorui 1 OHKONOTMU» CefyeT PyKOBOACTBOBATLCA HUDKeCTeay LUMM
npasunamu.

1. (ratba JomkHa ObiTb NpeAcTaBneHa B NEKTPOHHOM Buze (TEKCT CTaTby €O
CMNCKOM IUTEPaTYpbl, TAbNULIbI, rPadUKM, PUCYHKM, MOANUCY K PUCYHKAM, pe3iome).

Lput — Times New Roman, 14 nyHkToB, yepe3 1,5 uHTepBana. Bee ctpauubl
JOMKHbI ObITb IPOHYMEPOBaHbI.

2. Ha nepBoii cTpaHuLe JOMKHO ObITb YKa3aHO: Ha3BaHUe (TaTbll, MHULMANDI
1 Gamuann Bcex aBTOPOB, MONHOE Ha3BaHue yupexaeHna (yupexxfeHuii), B KOTo-
pom (KoTopbix) BbINONHeHa paboTa, ero (Mx) NOMHbIA afpec ¢ yKasaHUeM UHAeKCa.
(0643aTenbHO yKa3blBAeTCA, B KakoM yupexaeHun paboTaeT Kaxzplii 13 aBTOpoB.

(TaTbA JOMKHa ObITb NoANMCaHa Bcemu aBTopamu. 06a3aTenbHO NpesocTaBe-
Hue uHdopmaLim 060 Bcex aBTOpaX Ha PycCKOM U aHTMACKOM A3blKax: damunus,
MA, OTYECTBO MONHOCTbIO, KOHTAKTHbIE TeneoHbl, pabounii afpec ¢ ykasaHuem
NHAeKca, GaKC, afpec INEKTPOHHO! MOuThl, 3aHMMaeMble AOMKHOCTH, yueHble
creneHu 1 38aHua, ORCID, ResearcherID, SPIN-koa. Mpu otcytcTBimM Homepa ORCID
€ro HeobXoANUMOo MoNyuuThb, 3aperucTpupoBaBlLMCh Ha caiTe https://orcid.org/.
OTnenbHo HeobXoAMMO OTMETUTb aBTOpa (aBTOPOB), C KOTOpbIM pepakuua bymet
BeCTU nepenucky. Takxe HeobxoAMMo 3anonHuTb pasgen «Bknaj aBTopoB» (paspa-
60Tka Au3aiiHa CTaTbi, COOP AaHHDIX, AHANN3 HAYYHOrO MaTepuana, aHanus nony-
UEHHbIX JaHHbIX, 0630p Ny6nMKaLmil no Teme CTaTby, NOAOTOBKA CMUCKA NUTEpaTy-
Pbl, HaNMCaH1e TeKCTa PyKOMICH, COCTABAIEHME pe3tome, HayuHaa pefakLma CTaTby,
MOATOTOBKA BU3yaNu3aLv NaLMEHTOB U T. /i.), a TaKXKe NPeAOCTaBUTb MHGOpMaLHIo
0 KOHQMUKTE NHTEPeCOB 1 GUHAHCUPOBAHUM — Ha PYCCKOM 1 HTTIMACKOM A3blKaX.
B pa3pene «bnarogapHOCTU» MOXHO YKa3aTb Nl0fieit, KOTOpble y4acTBOBaNM B pabo-
Te Haf CTaTbel, HO He ABNAIOTCA ee aBTOpaMMy.

3. 06bem cTaTeil: opuriHanbHas cTatba — He Gonee 18 cTpaHuL; onuca-
Hue OTZeNbHbIX HAOMI0feHNi, 3aMeTKI U3 MPaKTUKM — He 6onee 7 CTpaHuL;
0630p nutepatypbl — He Gonee 25 cTpaHuu; KpaTkue coobLieHNA W MUCbMa
B pefjaKuuio — 3 CTpaHuLbl.

(TpyKTypa OpUrMHanbHoIii CTaTbii: BBeAEHIe, LeNb NCCNIe[0BaHNA, MaTepuanbl
11 METOfbI, pe3yNbTaThl NCCNEL0BaHNA 1 UX 00CYXAeHNe, 3aKioueHue (BbIBOAbI).

K cTatbam JomKHO GbITb NPUNOXKEHO pe3tomMe Ha PYCCKOM W aHTMMIACKOM
A3blKax, OTpaxaloLLiee cofepxaHiue paboTbl; ANA OPUTMHANBHBIX CTaTell — CTpyK-
TYpUPOBaHHOE pe3ioMe (BBeAeHue, MaTepuanbl I MeTofibl, pe3ynbrathl U T. A.).
06bem pesiome — 1500—-5000 3HakoB ¢ npobenamu. KonuuectBo KnioyeBbix (0B
NIOMKHO COCTaBNATL 0T 5 40 12.

