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Nloporue apy3ba u Konneru!

B npennsepun HoBoro roma ot myIim mo3apasisieM BCeX ¢ Ipa3IHUKOM M BhIpaxaeM 0J1arogapHOCTh
3a TO, YTO 3TOT IO BHI IIpoBeiu ¢ Hamu. Crnacu0o 3a MposiBieHHOe BHUMaHNE M MHTEPEC K HaIlleMy M31a-
HUIO U AeTeTbHOCTA 00beAMHEHHOTO ITpodeccrnoHanbHoro coodmectsa HOJATI'O n POLIO.

B 2020 r. B cBs13u ¢ manaemueit COVID-19 MbI CTONIKHYIUCH C HOBBIMM BBI30BaMU, KOTOPBIE JOCTOMHO
npeogonen. HecMoTpss Ha Bce TpyOIHOCTH, MAaHAEMUU HE YAAIOCh Pa3pyIIMTh IJIaBHOE — CIIOYEHHOCTH
COO00IIIeCTBa AETCKMX OHKOJIOTOB M IeMaToJIOrOB. MBI He TOJIBKO YCIICIIHO MPOBEIM psii 00pa3oBaTelib-
HBIX MEPONPUITUI (CeMUHApPHI, IIKOJBI U Ap.), HO M COXPAaHWJIM MHPaKTUKy exXerogHnlx KoHrpeccos.
Tak, BrepBole B ¢opmaTe oHmaitH 23—25 Hosg0psa 2020 1. Obl1 Onectsine TpoBeneH | oObeTMHEHHBIN
Konrpecc HOAI'O m POJIO <«AxTyanmbHBIE TIpOOJIEeMBI M TIEPCIIEKTUBBI Pa3BUTHS JETCKOW OHKOJOTUH
n rematonornu B Poccuiickoit @enepaumu — 2020». 3a 3 pabounx IHS MEpONPHULITHE TTOCETUIN Oosee
1300 genoBex.

Oco00 cTOMT OTMETWUTH BBIXOH crenmambHoro HoMepa PXKJIIO, mocssgmennoro COVID-19.
A Onmaromaps Ballleii aKTHBHOCTU PEHTUHT XKypHaJia pacTeT Tof OT roja.

Hoporue apysws! IlogBoast UTOrM yXOMSIIErO roma, Mbl OTKPBHITO TOBOPMM O HaIlMX IpodJieMax
U UCKpeHHe pamyeMmcs rmobdegam! MBI DOJDKHBI MATU BIIEPE, OEIUTHCS OIMBITOM, PACIIAPSITH TOPU30HTHI
Ha 0J1aro 3I0poBbs 1 Oaronoayuns aeteii Poccun!
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Konmaxmnmuuvie dannvie: Tamovsna Jleonudosna Yuaxoesa ushtatQ7@mail.ru

Beseodenue. Pemunobnacmoma (PB) — 310kauecmeennas onyxonb cemuamis, 8bIICU8AEMOCHb NpU UHMPAOKYAspHOU (opme docmueaem 99 %.
[lo mHenuro uccaedosameneii, paKmopamu pucka 603HUKHOBEHUS pehpaKmepHoll uau peyudueroil opmol Ph seasaiomes pazmepst onyxo-
AU npu nepeuHoll duaeHocmuke (6oaee 15 mm), 6o3pacm pebenka 6o epems debroma 3abosesanus (0o 1 eoda), buramepanvras Pb, naru-
Yue cyOpemuHanbHbIX U UMpednvhblx omcesos. Ecau 0as ycnewinoeo newenus unmpaokyaspholi pegppakmeproil uau peyudugnoii PB ne
npuMeHUMbl Memodbl N0KAALHO20 PA3PYULEHUS ONYX0AU, M020a npubeearom Ko 2-ii AUHUYU NOAUXUMUOMEPANUL 8 KAYeCMEe aNbMepHAMUab!
SHYKAeauuu.

Paspabamviearomes u npumensromces Hogvle eapuarnmol 10Kanbroi xumuo- (XT) u ayueeoii (JIT) mepanuu (eamma-noxc). K mpaouyuon-
Hotl JIT kak memody opeaHocoxpansrouje2o Ae4erus 8 Hacmosuyee 8pemMs OmHoueHue ucciedosameneii OMpUYAMeNbHOe 8 CE53U C Cepbe3-
HbIMU NOCAEOCMBUAMU (ACUMMEMPUs NUUEB020 CKeAemd U 8MOpUUHble PAOUOUHOYUUPOBAHHbIE ONYXOAU).

Ileab uccaedosanus — nosviuienue hexkmusHOCMU 0PeaHOCOXPAHAIOW,E20 NeHeHUs Y NAUUEHMO8 ¢ pehpaKmepHOil Uy peyuousupyrell
uHmpaoxyaaproi Phb.

Mamepuaavt u memoowt. B nepuod ¢ 10.2018 no 12.2019 ¢ HMHUI] onkonsoeuu um. H.H. Broxuna mpexkomnoHeHmuas ceaeKmugHas
unmpaapmepuanvias XT (CHAXT) npoeedena 15 nauyuenmam (15 earas) 6 eozpacme om 11 do 52 mecayes. [lepeuuno nopajicermvie
PE enasza (n = 15) coomeemcmeenno kaaccugurkauyuu IIRC (Murphree) umeau caedyrowue epynnul: epynna B — 1 cayuaii, epynna C — 3,
epynna D — 7 u epynna E — 4 enaza. Bce 6onbHble nep8utHo NOAYHUAU UHMEHCUBHYIO KOMOUHUDOBAHHYI) KOHCEPBAMUBHYIO MeEPAnuio:
6 11 (73 %) u3z 15 cayuaes — cucmemuyro noauxumuomepanuro VEC (eunxpucmun, smonosud, kapbonsamun); ¢ 13 (86 %) uz 15 —
CHAXT meagpananom, écem navuenmam 0onosHumenvHo npumensiacy 0gyxxkomnonenmuas CHAXT é couemanuu meaganrana ¢ monome-
KanoMm. B omoenvhbix Habarooenusx Kk nevenuro oviaa dobasrena nokanvhas mepanus 6 eude unmpasumpeanvhoi XT (UBXT): 6 (40 %)
u3 15 nayuenmos 6 sude monomepanuu meagharanom u 6 1(6 %) cayuae npumensnoce 00H08pemeHHoe 86edeHUe MeAPANaHA C MONOMEKAHOM.
Takouce y HeKOmMOPbIX GOALHBIX UCNOAb308AAACH OONONHUMENbHAS NOKANbHAS 0YMANBMONOUMECKAS MEPANUS: MPAHCHYRUANSIPHAS MePMO-
mepanus (TTT) —y 6 uz 15, 6 mom uucne 6 couemanuu c kpuodecmpyxuyueti (KJI) —y 1u 6 couemanuu c 6paxumepanueit —y 1 nayuenma.
Ilpu smom nenoanas peepeccus onyxoau (pegppakmepras gpopma 3adonesanus) ommevenay 7u3 15 60avHbix, a peyudugupyroujee meueHue
oonesnu —y Suz 15. Henoanas peepeccus onyxoau u peyudusupyowee meverue Pb cmanu npuvunamu HaznaveHus mpexKOMnoHeHmHoU
CHAXT c ucnoavzoeanuem kapbonaamuna, meagarana u monomekara 6 komounayuu ¢ UBXT npu evipascennom sndogumuom pocme
Pb 6 kauecmee anvmepHamugsl 004yHeHUI0 U IHYKACAUUU 2AA3A.

Pesyavmamot. Cpednee koauwecmeo Kypcoe mpexiomnonenmuoi CHAXT cocmasuno 1,46 £ 0,63 (Ouanason — 1—3). Kombunayus
CHAXT ¢ UBXT nposedena 3 uz 15 nayuenmos. Bce demu (n = 15) scusbl co cpeOHuM cpoKom HAOAOOeHUs om HA4aaa NepeuuHo20
neuenus 23,92 + 15,68 (10—64) mec. Odun u3 15 nauuenmos nomepsin uz-noo HabAI00eHUs 8 CE53U C HCeAAHUEM POOUmMenell 1eHUmses 3a
pybexcom. Hzeecmmo, umo peGeHoK jicus, Ho Hem OaHHbIX 0 COCHOAHUU €20 300p08bil. [lonoaHumenvroe Aeuerue nocie UHMeHCUGUKayuu
CHAXT nompebosanoce 9 uz 14 6oavhbix. /g Koncoaudayuu noayuennozo sggekma 6 gude noaHoll peepeccuu 8 2 cayuasx npogeoeHvl
sakaruumenstsie Kypcol HBXT. B cés3u ¢ Haauvuem ocmamoutoil Onyxoau u/uiu UHMpaoKyAspHo20 npoepeccupo8anus u/uil noseaeHus
Hogbix 04aeoe 1 uz 9 nayuenmoes nposedenvt UBXT u TTT, 2u3z 9— UBXT, CHAXT, K[, TTT. B 4 u3 9 cayuaeé évinoanena snykaeayus,
npuuem 6 2 u3 4 HabaOeHUll onepayus nposedeHa nocie nPoooadceHus Nonvimku opearnocoxpausoueeo aevenus: KJA u TTT (n = 1)
u UBXT, KJII, TTT u BT (n = 1). Hu o0nomy pebenky oucmanyuonnas JIT ne nposodunacs. He ommeueno nu o0Hoeo cayuas uncyaoma
nocae CHAXT. Yoanocs coxpanums 10 (71,4 %) u3z 14 enaz ¢ ocmpomoii 3penus: npeomemnoe 3penue — 6 4 (40 %) uz 10 nabarodenuil,
purcayus e3opa — 6 3 (30 %) uz 10 u ceemoousyuienue — 6 3 (30 %) usz 10. Cpednuii cpok Habar00eHUs 0m OKOHUAHUS MPEXKOMNOHEHMHOI
CUAXT y 14 nayuenmoe cocmasun 13,57 = 5,27 (6—22) mec.

3axarouenue. Taxum oopasom, mpexxomnonenmuas CUAXT sgppexkmusna u bezonacua 01 nayuenmos ¢ peihppakmepHoil u peuuousHol
PB, 0 uem ceudemenbcmayom 8biCOKULL NPOUEHM COXPAHEHHBIX 2AA3 U Haauuue 3pUmenvHbiX GYHKYUL om ceemooulyujenus 0o npeomen -
HO20 3peHUs.
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Karoueewie caosa: demu, pemunobnacmoma, pegppakmepras u peyuousHas Gopmvl pemuHo0AacmoMsl, CeAeKMUBHAS UHMPAapmepuaib-
Has Xumuomepanus, Mecmmble Memoobl AeHeHus

Jlas yumuposanusa: Ywaxosa T.JI., Boakosa A.C., loposuosa O.B., fposoii A.A., ‘posas B.A., Komoea E.C., Mamunan H.B.,
Lunyaoze A.A., Tpogpumos U.A., [loepebuskoe U.B., oreywun b.U., Iloasxose B.I. Poab mpexkomMnoHeHmHoI ceaeKmueHoil unmpaap-
MepUuanNbHol XuMuomepanuu npu Heyoa4ax cmaioapmHo20 0PeaHoCoXPansIoueeo AeHeHus 0emeil ¢ UHMPAOKYAAPHOU PeMUHOOAACHOMOLL.
Poccuiickuii scypran demckoii eemamonoeuu u onkonroeuu 2020;7(4):15—34.

The role of three-component selective intra-arterial chemotherapy in the failure of standard organ-preserving treatment
in children with intraocular retinoblastoma

T.L. Ushakova®?, A.S. Volkova', O.V. Gorovtsova', A.A. Yarovoy’, V.A. Yarovaya’, E.S. Kotova’, N.V. Matinyan® ",
A.A. Tsintsadze’, 1.A. Trofimov', L.V. Pogrebnyakov’, B.1. Dolgushin', V.G. Polyakov"?*

Research Institute of Pediatric Oncology and Hematology of N.N. Blokhin National Medical Research Centre of Oncology, Ministry
of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia, *Russian Medical Academy of Continuous Professional Education,
Ministry of Health of Russia; Bld. 1, 2/1 Barrikadnaya St., Moscow, 125993, Russia; ’National Medical Research Center Academician

S.N. Fyodorov Intersectoral Scientific and Technical Complex “Eye microsurgery”, Ministry of Health of Russia;
59a Beskudnikovsky Blvd., Moscow, 127486, Russia; *N.I. Pirogov Russian National Research Medical University,
Ministry of Health of Russia; I Ostrovityanova St., Moscow, 117997, Russia

Introduction. Retinoblastoma (RB) is a malignant tumor of the retina, the survival rate for the intraocular form reaches 99 %. According to
the researchers, the risk factors for the occurrence of refractory or recurrent forms of RB are the size of the tumor at primary diagnosis (more
than 15 mm), the child’s age at the onset of the disease (up to one year), bilateral RB, and the presence of subretinal and vitreal screenings.
If methods of local destruction of the tumor are not applicable for the successful treatment of intraocular refractory or recurrent RB, then they
resort to the second line of polychemotherapy as an alternative to enucleation. New versions of local chemotherapy and radiation therapy
(gamma knife) are being developed and applied. Nowadays, researchers have a negative attitude towards traditional radiation therapy
(EBRT) as a method of organ-preserving treatment due to serious consequences (asymmetry of the facial skeleton and second radio-induced
tumors).

Aim of the study — to increase the effectiveness of organ-preserving treatment in patients with refractory or recurrent intraocular RB.
Materials and methods. In the period from 10.2018 to 12.2019 at the N.N. Blokhin National Medical Research Centre of Oncology it
was received three-component selective intra-arterial chemotherapy (SIAC) in 15 patients (15 eyes) aged 11 to 52 months. Eyes initially
affected by RB (n = 15), according to the [IRC (Murphree) classification, had the following groups: group B in I case, group Cin 3, group D
in 7, and group E in 4 eyes. It should be noted that all patients initially received intensive combined conservative therapy: in 11 (73 %)
of 15 cases — systemic chemotherapy VEC; in 13 (86 %) of 15 — SIAC with melphalan, in all cases, additionally, two-component STAC was
used in combination with melphalan with topotecan. In some cases, local therapy in the form of intravitreal chemotherapy (IVIC) was added
to the treatment of 6 (40 %) of 15 patients in the form of melphalan monotherapy and in one case (6 %) a doublet was used in combination
with melphalan and topotecan. Also, in some patients, additional local ophthalmic therapy was used: transpupillary thermotherapy (TTT)
in 6 out of 15 patients, including in combination with cryotherapy (CT) in I patient and in combination with brachytherapy (BT) in one
case. At the same time, incomplete tumor regression (refractory form of the disease) was noted in 7 out of 15, and a recurrent course of the
disease — in 8 out of 15 patients. Incomplete tumor regression and recurrent RB were the reasons for the appointment of a three-component
SIAC using carboplatin, melphalan and topotecan, in combination with 1VIC with pronounced endophytic growth of RB, as an alternative
to irradiation and enucleation of the eye.

Results. The average number of three-component SIAC courses was 1.46 * 0.63 (rang 1-3). The combination of SIAHT with IVHT was
performed in 3 out of 15 patients. All children (n = 15) are alive with a median period of follow-up of 23.92 + 15.68 (10—64) months. One in
15 patients was lost from observation due to their parents’ desire to be treated abroad. It is known that the child is alive, but there is no data on
the condition of his eyes. 9 out of 14 patients needed additional treatment after SIAC intensification. To consolidate the resulting effect as a full
regression in 2 cases, the final IVIC courses were conducted (n = 2). In connection with the presence of residual tumor and/or intraocular
progression and/or appearance of new lesions in 1 of 9 patients were IVIC and TTT, 2 of 9 — IVIC, SIAC, CT, TTT. In 4 out of 9 cases,
enucleation was performed, and in 2 out of 4 — the operation was performed after continuing the attempt of organ-preserving treatment: after
CTand TTT (n=1) and IVIC, CT, TTT and BT (n = 1). No child was given ERBT. There were no cases of stroke after SIAC. We managed
to save 10 (71.4 %) of 14 eyes with visual acuity: object vision in 4 (40 %) out of 10, eye fixation in 3 (30 %) out of 10, and light perception
in 3 (30 %) out of 10 cases. The average follow-up period from the end of three-component SIAC in 14 patients was 13.57 + 5.27 (6—22)
months.

Conclusion. Thus, the three-component SIAC is effective and safe for patients with refractory and recurrent retinoblastoma, as evidenced by
a high percentage of retained eyes and the presence of visual functions from light perception to object vision.

Key words: children, retinoblastoma, refractory and recurrent forms of intraocular retinoblastoma, selective intra-arterial chemotherapy,
local treatment methods
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Trofimov I.A., Pogrebnyakov 1.V., Dolgushin B.1., Polyakov V.G. The role of three-component selective intra-arterial chemotherapy in the
failure of standard organ-preserving treatment in children with intraocular retinoblastoma. Russian Journal of Pediatric Hematology and
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Bsenenue

Petuno6nactoma (PB) — 3710KadecTBeHHAsT OITyXOJIb
CceTyaTKM TJjla3a HEHMPOSKTOMEPMATBHOTO ITPOMCXOXKIIE-
HUsl. BbKMBaeMOCTb NALMEHTOB C MHTPAOKYJIsipHOU Pb,
o na"HHbIM M. Nazeripour, coctasisier 99 % c 90 % Bepo-
SITHOCTBIO COXpaHEHMS 3PUTEIbHBIX (DYHKIMI XOTS OBI
B OIHOM TJ1a3y, 4YTO CBS3aHO C OTKa30M OT OPTraHOYHOCSI-
X JTUKBUIAIIMOHHBIX CIIOCOOOB JICYCHMS B ITOJIb3Y KOH-
CcepBaTUBHOTO BeJeHU mmanueHTa [1—3].

3aJ10TOM YCIIEIITHOTO OPraHOCOXPAHSIIOIIETO JICUCHUS
SIBJIICTCSI paHHee BBISIBICHHE IIPOMODKEHHOTO poCTa
OITyXOJIM MJIM BO3HUKHOBEHMSI HOBBIX MHTPAOKYJISIPHBIX
OITyX0J1eBbIX (hoKycoB Pb.

daxkropaMn pucKa IUISI peluAruBa WHTPAOKYJISIPHOM
PB, 1o MHEHIIO HEKOTOPBIX aBTOPOB, SIBJISTIOTCS:

1. Bonpimme pa3mepbl OIYXOAW TIPU IIEPBUIHOM
INATHOCTHKE: B 9YaCTHOCTHU, B McciegoBanuu J. Berry et
al. (2019) yka3sIBaeTCSI OTCYTCTBUE PEIIMANBOB Y MAlIMCH-
TOB C M3HA4YaIbHBIM Pa3MEPOM OITyX0Ju MeHee 6 MM [4];
Shields et al. (2020) B kauecTBe paKTOpa PUCKA ITOSBIIC-
HUS pEeTUHATBHBIX U BUTPEATbHBIX OTCEBOB YKa3BIBAIOT
nuaMeTp omyxou 6osee 15 Mm.

2. bunarepansHocts PB [4].

3. JleOroT 3a00jeBaHUS B paHHEM Bo3pacTe (mo 12
MecsieB) [5].

4. Hammume cyOpeTMHAIBHBIX 1 BUTPEATBHBIX OTCEBOB [6].

[NosiBienre CcyOpeTMHANBHBIX M WHTPaBUTPEATHHBIX
OTCEBOB IIOCJIE IIPOBEACHHOTO OPraHOCOXPAHSIOIIETO
JICYCHHSI, IO MHCHMIO MCCIIeIOBaTelei, CBI3aHO C Orpa-
HUYCHHON IIPOHMIIAEMOCTBIO CYOPEeTHMHAJIbHOTO IIPO-
CTpPaHCTBA M CTEKJIOBUIHOTIO TeJIa IS XMMUOIIpeTriapaToB
BCJIEZICTBHE UX aBaCKYJISIDHOCTU; CYOpeTUHAIbHBIC OTCe-
BBl HAXOMSTCS B aHATOMMYECKH TPYIHOIOCTYITHOM TSI

JICYCHMST TIPOCTPAHCTBE, YTO IPUBOIMUT K Hed(hPEKTUB-
HOCTHU JIOKaJbHOI Teparuu [7, 8].

B tepanuu BHyTpuriazHbIX peuuauBoB Pb, a takke
pedpakrepHoit Pb Moryt ObITh MCITOJIB30BaHBI pa3JInyg-
Hble MeTonbl. DPGHEKTUBHO MPUMEHSIOTCS 0(pTaIbMO-
JIOTMIECKNE JIOKATbHBIE METOIbI Pa3pyIICHUST OITYXOJIM:
kpuonectpykuus (KJI), TpaHcnymuuisspHas TepMoTepa-
musg (TTT), opaxureparmst (BT). OrpaHudyeHnsT B IIpu-
MEHEHUU JOKaJIbHON O(MTaIbMOJIOTUUECKON Teparumn
(JIokT) cBs13aHBI C TOKaIU3aLME M pa3MepaMU BHYTPH-
TJ1a3HOM OITyXOJIN.

KJI mo3Boister paspymarh odyarn Pb mpeskBaTopu-
aTbHOM M SKBATOPUAJBHON JIOKAIM3AaIlUM ITyTeM BO3-
IEeUCTBUS HU3KUX TeMIIepaTyp Ha OIIYXOJIeBBIII O4Yar
B kauecTBe x1amareHTa MCITOIB3YIOTCS XXUIKWI a30T WA
yraekuciaoTa. Ilpy BO3mEeMCTBUM HU3KUX TEMIIEPaTyp
MPOUCXOIUT JAeHaTypalus Oenka, 4YTo BeAeT K U3MEHe-
HUto pH, 1, KaK ciencTBue, K HAOyXaHUIO M pa3pyIIeHUIO
omyxojieBoii kKieTKu. KJI mpuMeHsIeTcsl IIpU OITyXOJISIX
JTHaMeTpoOM He 0oJiee 3,5 MM 1 TOJIIMHOM He 0ojiee 4 MM.
ITpotuBonokazanusi k KI — obcemMeHeHue CTEKJIOBU-
HOTO TeJjia, JTOKAJU3aIMs OIyXOJUd B 00JIACTH TepEeIHETO
oTpeska rrasa [9—11].

TTT — HenHBa3uBHas ¥ MaJOTpaBMaTUYHasE METOAM-
Ka BO3ICHCTBHS Ha OITYXO0JIb C ITIOMOIIIBI0 MH(PDPaKPaCHOTO
nasepa. IIporpeBaHmue OMyXOJEeBBIX KJIETOK a0 42—45
rpamycoB 1o llenbcuio MPUBOOUT K 3amycKy IIPOLIECCOB
anonto3a. TTT MOXHO MCHONB30BaTh [JIsI BO3AEWCTBUS
Ha peTnHaIbHBIe ouarn PBb nuamerpoM He Oojiee 3 MM,
TOJIIIIMHOI He 0ojiee 3 MM M PacIIOIOXKEHHBIX 00jiee YeM
B 3 MM OT LIECHTPAJbHOI SIMKM X1 MUHMMYM B 1,5 MM OT
IucKa 3putenbHoro Heppa (I3H), uro HeoOXomumo st
MaKCHUMaJIbHOTO COXPAaHCHMS 3pUTEIbHBIX (DYHKITHIA.
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B 3apy0exxHOi1 1 oTeuecTBEHHO IUTepaType OnucaH
ocoOblii acriekT nmpumeHenuss TTT — BosmeiicTBue Ha
oyaru pe3srCTeHTHOM M peuuauBHO Pb ¢ ncronb3oBa-
HUeM TepMoceHcnouausatopos [10, 12].

BT — wmeTon, mosBosIOIIMEIT pa3pyllaTh OITyXOJb
MPY TIOMOIIY JIOKaJbHOTO OOJIYYeHUSI PaarOaKTUBHBI-
MU odranbmoanuinkatopamu. B Poccum B kadecTBe
o TaTbMOAIIUIMKaTOPOB HauboJiee 4YacTO HCITOJIb3YIOT
n3oTonsl crpoHuus u pyrenus [12]. BT moxer npume-
HATBCS B KauecTBEe IIEPBUYHOIO MeETOAa JICUCHUsS ISt
OITyXOJIel, PACITOJIOKEHHBIX CIepear OT dKBaTopa, aua-
MeTpOM He 0oJiee 16 MM, TOJIIIMHOI He 6ostee 5 MM. lory-
CTUMO OIpaHMYEHHOE KOJMYECTBO HHTPABUTPEATbHBIX
OITyXOJIEBBIX OTCEBOB Ha PacCTOSHMU He Oojiee 2 MM OT
BEPXYILIKU OIMyXoiau. DpGEeKTUBHO MPUMEHSIETCS B Kaye-
CTBE Tepamnuu 2-ii TUHUU B LIEJISIX KOHCOIUAAIIUN OYaroB,
a Takcke npu Heynaudax npyrux BuaoB JIokT [9—11]. [Tepe-
YUCJAEHHBIE METOIBI C YCIIEXOM MOTYT IMPUMEHSTHCS KaK
B MOHOTEpAIiM, TaK U B COYETAaHUY IIPU HEOOXOTUMOCTH,
HarpumMmep, pu MmynsrudokaiasHoit Pb [10, 12].

IMporonnas nyueBast repanus (I1JIT) — Bapuarus myde-
Boii Tepanuu (JIT), 0COOEHHOCTh KOTOPOIi 3aKII0YaeTCs
B MUHUMM3ALIMU JTy9€BOTO BO3ACMCTBUS Ha 300POBBIC TKa-
HU (B YACTHOCTH, KOCTH JIMLIEBOTO Yepera, odpasyolire
CTEHKM IJIa3HULIBI) ¥ (POKYCUPOBAHUU JIy4EBOTO IyyKa Ha
ouvare Pb. Uncio MICTOYHMKOB JTUTEPATYpPhI, MOCBSIILIEHHBIX
a¢pdextuBHoctu [T B neyeHnu MHTpaokyspHoii PB,
a Takke ONpeIeIeHUIO TOKa3aHWi U MCIOJb30BaHUS
aToro Merona, orpanndeHo. ITJIT npennaraercss Kak KOH-
CONMIUPYIOIIAs Teparusl IMocae CUCTEMHON MOTUXUMMO-
tepanuu (ITXT), Korna mpuMeHeHNe IPYTHUX OpraHOCOXpa-
HSTIOIIUX METOOB JieueHUsT HeaddeKTusBHO [13].

Emnie B 1976 . B OHKOJIOTMYECKOM IIEHTpe (HbIHE —
HMMII onkonornu um. H.H. broxuna) koMmOGMHUpOBaH-
Hasl XMMMOJIydeBasl Teparusl Oblla OCBO€HA M BHEIpeHa
b.M. benkuHoii B MNpakKTHUKYy OPraHOCOXPaHSIOIIETO
JICYeHUsI MAlMeHTOB C MECTHO-pacIpocTpaHeHHoOU Pb
C TMoOKazaHUSIMM K BHyKieauuu riasza [14]. Torma sTto
ObLJIa MPOPBIBHASI METOJMKA, OJHAKO MPUMEHEHUE JUC-
tanunoHHoit JIT (IJIT) ¢ opraHocoxpaHSIOIIEH 1IeIbI0
B HaCTOfIee BpeMs B MHUpE CTajJo0 OTpaHUYCHHBIM
B CBSI3M C Pa3BUTHUEM BTOPBIX 3JI0KAYECTBEHHBIX OITyXO-
JIeli 1 TOPMOKEHHUEM POCTa KOCTel, 00pa3yrolInX OpouTy
[15], a TakKe ¢ MOSIBJIEHUEM HOBBIX, MEHEE arpeCCUBHBIX
METOMIOB JICYCHUS.

Ecim JIokT He MoXeT OBITh IpUMEHEHa B CBSI3U
¢ OONBIIMMM pa3MepaMM OITyXOJIM M HeOJIarornpusTHOMN
noxkanmu3aumeit (JI3H, makyia), To mpu OTCYTCTBUU abCO-
JIIOTHBIX TIPOTUBOIIOKA3aHUN K OPTraHOCOXPAHSIOIIEMY
JICYEHUIO (IKCTPAOKYJIsIpHOE pacrpocTpaHeHue Pb, BTo-
PUYHBIC OCJIOKHEHHUS OITyXOJICBOTO Ipoliecca: aTpodus
WM cyoaTpodus Ij1a3a; MaCCUBHOE OITyX0JIeBOE pacmpo-
CTpaHEeHHUE Ha IIWJIMAPHOE TEJI0, XPYCTAIUK, PATYKKY WU
MEePeIHIOI KaMepy; MOBBIIICHNE BHYTPUIIA3HOTO aBJie-
HuUs; TudemMa wim reModTaabM) 00CYKAAIOTCS aJlbTepHa-
TUBHBIC OPraHOCOXPAHSIOIIME METOMABI JICUYCHMS, TaKue
Kak 2-s JUHUS cucTeMHoil xumuorepanuu (XT) [16],
pasznuuHbie BapuaHThl JoKanbHO! XT [1, 17—19]. Takxke
MTOSIBJISTIOTCST COOOIIIEHHUsI 00 3KCIIEPUMEHTAIBHBIX BUAAX

JIEYEHMSI, TAKUX KaK CTEPeOTaKCHMIEeCKOoe OO0JlydeHHe Ha
ycraHoBKe «[amma-Hoxk» [20].

B cBsI3u ¢ BBISIBIEHMEM MALIMEHTOB ¢ pepaKTepHbI-
MU U PEUUIMBHBIMU MHTPAOKYJISIPHBIMU OIYXOJISIMU
MOCJIe MHTEHCUBHOIO KOMOWHUPOBAHHOIO JICYECHUS IO
CTaHIAPTHBIM ITPOTOKOJIAM, Ha HaIll B3IJISI, IPUMEHEHUE
MHOTo(aKTOPHOTO XMMMOTEPANeBTUYECKOTO JIOKATbHO-
I'0 BO3JIECMCTBUS B BUAE TPEXKOMIIOHEHTHOM CEJIEKTUBHOM
uHtpaaptepuanbHoii XT (CHMAXT) morio ObI cTaTh nep-
CIIEKTUBHBIM U aJIbTepHATUBHBIM METOIOM JIJIST SHYKJIea-
v u JJIT.

Ilea» nccnenoBanuss — TOBBIIIEHUE 3((HEKTUBHOCTU
OPTaHOCOXPAHSIIOIIETO JICUCHUS Y TIAIIMEHTOB ¢ pedpak-
TEPHOM WX PEUUINBUPYIOIIeH MHTPaOKyIsipHOil PB.

MarepuaJjsl 1 METOIbI

B wuccaenoBanum c¢ 10.2018 mo 12.2019 mpuHuMa-
JM y4acTHe MallMeHTbl ¢ KJIMHUYECKUMU IPU3HAKAMU
HETOJHOM Perpeccun WiM pelUIMBUPYIOIIEro TeUeHMS
uHTpaokynsipHoir PB mocne opraHocoxpaHsoliero
neyeHust. Takux 00JabHBIX ObUTO 15, yTo cocTasnsier 12 %
00111eTO YKca manreHToB (7 = 123), IpOXOIMBIINX JIeue-
nue B HUU JOul’ HM UL onkonoruu um. H.H. bioxu-
Ha B YKa3aHHbII IEPUO BPEMEHU.

Bo Bcex 15 cnywasx tpexkomroHeHTHass CHUAXT
nposegeHa B HUWUKM KuBP HMMWI oHKomorun
uMm. H.H. Broxuna. Ha MOMEHT BBIMOJHEHUSI TaHHO-
ro Bua JieYeHUs MallMeHTHl ObLIM B Bo3pacTe oT 12 1o
52 mecsueB, co cpegHuM 3HadeHueMm 23,6 £ 11,5 mecd-
ua. Hu oguH pebGeHOK He moJiydyall TPEXKOMIIOHEHTHYIO
CUAXT Ha oba rnaza. Y | mauueHTa TpeXKOMITOHEHTHAs
CUAXT mnpoBoamuiach B LENSIX COXpAaHEHUST eIMHCTBEH-
HOTo IJ1a3a (B Tabiuiax 3To mamueHT Ne 2). XapakTepu-
CTUKa OOJIbHBIX C IOKAa3aHUSMM K TPEXKOMIIOHEHTHOM
CUAXT mogpo0OHO TipeacTaBieHa B Ta0. 1.

Jo Hayajga MEpBUYHOrO JICYEHMSI, COIVIACHO MeXK-
OyHApOOHOW KiaccuduUKalMu MHTpaokyasipHoit Pb
IIRC (Murphree), rpynna B Oblma 3apeructpupoBaHa
B 1 ciyuae, rpynma C — B 3, rpynmma D — B 7, a rpynma E —
B 4 rnazax. Y 5 u3 15 mauueHTOB IMarHocTUpOBaHa Oua-
tepanbHas PB, mpuuem y 2 u3 5 — cemeitnas ¢popma. Bee
15 GONBHBIX TPEABAPUTETHLHO MOJIyJYaTIu KOMOMHUPOBAH -
HOe opraHocoxpaHsiolee JedeHue: cucteMHas XT mo
npotokosry VEC nipoBenena 11 u3 15 maieHTOB B KOJIM-
YyecTBe OT 2 10 7 KypcoB (MeauaHa — 2 Kypca), MOHOKOM-
noHeHtHasgs CMAXT mencdananom B 1o3e ot 2,5 10 7,5 Mr
BBITIOJIHEHA 13 13 15 60IbHBIX B KOJIMUECTBe OT 1 10 3 Kyp-
coB (MeaguaHa — 1 kypc), nByxkommoHeHTHass CUAXT
npoBeJeHa BceM 15 mauueHTaM TpernapaTtaMu MesdaiaH
B 103¢e OoT 3 10 7,5 Mr u TororekaH B go3e oT 0,5 1o 1 Mr
(ot 1 mo 2 xypcoB) u menuaHoii 1 kypc; UBXT mobas-
JIeHa K JieyeHuto 7 u3 15 geteit B KoaudecTse oT 1 g0 12
KypcoB (MeauaHa — 2 Kypca). MeldaaaH UCTIONIb30BaJICs
B 103upoBKe ot 16 no 20 Mk, 1 manmenty MBXT nposo-
nunach MeidaranoM (20 MKr) B 1-i1 1eHb ¥ TOIIOTEKaHOM
(20 MKT) BO 2-i1 1eHb (OMHOBpEeMEHHAasT TBYXKOMITOHEHT-
Hasg MBXT). HomonxnurenbHast JIokT compoBoxmanrach
TTT y 6 u3 15 001bHBIX, B TOM 4uciie B couetaHun ¢ KJI
u BT — o 1 ciyyaro.
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Poccuiickuit xypuan JETCKOW TEMATOJIOTVMU u OHKOJIOT U

2020 11N

Ta6mma 1. O6wasn xapakmepucmuka nayuenmos (n = 15), nokasanus k mpexxomnonenmuoit CHAXT u nenocpedcmeennvie pe3yavmamoi aeuenus (Ha4ano)
Table 1. General characteristics of patients (n = 15), indications for three-component selective intra-arterial chemotherapy (SIAC) and immediate results

of treatment (beginning)

2 OD —B 3 kypca VEC, 2 kypca CUAXT OU:
OS — D 1-i1 — Mendanan 3 Mr B KaxkIblii 1J1a3,
2-11 — mendanan 4 Mr + TomoTekaH
0,5 mr
Iponomxkennsii poct B OS (12.2019)
3 courses of VEC, 2 courses of SIAC
OU: I — melphalan 3 mg in each eye,
2 — melphalan 4 mg
+ topotecan 0.5 mg
Continued growth in OS (12.2019)

Ne 2 2 OD —-C  7kypcos VEC, 11.2017 — nipomoi-
OS-D JKEHHBII POCT OMyX0JIn
OU: OS — sHykJeanus (cTaHaapT-
HBII pUCK), 2 Kypca cucteMHoi XT
2-ii TMHUU (BUHKPUCTUH, Udochda-
MU, TOKCOPYOUIIMH)
01.2018 — pa3HoHamnpaBIeHHAasT
nuHamuka B OD: 1-it kypc CUAXT
medanan 4 mr, 2-i 1 3-i Kypcel —
Mesdanad 5 Mr + TormorekaH 1 ML
TTonHas perpeccust ot 04.2018.
Hosgble ouaru — 05.2018 (BT)
un 10.2018 (TTT)
7 courses of VEC, 11.2017 — continued
tumor growth
OU: OS — enucleation (standard
risk), 2 courses of 2" line systemic
chemotherapy (vincristine, ifosfamide,
doxorubicin)

01.2018 — multidirectional dynamics in
OD: F course of SIAC melphalan 4 mg,
2 and 3 courses — melphalan 5 mg
+ topotecan 1 mg. Full regression from
04.2018. New outbreaks 05.2018 (BT)
and 10.2018 (TTT)

Ne 3 1 ODb-C 2 xypca VEC, 1-ii kypc CUAXT:
Mesndanan 3 mr, 2-it Kypc CUAXT:
mendanan 4 mr + Tonorekas 0,5 Mr,
TTT B cBsI3u € porpeccueii mo
ceryarke, 3-ii u 4-ii Kypcot CUAXT:
MesianaH S Mr + TororekaH 1 mr
2 courses of VEC, I course SIAC:
melphalan 3 mg, 2" course SIAC:
melphalan 4 mg + topotecan 0.5 mg,
TTT due to retinal progression, 3 and
4" courses SIAC: melphalan 5 mg +
topotecan 1 mg

OS — makyrna 3aKpbITa
omyxousibto. I3H nud-
epeHmpyeTcs
OS — the macula is
closed by a tumor.
The optic nerve head
differentiates

OD — BHYTpeHHSIST
vyactb /I3H 3akpbiTa
OIyXO0JIEBOY TKAHbIO,
aKTUBHbBIE OITyXOJIe-
BbIE OYaru M MHOUIb-
TpaLUsI CeTYaTKH B
HIKHE-BHYTPEHHEM,
BepXHE-BHYTPEHHEM
KBajIpaHTe
OD — the inner part
of the optic disc is
closed by tumor tissue,
active tumor foci and
infiltration of the retina
in the lower-inner,
upper-inner quadrant

Ha rira3Hom JHe Kaib-
IIMHUPOBAHHBII OYar,
3aKpBIBAIOLINI TTOYTH
BCIO MaKYyJ1y, OKpy>KeH
TOSICKOM CEpOit MoJTy-
MPO3PAaYHOI TKAHU
On the fundus, a
calcified lesion covering
almost the entire
macula is surrounded
by a belt of gray
translucent tissue

1/1

/1

TMonHas
perpeccust
onyxonu? du-
HaMU4eCKUi
KOHTPOJTb
yepe3 1 Mmec
Complete tumor
regression?
Dynamic
control after 1
month
Henonnas
perpeccust
OTIyXOJIH C TIO-
Ka3aHUsSIMU K
JI0JIeYMBaHUIO
JIOKaJTbHBIMU
METOIaMu
Incomplete
tumor
regression with
indications for
local follow-up
treatment

ITonnas
perpeccust
omyxonu? Jdu-
HaMU4eCKUii
KOHTPOJIb
yepes 1 mec
Complete tumor
regression?
Dynamic
control after
1 month
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Ta6mima 1. Obwasn xapaxmepucmurxa nayuenmog (n = 15), nokazanus k mpexxomnonenmuoti CHAX T u nenocpedcmeennoie pe3yavsmamo neuenus (npodoaxcenue)

Table 1. General characteristics of patients (n = 15), indications for three-component selective intra-arterial chemotherapy (SIAC) and immediate results
of treatment (continuation)

OD — C 2«kypca CUAXT: mendanan 4 mr, B cTekioBUIHOM Tee TMonHas
WBXT (mendanan 20 MKT), KaJIbLIMHUPOBAHHbIE perpeccust
3-i1 kypc CUAXT 1o mpex- oyYaru, OCHOBHOI y3€eJI IO OIyXoJu?

Heil cxeMe (mostHast perpeccust  JI3H mpeacraBieH Kaably- JnHamuye-
omyxonu). 02.2019 — HOBBIN HaTOM, KOTOPBIi1 OKPYXEH CKMIi KOH-
ouar, mpoBeaeHa TTT, 4-ii Kypc Cepoii MoIynpo3payHoit TPOJIb Uuepe3
CHUAXT: mendanan 5 mr + OITYXOJIbIO, KOJTMYECTBO aK- 1 mec
TonoTekaH | Mr, 5-i Kypc TUBHOM OIYX0JIEBOI TKaHU Complete
CHUAXT 1o aHaJIOTMYHOM CXeME  COKPaTHUJIOCHh IO CpaBHE- tumor
(04.2019) HUIO C UCCTIEIOBAHUEM OT regression?
2 courses of SIAC: melphalan 15.04.2019 Dynamic
4 mg, intravitreal chemotherapy In the vitreous body there control after
(IVIC) (melphalan 20 mcg), 3 are calcified foci, the main 1 month

course of SIAC according to the node under the optic disc is
previous scheme (complete tumor  represented by calcification,
regression). 02.2019 — a new which is surrounded by a
lesion, TTT was performed, 4" gray translucent tumor, the
course of SIAC: melphalan 5 mg + amount of active tumor tissue
topotecan 1 mg, 5" course of SIAC  has decreased compared to
according to a similar scheme the study from 15.04.2019

[
(04.2019) >
Ne 5 1 OD — D 2 kypca CUAXT: mencdanan 4 mr JI3H 1 Makysia Bu3ya- 4 — — 1/1 TlonHas =
(crabumm3sanys 3a001€BaHMs), JIM3UPYIOTCSI, OCHOBHOM perpeccust -2
3-it Kypc: Mesdanan 4 mr + OITYXOJIEBBI OYar KaJblLi1- omnyxomuu? —_
TonoTekaH 1 mr. 12.2018 — HUPOBaH. 30HbI XOpUOpPe- JuHamuye- g
MHTPAOKYJISIPHAS TPOTPeCcCUsi  TUHAJIbHOI aTpoduu mocie CKMii KOH- =~
10 ceTyarTke, Moj CeTYaTKON 1 JIokT. ITo nepudepun, TPOJIb Yepe3 =
B CTEKJIOBUIHOM TeJie, |-if Kypc TpakTUYeCKH BO BCEX OTHE- 1 mec S
UBXT: mendanan 20 mxr, K1 1 j1ax 9aCTUYHO COXpaHSIETCs Complete .
TTT, 2-11 kypc UBXT: Mencdbanan MeJIKOTOUEYHAsI OIyXoJje- tumor
20 mkr. 04.2019 — HenonHas Basi UHGUIBTPALIMS MO CeT- regression?
perpeccusi OImyxoJian YyaTKe ¥ B BEPXHUX OTAENaX Dynamic
2 courses of SIAC: melphalan IO/ CETYATKOM control after
4 mg (stabilization of the disease),  The optic disc and macula 1 month
3 course: melphalan 4 mg + are visualized, the main
topotecan 1 mg. 12.2018 — tumor focus is calcified.
intraocular progression in the Areas of chorioretinal
retina, under the retina and in the atrophy after local

vitreous body, I° course of IVIC: ophthalmic therapy. Along
melphalan 20 mcg, cryotherapy the periphery, in almost

(CT) and transpupillary all sections, small-point
thermotherapy (TTT), 2" course of tumor infiltration is partially
IVIC: melphalan 20 mcg. preserved along the retina
04.2019 — incomplete tumor and in the upper sections
regression under the retina
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Ta6muma 1. Obwasn xapaxmepucmura nayuenmog (n = 15), nokazanus k mpexxomnonenmuoi CHAX T u nenocpedcmeennvie pe3yavsmamot neuenus (npodoadicenue)

Table 1. General characteristics of patients (n = 15), indications for three-component selective intra-arterial chemotherapy (SIAC) and immediate results

of treatment (continuation)

Mesdanan 3 mr, 2-if Kypc
CHUAXT: mendanan 3 mr +
tonorekat 0,5 mr, 3-ii Kypc
CUAXT: mendanan 5 mr +
TonoTekaH 1 mr. 10.2019 —

MPOIOJIKEHHBII POCT OITyXOJIN
2 courses of VEC, I course of
SIAC: melphalan 3 mg, 2 course

of SIAC: melphalan 3 mg +

topotecan 0.5 mg, 3 course of
SIAC: melphalan 5 mg + topotecan
1mg. 10.2019 — continued tumor

growth

[

®

—

=

=

L

P

—

=

; Ne 7 1 OD —D 1-it u 2-it kypcet CUAXT: men-
= anan 4 mr, 3-i1 1 4-11 KypChI:
() MeJdanan 5 mr, 5-i Kypc: Me-

JIOKAJIbHBIN PELUINB
I and 2" courses of SIAC:
melphalan 4 mg, 3 and 4"
courses: melphalan 5 mg, 5"
course: melphalan 5 mg +

topotecan 1 mg; TTT, CT due
to incomplete tumor regression.

11.2018 — local relapse

22

anan 5 Mr + TonorekaH | mr;
TTT, KJI B cBSI3U C HEMTOJIHOM
perpeccueit ormyxonu. 11.2018 —

OCHOBHOM OITyXOJIEBbII
oyar yBeJIMYMiIcs B pazMe-
pax, B €r0 TOJIIIE ITOSIBU-
JIMCh HOBOOOpPa30BaHHBIE
COCY/IBI.

B o6mnactu I3H yBenuue-
HUE aKTUBHOM OIMyX0JIeBOM
TKaHU, TOSIBJICHHE OITy-
XO0JIEBOI MHMWIBTPALINN
HaJl HAPY>KHOI 1 BepxXHEN
TPaHUIIAME OITYXOJIH.

B HuKHUX oTHenax cyope-
TUHAJIbHbIE KPOBOM3IIHSI-
Hust. OTCioiiKa ceTyaTk
The main tumor focus
increased in size, newly
formed vessels appeared in
its thickness. In the optic disc
area, an increase in active
tumor tissue, the appearance
of tumor infiltration over the
outer and upper borders of
the tumor. In the lower parts
of the subretinal hemorrhage.
Retinal disinsertion
OrnyxoeBblii y3eu
(C IPOIOJKEHHBIM
POCTOM) 3aKpbIBaeT
MaKyJ1y, MHOXECTBEHHBIE
CBE3KHE OIMyXOJIeBbIE OYark
B HUDKHE-BHYTPEHHEM
1 Hapy>KHOM OT/eJIax
Tumor node (with continued
growth) closes the macula,
multiple fresh tumor foci in
the lower-inner and outer
parts

OD - D 2«kypca VEC, 1-it kypc CUAXT:

/1

[Monnast
perpeccusi
OTTYXOJIH.
JomnonHu-
TeJIbHOE
JieyeHre He
TpedyeTcst
Complete
tumor
regression.
No additional
treatment
required

[Monnast
perpeccust
oryxosn?

Junamude-
CKMUIi KOH-
TPOJIb Yepe3
1 mec

Complete

tumor
regression?