3anpewyaetca ny6nnkoBaTb Niobyo MHGOPMALMIO, MO3BONALLYI MAEHTUY-
LMpoBaTb 607bHOrO (yKa3blBaTb €ro UMA, MHULMANbI, HOMepa UCTopUii GonesHu Ha
dotorpaduax, npu cocTaBneHN ONUCaHNIA KNUHUYECKUX CNyuaeB), 3a UCKMIOYEHN-
€M Tex ClyyaeB, KOTZia OHa NpPeACTaBAAeT O0NbLLYI0 HaYUHYI0 LieHHOCTb N 6onb-
HOIi (ero poAuTeNN AN ONeKyHbI) Aan Ha 3T NMMCbMEHHOE Cornaciie, 0 Yem ceyet
€006LLaTb B TEKCTE CTaTbU.

4. MnnrocTpaTuBHbIil MaTepuan:

« hoTorpadun JOMKHbI 6bITb KOHTPACTHBIMIA; PUCYHKIA, TPAdUKN U Anarpam-
Mbl — YeTKIMK;

« (oTorpa¢uu npeacTaBAATCA B OPUTUHANe WM B SNEKTPOHHOM BiAe
B dopmarte TIFF, JPG, CMYK ¢ paspewueHnem He metee 300 dpi (Touek Ha Atoiim);

+ BCE PUCYHKM JLOMKHbI ObITb MPOHYMEPOBaHbI 1 CHabXeHbl MOAPUCYHOUHDI-
MU MOANUCAMM Ha PYCCKOM 1 aHTMACKOM (Mo BO3MOXHOCTH) A3bIKax. Ha pucyHke
YKa3blBAKTCA «BEPX» U «HU3»; GParMeHTbl PUCYHKa 0003HAYAIOTCA CTPOUHBIMA
OyKBamu pycckoro andasuTa — «a», «6» u T. 4. Bce cokpaleHus 1 0603HaueHus,
1CNONb30BAHHbIE Ha PUCYHKE, OMKHDI ObITb paclundpoBaHbl B MOAPUCYHOUHOI
noanucu. TeKCT pUCyHKa JOMKeH 6bITb NepeBeeH Ha aHTNIACKINA A3bIK;

« Heo0X0AMMO NpefoCTaBUTb COFNacie popuTeNneii/nawneHTa Ha UCNob30-
BaHue MHGopmaLum, B Tom uucne dotorpaduii pebeHka/nawneHTa B HayuHbix
NCCnefoBaHNAX U NyONNKALNAX;

- BCe Tabnuubl [OMKHbI ObITb NPOHYMepOBaHbl, UMETb Ha3BaHue. Bce
COKpaLLeHna pacundpoBbIBAlOTCA B NpUMeyaHum K Tabnuue. (neayet nepesecty
TEKCTOBbIE JaHHble TaOANLIbI HA AHTNIACKNIA A3bIK;

* CCHINTKM Ha TabnuLbl v PUCYHKM NPUBOAATCA B HAANEXaLLIUX MeCTax no TeK\
CTY CTaTbll B KpyrAbIX ckobKax (puc. 1, Tabn. 1uT. a.).

5. Eannnupl n3mepennii gatotca B CU. Bee cokpatueHna (abbpesuatypbl) B Tek-
CTe CTaTbk JOMKHbI 6bITb MOMHOCTbIO paciundpoBaHbl NPy NepBoM ynotpebneHun.

Ha3BaHuA reHoB BbIAGNAKTCA KypCUBOM, Ha3BaHUA 6eNKOB NULLYTCA 06b1Y-
HbIM LWPUPTOM.

6. K ctatbe pomkeH ObiITb MpUNOXKeH CMUCOK LMTUPYEMOIA NUTEPATYpbI,
B KOTOPbIii BKNIOUAKOTCA TONBKO PeLieH3Mpyemble UCTOUHIKM (CTaTby U3 HayUHBbIX
KypHanoB v MoHorpaduu), ynomuHatoLmeca B Tekcte. HexenaTtenbHo BKntyaTb
B CMIACOK NUTepaTypbl aBTopedepaTbl, AuccepTavnm, yuebHnkn, yuebHble nocobus,
[0CTbl, maTepuanbl, ony6nuKkoBaHHble B pasnuuHbix C60pHUKaX KoHdepeHumil,
Cbe370B W T. ., MHHOPMALMIO C CAIATOB, CTATUCTUYECKNE OTYETbI, CTaTbU U3 raseT,
610roB 11 pa3nnyHbIX CaiiToB. 0GOPMNAIOT CINCOK CNeytoLL M 06pa3om:

* CMINCOK CCbINOK MPUBOANTCA B NOPAAKE LNTMPOBAHMA. Bce MCTOUHMKI JOMKHBI
6bITb NPOHYMePOBaHbI, @ UX HYMepauus — CTPOro COOTBETCTBOBATb HymepaLuu
B TeKcTe cTatbi. (CbINKI Ha Heony6nMKoBaHHble paboTbl He JonyckatTea;

* INA KaXAOT0 UCTOYHNKA He06X0AMMO YKa3aTb GaMunun U MHULMANbI BCex
aBTOPOB;

* NIPU CCbINIKE HA CTaTby U3 XYPHANOB yKa3blBalOT TakxXe Ha3BaHue CTaTby,
Ha3BaHue XypHana, rof, ToM, HOMep BbiMycka, HoMepa CTpaHuL. Bce ccbinku
Ha XypHanbHble nybaukauum gomkHbl cogepxatb DOI (Digital Object Identifier,
YHUKANbHbIA UnpoBoii naentudukatop craton B cucteme CrossRef) unu PMID
(kog ctatbn B PubMed). Mposeputb Hanuume DOl cTaTbu MOXHO Ha calitax
https://search.crossref.org unu https://www.citethisforme.com. [lna nonyyexus
DOI Hy>HO BBeCTM B NONCKOBYI0 CTPOKY Ha3BaHWe CTaTby Ha aHTANIACKOM A3bIKe;

« NPV CCbINKe Ha MOHOTPaduK YKa3blBalOT Takxe MONHOe Ha3BaHue KHU,
MeCTO U3[iaHNA, Ha3BaHWe U31aTenbCTBa, rof U3naHus;

« TIPU CCbIKE Ha AaHHble, NONYYeHHbIe 13 VIHTepHeTa, YKa3blBaloT INeKTPOHHbI
a/pec LUTVPYeMOro UCTOYHIK, Hanpumep: [leTckas oHKkonorua: 75 % feteil Bbi3go-
pasnuBaioT. [dnekTpoHHblit pecypc]: https://www.rakpobedim.ru/forum/blog/38/
entry-19 (nata obpawenua 20.08.2018). [Pediatric oncology: 75 % of children
recover. [Electronic resource]: https://www.rakpobedim.ru/forum/blog/38/entry-19
(appeal date 20.08.2018). (In Russ.)].;

+ no npaunam, yuutbiBaowum tpeboaHna Web of Science u Scopus,
6ubnuorpaduueckine CNUCKN BXOAAT B aHTNOA3bIUHbIA 6NOK CTaTbu 1, COOT-
BETCTBEHHO, JOMKHbI ObITb NepeBefeHbl Ha aHMNIACKNIA A3bIK. AHINOA3bIYHAA
yacTb 6ubauorpaduueckoro onucaHNA CCbNKM pa3meLaeTca HenocpefCTBEHHO
nocne pycckoA3bIYHON YacTu B KBajpaTHbIX ckobkax. Hanpumep: [Korman D.B.
Fundamentals of antitumor chemotherapy. M.: Prakticheskaya meditsina, 2006.
512 p. (In Russ.)] unu [Osipova A.A., Semenova E.V., Morozova E.V. et al. Efficacy
allogeneic hematopoietic stem cell transplantation with different conditioning
regimens in pediatric myelodysplastic syndrome. Rossiyskiy zhurnal detskoy
gematologii i onkologii = Russian Journal of Pediatric Hematology and Oncology.
2017;4(2):70-7. (In Russ.)].

+ Bce ccbInKm Ha nuTepaTypHble NCTOYHMKN B TeKCTe CTaTbyl NeyaTaloTca apab-
CKUMI Lindpamm B KBaZpaTHbIX ckobkax (Hanpumep, [7]).

« Konnuecto uutupyembix pabot: B opuriHanbHbIx cTatbax He Gonee 20—25
CTOYHIKOB, B 0630pax nuTepaTypbl — He 6onee 60, B nekuuax — He bonee 15.

7.MpencTaBneHue B pefaKLmio paHee ony6nMKoBaHHbIX CTaTeil He AONYCKAETCA.

8. Bce cTaTbu, B TOM Ynce NOATOTOBNEHHbIE acMUpaHTaMit 1 COMCKaTENAMN
yUeHoli CTeneHn KaHAMAATa Hayk Mo pe3ynbTaTaM COOCTBEHHBIX UCCEA0BAHMIA,
NPUHUMAIOTCA K neyaTin becnnatHo.