Dynamic

control after

1 month
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Ta6mima 1. Obwasn xapaxmepucmurxa nayuenmog (n = 15), nokazanus k mpexxomnonenmuoti CHAX T u nenocpedcmeennoie pe3yavsmamo neuenus (npodoaxcenue)

Table 1. General characteristics of patients (n = 15), indications for three-component selective intra-arterial chemotherapy (SIAC) and immediate results
of treatment (continuation)

OD — E 5 kypcoB ITXT no cxeme Rb2003,  [13H u MaKyJia 3aKpbIThI WHTpaoky-
2 kypca UBXT: mendanan OTCJIOEHHOM CeTYaTKOM, JISIpHast
20 mMxr; CUAXT: mendanan S Mr  cetyatka MHGUIBTPUPOBA- TIPOrpeccust
+ tororekaH 1 Mr Ha onyxoJbio. YeTsipe ova- TI0 CeTyaTKe
5 courses of polychemotherapy ~ Ta:y BHYTpPEHHE TpaHULIBI C TIOKa3aHU-
according to the Rb2003 scheme,  [13H, B HUXHe-BHYTPEeH- SIMU
2 courses of IVIC: melphalan HEM OTJeJIe, C IPOMU- K 9HYKJIea-
20 mceg; SIAC: melphalan 5 mg +  HeHIMEW B CTEKJIOBUIHOE 11U [J1a3a
topotecan 1 mg TeJo, B BEpXHE-BHYTPEH- Intraocular
HEM W HUXKHE-BHYTPEeH- retinal
HEM OT/IeJIaX yBEINIeHBI progression
B pazMepax, MosiBIeHIe with
HOBBIX 0YaroB indications for
The optic disc and macula enucleation of
are closed with detached the eye
retina, the retina is infiltrated
with a tumor. Four foci: at
the inner border of the optic
disc, in the lower-inner part,
with a prominence into the -
vitreous, in the upper-inner 2
and lower-inner parts, =
enlarged, the appearance of E
new foci :
Ne 9 2 OU — E TIlepsniii kypc VEC + 1-ii kypc  OmyXxoJieBblii ouar, 3aKpbl- 1/2 Henonnas g
CUAXT OU: mendanan 5 Mr/m>  Baromuii Mmakyay u JI3H perpeccust ;‘
(2,5 mr), 2-i1 kypce VEC + 2-it A tumor focus covering the OIYXOJIA =
kypc CUAXT OU 1no npexHeit macula and optic disc C TIOKa3aHu- S
cxeme. Tperuit kypc CUAXT: SIMU K JI0- .
OD — mendanan 3 mr, OS — JICYMBAaHUIO
wmesdanan 3 Mr + Tororekad 0,5 ML JIOKQJIbHBIMUA
10.2019 — pedpaxrepHas Pb OS MeToIaMu
I course VEC + I course SIAC Incomplete
OU: melphalan 5 mg/m? (2.5 tumor
mg), 2 course VEC + 2 course regression
SIAC OU according to the previous with
scheme. indications for
34 SIAC course: OD — melphalan local follow-

3 mg, OS — melphalan 3 mg +
topotecan 0.5 mg. 10.2019 —
refractory RB OS

up treatment
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Ta6muma 1. Obwasn xapaxmepucmura nayuenmog (n = 15), nokazanus k mpexxomnonenmuoi CHAX T u nenocpedcmeennvie pe3yavsmamot neuenus (npodoadicenue)

Table 1. General characteristics of patients (n = 15), indications for three-component selective intra-arterial chemotherapy (SIAC) and immediate results

of treatment (continuation)

2 kypca VEC, 1-ii kypc CUAXT:
mendanad 7,5 mr/m?> + UBXT
16 mkT, 3-it kypc VEC, 2-i1 Kypc
CUAXT u UBXT mo npexHeit
cxeMme, 3-it u 4-it kypcbt CUAXT:
Mesndanad 7,5 Mr/m?, TOIOTeKaH
1 mr + UBXT — mendanan
20 MKT B CBSI3U CO CTaOMJIM3aLU-
eif mporecca. 08.2016 — moHas
perpeccust oryxonu? JluHamude-
ckoe HaOmonaeHue B MHTK, ruoe
BbINOJHEHBI 9 ceancoB TTT
¢ 04.2017 mo 08.2018 B cBsi3u
¢ niporpeccueit, 10.2018 — npo-
JIOJKAIOIIASICST TTPOTPEeCCHst
¢ mpoTtuBomokazaHuem K JIokT
2 courses of VEC, I course of
SIAC: melphalan 7.5 mg/m? +
IVIC 16 mcg, 3 course of VEC,
2 course of SIAC and 1VIC
according to the same scheme,
3 and 4th courses of SIAC:
melphalan 7.5 mg/m?, topotecan
1 mg + IVIC — melphalan 20
mcg due to stabilization of the

process. 08.2016 — complete tumor

regression ? Dynamic observation
in the MNTK, where 9 sessions of

TTT were performed from 04.2017

t0 08.2018 due to progression,

10.2018 — ongoing progression

with contraindication to local
ophthalmic therapy

B HapyXHBIX oTHENaxX
[J1a3HOTO JTHA B 00J1aCTH
cTaporo pyo61ia OImyxoJib,

TIPOMUHMpPYIOLIAs

B CTEKJIOBU/IHOE TEJIO,

MHOXECTBEHHasI OITyX0JIe-
Bast MUHOWIBTpaLust
B HUKHEH MTOJIOBUHE
IJ1a3HOTO THA

In the outer parts of the
fundus in the area of the old
scar, a tumor extending into
the vitreous humor, multiple
tumor infiltration in the lower
half of the fundus

TOIOTEe-
KaH
20 MKT
1/2
combined
with
IVIC:
topotecan
20 mcg

[Monnast
perpeccusi
onyxomu?

Junamude-
CKMUI1 KOH-
TPOJIb Yepe3
1 mec

Complete

tumor
regression?

Dynamic

control after

1 month
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Ta6mima 1. Obwasn xapaxmepucmurxa nayuenmog (n = 15), nokazanus k mpexxomnonenmuoti CHAX T u nenocpedcmeennoie pe3yavsmamo neuenus (npodoaxcenue)
Table 1. General characteristics of patients (n = 15), indications for three-component selective intra-arterial chemotherapy (SIAC) and immediate results

of treatment (continuation)

Ne 11 2 kypca VEC, 1 Kypc IByXKOM- B 1ieHTpabHOM 30HE —  2/lul/l  AxrtuBHas
noneHTHoU CUAXT: Meniha-  MacCHBHBIN OYar ¢ Kalblli- OIyX0JIb
J1aH 5 mr + Torotekan 0,5 Mmr, HaTtamu, JI3H He Bu3yanu- C Ipu-
YaCTUYHASI PETPECCHSI OITYXOJIM 3UpyeTcs 3HaKaMu
1 0OCOOEHHOCTH €€ JIOKATU3aluu In the central zone, there YaCTUYHOM
2 courses of VEC, I course of is a massive focus with perpeccuu
two-component SIACT: melphalan  calcifications, the optic disc C TIOKa3aHu-
5 mg + topotecan 0.5 mg, partial is not visualized SIMU
tumor regression and features of its K 9HYyKJIea-

localization 1IUY IJ1a3a
B CBA3M

C ee JIoKa-
Ju3aumen
(rmepexpoiTa
obJacTb
N13H)
Active tumor
with signs
of partial
regression
with
indications for
enucleation of
the eye due to
its localization
(the optic
nerve disc
area is
covered)

ies

I stud

igina

or

25



ies

Original studi

26

Poccuiickuit xypuan JETCKOW TEMATOJIOTVMU u OHKOJIOT U

2020 11N

Ta6muma 1. Obwasn xapaxmepucmura nayuenmog (n = 15), nokazanus k mpexxomnonenmuoi CHAX T u nenocpedcmeennvie pe3yavsmamot neuenus (npodoadicenue)

Table 1. General characteristics of patients (n = 15), indications for three-component selective intra-arterial chemotherapy (SIAC) and immediate results
of treatment (continuation)

Ne 12 OU — E 3 kypca VEC, 1-i1 kypc CUAXT: OD — ouar Ne 1, pacrosio- Hemnonnas
OU — mendanan 4 MT, 2-ii Kypc  XKEHHBII B LIEHTPATbHBIX perpeccust
CHUAXT: OD — 5 wmr, OS — ¥ HVDKHE-HapY>KHOM OTJIe- OITyXOJIA
4 M (B CBSI3U C TIOSIBIIEHUEM Jax, ouar Ne 2 3aKpbIBaeT C TIOKa3aHU-
OIMYXOJIeBOI MHPWIBTPALIUK HA J13H, B BepxHeM oTaese SIMU K J10-
niepucepuu raa3Horo aHa, 3-i HaxOIMTCsI 04ar JICYNBAHUIO
1 4-1 Kypchl B CBsi3u co ctabu-  No 3, 1o Bceil MOBEpXHOCTH JIOKAJIbHBIMU
JIU3aIre 3a00IeBaHusT: CeTYaTK! MHOXKECTBEHHbIE MeToIaMu
OU — Mendanan 5 Mr + Toro- MEJIKME CBEXHE OITyXOJIe- Incomplete
TekaH | mr, 07.2018 — HemoHas BBIE OYaru tumor
perpeccusi OImyxXoJu ¢ TOKa3aHu- OD — focus number 1, regression
eM K JIokT (TTT OU), 10.2018 —  located in the central and with
MHTPAOKYJISIpHas riporpeccust  lower-external sections, focus indications for
B OD. TTT, nanbHeitas npo- number 2 closes the optic local follow-
rpeccus disc, in the upper section up treatment
3 courses of VEC, I course of there is a focus number 3,

SIACHT: OU — melphalan 4 mg, multiple small fresh tumor
2" course of SIAC: OD — 5mg,  foci over the entire surface of
OS — 4 mg (due to the appearance the retina
of tumor infiltration on the
periphery of the fundus, 3 and
4" courses in connection with the
stabilization of the disease:
OU — melphalan 5 mg + topotecan
1mg, 07.2018 — incomplete tumor
regression with indication for local
ophthalmic therapy (TTT OU),
10.2018 — intraocular progression
in OD.TTT, further progression

Ne 13 1 oS — 2 xypca VEC, cBsi3u ¢ MaccuB- OcraTo4Hast OIyXoJb 4F — — 3/2 co- TonHast
D-E HBIM 9HIO(MUTHBIM POCTOM B BEpXHE-MeIualbHbIX BMEIIEHBL  perpeccust
OIYXOJIM IIPOBE/IEHbI 5 KYpCOB  OTeJax MIa3HOro s10J10Ka, ;Eyé) ;a; omyxosn? Pe-
WBXT no cxeme ayruiet: 1-i OTCEBBI B CTEKJIOBUIHOM WBXT  KoMmeHjaums
NEHb — TomoTekaH 20 MKT, 2-i Tene 3/2 BBITIOJTHEHMUsI
nenb — mesdanan 20 Mxr 1 pa3  Residual tumor in the upper combined 3akmounTENH-
B 2 Hen; 1-it kypc CUAXT: men-  medial parts of the eyeball, with HOTO Kypca
anan 5 mr, 2-it kypc CUAXT: screenings in the vitreous C}ﬁ;’:lrs;zg MUBXT
Mejdanan 5 Mr + TonorekaH the IVIC Complete
1 mMr tumor
2 courses of VEC, connections with regression ?
massive endophytic tumor growth Recommended
were carried out 5 courses of IVIC implementation
according to the doublet scheme: of the final
I day — topotecan 20 mcg, course of IVIC

2 day — melphalan 20 mcg once
every 2 weeks; I* course SIAC:
melphalan 5 mg, 2 course SIAC:
melphalan 5 mg + topotecan 1 mg
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Tadmma 1. O6was xapaxmepucmuka nayuenmog (n = 15), nokazanus k mpexiomnonenmuoii CUAXT u nenocpedcmeennvie pezyssmamui seuenust (0OKonuanue)

Table 1. General characteristics of patients (n = 15), indications for three-component selective intra-arterial chemotherapy (SIAC) and immediate results

of treatment (end)

Ne 14 OD —-A
OS—-B
Ne 15 1 OS-D

OS — 1-it kypc CUAXT: menda-
JIaH 4 MT, YaCTUYHAsT perpeccust
OITyXOJIA CO CTaOMIU3aLneit, 2-i
kypc CUAXT: mencanan 4 mr +
TOMOTeKaH | MrI, cCTabMIM3aust
OS — I* course of SIAC: melphalan
4 mg, partial tumor regression with
stabilization, 2 course of SIAC:
melphalan 4 mg + topotecan 1 mg,
stabilization

2kypca VEC, 1-it kypc CHAXT:
meagpanan 4 me + 1-i kypc UBXT:
menagpanan 20 mie (6 céa3u
€ IHOODUMHBIM POCIOM ORYXO0AU
U Haau4uem Kucm), 6 Cs3u ¢ on-
cymcmeuem OUHaAMUKU npogeoeH
2-u kypc CHAXT: meagharan
5 me + monomexan 1 me,
npoepeccuposanue
2 courses of VEC, I course of
SIAC: melphalan 4 mg + I course
of IVIC: melphalan 20 mcg (due to
endophytic tumor growth and the
presence of cysts), due to the lack
of dynamics, the 2 course of SIAC
was carried out: melphalan 5 mg +
topotecan 1 mg, progression

J3H cBoboaeH. Omnyxonb
pacroyaraeTcsi CHapyKu
OT HeTo
The optic nerve disc is free.
The tumor is located outside

of it

OCHOBHOI OMyXOJIEBbIit
ouar ¢ KMCTaM¥ YBETMYII-
csl B pa3aMepax, pacroJa-
raeTcst B HIXKHUX OTAeNax
TJIA3HOTO THA, UMEIOTCST
KaJIbLIMHUPOBAHHbIE OTCE-
BbI Ha CeTYaTKe
The main tumor focus with
cysts has increased in size,
is located in the lower parts
of the fundus, there are
calcified screenings on the
retina

1/1 ¢ ny-
TJIETOM
UBXT
(B IeHb

CUAXT
TOMOTe-
KaH, Ha
cremy-
HOIIMI
JIeHb —
menda-
JIaH 1o
20 MKT)
1/1 with
doublet

1VIC (on

the day of

SIAC —

the next
day —
mel-
phalan,
20 mcg)

[Monnast
perpeccusi
onyxomu?

Junamude-
CKMUI1 KOH-
TPOJIb Yepe3
1 mec

Complete

tumor
regression?

Dynamic

control after

1 month

[Monnast
perpeccust
oryxosu?
PexomeHn-

Jarmst
BBITTOJTHEHUSI
3aKITI0YM-
TEJIBHOTO
Kypca UBXT

Complete

tumor

ies

I stud

regression?
Recom-
mended
impleme-
ntation of the

Origina

final course of

wvic

Ilpumenanue. *1 — meapanan 5 me, monomexan 0,6 me, kapbonramun 30 me; *2 — meagparan 4 me, monomekan 0,5 me, kapbonsamun 30 me;
*3 — meaghanan 5 me, monomexan 1 me, kapoonramun 30 me.

Note. *1 — melphalan 5 mg, topotecan 0.6 mg, carboplatin 30 mg; *2 — melphalan 4 mg, topotecan 0.5 mg, carboplatin 30 mg; *3 — melphalan 5 mg,
topotecan 1 mg, carboplatin 30 mg.
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B pesynabrate INpoBeAeHHOIO MEPBUYHOTO JICUCHUS
HETIoJIHAs perpeccusi OIyXoiu Habmomanach y 7 u3 15
JeTel, a HOBbIE OYaru WK IIPOJOKEHHBIN PpOCT OIYyXOJIU
OTMEUYeHBI y 8 13 15 malmeHToB.

Kpome pazmepoB onyxosu, He TTO3BOISIOIINX UCIIOb-
3oBaHue JIOKT y O0JBHBIX ¢ pedppaKTepHOI U pelUIUBU-
pymolIeil MHTpaoKyJIspHoii Pb, mporuBonokazanuem ajis
Hee OblIa IOKCTanmanujuisipHas B 2 u3 15 u eHTpaJabHas
B 4 u3 15 ciryyaeB JjoKanu3alus omyxoJiu, a TAKXKe UHTpa-
BUTpeaJibHbIE OIyXOJeBble OTCEBBbI B 3 HAOJIIOAEHMSIX
U HUX COYETAHUS C IOKCTANANWUISIPHON M LIEHTPaJIbHOMI
noxkamu3auusamu Pb B 3 rnazax. B 1 u3 15 ciiyuaes 3aperu-
CTPMPOBAHO COYETAHUE OITyXOJIEBOTO MOPaXKeHMSI I0OKCTa-
NaNWUISIPHOM U LEHTPAJbHOM JIOKAJIM3AaLMU C OTCEBAMU
B CTEKJIOBUIHOE TEJIO.

C y4eToM BBICOKOI MPeIIeYeHHOCTH MaIleHTOB IIPU-
MeHeHHne TpexkoMrnoHeHTHoi CUAXT mpeacraBisioch
HaM ansrepHaTuBoit st JJIT v sHykeanuu.

IMpouenypa CUAXT npoBoauiach B YCIOBUSX Ja00-
patopun MHTepBeHLMOHHOI pagnonorun HUU KudP
HMMII oukonorun uMm. H.H. broxuna ¢ ucnoib3oBa-
HUEM COBPEMEHHOIO aHEeCTE3MOJIOTMYECKOTO IT0COOMS.
KonnuecTBo KypcoB TepaIuu coctaBuiio oT 1 10 3 (Menu-
aHa — 1 kypc). BoceMu u3 15 mauueHTOB MpOBOAMIIACH
CUAXT c wucnonb3oBaHMEM MMKpoKaTeTepa, a 7 —
MUKpOOaJIoHa.

MukpokateTepHasi METOAMKa — 3TO CYIEepPCeIeKTUB-
Hasl KaTeTepu3allvs IMIa3Hoi apTtepuu (puc. 1) Wiy Koi-
JaTepaJibHbIX BETBEU HApPY>KHOM COHHOM apTepuu MOpu
reMOIMHAMUYECKOM TIepepaclipefic;ieHU KPOBOTOKa
¢ Tioclieayoouieii nHoy3uel xuMuorpenapata. Mukpo-
Oa/sIoOHHAsI METOAMKA BBIMIOJIHSIETCS C TIOMOIIBIO CITEeII-
aJbHOrO Oa/lIOHA-OKKIIIONepa, KOrma IIPOU3BOIUTCS
BpEeMeHHasl OCTAaHOBKAa KPOBOTOKA B OacceiiHe uIicuiare-
paJIbHOM BHYTPEHHEM COHHOM apTepUU JUCTAIIbHEE MECTa
OTXOXIEHUS TJIa3HOU apTepuu C BBEACHUEM XUMUOIIpPe-
mapara IpoKCHUMajbHee OallJIoHa, YTO CO3MaeT YCIOBUS
IIJIST CeJIEKTUBHOTO TTOMaaHusI JIEKapCTBa B COCYbI I1a3a
0e3 pucKa ero BbIOpoca B cocyabl Mo3ra (puc. 2).

KombOuHalms xuMmuomnpernapaToB BKJodana Menda-
JtaH 5 mr, tortorekaH 0,6 Mr u kapoorutatud 30 mry 11 us
15 mauumenToB; Mendainan 4 mr, Tornorekad 0,5 Mr u xap-
oorutatyH 30 Mry 3 13 15 GOJILHBIX B LIEISIX YMEHbBIIIEHUS
TOKCUYHOCTHM Ha MHTAKTHYIO OT OIYXOJIM CETYaTKy Iocye
MPEIIIECTBYIOIIETO JeUeHUSI U pacyeToM KOMOMHMPO-
BaHHOTO IIUTOTOKCUYECKOTO BO3ICMCTBUS MPU CTaHAAPT-
HOIl nmo3e KapOoIllaTWHA M HEOOJBbIIOro yYMEHBIICHUS
no3 MmendanaHa u TororekaHa. OpgHomy U3 15 npereit
MpUMeHeHa KOMOMHAIIMS CTaHAAapTHBIX D03 MeidanaHa
U KapOoIulaTUHA U MOBBILIEHUE 103bl TOMOTEKaHa 10 | MT
B CBSI3M C HAJIMYMEM MACCHBHOIO 3HAOGMMTHOIO pocTa
mynbsTudokanbHoii Pb. lo3a menganaHa He yBeJIM4YnBa-
JIach HU 'y OJTHOTO TallMeHTa B CBSI3M C PMCKOM XOPUOPETH-
HajabHOI aTpoduun. st ycuiieHus: IpOTUBOOITYXOJIEBOTO
appexkra CUAXT couertanach ¢ UBXT npu BeipaxkeHHOM
sHpo¢utHoM KoMmnoHeHTe Pb. Jlnga UBXT ucnonb3ona-
1 MeJidpaliaH UM TOIoTeKaH B 103¢ 20 MKT B 3aBUCUMO-
CTHU OT MPEIIIECTBYIOIIETO JICUCHUSI.

Puc. 1. Ceaexmusgnas aneuoepagus npaeoi erasnoii apmepuu nocie ee
Kamemepu3zayuu

Fig. 1. Selective angiography of the right ocular artery after catheterization

Puc. 2. C nomouybio Mukpobaitona Kpogomok nepepacnpedenet 8 enasmyio
apmepuio

Fig. 2. With the help of a microballoon, the blood flow is redistributed to the
ocular artery

ITocne mpouenypst CUAXT HabatoneHue 3a Mauu-
€HTOM OCYIIECTBIISUIOCH B OTHCJEHUM aHECTe3WOJIOTHH
M peaHMMAaly C TTOCJIEAYIOIIMM €TO TTePEBOIOM B OT/IE-
JIEHUE OIyXoJieil rojioBbI U 1er. [ocnuTanusanus B cpei-
HEeM 3aHUMaJia 2 KOMKO-/IHSI.

ITocne ouenku appexkTuBHocTM CUAXT ¢ moMolibio
pEeTMHATBHON KaMepbl M YJIbTPa3ByKOBOIO ariapara
AKCITEPTHOTO Kj1acca Mpy HeOOXOAMMOCTH JOTIOTHUTE b~
Hoit JIokT mamuenTtsl Hanpasasuiucb B HMULL MHTK
«Muxkpoxupyprusi riaza» um. akaa. C.H. @enoposa.

Pe3ynbraTh

CpenHee KOJUYECTBO KYPCOB TPEXKOMIOHEHTHOM
CHUAXT cocrasuiio 1,46 = 0,63 (quamasod — 1-3). Y9 us
15 mauueHTOB ObLIO 3aUKCUPOBAHO Pa3BUTHE OKYJIO-
MyJbMOHapHOTo pediekca BO BpeMs IPOBEACHMSI ITPoLie-
nypbl. VI3 JIOKaJIbHBIX OCITOXXHEHUI TPEXKOMIIOHEHTHOM
CUAXT Habjtomaicsl TpaH3UTOPHBIN OTEK BeKa, KOHb-
IOHKTUBBI, TEPUOPOUTATBHBIX TKaHel (n = 3). Huy ogHo-

202011N
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ro malMeHTa IocJie MPOBEACHUs IPOLEIypbl HE OBbLIO
OTMEUEHO HapyllleHUEe MO3TOBOIO KPOBOOOPAIIEHMSI.

Komb6unauusas CUAXT ¢ UBXT nposenena 3 us 15
6onpHBIX. Bee metu (n = 15) XKUBBI CO CPEIHUM CPOKOM
HaOMIONEHUs OT Hayaja MepBUYHOro jedeHust 23,92 +
15,68 (nuanazon — 10—64) mec. OnuH U3 15 nanueHToB
MOTEPSIH U3-T101 HAOJIIOACHUSI B CBSI3U C XKeJIaHUEM POIM-
TeJleil TIeunThes 3a pyoexkoM. M3BecTHO, YTO peOEHOK KUB,
HO HET JaHHbBIX O COCTOSIHUU 3I0POBbs ero ria3. CpenHuit
CPOK HAOJIONEHUSI OT OKOHYAHUS TPEXKOMIIOHEHTHOM
CHUAXT vy 14 GonpHbIX coctaBui 13,57 £ 5,27 (6—22)
Mec. JlomosHUTeIbHOE JISYSHHE MTOCIe MHTeHCU(UKAITUN
CHUAXT notpeboBanoch 9 u3 14 maiueHToOB, MOApOOHas
uHdopMaLus MMpeacTaBieHa B Taba. 2. JIna KoHconuma-
LIMY TTOJTy4eHHOro 3¢ deKTa B BUIEe COMHUTEIbHON MOJI-
HOI perpeccuM B 2 Cilydasix IIpOBeIeHbI 3aKII0YUTEIbHbIE
Kypcel UBXT. B ¢BsI3u ¢ HanmymeM oCTaTOYHOM OMyX0Jn
U/WIM  UHTPAOKYISIPHOTO IIPOTPECCUPOBAHUS  U/WIN
MMOSIBJICHMEM HOBBIX 04aroB 1 u3 9 ImarmeHTOB MpoBee-
Hbol UBXT u TTT, 2 — UBXT, CUAXT, K1, TTT. B 4 u3
9 cnyyaeB BBIMOJIHEHA DHYKJICALNs, IIPUYEM B 2 M3 HUX
omepaius ObLla IPOBeIAcHA MOCJe IPOAOKEHUST opra-
Hocoxpansoniero JeyeHus:: KA u TTT (n = 1) u UBXT,
KO, TTT u BT (n = 1). [1lo naHHBIM THUCTOJOTMYECKOTO
HCCIeNOBaHMs 4 yIajJeHHbIX [J1a3 B 3 CIyvasiX BbISIBICHbI
MPU3HAKU CTaHAapTHOIO pucka. ToJbKo B 1 HaOMOAeHUN
ObuTa BeIMOMHEHA anbioBaHTHas [1XT B ¢BSA3M ¢ HATUYN-
€M THCTOJIOTMYECKUX (haKTOPOB CPEIHETO PUCKa.

Hwu ognomy pedenky AJIT He mpoBoguiack. He orme-
YeHO HU oJHOTO ciaydas mHcyabTa mociie CUAXT. Vnanoch
coxpanuTthb 10 (71,4 %) u3 14 rna3. 3puteibHble GYHKLIMU
CcoxXpaHEeHHBIX I71a3 (n = 10) pacrpeaeaInCh CAeayOIIUM
obpa3oM: cBeTooIIylIeHUe — 3 T1a3a, GUKCUPYIOT B3TJIS,
U CIEAST 3a IpeaMeTaMu — 5 m1a3 (4 U3 5 9KCLIeHTPUYHO),
0,4 B 1 cnyyae u mpeaMeTHOe 3peHHue B | HaOMIOACHUM.
Takue mokasaTenu 3pUTEIbHBIX (PYHKIIMIT MOXHO 00BSIC-
HUTb arpeCCUBHBIM BO3[ECTBUEM HE TOJIBKO Ha OIyXOJIb,
HO M Ha 000JIOYKM IJjIa3a, TaK KaK TPEXKOMIIOHEHTHasi
CUAXT mnpuMeHsiach Iocjie MHOTO(aKTOPHOTO TIpe-
LIECTBYIOILIErO JeuyeHMs (MOHO- WJIM JBYXKOMIIOHEHT-
Hoit CUAXT, UBXT, JIokT), a Takke Hatm4nueM pyoOLiOB
U YYaCTKOB XOPUOPETUHAILHOM aTpoUu HAa MecTe ObIB-
IIEH OIMYXOJIU B IEHTPAJIbHOM 30HE CETYATKMU.

Oo6cyxaeHune

CUAXT mupoko u 3(POEKTUBHO TPUMEHSETCS
Mpu JIeYeHUN MHTpaoKyasapHoit PB. Dror Meron neuye-
HUSI MOXET MCIIOJIb30BaTbCsl KaK B KayeCTBE Tepamuu
1-ii 1MHMM, TaK M TOCAe IEPBUYHO IIPOBEACHHOIO
cucteMHoro JiedeHus. [Ipemapatom BbIOOpa B KauecTBe
MOHOTEPAIKU SIBJIsIETCST MeihasiaH.

W3zBecTHO, uTo 2-i1 1 mocnenyomuii ceancel CUAXT
3HAYMUTEJbHO MOBBIILIAIOT BOBMOXHOCTh Pa3BUTUSI TAKOTO
JKM3HEYTPOXKAIOIIET0 COCTOSHUSI, KaK OKYJIOMyJIbMOHAp-
HbIi pediekc. KnuHUueckn oH MpoSsIBISIETCST SMU30I0M
OpoHXxoOCITa3Ma CO CHWXeHHeM oObema Baoxa a0 10 %
OT UCXOAHOTrO B TeueHue 5—15 ¢, a Takke HapylleHUueM
reMOAMHAMMKM B BUJIE TMIIOTOHUM W TaXUKapAUU, YTO

MIpU  OTCYTCTBUM MHTEHCUBHOTO JICYCHUSI TIPUBOIUT
K Pa3BUTHIO IIOKA. DTHUOIATOTeHE3 OKYJIOMYJIbMOHAp-
HoOro pediekca ocraeTcs AUCKYTaOeIbHO TEeMOM st
ucciaenonareseit. [Ipeanonaraercs, 4To pu MEPBLIX IIPO-
Leaypax KaTerepusaluu a.ophthalmica IpouCXOIUT CEH-
cuounuzanus ap@epeHTHBIX BeTBel pedIeKTOPHBIX JVT,
npu pangbHeinmx npoueaypax CUAXT ceHcubunmzamus
YCUJIMBAETCSI, YTO TPUBOAUT K PA3BUTHUIO BBIIICONH-
CaHHBIX pPeaKLUii CO CTOPOHBI CEPIAEYHO-COCYIAUCTOU
M JpixatenbHoM cucteMm [21]. TTockonbKy y Bcex mauu-
eHToB TpexkomrioHeHTHass CUMAXT mpoBoauiach 1ocie
HECKOJIBKMX CEaHCOB MOHO- WIHM JIBYXKOMIIOHEHTHOM
CUAXT, Obl1 BBICOKUMIA PUCK Pa3BUTHUS 3TOTO OCJIOXKHE-
HUs. B HEKOTOPBIX MyOJUKAIIMSIX €CTh YIIOMUHAHUE, YTO
HCITOIb30BaHUEe MeJihajlaHa B KaueCTBe MOHOTeparuu He
Bcerga 3¢ @GEeKTUBHO, B TO XK€ BpeMs YBEeJIMYEHUE T03U-
POBKHU 3TOT0 XMMUOIIpeIiapaTta OrpaHM4YeHO PUCKOM Heli-
TporieHuu [22]. ABTOpbI MOAUEPKUBAIOT, YTO MPUMEHEHNE
KOMOMHaLMM MendanaHa ¢ TOITOTeKaHOM MJIM KapOoriia-
TUHOM MOXET IMO3UTUBHO IOBIUATH Ha 3¢ (PEKTUBHOCTD
JeyeHus1. TepameBTHUYECKHE BO3MOXHOCTH TPEXKOMIIO-
HeHTHO CUAXT y malueHTOB ¢ IIJIOXUM OTBETOM Ha
cucteMuyto TIXT unu CHUAXT ¢ mendamaHoMm craiu
aKTyaJbHOM TEMOM IJIsI IIPOBEACHUSI HECKOJIBKUX UCCIIE-
IoBaHUii [5, 22, 23].

B nccnenosanuu B.P. Marr et al. manpeHTHI IoJTydaiu
TPEXKOMIIOHEHTHYIO Tepaluio B KavyecTBE IEPBUUYHOTO
JleueHus B 8 u3 25 ciydaeB, mpu HedPHEKTUBHOM IIpeI-
LIECTBYIOILIEM JiedeHUU B 17 u3 25 HabmMOaeHUIt: mocie
cucteMmHoii [TXT B 14 u3 17 cnyyaeB; B coueranuu ¢ bT —
Blus 17uc/JIT —B2u3 17. Kaxaeiii u3 17 mauueHToB
MpeaBapUTeIbHO IMOJyJaJl MOHO- MJIM JBYXKOMITOHEHT-
Hytio CUAXT [22]. CToUT OTMETUTH, YTO B 3TOM UCCJIE-
JMOBaHMM YYaCTBOBAJIM MALIMEHTHI C MEHBIINUM OO0BEMOM
MPEeIIeCTBYIOIICH Tepanmuy. BoIOOp TpeXKOMIIOHEHTHOM
CUAXT B KauecTBe IIepBUYHOTO JIEYEHUS B 8 cTydasix ObLT
000CHOBaH HaJWYMEM MAaCCUBHBIX OIYXOJEBHIX OTCEBOB
B CTEKJIOBUIIHOM TeJIe W TIPeAIogaraeMbIM TUIOXUM OTBe-
TOM Ha MOHO- UJu AByXKoMnoHeHTHY1I0 CUAXT. B Hatiem
MCCIIeIOBAaHMM, KaK yYKa3bIBaJOCh BBIIIE, BCE MALIMEHTHI
MpeaBapUTeIbHO TONYyJald ITOJTMKOMIIOHEHTHOE Jieue-
Hue, TpexkomnoHeHTHass CUAXT saBasiach mociieIHUM
BO3MOXXHBIM BapMaHTOM OPraHOCOXPAHSIOIICH Tepamuu
¥ TPOBOAMJIACH B KayeCTBE aJbTePHATUBLI SHYyKJIea-
mun uim JJIT. TlepeunciaeHHBIE YCIIOBUSI, BEpPOSTHO,
TOBJIUSIA HAa JOCTUTHYTHIA HAMM HECKOJbKO MEHBIIUIA
pe3ysbTat (coxpaHeHo 71,4 % rna3z), yeM B MCCIeTOBaHUU
B.P. Marr et al. (coxpaneHo 88 % ria3s).

S. Tuncer et al. B cBoeM MCCJIEIOBaHUM OIMCHIBA-
IOT OIBIT TIpUMeHeHus TpexkomMrnoHeHTHoi CHAXT
y nauueHToB ¢ Pb rpynn D (n = 1) u E (n = 1) mocne
HeappexkTuBHoii mnepBuuHoii CHMAXT. B oboux ria-
3aX ObLTa JOCTUTHYTa IOJIHAsI PEerpeccusl OIyXOJM, HO
B JaJIbHEMIIIEM 110 IPUIMHE Pa3BUTUS PEIIUANBUPYIOIINX
I dy3HBIX BUTPEAIbHBIX U CYOPEeTHMHAIbHBIX OTCEBOB
K a3y rpynnsl E Obuia mpumeHeHa sHyKieauusi. Pas-
MEpPHBI OITyXOJIM COCTABIISIM 24 MM B AuameTpe U 12 MM
B TOJIIIMHY, YTO, COIJIACHO JIMTePAaTypHBIM MCTOUYHUKAM,
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Tabmuna 2. Jonoanumenvroe aeuerue u eco 8udst nocae nposedenus mpexkomnonenmuoit CUAXT + UBXT (nauano)
Table 2. Additional treatment and its types after the three-component SIAC % IVIC (beginning)

TTonHast perpeccust onyxonu? du-
HaMUYeCKUIl KOHTPOJIb yepe3 | mec
Complete tumor regression? Dynamic

control after 1 month

Ne 2 HernomHast perpeccust omyxonu
C MOKAa3aHUSIMU K I0JIEYNBaAHUIO
JIOKAJTbHBIMU METOJIAMU
Incomplete tumor regression with
indications for local follow-up
treatment

Ne 3 TTonHas perpeccust onyxonu? du-
HaMUYECKUIi KOHTPOJIb yepe3 | mec
Complete tumor regression ? Dynamic
control after 1 month

Ne 4 [lonHas perpeccust omyxonu? du-
HaMUYECKHi1 KOHTPOJIb uepe3 | Mec
Complete tumor regression ? Dynamic
control after 1 month

Ne 5 IMonnas perpeccust omyxonu? u-
HaMUUYECKHiT KOHTPOJIb uepe3 | Mec
Complete tumor regression? Dynamic
control after 1 month

Ne 6 [MonHas perpeccust Omyxomu.
JlonoTHUTETbHOE JIEYeHNE He
TpedyeTcst
Complete tumor regression. No
additional treatment required

Ne 7 [lonnas perpeccust onmyxonu? du-
HaMUYeCKUIl KOHTPOJIb yepe3 | mec
Complete tumor regression ? Dynamic
control after 1 month

No 8 MHTpaokynsgpHas mporpeccusi mo
ceTyaTKe C TOKa3aHUSIMU K SHYKIIe-
aluy 1asa
Intraocular retinal progression with
indications for enucleation of the eye

Ne 9 HemnonHast perpeccust ormyxoiau
C TIOKA3aHUSIMU K JIOJIEYNBAHUIO
JIOKAJIbHBIMU METOJIAMU
Incomplete tumor regression with
indications for local follow-up
treatment

Ne 10 TlonHas perpeccust omyxonu? du-
HaMUYeCKHii KOHTPOJIb uepe3 | Mec
Complete tumor regression ? Dynamic

control after 1 month

OTCyTCTBOBAIA
Were absent

OcratovHast OIyxoJib,

B JaJIbHEMIIIEM TTOSIBJICHUE
HOBBIX OYaroB Ha ceTyaTke
U B CTCKJIOBUIHOM TeJie
Residual tumor, later the
appearance of new foci on the
retina and in the vitreous body

OTCyTCTBOBAIN
Were absent

OTCyTCTBOBAIM
Were absent

I1ponokeHHBbI pocT
OITyXOJIH ¥ TIOSIBJIEHUE HOBBIX
0YaroB Ha U MOJ] CEeTYATKOM,
a TakXe B CTEKJIOBUIHOM
TeJie yepe3 3 Mec OT OKOHYA-
HUSI JICYCHUST
Continued tumor growth and
the appearance of new foci on
and under the retina, as well as
in the vitreous body, 3 months
after the end of treatment
OTCyTCTBOBAIM
Were absent

TTponomkeHHbI POCT OMyX0-
JIU, TIOSIBJICHUE HOBBIX OYaroB
Continued tumor growth, the
appearance of new foci
BbIpaxkeHHas nporpeccust
OIIyXOJIM TIocJie 3-ro Kypca
CUAXT
Severe tumor progression after
the 3 course of SIAC
OcratovHast OIyxoJib
Residual tumor

IMocnemnoBareabHOE MOSIB-
JIeHHE HOBBIX 0YaroB Ha
ceTyaTke, a 3aTeM 1 B CTEKJI0-
BUIHOM TeJie yepe3 | rom ot
OKOHYaHMSI JICUCHUSI
The sequential appearance of
new foci on the retina, and then
in the vitreous body 1 year after
the end of treatment

+ (2 kypca
TOMOTEKaH
+
Kapboruia-
THH)

+
(2 courses of
topotecan +
carboplatin)

+ (2 Kypca
MendanaH
+ Toro-
TeKaH +
KapOoruia-
TUH)

+ (2 courses
melphalan +
topotecan +
carboplatin)
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Tabmumna 2. Jonoanumenvroe aeuerue u eco 6udst nocae nposedenus mpexkomnonenmuoit CUAXT + UBXT (oxonuanue)
Table 2. Additional treatment and its types after the three-component SIAC % IVIC (end)

Ne 11 AKTUBHasl OIyX0JIb C TPU3HAKAMU HenonHast perpeccusi ormyxo- —
YACTUIHOU PETPECCUU C TIOKa3aHU- 71 ¢ Tokanuzauueii Ha J13H

SIMU K DHYKJI€ALMH [J1a3a B CBS3U .
1 Incomplete tumor regression

¢ ee JoKaM3auei (rmepekpoiTa . o .
oGmacts JI3H) with localization on the optic

Active tumor with signs of partial disc
regression with indications for
enucleation of the eye due to its
localization (the optic nerve disc area

is covered)
Ne 12 HemnonHas perpeccust omyxoJii 2 OcraTo4Hast OIyX0Jib C + — F §aF | F +
C TIOKa3aHUSIMU K J0JI€YMBAHIIO YACTBIM HHTPAOKYJISAPHBIM

JIOKJTbHBIMU METOIAMU
Incomplete tumor regression with
indications for local follow-up
treatment o4yaroB

Residual tumor with frequent

intraocular progression and the
appearance of new tumor foci

Ne 13 [Monnas perpeccus omyxonu? [Bakypca  JI1s1 KOHCOMUAALMU TOCTUT- 4 — - - = —
PexkomeHa1Vst BBITTOJTHEHNST 3a-  COBMEIICHBI HYTOTO pe3yJsTaTa
KmouuTensHoro kypea UBXT AyILICTaMu To consolidate the achieved
Complete tumor regression? UBXT
Recommended implementation of the (B IeHb result
final course of IVIC CUAXT —
TOIMOTEKaH,
Ha CIIefyIo-
1IUi 1eHb —
Mesdanan
20 MKT)
Two courses
are combined
with IVIC
doublets
(on the day
of SIAC —
topotecan, the
next day —
melphalan
20 mcg)

Ne 14 [lonnas perpeccust omyxonu? du- 1 OrcyTCTBOBAIM — — - - = —
HaMUYeCKUi1 KOHTPOJIb uepe3 1 mec Were absent
Complete tumor regression ? Dynamic
control after 1 month

No 15 TTonHas perpeccust onyxouu? OpuH Kypc 151 KOHCOJIMAAIMY TOCTUT- + — - - = —
PexomeHza1yst BBITTOJTHEHNS 3a- COBMeEILIeH HYTOTO pe3yJIsTaTa
KmouuTensHoro kypea HUBXT C AYILICTOM To consolidate the achieved
Complete tumor regression? HUBXT
Recommended implementation of the (B eHb result
final course of IVIC CUAXT —
TOIMOTEKaH,
Ha Clleyio-
11t 1eHb —
MeJdanaH
20 MKT)
One course is
combined with
a doublet IVIC
(on the day of
SIAC —
topotecan, the
next day —
melphalan
20 mcg)
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MOXHO OTHECTM K (paKkTopaM HeONIaronpusTHOTO IIPO-
rHo3a. K riasy, KoTophblii ynaaoch COXpaHUTh ITOCTE TPEX-
kommoHeHTHO CUAXT, OblM MpUMEHEHBI JTOKaJbHbIE
odranbMosiornyeckue Meronbl jgedeHust — KJI u BT
[5]. CxomHble TepamneBTUUECKHUE TOAXOAbI TPUMEHS-
JINCh U B HAIlIEeM MCCIIeIOBaHUM, KOTAa TOCIe aKTUBHOM
da3nel TpexkomnoHeHTHOIT CHUAXT B OOJBIIMHCTBE
clyyaeB MCIOIb30BaINCh JIOKAIbHBIE METOIBI pa3pylie-
HUS OITyXOJIM B LIEJSIX «I0JCYMBAHUSI» CTAapbIX 04aroB
U JTOKAJIbHBIX peluaIuBOB 1o ceTyaTke. JIoKT moapobHOo
MpeacTaBieHa B JUTEPATYPHBIX MCTOUHUKAX, TEM HeE
MEHee e¢ TepaleBTUUeCKNEe BO3MOXHOCTH TIPU BeACHUU
MalMEHTOB ¢ pedpakTepHOil/pertuauBHoil Pb ocrarorcs
NUCKYTAaOEJbHbIMU BBUIY HEOOJBIIOIO YMCIA YIIOMU-
HaHuit B nutepatype. [Tockonbky Bo3moxxHocTh JIokT
OrpaHMYEHBI JIMHEHBIMU MTapaMeTpaMu U pacIipocTpa-
HEHHEM OITyXOJM, HE BCEM MallMeHTaM BO3MOXHO €¢
MPUMEHUTh. B HaleM ucciaenoBaHUM B psae CaydaeB
JlokT ucrnonb3oBaiach Kak 10, TaK M TMOCJE MPOBEIe-
Hus tpexkoMrnoHeHTHoi CHUAXT, ¢ mojaoXuTeabHBIM
addexktom: y 3 u3 5 nmereit, moaydaBmux JlokT mocie
npoBeneHuss TpexkomnoHeHTHoit CUAXT, ynanoch
n30exaTh SHyKJIealnu.

C.L. Shields et al. B cBoeM HcclieqoOBaHUN OMKUCHIBAIOT
npuMeHeHue aByxkoMmmoHeHTHO CUAXT y mainueHToB
¢ peuuauBoM Pb. Beuu mponeuens! 12 rias, 7 u3 12 mony-
yanu CUAXT mocnie Heygauu OT MPOBEACHHONM CUCTEM-
Hoi T1XT, nng 5 rmaz CUAXT npoBoauiach B KayecTBe
NEPBUYHON Tepanuu C IIOCTEIIEHHOM ACKalallueil MO3bI
MesdanaHa (¢ MaKCUMaJIbHOM 10301 7,5 MI) U TOIOTe-
kaHa (mo 1 mr). [Toka3zaHus K MPOBEACHUIO TBYXKOMIIO-
HeHTHO CHUAXT BKITI0Uau B ce0sl MOSIBJICHNE YI4aCTKOB
aKTHMBHOI OITyX0JIEBOI TKaHM B OCHOBHOM ouare u cyope-
TUHAJIbHBIX U BUTPEAJIbHBIX OTCEBOB. JIeBITh 13 12 maiu-
€HTOB TOJYYWIN OT 2 10 4 KypCOB IBYXKOMITOHEHTHOM
CUAXT, a 3 u3 12 — moHokomnoHeHTHyto CUAXT wmen-
¢amaHoM ¢ yBelIMuYeHUEM J03UMpoBKU n0 7,5 mr. Ilocne
zaBepuieHuss CUAXT neuenue Obl1o nononHeHo MBXT
TOIIOTEKAHOM B CBSI3U C MEPCUCTUPYIOIIUMU BUTpPEaIb-
HbIMU oTceBamu B 3 miaszax, K/ B 2 u BT B 1 ciyuae.
B 67 % nabmopenuii (8 u3 12 r1a3) ygajoch u30exaTh
sHyKJIeaunu. JIBa 13 4 3HYKJIeMPOBaHHBIX IJ1a3 IIpeaBapy-
TEJbHO MMOABEPrajiNCh BO3ACHCTBUIO MOHOTEPAIIUU MEJI-
¢amaHOM B CBSI3M C PELIUAMBOM 3a00JI€BaHUsI, TP STOM
HU B OJHOM U3 4 HabmogeHuin He mpoBoguiach JIokT
nocine CUAXT. ABTophl TIpeAIioaraloT, 4YTo MOBTOPHbBIE
kypcbl CUAXT ¢ moBbIlIeHHEM JO3MPOBOK XUMHOIIpEIa-
paToB U MPUMEHEHME JIOKATbHBIX O(PTATbMOJIOIMIECKIX
CIIOCOOOB JIeYEHUsI MOTYT OBITh albTepPHATUBOM IHYKIIE-
allMM y OETel ¢ Heymadyel Mmocjie MEepPBUYHO IIPOBEACH-
Ho# Tepanuu [24]. Pe3ynbraThl HallleTO MCCIIEIOBaHUS
MMOATBEPXKIAIOT BHIBOABI KOJIJIET O TOM, YTO HAWIy4IlMe
IMOKa3aTeIM OPraHHOM BBIKMBAEMOCTH 3aBUCST OT MHIM-
BUIyaJIbHBIX KOMOMHanMi Kak JIokT, Tak U JIoOKaJabHOM
XT. IemoHcTpanus 3pHeKTUBHOCTU TPEXKOMITOHEHTHOM
CUAXT, coBmemiernHoi ¢ UBXT, u mocie 3aBeplieHust
JIOTIOTHUTEILHOTO JIedeHUs y TamueHTa Ne 2 u3 TalJl.
1 1 2 npeacTaBieHa Ha puc. 3—6.

Puc. 3. Eouncmeennsiii enaz: OD — enympennss wacmo J3H 3akpeima
0NYX01€60ll MKAHbIO, AKMUBHbIE ONYX04egble 04au U UHDUAMPAUUS cem-
YAMKU 8 HUJNICHe-6HYMPEHHEeM U 6epXHe-GHYMpPeHHeM K8aOpaHmax nepeo
mpexkomnonenmuoi CHAXT (nayuenm Ne 2 uz maoa. 1u 2)

Fig. 3. Single eye: OD — the inner part of the optic disc is closed by tumor
tissue, active tumor foci and infiltration of the retina in the lower-inner and
upper-inner quadrants before the three-component SIAC (patient No. 2 from
tables 1 and 2)

Puc. 4. Vmenvwenue onyxonesvix y3n06 u uH@uUAGMpauuUu cemuamu
npu KOHMpPoAbHOM 00caedosanuu uepe3 1 mec nocie mpexKomMnoHeHmMHo
CHAXT (nayuernm N 2 uz maon. 1u 2)

Fig. 4. Reduction of tumor nodes and retinal infiltration during follow-up
examination 1 month after three-component SIAC (patient No. 2 from tables
land 2)

Puc. 5. Yepes | mec nocae oxonuanus donosHumenvHo2o neveHus, 6e3 npu-
3HaK06 axmueHol onyxoau (nayuenm No 2 uz maoéa. 1u 2)

Fig. 5. One month after the end of additional treatment, without signs of active
tumor (patient No. 2 from tables 1 and 2)
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Takum o6pa3om, B HaCTOsIIIEE BpeMsl B HAyUHOM JTUTe-
paType OIMCaH JTOBOJIbHO IIMPOKUIA AMAIa30H IOIX0I0B
K JICUEHMIO IALIMEHTOB C pedpakTepHOM M pPELIMIUBU-
pywooleil uHTpaokylsipHoit Pb, m TpexkoMmoHeHTHas
CUAXT nmozkHa paccMaTpuBaThbCsl KaK ajbTepHaTHBa
JJIT u sHyKJIeallnu Tjiasa.

Puc. 6. bez npusnakoe akmueHoli onyxoau Ha MOMEHM NOCAEOHe20 0CMO-
mpa 6 gespane 2020 . (nauuernm Ne 2 uz maba. 1u 2)

Fig. 6. No signs of active tumor at the time of the last examination in february
2020 (patient No. 2 from tables 1 and 2)

Original studies

33



I studies

Origina

34

Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU 2020 I I.

NUTEPATYPA / REFERENCES

1. Vwaxosa T.JI., Tpopumos U.A., l'oposuosa O.B., SIposoit A.A.,
Caaksu C.B., Jletsirun U.A., Matunsu H.B., Kykymkun A.B., MapTsi-
HoB JI.A., [TorpeGusikoB 1.B., Banosa O.A., Cepos I0.A., SIposasi B.A.,
I'nexos 1.B., Bupiuke O.P., lonrymun B.1., [Tonsxos B.I. Hosast spa
OpraHOCOXPAaHSIOLIEro JeUeH s JIETeH ¢ HHTPAOKYJISPHOH peTH-
HoOsmacToMoi B Poccuu: MyJbTHIIEHTPOBOE KOTOPTHOE UCCIIE0BAHUE.
Omnxonenuarpus 2018;5(1):51-69. doi: 10.15690/onco.v5i1.1866.
[Ushakova T.L., Trofimov I.A., Gorovtsova OV., Yarovoy A.A.,
Saakyan SV., Letyagin I.A., Matinyan N.V., Kukushkin AV,
Martynov L.A., Pogrebnyakov I.V., Ivanova O.A., Serov Yu.A,,
Yarovaya V.A., Glekov V., Virshke E.R., Dolgushin B.I.,

Polyakov V.G. A new era of organ-preserving treatment of children
with intraocular retinoblastoma in Russia: a multicenter cohort study.
Onkopediatriya = Oncopediatria 2018;5(1):51-69. (In Russ.)].

2. Ali M.J., Parsam V.L., Honavar S.G., Kannabiran C., Vemuganti G.K.,
Reddy V.A. RB1 gene mutations in retinoblastoma and its clinical
correlation. Saudi J Ophthalmol 2010;24(4):119-23.
doi: 10.1016/j.sjopt.2010.05.003.

3. Naseripour M. “Retinoblastoma survival disparity”: The expanding
horizon in developing countries. Saudi J Ophthalmol 2012;26(2):157-61.
doi: 10.1016/j.sjopt.2012.02.003.

4. Berry J.L., Kogachi K., Murphree A.L., Jubran R., Kim JW. A Review
of Recurrent Retinoblastoma: Children’s Hospital Los Angeles
Classification and Treatment Guidelines. Int Ophthalmol Clin
2019;59(2):65-75. doi: 10.1097/110.0000000000000269.

5. Tuncer S., Sencer S., Kebudi R., Tanyildiz B., Cebeci Z., Aydin K.
Superselective intra-arterial chemotherapy in the primary management of
advanced intra-ocular retinoblastoma: first 4-year experience from
a single institution in Turkey. Acta Ophthalmol 2016;94(7):e644-51.
doi: 10.1111/a0s.13077.

6. Gelaw Y., Shoukry S.M., Othman I.S. Unusually very late-onset new
growth of intraocular retinoblastoma: A case report and review of
literature. Am J Ophthalmol Case Rep 2016;5:130-3.
doi: 10.1016/j.ajoc.2016.12.013.

7. WHTpaokynspHas peTHHOOIACTOMA Y MAI[MEHTOB JIETCKOTO BO3pacTa.
Knuunueckue pexomenanuu. KP71, 2020. [Intraocular retinoblastoma
in pediatric patients. Clinical guidelines. KR, 2020. (In Russ.)].

8. Meel R., Radhakrishnan V., Bakhshi S. Current therapy and recent
advances in the management of retinoblastoma. Indian J Med Paediatr
Oncol 2012;33(2):80-8. doi: 10.4103/0971-5851.99731.

9. Chan M.P., Hungerford J.L., Kingston J.E., Plowman P.N. Salvage
external beam radiotherapy after failed primary chemotherapy for
bilateral retinoblastoma: rate of eye and vision preservation.

Br J Ophthalmol 2009;93(7):891-4. doi :10.1136/bj0.2007.129981.

10. Chawla B., Jain A., Azad R. Conservative treatment modalities in
retinoblastoma. Indian J Ophthalmol 2013;61(9):479-85.
doi: 10.4103/0301-4738.119424.

11. Shields C.L., Honavar S.G., Shields J.A., Demirci H., Meadows A.T.,
Naduvilath T.J. Factors predictive of recurrence of retinal tumors,
vitreous seeds, and subretinal seeds following chemoreduction for
retinoblastoma. Arch Ophthalmol 2002;120(4):460—4. PMID: 11934319.

12. slpoBoii A.A., Yinakosa T.JL., [Tonsikos B.I., Bynrakosa E.C.,
Kpusoss3 O.C., I'oposuosa O.B. Pe3ynbraTsl JIOKaIbHOrO JTEUCHUS pe-
THHOOIACTOMBI npu HeI[OCTaTO‘{HOf/'I 3(1)(t)eKTI/IBHOCTI/[ TOJINXUMHUOTEPA-
mun. Odransmoxupyprust 2014;(1):79-84. [Yarovoy A.A.,
Ushakova T.L., Polyakov V.G., Bulgakova E.S., Krivovyaz O.S.,
Gorovtsova O.V. Results of local treatment of retinoblastoma with
insufficient effectiveness of polychemotherapy. Oftal’mokhirurgiya =
Ophthalmosurgery 2016;3(4):277-87. (In Russ.)].

13. Mouw K\W., Sethi RV, Yeap B.Y., MacDonald S.M., Chen Y.-L.E.,
Tarbell N.J., Yock T.I., Munzenrider J.E., Adams J., Grabowski E.,
Mukai S., Shih H.A. Proton radiation therapy for the treatment of
retinoblastoma. Int J Radiat Oncol Biol Phys 2014;90(4):863-9.
doi:10.1016/j.ijrobp.2014.07.031.

14. Benkuna .M., [lypuos JI.A., ITonskos B.I',, 'onno6enko I'B.,
I'mexoB U.B., Yimakosa T.JI. JleueOHast TakTHKa U Pe3yIbTaThl KOM-
MIJIEKCHOTO JICYCHU I PETHHOOJIACTOMBI y JIETEH B PACIIPOCTPAHEHHBIX
craausx 3aboseBanus. Bornpocs! onkosnoruu 1997;4:435-9.
[Belkina B.M., Durnov L.A., Polyakov V.G., Goldobenko GV, Glekov IV.,
Ushakova T.L. Therapeutic tactics and results of complex treatment of
retinoblastoma in children with common stages of the disease. \Voprosy
onkologii = Problems in Oncology 1997;4:435-9. (In Russ.)].

15. Vimakosa T.JI., I'texoB U.B., TTonsikos B.I'. JIuctaniinonHas TyueBast
TE€panus B KOMIIJIEKCHOM JICYCHU U paCHpOCTpaHCHHOﬁ peTPIHOﬁIIaCTO'
Mol y aeteit. Onkonorust. XKypaan um. [1.A. Teprena 2013;2(2):38-42.
[Ushakova T.L., Glekov I.V., Polyakov V.G. External beam therapy in
the complex treatment of advanced retinoblastoma in children.
Onkologiya. Zhurnal im. P.A. Gertsena = Oncology. Journal named
after P.A. Herzen 2013;2(2):38-42. (In Russ.)].

16. Shahsavari M., Mashayekhi A. Pharmacotherapy for retinoblastoma.
J Ophthalmic Vis Res 2009;4(3):169-73. PMID: 23198068.

17. Sposoii A.A., Kpusoss3 O.C., 'oposuosa O.B., Ymakosa T.JI., ITons-
koB B.I". Posb JI0KaIbHBIX METO/IOB B CHCTEME OPraHOCOXPAHSIOLIEr 0
JIeYeHHsT HHTPAOKYIISIPHOIT peTHHOOMacToMbl. BectHnk POHL]
num. H.H. broxuna PAMH 2015;26(2):15-22. [Yarovoy A.A.,
Krivovyaz O.S., Gorovtsova OV., Ushakova T.L., Polyakov V.G. The
role of local methods in the system of organ-preserving treatment of
intraocular retinoblastoma. Bulletin of the Federal State Budgetary
Institution “N.N. Blokhin Russian Cancer Scientific Center” = Journal of
N.N. Blokhin Russian Cancer Research Center 2015;26(2):15-22. (In Russ.)).

18. Sultan 1., Hajja Y., Nawaiseh I., Mehyar M., Deebajah R., Jaradat I.,
Yousef Y.A. Chemoreduction of Progressive Intraocular Retinoblastoma
by Systemic Topotecan. Ophthalmic Genet 2016;37(2):209-13.
doi: 10.3109/13816810.2015.1039138.

19. Manjandavida F.P., Stathopoulos C., Zhang J., Honavar S.G.,
Shields C.L. Intra-arterial chemotherapy in retinoblastoma —
A paradigm change. Indian J Ophthalmol 2019;67(6):740-54.
doi: 10.4103/ijo.1JO_866_19.

20. SIpoBoit A.A., SIpoasi B.A., Tonanor A.B., Yiakosa T.J1., Koctrouenko B.B.,
Iumkosa K.I',, [Tonsxos B.I. Paguoxupyprus «I'amma-HoX»
PETHHOOIACTOMBI KaK aJlbTepHATHBA dHYyKIeauu. [IepBblii B Mupe
ombIT. CoBpeMeHHbIe TexHOJIOrHH B odpransmonoruu 2014;(1):442-5.
[Yarovoy A.A., Yarovaya V.A., Golanov AV., Ushakova T.L.,
Kostyuchenko V.V., Shishkova K.G., Polyakov V.G. Radiosurgery
“Gamma Knife” of retinoblastoma as an alternative to enucleation.

The world’s first experience. Sovremennyye tekhnologii v oftal’mologii =
Modern Technologies in Ophthalmology 2014;(1):442-5. (In Russ.)].

21. MaptsizoB JLA., Marunsia H.B., benoycosa E.U., Jletsirun UL A., Yiua-
koBa T.JI., [Tonsiko B.I" J)Kusneyrpoxaroiiye oCJI0XHEHUs TP CeJIeK-
THBHOW HHTpaapTepHaIbHOI XUMUOTEPANIUH Y ACTEH C PETHHOOIACTO-
MOii (PeTPOCIIEKTHBHOE KOTOPTHOE HcclieoBanue). OHKOIeHaTpust
2019;6(1):25-33. doi: 10.15690/0nco.v6i1/1995. [Martynov L.A.,
Matinyan N.V., Belousova E.I., Letyagin I.A., Ushakova T.L.,

Polyakov V.G. Life-threatening complications during superselective
ophthalmic arterial chemotherapy for retinoblastoma: retrospective cohort
study. Onkopediatriya = Oncopediatria 2019;6(1):25-33. (In Russ.)].

22. Marr B.P., Brodie S.E., Dunkel I.J., Gobin Y.P., Abramson D.H.
Three-drug intra-arterial chemotherapy using simultaneous carboplatin,
topotecan and melphalan for intraocular retinoblastoma: preliminary
results. Br J Ophthalmol 2012;96(10):1300-3.
doi: 10.1136/bjophthalmol-2012-301925.

23. Gobin Y.P., Dunkel 1.J., Marr B.P,, Brodie S.E., Abramson D.H.
Intra-arterial chemotherapy for the management of retinoblastoma:
four-year experience. Arch Ophthalmol 2011;129(6):732—7.
doi: 10.1001/archophthalmol.2011.5.

24. Shields C.L., Say E.A., Pointdujour-Lim R., Cao C., Jabbour P.M.,
Shields J.A. Rescue intra-arterial chemotherapy following
retinoblastoma recurrence after initial intra-arterial chemotherapy.
J Fr Ophtalmol 2015;38(6):542-9. doi: 10.1016/j.jf0.2015.03.004.

Cratbs noctynuia B peaakiyio: 30.09.2020. [MpunsiTa B mevats: 11.11.2020.
Article was received by the editorial staff: 30.09.2020. Accepted for publication: 11.11.2020.



Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJOTUU 2020 I I.

https://doi.org/10.21682/2311-1267-2020-7-4-35-42

(c9

Cmpamerusa gopMupoBanus perucmpa nomeHyuanbHbIX AOHOPOB
reMono3mu4ecKux CmBonoBbiX KNEMoK

M.A. JlorunoBa, 1.B. ITapamoHoB
DI'BYH «Kuposckuii Hay4HO-Ucc1e006amMeNbCKUll UHCMUMYM 2eMamono2ul U Nepeausanus Kpogu
DedepanbHoeo meduko-ouonoeuueckoeo acenmemea»; Poccus, 610027, Kupos, ya. Kpachoapmeiickas, 72

Konmaxmnote dannvie: Mapus Anekcanoposna Jloeunosa loginova@niigpk.ru

Ileav uccaedosanuss — pazpabomame cmpamezurd POPMUPOBAHUS PecUCMPA NOMEHYUAALHBIX JOHOPOB, 00eCnevUusary peKpymune
00HOPO8 ¢ yHemom OU0N0UMECKUX 0COOCHHOCMel] POCCULICKUX NONYAAUUI.

Mamepuaavt u memodst. Obsexmom uccaedogarnus aeasauce 35 117 nomenyuaibHoix 00HOPO8 2eMONOIMUHECKUX CMBON0BbIX KACMOK
(ICK) pecucmpa ®IBYH KHUHTuIIK ®MEA Poccuu, pexpymuposannvix 6 22 cybsexmax PD.

Pesyasmamot. Ha ocnosanuu cpasnenus npoghuneiic HLA-A-B-C-DRBI eanaomunos pecuoHarbHbix OOHOPCKUX NONYAAYULL, pACCHUMAH-
Hbix ¢ nomowbto EM-aneopumma e npoepammuom obecnewenuu Arlequin v.3.5.2.2, ¢ npogpusem 06sedurentoll 0OHOPCKOU NONYAAUUU peeu-
cmpa cghopmyauposansl oduue mpebos8anus K peKpymuposanuo nomenyuarvHolx doopos ICK 6 peeucmp.

Karouesnie caosa: pecucmp donopos, uacmoma ecmpevaemocmu, HLA-eanromun, cmpameeus: pekpymupoganus

Jas yumuposanus: Jloeunosa M.A., Ilapamonoe U.B. Cmpameeus chopmuposanus pecucmpa nomeHyuansbHbix 00OHOP08 eMON0IMUUECKUX
cmeoa06uix kaemok. Poccuiickuil acypran demckoii eemamonoeuu u onxonoeuu 2020;7(4):35—42.

Development strategy of the registry of donors of hematopoietic stem cells

M.A. Loginova, 1.V. Paramonov

Kirov Research Institute of Hematology and Blood Transfusion of the Federal Medical and Biological Agency of Russia;
72 Krasnoarmeyskaya St., Kirov, 610027, Russia

Aim of the study — to develop a strategy for the recruiting potential donors to the registry, which is based on the biological characteristics
of russian populations.

Materials and methods. The object of the study was 35, 117 potential donors of the hematopoietic stem cells of the registry of KRIHBT FMBA
of Russia, recruited in 22 subjects of the Russian Federation.

Results. Based on a comparison of the HLA-A-B-C-DRB1 haplotype profiles of local donor populations, calculated using the EM-algorithm
in the Arlequin v.3.5.2.2 software, with the profile of the pooled donor population of the registry, general requirements for the recruitment
of potential hematopoietic stem cells donors to the registry were formulated.

Key words: donor’s registry, frequency, HLA-haplotype, recruiting strategy

For citation: Loginova M.A., Paramonov 1.V. Development strategy of the registry of donors of hematopoietic stem cells. Russian Journal
of Pediatric Hematology and Oncology 2020;7(4):35—42.
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Beenenne

B Poccuiickoit @enepaunu (PD) exerogHo BriepBbie
JIIMATHOCTUPYETCS OKOJIO 25 ThIC. ClIydyaeB 3a0oseBaHMIA
CHUCTEMBI KPOBETBOPEHMSI, K KOTOPBIM OTHOCSITCSI OCTPbIE
U XPOHUYECKUE JICHKO3bI, 3J10KAYECTBEHHbIE JIMMMOMBI,
MHOXXECTBEHHasl MUeJIoMa, MUEJIOAUCIIIa3uu 1 ap. [1].

AJIOreHHas  TPAHCIUIAHTALIMSL  T€MOITOATUYECKUX
crBosioBbiX KkJeTok (TI'CK) — omun wu3 addexkTus-
HBIX METOHOB JIeUeHMsI yKa3aHHBIX 3a0oyieBaHuil [2, 3].
Baxnoe ycnoBue ycnemnoir TI'CK — coBmecTumMocTh
nmauveHTa U JoHopa 1o cucreme HLA, xoropas sBis-
€TCSI OJHOM M3 CaMbIX MOJUMOPGHBIX CUCTEM B TeHOME
yenoBeka [3—7]. HecMoTpst Ha TO, 4TO B MOCEIHME TOABI
JUISL TpAHCIUIAHTALIMK BCE Yallle MCIOJIb3YeTCsl Iarliou-
JNIEHTUYHBIM KJIETOUHBIN MaTepuan [3, 5], OCHOBHBIMU
HMCTOYHMKAMU aJUIOT€HHBIX TeMOIIO3TUYECKHX CTBOJIOBBIX
kietok (I'CK) mo-tipesxxHeMy SIBJISIOTCS peTUCTPhI TTOTEH-
LIMAJTBHBIX HEPOICTBEHHBIX TOHOPOB C OIpeneeHHBIMU
HLA-reHoTMIIAMM.

B HacTos111€€ BpeMsi B MUpe HAKOTUICHBI 3HAYUTEIb-
HbIe JOHOPCKUE pecypchl (B 6a3e gaHHbIX World Marrow
Donor Association 3apeructpupoBaHo Oojiee 37 MIH
JIOHOPOB KOCTHOTO M0O3Ta [8]), 0omHaKO 3a4acTyro Il pOoc-
CUICKUX MALIMEHTOB He yIaeTCsI TOI00paTh COBMECTUMBIX
JIOHOPOB B MEXIYHAPOAHOM PErucTpe. DTo 00yCIOBICHO
TE€M, YTO B HEM IIPEICTaBJICHBI JOHOPHI, OTHOCSIIUECS
MPEUMYILECTBEHHO K €BPOIEMCKUM M CeBepoaMepUKaH-
CKMM TIOIYJISILMSIM, JJIsI KOTOPBIX XapaKTepHa OTHOCH-
TeJIbHO HM3Kas 4YacToTa BCTPEYAEMOCTU TaIUIOTHUIIOB,
cneundudHbIX 1151 HaceneHuss P@. KpoMe Toro, mouck
nonopa I'CK 3a pybexxom B 3—4 pa3za nopoxke, 4eM BHYTpHU
CTpaHBbI.

[IpoBeaeHHbII aHAIM3 MEXIYHAPOOHOIO  OIbITa
CBMIETEJILCTBYET O TOM, YTO JIJIsI IIOJIHOLIEHHOrO 00ecie-
YeHUsI OTEYECTBEHHBIX TPAHCILIAHTALMOHHBIX LIECHTPOB
HepoacTBeHHbIMU ['CK HemocTaToOuHO TOJNBKO WMMETh
JIOCTYIT K 3apyOeXXHBIM TOHOPCKMM 0a3aM HaHHBIX [9].
B P® HeobxonmmMo ccopMupoBaTh COOCTBEHHBIN b deK-
TUBHBIM PETUCTp MOTeHIIMaIbHBIX ToHOpoB ['CK, KoTO-
PBIii JOJKeH o0ecIieurBaTh JOHOPCKUM MaTepualoM He
MeHee 50—70 % poccUiiCKKX MallMeHTOB.

CrenyeTr OTMETUTh, YTO IIPU HacejeHuun 146,5 MIH,
BKIIovatonieM Oojiee 180 HapomoB M HAIMOHAJIBHO-
creit [10], peKpYTUMHT HOBBIX IMOTEHLIMAJIBHBIX JOHOPOB
I'CK ocytiecTBaseTcs: cuaaMyid HECKOJBKUX HEOOBIINX
JIOKAJIbHBIX PETUCTPOB, UMEIOLINX COOCTBEHHBIE JIabopa-
TOPUU, U HE BEIETCSI 1Lie/IEHAIIPABIEHHO C Y4ETOM I¢HETH -
YeCKOro pa3HooOpa3us HaceJIEHUS CTPaHbI B LIEJIOM.

BeposTHOCTE MOI00pa COBMECTUMOIO HEPOACTBEHHO-
ro JOHOpa MJid POCCUIMCKMX IMALIMEHTOB, HYXKIAIOIIMXCS
B BeInosiHeHUM ajutoreHHoit TT'CK, onpenensiercs penpe-
3€HTAaTMBHOCTbIO (POPMUPYEMOI0O PETUCTPa B OTHOILIEHUH
HLA-anneneit v rarIoTUITOB, XapaKTePHBIX JJIST POCCHUII-
CKMX TMOMYJISIIUNA. A OCHOBHOI OMOJIOTMYECKOI 0COOCH-
HOCTBIO, IIPUCYIIEH POCCUMCKUM ITOITYJISILIUSIM, SIBJISICTCS
MX 3THUYECKOE pa3HooOpasue U cMellleHue. DTO YBeJIM-
YUBAET YacTOTY BcTpeyaeMocTy HOoBbIX HLA-ramiorumnon
U TEM CaMbIM YCJIOXHSET IOUCK COBMECTUMOTO JOHOpa,
COOTBETCTBEHHO, YeM 0oJjiee pa3HOOOpa3Ha IMOMYJISLINS,

TeM OOJiblliee YKUCIO JOHOPOB HEOOXOIUMO PEKPYTUPO-
BaTh WIS obecredeHus 3 HEeKTUBHOCTU PETUCTPA.

B cBsI3u ¢ 3TUM mpeAcTaBisieTCsl aKTyaJbHBIM pas-
paboTath cTpaTernio (OPMHUPOBAHMUSI OTEUYECTBEHHOTO
perucTpa MOTeHIIMAIbHBIX JOHOPOB, O0CCIICUNBAIOIIYIO
PEKPYTUHT IOHOPOB C y4eTOM OMOJIOTUYECKUX OCOOEHHO-
CTEU POCCUMCKUX ITOITYJISLIIA.

MarepuaJjisl 1 METOIbI

OOBeKTOM HccaenoBaHus sSBIsuMch 35 117 morteH-
muanbHbIX JoHOpoB ['CK, pekpyTupoBaHHBIX B 22 CyOb-
ekrax P® 3a mepuox ¢ 2009 o 2018 r, moamnucaBIIMX
JMOOPOBOJIbHOE MHGMOPMUPOBAHHOE COIIACHME M BOIIEI-
mmx B peructp ®I'bBYH KHUMIuIIK ®MBA Poccun
(manee — YupexmaeHue).

ITpenapater JHK nng HLA-tunupoBaHust moaydeHbl
U3 3aMOPOKEHHBIX 00PA31I0B 1I1eJIbHOM KPOBU (AaHTUKOA-
ryasHT — K(EDTA B KOHLEHTpauuu 2 MI/mMi1) METOIOM
KOJIOHOUHOI (pUIIBTpALIMU C TTOMOIIBI0 HabopoB QIAamp
DNA Blood Mini Kit (“QIAgen GmbH”, Iepmanus).

HLA-tunupoBanune mo nokycam HLA-A, HLA-B,
HLA-C, HLA-DRBI npoBogunu no texHomoruun SBT
(Sequence Based Typing) ¢ wucrnonab3oBaHUMEM Ha00-
poB peareHToB AlleleSEQR (“GenDx”, Hunepman-
np1). KammiigpHbiil aaeKTpodope3 OCYIIEeCTBISUIM Ha
reHeTnyeckoMm aHanm3atope Applied Biosystems 3500x1
(“Thermo Fisher Scientific”, CIIIA). [Ina aHanau3a momy-
YEHHBIX JaHHBIX IPUMEHSLINA IIPOrpaMMHOe obecIieyeHre
SBTengine.

[ns ompeneneHust yactoT BcTtpeyaemoctu HLA-ra-
IUIOTUIIOB METOIOM MAaKCHMAJIbHOIO IIPaBIOIOa00Ms
¢ nomouibio EM-ajropurMma ajist MOJMIOKYCHBIX JaHHBIX
WCIIOJI30BaIM  TIporpaMMHoOe obecrieueHue Arlequin
v.3.5.2.2. CraHpgapTHbIE OTKJIOHEHUS PacCYUTBIBAIN MPU
HavyaJbHOM 3HaYeHUU utepanuii, papHom 100 [11, 12].

Pe3syabraTel n 00cyxKneHne

Cucrematuyeckass paboTa MO PEKPYTUPOBAHUIO
noteHManbHBIX JoHOpoB 'CK 1 nx HLA-TunmupoBaHuio
Benetcst Yupexaenuem ¢ 2010 . Ha mepBom atane 3Toit
paboThl MpU BbHIOOPE PEruoHOB JIsI PEKPYTUPOBAHUS
noTeHIUaNbHBIX ToHOPOB 'CK MBI pyKOBOACTBOBAINCH
HEOO0XOAMMOCThIO MAaKCUMAIbHOTO 0XBaTa pernoHOB PD,
rpaHUYaIIMX WIM PACIIONOXKEHHBIX B YIOOHOM JIOTUCTHU-
YECKOM MTOCTYITHOCTH OT MeCTa HaXOXICHMST PerucTpa —
ropoga Kuposa. K atum pernonam ortHocsarca Ilepm-
ckuii kpaii, Pecnnyonuku Mapuit Da, Tatapctan, Yomyp-
tusg, Kocrpomckas, Hukeropoackass u CsepmioBckast
obnactu. Bo Bropyio ouepeab ObUIM BBIOpAHBI PETUOHHI,
MaKCUMaJIbHO yIaJICeHHBIC OT MECTa PaCIIOJOXKECHUS PEeTH-
crpa, — Yeuenckast Pecriyonuka, Pecryonuka [larecras,
CraBponoabckuii Kpaii, [Ipumopckumii kpaii, Peciyonuka
Kanmbikus, Upkyrckas oomacts. Kpome aToro, 1oHopoB
PEKPYTUPOBAJIM B T€X PETMOHAX, UISI KOTOPHIX paHee ObUIN
YCTaHOBJICHBI UMMYHOTEHETUUYECKE OCOOEHHOCTH Hace-
nenus [13, 14], oTnuuarmome ux OT IPYTUX POCCUMCKUX
nonynsauuii — Pecriyonuku bamkoproctan n Yysaims.
JanpHeimuii BEIOOp PErMOHOB 3aBHMCE OT Pa3IUYHBIX
(aKTOpOB, MIaBHBIMU M3 KOTOPBIX OBLUIM YIOOHBIE JIOTHU-
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Tabmma 1. Pacnpedenenue O00HOPOG 6 3A6UCUMOCIU OM  DeCUOHA
peKpymuposanus (oKonuanue)

Tabmima 1. Pacnpedenenue O00HOPOG 6 3A6UCUMOCIIU OM  PeCUOHA
peKpymuposanus (Ha4aio)

Table 1. Distribution of donors depending on the region of recruitment (beginning) ~ Table 1. Distribution of donors depending on the region of recruitment (end)

Kuposckast Pycckue — 91,9 %, tatapst — 2,8 %, 12 495 Pycckue — 87,5 %, kazaxu — 3,1 %,
001aCTh mapuiiist — 2,3 %, yamyptet — 1,0 %, Caparopckasy  TATAPBL — 2,1 %, ykpauniw — 1,7 %,
Kirov Region  ocrajibHble HaltmoHanbHOCTH — 2,00 % oﬁﬁ)a CTh ocTajibHble HALIMOHAILHOCTH — 5,6 % 325
Russians — 91.9 %, Tatars — 2.8 %, St Rada Russians — 87.5 %, Kazakhs — 3.1 %,
Mari — 2.3 %, Udmurts — 1.0 %, other 8 Tatars — 2.1 %, Ukrainians — 1.7 %,
nationalities — 2.00 % other nationalities — 5.6 %
Pecnyonvka Tarapsr — 53,2 %, pycckue — 39,7 %, 5456 Pycckue — 87,1 %, tarapsr — 4,6 %, Ko-
Tarapcran gyBaiu — 3,1 %, ocTalbHbIC HAIIMO- Mo MH-TIepMsIKU — 3,2 %, Garkupsl — 1,3 %,
Republic of HajgbHOCTH — 4,0 % = 5171 OCTaJIbHbIE HALIMOHATBHOCTH — 3,8 % 801
Tatarstan Tatars — 53.2 %, Russians — 39.7 %, Pgm Region Russians — 87.1 %, Tatars — 4.6 %,
Chuvash — 3.1 %, 8 Komi-perm — 3.2 %, Bashkirs — 1.3 %,
other nationalities — 2.00 % other nationalities — 3.8 %
Hwuxeropos- Pycckue — 96,7%, Tatapst — 1,4%, 2467 Pycckue — 88,0 %, Oypsitel — 3,2 %,
cKasi 00JIaCTh  OCTaJIbHbIE HAIMOHAIBEHOCTH — 1,9% Wpkyrckast yKpauHIB — 1,3 %,
Nizhny Russians — 96.7 %, Tatars — 1.4 %, other obiactp* ocTajibHble HalMOHABHOCTU — 7,5 % 753
Novgorod nationalities — 1.9 % Irkutsk Russians — 88.0 %, Buryats — 3.2 %,
Region Region* Ukrainians — 1.3 %,
Pecniy6muka  Pycckue — 45,1 %, mapwiiust — 41,8 %, 1497 other nationalities — 7.5 %
Mapwii D yyBaum — 6,0 %, tarapel — 5,5 %, Hosocubup- Pycckue — 84,7 %, nemunt — 1,1 %,
Mari El OCTaJIbHbIe HAIIMOHATBHOCTH — 1,6 % cKasi 00J1acTh ~ OCTaJbHbIE HALIMOHAIBHOCTH — 14,2 % 682
Republic Russians — 45.1 %, Mari — 41.8 %, Novosibirsk Russians — 84.7 %, Germans — 1.1 %,
Chuvash — 6.0 %, Tatars — 5.5 %, Region other nationalities — 14.2 %
other nationalities — 1.6 % Spocnasckast Pycckue — 96,0 %,
Yeuenust — 95,3 %, pycckue — 1,9 %, 001acTh ocTabHbIe HAalMOHATbHOCTH — 4,0 % 604
YeueHckast Kymbiku — 1,0 %, Yaroslavi Russians — 96.0 %,
Pecny6nka ocTajibHble HaMoHabHOCTH — 1,8 % 1 448 Region other nationalities — 4.0 %
Chechen Chechens — 95.3 %, Russians — 1.9 %, Pycckue — 79,9 %, apmsite — 5,8 %,
Republic Kumyks — 1.0 %, fapruuiw — 1,8 %, rpexu — 1,2 %,
other nationalities — 1.8 % CraBponionb-  1piraHe — 1,1 %, ykpaunusl — 1,1 %,
Pycckue — 62,2 %, ynmyptst — 28,0 %, CKUI Kpait ocTajibHble HaumoHanbHOCTH — 9,1 % 302 »
VYamypTckast TaTtapsl — 6,7 %, Stavropol Russians — 79.9 %, Armenians — 5.8 %, [0
Pecnyouka OCTaJIbHbIE HALIMOHATBHOCTH — 3,1 % 1403 Region Dargins — 1.8 %, Greeks — 1.2 %, Roma — .;
Udmurtia Russians — 62.2 %, Udmurts — 28.0 %, 1.1 %, Ukrainians — 1.1 %, =
Tatars — 6.7 %, other nationalities — 3.1 % other nationalities — 9.1 % -
Koctpomckast  Pycckue — 96,6 %, octaabHble HallMO- Bnanumup- Pycckue — 95,6 %, —
00JaCcTh HanpHOCTH — 3,4 % 1398 CKast 00J1aCTh  OCTaJIbHBIE HAllMOHATbHOCTH — 4,4 % 236 S
Kostroma Russians — 96.6 %, Viadimir Russians — 95.6 %, =
Region other nationalities — 3.4 % Region other nationalities — 4.4 % =
Pycckue — 36 %, 6amkupsl — 29,5 %, Pycckue — 73,6 %, tatapsl — 12,2 %, -
Pecny6iinka tarapbl — 25,4 %, uyBaum — 2,7 %, ViibstHOBCKast gyBaum — 7,7 %, mopnsa — 3,2 %, S
Bbaukopto- Mapuiis — 2,6 %, o61acTb ocTajibHble HalMOHabHOCTH — 3,3 % 200
CTaH oCTaJIbHbIe HAllMOHATbHOCTH — 3,7 % 1105 Ulyanovsk Russians — 73.6 %, Tatars — 12.2 %, -
Republic of Russians — 36 %, Bashkirs — 29.5 %, Region Chuvash — 7.7 %, Mordovians — 3.2 %,
Bashkortostan Tatars — 25.4 %, Chuvash — 2.7 %, other nationalities — 3.3 %
Mari — 2.6 %, other nationalities — 3.7 % Pycckue — 91,6 %, ykpanHis — 1,4 %,
From Yysamm — 67,7 %, pycckue — 26,9 %, Topon Tatapel — 1,4 %,
Uypaims tarapsl — 2,8 %, Mocksa ocTaibHbIe HAIIMOHAIBHOCTH — 5,6 % 190
C}:ums h OCTaJIbHbIE HAITMOHATBHOCTH — 2,6 % 1058 Moscow Russians — 91.6 %, Ukrainians — 1.4 %,
: Chuvash — 67.7 %, Russians — 26.9 %, Tatars — 1.4 %, other nationalities — 5.6 %
Ll T 2.8 %, other nationalities — 2.6 %
atars — 2.8 %, other nationalities — 2.6 % Kanmbiku — 57,4 %, pycekie — 30,2 %,
CBepaioB- Pycckue — 90,6%, Tatapst — 3,5%, napruHie — 2,7 %, kazaxu — 1,7 %,
cKasi 00JIaCTh  OCTaJbHBIE HALIMOHAILHOCTH — 5,9% 1018 P Typku — 1,3 %, yeueHus — 1,2 %,
Sverdlovsk Russians — 90.6 %, Tatars — 3.5 %, KMILyHKHH** asapisl — 1,0 %,
Region other nationalities — 5.9 % Republic of ocCTalbHbIe HAlIMOHANBHOCTH — 4,5 % 150
ABapiis — 29,4 %, naprusust — 17,0 %, Kalmykia** Kalmylgs — 57.4 %, Russians — 30.2 %,
_ _ Dargins — 2.7 %, Kazakhs — 1.7 %,
KyMbIku — 14,9 %, ne3runsl — 13,3 %, T
Jiakupl — 5,6 %, azepbaiimkanibl — 4,5 %, urks — 1.3 %, Chechens — 1.2 %,
Tabacapars — 4,1 %, pycckue — 3.6 %, Avars — 1.0 %, other nationalities — 4.5 %
yeyeHibl — 3,2 %, Horaiiusl — 1,4 %, T Pycckue — 85,7%, ykpauHust — 2,5%,
Pecnybuka arynel — 1,0 %, pyryasust — 1,0 %, I;ﬁ P ocTtajibHble HaunoHanbHoCcTH — 11,8% 114
Jarecran ocTabHbIe HalMoHaIbHOCTH — 1,0 % 915 ];Ir)imors ky Krai Russians — 85.7 %, Ukrainians — 2.5 %,
Republic of Avars — 29.4 %, Dargins — 17.0 %, other nationalities — 11.8 %
Dagestan Kumyks — 14.9 %, Lezgins — 13.3 %, |

Laks — 5.6 %, Azerbaijanis — 4.5 %,
Tabasaran — 4.1 %, Russians — 3.6 %,
Chechens — 3.2 %, Nogais — 1.4 %,
Aguls — 1.0 %, Rutuls — 1.0 %, other
nationalities — 1.0 %

IIpumeuanue. * — 6 uccaedosanue 8KAHOUEHbI MOALKO OYPIMbL;

** — g uccnedosanue 8KAOYEHbL MONKO KAAMBIKU.

Note. * — only Buryats were included in the study;
** — only Kalmyks were included in the study.
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

CTUYECKME CXEeMbl TPAHCHOPTUPOBKM OUOJIOTHMUECKMX
00pa3loB U OTCYTCTBUE AJaHHBIX Mo HLA-annensm xure-
JIEU 3TUX PETUOHOB.

Pacnipenenenne mnoteHmuanbHbIX goHopoB ['CK
B PETUCTPE B 3aBUCUMOCTHU OT PerMoHa UX peKpyTHpPOBa-
HUS TIpEACTaBIeHO B Tao. 1.

B 2019 . nns ompeneneHusT maJibHEHMINEH CTpaTernuu
PEKPYTUPOBAHUS ITOTEHIIMAIbHBIX TOHOPOB B PErUCTpP
VYupexneHus ObUIM pacCYMTaHbl TIpoUIN pacrpeaese-
HUS 4eTbIpexJIOKycHBIX rarmiaotunoB HLA-A-B-C-DRBI1
KaXJI0ll pervoHajJbHOM U OOBEAMHEHHON TOHOPCKUX
monysiiuii. B Tabs1. 2 mpencTaBieHbl rarIoTUIIbI, 9YacTO-
Ta BCTPEYAEMOCTHU KOTOPBIX B 00beIMHEHHOM JOHOPCKO
MOITyJIsILMKY cocTaBuiia 6osee 0,5 %.

Tabmua 2. lansomunsr HLA-A-B-C-DRBI o6sedunennoii 0oHOpcKoil
nonyAsyuU pecucmpa 6 nopsioke yMeHbuleHUs 4acmomvl 8CIMpPevaemocmu
Table 2. HLA-A-B-C-DRB1 haplotypes of the pooled donor population of the
registry in order of decreasing frequency

Yacrora CrangaprHoe
famoTun BCTPEYAEMOCTH OTKJIOHEHHE
Hapl

aplotype Frequency Standard deviation

Ob6sedunennasn donopckas nonyaauus (n =35 117):
6 00weti caoxcrHocmu 6vL10 onpedeaeno 4662 eanaomuna
u3 33 271 nomenuuaibHo 603M0HCHO20
Pooled donor population (n =35 117): a total of 4662 haplotypes

of 33 271 potential
A*03-B*35-C*04-DRB1*01 0,032244 0,000629
A*01-B*08-C*07-DRB1*03 0,030600 0,000693
A*03-B*07-C*07-DRB1*15 0,026135 0,000641
A*02-B*13-C*06-DRB1*07 0,020647 0,000469
A*02-B*07-C*07-DRB1*15 0,017083 0,000609
A*24-B*07-C*07-DRB1*15 0,012192 0,000468
A*25-B*18-C*12-DRB1*15 0,011544 0,000415
A*01-B*57-C*06-DRB1*07 0,010327 0,000369
A*30-B*13-C*06-DRB1*07 0,009227 0,000361
A*02-B*15-C*03-DRB1*04 0,007511 0,000340
A*11-B*35-C*04-DRB1*01 0,007456 0,000362
A*02-B*41-C*17-DRBI1*13 0,007403 0,000360
A*33-B*14-C*08-DRB1*01 0,007108 0,000309
A¥02-B*50-C*06-DRB1*07 0,006750 0,000345
A*02-B*18-C*07-DRB1*11 0,006550 0,000349
A*23-B*44-C*04-DRB1*07 0,005979 0,000262
A*02-B*44-C*05-DRB1*04 0,005361 0,000318
A*26-B*38-C*12-DRB1*13 0,005035 0,000285

W3 naHHBIX Taba. 2 ciaedyeT, YTO B XOJe IPOBEIeH-
HOro aHajiu3a B 0ObeIMHEHHOW AOHOPCKON MOMYJISILUU
BBISIBJICHO 18 YeThIPEXJIOKYCHBIX TAILTOTUIIOB C YAaCTOTOM
BcTpeyaeMoctu 6osee 0,5 %, U3 KOTOPHIX § TaljIoTUIIOB
XapaKTepU3YIOTCsSI YaCTOTOM BCcTpeyaeMocTu 6oJiee 1 %.

Jng cpaBHeHUs mpoduieil pacrnpeneseHusT Tarjo-
tunoB HLA-A-B-C-DRB1 pernoHaabHBIX IOy
¢ mpoduneM oObeIMHEHHON TOHOPCKON TOIMYJISILIMA
peructpa TpedboBaIoCh OMpPENeanTh, ISl KaKUX MOMYyJIsi-
LI1Ii JOHOPOB JaHHOE CpaBHEHUE He OyneT nH(OpMaTUB-
HBIM HW3-32 HE3HAYUTEIbHOUW BBHIOOPKU HMCCETOBAaHHBIX
00pa3loB.

C 370l 1Ienbl0 Ha mpuMepe 2 Haubojee M3yYeHHBIX
HaMM TonyJasauuii paccuutanbl ramioTunsl HLA-A-B-

C-DRBI gns1 paznuuHoro pa3mepa BeIOOpoK. JIist morry-
Jsauun noHopoB KupoBckoli ob6jacty, KOTOpash MOXET
paccMaTpuBaThCsl B KaueCTBE MOHOHAIIMOHATBLHOIO PETH-
OHa ¢ IpeobJagaHMEeM PYCCKMX, pacdeT BBIITOJHEH IS
BeIOOpPOK # = 250/500/1000/2000/4000/8000 moHOpOB
(tabn. 3). nsa nonysaiuu foHopoB Pecryonuku Tatap-
CTaH, XapaKTepU3YIOIIeHCs 3HAUMTEIbHBIM CMEIICHUEM
HallMOHAJIBHOCTEM, pacyeT BBIMOJHEH IS BHIOOPOK
n=1250/500/1000/2000/4000 noHOpoB (TabI. 4).

W3 maHHBIX, TIpeACcTaBIeHHBIX B Ta0I. 3 u 4, cienyer,
YTO IIPY OJMHAKOBOM 00BEME BHIOOPKU JOHOPCKAS MOITY-
nauus Pecriyonuku TarapctaH xapakTepusyeTcsl 00Jb-
e TeTePOreHHOCTbIO II0 CPABHEHMUIO C MOMNYJISIIUEH
noHopoB Kuposckoii obinactu. O0 3TOM CBUIETEIbCTBY-
0T KaK OoJbIllee KOJMYECTBO PACCUMTAHHBIX TaIIOTHU-
OB, TaK U MEHbIIIee KOJMUECTBO IalUIOTUIIOB C YaCTOTOM
BcTpedaeMocTu 6ostee 1 %.

IMonynsauus noHopoB KupoBcKoit obacTu xapakTe-
PpU3YETCS «BBIXOJOM Ha IUIaTO» 10 HanboJiee pacipocTpa-
HEHHBIM YEThIPEXJIOKYCHBIM TaILIOTUIIAM ¢ He3HAYUTE I b-
HBIM KojiebaHMeM TpoduiIs pacrpeieeHrus] B IeCSIThIX
M COTBIX JOJISIX IIPOLIEHTOB yKe Ha BhIOopKe 13 500 moHo-
pOB, TOrma Kak Ui TIOMyJSIIMU TOHOPOB PecmyOauku
Tarapctan 3TO mocturaeTcs JMIIb Ha BbIOopke B 1000
JIOHOPOB U OoJiee.

Ha ocHoBaHMM MOJIyYeHHBIX JTaHHBIX U3 CPaBHEHUS
npoduneir pacnpeneneHus ramiotunoB HLA-A-B-C-
DRBI, u3y4eHHBIX PerMOHAIbHBIX JOHOPCKUX TTOMYJIs-
111 ¢ TpoduiieM 00beIMHEHHOI JOHOPCKOM IMTOMYJISIINH,
HaMM MCKJIIOYEHBl OTHOCUTEIbHO MOHOHAIIMOHAJIBHBIE
TMOMYJISILIMNA C 00bEMOM KCCIIEIOBAHHON BHIOOPKU MEHee
500 moHopoB. DT0 Brnamumupckas u YibsiHOBcKast oOia-
CTH, MOy ropoga Mocksbl, [IpuMopckoro Kpas,
Pecnnyonuku KanMmblkusi M cMelIaHHBIE TOMYJISILIUN
¢ 00beMOM M3y4eHHOI BeIOOpKU MeHee 1000 moHOpOB —
Pecnnyonuka JlarectaH. /Iisi KOppeKTHOIO CpaBHEHMUS
yKa3aHHbIX TONYJSLUNA ¢ O0beAUHEHHOU MOIyJsuuein
JMIOHOPOB C(POPMUPOBAHHOIO PETUCTPA CACAYET YBEIUINTD
YHCJIO TOHOPOB, PEKPYTUPOBAHHBIX B JAHHBIX perMOHAX.

CpaBHeHue Tipoduiieil pacrnpenesieHUs TalIOTUIIOB
B pa3/IMYHBIX PErMOHAX 110 CPaBHEHMIO ¢ MPOduUIeM 00b-
eAMHEHHOI MOIyJISILueil JOHOPOB C(HOPMUPOBAHHOIO
perucTpa MmpeacTaBieHo Ha nuarpaMmax (puc. 1-3).

W3 maHHBIX, TIpeACTaBICHHBIX Ha puc. 1—3, ciemyer,
YTO HaMOOJbIINE OTAWYUS B Ipoduie pacripemcieHus
TarIOTUIIOB IOHOPOB 1O CPaBHEHMIO C MpoduieM 00b-
€IMHEHHOU TIOIYJISIIUN JOHOPOB PETUCTPa OOHAPYKEHBI
711 ToHOopckoil momyasaiuu YedeHckoit Pecmyonmku
u oypat Upkyrckoii obacTu.