(raTby, He COOTBETCTBYlOLYME JaHHBIM TPeOOBaHNAM, K PacCMOTPeHHIo He
NPUHUMAIOTCA.

Bce noctynatowue ctatbu pewieHsupytotca. MpucnaqHble Matepuanbl o6pat-
HO He BO3BPALLAITCA.

ATopbl, ny6nKKyloLLMe CTaTby B XypHane, COrNalLATCA Ha CeayloLuee:

+ aBTOPbI COXPAHAIOT 3a 060 aBTOPCKe MpaBa U NPefOCTaBAAIOT XKypHany
npaBo nepBoil nybnukaumn paboTbl, KOTOPaA Mo MCTeyeHUM 6 MecaLeB nocie
nybnukaumn aBTomaTyeckn nuueHsupyetca Ha ycnosuax Creative Commons
Attribution License, koTopas no3BonseT Apyrm pacnpocTpaHATb AaHHylo paboTy
€ 0643aTeNbHbIM COXpaHEHeM CCbINIOK Ha aBTOPOB OPUTMHANBHON PaboTbl 1 opu-
TUHANbHYI0 NY6AMKALINI B 3TOM XypHane;

+ aBTOPbI MEIOT NPaBo pa3meLyaTb cBOlo paboTy B ceTn HTepHeT Ao 1 BO
BpeMmA npoLiecca pacCMOTPEHNA ee peflakLiveil XypHana, Tak Kak 370 MOXeT npu-
BeCTU K NPOAYKTMBHOMY 00CYXAeHNI0 1 6onbLiemMy KONMYeCTBY CCbINOK Ha fiaH-
Hyto paboty (cm. The Effect of Open Access).

Penakuma octaBnset 3a co60i npaBo Ha peakTMPOBaHue cTaTeld, NpeAcTaB-
NeHHbIX K nybnuKkauu.

ABTOpbl MOTYT MpuUCbINaTb CBOW MaTepuanbl Ha 3NeKTPOHHbIA apec
info@nodgo.org c 0643aTenbHbIM yKa3aHueM Ha3BaHUA XypHana. /
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Spectra Optia® System

AnnapaT Ansa cenapaumMn KOMNOHeHTOB KPpOBU

MHorodyHKUMOHaNbHbIA TpaHCNOPTabenbHbI aBTOMaTUYECKMiA cenapaTop KOMMOHEHTOB KPOBM AN npoueayp
TepaneBTMYecKoro adepesa, 3arotToBkM U 06pPabOTKM KNETOK METOAOM LIeHTPUYrMpOBaHMSI U ONTMYECKOro
o6HapyxeHus (cuctema aBTOMaTM3MPOBAHHOIO ynpaBrieHWUs rpaHuuen pasgena CAY)

. C60p MOHOHYKIeapHbIX KIemok U3 nepughepuyeckoli Kposu

. C6op epaHynoyumos u3 nepugepuyeckoli Kpogu

. Y0aneHue nelikoyumos

. YdaneHue mpomboyumos

. Spumpoyumacpepes (0bmeH/ydaneHue)

. lpoyeccuHe 3abpaHHO20 KOCMHO20 MO32a

. C6op mpomboyumos

. Tepanesmuyeckull nnasmaghepes

. Tepanesmuyeckull nnasmaghepes ¢ ecnomozamesibHbIM annapamom 0nsi 0bpabomku nnasmb|

UHTYUTUBHO-NOHATHLIN rpacdmveckuin MHTepdenc nonb3oBaTens
. Omkpbisaem docmyn k mpebyemol uHghopmayuu, Komopasi omobpaxaemcs Ha U8emHOM
CEHCOPHOM 3KpaHe C 8bICOKUM pa3peLieHuem
. Hanpaensiem delicmsusi onepamopa Ha 8cex amanax npouyedypb!
. lNomozaem 88o0umsb He06Xx00UMYO UHGhopMaLUI0 O nayueHme u npoyedype
. CeoespemeHHO npedocmasrnsgem HyHyto UHChopMayuto, NoMo2asi No8bICUMb
omadayy om npogodumoli npoyedypbi
. Omobpaxaem noHIMHO cocmasieHHble npedynpexadaroujue coobuieHust
8 y00bHoM 0151 bbICMpPO20 NpoYmeHus hopmame

UHTerpnpoBaHHasa cuctema Seal Safe gna sanamBaHuna maructpanen
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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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

FM-CORP-0424-01