3HauUTENIbHBIC OTJIMYMST BBISIBICHBI UISI JOHOPCKUX
nonynsauuii - Yamyprckoit  Pecnyonuku, Pecryonuk
Mapuit O n YyBamus; ajist TaHHBIX peTHOHOB XapaKTep-
HBI TaIUIOTUIIBI, UMEIOIIIME YaCTOTY BCTpeyaeMOCTH Ooiee
1,00 %, HO He ToMNaBILIKe B YMCJIO FAIUIOTUIIOB C YaCTOTOM
BcTpeyaemMocTu 6osee 0,5 %, xapakTepHBIX JJIsl 00benu-
HEHHOH MOMYJISILIMUA TOHOPOB C(POPMUPOBAHHOIO PETH-
ctpa. 9to ramnorunsl HLA-A*02-B*40-C*03-DRB1*09,
HLA-A*26-B*27-C*01-DRB1*01 TSI JIOHOPOB
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Ta6mna 3. lansomunst HLA-A-B-C-DRB 1, paccuumantvie 015 pazauunsix
8b100poK nonyasyuu doHopoé Kupoeckoii obnacmu, é nopsoke ymenvuieHus
uacmomol 6cmpeuaemocmu (Ha4ano)

Table 3. HLA-A-B-C-DRBI1 haplotypes for different sample sizes of the donor
from the Kirov Region, in order of decreasing frequency (beginning)

Kupoeckas obaacmo (n = 250): 6 obuieii caoxcnocmu 6vL10 onpeoeaerHo
272 eanaomuna u3 2157 nomeHuuaibHo 603MOHNCHbIX
Kirov Region (n = 250): a total of 272 haplotypes of 2157 potential

A*03-B*35-C*04-DRB1*01 0,051146 0,012744
A*01-B*08-C*07-DRB1*03 0,037426 0,008360
A*02-B*07-C*07-DRB1*15 0,037402 0,009853
A*24-B*07-C*07-DRB1*15 0,020000 0,007626
A*03-B*07-C*07-DRB1*15 0,019883 0,006655
A*02-B*15-C*03-DRB1*13 0,017677 0,006239
A*25-B*18-C*12-DRB1*04 0,014000 0,006136
A*02-B*13-C*06-DRB1*07 0,013949 0,006163
A*02-B*27-C*02-DRB1*01 0,013455 0,006200
A*11-B*35-C*04-DRB1*01 0,012055 0,005097
A*30-B*13-C*06-DRB1*07 0,012000 0,005019
A*01-B*57-C*06-DRB1*07 0,011765 0,005301
A*25-B*18-C*12-DRBI1*15 0,010578 0,005540
A*02-B*44-C*05-DRB1*11 0,010000 0,004754
A*02-B*50-C*06-DRB1*07 0,010000 0,005712
A*24-B*07-C*07-DRB1*07 0,010000 0,005259
A*29-B*44-C*16-DRB1*07 0,010000 0,004374

Kupoeckas o6aacmo (n = 500): 6 obwieii caoxcnocmu 6v110 onpedenero
435 2anaomunoe uz 3633 nomenuuaibHo 603MONCHBIX
Kirov Region (n = 500): a total of 435 haplotypes of 3633 potential

A*03-B*35-C*04-DRB1*01 0,052458 0,007386
A*01-B*08-C*07-DRB1*03 0,036628 0,006434
A*02-B*07-C*07-DRB1*15 0,027643 0,006097
A*03-B*07-C*07-DRB1*15 0,020785 0,005894
A*02-B*13-C*06-DRB1*07 0,018748 0,004643
A*24-B*07-C*07-DRB1*15 0,016511 0,004488
A*01-B*57-C*06-DRB1*07 0,015306 0,003675
A*24-B*15-C*03-DRBI1*13 0,013804 0,004626
A*02-B*41-C*17-DRBI1*13 0,011906 0,003731
A*02-B*15-C*03-DRB1*13 0,011212 0,004117
A*24-B*39-C*07-DRB1*04 0,010886 0,003297
A*25-B*18-C*12-DRBI1*15 0,010832 0,003499
A*11-B*35-C*04-DRB1*01 0,010056 0,003949
A*26-B*38-C*12-DRB1*13 0,010000 0,003473
A*30-B*13-C*06-DRB1*07 0,010000 0,003482

Kupoeckas ob6aacme (n = 1000): 6 o6ueli caoxcHocmu 610 onpedeaeHo
700 2anaomunog u3 5850 nomenuua1bHO 603MONCHBIX
Kirov Region (n = 1000): a total of 700 haplotypes of 5850 potential

A*03-B*35-C*04-DRB1*01 0,049616 0,004729
A*01-B*08-C*07-DRB1*03 0,037837 0,004417
A*03-B*07-C*07-DRB1*15 0,037303 0,005354
A*02-B*07-C*07-DRB1*15 0,025417 0,003495
A*02-B*13-C*06-DRB1*07 0,022250 0,003333
A*24-B*39-C*07-DRB1*04 0,014429 0,002511
A*24-B*07-C*07-DRB1*15 0,014407 0,003167
A*02-B*15-C*03-DRB1*13 0,012880 0,003326
A*01-B*57-C*06-DRB1*07 0,011901 0,002528
A*02-B*50-C*06-DRB1*07 0,011557 0,002290
A*02-B*41-C*17-DRB1*13 0,010464 0,002461
A*02-B*15-C*03-DRB1*04 0,010329 0,002837

Tadmaua 3. Jansomunst HLA-A-B-C-DRB1, paccuumannsie 045 pazauuHbix
8bl00poK nonyaayuu donopos Kupoesckoii o6aacmu, é nopsaoke ymeHvuieHus
yacmomui 6cmpeuaemocmu (OKOH4aHUe)

Table 3. HLA-A-B-C-DRBI1 haplotypes for different sample sizes of the donor
from the Kirov Region, in order of decreasing frequency (end)

Kupoeckas o6aacmo (n = 2000): 6 o6weti caoncrocmu 6via onpedener
1151 2anaomun u3 9366 nomenuuaibHo 603MONCHBIX
Kirov Region (n = 2000): a total of 1151 haplotypes of 9366 potential

A*03-B*35-C*04-DRB1*01 0,045778 0,003168
A*03-B*07-C*07-DRB1*15 0,035439 0,002872
A*01-B*08-C*07-DRB1*03 0,033714 0,002784
A*02-B*07-C*07-DRB1*15 0,027334 0,002847
A*02-B*13-C*06-DRB1*07 0,016555 0,002160
A*24-B*07-C*07-DRB1*15 0,015315 0,002047
A*24-B*39-C*07-DRB1*04 0,012371 0,001665
A*01-B*57-C*06-DRB1*07 0,011947 0,001848
A*25-B*18-C*12-DRBI1*15 0,011308 0,001707
A*02-B*41-C*17-DRB1*13 0,010149 0,001645

Kupoeckas o6aacmo (n = 4000): 6 obuieii caoxncnocmu 6vL10 onpedeaeno
1583 eanaomuna uz 12 835 nomenuyuaibHo 603M0oHNCHbIX
Kirov Region (n = 4000): a total of 1583 haplotypes of 12 835 potential

A*03-B*35-C*04-DRB1*01 0,041723 0,002246
A*01-B*08-C*07-DRB1*03 0,033541 0,002174
A*03-B*07-C*07-DRB1*15 0,032597 0,002174
A*02-B*07-C*07-DRB1*15 0,026516 0,001921
A*02-B*13-C*06-DRB1*07 0,019277 0,001781
A*24-B*07-C*07-DRB1*15 0,016592 0,001494
A*01-B*57-C*06-DRB1*07 0,012076 0,001285
A*25-B*18-C*12-DRBI1*15 0,011142 0,001379
A*24-B*39-C*07-DRB1*04 0,010436 0,001089

Kupoecxas o6aacmy (n = 8000): 6 obwieti croxcrnocmu 6vL10 onpedereno
2262 eanaomuna uz 17 939 nomenuuaivho 603MoXuCHbIX
Kirov Region (n = 8000): a total of 2262 haplotypes of 17 939 potential

A*03-B*35-C*04-DRB1*01 0,042769 0,001666
A*01-B*08-C*07-DRB1*03 0,033001 0,001359
A*03-B*07-C*07-DRB1*15 0,030415 0,001660
A*02-B*07-C*07-DRB1*15 0,024463 0,001530
A*02-B*13-C*06-DRB1*07 0,019514 0,001179
A*24-B*07-C*07-DRB1*15 0,014470 0,001027
A*01-B*57-C*06-DRB1*07 0,012847 0,000981
A*25-B*18-C*12-DRBI1*15 0,012229 0,000780
A*24-B*39-C*07-DRB1*04 0,011408 0,000878

Pecriy6muku  Mapuii - Om; HLA-A*24-B*57-C*06-
DRBI1*07, HLA-A*11-B*07-C*07-DRB1*15, HLA-
A¥24-B*35-C*04-DRB1*13, HLA-A*24-B*44-C*02-
DRB1*01 pns goHopoB Ynmyptckoit Pecryommku,
A¥24-B*35-C*04-DRB1*11, HLA-A*68-B*07-C*07-
DRBI1*15, HLA-A*02-B*18-C*07-DRB1*03, HLA-
A¥26-B*27-C*01-DRB1*01, HLA-A*01-B*50-C*06-
DRBI1*07, HLA-A*02-B*48-C*08-DRB1*12 JUTST
noHopoB Pecriyonuku YyBammsi.

IMonyyeHHblE NaHHBIE TIO3BOJISIIOT TIPEIITONIOXKUTD,
4YTO U B IpyruX pernoHax PM, koTopbie XapaKTepu3yoTcs
CMEIIIaHHBIM TIOTYJISIIMOHHBIM COCTAaBOM U TJE pyccKast
HALIMOHAJILHOCTh cocTaBisieT MeHee 70 % o6liero yucia
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Tadmma 4. [lansomunst HLA-A-B-C-DRBI, paccuumannsie 0
pasauunbIX  6bl00poK  nonyaayuu  doHopoé Pecnybauxu Tamapcman,
6 nopsidKe yMeHbUleHUs 4aCOMbl CMPe1aemocmu

Table 4. HLA-A-B-C-DRBI1 haplotypes for different sample sizes of the donor
from the Republic of Tatarstan in order of decreasing frequency

L Yacrora CranaapTHoe
Ha Igm'; BCTPEYAEMOCTH OTKJIOHEHHE
‘plotyp Frequency Standard deviation

Pecnybaura Tamapcman (n = 250): 6 o6weli caoxcrHocmu 6vL10
onpedeaeno 296 zanaomunog uz 2279 nomeHuuaIbHO 603MONCHBIX
Republic of Tatarstan (n = 250): a total of 296 haplotypes of 2279 potential

A*03-B*07-C*07-DRB1*15 0,042261 0,009489
A*03-B*35-C*04-DRB1*01 0,041259 0,010464
A*01-B*08-C*07-DRB1*03 0,035826 0,008124
A*25-B*18-C*12-DRB1*15 0,014000 0,004999
A*02-B*07-C*07-DRB1*03 0,012174 0,004783
A*02-B*15-C*03-DRB1#04 0,010000 0,004677
A*02-B*40-C*03-DRB1*11 0,010000 0,004450
A*02-B*41-C*17-DRB1*13 0,010000 0,004457
A*02-B*50-C*06-DRB1*07 0,010000 0,004959
A*29-B*44-C*16-DRB1*07 0,010000 0,004404

Pecnybauxa Tamapcman (n = 500): 6 obweti caoxcnocmu 6v110
onpedeaeno 487 anaomunog uz 3931 nomenyua1bHo 603M0ONCHbHIX
Republic of Tatarstan (n = 500): a total of 487 haplotypes of 3931 potential

A*03-B*35-C*04-DRB1*01 0,044931 0,007801
A*03-B*07-C*07-DRB1*15 0,037496 0,007113
A*01-B*08-C*07-DRB1*03 0,029716 0,005693
A*02-B*13-C*06-DRB1*07 0,024297 0,005924
A*02-B*07-C*07-DRB1*15 0,013759 0,004454
A*25-B*18-C*12-DRBI1*15 0,012536 0,003672
A*02-B*40-C*03-DRB1*11 0,010000 0,003041

Pecnybauxa Tamapcman (n = 1000): 6 obwieii caoxcrocmu 6vL10
onpeodeaeno 744 zanaomuna uz 6320 nomeHyua16HO 603MONCHHIX
Republic of Tatarstan (n = 1000): a total of 744 haplotypes of 6320 potential

A*01-B*08-C*07-DRB1*03 0,035158 0,004093
A*03-B*35-C*04-DRB1*01 0,034664 0,004428
A*03-B*07-C*07-DRB1*15 0,031564 0,003736
A*02-B*13-C*06-DRB1*07 0,018373 0,003331
A*02-B*07-C*07-DRB1*15 0,015325 0,003024
A*25-B*18-C*12-DRBI1*15 0,015012 0,002862
A*02-B*50-C*06-DRB1*07 0,011501 0,002449
A*30-B*13-C*06-DRB1*07 0,010371 0,002338
A*24-B*07-C*07-DRB1*15 0,010188 0,002545

Pecnybauxa Tamapcman (n = 2000): ¢ obuieii caoxcnocmu 6vL10
onpedeaeno 1133 eanaomuna uz 9837 nomenuuaivno 603moNHCHBIX
Republic of Tatarstan (n = 2000): a total of 1133 haplotypes of 9837 potential

A*01-B*08-C*07-DRB1*03 0,038131 0,003054
A*03-B*35-C*04-DRB1*01 0,029893 0,002955
A*03-B*07-C*07-DRB1*15 0,029360 0,002979
A*02-B*13-C*06-DRB1*07 0,021167 0,002810
A*25-B*18-C*12-DRB1*15 0,013603 0,001724
A*02-B*07-C*07-DRB1*15 0,013119 0,001964
A¥24-B*07-C*07-DRBI1*15 0,010162 0,001972

Pecnybauxa Tamapcman (n = 4000): 6 o6weii caoxucnocmu 66110
onpedeaero 1639 canaomunoe uz 14 368 nomenuuaibHo 603M0HuCHbIX
Republic of Tatarstan (n = 4000): a total of 1639 haplotypes of 14 368 potential

A*01-B*08-C*07-DRB1*03 0,036509 0,002193
A*03-B*07-C*07-DRB1*15 0,029492 0,002000
A*03-B*35-C*04-DRB1*01 0,029251 0,001896
A*02-B*13-C*06-DRB1*07 0,021003 0,001740
A*02-B*07-C*07-DRB1*15 0,012788 0,001619
A*25-B*18-C*12-DRBI1*15 0,012492 0,001424
A*24-B*07-C*07-DRB1*15 0,010749 0,001322
A*30-B*13-C*06-DRB1*07 0,010308 0,001237

JKUTEJNIeH, CeIyeT OKUAATh BbISIBJICHMsI HOBBIX IarlIOTH-
OB, YaCTOTa BCTPEYaeMOCTH KOTOPBIX B OOBbEAMHEHHOM
MOHOPCKOI TIOMyJSIUMU CHOPMUPOBAHHOIO pPETHUCTPa
HeBeuka. C TOYKM 3peHMsST OOecreuyeHUs MaKCUMaslb-
HOTO pa3zHoobOpa3us (PopMUPYEMOIro perucrpa JOHOPOB
I'CK, ykazaHHBIE pervoHbI MPEACTaBISIOT HauOOIbIINIA
MHTepeC M MMEHHO 3a CYeT HUX LIeJeCOO0pa3HO Oajib-
Heiillee pacllMpeHure apeaja PeKPYyTUPOBAHUS HOBBIX
TIOHOPOB.

3akioyenne

Takum o6pa3oM, MOXHO CHOPMYIUPOBATH CIEAYIO-
ue ooIIMe TpeOoBaHUS K PEKPYTUPOBAHUIO TTOTEHIIU-
anbHbIX ToHOpOB ['CK B peructp YupexxaeHus:

1. IIpu pekpyTMpoBaHUU JTOHOPOB B HOBOM paHee
HE MHCCIIeIOBAaHHOM pEruoHe HEOOXOAMMO HW3YYUTh
MUMMYHOT€HEeTUYECKHEe OCOOCHHOCTU KMTeJeil Ha
BbIOOpKe 13 He MeHee 500 o0pa31oB 1JIsI OTHOCUTEb-
HO MOHOHAIIMOHAJILHBIX pernoHoB W He meHee 1000
00pas310B IJIsI PETMOHOB CO CMEIIIaHHBIM MOITY/ISIIMOH -
HBIM COCTaBOM.

2. B ciyuae BBISIBIEHUSI pErMOHOB, MMEIOIIUX IIPO-
(unb pactipeaeaeHUs TaTUIOTUIIOB, CXOXKUIA C 00 beAMHEH-
HOW JJOHOPCKOM TOTTYJISIIUEN PETUCTPA, PEKPYTUPOBAHUE
11eJIeCO00pa3HO MPOBOAUTDH B TeX U3 HUX, KOTOPbIC Hau-
0oJiee YIOOHBI C JIOTUCTUYECKOM TOUKU 3PEHUS U C y4e-
TOM BKJIaJa YMCJAEHHOCTU HaceJIeHUsI JaHHBIX PETMOHOB
B OOIIEPOCCUICKYIO YMCIEHHOCTh HaceleHUs (TaK Kak
HEeT MaHHBIX 00 acCOLIMMPOBAHHOCTU 3a00JI€BaeMOCTHU
OHKOI'€MaTOJIOTMYECKMMM 3a00JI€BaHUSIMU C OIPEaeICH-
HBIMU TIOITYJISIIMSIMHT ).

3. B peruoHax, MMeIOIIMX 3HAYUTEJbHBIE OTIUUYMS
npoduis pacrpeneseHus TaruIOTUIIOB B IOIMYJISIIAN
JIOHOPOB 0 CPAaBHEHUIO C OOBbEAMHEHHOM JOHOPCKOM
MOMyJISILIMEN perucTpa, IeJIecoo0pa3sHO BECTU pPACIIIH-
PEHHBI PEKPYTUMHT TOHOPOB, YTO OOECIEYUT IPUCYT-
CTBME B PETUCTPE MaKCUMAaJIbHOTO YKMCjia JOHOPOB C pa3-
JIMYHBIMU TaruioTurnamu. [daabHeiInero umcciaenoBaHUs
3aC/Iy>KMBaeT M3y4eHHE BOIpOCa O LeJIeCO0OPa3HOCTU
MPUBSI3KK OOBEMOB PEKPYTHMPOBAHMSI TOHOPOB B yKa-
3aHHBIX PErMOHAaxX K BKJIAAy YMCICHHOCTU MX HaceJICHUS
B HacesieHue P®D.

202011N
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Fig. 1. Comparison of haplotype profiles of local donor populations from the Kirov Region, Nizhny Novgorod Region, Republics of Tatarstan, Mari El Republic,
Udmurtia and pooled donor population of the registry
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B O6beaunHeHHas nonynsums / Pooled population M KocTtpomckasi obnacTb / Kostroma Region

Pecny6nuka BawkopToctaH / Republic of Bashkortostan Pecny6nuka Yysawwus / Chuvash Republic

I stud

B Ceepanosckasi obnactb / Sverdlovsk Region M CapartoBckas obnacTb / Saratov Region
Puc. 2. Jluacpamma cpasnenus npogpuneir eansomunos donopckux nonyasyuii Kocmpomcroi, Ceéeponosckoit, Capamosgckoit oonacmeit, Pecnyoauk baw-
kopmocman u dyeawus c npogurem 06sedurenHoil AOHOPCKOU NONYAAYUU CHOPMUPOBAHHOO pecUucmpa

Fig. 2. Comparison of haplotype profiles of local donor populations from Kostroma Region, Sverdlovsk Region, Saratov Region, Republics of Bashkortostan,
Chuvash Republic and pooled donor population of the registry
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Yeuernckoii Pecnyoauku ¢ npogunem 06sedureHHoil 00HOPCKOU NOnYASUUU chOPMUPOBAHHOO pecUcmpa

Fig. 3. Comparison of haplotype profiles of local donor populations from Perm Region, Novosibirsk Region, Yaroslavl Region, Irkutsk Region, Chechen

Republic and pooled donor population of the registry 4



Original studies

42

Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

202011N

NUTEPATYPA / REFERENCES

1. 3nokauecTBeHHBIE HOBOOOpa3oBanus B Poccun B 2015 roay (3abonesae-
MocTs i cMepTHOCTS). [Tox pen. A.JI. Kanpuna, B.B. Crapusckoro,
I'B. Ilerposoii. M.: MHUOMU um. IT.A. I'epuena — punuan GI'bY
«HMUPL» Munsnpasa Poccun, 2017. 250 c. [Malignant neoplasms in
Russia in 2015 (morbidity and mortality). Edited by A.D. Kaprin,
VV. Starinsky, GV. Petrova. M.: MNIOI im. P.A. Herzen — branch of the
FSBI “NMRRC” of the Ministry of Health of Russia, 2017. 250 p. (InRuss)]. 7

2. Crapuesa A 1O, SInymesckas E.A., Yec AJL., Kpuenko C.1. [TIpakru-
YECKHE aCMeKThI I0A00pa JOHOPA JUIsl HEPOACTBEHHON TPaHCIUIAHTALIHH 8
TEMOIIO3THYCCKUX CTBOJIOBBIX KJICTOK. HpO6J’IeMLI 340POBbS U SKOJIOTUHN
2011;S:83-5. [Startseva A.Yu., Yanushevskaya E.A., Uss A.L., Krivenko S.1.
Practical aspects of donor selection for unrelated transplantation of
hematopoietic stem cells. Problemy zdorov’ya i ekologii = Health and
Ecology Problems 2011;S:83-5. (In Russ.)].

3. Hematopoietic Stem Cell Transplantation. A Handbook for Clinicians.

Edit by Wingard J.R., Gastineau D.A., Leather H.L. BPharm, Snyder E., 10.

FACP MD, FCAP. 2nd edition. Maryland: AABB, 2015. 970 p.

4. Tpunaes C.B., [TaBnosa W.E., Cemenosa H.}O. OtnenbHbie aceKTh
TPpaHCIUIAHTAlIUU TEMOIIOOTHYIECKNUX CTBOJIOBBIX KJIETOK OHKOI€MaTOJIO-
rudeckuM 60sbHbIM (ekuust). Bectruk remaronornun 2015;X1(3):1-20.
[Gritsaev SV., Pavlova I.E., Semenova N.Yu. Selected aspects of hemato-
poietic stem cell transplantation in oncohematological patients (lecture).

Vestnik gematologii = Hematology Bulletin 2015;X1(3):1-20. (In Russ)]. 12

5. Tlon B.IIL., PykaBunsin O.A. AjtoreHHas TpaHCIUIAHTALMSI TEMOMOATH-
YECKUX CTBOJIOBBIX KJIETOK: IIEPCIEKTUBBI M aJIbTEPHATHBbI, COOCTBEH-

HBIH onbIT. Poccuiickuii )kypHal A1€TCKOM reMaToI0rMi ¥ OHKOJIOTHH 13.

2017; 4:46-69. doi: 10.17650/2311-1267-2017-4-2-46-69. [Pop V.P,,
Rukavitsyn O.A. Allogeneic hematopoietic stem cell transplantation:
perspectives and alternatives, own experience. Rossijskij zhurnal detskoj
gematologii i onkologii = Russian Journal of Pediatric Hematology and
Oncology 2017;4:46—-69. (In Russ.)].

6. Cksopuosa [0.B., lllenuxosa JI.H., Mskosa H.B., Busiuyes D.P.,
Konosainos JI.M., Adpamos J1.C., Macuan M.A., Ckopoborarosa E.B.,
Pymsuues A.I., Macuan A.A. Jlumdonaabie HEOIIa3uH OCIIE aJJIO-
TCHHBIX TpchnnaHTaunﬁ TCMOIIO3TUYCCKHUX CTBOJIOBBIX KJICTOK.

Ciry4aii pa3BUTHS BTOPHYHOI JInM(poMbl X0KKHHA, TUPhepeHu- 14.

aJbHAs THATHOCTHKA C MOCTTPAHCIUTAHTAIHOHHBIM TuMdonponude-
paruBHBIM 3a00neBanneM. Oukoremaronorus 2017;12(2):54—-61.

doi: 10.17650/1818-8346-2017-12-2-54-61. [Skvortsova Yu.V.,
Shelikhova L.N., Myakova N.V., Biyachuev E.R., Konovalov D.M.,

Crarbg noctynuia B penakuuio: 01.11.2020. IMpunsTa B nevats: 12.11.2020.

11

Abramov D.S., Maschan M.A., Skorobogatova E.V., Rumyantsev A.G.,
Maschan A.A. Lymphoid neoplasia after allogeneic hematopoietic
stem cell transplantation. A case of secondary Hodgkin’s

lymphoma, differential diagnosis with post-transplant
lymphoproliferative disease. Onkogematologiya = Oncohematology
2017;1 (2):54-61. (In Russ.)].

HLA Alleles Numbers [Electronic resource]:
http://hla.alleles.org/nomenclature/stats.html (appeal date 05.11.2020).

. WMDA Database. [Electronic resource]: https://share wmda.info/display/

WMDAREG/Database#/ (appeal date 04.11.2020).

Evseeva I., Foeken L., Madrigal A. The Role of Unrelated Donor
Registries in HSCT. In: The EBMT Handbook. Hematopoietic Stem Cell
Transplantation and Cellular Therapies. Eds. E. Carreras, C. Dufour,

M. Mohty, N. Kroger. Switzerland: Springer Nature, 2019. P. 19-25.

Hacenenne Poccut: 9iCIEHHOCTD, TUHAMUKA, CTATHCTHKA [ DMEKTPOHHBII
pecypc]: http://www:.statdata.ru/russia (nara o6pamenns 05.11.2020).
[Population of Russia: number, dynamics, statistics [Electronic resource]:
http:/lwww.statdata.ru/russia (appeal date 04.11.2020). (In Russ.)].

Excoffier L., Slatkin M. Maximum-likelihood estimation of molecular
haplotype frequencies in a diploid population. Mol Biol Evol
1995;12(5):921-7. doi: 10.1093/oxfordjournals.molbev.a040269.

Excoffier L., Laval G., Schneider S. Arlequin (version 3.0): An integrated
software package for population genetics data analysis. Evolutionary
Bioinformatics Online 2005;1:47-50.

BonapipeBa M.H., I'ycbkoBa 1. A., Borarosa O.B., Slnkesuy T.D., Xpomo-
Ba H.A., Teraxo O.B., AmpamenTosa JL.A., Myx M.B., Jlyoosa H.A.,
Tannuesa JIJIL., ITozneesa O.C., bananosckas E.B., Anekcees JLII.
HLA-renetnueckoe pasHooopasue Hacenenus Poccun u CHI 11. Hapozsr
Esporeiickoii uactu. Ummyronorus 2006;4:198-202. [Boldyreva M.N.,
Guskova I.A., Bogatova OV, Yankevich T.E., Khromova N.A., Tegako OV.,
Ashramentova L.A., Ischuk M., Dubova N A.A., Ganicheva L.L.,
Pozdeeva O.S., Balanovskaya E.V., Alekseev L.P. HLA-genetic diversity
of the population of Russia and the CIS. 1. Peoples of the European part.
Immunologiya = Immunology 2006;4:198-202. (In Russ.)].

Tlozneesa O.C., bonasipeBa M.H., Slukesnu T.3., Anekcees JL.IT. I'enst
ructocoBMecTumocTH | kitacca B monyasiuu yamypros. IMMyHoOIOrHst
2014;2:60-3. [Pozdeeva O.S., Boldyreva M.N., Yankevich T.E.,

Alekseev L.P. Class I histocompatibility genes in the Udmurt population.
Immunologiya = Immunology 2014;2:60-3. (In Russ.)].

Article was received by the editorial staff: 01.11.2020. Accepted for publication: 12.11.2020.



Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJOTUU 2020 I I.

https://doi.org/10.21682/2311-1267-2020-7-4-43-47

(c9

BnudaHue Bbibopa chocoba nepuonepayuoHHoro o6e3bonusanus
Ha BO3MOKHOCMDb PaHHEro Hayana aHmMepanbHoOro numMaHug
KaK yacmu paHHed peabunumayuu
B IeMCKoll 1anapocKonuyecKoil OHKOXupypruu

O.A. Ileruna', H.B. Marunsn'-?
'OIBY «HMHUI] onkonoeuu um. H.H. baroxuna» Munzopaea Poccuu; Poccus, 115478, Mockea, Kawupckoe wocce, 23;
2PrAOY BO «PHUMY um. H.H. [Tupocosa» Mun3zdpasa Poccuu;
Poccus, 117997, Mockea, yr. Ocmposumsnosa, 1

Konmarxmmuvie oannvie: Onvea Anexceesna [lemuna o.a.petina@mail.ru

Beeodenue. Heobxooumocms obecneuenus nympumuenoii noddepicku (HII) y demeii ¢ onkonoeuueckumu 3a0601e6anuamu 56151emcs oouje-
npusHanHoil. Boavnvie ¢ npusHaxamu 6eaK080-3Hepeemu1eckoll HedoCmamo4HOCMU OMHOCAMCA K 2PYNNe PUCKA PA3GUMUSL OCAONCHEHUT
6 PaHHeM NOCAeONepautoOHHOM nepuode. SHAUUMeENbHYI) POLb 8 COONOeHUU NPOMOKOAA PAHHel peabuiumayus nocie onepayuu (early
rehabilitation after surgery, ERAS) uepaem cnocob nepuonepayuonnoeo obezdoaueanus. Kayoarvnas snudypasvras 610Kaoa seisemcs
Hauboaee WUpoKo UCnoAb3yeMoil pecUOHAPHOU MemoOuKoil 06e300ausanus y demeil, NO360As0Uell HAYAMb PAHHEee SHMEPAAbHOe NUMAHUe
(2I1) u npedomepamums passumue NOCAEONEPAYUOHHO0 Nape3a JicenydouHo-kumeunoeo mpakma (XKKT).

Ileab uccaedosanus — oyenums s¢hexkmuerHocms MaKmuku 8bl00pa nepuonepayuoHHo20 00e3001U6aHUs 8 PaKypce 803MOICHOCIU PaH-
Heeo nauana DIl 'y demeil ¢ onkonamonoeuell, 8 nOCACONEPAYUOHHOM nepuode Nocae NPOBeOeHHbIX AaNapOCKONUYeCKUX OnepamueHbix
emeuiamenvcms, 6 ueasx npoguirakmuru napeza XKKT 6 couemanuu ¢ panneii akmugusayueil 601bHbIX.

Mamepuaaot u memooot. B uccaedosanue exniouenst 40 nayuenmos HUHU demckoii onkonoeuu u eemamonoeuu DI'BY «HMHUI onkonoeuu
um. H.H. baoxuna» Munzdpasa Poccuu, ASA I11—111, onepuposannsix ¢ 2017—2019 ee. no noody 310Kka4ecmaeHHbX 0nyxoaei OpruHO
nosocmu aanapockonuteckum memodom. B epynny KA (kaydanvnas anecem3sus) eouinu 23 pebenka, KOMopviM 6 pamMKax CO4emaHHou
aHecmesuu 8 Kauecmee pecuOHApHO20 KOMNOHEHMA NPUMEHANACh KayoarbHas snudypairvhHas 6aokada. B epynny konmpoas (OA) eowinu
17 demeii, komopbim npogoduaace obujas anecmesus. [lposeden ananus panneeo nocaeonepayuontoeo (1-e cymku) nepuooa. llocaeonepa-
yuonnas HII 3axniouanaces 6 ocyuwecmenenuu panneeo DI cmecamu Anvgpape® na ochoge eudpoauzama 6eaxa MoaoHHOU Cbl8OpomKU (0451
demelii 6 éoszpacme do 1 coda) u Ilenmamen® FOnuop na ocHoge 2udpoau308anHoeo beaka MoAOHHOU cbleopomKu (045 demeil 6 8o3pacme
om 1 2o0a do 10 aem). Pacuem obsema DI evinonnsicsa ucxoos u3z koasuuwecmsa karopuii Ha 1 ke maccol mena. Hauunaiu aewebnoe numa-
Hue ¢ 00semo8, cocmasasrouux 1/2—2/3 om paccuumannoeo, danee ygeauuusaiu 06sem 00 He00X00UMO20 N0 NEPeHOCUMOCMU NAUUeHMA.
Pesyavmamot. DII y demeii 6 epynne KA nookaiouanu ¢ 4,7+ 0,54. B epynne OA DIy 10 (59 %) nayuenmos nodxarouunu yepes 204 nocae
OKOHYAHUS ONePamusHo20 emeuamenscmea. Y 5 demeii pazeuincs eacmpocmas, 045 paspeulenis Komopo2o nompeboeanoch npogederue
MeduKamenmosnoi cmumyaauuu desmenvhocmu KKT.

Bbieodvt. Dmo uccaedosanue demoncmpupyem, umo 8 yca08usx 3¢hgeKmuHoll HellpoakcuarbHoll 640Kadvl 8 NepuonepaulioHHOM nepuoode
yoaemces MakcumanvHo pano Havamos DI, cHuicas yacmomy nocaeonepayuoHHo20 nape3a KUueHHUKa npu AanapocKkonu4ecKux onepa-
MUBHBIX 8MEUamenbCmeax.
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Jas yumupoeanus: [lemuna O.A., Mamunsn H.B. Bausnue evibopa cnocoba nepuonepayuoHHo2o 00e3004U8anus Ha 803MOICHOCMb PAH-
Heeo Ha4ana dHMepaNbHo20 NUMAHUS KAK 4acmu panHeil peabuiumayuu 6 0emckoil 1anapocKonu4eckoll onkoxupypeuu. Poccuiickuii
Jcypran demckoti eemamonoeuu u onkonoeuu 2020;7(4):43—7.

Influence of the choice of the method of perioperative analgesia on the possibility of early initiation
of enteral nutrition as part of early rehabilitation in pediatric laparoscopic oncosurgery

O.A. Petina’, N.V. Matinyan®?

!Research Institute of Pediatric Oncology and Hematology of N.N. Blokhin National Medical Research Centre of Oncology,
Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia; *N.I. Pirogov Russian National Research Medical
University, Ministry of Health of Russia; 1 Ostrovityanova St., Moscow, 117997, Russia

Introduction. The need to perform nutritional support for children with cancer is widely recognized. The body of a child suffering from
a malignant tumor needs additional amounts of energy and plastic substrates. Patients with signs of protein-energy insufficiency are at risk
of developing complications in the early postoperative period. A significant role in compliance with early rehabilitation after surgery (ERAS)
protocol is played by the method of perioperative analgesia. Caudal epidural block is the most widely used regional method of analgesia in
children, allowing to start earlier enteral nutrition and prevent the development of postoperative paresis of the gastrointestinal tract (GIT),
thereby speeding up the recovery of patients after surgery. In this study, we evaluated the effectiveness and safety of early enteral nutrition
tactics in oncology children, in the postoperative period during laparoscopic surgical interventions, in order to prevent gastrointestinal paresis
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in combination with early activation of patients. In the present study, we evaluated the effectiveness of the tactics of choosing perioperative
analgesia from the perspective of the possibility of early initiation of enteral nutrition in children with oncopathology, in the postoperative
period after laparoscopic surgical interventions, in order to prevent paresis of the gastrointestinal tract in combination with early activation
of patients.

Materials and methods. The study included 40 patients of the research Institute of Children’s Oncology and Hematology of the Russian
Ministry of health, ASA 1111, operated in 2017—2019 for malignant abdominal tumors by laparoscopic method. Patients were divided into
2 groups randomly. The CB group included 23 children who were treated with caudal epidural block as a regional component of combined
anesthesia (CB group, n = 23). The control group-GA included 17 children who underwent General anesthesia (group GA, n = 17).The
analysis of the early postoperative period (day 1) was performed. Postoperative nutritional support was performed to prevent gastrointestinal
paresis in combination with early activation of patients and consisted of early (from day 1 after surgery) enteral nutrition. We used a therapeutic
mixture of Alfaré® based on whey protein hydrolysate (for children under 1 year) and Peptamen® Junior based on hydrolyzed whey protein,
a complete balanced dry mix (for children from 1 year to 10 years). The volume of enteral nutrition was calculated based on the number of
calories per kg of body weight. We started therapeutic nutrition with volumes of 1/2—2/3 of the calculated volume and increased the volume
to the required patient tolerance.

Results. Enteral nutrition in children in the CB group was connected from 4.7 £ 0.5 hours. In the GA group, enteral nutrition was switched
on in 10 (59 %) patients 20 hours after the end of surgery. 5 children developed gastrostasis, which required medication to stimulate the
gastrointestinal tract.

Conclusions. This study demonstrates that in the conditions of effective neuroaxial blockade in the perioperative period, it is possible to start
enteral nutrition as early as possible, reducing to a minimum the frequency of postoperative intestinal paresis during laparoscopic surgical
interventions, contributing to early and rapid recovery of patients.

Key words: cpediatric oncology, nutritional support, caudal block, enteral nutrition, laparoscopic operations
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BBenenue

IMoucku 3¢ GEeKTUBHBIX METOAOB JIeUeHUsT OOJbHBIX
XUPYPruueckoro npocuisi, CTpeMjieHUe CHU3UTh PUCKU
MoceonepalMOHHbBIX OCJIOXHEHUM, COKpPaTUTh CPOKU
npeObIBaHUS B CTallMOHape MPUBEIU K (POPMUPOBAHUIO
KOHLENUUU paHHell peaduIMTaluy TMOocjie orepaluuu
(early rehabilitation after surgery, ERAS). Ilpotokon
ERAS — coBpeMeHHBII, MYJBTUMOJAIbHBIN Mepuornepa-
LIMOHHBIN MOJAXOMA K JICUSHUIO XUPYPIrMUYECKUX OOJIbHBIX.
IMonoxurenbHble pe3yabTaThl BHEAPEHUs] KOHUEMUMWU

ERAS B Xxupypruueckyro TMpakTUKy OOYCIOBIMBAIOT
HE0OXOAMMOCTh MOAEPHU3ALNY TPATULIMOHHOTO MOIXO0-
Jla K OKazaHUIo xupyprudyeckoit momoiu [1]. B mocnen-
HUEe TOoAbl MWUHMMAJBbHO WHBa3WBHAs XUPYPrUsl craja
CTAaHIAPTOM TIPU TPOBEICHWUM Pa3INYHBIX OIeparuii
y IeTeld, B TOM YHcJie U B OHKOXUpypruu. [1penmymecrsa-
MM JIAapOCKOMMYECKUX BMEIIATEILCTB TIPU Pa3IMIHBIX
3JI0KQYe€CTBEHHBIX HOBOOOPA30BaHUSIX OPIOIIHOM I10JIO-
CTHU y JeTeii SIBJISTIOTCS COKpAllleHUe BPeMEeHH MOCJIeorne-
pPalMOHHON MOOMJIM3alMM, paHHEee Havyajlo KOpMJICHMUSI,
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a TakXe COKpallleHWe BpPEeMEHM Tiepen IOCeayIolei
cnenuduueckoir Tepanueit [2]. OcymecTBieHue 0e3-
ormacHoii M 3(M@GEKTUBHOM HYTPUTUBHON MOMIEPKKNA
(HIT) mist meteit, MpoXomsIIIUX JeUeHUE OHKOJIOTUYECKUX
3a00yieBaHUI, TPU3HAHO BaXKHOI YaCThIO KOMITJIEKCHOTO
nonxona K tepanuu [3]. PanHssa nepopanbHas ruapaTa-
LM U BOCCTaHOBJIEHUE 3HTepasbHOro nurtaHus (DI)
SIBJITIOTCS BaXHBIMM MOMEHTaMU B BOCCTaHOBJICHUU
(GYHKIIMM CUCTEMBbI MUIIIEBAPEHUs] U MOAAEePKAaHUS HOP-
MOBOJIEMUMH U aJIcKBaTHOTO 0OMeHa BellecTB [4].

MarepuaJibl 1 METOIBI

JuzailH ucciegoBaHUS — IIPOCHEKTUBHOE, paH-
JIOMU3UPOBAHHOE KOHTPOJIMPYEMOE, OIHOLIEHTPOBOE
ucciaenoBanue. IlpoBeneH aHaiu3 paHHETO IOCJEOIe-
panmoHHoro (1-e cytku) nmepuona cpenu 40 MalMeHTOB,
¢yHkumoHanabHoe coctossHue ASA II-III, omepupo-
BaHHBIX B 2017—2019 I mo moBomy 370Ka4eCTBEHHBIX
omyxoyieidi OpIOLIHOM MOJOCTU  JIAalTapOCKOMMYECKUM
MmetonoM B HUMUM merckoit oHKOMOrMM M TeMaTOJIOTUM
HMMII onkonoruu um. H.H. bnoxuna. bonbHbie ObLIN
pa3neneHbl Ha 2 TPYMIIbl CAydaiiHBIM oOpa3om. B rpyrm-
my kaymanpbHOi aHecte3uu (KA) Bomwm 23 pebeHKa,
y KOTOPBIX B paMKax COYETAaHHOI aHEeCTe3MU B KayeCTBE
pPEerMOHapHOro KOMIIOHEHTa IpHMMEHSIach KayldalabHasl
snuaypanbHas Oomokamga. B rpynme KA B xauecTBe amb-
foBaHTa npuMeHsii MopbuH y 10 (43,5 %) naimeHTOB,
npomenon —y 13 (56,5 %).

B rpynmny OA Bouinu 17 geteit, KOTOpbIM TPOBOAMIIACH
obmasg aHecte3us. OO0IIas aHecTe3us OblIa MHAYLMPOBA-
Ha ceBodIypaHoM (OBICTpast MHAYKIIMS ), dajiee BBOAUIICS
¢denranun B mosze 0,002—0,005 MKr/Kr BHYTPUBEHHO.
IMocne BBeneHus pokyponusi 6pomuaa 0,6 MIr/Kr BBIITOJ-
HSUIM MHTYOAIUIO TPaxeu C MOCISAYIOIIUM IIPOBeACHUEM
IMHEBMOIIPOTEKTUBHOM  MCKYCCTBEHHOM  BEHTUJISILIMU
nerkux. IlogmepxaHue aHeCTe3MU BO BCeX CIydasix Mpo-
BOJIMJIM UHTAISIIIMOHHO ceBodypaHoM (1 MUHMMaIbHasS
aJIbBEOJIIPHAS] KOHLICHTPALIMS).

B Ta6n. 1 u 2 npeacrasiaeHsl AeMorpadguyeckue, 01uo-
METpPUYECKUE NaHHbIC MAlLlMEHTOB, a TaKXe IPOIOJIKM-
TEJIbHOCTh XUPYPru4eCKOro BMeIIaTeIbCTRa.

IIpoBeneH aHaau3 paHHEro IOCICONEePALIMIOHHOTO
(1-e cyrkm) niepuona. ITocneonepammonnas HIT 3akiio-
yajach B ocyuecTBieHun paHnHero D11 cmecsamu Anbda-
pe® Ha OCHOBE I'MIPOJIM3aTa OGeJIKa MOJIOYHOM CHIBOPOTKHU
(ms meteii B Bodpacre 1o 1 roga) u [lenramen® FOHnop Ha
OCHOBE IT'MJIPOJIM30BaHHOIO OeIKa MOJIOUYHOM ChIBOPOTKU
(ns meteli B Bo3pacte oT 1 roga no 10 s1er). Pacuet o6beMa
DI BBIMOJIHSICS UCXOAS U3 KOTMYECTBA KaJopuii Ha 1 Kr
Macchl Teja. CorlacHO METOIMYECKUM PeKOMEHIALMSIM
MP 2.3.1.2432-08 «Hopwmbl (pusnonornuyeckux morpeod-
HOCTEI B 9HEPTUHU U ITUILEBBIX BELIECTBAX IS Pa3IMYHbIX
rpynit HaceaeHust Poccuiickoit @enepaiin», BBEAEHHBIM
B neficrBue B 2008 ., teyeOHOE MUTAaHWE HAYMHAJIU C 00b-
€MOB, COCTaBJIONINX 1/2—2/3 OT pacCUYUTAaHHOTO, Hajee
IMOCTENIEHHO YBEJIMYMBAIM O0OBEM 10 HEOOXOIMMOTO IO
IePEHOCHMOCTH HalleHTA.

Tabmma 1. Pacnpedenenue 6oavHbIX nO 803pacmy, pocmy, macce mena
u daumensHocmu onepayuu

Table 1. Distribution of patients by age, height, body weight and duration
of surgery

Manvuuru/desouxu (6ceeo)

Boys/girls (total) 18/5(29 1077(17)
Bospacr, roast

Age, years

Macca tena, Kr

Body weight, kg

JUTMTEIbHOCTD OTIepaLni,

MWH 150 (120; 180)
Duration of surgery, min

2(1;4) 4 (15 6)

13 (10; 17) 16 (9; 19)

130 (120; 160)

Tabmma 2. Pacnpedesenue  604bHBIX — HO

emeutamenbcmeda

muny  onepamueHoco

Table 2. Distribution of patients by type of surgical intervention

Pezexuust meueHun

2(8,7 —
Liver resection (E5)
ARDCHAIOKTOMHL 7(30,4%) 3(17,6 %)
Adrenalectomy
VYnaneHue onyxoJu 3a0pIOIIMHHOTO
13 (76,5

MPOCTPAHCTBA 10 (43,5 %)

) %)
Removal of retroperitoneal tumor
Buorcust o6pazoBaHust OPIOITHOM IMTOJOCTH 4174%) 1(59%)

Biopsy of an abdominal mass
|

151 00pabOTKM MaTeprajia BIICTISUTH CIICTYIOIIIE STAITHI:

1. McxomnbIit (IpW MOCTYIUICHUM ITalleHTa B Taja-
Ty OTHEJCHMWS peaHMMAallMd YW WHTCHCHBHOM Teparmu
(OPHT)).

2. BpeMst BBeZicHMST 1 YCBOCHMST BOMIBI per 0S.

3. Bpems BBeneHust u ycoeHus D11 cMechio (MeTomOM
sipfeeding-TiepopayibHOTO TIpHeMa XKUIKWX ITUTaTeIbHBIX
cMeceit yepe3 TpyOOUKy WJIM OYeHb MaJleHbKMMM TJIOT-
Kamu). DbGEeKTUBHOCTb METOIA OLICHUBAIACh IO TAKUM
KpUTEpUSIM, KaK BOZHMKHOBCHHUE ITOCIICOIIePAIMOHHBIX
TorHOTHI 1 pBOTHI (ITOTP), racTpocTasza, Bpems mosiBie-
HUS CaMOCTOSITEJTEHOTO CTyJIa ¥ COKpallleHre 00beMa BHY-
TPUBEHHOI MH(Y3UU B ITOCICONCPALIMIOHHOM TICPHOJIC.

CraTuCTUYECKYI0 00padOTKY TIOJYYEHHBIX MaHHBIX
MPOBOAWIN C HWCIIOJB30BAaHWEM IIAKETOB ITPUKIIATHBIX
porpaMM JUIsT cTaTUCTMYecKoro aHanm3a Excel m SPSS
16.0 (SPSS, Yukaro, Unnunoiic, CIIA). ITpumeHsuiach
oIMcaTeIbHasl CTaTUCTHKA, TaKasi KaK cpeaHee 3HaUCHHE,
CTaHIAapTHOE OTKJIOHEHME M TIPOLIeHT. JIJIsI HemmapaMeTpu-
YeCKMX JaHHBIX BEIYUCIISIA MeauaHy 1 25-i1 u 75-i mep-
neHTuan. CpaBHCHHME KOJWYCCTBEHHBIX MaHHBIX MEXIY
IBYMSI TPYNIIaMH TIPOBOAWIN C TIOMOIIBIO KPUTEPUS
CTplofeHTa UISI HOPMAJIbHO pacIpeneieHHBIX TaHHBIX
U Kputepus MaHHa—YUTHM NpU HeIllapaMeTpUUYECKOM
pacrpeneIeHU JaHHbIX. Pa3HuUIly MexXny cpaBHUBacMBbI-
MU BEJIMIMHAMU CIUTAIN J0cTOBepHOM T1pu p < 0,05.
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PesyabraTsl

B Ta6:1. 3 oTpaxkeHbl KpUTEpUU OLIEHKU 3P PEKTUBHO-
ctu panHero OI1 B rpynmax KA n OA.
Tabmua 3. Kpumepuu ouenxu sgpgpexkmuernocmu panreeo 311 ¢ epynnax KA
uOA
Table 3. Criteria for assessing the effectiveness of the early in the group of CB
and GA

IToka3arenn
Parameter
Bpewmst BBeieHUST BOIbI

Ipynna KA, M + SD Tpymna OA, M + SD
Group CB, M+ SD  Group GA, M + SD

peros, 4
Time of introducing water
peros, h

Bpewmst Hauana OI1, a
Time to start enteral
feeding, h

[NosiBnenue camoctosi-

3,2+ 0,9* 7,6 £2,7*

5,5+ 1,29* 20,3 + 5,58*

TEJILHOTO CTyJIa, 4 11,7 £ 1,5* 22,9 £6,3*
Self defecation, h

Yacrora [TOTP, % ot

TPYIIITBI

Frequency of postoperative 0 59
nausea and vomiting, % of
the group

Yacrota ractpocrasa, %
OT IPYIIITbI

Frequency of

gastrostasis, % of the group
O6beM nHOY3MOHHOI
Teparnuu, MJI/Kr/4

The volume of infusion
therapy, ml/kg/h

5,4 8,8

IIpumeuanue. M — cpednee 3nauenue, SD — cmandapmuoe omxaoHeHue;
* — om MomeHma nepesooa u3 onepayuoHHoLL.

Note. M — mean, SD — standard deviation; * — from the moment of
transfer from the operating room.

IMouts pereit B rpynmne KA HaumHanu cpasy mocie
IMOJTHOTO MPOOYyXKAeHUs, B cpeaHeMm uepe3 3,2 + 0,9 u.
B rpynme OA B cBsI3M ¢ mocieorepalliOHHBIM Mape30M
KenmynouHo-kuieyHoro Tpakta (KKT) u ITOTP nouts
yaaBaJloCh HaYaTh JIMILb Yepe3 7,6 & 2,7 4. ToLIHOTHI U PBO-
ThI HA Y OIHOTO IauyeHTa B rpynmne KA He oTMe4asioch.

OI1 y pereit B rpynne KA naumnanm ¢ 4,7 = 0,5 4.
B rpymnie OA ero ynanochk Hadath auib y 2 (11,8 %) nanu-
€HTOB Yepe3 8 4 1ocie OKOHYAaHUsI OIepaTUBHOrO BMeEIIa-
TenbeTBa. Y 10 (59 %) GonbHbIx DI1 moakIrounIn yepes
20 9 mocjie OKOHYaHUs OIepaTHBHOIO BMeEIIaTEIbCTBA
B cBs13U ¢ jutnTenbHoit [TOTP.

[MosiBieHME CAMOCTOSTEILHOIO CTYJIa OTMEUYEHO Y BCeX
nereit u3 rpynnsl KA B cpoku ot 12,7 £ 1,5 4 mocne nx
nepeBoga B najgaty OPUT. [TosgBreHne caMoCTOSITETbHO-
ro CTyja y nanueHToB rpyrnbl OA OTMEYEHO B CPOKU OT
25,3 £ 2,2 y mocne ux nepeBoja B rmagaty OPUT.

TOIIHOTHI ¥ PBOTHI HU Y OJHOIO IALIMEHTa B TPYIIIe
KA ne ormevanock. B rpynme OA pnurenbHas [TOTP
Habmonanachk y 10 (59 %) GOJIBHBIX.

¥ 5(29,4 %) nereii B rpynne OA pa3BUICsS racTpocTas,
JUISL pa3pelleHrst KOTOPOro IoTpe6oBaloch MPOBeIeHUE
MEIUKaMEHTO3HOMI CTUMYJISIInU aessteabHocTr 2KKT.

IlepnonepanyonHas WHGY3UMOHHAS Tepamnusl IIpo-
Boaunach B rpymnmne KA B oobeme 5,4 (4—9,3) mu/Kr/u,
B rpymme OA — 8,8 (7—13) ma/kr/4. [1pu 3TOM UHTECH-
CHUBHOCTD nuype3a B rpynne KA cocraBuna 2,5 (1,8; 3,3)
mJ/kr/4, a B rpymie OA — 1,8 (1,6; 2,2) mu1/Kr/4.

Oo0cyxneHne

Texnonorus Fast Track-xupypruu («0bICTPOTO IyTH»)
n ERAS nmonpasymeBaloT ycKOpeHUe pa3IMYHbIX 3TaIrloB
JIe4eOHOro Ipoliecca M pPaHHIOW peadMIMTAIIMIO ITOCTIe
omepauuu. [lombop MeTOZOB aHECTe3MH, MUHUMAJb-
HO WHBAa3MBHBIX CIIOCOOOB OIEPATUBHOIO JICUEHMUS,
OINTUMAJILHOTO KOHTPOJISI OOJIM M aKTUBHOTO ITOCJIEOIIe-
pPallIMOHHOTO BOCCTAHOBJCHMSI (B TOM 4YHCIE paHHHE
nepopajbHOe NMuUTaHue U MoOwnusauus) B Fast Track-
XUPYPTUM YMEHBIIIAET CTPECCOBBIC PeaKUU U TUCHYHK-
LIMIO OPTraHOB, 3HAYMTEJIbHO COKpaIlllasi BpeMsl, Heo0Xo0-
JIMMOE JUISI TIOJIHOTO BOCCTAHOBJICHUS |5, 6].

OI1 (Tepanus) — KOMIUJIEKC MEpPONPUITHIA, HaIlpaB-
JICHHBIX Ha oOecreuyeHue CTPYKTYPHOM IIeJIOCTHOCTHU
¥ ONTUMM3ALUIO TOIU(PYHKIMOHAIBHON AeITeIbHOCTH
KKT u, mpexae Bcero, TOHKOM KHUILIKKM KakK LIEHTPalb-
HOTO TroMeocTasupyloliero opraHa. IlepBoodepemHoit
sagaveir HIT gBnseTcss coxpaHHOCTh MOTOPHOM aKTUB-
HOCTH TIMIIEBAPUTEIbHON CHUCTeMBI. YTpaTa KUIIEUHU-
KOM MOTOPHO-3BaKyaTOPHON OYHKIIMKA HEeMEIJeHHO
BJICYET 332 CO0OI BOCXOMSIIYI0 MUTPALIUI0 MUKPODIOPHI
TOJICTOM KMILIKWA U U30BITOUHYIO OaKTepUadbHYHO KOJIO-
HU3ALMIO BCell TOHKON KUIIKW. DTO MPUBOIUT K yCUJIe-
HHUIO TIPOLIECCOB OpPOKEHUS M Ta3000pa30BaHUS, Najlb-
HEHIlIeMy TITOBBIIICHUIO BHYTPUIIPOCBETHOIO IaBJICHUS
W PACTSKCHUIO KUIIIEYHOM CTEHKHU, YTO COMTPOBOXKIAETCS
MUKPOIMPKYISATOPHBIMU HAPYIIEHUSIMU U ASCTPYKIIEH
SIUTETMOLIMTOB CIU3UCTOM KuleuHrKa. [Tpodunakruka
¥ MUHUMM3AIYs TTOCIACACTBUIL pa3BUBAIOIIMXCS CTPYK-
TypHO-(yHKIIMOHaNbHEIX HapyiieHuit 2KKT B paHHUit
IOCTarpeCCUBHBIA II€PUOA, M, IMPEXIE BCEro, OCTPOM
KUILIEYHON HEAOCTATOYHOCTA U COINPSXKEHHBIM C HEH
BBICOKMM DPHUCKOM DPa3BUTHUSI SHTEPOTEHHO OOYCIOBJICH-
HBIX MTH(GEKIIMOHHBIX OCTIOXKHEHU I, CHCTEMHOI BOCITAIM -
TEJIbHOM peaKMU U IMOJUOPraHHON HEAOCTATOYHOCTU —
OCHOBHas 1IeJib paHHEW OJHTepalbHOW Tepanuu [7].
M3BecTHO, 4TO paHHEe IOC/IEeONepalMOHHOE KOPMIIE-
HUE CBsSI3aHO ¢ 0oJiee KOPOTKOM MPOAOKUTEIHLHOCThIO
npeObIBaHUS B CTallMOHApe M CHMXXEHUEM 4YacTOTHI
MOBTOPHBIX TocruTanu3anuii [8§]. OcoOeHHO BaKHBIM
9TO MPEACTAaBIsSICTCS Yy JHeTell ¢ OHKOJOTHYECKUMU
3aboseBaHUsIMU. Ha MOMEHT IOCTaHOBKM IMarHo3a,
MO0 JAaHHBIM TIPOBEIECHHBIX MCCAeAOBaHUM, y 5—8 %
JeTeil B pa3BUTHIX U 8—60 % B pa3BUBAIOIIMXCS CTpaHaX
HaOmogaeTcss neULUT MUTAHUS Ha OCHOBE HMHIEKca
Macchl Teja. Ilpu TpoBeneHUM MMOJMXUMHUOTEpPATUU
yacToTa HeJoedaHus Bo3pacTaeT yepes 60 et 1o 47 %,
YTO MOAYEPKHUBAET HEOOXOAMMOCTb Kak MOXHO 0OoJiee
paHHero Hauvama OIl B mocieonepallMOHHBIN Tepu-
on [9]. OmHoit u3 HamboJsiee (PU3MOJOTUUYHBIX (DOPM
HII asnsgercsa DI1. Ha coBpemenHom stane DI umeer
MHOTO BO3MOXHOCTE M Yy JeTeil, u y B3pociubiX. [Ipu
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HCIOJIb30BAHUM IIPOMBIIUICHHBIX IUTATEIbHBIX CME-
ceii, cOaJlaHCUPOBAHHBIX II0 OCHOBHBIM HYyTpHUEHTaM
(6esIKM, KUPbl U yIJIeBOIbI), BATAMUHAM UM MUKPO3JIe-
MeHTaM, yiydiiaercss ¢pyHKumsa u crpykrypa KKT —
YBEIMYMBAIOTCS ME3EHTEPUATbHbINA 1 IIEYEHOUYHBII KPO-
BOTOKH, IIPEIOTBPAIACTCSl ITOBPEXACHUE CIU3UCTOMI
000JI0YKM KMIICYHMKA, TMOHMXAETCsS PUCK MHGEKIIM-
OHHBIX OCJIOXHEHUI. B oTiMuMe OT mapeHTepaJlbHOIO
nutanus npu D11 nydine ocyiiecTBasieTcs NoaaepKaHue
CTPYKTYpHOI M (yHKUMOHanbHO uHTerpanun KKT,
€My CBOMCTBEHHbI TeXHMYECKasl IPOCTOTa M Oe3omac-
HOCTb, (PU3NOJOTUYHOCTh U I(PPEKTUBHOCTh UCITOJIb-
30BaHMSI HYTPUTUBHBIX CyOCTpaTOB, yMEHBIIEHUE
renaToOMJIMapHbIX OCHOXHEHUM, yaydlIeHHe MCXO0Ia
n cHmXeHue croumoctu JjedeHus [10]. B rpynme KA
yXe 4yepe3 4 4 1mociie TpoOyKAeHUS BCe NEeTH, HAaXOmIsi-
1IMecsl Ha TPYJAHOM BCKapMJIMBAaHUMU, MOJIYYUTIU €TO per
0S Y YCBOWJIM IIMTaHue, AeTy GoJjiee CTaplliero Bo3pacra
ObUIM HAKOPMJIEHBI TaKUMU CMeCIMM, Kak Ajbdape®

(metu B Bo3pacte 10 12 mecsiieB) u [enrameH® JIxxyHIOD
(metu B Bo3pacte oT 1 roma). Beioop ouromepHbIX cMeceit
ObUT OOYCIOBJIEH MX OMOJIOTUUYECKON MOJTHOLIEHHOCTHIO,
0oJiee HU3KOM OCMOJISIIBHOCTBIO U JIy4lliei BCachbIBAa€MO-
CThIO, a TaKXe TeM, UTO IUIOXasl MEPEeHOCUMOCTh ITOJIH-
MEPHBIX CMeCel MOXKeT HaOJII01aThCs Y 1100011 KaTeropuu
OONILHBIX B paHHeM mocrtarpeccuBHoM mnepuoae. [TOTP
u nape3 XKKT Hu y ogHoro nanuenTa u3 rpynmnbl KA He
OTMEYaINCh, YTO MO3BOJUJIO COKPATUTh BpeMs MOCIIEO-
MepaloHHON MOOWIN3AIIUY, a TAKXKE YMEHBIIUTH CPOKU
nepen MOCIeaYIONINM CIIeIIMaa3POBaHHBIM JICUCHUEM.

3akinouenue

DTO HccnenoBaHue JEMOHCTPUPYET, YTO OCHOBHBIMU
KOMITOHEHTaMM, OKa3bIBaIOIIMMM HauOOJIbIlIee BIUSHUE
Ha CPOKU IOCJIeONepallMOHHON MOOUIN3alluK TIpU Jiara-
POCKOMMYECKUX ONEPaTUBHBLIX BMEIIATEeNIbCTBAX, SIBIISI-
IOTCSl aJIeKBaTHOE IocJieolepaliMioHHOe 00e3001MBaHUe
(kaymanpHas 6J0Kana) ¥ paHHee Havyaio OI1.
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MpuMumuBHaa MUKCOUAHAA MEe3eHXUManbHas onyXxonb MNajfeHues.
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Konmaxmnote dannvte: Banepus Anopeesna @ouenkosa valeria fochenkova@gmail.com

ITlpumumuenas mMukcouonas me3eHxumanrvHas onyxons maadenyes (IIMMOM) — aepeccusnas onyxoab ¢ 8biCOKOU YaACMOMOU A0KANbHBIX
peuuousos, pedKum omoaieHHbIM Memacmaszuposanuem, HA0Xum Omeemom Ha XUmMUomepanu.

TIMMOM seasemcs pedKoii MACKOMKAHHOU CAPKOMOIL Nepe020 200a JHCU3HU, Gbl0eAeHHOU U3 2DYNNbL UHGaHmuabHbx udpocapkom (UD)
u muoguoépobracmuneckux onyxonei. Ona omauvaemcs om Opyeux onyxoaeil KAUHUMECKUM MeHeHUueM, MOpPhoaocuHecKumy Hepmamu
U 6 nepayio ouepeds MOAEKYASAPHO-eeHemuteckumu usmenenuamu. ns UD xapaxmepna nepecmpoiika eena ETV6-NTRK3, ne evisnsnse-
mas Hu'y o0Hoeo nayuenma ¢ [IMMOM. Y 6oavubix ITMMOM o6uapyscena enympennss mandemuasn dynauxauus BCOR (BCOR ITD),
Komopas no3eoasem bloeaums 0aHHy onyxoas uz epynnsi HP.

B Hacmosauee epems He onpedenenvl eOutble N00X00bl K Ae4eHuto Imoil onyxoau. PaduxkaivHoe xupypeuveckoe yoaierue s18451emcs npeo-
noumumenvrvim memooom mepanuu. BCOR ITD cayscum mepanesmuueckoii muuieHvr0. B Hacmosuee pems udem nouck mapeemHlx
npenapamos, Komopule, 03M0JICHO, peuiam npoonemy reverus [IMMOM.

Karoueesvie caoea: demu, npumumueHas MUKCOUOHAs Me3eHXUMAAbHASL ONYX0Ab MAAOeHYe8, MaeKomKkanHble capkombl, BCOR, demckas
OHK0N02US
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Primitive myxoid mesenchymal tumor of infancy. Review of literature
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Primitive myxoid mesenchymal tumor of infancy (PMMTI) is an aggressive tumor with a high rate of local recurrence, rare metastasis and
poor response to chemotherapy.

PMMTI is a rare soft-tissue sarcoma that preferentially affects infants. It is isolated from the group of infantile fibrosarcomas or myofibroblastic
tumors. PMMTI differs from other tumors in the clinical course, morphological features and primarily molecular genetic changes.
ETV6-NTRK3 gene fusion is characteristic of infantile fibrosarcomas. However, it is not detected in patients with PMMTI. BCOR ITD had
been described in patients with PMMTI and it allowed to define this tumor from the group of infantile fibrosarcomas.

Unified treatment approaches have not been identified for this tumor yet. Radical surgical removal is preferred treatment. BCOR ITD
is a target. Nowadays search for targeted drugs is ongoing and it could help to solve the problem of PMMTI treatment.

Key words: children, primitive myxoid mesenchymal tumor of infancy, soft-tissue sarcoma, BCOR, pediatric oncology
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Bgenenue

MSITKOTKaHHBIE CAPKOMBI IO YaCTOTE BCTPEUAEMOCTH
3aHMMAIOT 5-€ MEeCTO Cpeau BCeX OITyXOJiell JIETCKOro
Bo3pacTta. DTO Ype3BbIUAHO IeTeporeHHasi Tpyrra omy-
XOJIeil, cpeny KOTOPBIX Yallle BCero BCTpedaeTcsl pabio-
muocapkoma [1].

CapkoMbl MSITKMX TKaHEl y JeTeld epBoro roua Xu3-
HU TIPEJCTABIISIIOT CO00i1 0COOYIO TPYTIITY, OTIIMYAOIILYIOCS
00JIBLIMM pa3HOOOpa3rMeM rMCTOJIOTMYECKUX BapUaHTOB,
KJIMHUYECKUM TEUYEHUEM, CTEeIeHbI0 3JI0Ka4eCTBEHHO-
CTU M MpOorHo3oM. CaMbIMU YacCTbIMU MSTKOTKaHHBIMU
CcapKoOMaMU MJIQJICHIIEB SIBJISIIOTCS 9MOpHUOHAIbHasT pad-
JomMuocapkoMa, WHbaHTwIbHas ¢dudpocapkoma (D)
u HenudbepeHIMpoBaHHas capkoma [2].

B teuenue mociaennux 10 jer HaMETWICS 3aMETHBIN
MPOTPecc B MOJIEKYJISIPHO-TEeHETUUECKUX MCCIIeTOBAHMSIX
MPU MITKOTKAHHBIX CapKOMax, YTO TPUBEJIO K BbIIEJe-
HUIO HOBBIX HO30JIOTUYECKMX I'PYIIII.

[MpuMuTUBHAS MMKCOWTHAs Me3eHXUMaJbHasl OITy-
xojb MaaaeHueB (IIMMOM) — aTo peakasi OMyXoJib,
Brepsble onucaHHas B 2006 . R. Alaggio et al. [3]. Ho
5TOr0 BpPEMEHM OHa paccMmaTpvBajach KakK BapuaHT

HenuddepeHIIMPOBaHHOW capKoMBbl, Mo3aHee Kak WD,
Nmes mopdonornyeckre, HUMMYHOTUCTOXUMUUYECKUE
U KJIMHUYECKUE OCOOEHHOCTH, OTJINYAIOIIMECS OT APYTUX
onyxouieii, TMMOM nonyunna HazBanue UD-nionooHO
ontyxoau [4]. IMMOM umeeT npomMeKyTOUHbI OMOJOrU-
YECKUI MOTeHLUAN, XapaKTepU3yeTCsl BBICOKOI 4acTOTOM
JIOKQJIBHBIX PELIUANBOB U HU3KUM MHIEKCOM OTIAJIE€HHOTO
MeTacTa3upoBaHusi, B TO Bpemsi Kak D — omyxob HU3-
KOl cTerneHu 3j1oKkayecTBeHHoOCTH [1, 5]. TIporHos 3aboJe-
Banust [IMMOM 3HauuTenbHO XyXe, yeM rpu D [6].
MuKpoCcKONMUYECKHU: HeOITacTUYecKasi TKaHb C MHBA-
3UBHBIM XapakTepoM pOCTa, MOCTpoeHa U3 AU(dY3HbIX
MoJiel MEeJIKUX MPUMUTUBHBIX OBAJIBHBIX U BEPETECHOBU/I -
HBIX KJIETOK, PACTIOJOXEHHBIX CPEAU MUKCOUTHOTO MEX-
KJIETOYHOTO BEIIECTBa, C HAJIUYMEM MHOTOYUCIEHHBIX
TOHKOCTEHHBIX BETBSILLIUXCS KPOBEHOCHBIX cocynoB. Kie-
TOYHOCTb BapbUPYET, 0YArOBO MOTYT OTMEYaThCsl YUYaCTKU
HOIYJISIPHOTO W MYYKOBOTO CTPOEHUSI, a TakKXkKe MeJKue
KHUCTO3HbIE MOJOCTU 0e3 BhICTWIKU (puc. 1-3). Knetku
OMyXOJW C YHUMDOPMHBIMU TUIEPXPOMHBIMU SIApaMu
C MEJKOIUCIIEPCHBIM XPOMATUHOM, 0€3 BbIpaXXEHHbBIX
SIIPBIIIEK W BapuadeJbHbIM KOJIWYECTBOM Cj1ab0303u-
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Puc. 1. Tkano onyxoau HepagHomepHOU KAEMOYHOCMU, ¢ 04A208biM (hop-
MUPOBAHUEM MUKPOKUCMO3HbIX cmpykmyp. OKpacka 2emamoxcuiuHom
u 203uHoMm, X 40

Fig. 1. Tumor tissue of uneven cellularity, with focal formation of microcystic
structures. Stained with hematoxylin and eosin, x 40

Puc. 2. Kiemku pacnonodcenvt MeaKumu Ry4Kamu cpeou MUKCOUOHOO
MampuKca, 6U3yaruUpYIOmcs. MHOOYUCACHHbIE MOHKOCMEHHble Gemesi-
wuecs KpogeHocHvle cocyosl. OKpacka 2eMamoKcuaunom u 203unom, % 100

Fig. 2. The cells are located in small bundles among the myxoid matrix,
numerous thin-walled branching blood vessels are visualized. Stained with
hematoxylin and eosin, x 100

HO(MUIBHOI, a B YaCTU KJIETOK — BaKyOJIM3MPOBAHHOM
uToruia3mel (puc. 4) [3, 7].

[Tpu UMMYHOTHCTOXMMUYECKOM HCCIEIOBAaHUN KIIET-
KU OIyXOJIM HE AEMOHCTPUPYIOT CelU(bUIECKOTr0 UMy-
HO(hEHOTUIIa, OTHAKO, KaK MPaBUJIO, B HUX ONPEaeIsieTCs
skcnpeccus BumeHtHa, CD56, CD117, NGFR, nuknu-
Ha D1, TLEI, SATB2 (puc. 5). Peakuusi ¢ Mmapkepamu
SHAOTEIMAIbHON, MBIIIEYHOU, (udpodIaCTUIECKH-
MUOoGUOPOOIACTUYECKOM, IMUTEINAIBHON, HEHpOHAaIb-
Hoit muddepeHuupoku (CD34, Desmin, Myogenin,
MyoDI1, SMA, Calponin, S100, Lmo2, Beta-catenin,
PanCK, EMA, CD68, CD99, GFAP) Bcerna HeraTuBHasl.
YpoBeHb nponudepaTuBHON aKTUBHOCTH IO 9KCIPECCUU
Ki-67 no 15—-20 %.

B 2016 r. B xxypHaze “The American Journal of Surgical
Pathology” 6bu1a ony0IMKOBaHa paboTa TPYMITbl YYEHBIX,
B KOTOPOI MPU MOJIEKYJIIPHO-TEHETUUYECKOM MCClIe10Ba-
Huu [IMMOM o6HapyxkeHa myrtauus BCOR-ITD (BHy-

Puc. 3. Yuacmok eunokaemourozo cmpoenus, 6epemeHo8uoHble U 0mpoc -
uamele 31eMeHmMbl ONYXO0AU PACHOA0ICEHbI Heynopsdouento. Okpacka cema-
MOKCUAUHOM U 03UHOM, X 200

Fig. 3. The site of the hypocellular structure, the fusiform and processional elements
of the tumor are located irregularly. Stained with hematoxylin and eosin, X 200

Puc. 4. Knemku onyxoau eepemenogudnoii u 060udHot gopmol, ¢ 6azopuib-
HoLMU A0PaAMU ¢ MeAKOOUCHEPCHbIM XPOMAMUHOM U CAA00I03UHOPUABHOL
YUMONAA3MOIL € HAAUYUEM UHMPAUUMONAAZMAMUYECKUX BAKYOACH 8 Hacmu
Kaemok. OKpacka eemamoKcuAuHoM u 203unom, % 400

Fig. 4. Tumor cells are fusiform and ovoid, with basophilic nuclei with finely
dispersed chromatin and weakly eosinophilic cytoplasm with the presence of
intracytoplasmic vacuoles in some of the cells. Stained with hematoxylin and
eosin, x 400

TPEHHSISI TaHAEMHAasI TYTUIMKAIIWS), TaKWe XK€ TeHeTHYe-
CKME€ U3MEHEHMS ObLIM HaMIEeHbl TPU CBETJOKIETOYHOMI
capKoMe MOYKM M BbICOKO3JIOKAY€CTBEHHON HEUpoarnu-
TEIUAJTbHOM OITyXOJIMW LIEHTPAJIbHON HEPBHOM CHUCTEMBI.
DTH uccaenoBaHUs TIPOBOAMINCH Ha TPYIIIE TAIIMEHTOB
JIETCKOTo Bo3pacra [6, 8].

DNuUIeMNONIOTHIecKe TaHHBIE OTCYTCTBYIOT W3-3a
YpEe3BbIYAMHO HU3KOW YaCTOTHI BCTPEYAEMOCTU MAHHOU
onyxoau. Ha MoMeHT HanucaHusi 0030pa B JIMTEpaType
ormicanbl Bcero 30 cayyaeB [IMMOM [1, 5, 9]. JJokann-
3aLIMST OITYXOJIM MOXKET OBITh pa3nuaHoit. OImyOIMKOBaHbI
BapyUaHThl TMEPBUYHONM JIOKAIM3alMM B MSITKUX TKaHSIX
tynoBuma [1], koHeuHocteil [10], OpIOLIHOI TTIOJIO-
ctu [11], romoBsl [12], opoutsl [9] m mpyrux obmacTeii.
DTU OIMyX0Ju MMeIN pasHble pa3Mmepsl (oT 1 mo 15 cm),
Hepenko 0e3 yeTkux rpaHuil [1, 13, 14]. Bo Bcex cayyasx,
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a 7
Huknun D1 BumenTtun
Cyclin D1 Vimentin
6 el
TLEI SATB2

Puc. 5. Ummynogpenomun IIMMOM, % 200: a — sxcnpeccus yuxauna D1;
0 — skcnpeccus gumenmuna; 6 — sxcnpeccust TLE1; e — sxcnpeccuss SATB2

Fig. 5. Immunophenotype of PMMTI, x 200: a — expression of cyclin D1;
0 — vimentin expression; 6 — expression of TLE1; e — expression of SATB2

KpoMe 5, 3abojieBaHME OTMeYaJloch Yy JeTell Milajiie
1 rona, MearaHa Bo3pacTa coctaBuia 6,6 Mec (ot 0 10 36 Mec).

Tepanueit BbIOOpa TpU JaHHOM MATONOTUU SIBIISIETCS
MOJIHOE XUPYyPTUUECcKOoe yaajieHue oopa3oBaHus. Y mauu-
€HTOB C HeollepabeJbHBIMM OIYXOJISIMU JIydllasi CTpaTe-
TYs JIeUeHUSI 10 CUX TTop He onpeneneHa [1, 11].

MoueKyasipHble ACMEeKThl NMPUMHTHBHOW MHKCOMIHOIA
Me3eHXHMAJIbHOI OIyXO0.JIM MJIaJIeHIIeB

MonekynsipHo-reHeTn4ecKast nuarHoctuka Md Bpis-
BMJIa TeHeTUYeCcKue moioMku B Buae t(12;15)(p13;q25) [6].
XapaKTepHBIM MOJIEKYISIPHO-TEHETUYSCKUM MTPU3HAKOM
O gsasiercst cnustaue (fusion) 2 renos: ETV6 u NTRK.
Xumepubiii rparnckpunt ETV6- NTRK3BctpevaetcsiB90 %
cayyaeB D, npu BpoxkIeHHOU Me3001acTHOM Hepome
U CEeKPETOPHOI KapLIMHOME MOJIOYHOM XKeJie3bl. OgHaKko
B Ipyimie Tak HasbiBaeMbix M®D-1TOg0OHBIX OImyXoJieit
JIaHHOE FeHeTUYeCKOoe U3MEHEHNE He ObLI0 OOHApPYKEHO
HU B OJHOM ciay4ae (taou. 1) [6].

Kaxk ormeuanock Bbiie, B 2016 1. omyOJMKOBaHBI
JIaHHBIE 0 TeHeTnueckoit monomke BCOR-ITD, xotopas
ObL1a BBISIBJIeHA MeToAaMU (DJIyopeCclieHTHOM Tnopuamn3a-
LUK in Situ U TIOJIMMEPa3HOM LIEMHOU peakluyu ¢ oopat-
HOM TpaHCKpUILMeil y 6 u3 7 nccieayeMbIX MMalyieHTOB
¢ I[IMMOM u He oOHapyXeHa HU Yy OJHOTO OOJIbHOTO
c UMD [6, 8]. B mocnenyromux ucciaenopanusix BCOR-1TD
OIpeAeIISUICS METOIOM CEKBEHUPOBAHMSI HOBOTO MTOKOJIE-
Hus [5].

Takum obOpaszom, AeTaJbHOE M3yUyeHUE 3TOM OITyXOJu
C MCITOJIb30BaHUEM JOMOJHUTEIBHBIX METOIOB 1 HOBBIX
MOJIEKYISIPHO-TEHETUYECKUX HCCICIOBAaHUI ITO3BOJIM-
JIO yXe ¢ OosblIeil TOYHOCThIO BhIAEAUTE [IMMOM u3
o6uieit rpyrmsl UD.

Kax u3BecTHO, TymMOporeHe3 3aBUCHUT OT IOCJIEI0-
BaTeJbHO IIPUOOPETECHHBIX TEHHBIX MYyTalldii W/WIN
MoTepu OHKOCYIpeccopHoil (yHkuuu. HeanmekBaTHas
9KCIpeccusi KaK OHKOI'€HOB, TaK U OHKOCYIIPECCOPOB
MOXKET UTPaTh KIIOUYEBYIO POJIb B BOSHUKHOBEHUU 3JI0Ka-
YECTBEHHOTIO 3a00JIeBaHUS U €TI0 IIPOrPECCUN.

Ta6mma 1. Xapaxmepucmuxu [IMMOM u H® [6]
Table 1. Characteristics of PMMTI and IF [6]

| IIMMOM 1 Henena M:E;iie:;e_ + _
PMMTI 1 week X
Paraspinal
) IMIMMOM 9 MecsileB CniuHa o _
PMMTI 9 months Back
3 IIMMOM 8 MecsueB MI;I;?T:’QTC- . _
PMMTI &8 months .
Paraspinal
4 [IMMOM 13 mecanes MZ;Z‘?}?:C_ + _
PMMTI 13 months X
Paraspinal
5 IIMMOM 2 Mecdla CrynHs . _
PMMTI 2 months Foot
1 no 4 mecsina Ilneuo _ N
IF 4 months Upper arm
) no 6 MecsIieB Hora _ "
IF 6 months Leg
3 no 12 mecsiiieB Ilneyo _ o
IF 12 months Upper arm
4 no 7 MecALEeB lea _ "
IF 7 months Neck
5 o 5 Heneb Iles _ "
IF 5 week Neck
6 no 8 MecslLeB Pyka _ .
IF & months Arm
7 no 3 Mecsua Tpenruieune _ "
IF 3 months Forearm
g no 6 MecsI1eB Benpo _ "
IF 6 months Thigh
9 no 7 Hepnenb CrynHs _ .
IF 7 week Foot
10 no 5 Hepenb Kuctp _ .
IF 5 week Hand
1 no 9 Mecs1eB Tpenruieune _ .
IF 9 months Forearm

BCOR — reH, nokanu3oBaHHBINM Ha 10-if XxpoMocome
(pl1.4), saBasiercst KoperpeccopoM (MHTUMOUpPYET BKC-
npeccuto TeHoB) TeHa BLC6, KOTOPBIiI B HOPMAaJIbHBIX
YCJIOBUSIX OTBEYAET 3a MpoayKuumio 6eaka BLC6 [15, 16].

IlomoGHbIe reHeTHYecKre W3MEHEHMST ObLIM Takxke
OTMEYEHBI Y 3 U3 4 MallMEHTOB CO CBETJIOKJIETOYHOI cap-
KOMOI TTOUKM U Yy 9 13 22 601bHBIX ¢ HeaubbepeHIu-
POBaHHOI MEJKOKJIETOUYHOI capKoOMOMi. ABTOPBI TakKe
HazbiBatoT [IMMOM B03MOXHOI MATKOTKAHHOM BepCcu-
el CBETJIOKJIETOYHOM capKOMBI TTOYKH [§].

T. Santiago et al. B cBoeit paboTe MOATBEPXKIAIOT ITOT
(akT 1 ToBOpsIT 0 TOM, uTO BhIsiBieHue BCOR-ITD 1o3Bo-
et otnuddepenuposate [IMMOM ot U®D. B stom
uccaenoBaHuu y 17 uz 18 nauuenros ¢ [IMMOM ObL1a
BoIsiBiIeHa BCOR-ITD, vn y omHoro 6oisHOTO ¢ UMD oHa
He oOHapyxeHa. Takke aBTOPbI YIIOMMHAIOT O BO3MOX-
HOIl OMOJIOTMYECKOW pOJM TUMEPIKCIpeccuu Oenka
BCOR/BLC6 B 3THX peIKIX ME3¢HXUMAJIBHBIX OITyXOJIsiX [6].
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B Hacrosiiiee Bpems myranuss BCOR-ITD saBnsgetcs
OIHMM M3 IJIABHBIX KPUTEPUEB B IOCTAHOBKE AMArHo3a
[IMMOM u nuddepeHIINaTbHON TMAaTHOCTUKE C IPYTH-
MM OITYXOJISIMU.

Kimaugeckue nposiBieHust

B nHOCTpaHHOI1 TUTEepaType MBI HalIX naHHBIE 0 30
maryeHTax ¢ guariozom [IMMOM (Ta6i. 2).

CpenHuii  BO3pacT IIOCTAHOBKM JWarHo3a ObLI
6,6 Mecdla, MPUYEM Y 5 MaLIMEHTOB OITyXO0JIb OblIa THa-
THOCTMPOBaHAa B MECSTYHOM BO3pacTe 1 TOJIBKO Y 5 00JIb-
HBIX 3a0oyieBaHMEe MaHM@ecTUpoBajgo mociie 1 ropaa.
YacTora mopaxkeHusl MaJbUMKOB U I€BOYEK OblLIa Omu-
HaKOBOM.

Knuaunyeckue mposiBieHUsT 3a001eBaHUS y TallMeH-
ToB ¢ [IMMOM 3aBucenu or JoKaIu3allMu U pa3Mepa
omnyxoiu. Jlokaau3auu TMepBUYHOTO MOPAXKEHUs ObLIN
Ype3BbIYATHO Pa3HOOOPAa3HbI: MITKKME TKAaHU TYJIOBMIIA —
56 %, MATKIE TKaHU KOHEYHOCTeN — 24 %, MATKIE TKAaH!
e — 15 %, npouue nokanusanuu — 5 %. Cpenu onyxojeit
tysoBuia 40 % ObUIM JIOKAIM30BaHbI [TapaBepTeOpalIbHO,
WHBa3Msl IO3BOHOYHOTO KaHaja Oblja 3aperucTpupoBaHa
B 2 ciyyasx. DTU MalUEHThl UMEJIM HEBPOJOTMUECKUE
OCJIOKHEHMSI: Mape3 HIKHUX KOHEUYHOCTel, HapyIleHre
(GYHKIMKM Ta30BBIX OpraHoB [6]. OmucaHbl eIMHUYHBIE
cllydyad BOBJICUEHUSI MSTKUX TKaHEW OpOUTHI, TPyIHOM
KJIETKM, TBEPAOT0 Heba, KpecTLOBO-KOMYMKOBOM o0a-
ctu [7, 9, 20, 21]. Tpu mamueHTa MMeEIM OTHAJCHHBIC
MeETacTa3bl B TOJIOBHOM MO3I, CIIMHHOW MO3I, II€YEHb,
KOCTH, TuMbaTtndeckue y3isl [3, 6, 14].

B OonbIIMHCTBE ciiyyaeB oTMevascsi MH(PUIBTpaTHUB-
HBIII XapakTep pocTa, 4TO, IO-BUAMMOMY, U TIPUBEIO
K JIOKQJTbHOMY PELIMIMNBY.

IToaxompl K Jie4eHHIO W IPOTHOCTHYECKHE (DAKTOPBI

W3 npencraBiaeHHBIX B IUTepaType AaHHBIX 0 30 mauu-
eHTax cyapba 10 meTeil He U3BEeCTHA, JOCTYITHBI aHAIM3Y
ncropuu 6ose3Hu 20 60IbHBIX [6].

CemHannath 13 20 MauMeHTOB MOJYYUIU XUPYPIU-
YyecKoe JieueHue B |- TMHUM Tepanuu, 2 ObLIN MPOOoIie-
pUpOBaHbl U TMOJYYMIM ambloBaHTHYIO XT, 1 OoibHOI
C MeTacTaTu4ecKoii (hOpMOit TTOJYUYMIT TOJBKO XMMUOTE-
pareBTUYECKOE JICUCHHE.

JIBa manmeHTa IOCJe OIlepallid He HMMEIM MaKpo-
U MUKPOCKOIMYECKM OCTAaTOYHOM OITyXOJU M KUBHI,
nepuoj HabmoaeHus coctaBui 18 u 24 mec. CeMb 00JIb-
HBIX HMMEJIM MUKPOCKOIMYECKHA OCTAaTOYHYIO OITyXOJIb,
6 13 HUX KMBBI O3 NTPU3HAKOB 3a0oJieBaHus, 1 ymMep oT
nporpeccupoBaHus. [1Th maliMeHTOB UMEIU MaKPOCKO-
MMUYECKU OCTATOYHYIO OITyXOJib, 3 M3 HUX XXHUBBI C OCTa-
TOYHOM omyxoibio. ONMH MallMeHT ¢ TTopaXeHUeM TBep-
noro Heba mepBuYHO moaydand XT, oTBeTa Ha KOTOPYIO
HE 3aperucTpMpOBaHO, 3aTeM ABaXKAbl ObUT OMEPUPOBAH
U K1B 0€3 OCTaTOYHOI OITyXOJIH.

XT B 1-ii tMHUM Tepanuu OblIa TIpUMEHEHa TOJBKO
y 3 13 20 maumueHToB, HO BO 2-i1 M 3-i1 TUHUSIX LIUTOCTA-
TUYECKOE JICUeHNEe MCIOJIb30BaJIOCh 3HAYNTEIBLHO Yallle.
OCHOBHBIMM XMMMOTEPANEBTUUCCKUMM TpernapaTamu

ObUIM BMHKPHUCTUH, IIUKIODOChaH, aKTMHOMMIMH D,
ndocdamua, TonorekaH, fokcopyournH. OTBeT Ha mep-
BUYHYIO XT ObUT MUHUMAJbHBIM, JYYIIUN OTBET UMEIN
MalMeHThI, TTOJIyYaBIIe TOKCOPYOUILIMH B MOHOPEKUME
WM B KOMOMHALIMHU C IPYTUMHU TIpenapatamu [5].

IIpu aHanu3e pe3yabTaToOB JICUCHUS MPEACTaBICHHOMN
TPYIIIBl CTAHOBUTCSI OYEBMIHBIM, UTO XMPYPTAYECKUI
METOJ JICUCHUS SIBJIIETCSI OCHOBHBIM M PaIMKaJIbHOCTh
orepalny oIpeaessaeT MporHo3 3aboneBaHust. K coxa-
JICHUIO, B JAHHOM I'PyIIIIe OTMEYEH HEBBICOKUI MPOLIEHT
paguKaidbHBIX omnepauuii. Ilo-BuaumMomy, 3TO CBsSI3aHO
C MHOWIBTPATUBHBIM POCTOM OITYXOJIH.

XT B 1enoM 6nU1a Mato3(hGEKTUBHOM, OTHAKO HaM-
oonblieil 3(P(PEKTUBHOCTHIO OTIUYAIMCh KOMOMHALIMU
LIUTOCTAaTUKOB, CONIEPKAIIMX JOKCOPYOUILIUH [5, 21].

JlokanwHas JIT mpoBomuiack 2 maiMeHTaM B ITOCTIe-
orepaliMoOHHOM Tiepuone B mo3e o 59,4 Ip [11, 14].
¥V onHoro u3 Hux yepe3 30 Mec BO3HUK MECTHBIN peLu-
IUB 3a0oJieBaHUSI B OOJIy4eHHOU obmacTtu. Iucromoru-
YecKoe HCClIeIOBaHME PELMIMBHON OIYyXOJIM IOKa3aao
tpanchopMmaruio [IMMOM B HenubbepeHITMPOBAHHYIO
capkoMmy. B oTimume OT mEepBUYHOI T'MCTOJIOTMYECKOI
KapTUHBI OITyXOJb MMeJa BHICOKYIO KJIETOYHOCTb, BBICO-
KMIA MUTOTUYECKMU MHIEKC (mo 12 MUTO30B), MHIEKC
npomdepauun (Ki-67) 40 %. Ponp JIT B 3T0ii TpaHCc-
dopManuu gBnseTcs aucKyradenbHoit [14]. TlpoBectu
OoJiee meTalbHBIN aHAIM3 XapaKTepa U o0beMa JIieueHMUs
9TUX IMAIMEHTOB HE TPEACTABISICTCS BO3MOXHBIM M3-3a
HenocraTka nHdopMaluu. B HacTosiee BpeMsi TJIaBHBIM
MPOTHOCTUYECKUM (DaKTOPOM SIBJISIETCS XapaKTep orepa-
TUBHOTO BMeIIIaTeIbCTBA.

B anammsupyemoit rpymme MOJeKyJIsSpHO-TeHeThYe-
ckoe uccienoBanue c¢ omnpeneneHuemM BCOR-ITD 6buio
BBITIOJIHEHO TONBKO y 14 u3 20 maumenTtoB. B 13 u3 14
cayyaeB BCOR-ITD 6bu1 110J0XUTENbHBIM. [laHHOE TeHe-
TUYECKOE COOBITUE SIBISIETCS TJIaBHBIM TMArHOCTUYECKUM
MapKepOM.

BoiBoasl

B nactosiee Bpems [IMMOM BhifeneHa B OTOCb-
HYIO HO30JIOTMYECKYIO TPYIIY MSTKOTKAHHBIX CapKOM,
Omaromapss OCOOEHHOCTSIM KJIMHUYECKOIO TEYECHMS,
MOP(OJOTUYECKUM, MMMYHOTMCTOXUMHUYECKUM XapakK-
TEPUCTUKAM U B MEPBYIO OYEPEIb MOJIEKYISIPHO-TEHETHU -
YEeCKMM U3MEHEHUSM, a MMEHHO — HAJIWMYHUI0O MYyTalluu
BCOR-ITD.

Comarmyeckre mytauuu BCOR BBISIBIEHBI BO MHOTHX
OIYXOJICBBIX MOATPYMIaX. XMMEepHbIE TPAHCKPHUIITHI OOHA-
PYXEHBI B TAKMX PEIKUX OIYXOJISIX, KaK HeauphepeHLIMPOo-
BaHHas KpYITHOKJIETOYHasl capkoma mitaaeHies, [IMMOM,
CBETJIOKJICTOUHAsI capKoMa ITOYKH, BBICOKO3JIOKAYECTBEH-
HBIC HEUPOANUTEIMAIBHBIC OIYXOJIM LIEHTPAILHON HEPB-
Hoi1 cucteMbl. Takke n3meHeHust B reHe BCOR Obliu onpe-
JIeJIEHBI B psiae TMMbOIpoIrdepaTUBHBIX 3a00I€BaHMIA.

Iny6okue 3HaHUS PYHKIIMOHAJBHOM POJIM Pa3TUYHBIX
W3MEHEHU, CBI3aHHbIX ¢ TeHOM BCOR, B omyxoJsix u3
ME3eHXMMAaJIbHBIX, TE€MOIIO3TUYECKUX, HeWpOosMnuTe -
aJbHBIX KJIETOK ITO3BOJISIIOT YCTAHOBUTH ITYyTHM OHKOTE-
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Ta6muma 2. Xapaxmepucmuxu I[IMMOM u H® [6] (hauano)
Table 2. Characteristics of PMMTI and IF [6] (beginning)

10

11

12

14

15

16

17

18

19

20

21

22

23

2

N

R. Alaggio,
2006 [3]

R. Alaggio,
2006 [3]
R. Alaggio,
2006 [3]
R. Alaggio,
2006 [3]

R. Alaggio,
2006 [3]

R. Alaggio,
2006 [3]
L. Muligan,
2011 [17]
J. Lam,
2010 [18]
Q. Gong,
2012 [19]

Q. Gong,
2012 [19]

T.C. Su,
2013 [12]

A. Saito,
2013 [20]

D.W. Cuthbertson,
2014 [7]
N.A. Cipriani,
2014 [10]

M.C. Guilbert,
2015 [14]

J.H. Foster,
2016 [21]
Y.C. Kao, 2016
[8]

Y.C. Kao, 2016
[8]

Y.C. Kao, 2016
[8]
Y.C. Kao, 2016
[8]
Y.C. Kao, 2016
[8]
S.L. Cramer,
2017 [11]
T. Santiago,
2018 [6]
T. Santiago,
2018 [6]

TpynHas KieTka, 1esi, X1BOT,

HoBoposkneHHBbIi CITMHHOMO3TOBOW KaHaJT
Newborn Chest, neck, abdomen, spinal
canal
HoBoposkneHHbIit Hanxmrounynas o6iacts
Newborn Supraclavicular region
2 Mecsila MHTpaBepTeOpaibHO
2 months Paraspinal
2 Mecsila TIpenruieune
2 months Forearm
1 mecsig Bezfpo
1 month Thigh
+ Mts
15 nHeit Toprans
15 days Larynx
8 mecsiiieB JlagoHHast MOBEPXHOCTh KUCTU
8 months Palmar surface of the hand
3 mMecsiLa CnuHa
3 months Back
S MecsiLeB Iles
5 months Neck
. TMosicHnyHO-KpecTHOBas
HoBopoxneHHbII
Newborn obsacth _
Dorsal-lumbar region
3 Mecdua Bostocucras 4acTb 1o10BbL
3 months Scalp
KpecTioBo-KonmunKoBas
19 mecsiuieB
19 months obaacte .
Sacrococcygeal region
3 rona Tsepnoe HeOO
3 years Hard palate
15 mecsuen Jlonbrkka
15 months Malleolus
7 MecsiLeB Les
7 months Neck
+ Mts
3 Mecsiia IpynHas crenka
3 months Chest wall
9 mecsitieB BpromHas crenka
9 months Abdominal wall
3a0pIolIMHHOE
6 Mecs1LEeB
6 months l'[pOCTpa..HCTBO
Retroperitoneum
10 mecsitieB BproniHas mojsoctb
10 months Abdominal cavity
4 Mecsa IMapaBepTeOpaibHO
4 months Paravertebral
1 ron Benpo
1 year Thigh
13 mecsieB CIMHHOMO3TOBOI KaHaI
13 months Spinal canal
14 nHeit WHTpaBepTeOpaibHO
14 days Paraspinal
9 MecsiLeB CniuHa
9 months Back

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

NA

Onepartyst
Surgery

Onepanus
Surgery
Onepanus
Surgery
Onepanus
Surgery
Omneparust, XT
Surgery, CT

Omnepanust, XT
Surgery, CT
Ornepanus
Surgery
Ornepauus
Surgery
Omneparyst
Surgery
Ornepanus
Surgery
Onepanus
Surgery
Onepanus
Surgery

Onepauus
Surgery
Omneparyst
Surgery
Onepartusi,
XT/AT
Surgery, CT/RT
Ornepanus
Surgery

NA

NA

NA
NA

NA

Omnepanus, JIT
Surgery, RT

NA

NA
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Ocra-
TOYHAsK
CMepThb OT cericrca
OTIYXO0JTb L .
. Dead with disease (sepsis)
Residual
disease
+ NA
NA NA
Bes npusHakoB 3a001eBaHuUs
No evidence of disease
+ Bbes npusHakoB 3a00s1eBaHus
No evidence of disease
" Kus c 3a0o1eBaHrEM
Alive with disease
+ Bbe3 npusHakoB 3a00s1eBaHuUs
No evidence of disease
Bbes npusHakoB 3a00s1eBaHus
No evidence of disease
+ Kug ¢ 3aboseBaHrEM
Alive with disease
+ NA
Be3 npusHakoB 3a001eBaHUs
No evidence of disease
Bbe3 npusHakoB 3a00s1eBaHuUs
No evidence of disease
+ Bes npusHakoB 3a001eBaHuUs
No evidence of disease v
bes npusHakoB 3a001eBaHus E
No evidence of disease =
®
o Kus ¢ 3aboseBaHrEM -
Alive with disease E
=
bes npusHakoB 3a00s1eBaHus ;
No evidence of disease ;
Kus c 3a0oneBaHrEM -~
+ ~
Alive with disease ~
NA NA
NA NA
NA NA
NA NA
. bes npusHakoB 3a00neBaHusA
No evidence of disease
NA NA
NA NA
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Ta6mma 2. Xapaxmepucmuxu [IMMOM u H® [6] (okonuanue)
Table 2. Characteristics of PMMTI and IF [6] (end)

T. Santiago, 8 MecsileB MHTpaBepTeOpaibHO
2018 [6] 8 months Paraspinal
2% T. Santiago, 13 mecsiueB MHTpaBepTeOpasibHO
2018 [6] 13 months Paraspinal
27 T. Santiago, 2 Mecsia Crona
2018 [6] 2 months Foot
)8 A.A. Saeed, 2 roma Hj;:()
2018 [13 2
[13] years + Mis
29 D. Chacon, 7 MecsiLieB ToHKMIT KUIIEYHUK
2018 [22] 7 month Small bowel
R.A. Hayes, Opbura
30 2020 [9] NA Orbite

+ NA NA NA
+ NA NA NA
+ NA NA NA
Omnepanus, XT
+
NA Surgery, CT NA
Onepanus
NA NA NA
Surgery
n Onepanus NA NA
Surgery

Ilpumenanue. NA — nem dannvix; Mts — memacmasvi; XT — xumuomepanus; JIT — ayueeas mepanus.

Note. NA — not available; Mts — metastasis; CT —

He3a MpU JaHHBIX 3aboyieBaHuUsIX. [MCTONOrMYEeCKU pas-
Hbl€ OMYXOJM MOIYT MMETb OAMHAKOBbIE F€HETUUECKUE
MOJIOMKM U HYXIAThCSl B OJMHAKOBBIX JIEYCOHBIX IOIXO0-
JIax C MCIOJIb30BaHMEM TaPreTHHIX MpernapaToB.

B Hacrosiiiee BpeMst UCIIOJIb3yeMble METO/bI JIeYeHUsI
IIMMOM gsnsiorcs Mano3(GGeKTUBHBIMM.

Kak #3BeCTHO, CEromHsl, COIIACHO BbISIBIEHHBIM
reHeTU4ecKnM ocobeHHOoCTsIM UMD, cexpeTopHast Kapiiu-
HOMa MOJIOUHOM KeJie3bl, Me300JIacTHast HeypoMa MOTYT
OBITh 00beaHEeHbI B rpyry N7TRK-TIO3UTUBHBIX OITyXO-
JIel U B MX JICYEHUU MOTYT UCIOJIb30BaThCSl MUHTUOUTOPHI
TUPO3UH-perienTopHoit kmHa3bl (TRK).

Takue e MoAX0abl MOTYT PACCMATPUBATLCS U B OTHO-
LIeHUM Apyrux rpynm omyxoieir — [IMMOM, Henud-

chemotherapy; RT — radiation therapy.

(epeHLIMPOBAHHON KPYITHOKJIETOYHOI CapKOMBI MJa-
JIEHIIEB W CBETJOKJIETOYHOU CapKOMBbI MOYKHU, UMEIOLIUX
BCOR-ITD.

Ecnu tapretHbIil Tpemapar cTaHET I MalMEHTOB
JNIOCTYIHOM oOMuLueil Tepanuud, TO OHMU AOJKHBI OymyT
JIUUTHCS OJMHAKOBO HE3aBMCUMO OT JIOKAJIU3alUUu
W TUCTOJOTMUECKOUW KapTWHBI OITyxXoju. B Hacrosiee
BpeMs mpernaparta Jjsl 5TO MUILEHU HET, HO MHOTOYMC-
JIEHHBIE MCCJIeAOBaHUST OOHaAeXUBaoT [6, 23].

Bbnaromapst ycmexaM MoJIEKyIIpHOI TeHETUKH, B YaCT-
HOCTH BBISIBJICHUIO CITeIIU(PUUISCKUX TeHETUIECKIX U3Me-
HEHUM B OMyXOJISIX M CO3JaHUIO TApreTHBIX MpernapaToB
K 3TUM MUIICHSM, BO3MOXHA TIEPCOHATU3ALINS Jedeo-
HBIX ITOAXOA0B.
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Iemodunusa — HaciaeacTBeHHOE 3a00JeBaHUE CBEp-
THIBaIOIIIEl CUCTEMBI KPOBU, BOSHUKAIOIIIEE B pe3yJIbTaTe
nedunuta dakropa cBeptoiBanus: VIII (FVIII) — remo-
¢unug A, IX (FIX) — remodpunus B [1].

Iemodunusa B BcTpevaercst mpumepHo y 1 u3 30 000
HOBOPOXIEHHBIX MaJTbYMKOB. Jl0oMsT 3TUX OOJBHBIX OT
00IIIero yuciia IMaldueHTOB ¢ TeMoMuareil cocTaBisIeT
npumepHo 20—25 %. Ho 30 % caydaeB 3aboJieBaHUS
SIBIISIIOTCST CIIOPAAMYECKUMU, T. €. OOYCJIOBIEHBI MyTa-
usMu de novo [2].

IeH, orBeTcTBeHHBIN 3a cuHTe3 FIX, pacrmonoxeH Ha
IUCTAILHOM OTpe3ke X-XpoMocoMbl — Xq27.1-q27.2,
T. €. pSIAOM C TE€HOM, KOIUPYIOIIMM CHUHTE3 Koary-
qsauuonHoro FVIII. OH 3HauuTeIbHO MEHBINIE T'eHa
aHTUTeMO(MUIBHOTIO TJIOOYIMHA U COAEPXKUT 8§ SK30HOB
u 7 UHTPOHOB. BriepBble HYKJIEOTHMIHAS ITOCJIEAOBA-
teapbHOcTh MPHK rena F9 Obla omydankoBaHa B 1984 1.
D.S. Anson et al. [2]. Cunre3 FIX:C ocymecTBisieT-
cg B remarouuTax M 3aBucuT oT BuTamuHa K. ITocie
CHHTE3a MOJIeKyJia MOJABEPraeTcsi MHTEHCUBHON MOIu-
(hukanuy B remarouuMTax, KOTOpasi BKJIOYAET y-Kap-
OokcuwiMpoBaHUe, [B-KapOOKCWJIMPOBaHUE, YAalleHue
PRE- u PRO-nientunos, cyisdaraiuio, hochopuanpo-
BaHHUe, AobaBieHue KapOokcuruapatoB. Bce mepeunc-
JICHHBbIE OMOXMMUUYECKHUE IpeoOpa3oBaHMUsSI MOJICKYJIbI
FIX:C cnocoOCTBYIOT YCUJIEHUIO KOATyJSILMOHHBIX
CBOICTB 3TOTO IPOTEMHA ITOCJIe CUHTE3a.

B kxpoBu koarynsamuonnsiii FIX:C HaxonuTcst B Bujie
OHOILICTIOUEYHOIo IpodepMeHTa, KOTOPBIM aKTUBU-
pyeTcsl mMocyie OTAEJeHUs] aKTUBAIlMOHHOIO TMeNTUIA.
IMocnequmnii otnensiercss ot monekyabl FIX:C mocne pac-
LIETUICHUsI 2 MENTUIHBIX CBSI3eil aKTMBUPOBAHHBIM KOa-
ryassuoHHbIM FXI, a Takske yepe3 akTUBALIMIO BHEIITHETO
ITyTHU KOATYJISIIUY KOMILIEKCOM aKTUBUPOBAHHOTO Koary-
nsumonHoro FVII u tkaneBoro ¢akropa. [Tocne aktuBa-
1y KoaryasiiuoHHbIi FIX yuacTByeT B 00pa3oBaHUM Tak
Ha3bIBA€MOTI'0 BHYTPEHHETO TEHA3HOT'O KOMIUIEKCa U CIT0-
COOCH OCYIIECTBIISITh CBOE OCHOBHOE (DPU3MOJIOTMIECKOE
MpeaHa3HauYeHue, T. €. aKTUBUPOBATh APYTYIO CEPUHOBYIO
npoteasy — pakrop Crioapra—IIpayapa [2].

B Hacrosiee BpeMsi M3BECTHO OOJIBIIOE YMCIO pas-
JIMYHBIX TEHETUYECKUX HapYIIeHUi, KOTOpbIe BEIyT
K HemoctaTouHoctu KoaryiasuunonHoro FIX. Crhenyer
OTMETUTD, YTO JAJEKO HE BCE MyTallliM BeAyT K (hOPMUPO-
BaHUIO KJIacCHMYeCcKoro (heHOoTUura reMopuainm, BcTpeva-
I0TCS 1 OecCUMIITOMHBIE aHOManuu. Kpome Toro, umeer-
Cs1 pSII TeHETUYECKUX HapYIIEHUH, TIPeapacioiaraloimx
K Pa3BUTUIO TATOJIOTMU, 3HAYMTEIBHO OTIMYAIOIIeiics
OT TUIMYHBIX KJIMHUYECKMX IIPOSIBICHUM TeMOMDUINN.
K momo6HBIM MyTalIMsSIM ClieIyeT OTHECTH JeHIeHOBCKYIO
reMoWINIO, a TaKXKe ceJleKTUBHYI0 Aernpeccuio FIX mpu
JIeUeHUM HETIPSIMBIMU aHTUKOAryJIssHTamu [2, 3].

B psanme cnyuyaeB BcTpeuyaeTcsl TaK Ha3bIBaeMBblil Jieii-
JIEHOBCKUI1 BapuaHT remoduiuu B, mpu KoTopoM 3TOT
KOaryJISSHMOHHBIM (haKTOp CYIIECTBEHHO CHMKEH IIpU
pPOXIEHUU U B JeTcTBe, HO K 10—15 rogam ero ypoBeHb
MOBBIIIACTCSI, @ Y B3POCHBIX COAEPXKAHUE 3TOTO Koary-
JISIAOHHOTO (PakTopa B KPOBU OJIM3KO K HOPMAaJbHBIM

3HayeHusIM. CuuTaeTcsi, YTO IPUYMHOM 3TOro BapuaHTa
MaTOJIOTMU SIBJISICTCSl HapylleHWe TOPMOHAIbHOM pery-
JILUUA 9KCIIPECCUM TIeHa, OTBETCTBEHHOIO 3a CHUHTE3
koaryasgunonHoro FIX. OnmHoii M3 BO3MOXHBIX TTPUYUH
3TOTO PEryJISITOPHOIO HapyIUIEHWSI HA3bIBAIOT MYTAlUIO
G>A B Hykieorune 6, oOHapyxeHHylo B 1988
J.B. Fahner et al. [2]. A. Tjarnlund-Wolf yka3biBaeT, 4yTo
aKcIpeccus reHa FIX 3aBUCUT OT CTENEHU NeCTPYKLIUMU
HNF-4 (hepatocyte nuclear factor — 4) — Ttecrocre-
poH-uyBcTBUTENbHOTO (pparmeHTa JIHK, ocymecTBis-
[o1Iero KoHTpoab npoaykuuu FIX y 3mopoBbIX MHAWBU-
IyymoB [3].

VY NaLMeHTOB ¢ MyTaLIUSIMU, BEAYLIUMU K U3MEHEHUIO
AMUHOKMCJIOTHOIM  IOCJIEOBATEIbHOCTH — IPOIENTHIA
(ALA-10), HabmogaeTcsa HopMaibHOe comepxkaHue FIX,
HO IIPpY Ha3HAYCHUM HEIIPSIMBIX aHTUKOATYJISIHTOB Y TAKHUX
OOJILHBIX OBICTPO pa3BUBAIOTCS TJyOOKash JErpeccust
FIX:C u Tsxenble reMopparnueckue ociiokHeHus. [1pu
3TOM YpOBeHb KoaryusurnoHHoro FIX cHukaercs 1o 1 %,
a KOHLEHTpalus Ipyrux 3aBUcUMbIX oT ButamMmuHa K ak-
TOPOB KOAaryJsUMy HaxogutTcs B auarasoHe 20—40 %.
Y Takux naureHTOB BpeMsl KOAaryJIsiLiM IIPU OIIpeaeIeHUN
AKTUBHMPOBAHHOIO MapLUaJlbHOTO TPOMOOILIACTUHOBOIO
BpeMmeHu (AIITB) cymiecTBeHHO yIJIMHEHO, a TPOTPOM-
OMHOBOE BpeMsI B iepecyeTe Ha MEXAyHAPOIHOE HOpMa-
JIN30BAaHHOE OTHOIICHME HAXOMUTCsI B TePAIIEBTUYECKOM
nuariazoHe [2].

Kiaccudpukanus remopunaum B mo creneHu tsskectu
ocHoBaHa Ha onpeneneHuu aktuBHoctu FIX. Tpu Tsaxe-
JIoil hopMe 3a00J1eBaHUSI AKTUBHOCTD KOATYISIIIUOHHOTO
FIX cocraBnsier MeHee 1 %, ipu cpeaHETSKE10i1 (hopme —
1-5 %, npu nerkoii — 6osee 5%. CreneHb HapylleHUI
CBEPTHIBAHUS U TSKECTh KJIMHUYECKUX IIPOSIBJICHUIM TTpU
reMo(WINK 3aBUCAT, KaK MPaBUIIO, OT aKTUBHOCTU (pak-
TOpa B KPOBU, OHAKO B KJIIMHUYECKOM IIPAKTUKE HE BCerna
CYLIECTBYET MpsiMasi KOPPEJSILIUSI MEXIY J1ab0opaToOpHbI-
MU U KJIMHUYECKUMU (peHoTuIamu 3abosieBanusd [1, 3].
Oxko10 60—70 % Bcex IMarHOCTUPOBAHHBIX CJY4aeB reMO-
(unmu cocTaBISIOT TsKenbie (DOPMBI 3a00JIeBaHUs, IS
KOTOPBIX XapaKTepPHbl CIIOHTaHHbIE Ie€MOpparuyecKue
3MU301bl (IIPEUMYILIECTBEHHO TeMapTPO3bl M reMaTOMBbI
MSITKUX TKaHe# pa3TudHbIX JoKanu3auuii) [1, 4].

OCHOBHBIM METOJIOM JIieYeHUsS U TIPOGUIAKTUKUA
KPOBOTEUYEHUIA IIpU TeMOMWIMM SIBJISETCSI BBEICHUE
HeIocTalero (GakTopa CBepThIBAHUS KPOBU — Ie€MO-
TpaHcdy3noHHas Tepanus. [Ipoiioe crojeTre oTMeve-
HO CTPEMUTEJILHOM 3BOIONNEH B cpepe 3aMeCTUTENbHOMI
Teparuyu — OT BBEICHUSI CBEXEll KPOBU U €€ OCHOBHBIX
(pakumii (ogHOTpYMITHAS TUIa3Ma, KPUOTIPELIUITUTAT) 10
pa3paboTKU ¥ BHEAPEHUS B PYTMHHYIO IPAKTHKY IUIa3-
MaTUYECKMX, a 3aTeM U PEKOMOMHAHTHBIX IIperapaTroB
(bakTOpOB CBEPTHIBAHUST KPOBM.

IlepBuiit  pexomounHanTHblii  FVIII (rFVIII) O6b11
JuIeH3upoBaH B Havyane 1990-x romos, mepseiil rFIX —
B 1997t [5].

PexoMeHmauuy mo pexumy U A03¢ BBOAMMBIX KOH-
LIEHTPATOB (paKTOPOB CBEPTHIBAHMSI KPOBU OCHOBAHBI Ha
Moka3zarejsix (apMaKOKMHETUKU IIPerapaToB, B YaCTHO-
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CTU Ha Mepuojie MoayBbIBeAeHUs 0eakoB. [lepuon momy-
BeIBeneHUs: koHieHTpaTtoB FVIII cocraBmasier 8§8—12 u,
CO 3HAYMUTEJIbHOU WHAMBUAYAJIbHOI BapuaOelbHOCTbHIO
(6—24 y4), a konuentpaToB FIX — 18—24 4. lanHsle dap-
MaKOKMHETUYECKUE OCOOEHHOCTH OIPEAEIISIIOT PEKOMEH-
Ay TI0 PEeXMMY CTaHZAPTHOTO MPOMIIAKTUYECKOIO
JIeUeHUST: JJIs1 TIALMEHTOB ¢ TeModuianeit A peKoMeHI0-
BaHO BBeneHue 25—40 ME/Kr npenapaToB KOHIIEHTPaTOB
yepes3 NeHb Win 3 pa3a B HeIEeIo, Il MallMEHTOB C TeMO-
¢unueit B — 1-2 pasa B Hegeno 3, 6].

YacTble TOBTOPHBIE BHYTPUBEHHBIC MHBEKIIMU KOH-
LIEHTPaTOB (HaKTOPOB CBEPTHIBAHUSI KPOBU OOpPEMEHU-
TeJbHBI [JI1 TALIMEHTOB C 3aTPYAHEHHBIM BEHO3HBIM
JIOCTYTIOM, B CBSI3M C UeM pa3paboTKa M BHEAPEHUE B KIIHM-
HUYECKYIO TIPAKTUKY IperapaToB ¢ IIPOJOHTUPOBAHHBIM
MepUOIOM TTOTYBBIBEICHUS SIBISIOTCS aKTyaJIbHOM 3a1a-
Yyeil Ha COBPEMEHHOM 3Tarle.

OCHOBHBIMU TEXHOJIOTUSIMU MIJII YBEJIMUEHUSI TIEPHO-
J1a TIOJTyBBIBEIEHUSI (PaKTOPOB CBEPThIBAHMSI KDOBU B KPO-
BOTOKE SIBJISIFOTCSI METOAVKHU TIETUIMPOBAHUS U CIUSTHUS
(bbroxH-TexHOTOTHSA) [7].

[Tpu merwnmpoBaHUM pa3IWYHbBIC TI0 Macce 1 pa3Me-
paMm MoJekyabl nmonuatuneHrukoas (20 kDa, 40 kDa,
60kDa) npHMKpervisiioTcss K OIpeAeeHHBIM Yy4yacTKam
MOJIEKYJIbI (haKTopa CBEepPThIBaHUsI KPOBHU (CaMT-CIIeI-
¢uueckoe nerumnpoBaHue) [7].

IIpu nermnupoBanuu PEG-Monekyabl  co3gaioT
BOKPYI MCXOOHOMW MOJEKYIbl (hakTopa CBEpTHIBAHUS
KpOBU TUIPOPUIbHOE 00JIaKO, YTO MPUBOAUT K 3HAUM-
TEJbHOMY YBEJIMYCHMIO pa3MepOB MCXOMHOTO MPOTeUHa,
MPENSITCTBYS ero GUIbTpaliy MoYyKaMu |3, 6].

DbIOXXKH-TEXHOJIOTHS PEIIoaaraeT CIUSIHUE HMCXOJ-
HOI1 MOJIEKYJIbI (haKTOpa CBEPThIBAHUS KPOBU C MOJIEKY-
JIoil Oenka-HocuTens — anboymuHa unu Fc-gparmenTa
yesoBeueckoro nmmyHornooynuHa IgG [8]. O6a 6enka —
anpoymuH n Fc-dparMeHT MMMYHOTJIOOYIMHA — UMEIOT
JUTUTEIbHbIIA €CTECTBEHHBII IEePUOJ ITOJIYBbIBEICHUS —
1o 3 Hex |5, 6, 9]. B kpoBoToke anbOymuH u Fc-parmeHT
IgG npenoTBpallaioT Aerpagainio 0eJIKoB (PaKTOpoB CBEP-
THIBAaHMSI KPOBM, a TaKXKe O0CCIIEUMBAIOT UX IJTUTCIBHYIO
PELUPKYJISILINAIO 32 CYET CBSI3BIBAHUS C HEOHATaJIbHBIM
peuenrtopoM FcRn moHomuToB/MakpodaroB m 3HIOTe-
JmanbHbIX KJeToK [5, 10]. Fc-monekyna mocpeacTtBoM
MMMHOLIMTO3a 1/WIM SHIOLINTO3a 3aXBaThIBAETCSI MOHOIIU-
TaMM/MakpodaraMu 1 SHIOTEIUATbHBIMU KJIETKaMU, T
Fc-dparment coenunsercs ¢ FcRn, mocrossHHo mpucyt-
cTByloIIMM B 3HHocoMax. FcRn Tpancnoprupyer Fc-co-
JepKalliil TPOTerH 00paTHO B KPOBOTOK, MPEAOTBpaIias
TakKMM 00pa3oM ero Aerpajalyio JM30coMaMu. Takum
00pa3oM peanusyercs MeXaHM3M OTCPOYECHHOTO KJIHMPEH-
ca U yIJIMHEHUe Teprona (pyHKIMOHAIbHON aKTHUBHOCTU
(pakTOpa CBepTHIBaHUS KPOBU B KpoBOTOKE [10—12].

AnanornyHblii  FcRn-omocpenoBaHHBIE MexaHU3M
MPOJIOHTAIIUM TIEPUOMAA IOJYBBIBEACHUS KOATYJISIIMOH-
HBIX O€JIKOB peau3yeTcsl IPpU CIUSHUM MOJICKYJIbI (haK-
TOpa CBePThIBAHUS KPOBHU ¢ aiboymuHoM [10, 13].

JlaHHast TEXHOJOTMSI TapMOHMYHO «HaKJIaIbIBaeT-
CsI» HA €CTECTBEHHBINM XXMW3HEHHBIM LMK 3K30T€HHOIO

FIX: no 30—40 % BBOmMMOro GejiKa JOCTaTOYHO OBICTPO
MOKMIAaeT COCYAMCTOE PYCJIO, pacIpenciisisich B dKCTpa-
BazaJibHOM mpocTpaHcTBe [3]. HWmMmMmMyHOXxuMHMYeckue
ucciaenoBaHus 3apukcupoBanu otnoxeHus FIX B TkaHax
JIuMbaTUYeCKO cucTeMbl, cTeHKax cocymoB. Gla-mo-
MmeH FIX oOpatumo cBsi3biBaeTcs ¢ KojimareHoMm IV tuma
CyOOHIOTEIMANBHBIX CTPYKTYp, cO3daBasi JEIo Ipera-
para. B nmocaenytomem FIX moBTopHO BBICBOOOXKIAETCS
B KPOBOTOK, 4YTO OOYyCJIOBJIMBaeT 0oJjiee IJIUTEIbHbIN
nepuon noxyBbiBeneHus: FIX o cpaBuenuto ¢ FVIII [3].

B Hacrosiee BpeMsi Ha MEXIyHapOIHOM pBhIHKE
(hakTOpOB CBEPTHIBAHUSI KPOBU JUIS JICUCHUS MallUMCH-
TOB ¢ reModwimneil B mpeacraBienbl KoHeHTpaThl FIX,
MOJIyY€HHbIE C MCIIOJIb30BAaHUEM pPa3IMYHbIX METOIOB
MPOJIOHrallMi TepUoAa IOJIYBBIBEICHUSI IperapaTa,
MEerIMpoBaHue, (PbIOXKH-TEXHOJIOTHUS C UCII0JIb30BaHUEM
Kak Fc-(parmeHTa ”MMYyHOTIJIOOYJIMHA, TaK U aTbOyMUHA
B KavyecTBe Hocutensa FIX.

N9-GP (Refixia) — HoHakor GeTta meroi (nonacog
alfa), Novo Nordisk. IIpenapat omoOpeH YipapieHueM
[0 CAHUTAPHOMY HAaJ30py 3a Ka4eCTBOM IUIIEBBIX IPO-
nyktoB 1 MenukameHToB CIHA (FDA) B 2017 . [14].
B Poccuiickoii @enepalinu mperapaT He 3aperucTpupo-
BaH. [lo onHoit PEG-monekyne (40 kDa) mpukperuieHo
Kk moaekyie FIX B momoxenusx Asnl57 u Asnl67: tep-
MUHaJbHBIE chanoBble KUCIOThl N-glycan cTtpykTyp rFIX
3aMeIlaTCsl Ha CMAJIOBBIE KUCIIOThI, KOHBIOTMPOBAaHHBIE
¢ PEG. Ilpenapat npeacraBisieT co00ii cMeCh TTeTUIMPO-
BaHHBIX B YKA3aHHBIX CaiiTax IPOTEMHOB, COAEPXKAILMXCS
B paBHBIX KonmyecTBax. [Tpu aktuBaiuu PEG-dparmenT
OTULIEIUISIETCS, OCTABJISISI B KPOBOTOKE ecTecTBeHHBIN FIX.
rFIX yacte N9-GP cuHTe3upyeTcs: B oBapHalIbHbBIX KJIET-
KaxX KATAaCKOrO XOMSUKa.

MHOrOLEHTPOBbIE  KJIMHMYECKUE  MCCIeI0BaHUS
N9-GP 1II ¢da3pl mNposeMOHCTPUPOBAIN  BBICOKYIO
3(dOEKTUBHOCTL MCCIENyeMOro mperapara — IIpU IIpo-
BeIleHUU MpodUIaKTUIECKOro JeueHus B no3e 40 ME/kr
1 pa3 B Heneno octaroyHast akTuBHOCTL FIX ocraBanach
B cpenHeM Ha ypoBHe 15 % [15]. JlaHHbIe (hapMaKOKMHE-
TUYECKME OCOOEHHOCTM IperapaTa HallUld OTpaxkKeHue
B KJIMHUYECKOM CTaTyce IMalMeHTOB: Ha (poHe Mpodu-
JIAKTUYeCKOro JieueHus 67,9 % GOJIbHBIX PEIIOPTUPOBAIU
OTCYTCTBUE KaKUX-JIMOO KPOBOTEUCHUII B XOI€ UCCIEI0-
BaHus, 85,7% — OTCYTCTBUE CLIOHTAHHBIX KPOBOTEYCHUIA.
Bce crionrannbie u 90,3% citydaeB IOCTTPaBMAaTUYECKUX
KPOBOTEYEHUI ObUIM YCIIEIIHO KYIMMPOBAaHbI OJHOKPAT-
HOM MHBEKIIMEN ucciieayeMoro npenapata [15].

ITo uToram KIMHMYECKHUX UCCIEIOBAHUIN 3apETUCTPU -
POBaHHbII peXXUM MPOGUIAKTUYECKOTO BBEACHUS HOHA-
kora 6eta — 40 ME/xr 1 pa3 B 1-2 Hen. Jletsam nipocdu-
naktuyeckoe JeueHre N9-GP pekomeHI0BaHO HAUMHATD
¢ no3b1 40 ME/kr 1 pa3 B 7—10 mgHeli, Ipu CTaOUIBHBIX
KJIMHUYECKUX pe3yjbratax (OTCYTCTBME CIIOHTAHHBIX
KPOBOTEYEHMI) MHTEPBaJbl BPEMEHU MEXIy WHBEKLIMU-
SIMU MOKHO TIOCTEIIEHHO YBEJIWYUTh 00 2 Hen [15]. IIpu
KCIIOJb30BaHUM IIpernapara Uisl KyIMUPOBaHUSI KPOBO-
TeyeHuit onHokpatHoe BBeaeHue N9-GP B noze 40 ME/kr
OyZeT CrIocoOCTBOBAaTh IOANCPKAHMIO  OCTATOYHOM
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aktuBHoctu FIX > 40 EJl/nn B cpenHeM He MeHee 23 4,
YTO MOXKET CIIOCOOCTBOBATb 3HAYMTEJILHOMY COKpAIe-
HUIO O0IIIEero pacxoja Iperapara U KOJIMYeCTBY HE00X0-
IUMBIX MHGY3MIA [6].

rFIXFc  (Alprolix) —  adTpeHOHaKor  anb(pa
(eftrenonacog alfa), Biogen. Ilpemapar omobpen FDA
B 2014 1. [15]. B Poccuiickoit Denepaiuu mnpernapar He
3apeructpupoBadH. K KapOOKCUJIBHOMY KOHIy pPEKOM-
ouHanTHOt Mosekynbl FIX 4yepe3 N-TepMuHaIbHBIN
ygacTok mpucoenuHeH Fc-monomep IgG1, kK KoTopomy
MOCPEACTBOM TUCYJIb()UIHOIO MOCTUKA J00aBJeH elle
onuH Fc-monomep. Akrusanus rFIX mpoucxonut 6e3 pac-
wereHust tuHKepa mexny FIX u Fe. rFIX-Fc-gacthb mpo-
JIYLHPYeTCs B KJIETKaX IMoYeK SMOpHOHa uesioBeka [6, 12].

IIpoBenennbie knuHUYeckue ucciaenopanus I—II daz
MPOJEMOHCTPUPOBAIN 3HAUUTEIbHOE YIUIMHEHUE ITEPUO-
na nonyBbiBeaeHus 1y rFIX-Fc mo cpaBHeHMIO CO cTaH-
nmaptHoi montekyston FIX: 53,5, 57,6 u 56,5 4 mocse onHO-
KpaTHOTO BBeAeHMS mpemnapaTa B 1o3e 25, 50 u 100 ME/xr
CcOO0TBeTCTBEHHO. CpenHsis ITPOAOIKUTEIbHOCTD ITepUoIa
BpEMEHM, B TEUEHME KOTOPOIO OCTATOYHAsl aKTUBHOCTH
FIX pmocturaer 1 %, cocraBnser 7,34, 10,1 u 12,3 nHs
Iocjie OAHOKPAaTHOM MH(pY3UU UCCIeayeMOro Ipenapara
B mo3ax 25, 50 u 100 ME/xr coorBercTBeHHO. Pe3yib-
TaThl MPOTpaMM KIMHMYecKUX ucciaenoBanuii 111 ¢asbr
B-LONG g B3pocnbix nanmeHToB 1 Kids B-LONG mis
JieTeit U MOJPOCTKOB MOATBEPANIN BHICOKYIO 3((hEeKTUB-
HOCTb M Oe3omacHocTh Tepanuu mperapatom rFIX-Fc
[11,12].

[To uroraM KIMHUYECKUX UCCICIOBAHUI Mpeiarae-
MBIii peXXUM MPOMUIAKTUIECKOIO JICUSHUS IS TallueH-
TOB B Bo3pacTte 12 jeT u ctapire — 50 ME/xr 1 pa3 B Hene-
o unu 100 ME/kr 1 pa3 B 10 gHeit. st geTeit B Bo3pacte
1o 12 net MoryT norpedoBaThes OoJiee yacThie Uiu 0oJjiee
BBICOKME JI03bI, PEKOMEHAyeMasi HayaJlbHasl 103a COCTaB-
nstetT 50—60 ME/Kr kaxabie 7 THEIA.

rFIX-FP (Idelvion) — anpOyTpeneHoHaKor aibbha
(albutrepenonacog alfa), CSL Behring. IIpemapar omo-
open FDA B 2016 1., B Poccun Ha JaHHBIE MOMEHT ITOKa
He 3apeructpuponat [14]. rFIX-FP — ogHouenoyeyHblit
MPOTEUH, TTOJYYEHHbIN C TOMOIIBIO (DBIOXKH-TEXHOJIOTUN
CIIUSTHUSI peKOMOMHAaHTHOTO YyesoBedyeckoro FIX ¢c pekom-
OMHAHTHBIM YEJIOBEYECKMM aJIbOYMUHOM, COSIMHEHHbBIX
IOCPEICTBOM KOPOTKOTO MENTUIHOIO JMHKEpa, KOAM-
pyemoro reHoM FIX u yyacTBytolero B aktubaiuu FIX.
JluHkep paciuemissercs TeMM K€ SH3MMaMM, KOTOpbIE
yuacTBYIOT B akTuBaumu ectectBeHHoro FIX (t. e. FXla
win koMmruiekcom FVIla/TkaneBoii ¢dakrtop). [1pu akTu-
BallUM IPOUCXOIUT OTILIEIUIEHHWE aJlbOyMUHA C BBICBO-
ooxaenueM Mojekynsl FIX. rFIX-FP cunresupyercsa
B OBapuajIbHbIX KJIETKaX KUTAlCKOIro XoMsuka. B KoHeu-
HOM IIPOIYKTE OTCYTCTBYIOT KaKue-au00 OCJIKU 4Yesio-
BEYECKOr0 M/MJIM XMBOTHOIO IPOUCXOXIeHMs [6, 16].
AbOYMUH ObLT BbIOpAH B KaUeCTBE HOCUTEISI UCXOAHOM
mouiekynbl FIX B cBA3M ¢ ero JIMTEABHBIM TIEPUOIOM
moayBbIBeneHuss — no 20 mHei, Haau4dueM B KPOBOTO-
K€ B JIOCTAaTOYHO 3HAYMTE/IBHBIX KOHLIEHTPALMSIX, 4TO
ompeesieT TOJEPAHTHOCTh K HEMY MMMYHHOM CHCTE-

MBI U TOJDKHO CTaTh 3aJI0TOM HU3KOM YaCTOThI Pa3BUTHUS
uHruourtopa. Kpome Toro, anbOyMuH HepeaKo MCIOb-
3yeTcsl B KaUeCTBEe CTAOWIM3aTopa B PAaCTBOPUTEIISIX IS
KOMMEpPUYECKUX TpernapaToB (aKTOPOB CBEpPTHIBAHUS
KPOBHU, TJIe TAKXKe 3apeKOMEHI0BaJ ce0s1 Kak 0e30MacHbIi
KOMITOHeHT [17]. B Xome TexHOJIO0rM4ecKoro mpoiiecca
npenapaT MmoaBepraercsl 3-3TalHoOl BUPYCHUHAKTUBAILIUN
C UCIIOJIb30BAaHUEM TEXHOJIOTUI (PUIBTpallii, OOMEHHOM
xpomaTtorpacuu U COJbBEHT-IETEPTeHTHON OYUCTKH [8§].

OnyOJMKOBaHHBIE  Pe3yJbTaTbl MHOTOYMCIEHHBIX
KJIMHUYECKUX MCCJENOBaHUI Tpernapara MOATBepKIal0T
0€301acCHOCTh U BBICOKYIO 3(D(DEKTUBHOCTD anbOyTperie-
HoHakora aibga [9, 12, 13, 16, 17]. [IpenapaT Xopoiio
MEePEeHOCUJICA MallMeHTaMM, He ObUIO 3apeTHCTPUpPOBaHO
3HAYMMBbIX TTOOOYHBIX peaklivdii, B TOM 4YuCJie TPOMOO-
5MO0IMYECKUX COOBITUM U peaKkiMii TUIIEPYyBCTBUTEb-
HOCTH, a TaKXke ciydyaeB (DOpMUPOBAHUSI MHTMOUTOPOB
U/Wnu HeHelTpanusylomux anturea K FIX [17].

IIpenapaTt uMmeeT OJaronpuaATHBIN TTpoduab Gapma-
KOKMHETUYECKUX IIoKazaTeseil: mpupocT (incremental
recovery) coctasisier 1,27 EJI/Kr, mepron moJyBbIBeIe-
Hus — 10 101,7 9 [13]. Ocrarouynas aktuBHocTh FIX > 5%
omnpenensercsd Ha 10-i1 JeHb Mocjae OJHOKPATHOTO BHY-
TPMBEHHOTO BBeACHUS Iperapara B no3e 25 ME/kr wimn
Ha 14-it nens — B mo3ze 50 ME/kr [13].

WccnenoBaHusi, NpoBeneHHbIE B IeAUATPUUICCKON
TMOMYJISILIMY, HE BBISIBWIM TOCTOBEPHBIX Pa3IMUMil MEX-
JIy BO3PACTHBIMM IpYIIIaMu NalueHToB 1—5 u 6—11 et
Kax u oxwumanoch, mokasaTeiab MPUPOCTa aKTUBHOCTU
FIX 6bU1 HECKOJIBKO HIXKE, a KIIMPEHC HEMHOTO OOJIbIIIe,
YeM Yy B3pOCbIX manueHToB [9]. [lepron moayBbIBeneHUS
B BO3pacTHoIi rpyiie 0—6 JieT cocTaBuil B cpeaHeM 89,6 4,
B rpymae 6—11 jget — 92,8 4 [16]. Tem He MeHee, npodu-
Jaktuyeckoe BBeneHue S0 ME/Kr mpernapara mo3BoJisio
MOAJEPKUBATh OCTaTOUHYIO akTUBHOCTH FIX He MeHee
5 % na 7—10-ii nHu 1 He MeHee 2 % Ha 14-ii neHb |9, 16].

Ilo pe3ynaprataM KIMHUYECKUX HCCIEIOBAHUIN OBLIO
MOKa3aHo, YTO JJIsI MPO(PUIaKTUISCKOTO JICUSHUS ITpeTia-
paT MOXeT ObITh PEKOMEHIOBAH MallMeHTaM B CJICIYIOIINX
pexumax BBeaeHus: mo 40 ME/kr 1 pa3 B Heaeio Win 1o
75 ME/xr 1 pa3 B 10, 14 unu 21 gens [13, 18]. YkazaHHbBIe
PEXUMBI TPOPUIAKTUYECKOTO JICYSHUSI COMMPOBOXIATNCH
3HAYUTEJIbHBIM CHIKEHHEM TOIOBOTO YMCJIa CIIOHTAHHBIX
KpoBOTeuYeHUt 1 cocTaBuian B cpeaHeM 0,83, 0,56 u 0,65
171 14, 10 1 7-nHEBHBIX pesKMMOB COOTBETCTBEHHO [ 13].

WccnenoBaTtenn ocob00 OTMETWIHN, YTO MPU IIPOBEIC-
HUU TepaIliM B PeKMMeE «I10 TPeOOBaHUIO» Y MAllMEHTOB
TakXe 3HAUMTEJIbHO CHU3UJIOCh KOJMYECTBO KPOBOTEUE-
HUI 3a TOM, YTO CBSI3aHO, IO X MHEHUIO, C JUIUTEJIbHBIM
TepHOI0M TTOJyBhIBeAeHU TTpenapaTta [13]. Takum obpa-
30M, OOJILHBIM, HE TIPUBEPKEHHBIM K PYTUHHOI Mpopu-
JIAKTHUKE, TaKXe MOXKHO 3HAYUTEIbHO CHU3UTH TSKECTb
¥ BBIPAXKEHHOCTb TeMOPPArnyeckKoro CUHIpoMa.

Kpome Toro, mmo pe3synsrataM IMpOBEASHHOTO aHAIM3a,
OBLIO IMOKa3aHO CHIDKEHUE OOIIEro KOJUYecTBa MCIIOJIb-
30BaHHOTIO Ipenapara ISl MPOBeAeHUST MPohUIaKTUye-
ckoro jeyeHust — B cpenHeM Ha 40 % [13], a mo HekoTO-
PBIM JaHHBIM — Ha 54—58 % [19], yeM nipu IpUMeHEHUU
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paHee WCIOJIb30BaBIIMXCS (DAKTOPOB CBEPThIBAHUSI.
Hcnonp3oBaHue mpenaparoB ¢ YUIMHEHHBIM IIEPUOIOM
MOJIYBBIBEIEHUSI ITO3BOJUT ITOBBICUTH 3(PEHEKTUBHOCTD
IPOBOAMMOIO JICUEHUSI B YCJIOBUSIX OTPAaHUYCHHOIO
KoJIMuecTBa KOHIeHTpaToB [1, 20, 21] .

B cBeTe Gnmkaiilieii mepCrneKTUBBI BHEAPEHUS TIpe-
napaToB C YIJMHEHHBIM II€PUOAOM IIOJYBbIBEICHMUS
B PYTMHHYIO KJIMHUYECKYIO IIPAKTUKY aKTyaJbHbIM
CTAHOBMTCSI BOIIPOC KOPPEKTHOTO J1abopaTOPHOIO
MOHUTOPUHIA OCTATOYHOM AKTUBHOCTU 3K30T€HHBIX
(dakTOpOB CBEepTHIBAaHUS KPOBU. B ¢BSI3M ¢ 3TUM ObLIN
MPOBEJACHBl MHOIOYMCJICHHbIE J1a00paTOpHbIE HCCIIe-
JIOBaHMSI 10 METOIaM OLIEHKU OCTaTOYHOI aKTUBHOCTU
FIX [22, 23].

B xone npoBeneHHbBIX UCCIeI0BaHM ObLIO ITOKAa3aHO,
yto wucnonb3oBanue AIITB-peareHToB, comepxanmx
kaosuH (CK Prest®; Stago) winM 3/UIaroByI0 KUCJIOTY
(Actin FS®; Siemens Health Care Diagnostics), MoxeT
MPUBOAUTL K IIOJYYECHUIO 0oJice HU3KMX IoKa3zaTesieit
koHueHtpauun FIX-FP B nmna3me. PasHuia B pe3yibra-
Tax, MOJy4eHHBIX ¢ ucronb3oBanneM CK Prest® u/win
Actin FS®, 1o cpaBHEHUIO ¢ IPYTUMU peaKTUBAMU MOXET
npocturathb 50 % [22].

7151 1TaGOPaTOPHOTO MOHUTOPUHIA ALIMEHTOB C TeMO-
¢unueit B, moayvyamoimmx JedyeHUe anbOyTpereHOHaKo-
oM, peKOMeH10BaHO ucnonb3oBaHue AIITB-peakTuBoB,
comepxXKallliX B Ka4eCTBe aKTMBATOpa TMOKCHUI KPEMHMS
(silica). bonpmmHcTBO U3 silica-cogepxkalinx peakKTHBOB
JIEMOHCTPUPYIOT OIIpeleieHre I1oKa3aTesss IIpUupocTa
BoccraHoBieHus 10 70 % or pacuerHoro, a SynthASil®
(Werfen/IL) u Pathromtin SL® (Siemens) — mo 100 % [22].

ITpu npumenenun AITTB-peareHTOB ¢ 3/11ar0BO# KMCIO0-
TOI1 IMOKa3aTe/ib IPUPOCTa BOCCTAHOBJICHUS BADbUPYET OT
50 % — Actin FS® mo 130 % — SynthAFax® [22].

IlepcrnieKTUBHBIM METOAOM JIAOOPATOPHOIO MOHM-
TOPMHIA MOXET CTaTh MCIIOJIb30BaHUE XPOMOTCHHBIX
METOIMK, OJHAKO B HACTOsIIee BpeMsl MX IpUMEHEHUe
B PYTMHHOM IpaKkTHKe KpaiiHe orpaHuyeHo [22]. B ueaom
BOIIPOC  KOPPEKTHOIO J1abopaTOpHOr0 MOHUTOPHUH-
ra MalyeHTOB, IOJyYalollMX Tepaluio IpernapaTaMu
C YUIMHEHHBIM II€PUOAOM IIOJYBbIBEACHUSI, MOMICKUT
JaJbHEHIIEMY MCCIIEIOBAHUIO U OOCYXICHUIO.

B Hacrosiiiee BpeMmsi reMocraTUyeckasl Teparus
C HCIIOJIb30BaHEM KOHIIEHTPAaTOB (haKTOPOB CBEPThIBA-
HUSI KPOBU C YIJIMHEHHBIM II€PUOAOM I10JIYBbIBEICHUS
MoJjydyaeT Bce OoJiblliee pacipocTpaHeHue. BHempeHue
MPOJIOHTMPOBAHHBIX KOHLIEHTPATOB MPUBOAUT K CHIKE-
HUIO YaCTOTbI BHYTPMBEHHbBIX UH(DY3UIi, UTO, O€3YCIOBHO,
CKa3bIBAETCsI HA YBEJIMYCHUU IPUBEPKEHHOCTU HalleH-
TOB K MPOBEACHUIO PYyTUHHON npodunaktuku. Mcnomns-
30BaHME COBPEMEHHBIX IIPErapaToB COIPOBOXKIACTCS
CHIDKEHMEM TOJ0BOTO IOTPEOICHUS, YTO ONTUMU3UPYET
pacxo/ibl Ha JiedeHUEe OOIbHBIX.

Takum oOpa3oM, Ha COBpeMEHHOM OJTare Bpaued-
HOE Y MalMEHTCKOE COOOIIECTBA CTAHOBITCS HE TOJIbKO
HaOJIoAaTeISIMU, HO M aKTUBHBIMM YYACTHUKAMM IIPO-
ecca MOJIEPHU3ALMM JIEYeHUsST OOJIbHBIX TeMO(QUINE.
COBMECTHBIMU YCUIMSIMU IIPEICTOUT BbIPaOOTATh ONTH-
MaJIbHbIE TOAXOIbI K PeXMMaM I03UpOBaHUs U Jlabopa-
TOPHOTO KOHTPOJISI MPOBOAMMOI Teparuu, pa3padboTKe
U KOPPEKIUK COBPEMEHHbIX ITPOTOKOJIOB JICYSHUSI ALy -
eHTOB ¢ TeModunueit B.
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CoBpeMeHHblii B3rna Ha OUEHKY U KOppPeKyuo
HYMPUMUBHOro cMamyca emeil nepBoro roAa MusHu
C onyxoneBbiMuU HOBOOGpa3oBaHuAMU

O.B. IIlymakosa’2, E.B. Ipomesa', I.b. Carosin?, M.B. Py6anckas?, A.Il. Kazanues?, H.B. MaTunsn?,
K.N. Kuprusos?, B.I'. IToaskos?, C.P. Bapdoiomeena’
IDIBY «HayuonanvHolii MeOUUUHCKUL UCCA008aMEAbCKUL UEHMD AKYUEPCMEAd, UHEKO0A02UU U NePUHAMOA0UU

umenu akademuxa B.U. Kyrakosea» Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Akademuxa Onapuna, 4;
2OIrbY «HMHUI] onkonoeuu um. H.H. broxuna» Munzdpasa Poccuu; Poccus, 115478, Mockea, Kawupckoe uiocce, 23

Konmaxmnuuvie dannvie: Oxcana Bumanvesna Illlymaxosa o_shumakova@oparina4.ru

3nokauecmeennvie Hogoobpazosarnus (3HO) — 2-3 no yacmome npu4una demckoii cmepmuocmu 60 ecem mupe. Hympumuenuiii degpuyum
ecmpeuaemcs npumepro y 60 % demeil ¢ onKon02UMeCKUMU 3A001€6AHUSMU, OH CHOCOOCMEYem CHUICEHUIO UMMYHHOU QYHKUULU, 3a0epicKe
3aXCUBNCHUS. PAH, HADYUIEHUK) Memaboau3mMa AeKapCmeeHHbIX NPenapamos, majceaiomy U peyuousupyouemy meveHur UHQeKyuoHHbIX
ocnodcnenuil. HedocmamouHocms numanus okasvléaem oco6o He6Aa2oNpusmHoe 6AUsHUEe HA UCX00bl U 645emcsi OOHOU U3 OCHOBHBIX
npedomepamumbix NPUHUH CMEPMHOCIU Y demeil Nepe02o 200a JcU3HU. Yuumbvleas meHOeHYuro K pocmy 3a601e6aemMocmu paKkom y demeil
PaHHe20 803pacma, omcymcmeue cmaHoapmos u peKoMeHOAyuil no nposedeHuro ae4ebHoe0 NUMAaHUs y nedUuampu4ecKux nayueHmos co
3HO, opeanuzauus HympumueHoil no00epI’CKU 8 0emCKoil OHK0A02UU CIMAHOBUMCSA 6ce Doaee aKkmyanvHoil. B naweii cmamve npedcmas-
JleHbl COBDEMEHHbIe MEHOCHYUU 8 OUeHKe U KOPPeKUUU HYmpUmugHo2o cmamyca demeil 2pyoOH020 803pacma ¢ OHKOA02UMeCKUMU 3ab0ne-
BAHUSMU.

Karouesnle caosa: nedocmamounocms RUMAaHusl, HympumugHblli Cmamyc, Hympumuenas noooepicka, 310KavecmeeHHble H08000Pa308a-
Hus, demu 2pyOH020 803pacma

Jas yumuposanus: Illlymaxosa O.B., Ipowesa E.B., Caeoan I'.b., Pybanckas M.B., Kazanyes A.1l., Mamunau H.B., Kupeuzoe K. 1.,
lloasikoe B.I., Bapghoromeesa C.P. Cogpemennuiil 321590 HA OUEHKY U KOPPEKUUIO HYMPUMUEHO20 cmamyca demell nepgoeo e00a Hcu3Hu
¢ onyxoaesvimu H08000pazosanusmu. Poccuiickuil acypran demckoii eemamonocuu u ouxonoeuu 2020;7(4):62—70.

A modern view of assessment and correction of the nutritional status in infants with tumor neoplasms

O.V. Shumakova’?, E.V. Grosheva', G.B. Sagoyan®, M.V. Rubanskaya’, A.P. Kazantsev’, N.V. Matinyan’,
K.I. Kirgizov?, V.G. Polyakov’, S.R. Varfolomeeva®
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Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia

Malignant neoplasms are the second most common cause of infant mortality worldwide. Nutritional deficiency occurs in approximately
60 % of children with cancer and contributes to a decrease in immune function, delayed wound healing, impaired drug metabolism, and
a severe and recurrent course of infectious complications. Malnutrition has a particularly adverse effect on outcomes and is one of the main
preventable causes of death in infants. Given the growing trend in the incidence of cancer in children of the first years of life, the lack of
standards and recommendations for the therapeutic nutrition of these patients, the organization of nutritional support for infants in the context
of pediatric oncology is becoming increasingly important. Our article presents current trends in the assessment and correction of the nutritional
status of infants with cancer.

Key words: malnutrition, nutritional status, nutritional support, malignant neoplasms, infants
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AKTyaJIbHOCTh

PaumonanpHast opraHm3aiusi BCKapMJIMBaHUS OCO-
OeHHO BaXHa JUIS JIeTel TPYIHOro BO3pacTa, MMEIOLINX
OoJibllIMe TMOTPEOHOCTU B HYTPUEHTAX Ha KUJIOTpamMm
MaccChl Tejla, B CPaBHEHUM C IEThbMU 0oJiee CTaplIero
BO3pacTa BBMIY MOBBIIICHHON aKTUBHOCTHU IIPOIIECCOB
pocTa 1 pa3BUTHUsI, CTAHOBJICHUSI BCEX CUCTEM OPraHOB.
Kpowme Toro, BckapmianMBaHue AeTeii TTepBOTO roma Xus3-
HU OKa3bIBaeT HEIOCPEICTBEHHOE BIMSHME Ha COCTOSI-
HUe 340POBbs B rocjenywoiieM [1].

3n10kayecTBeHHbIE HOBooOpazoBaHus (3HO) saBusa-
I0TCS 2-i MO 4YacToTe MPUYMHON JETCKON CMEPTHOCTU
BO BCEM MMPE M €XKEeTOTHO TUAarHOCTUPYIOTCS IIPUMEPHO
y 300 000 mereii [2, 3].

BorkuBaemocth gereit co 3HO cymecTBeHHO BO3-
pocia 3a IOCIeIHUE OECITUIeTHS Oyiaromapsi HOBBIM

BO3MOXHOCTSIM BU3yaJM3allud U paHHEMY BBISIBICHUIO,
MYJIBTUIUCIUIUIMHAPDHOMY TIOAXOAY K IMarHOCTHKE
¥ JICUCHUIO, YIYYIICHUIO TOMIEPKUBAIOIICH Teparuu
[4]. HecMoTpst Ha 3HAUYMTENBHBIN ITPOrpecc B 3TOM ob1a-
CTH, TEYCHNE OHKOJOTMYECKOIO 3a00JICBaHUS 1 CBSI3aH-
HbIC C HUM METObI JICUCHNST UMEIOT MHOXKECTBO HebJIa-
TOMPUITHBIX TTO3AHUX 3 dekToB [5]. Tak, Mo JaHHBIM
3apy0ekKHOI TUTepaTyphl, YaCTOTA PA3BUTUS HYTPUTUB-
Horo aeduuura (HA) y nereit co 3HO crpemuTtcs k 60 %
[6-—8].

HenoctaTouHOCTh TMTaHUSI, COTJIACHO OMPEACICHUIO
AMEpUKaHCKOIO OOIIeCTBa SHTEPAJbHOIO U IMapeHTe-
panbHOro nmutanus (ASPEN), aBasercs «aucoamancom
MEXIy TOTPEOHOCTBHIO B IIMIIEBBIX BEIIECTBAX U MX
MOCTYIUIEHUEM B OpTaHU3M peOeHKa, CIACACTBUEM UYero
SIBJISIETCSI HAKOTNUTEJIbHBIM Oe(UIMT SHEpTUH, OejKa
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U MHUKPOHYTPHUEHTOB M, KaK pe3yabTaT, HapylleHUe
pocTa 1 pa3BUTUsSI pebeHKa, a TakxKe HeOJIaronpusTHbII
HUCXOJ psifa 3aboneBaHuii» [9].

VXyamieHue COCTOSIHUSI MUTAHUS MOXKET SBISTHCS
JIOTIOJTHUTENBbHBIM (PaKTOPOM, CITIOCOOCTBYIOIIUM CHU-
XKEHUI0O MMMYHHOU (YHKIIUM, 3aAepXKKe 3a*KUBJICHMUS
paH, HapylIeHHUI0 MeTaboju3Ma JIEKapCTBEHHBIX IIpe-
mapaToB, TSXKEIOMY M PELUUAUBUPYIOLIEMY TEYEHUIO
MH(MEKIMOHHBIX OCIOXHeHUI y neTeit co 3HO [10—12].
Kpome Toro, psim uccienoBaHMit JEMOHCTPUPYIOT, YTO
JIOCTATOYHOE ITUTaHUE UTPAET PELIAIOLIYIO POJIb B OTBETE
Ha JIeueHUe, KaueCTBe XK1U3HU, 5-JIeTHEH BbKMBACMOCTHU
U CTOMMOCTHU JICYCHUST Y OHKOOOIBHBIX IMALIMEHTOB, TaK
KaK Jaxe He3HauyuTeJbHas HEIOCTaTOYHOCTh ITMTa-
HUSI Ha HavyaJbHBIX 2Talax JIeYeHUs IPU IUTSIbHOM
TEUYCHUM 3a00JICBaHUSI MOXKET MPUBOAUTH K KaXCKCHUU
B mocienyioiieM [13, 14].

HJ y neteit co 3HO nmonustuonoruyeH; Ha 1-e Mmecto
cpeay mpuyuH (opMUPOBAHUS HETOCTaTOYHOCTH ITUTA-
HUS BBIXOASIT TEUCHHE OHKOJOTMYECKOTO 3a00JieBaHUS
1 Mo0oYHbIe 3PPEKTH XUMUOTEPAIUM U JIy4eBOIl Tepa-
nuu [15].

INatorenernyeckoii ocHoBo# pa3sBuTust HJI mpu aTom
SIBJISIIOTCSI CHUKEHHME SHTEPATIbHOTO TTOCTYIIJICHUS ITUTa-
TEJbHBIX BEIIECTB KaK CJIECICTBUE OTCYTCTBUS ITUIIIEBOTO
BO30YX/IEHUS, MOBbIIIEHHAs] TTOTPEOHOCTh B HYTPUEH-
TaX W DHEPruM Ha (hoHE aKTUBALIMU KaTabOIMUECKUX
MPOIIECCOB, CUHAPOM MajababCOpOLIMM, pBOTa, AUapes,
MYKO3UT M HapylIeHHe MeTaOOJMYECKUX IIPOIIECCOB
B opranusme [9, 16].

CornacHo TeKylleil ctaTuctuke, B Poccun Bo3pacT-
HOW TMK 3a00J€Ba€MOCTU OETE OHKOJIOTMYECKUMU
3a00JIeBaHUSIMU TPUXOAUTCS Ha Bo3pacT 0—4 rona, mpu-
YeM B MOCJIeIHEe BpeMsl OTMeYaeTCs pe3Kasi TeHICHIIUS
K pocTy 3a001eBa€MOCTH B JaHHOI BO3pPaCcTHOI KaTero-
puu (3a 23 roga — Ha 63 %) [17]. YuuTbiBast 3T0, a TakKe
BBICOKYIO YaCTOTY Pa3BUTUSI HEAOCTATOYHOCTH TTUTaHUS
y neteit co 3HO, npeaMeT opraHu3anu HyTPUTUBHOM
noanepxku (HIT) manmeHTOB paHHEro Bo3pacTa B JIET-
CKOI1 OHKOJIOTUM CTAHOBUTCS BCE 00Jiee aKTyalbHbBIM.

HJI gaBnsieTcss OmHOM M3 OCHOBHBIX IPEIOTBpATU-
MBIX MMPUYMH CMEPTHOCTH JeTeil paHHero Bo3pacta. Ilo
IaHHBIM BceMupHO# opraHu3aluuy 3ApaBOOXPaHEHMUS
(BO3, 2010 r.), B Mupe oxkosio 20 MJIH AeTeil B Bo3pac-
Te OO0 5 JIeT UMEIOT HeAOCTATOYHOCTh MUTAHUS, U3 HUX
TPU YETBEPTU MALIMEHTOB BO3MOXHO «BEPHYTh» B HOP-
MaJbHBIM HyTpuTHUBHBIN cTatyc (HC) mpumeHeHuem
JIeueOHBIX MPOMYKTOB MUTAHUS MpPU HaajIexkallei opra-
HU3alMU YX0Ja U BCKapMJIMUBaHUA. DTO OyIET CIOCO0-
CTBOBaTh CHIDKEHUIO 3a00JIeBAa€MOCTU U CMEPTHOCTHU
B JaHHOM BO3pacTHOi1 Kateropuu [18].

[ToMruMoO  BBIIIENIEPEUMCICHHBIX  OTPUIIATEIbHBIX
BO3IEUCTBUIA HENOCTATOYHOCTU TIUTAHUSA HA JeTer
C OHKOJIOTUYECKMMH 3a00JIeBaHUSIMM, MPOIOTKUTEIb-
Heiii HJ[ okaspiBaeT 0co00 HeraTMBHOE BIMSIHUE Ha
¢dopMHUpoBaHUE TOJIOBHOTO MO3Tra y IeTeil MepBOro roga
XKU3HU. DTO O0O0YyCIOBIEHO OOdbIIeH MNOTPEOHOCTHIO
B HYTPUEHTAaX B COBOKYIHOCTU C OIPaHMYCHHOCTHIO

0CTKOBO-2HEPIeTUUECKHUX  PE3ePBOB, HE3PEJOCTHIO
psima MeTaboJIMYeCKHUX MPOIEeCCOB, IPUYEM YeM MEHb-
111e BO3pacT pebeHKa, TeM ObIcTpee pa3BUBAETCSI HEAO0-
CTaTOYHOCTb TMTAHUS TPU HATUUYMU TPEANOCHUIOK
[1, 19-21]. Ilo3Ttomy amekBaTHasi OpTaHM3alIUs
MUTaHUs y JeTeil MepBOro rojaa XU3HU OIpeaess-
€T HOpMaJbHOE HEepPBHO-TICUXUYECKOoe, (U3NIECKoe
M JOJITOCPOYHOE 310poBbe [1, 22, 23] He MeHbllIe, YeM
OCHOBHOE€ 3a00J1€BaHUE.

HecmoTpsi Ha BaxXHOCTb MOOIEpXKaHUS aaeKBaT-
Horo HC pnst nmereii rpyqHOro BO3pacta ¢ pacTylluMU
OCJIKOBO-OHEPreTUYECKUMU TOTPEOHOCTIMU Ha (hoHe
XpPOHMUYECKUX 3a00JIeBaHUI, TaKMX KaK pak, B AETCKOM
OHKOJIOTUM B HACTOSIIIEe BpeMsl CYIIECTBYET PsII IpO-
0JieM B opraHu3alMy JIeYeHUs TAaleHTOB C HEIoCTa-
TOYHOCTbBIO TUTAHUS:

- HemocTaTouyHas ©Oa3oBas TIOATOTOBKAa HETCKMX
OHKOJIOTOB B BOIIPOCaX OIIEHKHU (hM3UYECKOIO Pa3BUTUS
u nuarHoctuku H/I;

- HeMOOIIeHKa BaXXHOCTM OpTraHU3allMU JIeYeOHOTO
MUTaHUS B OHKOJIOTUYECKUX CTallMOHapaXx W, KakK Cle/-
CTBUE, 1e(PUITUT CIELIMATNCTOB-IUETOJIOTOB;

- neuuUT cMeceil U MPOAYKTOB ISl CIIELIUaIM3UPO-
BaHHOTI'O MMUTaHUS;

- OTCYTCTBHE CTaHIApPTOB, IMPOTOKOJIOB M PEKOMEH-
MalMiA 1O MPOBEACHUIO J€YEOHOro MUTAHMUS JIETEU CO
3HO [15, 24-27].

JImarnocTuka

Onnako HJI y neTeit mepBoro roga >KU3HU He JOKEH
paccMaTpUBaThCs KaK HeM30eXKHbII Mpoliecc Ha JII000it
CTagiuM OHKOJormyeckoro 3abojeBaHusa. [lepBbIM
1IaroM K OpraHM3alli¥ aaeKBaTHOTO BCKapMJIMBaHUS
JAaHHOI KaTeropuu MalMeHTOB JOJIKHA CTaTh PEryisp-
Has orienka HC.

B Hacrosiiee BpeMss B MUPOBOI NeauaTpUUeCKOil
oHkoiorun oneHka HC pereil He craHmapTU3MpOBa-
Ha M KpaifHe BapuaOelbHa B 3aBUCUMOCTU OT <«HMCTO-
PUYECKU» CIIOKUBIIMXCS TEHACHLUMI B KOHKPETHBIX
YUpPEXKICHUSX, YTO OOYCIOBIMBACT HEIOOLIEHEHHOCTHb
nedunuTa nutaHus y aereit co 3HO B TeKymux craTu-
CTUYECKUX JaHHBIX [15, 25—-27].

OcHoBHBIM MeTogoM ouleHkHM HC y mereii paHHero
BO3pacTa SIBJISIETCSI aHTPOIIOMETPUS (M3MEpeHUE TIUHBI
M Macchl Teja, OKPYKHOCTHM TOJOBBI, IUIeYa, TOJIIIH-
HBbl KOXHOW cKiaaku). g BU3yanu3aluyd TWHAMUKHA
¥ OLICHKHM COOTBETCTBHS BO3PacCTy ITOoKa3aTesieil MaccChl,
IJIVHBI Tejla, MHIAEKCa MacChl Tejla, OLEHKU COOTBET-
CTBUS MAcCCHI TeJIa INIMHE Tejla U MIPOYUX aHTPOIIOMETPH -
YeCKMX JaHHBIX Y IeTeil MepBOro roaa Xu3HU PeKOMEH-
JyeTcsl ucIojb3oBaTh rpaduku BO3 (2006 r.). Hopmbl
pocTa AeTeli MpencTaBaeHbl B IEPLICHTWISIX M CTaHIAPT-
HBIX Z-OTKJIOHeHMsX Ha puc. 1—10. PacueT mokaszareneit
AHTPOIIOMETPUU TI0 Z-OTKJIIOHEHUSM BO3MOXEH IIpU
MOMOIIM KoMIlbloTepHoil mporpamMmbel WHO Anthro,
npeacTaBieHHol Ha caiite BO3 mns OecruiaTtHol ycTa-
HOBKM — http://www.who.int/childgrowth/software/ru/
[1, 28].
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Puc. 1. Macca mena/sozpacm om poxcdenus do 2 nem (Oeeouxu) Puc. 4. Macca mena/so3pacm om pojcoenus 0o 2 aem (Manrvduku)
Nno cmandapmuuim Z-omraoHeHusam [ 28] no cmandapmuuim Z-omraonerHusam [ 28]

Fig. 1. Weight for age (girls) from birth to 2 years (z-scores) [28] Fig. 4. Weight for age (boys) from birth to 2 years (z-scores) [28]

Puc. 2. Jauna meaa (pocm)/6o3pacm om poscoenuss do 2 nem (desouxu)  Puc. 5. launa meaa (pocm)/6o3pacm om posxcoenus 0o 2 aem (Marvuuxu)
no cmanoapmuoim Z-omraoHeHusm [ 28] no cmanoapmuoim Z-omraoHeHusm [ 28]

Fig. 2. Length for age (girls) from birth to 2 years (z-scores) [28] Fig. 5. Length for age (boys) from birth to 2 years (z-scores) [28]

Literature reviews

Puc. 3. Macca meaa/onuna meaa (pocm) om posxscoenus do 2 arem (deéouxu)  Puc. 6. Macca mena/oauna meaa (pocm) om posxcoenus 0o 2.1em (Manrvuuku,)
no cmandapmuuim Z-omraonenusam [ 28] no cmandapmusim Z-omraonenHusam [ 28]

Fig. 3. Weight for length (girls) from birth to 2 years (z-scores) [28] Fig. 6. Weight for length (boys) from birth to 2 years (z-scores) [ 28]



Literature reviews

Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

Puc. 7. Hndexc maccot mena/so3pacm om podxscoenus 0o 2 aem (0e6ouku)
Nno cmandapmuuim Z-omraoHeHusam [ 28]

Fig. 7. Body mass index for age (girls), from birth to 2 years (z-scores) [28]

Puc. 8. Toawuna xosxcroii ckaadku Hao mpuyencom/sos3pacm om 3 mecsuyes
do 5 nem (Oeouku) no cmandapmuwim 7-omraoHeHusm [ 28]

Fig. 8. Triceps skinfold for age (girls) from 3 months to 5 years (z-scores) [28]

AnantrupoBaHHBIe KpuTepuu BO3 my1s o1ileHKM aHTPO-
ITOMETPUYECKNX TTOKa3aTesIeil y IeTeli TIepBOTro rofa XXKm3-
HU 110 Z-OTKJIOHCHUSIM TIPEICTABICHHI B Ta0OI. 1, 2.

Jst olleHKM ToKazaTeneil (pU3MIecKOro pa3BUTHUS
JMOHOIIICHHBIX 1 HETOHOIIEHHBIX HOBOPOXKIeHHBIX Hop-
Mbl pocta geteit BO3 (2006 r.) GbuIM JOIOJIHEHBI MEX-
IYHAPOOHBIMUA aHTPOIIOMETPUYCCKUMHK CTaHIapTaMuU
B3aBucuMocTH oT Bo3pactaunoja INTERGROWTH-21
B 2014 1., mpencraBieHHbIE IEHTUIBHBIMU TpachukamMu
[1,29-31].

Oco0yio KaTeropuio IIpU aHTPOIIOMETPUU COCTaB-
JISIIOT MALIMEHTHI ¢ BBIPAXKECHHBIM OTCYHBIM CHHIPOMOM
u et co 3HO O6oapImx pa3MepoB B JOOTIEPAITTOHHOM
rmepuonae, y KOTOPBIX TMHAMMKA MAcCHI Tejla M MHIeKca
MAcCCHI Tejia SIBIISIIOTCST HeloKa3aTeIbHBIMU B OIIpeesie-
Hun HC. B takux ciaydyasx HanbOoJjiee 9yBCTBUTCIHLHBIM
METOIOM OIIEHKU COCTOSTHUSI ITUTAHMSI IETEHl SIBIISICTCS
M3MepeHue TOMIIUHBI KOXKHOM CKJIaJKHU HaJ TPULIETICOM.
DTOT MapamMeTp ASMOHCTPUPYET KOJIMISCTBO MOTKOXKHO-
ro XXKHpa W eTo pacipeneiacHue [32—34].

Baxno ormeTuts, uto Kiaccudukanus bOH y nereit
o J.C. Waterlow [35] (Ta6x. 3), momyisipHast B UCITOJIb-

Puc. 9. Unoexc maccot meaa/sospacm om poxcoenus 0o 2 nem (MAanb4uKu)
no cmandapmuuim Z-omraonerHusam [ 28]

Fig. 9. Body mass index for age (boys) from birth to 2 years (z-scores) [28]

Puc. 10. Toawuna koxcroil ckaadku Had mpuyencom/go3pacm om 3 mecs-
yes 0o 5 1em (ManvMuKu) no CMAHOAPMHbIM Z-OMKAOHeHUSIM [ 28]

Fig. 10. Triceps skinfold for age (boys) from 3 months to 5 years (z-scores) [28]

30BaHUU B MeAMATPUIECKOI MpaKTUKe, He OblIa peKo-
MeHmoBaHa 1T oneHK HC meTeit mepBoro roma Xu3Hu
B Hamboiee axkTyambHOU [Iporpamme omnTHMU3AIIUN
BCKapMJIMBaHUS IeTeil TepBoro roma xku3Hu B Poccmii-
ckoit ®emeparum (2019 1.) [1]. Bo3aMoxkHO, 3TO cBsI3a-
HO C TeM, YTO NaHHas KiacCU(pUKALMWsI HE YIUTHIBACT
HeobxomuMocTh oieHK1 HC pebeHKa ¢ TTO3UILINU «I0T0-
HSTIOIIETO POCTa», YTO SIBJISIETCS BaXKHBIM ITOKa3aTelieM
tenaeHun HC mereit, ocoOeHHO TpymHOTO BO3pacTa.
Kpome Toro, Bemyiuiue coBpeMeHHble poccuiickue [1]
U MexXayHapoaHbie [28, 36] uccieqoBaTe/ i B HyTPULIMO-
JIOTUM PEKOMEHIYIOT IJI OLCHKHN (DU3UIECKOTO pPa3BU-
THS IeTei TIepBHIX 5 JIeT KU3HU MCITOJIb30BaTh CTaHIap-
TU3UPOBAHHBIC TAOJUIIB U TpaMKI HOPM pOCTa AeTei
(BO3, 2006 1) [28].

IIpoBeneHMe peryIsipHO TMHAMUYECKON 1 CTaHAAP-
TU3UPOBAHHON (C MOMOIIBIO HOpM pocTta meteit (BO3,
2006 1.)) OLIEHKX OCHOBHBIX aHTPOIIOMETPUYCCKUX JAH-
HBIX y AeTeil mepBoro roma Xu3Hu co 3HO mosBommt
BBISIBJISITh PUCK HEIOCTAaTOYHOCTU ITMTAaHUSI, CBOEBpE-
MEHHO TIPOM3BOINTH KOPPEKIWIO OOTALIMA HYTPUCH-
TOB, OTMeYast TCHACHIINIO K POCTY/CHIZKEHUIO JaHHBIX
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Tadmma 1. Adanmuposannvie kpumepuu BO3 dns oyenicu anmponomempuyeckux nokazamenei y demeii nepeo2o 200a HcusHu no z-omrkaonenusm [ 1]

Table 1. Adapted WHO criteria for assessing anthropometric indicators in children of the first year of life (z-scores) [ 1]

BricokopociocTh

Overlength M36biTouHast Macca Tena®
or +2 0 +3 BapuaHT HOpMBI Overweight*
from +210 +3 Eutrophy
ot +1 mo +2 BapuaHT HOpMBL BapuaHT HOpMBL
Sfrom +1to +2 Eutrophy Eutrophy
0 (MeauaHa)
0 (median)
or —1 10 -2 BapuaHT HOpMBI BapuaHT HOpMbI
Sfrom —11t0—2 Eutrophy Eutrophy
or —2 10 —3
Jrom =210 =3 Huskopociocte** HenocraTtouHas macca tena
<=3 Short stature** Wasting (undernutrition)

> a3

M36pITOuHAsg Macca Tena
Overweight

M306pITOuHas Macca Tena
Overweight

Puick U30BITOUHOIT MacChl TeTa
Risk of being overweight

Puck n30bITOYHOI Macchl Tesa
Risk of being overweight

Jlerkast HeIOCTaTOYHOCTh MUTAHUS Jlerkast HeIOCTaTOUHOCTh MUTAHUS

Mild undernutrition Mild undernutrition
VMepeHHas HEOCTATOUHOCTh VMepeHHas HeJOCTaTOYHOCTh
MUATAHUS MUATAHUS

Moderate undernutrition
Tsxenast HEIOCTATOYHOCTh
TMMTAHUST
Severe undernutrition

Moderate undernutrition
Tsxenast HeHOCTaTOYHOCTh
TIUTaHUS
Severe undernutrition

IIpumeuanue. * — moocem ceudemenscmeosams o 3adepiucke pocma; ** — mooucem ceudemenbcmeo8ams 0 XPOHUHECKoll 6eAK080-IHepeemu1eckoll Hedo-

cmamoynocmu (b9 H).

Note. * — may indicate stunting; ** — may indicate chronic protein-energy malnutrition (PEM).

Tadmuna 2. Kpumepuu ouenku anmponomempuyeckux nokasamenei
y Oemeil nepgoeo eoda JCU3HU NO Z-OMKAOHEHUSM, UCNOAb3YeMble
6 KauHuveckoi npakmuke [ 1]

Table 2. Criteria for assessing anthropometric indicators in children of the first
year of life used in clinical practice (z-scores) [ 1]

Jlerkast or —1,0 no—1,9

Mild from —1.0t0o —1.9 -
VYMepeHHast or—2,010—-2,9 or—2,010-2,9 or—2,010-2,9
Moderate from —2.0t0 —2.9 from —2.0to —2.9 from —2.0to —2.9
Taxenas MeHee —3,0 meHee —3,0 meHee —3,0
Severe <=30 <=3.0 <=30

Tadmuua 3 Kraccuguxayus BOH y demeii no J.C. Waterlow (1992 e.),
adanmuposaro u3 [35]

Table 3. Classification of PEM in children according to J.C. Waterlow (1992),

adapted from [35]

Hopwma (0)
Norm (0)
Jlerkas (1)

Mild (1)
Cpennersixenast (2)
Moderate (2)
Tsxenas (3)

< <
Severe (3) 70 85
|

81-90

90-95

70—80 85-89

aHTPOIIOMETPUU Ha (OHE WM3MEHEHHBIX IIapaMeTpOB
nuTaHus. BaxxHO olleHMBaTh HE TOJBKO Maccy Tejia, HO
W IWHAMUKY, TApMOHWUYHOCTh ITOKa3aTejiei Macco-po-
CTOBBIX MHACKCOB I T depeHIMAINT HU3KOPOCTBIX
JIETEW C HOPMAJbHOM JUISI HUX MACCOU Tejna U JeTei
¢ HJI [32]. Takke cTaHEeT BO3MOXXHO MPOaHaJIM3UPOBaTh
CTaTUCTUYECKHUE TTOKa3aTeJu aHTPOIIOMETPUU Yy NeTeit
nepBoro roga xu3Hu co 3HO Ha pas3snuyHBIX 3Tarax
TeUYCHUST OHKOJIOTUICCKHX 3a00JIeBAaHUU W WX TepaITiu,
YTO, BEPOSITHO, TTOJIOKUT Havyajao pa3paboTKe CUCTeMa-
TU3UPOBAHHBIX MOAX0A0B K JieueHH0 HJI OHKOOOJIbHBIX
neTeil paHHEro Bo3pacra.

Koppexuust

B Hacrosiee BpemMs B IETCKUX OHKOJOTHUECKUX
CTallMOHApax OTCYTCTBYET COOTBeTcTBHE B olleHKe HC
¥ opraHuzauuu nuTtaHus [27]. YuuTbiBasg BaXXHOCTb
TeKyIlei mpobeMbl, HECMOTpPsS Ha OTCYTCTBUE Jeil-
CTBYIOLIMX IPOTOKOJIOB MEHEIXKMEHTa 3HTEPaJlbHOIO
BCKapMJIMBaHUsl JeTeil MepBOro rojga >XU3HU C OHKO-
JIOTUYECKUMU 3a00JIeBAaHUSIMHU, BO3MOXKHO BHEIpCHUE
HEOHATAIbHBIX W MEeANATPUUCCKUX PEKOMEHIALIMI IS
nIeTell ¢ HeaocTaToYyHOCThio TutaHus. B Tlporpamme
ONTUMU3ALMM BCKapMJIMBaHMS JEeTel IIepBOro roua
ku3Hu B Poccuiickoit Pepeparuu (2019 1) [1] ocBelie-
HbI OCHOBHBIE MOIXObI K BEIEHUIO OOJIbHBIX C HEIOCTA-
TOYHOCTBHIO MUTAHUS PA3INIHON 3TUOJOTUH, BKIIOUAS
OpraHM3alNio TPYIHOTO BCKAPMIIMBAHUS, KOPMJICHUS
CLIEKEHHBIM I'PYIHBIM MOJIOKOM U JIeUeOHBIMU aJanTH-
POBaHHBIMM MOJIOYHBIMU CMECSIMU, BBEIEHUE U pac-
IMpeHue nmpukopma. JJaHHble peKOMEeHIAUUU TPeOYyIOT
nonosiHeHuid B oTtHoureHun HII mereit ¢ oHKosornye-
CKMMM 3a00JICBAHUSIMU TIOCJIC JATbHEHIINX NCCICIOBA-
HUI1, OTHAKO MOTYT OBITh KCTPAIIOJUPOBAHBI Ha BeJe-
Hue aeteif co 3HO.
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IMocne ouenku HC pebGeHka mepBOro rojga XU3HU
HEOoOXONMMO OMpPENe]UTh MOLKEHCTBYIONIYIO TOTAIMIO0
HYTPUMEHTOB KOHKpeTHOMY maiueHTy. Eciu mokazarenu
HaxomdaTcsl B pedepeHcax HOPMBI, BBIOOp CyOCTpaTOB
nmuTaHus (rpynHOE MOJIOKO, JiedeOHasl CMeCh, TIPOTYKTHI
MMpUKOpMa) ompenesieTcss 6a30B0i OEIKOBO-3HEPIEeTH -
YeCKOM MOTpeOHOCThIO JAaHHOI BO3PacTHOM KaTeropuu
(OpHMEeHTHUPOBOYHBIE HOPMBI ITPEICTaBICHBI B Ta0. 4).

Ta6muna 4. [lompebnocmo 6 beake u Hepeuu y 300posvix demell nepeoeo
eoda xcusnu [ 1, 37]

Table 4. The need for protein and energy in healthy children of the first year
of life[1, 37]

DHeprusi, KKaj/Kr/cyT

Energy, kcal/kg/day

benok, r/kr/c

K, [/KE/CyT 2,2-2,6 2,9

Protein, g/kg/day
|
TIpumevanue. Jannvie nponucanvl 015 demeti Nep802o 200a JHCU3ZHU, PONHCOCH-
Hbvlx donowenHviMu. Jls demeii, poscOeHHbIX HeOOHOUEHHbIMU UL € 3a0epiic-
Kol 8Hympuympo6H020 pazgumus, nompebHOCMb 8 HympueHmax onpeoens-
emcsi coenacho Knunuueckum pexomeHOayusam SHMepanbHo20 6CKapMAUBAHUS
Hedonowennwix demeit (2015 e.) [38]

Note. This protein and energy requirement are appropriate for term infants.
For preterm infants or for infants with intrauterine growth retardation, the need
for nutrients is determined according to the Clinical Guidelines for Enteral
Feeding of Premature Infants (2015) [38]

YuuThiBas ILIMPOKO pacIpOCTpaHEHHbIE IaHHBIC
JIUTEpaTypbl O TIOBBIIICHHONW OEIKOBO-3HEPIeTHYIEC-
CKOM MOTpeOHOCTU JeTei ¢ OHKOJOTMYeCKUMHU 3a00-
neBaHusgMH [9, 19—23], misg npodUIaKTUKKU pa3BUTHS
HEIOCTaTOUYHOCTU MUTAHMS, BEPOSITHO, Maxe MPU YIOB-
nerBoputenbHoM HC nmetam co 3HO unenecoodpasHo
HaszHayeHUe cyOcTpaTa MUTaHUS, colepxKallero Oolee
BBICOKO€ KOJIMYECTBO OeJika M DHEpPruu, 4eM Oa3oBas
MOTPEOHOCTh 3IOPOBOro pebeHKa NTaHHOI BO3PacTHOM
kateropur. OgHAKO B HACTOSIIIEE BPEeMSI OTCYTCTBYIOT
HCCJIeNOBaHUsI, ITOCTOBEPHO IOATBEp:KAalomue 0e30-
MACHOCTb IPUMEHEHMS 3TOM TEOPUU IJIs1 A€TEH MEPBOrO
roga xu3Hu. IMeHHO mo3ToMy 0co00 BaxkeH MYJIbTH-
NUCHUIUIMHAPHBINA IIOAXOH B JEYEHUM OETEH I'PYIHOIO
Bo3pacra ¢ H/I.

JnarHocTupoBaHHasI HEIOCTAaTOYHOCTb ITUTaHUS
y ZIeTeil mepBOro rojga XW3HM (BHE 3aBUCUMOCTHU OT
CTeTICHN) SIBJISIETCSI aOCOJIIOTHBIM MOKa3aHUEM K JTUETO-
JIOTUYECKOMY KOHCYIBTUpOBaHUIO U opraHu3auuu HIT,
T. €. B O0ecrneYeHUur AOTAllMU ITUTATeIbHBIX BEIIECTB
3a CYET MCIIOJb30BaHUS JICUEOHBIX CMeceil IHTepasb-
HOTO WJIM TlapeHTepajabHoro nutaHus [39]. CoBMecTHO
C JIeYalllMMU BpadyaMHU-OHKOJIOTaMU, CIICIIMaJUCTaMU 110
HYTPUTUBHBIM TEXHOJIOTUSIM IIPOBOIUTCS OLIEHKA TEKY-
1IIeTo MUIIEBOTO cTaTyca pedeHKa (MCIoIb3ysl aHTPOIIO-
METpUIO, J1abopaTOpPHBIE METOIBI MCCIEIOBAaHMS), pac-
yeT (PaKTUYECKOTO MUTAHUS, MOA0Op «00OoraleHHbIX»
CcyOCTpaTOB 3HTEPaAIbHOTO BCKApMJIMBAHUS U METOIOB
JOTaIlMM TTUTATEJIbHBIX BEIICCTB.

OpueHTUPOBOYHAsI MOTPEOHOCTh B Oe€JIKe U HEp-
T'mn 'y I[CTCfI IIEPBOTO roaa XKMNM3HU C HEAOCTATOYHOCTBIO
MUTaHUS TIpeIcTaBieHa B Ta0J. 5.

Ta6muna 5. [lompebrocms 6 6eaike u dnepeuu y demeti nepgoeo 200a HCU3HU
¢ nedocmamourocmuio numanus [ 1, 37]
Table 5. The need for protein and energy in infants with undernutrition [ 1, 37]

120—160, nHorma* — mo 220
120— 160, sometimes™* — to 220

Benok, r/kr/cyrt 3—4, uHorma* — 1o 6

Protein, g/kg/day 3—4, sometimes* — to 6
|
IIpumeuanue. * — 6 cayuasx majiceaoi HeOOCMAMOUHOCIU NUMAHUSL.

Note. * —

DHeprust, KKaJ/Kr/cyT
Energy, kcal/kg/day

in infants with severe malnutrition.

BBuay TOro, 4To HEAOCTATOYHOCTh MUTAHUS y AeTei
MEPBOTr0O roja >XKU3HU OBICTPO MPUBOAUT K KaTabOJIM-
YeCKOUl HaIpaBJIEHHOCTM OOMeHa M, COOTBETCTBEHHO,
K HJI n 3apep:kke rU3n4ecKOoro pa3BUTHS, BBIKMIATEb-
Hasl TaKTUKa B BbIOOpe criocoba BcKapMIMBaHUSI HETIpU-
emsiema. [Ipu yBeauyeHUM NJIUTEIBHOCTH KOPMIICHMS,
HeXeJTaHUU WM HEBO3MOXHOCTU MEPOPaIbHOTO ITUTa-
HUSI HEOOXOAMMO MEPEXOAUTh Ha 30HIOBBIN TUIT KOPM-
JIeHus (TTOJTHOE TapeHTepaIbHOE TIMTAaHUE CTOUT ITpUMe-
HSTh UCKIIIOYUTEIbHO NPpU HeAPDOEKTUBHOM 30HIOBOM
KOPMJICHUM WM TIpM HaJWYUU TIPOTHUBOIIOKA3aHUI
K SHTepaJIbHOMY BCKapMJnBaHuio) [19]. [Iis1 maumeHTOB
rpynHoro Bo3pacta co 3HO ocobeHHO HE0OOX0AUMO 00¢-
CIEYUTH MOCTOSIHHYIO JOTAIIUIO HYTPUEHTOB B TOJKHOM
00BbeMe NMOCTYIHBIMU U COMNPSKEHHBIMM C MEHBIIUM
KOJIMYECTBOM OCJIOXHEHUI METOTaMH.

CymiecTBylomue  nyoJuKamuyd — JIEMOHCTPUPYIOT
MpeuMyllIecTBa IMPUMEHEHUS B JIETCKON OHKOJIOTUM
9HTEPaJbHOIO MUTAHUS Mepe MapeHTePATbHBIM 3a CUET
o6onee 3(pPeKTUBHOTO MomAepKaHUS OEITKOBO-CUHTE-
TUYECKON DYHKIIUM MPU MOIMagaHUM HYTPUEHTOB Uyepe3
cucTteMy BOpOTHO# BeHBI. CorylacHO psimy MCCiemoBa-
Huit [40—42], sHTepanbHas JOTAlUsI HyTPUEHTOB IETSIM
co 3HO (mpu OTCYTCTBUU MUIIIEBOTO BO30YXKICHUS WIN
pBOTE — KOpPMJIEHHE 4Yepe3 Opo-/Ha30racTpajbHbIi
30HI WM TacTPOCTOMUYECKYIO TpPYOKY) COIpsikKeHa
¢ OOJIBIIIMM MOJIOKUTEIbHBIM BIMSHUEM Ha TCHACHIIUU
YBEJIMYEHUSI MAacChl U [JIMHBI Tejla, MHAEKCAa MAacChl
Tela B CpaBHEHMU C TapeHTepaibHoil. ObecreueHue
SHTepaJbHOI HArpy3ku, Haxe 4YacTUYHOU, Hauboliee
none3Ho s nereit ¢ HJ [43], Tak KaK cIiocoOCTBYeT
GOpPMUPOBAHUIO TOJEPAHTHOCTU, T.€. MEPEHOCUMOCTH
MUTaTeJbHBIX CYyOCTPATOB.

DHTepallbHOEe KOPMJEHHE OKa3blBaeT BIUSHUE
Ha YJIy4llleHWe aHTPOIIOMETPUUYECKMX IIoKa3aTeyei
nereii B riepBble Hefenu JeyeHuss 3HO, B To Bpems Kak
a(pdexT oT NMpUMEHEHUsI TapeHTepaJbHOro IUTAHUS
HACTyIIaeT B cpelHeM TOJIbKO 4yepe3 3—4 Hena mocje ero
Havana. Cpenu meTeli paHHero Bo3pacTa, Hauboiee
yacTo HaxoAsduxcs B coctossHur H Ha ¢poHe TeueHus
3HO, takux, Kkak omyxoiau BuibMmca, mMemaynno6iaacTo-
MBI, pabJOMHOCAPKOMBI, HEHPOOIACTOMBI, JIEMKEMUMN,
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0c000 BaXXHO aIeKBaTHOE SHTEpaIbHOE BCKApMJIMBaHUE
C caMOro HavaJjla Kypca IMpOTHUBOOIYXOJEBOTO JIeUCHUS
[44].

Kpome Toro, nmapeHtepanbHOe TUTaHUE MOXET ObITh
COMPSDKEHO C YBEJIWYECHHUEM pPHUCKA METa0OJIMYSCKUX
HapylmeHUi, MHGEKUMOHHBIX OCJIOXHEHUMN, a TakxXKe
CYIIIECTBEHHO YBEJIWYMBAET CTOUMOCTD JICUCHUS U JJIH -
TEeJILHOCTh TpeObIBaHUs B cTalnuoHape. [Tostomy mipu
OTCYTCTBUM TPOTUBOMOKA3aHUI METOIOM BBIOOpaA
SIBJISIETCSI DHTEpaJIbHOE BCKapMJIMBaHME, ITO3BOJISIOINICE
6oJiee GU3MOJIOTUYHO 00eCIIeuBaTh OpTaHU3M pedeHKa
HyTpueHTamu [40, 45].

3akioyeHue

B cootrBerctBuu ¢ KoHBeH1ueir o mpaBax peOeHKa,
BCE IETU TPYAHOIO BO3pacTa MMEIOT IIpaBO Ha obecrie-
yeHWe HamiexalquMm nutaHueM [46]. BckapmiauBaHue
JIleTel MepBOTO TOa XKU3HU SIBJISETCS OMHUM U3 IPUOPU-
TETHBIX HaMpaBJICHUI yIYUIIEHUST BBKMBAEMOCTH JAeTeit

U COIEMCTBYET MX TapMOHUYHOMY POCTY M Pa3BUTHUIO
(BO3, 2018 r).

HJI y meteit rpymHOro Bo3pacTa SIBISIETCS aKTyaslb-
HOM, KOppUTUpPYeMOIii, HO HEIOOLIEHEHHON Ipo0iaeMoil
B OHKOJIOTMU. I[WMmoaMarHocThKa M OTCYTCTBUE CBO-
eBpeMeHHOI aaekBaTHO Koppekuuu HJI npuBomsT
K YXYAIICHUIO OTBETA Ha TEPAIUIO M CHIKEHUIO KauecTBa
KW3HU, YIUIMHSIS TOCIUTAIU3AMI0 W TOBBIIIAS OOIIYIO
CTOMMOCTD JICUCHUSI.

besycnoBHO, KaTeropus AeTeil MEepBOro roja >XW3HU
co 3HO TtpebyeT MynbTUIMCLMIUIMHAPHOTO B3IJIsSAa Ha
npobJieMy HeIOCTaTOYHOCTHM TuTaHus. MckimouunTensb-
HO TIOCTOSIHHOE B3auMMOJECTBME BCeil paboueit IrpyIimbl
CHEIMAINCTOB B IETCKOI OHKOJIOTUM (XMMUOTEPAIIeBTOB,
XUPYPIOB, IHMETOJOTOB, TIEAUMATPOB, HEOHATOJIOTOB,
COTPYIHUKOB TMAarHOCTUYECKUX OTHEJIOB) MOXKET BBICTY-
MUTb «TPUITEPOM» K CO3IAHUIO ONTUMATbHBIX €IUHBIX
npotokosioB HIT nmereit mepBoro roga >KM3HU M paHHETo
BO3pacTa ¢ OHKOJOTUYECKUMU 3a00IeBaHUSIMU.
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Bgenenue ctbio dakTopa (F) M KIMHUYECKUMU MPOSIBICHUSIMU,
OcobeHHocThi0o  peakux  koarynonatuit  (PK) mo3ToMy OCHOBHOIT aKkIIeHT B Tepanuu U MpohUIaKTH-
B OTJIMYME OT OoJiee pacIpOCTPaHEHHBIX TeMOMUIMM Ke JeslaeTcs He Ha MpolieHTe akTuBHOCTU F, a Ha mep-
A u B gaBngercs cnabasi Koppeasuus MeXIy aKTUBHO- COHAJbHOW WMCTOPUU TSIXKECTU U TMPOAOJLKUTEIbHOCTU
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3IM30/I0B KPOBOTEUEHUI, YTO TpedyeT KpailHe pa3HO-
obpasHoro noaxoaa. Eine omHoli mpobieMoit ocTaeTcs
HEIOCTaTOUHOE KOJIMYECTBO KOHIICHTPATOB IJisI BCEX
neduInTOB — Ha JAHHBIH MOMEHT pa3padoTaHbl KOH-
uentpatel aisa FI, FVII, FXI u FXIII, nostomy nisa
ocTajnbHbIX F omumsmMu BeIOOpa OCTaeTCsl MCIOJIb30Ba-
HUe cBexke3daMopokeHHoM mia3Mbl (C3I1), kpuonpenu-
muTaTta, KoHleHTpara F mpoTpoMOMHOBOro KomILiekca
(KIIK) [1]. B ctathe paccMOTpeHBI BapUaHTHI JICUCHMUS
¥ TpoUAaKTUKU 1ePUUTOB peakux F.

Jleuenue nanuenTos ¢ nepunurom FI — dpudpunorena

JIns MabIX omiepaTUBHBIX BMEIIATEIbCTB U B CIIydasx
MUHMMAJIbHBIX TIPOSIBICHUN KPOBOTOYMBOCTH MOXHO
OrPpaHUYHUTHCS UCITOIH30BAaHUEM TPaHEKCaMOBOI KMCIIO-
ThI B 103¢ 20 MT/KT BHYTpUBEHHO (B/B) 4 pa3a B ieHb [2].

B ciryyae BhIpaskeHHBIX TeMOPParndecKux MposiBICHU I
MaIlMEHTHI HYXXIAI0TCS B TepaIliy IperapaToM, CoaepKa-
muM pudpuHoreH. KoHieHTpaT uOpUHOreHa MOJTHe
TOIbl YCIICIIHO TPUMEHSIETCS KakK JJIS Tepallii OCTPBIX
KPOBOTEUEHUI1, TaK U C TTPOPUIAKTUIECKOI 1ITIbIO, B TOM
yuciie ¥ Bo BpeMsl bepemeHHocTtH [2]. K coxaneHuio, oH
He 3aperucTpupoBaH Ha Teppuropun Poccuiickoit Dene-
pauuu (P®), ¥ eTMHCTBEHHOM OILIMEH [UIsT JIEYEHMS TAKUX
nauueHToB octaroTcst C3I1 uam Kpruonpeuunmrar.

s neyeHus: cepbe3HbIX KPOBOTCUCHUM U IIPU KPYII-
HBIX OINEpPaTUBHBIX BMEIIATEIbCTBAX IMOKa3aHO ITPOBE-
JIeHWe Tepanuu KpuompeuunuratoM — 1 mosza Ha 10 KT,
B KpaiiHeM ciydae ucnonb3ytor C3I1 mng nmonmepxaHus
11eJIeBOro 3HayeHus puodpuHoreHa > 1 r/n [2].

Bo Bpemst 6epeMeHHOCTY peKOMEHIYETCS IMTOAIEPXKUBATh
KOHIIEHTpaLuIo (prubprHOreHa > 1 r/11, Bo BpeMs poioB 1 He
MeHee 3 IHel Tocye poropaspelieHus — Boie 1,5 r/m [2].

Hcnonp3oBaHue KPUOIMPELMITUTATA MPEATIOYTUTEIb-
Hee, TaK Kak coaepxkaHue (uOpUHOIeHa B KPUOIMPEII-
nuTare mpuMepHoO B 5 pa3 Beile, yueM B C3I1, coorBeT-

CTBEHHO U 00beM, TpeOyrolmiics nas1 uHdy3uu, B 5 pa3
meHbine [3]. Janee nmpuBeaeHa cpaBHUTEIbHAs XapaKTe-
pucTrKa conepxaHusi ¢puopuHoreHa u npyrux F B C3I1
M KPUOMIPELIMITUTATE, OAHAKO CTOUT CKa3aTh, YTO B OOJIb-
mmHcTBe LleHTpoB He mpoBoauTcs ctanaapTusanus C3I1
M KpUoIpeumnuraTa no ¢puopuHoreny (tadi. 1).

Jleuenne namuenTos ¢ nedunurom FII

Ha ceronnsmnuii genb KonueHtpat FII He pa3pa6o-
TaH, MO3TOMY ISl JIEUEHHUs] BO3MOXHO HCIOJIb30BaHUE
C3I1 mu6o HeakTuBupoBanHoro KITK [4].

ITokazaHusiMu K TIPOBEAECHUIO TIPOGUIAKTUYECKOMN
Teparmuyd MOTYT SIBISITBCS TSDKEIble TeMOpparnyeckKue
nposiaeHust win aktuBHocTh FII < 1 %. B ganHom ciy-
yae pPEKOMEHIOBAHO IIPOBOAUTH MPOMIIAKTHYECKHUE
3aMecTuTeNbHbIe TpaHcdy3um npenapatamu KITK B mo3e
20—40 (FIX) ME/kr Macchl Teja maluieHTa ¢ MTHTepBaJIOM
B 5—7 aHeit B uensx goctikeHust akrusHocty FI1> 10 % [4].

[Tpu nmpoBeAecHMM MaJIbIX OTIEPATUBHBIX BMEIIIATEILCTB
y AlIMEHTOB C MUHUMAaJIbHBIMU TeMOpparndecKMuMHU mpo-
SIBJICHUSIMU MOXHO OTPaHUYMTHCS MCIIONB30BAaHUEM Tpa-
HEeKCaMOBOI KUCIIOTHI B 103¢ 20 MT/KT B/B 4 pasa B IeHb [2].

B 1ensx KynupoBaHUsI BBIPAXKEHHBIX KPOBOTECUCHUIA,
a TakXke B MPOMUIAKTUYECKUX IIEJIX MPU MPOBEACHUMN
KPYITHBIX OMEePaTUBHBIX BMEIIATEeILCTB IIOKAa3aHO BBE/C-
Hue KIIK B no3e 20—40 ME/xr ¢ mocnenyoiieit nuHdpy3u-
eit mpenapata B o3¢ 10—20 ME/kr B TeueHue 48 4, ecnu
TpebyeTcs, B LeIsIX nmoaaepkanus akrusHoct F > 20 %.
ITpu orcyrcTBum KITK Takske BO3MOXHO MCIOIb30BaHUE
C3I1 B mo3e 15—25 ma/kr [4].

Ilepen pomopaspeliieHHMEM IAllMEHTKaM C aKTUBHO-
cteio F < 20 % pexkomennyercs Tepanus KITK B mose
20—40 ME/xr ¢ mocnenymwolieii mHby3Ueil Mpernapara
B no3e 10—20 ME/kr B Teuenue 48 4 nmu6o C3I1 B moze
15—25 mi1/KT, 4TOOBI TOOUTHCS MOBBIIICHUSI AKTUBHOCTH
F > 20—40 % Ha cpok He MeHee 3 AHel mociie poaoB [4].

Tabmua 1. lemocmamuueckue komnonenmet, 6xodsuue 6 kpuonpeyunumam u C311 [3]

Table 1. Hemostatic components in cryoprecipitate and FFP [3]

Kommnonent Ha 1 naker
Component Per bag
FXIII aK”I"I/I.BHOCTb, En 60 + 30
FXIII activity, U
FXIII anTurex, Mr

2 0,65+ 0,24
FXIII antigen, mg ’ ’
FVIII aktuBHOCTH, ENT

133 £37

FVIII activity, U 33
?HépHHOFCH (o Kiayccey), mr 183 + 44
Fibrinogen (Clauss assay), mg
?H?pnnoreﬂ (aHTUTEH), MT 319 + 76
Fibrinogen (ACL), mg
F Bunne6panna, anturex, En 181 + 53
VWF:Ag, U
F BuinebpaHnnaa, pucToleTMHOBAsI akTUBHOCTD, En 168 + 34
VWF:RCo, U B
O06beM makeTa ¢ KOMIOHEHTaMU KPOBH, MJT 213+2.7

Bag volume, mL

B1wmn Ha | maker B1wmn

PermL Per bag PermL
2,8 1,5 288 £ 77 1,2£0,3

0,031 £ 0,01 2,36 £ 0,76 0,0096 £ 0,003
6,3+1,9 265+ 83 1,1+0,3
8,8+2,6 725+ 199 2,9+0,6
15,2+4,2 864 + 327 3,52 1,0
8,627 218 £ 70 0,9+0,2
8,0+ 1,8 221 £ 65 0,9+0,2
— 245+ 29 =

202011N



Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

Jleyenune nanuenTos ¢ nedunurom FV

Ha panubiit MoMeHT KoHueHTpaT FV He pa3pabortaH
JUIS1 KIMHUYECKOTO IMIPUMEHEHUsI, [I03TOMY OITLIME JIeue-
Hus octaetcs C3I1 [2].

[Ipu npoBeaeHMM MaJIbIX OIIePAaTUBHBIX BMEIIATEILCTB
y HallUeHTOB C MUHUMAaJIbHBIMU TeMOPPAarnyeCKUMU IIPO-
SIBJICHUSIMA MOXHO OIPAaHMYMTHCS MCIIOJIb30BAaHUEM Tpa-
HeKCaMOBOM KMCJIOTHI B 1o3¢ 20 MT/KT B/B 4 pa3a B ieHb [2].

B 1ensix KynupoBaHuUsl BbIpaXKEHHBIX KPOBOTEUCHUIA,
a Takxke B NMPpOGUIAKTUYECKUX LEeISIX HPU MPOBEICHUN
KPYIIHBIX OINEPAaTUBHBIX BMEIIATEIbCTB PEKOMEHIOBAHO
npumeHeHue C3I1 B mo3ze 15—25 MJI/KT ¢ mocieayroiei
uHpy3uenr 10 mu/Kr yepe3 12 4 B LieasIX Moamep>KaHUs
aktuBHocty F > 15-20 % [2].

I[Ipu pas3BuTUM MHTUOUTOpA JTMOO HETOCTATOUHOM
appekTe C3I1 BO3MOXKHO MCTIONB30BaHUE KOHIIEHTpaTa
TpoMOoLUTOB (TaM coaepxkutcst 10 20 % FV) [5], onuca-
HbI yIa4HbIe ITOIBITKM MCIIOIb30BaHMS SMTaKora anbda,
KIIK [2].

PexoMeHpamy mno mnpoduIaKTUYECKOMY JICYEHUIO
MMalMeHTOB C TSKEIoi creneHbto nedunura FV He pa3pa-
6otaHbl. ECTh enMHMYHBIE COOOLIEHUS O TTPOPUIIaKTUYE-
ckoM pexume BBeaeHust C3I1 B moze 20—30 mi/kr 2 pasa
B Hepemio [2].

Bo Bpems GepemeHHocTM KoHuUeHTpauus FV, kak
MpaBujo, He moBbimaercd [6]. Takum oGpasoM, repen
poaopa3pelieHeM aleHTKaM ¢ akTUBHOCThIO F < 20 %
pekomeHayetcss uHby3us C3I1 B moze 15-25 mi/kr
JUISL JOCTMKEHMS LiejieBoii akTtuBHOctH F > 20—40 %.
B panbpHeiileM pekoMeHAYeTCS NPOBOAUTH WMHQY3UU
C3I1 B mo3e 10 mi/kr Kaxxasie 12 4 He MeHee 3 THeil, 4To-
ObI MoIepKUBaTh akTUBHOCTh FV > 20 % [2].

Jleyenune nanuenTos ¢ nedunurom FVII

Hcxons uz cnadoii koppensiiuu akTuBHOCTU F 1 Tsixke-
CTU KpPOBOTEUEHMI, peKOMeHIyeTcs B OoJiblleil Mepe
OIMPAThCS Ha KIMHUYECKHE TMPOSIBICHUS TeMopparuye-
cKoro cuHapowma [7].

JIns nedeHusT OCTPBIX KPOBOTEUEHU U B LIEJISIX TIepH-
oIepaTUBHOM MPODUIAKTUKY Y TTAIIMEHTOB C AeDULIMTOM
FVII pexomeHmyeTcss IpUMEHSITh aKTUBMPOBAHHBIN 311Ta-
kor anbda B mo3e 30—50 Mxr/kr 1 ganee 15—30 MKr/Kr
Kaxable 4—6 4 MM HEaKTUBUPOBAHHBIN I1J1a3MaTUYECKUI
koH1eHTpaT FVII B no3e 10—40 ME/Kr Macchl Tej1a maiu-
€HTa Kaxnble 4—6 4 10 KYIIMPOBAaHUS FeMOPParu4eckoro
CUHIpOMa WM He MeHee 3 BBeJeHUI B IpoduiiakTuye-
ckux uensx [4]. Takxke Bo3MoxkHO ucrojib3oBanue KITK
(pacuer mo3sl 1o FVII) muoo C3IT — 15 ma/kr[4].

IMaumenTaM ¢ akTUBHOCTBIO < 1 % U TSIKETBIMU TTPOSIB-
JICHUSIMU TeMOPParnyeckoro CUHIpoOMa PeKOMEHIO0BAaHO
MPOBeIcHUE PYTUHHOM MPODUIAKTUKN aKTUBUPOBAHHBIM
anrakorom anbda (20—40 mxr/kr 3 pasza B Hesento 6o 90
MKT/KT 1 pa3 B He/el0) WIM HeaKTUBUPOBAHHBIM TLTa3-
MartnyeckuMm KoHueHtpatoM FVII B noze 10—30 ME/kr
3 paza B Heneno [4].

[Tpu 3TOM OCTaeTcst OTKPHITHIM BOIIPOC, KaKasl aKTUB-
HocTh F TpeOyercst nmng mompaepxkaHus 3(EGeKTUBHOTO
remocTasa. Ilo mJaHHBIM IIBEMIIAPCKOTO HCCIICIOBAaHMUS,

caenayeT cuuTath 3p@ekTnBHON akTuBHOCTL FVII BhINIE
15 % [8]. 1o naHHbIM (enepanbHOI MEAULIMHCKOM T1aj1a-
Thl [epmaHum, pekoMeHa0BaHHAas1 aKTUBHOCTh F cocraBs-
JIgeT IS Majibix omepaiuii Bbiie 20 %, ISl KpYIHBIX
BMellarebeT — Boiie 40 % [9].

ITpu npoBeaeHUY MaJIbIX OIlePAaTUBHBIX BMELIATEIbLCTB
U B CIIy4asix MMHUMAJIbHBIX IPOSIBJICHUII KPOBOTOYMBO-
CTU MOXHO OrPaHMYMTHCS MCIIOJIb30BAHMEM TpaHEeKca-
MOBO#1 KUCJIOTHI B 03¢ 20 Mr/KT B/B 4 pa3a B IeHb JI100
MpUMEHEHUEM aKTUBUPOBAHHOIO 3ITAKOra ajibda B 103¢
30—50 MKT/KT OMHOKpPATHO [4].

Kenmmnam ¢ aktupHocthio F < 20 % B 111 TpumecTpe
OepeMEHHOCTH WJIM Xe TeM, Y KOO0 eCThb reMopparmye-
CKUIi aHaMHe3, IIpY IIPOBEICHUH OIIEPaTUBHOIO POAOPA3-
pelieHuss Tpebyercs NpodUIaKTUKa aKTUBUPOBAHHBIM
anTakorom ajibda 15—30 MKr/Kr Kaxiabie 4—6 4 He MeHee
3 gHeit, ocTaJIbHBIM XXeHIIMHaM ¢ aeduiurom F repanus
TpeOyeTCsl TOJIBKO IPU Pa3BUTUM BBIPAXKEHHOTO KPOBO-
TeueHus [4].

IIpu BweIOOpe mpemnapara FVII HeoOXxoaumo y4uThI-
BaTh, YTO aKTUBHUPOBAHHbII 3MNTAKOT ajlb(ha B CpaBHEHUU
¢ mazMatndyeckum KoHueHtparoM FVII moxkasan Gonee
OBICTPBII II€PUON IIOJNYBBIBEACHUS M 0o0Jiee BBICOKYIO
CKOpOCTb pacmpeaeneHus npemnapara [10].

Jleuenne namuenToB ¢ nedunurom FX

B OonbIIMHCTBE cllydyaeB MpU HEOOXOIMMOCTH IIPO-
BEJCHUSI IIEPUONEPATUBHON MPOGUIAKTUKMI IIPU MajbIX
OIlepPaTUBHBIX BMEIIATEIbCTBAX, a TAKXKE B LIEJISIX KYIIUPO-
BaHUsI HEBBIPAXKEHHBIX KPOBOTEYEHUIA JOCTATOUHO Orpa-
HUYMThCS MCIOJb30BaHUEM TPAHEKCAMOBOM KMCIIOThI
B no3e 20 Mr/Kr B/B 4 pa3a B IeHb [4].

J1st JIedeHUsI OCTPBIX KPOBOTEUEHUI U B LIEJISIX TIEPU-
OIePaTUBHOM NMPOGUIAKTUKMU Y MAlUEHTOB ¢ Aeduiim-
toM FX mokazano mposeneHue tepanuu KITK B mose
20—30 ME/xr ¢ mocnenymoiieii uHby3Ueil Mpemnapara
B no3e 10—20 ME/kr B TeueHue 24 4, eciu TpeOyeTcs.
LleneBoe 3HaueHue aktuBsHoctu FX cocrasiser > 20 %.
ITpu npumenennu KITK ¢ u3BecTHBIM CTaHIApTU30BaH-
HbIM coaepxkaHueM FX pacyer m03bl MOXKHO OCYILECT-
BJISATH IO HeMy, Npu TIpuMmeHeHun mnpemnapaToB KITK
C HeCTaHIApTU30BaHHBLIM/BapHUaOeIbHBIM COIEPXKAHUEM
FX — o FIX. I1pu orcyrctBun KITK Bo3MOXHO MCITONb-
3oBanue C3I1 15—25 mu/kr [4]. KonuenTtpar FX He 3ape-
rucTprpoBaH Ha tepputopun PO [11].

B umensx mnpenoTBpallieHMs pa3BUTUSI TeMOpparu-
YECKOr0 CUHAPOMA IMPU HAJIUMYMU MEePCOHAIbLHOIO WU
CEeMEMHOro aHaMHe3a TSDKEJIOr0 KJIMHUYECKOTo (PeHOTH-
Ma, MpeAlleCTBYIOIMX KPOBOTEUEHUI WIM IIPU CHIKE-
Huu aktuBHocTH FX < 2 % pekoMmeHayeTcsl IpoBeAcHUe
JOJITOBPEMEHHOI'O MPOGMIAKTUUECKOIO JIEYCHUSI C BBE-
nenueM KITK B mo3e 20—30 ME/kr Maccel Tesla malmeHTa
2—3 pa3a B HeIeo B LIESIX MOAAEPXaHUSI aKTUBHOCTU
FX > 1 % y B3pocnbix u > 2 % y neteil. AlbTepHaTUBHBIIA
BapUaHT MPOBeACHUS NPOMPUIAKTUYECKOIO JICUCHUS
MOXKET OBbITh UCITOJIb30BaH y IALIMEHTOB ¢ 6a30BOi1 aKTUB-
HocTbio FX <5 %: KITK B no3e 20—70 ME/Kr macchl Tesia
nauueHTa 1 pa3 B Hexmelnio [4].
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XKennmnam ¢ aktuBHocThio FX < 30 % Ha MOMEHT
poaopa3pellieHrs PEKOMEHIYeTCs IOMAepKUBaTh e¢ Ha
ypoBHe > 40 %, 3aTteMm B TeueHue 3 1Hei Ha ypoBHe > 30 %
[4]. [TpodunakTyeckoe edeHre BO BpeMsl OepeMeHHO-
CTH OOBIYHO He TpebdyeTcs, TaK KaK aKTUBHOCTb BO3pacTa-
eT pusnosiornyecku [6].

Jleyenue nanuenTos ¢ aedumurom FXI

B GoablIMHCTBE ciyyaeB MpU HEOOXOAUMOCTU ITIPO-
BEICHUS TEePUOIIePaTUBHON MPOMWIAKTUKHI TIPU MaJIbIX
OIepaTUBHBIX BMEIIATEIbCTBAX, a TAKXKE B LEISAX KyIH-
pOBaHUs HEBBIPAXKEHHBIX KPOBOTEYCHMI, B TOM YMCIE
MEHOpPparuii, 10CTaTOYHO OTPAHUYUTHCS NCTIO0JIH30BaAHN -
€M TpaHEeKCaMOBOIl KMCIOTHI B 103¢ 20 Mr/Kr B/B 4 pasa
B ICHb [2].

B Hacrosiiee Bpemst Ha Tepputopun P® He 3aperu-
crpupoBaH KoHueHTpaT FXI, mosTtoMy B ciyyae BbIpa-
JKEHHBIX KPOBOTEUCHMI ITOKA3aHO MPOBEICHUE 3aMeCTH-
tenabHOM Tepanuu C3I1 B noze 15—20 mi/kr [4].

Manbie onepalini, Takue Kak yaajieHue 3yoa, Tpeoy-
10T MPOBEICHUS COMPOBOANTEILHOM Teparuy TpaHeKca-
MOBOI1 KucjoToil (20 Mr/Kr) per os 1100 B/B B TeUCHUE
7 nHei1 [2].

Jna KpyImHBIX ONEpaTUBHBIX BMEIIATEIBCTB (TaKUX,
Kak oIepalydy Ha LEHTPaJbHOII HEPBHOU CHUCTEME)
akTuBHOCTH F moykHa momaepkuBaThbcsl Ha ypoBHe > 40
% BeCb UHTPAOIePALMOHHbIN MEPUOI 1 Ha IPOTSIKEHUU
7 mHei1 Tocie XUpypruiecKoro BMeIaTeabCcTBa, YTo Tpe-
OyeT mpoBeiaeHUs mnpodunakTuyeckoro BBeaeHus C3I1
B mo3e 15—20 mur/kr/cyt [2].

KpoBoTeueHust B mociaepoaoBoOM Ieproae TAKKE MOTYT
OBITH YCIICIIHO KYITMPOBaHbI IPUMEHEHUEM TpaHEKCaMO-
Boii kuciothl (20 Mr/Kr B/B 4 pa3a B neHb). [IpuMeHeHMe
C3I1 B mpouakTUYeCKMX LIeJIsIX, KaK MpaBujio, He Tpe-
OyeTcsT 1 MOXET IIPOBOIUTHCS MPU ONEPaTUBHOM POJIO-
pa3pellleHUM WIK Xe MPU BBIPAXKEHHOM KPOBOTCUCHUM
B aHaMmHe3e [2].

IManuenTs! ¢ nedpumrom FXI Ha poHe Tepanuy KOH-
LIEHTPaTOM MOTYT pa3BMBaTh MHTUOUTOPHI. CrIOHTAaHHAS
KPOBOTOUYMBOCTh Y JaHHBIX OOJIbHBIX B OCHOBHOM TaKXke
OTCYTCTBYET, HO MPU IJIAHMPOBAHUHU OIEPaTUBHOTO BMe-
1IaTeJIbCTBA YCIIEIIHO TMPUMEHSIETCS aKTMBUPOBAHHBIM
anrtakor anbda B no3ax or 15—30 no 90 MKr/Kr Kaxabie
2—44[12].

Jleyenune namuenTos ¢ nedunurom FXIIT

YuuThiBasi BBIPAXXEHHOCTh TIeMOPPArMYecKuX IIpo-
SIBJICHUM Y BBICOKYIO BEPOSTHOCTb KM3HEYIPOXKAIOLIMX
KPOBOTEUEHUI, PEKOMEHI0OBAHO CJIeIYIOLIEE.

J171s1 IedeHUsI OCTPBIX KPOBOTEUEHUIA U B LIEJISIX TIEPU-
oIepaTUBHOM MPODUIAKTUKY Y TTAIIMEHTOB C AeDULIMTOM
FXIII mokazaHo mpoBeaeHNEe Tepariy KPUOIpeUIInTa-
ToM 1 mo3a Ha 10 Kr Macchl Tejla TlalyeHTa, B ciaydyae ero
orcyrctBust — C3I1 B mo3e 15—25 mu/kr [2, 13]. MUcnob-
30BaHME KPUOIPELUNMUTATa TIPEANIOUTUTETbHEE, TaK KaK
conepxaHue GUOpUHOreHa B KpUOMPELUIIUTATE IIPUMEP-
Ho B 3 pa3a Briiie, yeM B C3I1, COOTBETCTBEHHO 1 00bEM,
TpeOyromuiics A UHQy3uu, B 3 paza MeHbiie [3].

Bce natmeHTsl, y KoTopbix aktuBHOCTh F < 10 %, mmoz-
Jiexar 00s13aTeIbHOMY IPOGMIAKTUYECKOMY JICYCHMUIO.
V 6onbHBIX ¢ akTUBHOCTBIO F 0T 10 10 40 % nipu ycnoBumn
TSDKEJIbIX KPOBOTEUYEHMIA TaKXKe HACTOSATEIbHO PEKO-
MeHayeTcs TnpodunakTuka [2]. Lenb nmpoduaakTuku —
JIOOUTBHCS TOBBILIEHUST YPOBHSI akTuBHOocT F > 20 %,
YTO [103BOJISIET M30€KaTh XKU3HEYIPOXKAIOIINX KPOBOTEUE -
Huit [14]. Jnsg npoduIakKTUKKA UCIIONb3YIOTCSI KpUOTIpe-
munuTat 1 mo3a Ha 10 Kr Macchl Teja malMeHTa KaXKable
4—6 Hen, 6o C3I1 — 10 mi/kr Kaxabie 4—6 Hen [2].

V nauuenTtoB ¢ pgepuuntom FXIII Bo3aMoxHO oOpa-
30BaHME MHIMOUTOPOB, YTO MOXET CUJIbHO IOBJIUSIThH Ha
tepanuio. [TpoToKoNOB JIeueHnsT THTUMOUTOPHOM (HhOPMBI
Ha JaHHBIA MOMEHT He cyliecTByeT. [IpuMeHsIOTCS Clie-
IyIoIIe IMpernapaThl ¢ pa3IunYHbIM YCTIEXOM: KOPTUKOCTE-
pouIbl, pUTYKCUMAa0, BHYTPUMBEHHBII UMMYHOIJIOOYJIUH,
cuposmumyc [15].

IIpodunakTukoii HeBbIHAIIMBAHUSA OEPEMEHHOCTU
SIBJISIETCST 00sI3aTe/IbHAsL Tepallusl, IpU3BaHHAsS IOIIEP-
>KUBaTh akTUBHOCTb F > 10 % Ha npoTskeHuu GepeMeH-
HOCTHU, Iepel poJopa3pelieHHeM TpeOyeTcsl IOIOJIHU-
TeabHOe BBeneHue F [2].

Ha nipoTsokeHuy MHOTMX JIET B MUPE YCIIEIITHO UCIIOJIb3Y-
10T KoHLieHTpathl FXIII. PaznuyaroT 2 KoHIIgHTpaTa — Ij1a3-
MEHHBIN, comepxamuii ode cyobennHuibl FXIII-A2B2,
U peKOMOMHAHTHbIN, KOTOPBIM IPUMEHSIETCS Y MaLEHTOB
¢ nedpekrom cyorenuunibl FXIII-A [16]. JanHble npena-
paThl He 3aperncTpUpoBaHbl Ha Tepputopun P® [11].

JleyeHue MaNMEHTOB ¢ KOMOMHHPOBAHHBIM Je(HIUTOM
FVu FVIII

JleyeHne maHHBIX OOJBHBIX CTAaBUT Tepen KIMHU-
LIMCTOM JIOCTaTOYHO CJIOXHYI0 3amady. s 3aMelneHust
FV KOHIIeHTpaT Ha CeromHsIIHUII IeHb He pa3paboTaH,
B kpuonpeuunurare u KIIK manubeiii F otcyrcTByer,
MO3TOMY €IMHCTBEHHOM OINLIMENA OCTAaeTCS NMPUMEHEHUE
C3I1. dnga zamemenus FVIII umeercs 6onbinoii apceHan
KOHIIeHTpaToB. Takxke Hao YUUThIBATh Pa3IMYHbIC IIEPHO-
Il MOy Ku3HU: 1j1s1 FV — 36 u, st FVIIL — 10—14 4 [17].

J1st JIedeHUsI OCTPBIX KPOBOTEUEHUI U B LIEJISIX TIEPU-
OIepaTUBHOM NPOPUIAKTUKN Yy TMalUMEHTOB C Jedu-
mutom FV + FVIII pexomennyercst mpumenars C3I1
B 1o3e 15—25 mui/kt, a Takxke kKoHieHTpara FVIII B nose
20—40 ME/kr, 4roOBl mMOmAEpPXKUBATH AaKTUBHOCTh
FV > 15-20 % u FVIII > 50 % [2]. [1pu HenocTaTOYHOM
a¢deKkTe ecTh COOOIICHHUSI 00 YIaYHOM KMCIIOJIb30BaHUM
aKTMBUPOBAHHOTIO 3MTakora anbda B 103e 90 Mxr/xr [18].

ITpu npoBeaeHUY MaJIbIX OIlePAaTUBHBIX BMELIATEILCTB
U B CIIy4asix MMHUMAJIbHBIX IIPOSIBJICHUII KPOBOTOYMBO-
CTU MOXHO OIPaHMYMTHCS MCIIOJb30BAHMEM TpaHEeKca-
MOBOI1 KUCJIOTHI B o3¢ 20 MI/KT B/B 4 pa3a B IeHb, JT100
MpUMEHEHUEM aKTUBUPOBAHHOIO 3ITAKOra ajibda B 103¢
30—50 mkr/kr omHokpatHo. IlpodumakTuyeckas Tepa-
My TalyeHTaM, Kak IpaBuiio, He Tpedyercs [2].

Bo Bpemsi OepemeHHOCTM KOHUeHTpauus FV, kak
MpaBUIO, HE TOBBIIIACTCS, MPU 3TOM akKTuBHOCTH FVIII
noBbIIIaeTcs 3HaunMo [6]. Takum obGpasoM, mepes poio-
paspelleHreM MmauueHTkaM ¢ aktuBHocThi0O FV < 20 %
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pexomMeHnyercsa uHby3us C3I1 B noze 15—25 mu/Kr, 4TO-
Obl TOOUTHCS MOBBILIEHUS €ro akTuBHOCTU > 20—40 %.
B panbHeiilieM pekoMeHAYeTCS MPOBOAUTH WMHQY3UU
C3I1 B mo3e 10 mur/Kr Kaxnple 12 4 He MeHee 3 IHEN,
yTOOBI MOIAEpPKMUBaTh akTUBHOCTE FV > 20 %; ecin
aktuBHocTh FVIII < 50 %, pekomeHmyeTcsi TPOBOIUTH
3aMeCTUTEJIbHYIO Tepanuio KoHleHTpaTom FVIII [2].

Jleyenne manyeHTOB ¢ KOMOMHHPOBAHHBIM IeduuuToM
BuTamMuH K-3aBucumbIx (pakTopos

OCHOBOIi JICUEHMS SIBJISIIOTCSL IMapeHTepabHas WU
nepopaibHas dopMbl BuTamuHa K1 (mpemapat He 3ape-
ructpupoBaH Ha teppuropun P®D) [11]. BonbiimHCcTBO
MMaLMEHTOB IOJHOCTbIO WIM 4YacTUYHO OTBEYalOT Ha
JAHHYIO Tepaluio, IpU 3TOM €CTh ClIydau, KOrma He
HaOJI0Ia0Ch TOBBbIIeHHE aKTUBHOCTU F. YuuteiBas
HEJIOCTYIIHOCTh Ipenapata BuTamuHa K, Ha Teppuro-
pun P®D, mo-BuammMoMmy, ajbTepHATMBHBIM BapUaHTOM
JIeYeHUs] TaKUX IMallMEHTOB B HAIllell CTpaHe SIBJISIETCS
NMpUMeHEeHWEe MeHaJuoHa HaTpusl Oucyibdurta. TeM He
MeHee 3(p@GEKTUBHOCTh M 0E30MaCHOCTh MPUMEHEHUS
JAHHOTO IMpelrapaTa y 3TMX [alMEHTOB HE OlieHEHa.
B ¢Bsi31 ¢ 0OTCYTCTBHEM BO3MOXHOCTU IIPUMEHEHMS BUTa~
MHHa K1 TepareBTUYECKOM OIIuelt sl TAKMX OOJbHBIX
ocraercsl npuMeHeHue 4-kommnoHeHTHBIX KITK B mose
20—30 ME/kr wiu C3I1 B mo3e 15—25 mu/kr [2].

B nutepatype onucan 1 ciyyait ynauHoii 6epeMeH-
HOCTHU M pOJOB Ha (poHEe MPOPUIAKTUUECKOTO JICYSHUST
BuTaMuHoM K| y mauuMeHTkn ¢ KOMOMHMPOBaHHBIM
neduuurom ButaMuH K-3aBucumsbix F. Ha mpoTskeHUM
BCceil 6epeMEHHOCTH OHa I10JIyyaia €XEIHEBHYIO IIPO-
¢bunaktuky Butamutom K| B nose 15 mr, Ha 38-i1 Heze-
JIe COCTOSUIMCH YIauHble €CTECTBEHHBIE PO, B IIOCJIE-
pPOIOBOM IIEPUOJAE B CBSI3U C KPOBOTCYCHMEM IIOCIIE
MMPOBEJAEHHON 3MU3MOTOMUM Obllia TpoBeleHa MHOY-
3us C3I1, Takum 06pa3oM, MOXKHO CIeIaTh BEIBO, UTO
MalMEeHTKM ¢ KOMOMHMPOBAHHBIM Je(UIIMTOM BHUTA-
muH K-3aBucumbix F Ha (oHe npoduiakTudyeckoit
Teparuy MOIYT BBIHOCUTH ILIOA 0e3 reMopparu4ecKux
smu3010B [19].

Tabmuna 2. 3asucumocms yposusa F om cmenenu kposomouusocmu [20]

Table 2. Dependence factor level and clinical bleeding severity [20]

3akiroyenne

BbipaxkeHHast KOppesLMs MEXAy aKTHMBHOCTbIO
F 1 TsoKecThIo reMopparnyeckoro CMHApoMa HabJlo1aeT-
ca npu aedpunure pudopuHoreHa, FX n FXIII, nns Bcex
OCTaJIbHBIX Je(ULIMTOB HabmogaeTcs aubo ciabdast Kop-
pensiius (FV, FVII u couetannsbiit nepunurt FV u FVIII),
6o koppensaiuu He Haomomaercs BoBce (FXI) (pucy-
HOK). TakuMm 00pa3oM, Mpu pelIeHUr BOIIpoca O IpH-
MEHEHMU NpOPUIAKTUYECKON Tepanuu s AeduinTa
¢udpunorena, FX n FXIII moxHO onupaThest Ha aKTUB-
HocTb F. 17151 Bcex ocTaabHBIX Ae(PUIIUTOB aKIIEHT TOJIKEH
JeIaThCsl Ha ydeTe IIePCOHAJIbHOTO0 IeMOpPParuyecKoro
aHaMHe3a, MPEeACTOSIIINX PUCKOB OIePaTUBHOIO BMeEIIa-
TEJIbCTBA U OLIEHKE MEXXIYHAPOIHOIO OIbITa (TadI. 2).

®ubpoHoren FV
Fibrinogen

FV+FVIII Vil FX FXI Xl

W Acumntomatuunel Asymptomatic M Grade| M Grade Il Grade Ill

Taxncecms cemoppaeuneckux nposieaenuii npu PK [20]

Severity of hemorrhagic manifestations in RBDs [20]

OcHosoit teueHusa PK ocraercs 3amelnieHune Hegocra-
romero F. Camoii onTuManbHOM Tepanueii IBiasieTcst mpu-
MeHeHMe KoHleHTpaTta F. Ha maHHBI MOMEHT MMeroTcs
konueHtpatsl FI, FVII, FVIII, FXI u FXIII — u3 Hux Ha
Tepputopun P® 3aperucTprpoBaHbl TOJIbKO KOHLIEHTpAT
FVII n aktuBupoBaHHBII amnTakor ajibda. [Ipenmyiie-
CTBaMM KOHIICHTPATOB SIBJISIIOTCSI BO3MOXHOCTb OITH-
MaJIbHOT'O JIO3MPOBaHUsI, Majiblii 00beM MH(Y3UH, peIKe
aJUIeprUYeCcKue peakilin; KOHLEHTPATbhl — BUPYCUHAKTH -
BupoBaHHbie. Ha Teppuropun P® paspelieH K UCIOJb-
3oBaHMio KITK, KOTOpbIii MOXET NPUMEHSITHCS IS

DuUOPUHOTEH, MI'/IT
Fibrinogen, mg/dL

FV, % 12
FV + VIIL, % 43
FVII, % 25
FX, % 56
FXI, % 26
FXIII, % 31

6
34
19
40
26
17

0,01 0
24 15
13 8
25 10
25 25
3 0

IIpumeuanue. Grade 1 — kposomeuenus nocie mpaem, npuMeHeHUs GHMUKOazyAsHmos/anmuaepeeanmos; Grade 2 — cnoHmanHvle MUHUMANbHBIE KPOBO-

meueHusi, Grade 3 — cnonmanHble KPYNHble Kpo8OmMe4eHUsl.

Note. Grade 1 — bleeding that occurred after trauma or drug ingestion (antiplatelet or anticoagulant therapy); Grade 2 — spontaneous minor bleeding;

Grade 3 — spontaneous major bleeding.
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tepanuu aepunura FII, FVII, FX, kpuonpeuumnurar
npu aebunure cdudbpuHoreHa u FXIII. Ilpomomkaer
mupoko npumeHaTbest C3I1, KoTopast HeCMOTPST Ha CBOIO
JIOCTYITHOCTh MMEET OOJIbIIOe KOJUYECTBO HEAOCTATKOB:
CJIO3KHOCTb aIeKBaTHOI'O TO3UPOBAHMS, PUCK IIePerpy3Ku
00BEMOM, PUCK Mepeaayn TPaHCMUCCUBHBIX MHMEKIINIA.
MBI HaxoauMCsl ellie B Havyajie IJIMHHOIO IyTH MOHMMa-
HUSI U OIIpelesieHUs] BEpHOM TAKTUKW B JAMArHOCTHUKE,

Tepanmuyu U MpOoGMIAKTUKE KPOBOTCUECHUI MPU PEIKUX
nepuumtax F. Ho Gmaromaps HapacTaiolmyM BO3MOXHO-
CTSIM JUArHOCTUYECKMX JIabopaTopuidi, MEeXIAyHApOIHOMU
KOOIlepallui y HAaC HaKaIJIMBAeTCSI OMBIT B MIOHUMAaHUU
GyHKIMM Kaxaoro u3 F u cucreMbl reMocTasa B 1IEJI0M,
YTO ITO3BOJIUT B OyayIIIeM NOOUThHCS eliie 00ee rTy0oKoro
MOHUMaHMSI (YHKIMM OpraHuM3Ma U, COOTBETCTBEHHO,
co3maTth 0oJiee YHUBEPCAIbHYIO TePaITrIo IS MallueHTOB.
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Ponb MarHumbo-pe3oHancHoll momorpacuu
B AUArHoCMuKe 3N10Ka4YecmBeHHbIX HOBOOOpPa30BaHuil Kocmedl.
CoBpeMeHHOe cocmosfAHue Bonpoca

A.. Banees, A.A. Manos
DI'bOY BO «Kaszanckuii eocydapcmeeniblii meduyunckui ynusepcumenm» Munsopasea Poccuu;
Poccus, 420012, Pecnybauxa Tamapcman, Kasanw, ya. bymaeposa, 49

Konmaxmmuuvie dannvie: Armasz Unvoaposuu Banees valealmaz@yandex.ru

B 0030pHoli cmamye 0céewjaomes 60NPOCHl KAUHUMECKO20 ONbIMA NPUMEHEHUs COBPEMEHHbIX MOMOoepaduUecKux mMemooos (MasHum-
Ho-pe3onancHoi momoepaguu (MPT) u penmeenosckoii komnwvromeproil momoepagpuu (KT)) 6 duacnocmuke u oueHke npoepeccuposanuis
3/10Ka4eCmBeHHbIX HOB000PA308aHULL KOCMelL, Pe3IOMUPYIOMCS pe3yabmamsl Haubonee KpynHblX UCCAe008aHUIL, OeMOHCMPUPYIOUUX CPaAG-
HUMEAbHYI0 XAPaKmMepucmuky memooos. Mrozouucaentbie 0aHHble 0eMOHCMPUPYIOM 8biCOKYI0 uyecmeumenvhocmo MPT u chopmupyrom
credyruue duasHocmuyeckue 3a0a4u, peuaemvle OAHHbIM Memo0OM: CIMeNneHb 806AeHeHUs 8 NAMOA0UMECKUD NPOUecC MACKUX MKa-
Heil, nopa)cerue HePBHO-COCYOUCO20 NYYKA, CYCMABHOL NOBEPXHOCMU, OUEHKA NPOMSICEHHOCIU ONYXO0AU 8 KOCMHOMO32080M KAHAAe.
B mo ace epems KT demoncmpupyem 6oaee 8biCOKYH UYBCMBUMENbHOCHIb 8 OUeHKe KOPMUKANbHOU 0eCmPYKUUU U CmeneHyu MUHepanu-
3ayuu mampukca. B cmamoe paccmampueaomces pasHooopasue npoepammusix nocaedosamenvhocmeli u pedcumos MP-ckanuposanus,
nepcnekmuebl Memood 8 oueHKe pacnpocmpaHeHHoCmu, Cmaduposanus U ougghepeHyuansHoil uazHoCmuKY onyxonel Kocmei.
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Bsenenue

BaxubiM sTanmom muddepeHInanbHON THAaTHOCTUKHI
3JIOKAYECTBEHHBIX HOBOOOPAa30BaHUM KOCTHO-MBIIIICY-
HOI CHCTEMBI SIBIIICTCS MYJIBTMMOMAIBHOE MCCIIeI0Ba-
HHUE C MPUMEHEHWEM COBPEMEHHBIX TOMOIpachMIeCKIX
MeTtonoB. Ha maHHBIE MOMEHT MJISI 3TOTO ITOCTYITHBI,
IIOMUMO KJIACCMYECKUX PEHTTCHOJIOTMYCCKUX METOJIOB,
peHTreHoBcKast KomrmpioTepHas (KT) m MmarHUTHO-pe30-
HaHcHasg (MPT) tomorpaduu. O6a MeToga UMEIOT CBOU
MIPEeNMYIIEeCTBa U HEAOCTATKM, OMHAKO B IIOCIICIHIE TOIBI
MP-muarsocTuka IIpeTeprieiia HeKOTOphle M3MEHEHMS,
W TIOSIBUJIMCH HOBBIC IIOCIICAOBATEIILHOCTH, KOTOPBIC
MOTYT CTaTh MOACIIOPHEM B PEIIEHUH BOIIPOCOB IIEPBUY-
Hoi1 1 G epeHIINATBHON TUarHOCTUKA HOBOOOpa30Ba-
HUI KOCTEM U MSITKUX TKaHei [1].

OrnepaTUBHBIN METO JICUCHUSI OITyXOJIe KOCTHO-MBbI-
IIEYHOM CHUCTeMBI SIBISICTCSI Ha CETONHSIIHHUI IeHb
OCHOBHBIM, a ONPEISIISTIONINM KII0OYOM K HEMY CIYXKHUT
MaKCAMAJIBHO TOYHOE ONpPENEeJIEHUE TPaHWUIL] OITyXOJIn
U 300pOBBIX TKaHel. CyIIecTBYeT OOJbIIOe KOJIMISCTBO
Hay4YHBbIX pabOT, MOCBSIIEHHbIX OLIeHKE 2 (HEKTUBHOCTU
COBpPEMEHHBIX METOIOB JIyIeBOIT TMAarHOCTUKHA HOBOOOpa-
30BaHUI CKeJIeTa, TTO3TOMY IOSIBIUIACH HEOOXOIMMOCTH
MIPOAHAIM3UPOBATh X, CPABHUTD PE3yIbTaThl U IPUUTH
K KOHKPETHOMY BBIBOZY.

OcHoBHbBIE TaHHbIE

Hamu Obl1 mpoBeneH cucTeMaTU3UPOBaHHBII 0030p
Hay4yHOI JIMTepaTyphbl, OIYOJMKOBAHHOW IO JaHHOM
TeMe 3a TocjeaHue 15 JeT U npencraBieHHOU B Oase
nmaHHbIX PubMed. I1pu moucke paboT OBIIM MCITOJIB30-
BaHHbI cienyiomue Kmouesble cioBa: CT and MRI, bone
tumors imaging, children sarcomas.

Krnaccudpukanmsas HOBOOOpa3oBaHUIT KOCTHO-MBI-
IIEYHOI CHUCTEeMBbI BOJIIOIMOHNPOBaIa Ha MPOTSKEHUHN
BpEeMEHU C YICTOM JOCTIDKCHUI KIMHAYECKIX, TYIEBBIX
1 1a00paTOPHBIX METOIOB ANarTHOCTUKH [2]. Ha MmoMeHT
HamnucaHUs 3TOM O030pHON CTAaTbU aKTyaJlbHOI SIBJISI-
eTcs KiacCU(UKAIUS OIyXOJel KOCTHO-MBIIICYHOMN
cucteMbl BcemMupHOI opraHM3aliM 3IpaBOOXPAHEHUS
2013 r. JIng ctanupoBaHUS OITYXOJIU TIPUHSTO UCITOIB30-
BaTh Kinaccudukauuo TNM.

KnuHngecku oIyxoim KOCTeH HEIAT Ha TICPBHI-
HbI€, pacTyllde HEMOCPEACTBEHHO M3 KOCTHBIX CTPYK-
Typ, ¥ BTOPMYHBIE — METACcTa3bl OIIyXOJeH HPYrux
cucteM. [lepBUYHBIC ONMYXOJM KOCTEM BCTpPEUAIOTCS
penko, Ha 2010 . B Poccun 3a601eBaeMOCTb COCTaBIIsIA
1,03 cimygag Ha 100 ThIc. Hacemenus [3]. Haumboiee
pacpoCTpaHEHHBIMH 3JI0KAYeCTBEHHBIMM OITYXOJISIMH
KOCTeil y AeTell SBISIIOTCSI OCTeocapkoMa M capKoMma
IOunra. Ocreocapkoma cocTasisieT 3 % Bcex 3/10Kade-

CTBEHHBIX OIYXOJIel y AeTel, BCTpedaeTcsl C YaCTOTOMU
0,4 cmygast Ha 100 TBIC. IETCKOTO HACEJICHMS B BO3pacTe
0—17 net. Capkome IOunra orBoautcs 2 % B CTpyKType
OHKOJIOTUYECKOM 3a00JIeBaeMOCTH, OHAa BCTPEYACTCS
c yactotoii 0,3 ciyyas Ha 100 ThIC. JETCKOTrO HaCeJICeHUST
B Bo3pacte 0—17 set [4—6].

TpagumoHHO 1-M 3TanmoOM JOUATHOCTHUKM OITyXO-
JIed KOCTel SBASETCS peHTreHorpauuecKuii METO/,
[7]. TIpu peHTreHOrpauUM MCHONB3YIOTCS CIIEAYIOIIe
KpUTEpUU OLIEHKM: pa3Mep ouara, ero cpaBHHUTEJbHas
IUIOTHOCTbH, Kpasi, HaJW4he WIA OTCYTCTBHE peaKIIUH
CO CTOPOHBI HAXKOCTHHUIIBI. OMHAKO, MCITOJIB3YsS OOBIU-
HYIO peHTreHorpaduio KpaifHe 3aTpyIHUTEIBHO CYIUTH
0 IIPOTSKEHHOCTH OIYXOJIN, O HAIMINK MATKOTKAHHOTO
KOMITOHEHTa, O BOBJICYCHHOCTH HEPBHO-COCYIVCTOTO
MMy4YKa M CYCTaBHOTO XpSIna. DTU KPUTCPHUU SBJISTIOTCS
KpaifHe BaXXHBIMH B OIICHKE PacIIpPOCTPAaHEHHOCTH OIy-
XOJIM W B BBHIOOpE HmajmpHEWIIeH TaKTUKU. Clemayrolmmum
3TalloOM B OUATHOCTUKE SIBISIETCSI TOMOTpachMIeCKUil
meron. Kaky KT, rak u y MPT ectb cBOM ITpenMyiiiecTBa
¥ HEIOCTATKU.

H. Hapani et al. [8] TpoBesin cpaBHUTETBHYIO OLIEHKY
metonoB KT u MPT B nuarHOCTHKe MePBUYHBIX OITyXO-
JIell KocTell, B TOM uuciie capkoM, y 13 manmentos. KT
nokasaia ce6s apdexruBHee, yeM MPT B onpenenenun
KOPTUKAJIBHOM TECTPYKILIMHU B 2 CITy4asiX, B OCTAIbHBIX 10
Haomonenusgsx MPT u KT oka3zanuch onmHaKoBO 3 dek-
TUBHBIMHA. MUHepaan3amnys MaTpuKca Obljia B 5 caydasx
u KT omnpenenuna ee TouHee. B 5 nabmogenusx MPT
oKazajach bosiee 3(p(PeKTUBHOI B OIPEACICHUN CTeTIe-
HU TTopakeHnsT KocTHoro mo3ra, B 8 — MPT u KT umenu
paBHYIO 3(PPeKTUBHOCTL. CTEIIeHb MOPAXEHMST MSATKUX
TKaHei B 7 ciyvasix aydine oueHuBaiach Ha MPT, onHako
Y OCTaBILKXCSI 6 MMallMEHTOB 00€ MOJAIbHOCTHU ITOKA3a/Ik
cebs ommHaKoBO 3 dekTuBHBIMU. [lopaxkeHne cycTaBa
o610 B 4 ciayyagx u3 13, m Bo Bcex MPT mpes3onnia
B apdextuBHoctu KT. ¥V 9 marimeHTOB BOBIEUEHHOCTD
HEPBHO-COCYIMCTOTO ITyJKa Jydllle BU3yaIn3UpOBaiach
Ha MPT, ognako y 4 maumentoB KT oka3sayack Takoii xe
addexTuBHOM, Kak 1 MPT (1adm. 1).

Taxum ob6paszomMm, cornacHo naHHbIM H. Hapani et al.,
MPT nokassiBaet cebs 6oee 3(pPEeKTUBHBIM METOIOM
B OIIpEIeICHUU ITOpaxkeHUs] MATKUX TKaHei, KOCTHOTO
MO3Tra, HEPBHO-COCYAMCTOIO Iy9Ka M CycTaBa, OJHAKO
ycrymaet KT B olieHKe CTEIIEHN MOPaXKeHUST KOPTUKAJb-
HOTO CJIOSI KOCTH 1 BBISIBJICHUU YYaCTKOB OOBI3BECTBIIC-
HUS MaTpuKca [8].

HecmoTpst Ha BRIIeniepeYnCIIEHHBIE TIPEUMYIIEeCTBA
MPT, Bce elle He pelieH BONPOC TOYHOTO pas3rpaHuye-
HUSI OTEYHOM TKAHW OT MCTHMHHOIO OIIYXOJEBOTO CYyO-
crpata. [IpaBuiabHas OolieHKA MPOTSXKEHHOCTU OIYyXOJIU
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Tadumua 1. Cpasnumensras s¢ppexmusnocme MPT u KT [8]* 00YCJIOBIMBAET JAJbHEUINYIO CyIb0y MallMeHTa: €ClIu
Table 1. Comparative effectiveness of MRI and CT [8]* MpoOU30IIa MEPEOLEHKAa pa3sMepOB OITYXOJU, TO BO3-
MOXKHOCTb IIPOBEACHUS COXPAHHOI OIlepallui CHUKAET-

Csl, €CJIM XK€ HEeIOOLEHUTh MPOTSKEHHOCTh OIyXOJU —

Bo3pacTaeT puck peuunuboB. T. Putta et al. mpoBenu

uccienoBanne pasHeix MPT-nocnenoBarenbHOCTEM

IMopaxenue MSArKux (tabn. 2, 3) B TOYHOCTU OILICHMBAaHUS TOPaXKEHHBIX
TKaHeit 13 100 % (13/13) 46 % (6/13) CTPYKTYP IIPU OIYXOJISIX CKEJIETHO-MBIIIEYHON CUCTEMBI.
Soft tissue involvement B kauecTBe 3TasioHa ObLI B3SIT I1aTOJI0T0aHATOMUYECKMI

TTopaxeHue KOCTHOTO
Mo3ra

npenapatr. B pesyabraTe McclieToBaHUSI BBISCHUIIOCH,
13 100 % (13/13) 61,5 % (8/13) YTO HanboJIee TOYHOM MOCIeI0BATEIbHOCTBIO IJISI OTIpe-

Bone marrow
P — NIEeJICHUST TIPOTSIKEHHOCTH OITYXOJIUM B KOCTHO-MO3TOBOM
OBI3BECTBICHIE kaHase asasgercda T1. [TocaenoBarenpHoctu STIR u T1
S 5 0% (0/5) 100 % (5/5) FS (mocje BHyTpUBEHHOTO KOHTPaCTUPOBaHUA) 00Iana-
Matrix calcification JIA TEHAECHIIMEN K HEKOTOPOM IIE€PEOLICHKE I'PAHMULL OITy-
TMopaxeH¥e KOpTH- xonu. T1 u STIR nmokazanu cebst 6osiee a3pHeKTUBHBIMU
KaIIbHOTO CJIOS B OLIEHKE CTEIIEHM IOPaXXeHHOCTH 3MnubK3a, IOCTKOH-
. 12 83 % (10/12) 100 % (12/12) 1 p ® ’

Cortical bone TpacTHbIE IOC/IeI0BATEIbHOCTA — B OLIEHKE BOBJICUCHUS
involvement cycTaBa B IMaToJIOTHYeCKuid mpoiecc [9].
H?Pa_)"eH"e cycraba 4 100 % (4/4) 0% (0/4) K.L. Verstraecte u P. Lang B cBoux pa6orax [10, 11]
Joint involvement VTBEPXKAAIOT, YTO METOJ AMHAMUYECKOro KOHTPACTH-
Ui P e - posanusl B MPT MoxeT nomous B Borpoce nuddepeH-
COCYIMCTOrO My4yKa .

13 100 % (13/13) 31 % (4/13) LIMPOBKU PEAKTUBHBIX M3MEHEHUI (HAIpUMep, Mocie
Neurovascular bundle .
U JIy9eBOM Tepamnuu), OTeKa U UCTUHHOOITYXOJIEBOTO Cy0-

e CTpata. OmyxoneBasi TKaHb KOHTPACTHPYETCs paHbLLe,
Ilpumeyanne. * — yuumsigasuce cayuau, koeda odna modasstocms Obina  geM HOPMaJIbHbIE MATKUE TKAHU, a TKAHb C PEAKTUBHbI-

pasHoil uau Goaee SppeimueHoil 6 cpashenuu ¢ Opyeoli. MU U3MEHEHUSIMU C HOPMAaJIbHBIMU TKAHSIMU AaXe I103-

Note. * — took into account the cases when one modality was equal or more N 6

effective in comparison with the other: xke. [IpoBecTu 6oJiee TOUHYIO OIIEHKY MO3BOJISIOT 1T~
poBasi cyOTpakuusl ¢ IOCTpOeHUEM TpadUKOB 3axBaTa

Ta6muna 2. Cpasnenue pasnvix nocaedosamenviiocmeti MPT 6 mounocmu oueHKu npomsjiceHHOCIU ONYX0auU ¢ NAMOA020AHAMOMUMECKUM 3manornom [9]
Table 2. Showing the difference in tumor margin measurement on each MRI sequence vs the gross pathological specimen [9]

“»
TI-FS 2,2 0,262 0,990 =
T2 4,3 —0,7 9,3 0,088 0,988 E
STIR 16,7 7,1 26,3 0,002 0,940 @
Ty

T1-F
S (moctKoHTpacT) 16,8 5,7 27,8 0,005 0,929 ®
(post gadolinium) ;
Tl 0,8 —0,9 2,5 0,331 0,998 -;
a
IIpumevanue. * — ompuyamenvhoie 3HA4eHUss 0003HAHAIOM HEOOOUEHKY 2PAHUY, ONYXOAU, NOA0NCUMENbHbIE 3HAUCHUS — UX NEPEOUCHKY. o
Note. * — the negative values represent underestimation of tumor extent on MRI and the positive values represent overestimation of tumor extent. =

Ta6muua 3. /lapamempor M P-nocaedosamenvrocmei [9]
Table 3. MRI scans parameters [9]

465 Mc 3870 mc (SAG) 465 mc (COR) 465 mc (COR) 3580 mc (COR)
4240 mc (AX) 542 mc (AX) 542 mc (AX) 8020 mc (AX)
81 mc (COR)
TE 12 mc 75 mc 1 mMc 12 mc 53 Mc (AX)
FA 1500 1500 1500 1500 1500
TI — — — — 170 mc

IIpumeuanue. * TR — gpems nogmopenus, TE — epems 2xo0, FA — yeon nogopoma, TI — epems unsepcuu, SAG — caeummanwhvie cpesvt, COR — koponans-
Hole cpesvl, AX — axcuanvhvie cpesol.

Note. TR — repetition time, TE — time of echo, FA — flip angle, TI — time of inversion, SAG — sagittal, COR — coronal, AX — axial.
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U BBIBEIECHUS KOHTPACTHOIO BelllecTBa (KpPUBBIE «Bpe-
MSI—WHTEHCUBHOCTb CUTHAJIa») ¥ TaK Ha3bIBAEMBbIE U30-
OpaxkeHus TIepBOIro MPOXOoXAeHUsT KoHTpacTa (first-pass
image). Tem He MeHee MOTHOCTBIO BTOT BOIIPOC paspe-
IIUTh TAKUM 00pa3oM He yAacTCsl, IOTOMY UTO HEOMyXO-
JIeBasi TKaHb TaKXKe MOXKET CPaBHUTEJIBHO OBICTPO KOH-
TpacTUPOBATLCS, 0COOEHHO Ha (POHE UJIU TTOCJIE JIy4eBOit
Tepanmuu. TO MPOUCXOIUT U3-3a IPoIlecca HEOBACKY IS -
pU3aIM, KOTOPHI MOXET OBITh MHAYLIMPOBAH JTy4eBOM
Teparnueit, B CBI3U C 3TUM AUGGEPEHINPOBKY y TaKUX
MalMEHTOB HEOOXOAUMO IIPOBOAUTH KpaiitHE OCTOPOKHO
[11, 12].

M.J. Kransdorf et al. myst 6onee TouHoI nuddepeH-
LIMPOBKM TPaHMII OITyX0JIEBOIO CyOCTpaTa B YaCTHOCTHU
MpeajaraloT MCIOJb30BaTh SIBIEHUE XUMUYECKOTO
cIBUTa BTOpOTo mopsiaka [1]. DTo sBieHue TMPOUCXO-
IUT U3-3a Pa3HOCTU YaCTOT pe30HaHCa MJIM CKOPOCTHU
BpallleHUs CITMHA, MPOTOHOB, HAXOASAIINXCS B XUPOBOM
TKaHU, U MPOTOHOB XXUIAKOCTU. B oTimume ot xumuue-
CKOTO CABMTA MEPBOTO IMOpsaKa, B pe3yabraTe KOTOPOTO
BO3MOXHA JIOXHAsI WIACHTUMUKAIIUSI XUPOBOM TKaHU,
XUMHUYECKUI CABUT BTOPOTO TOPSIAKA IMO3BOJISIET IPO-
BecTy Aud@depeHINaNI0 MEXIy HOPMAaJbHON KUPO-
BOUW TKAHbIO U XUPOBOM TKAHbIO, IMOABEPIIICIUCSI HEO-
IUTACTUYECKUM HU3MeHeHusM. Mcmonb3oBaTh OaHHBIM
MeTOoJ BO3MOXHO ToibKo B GRE-mocienoBaTeIbHOCTSIX
1 HeoOxoauMo 3amaTh 2 pa3Hbeix TE. B Hen3aMeHeHHOI
XupoBoii Tkauu pu TE = 4,7 Mmc IpOTOHBI XXMpa U BOJbI
OyayT B ogHol dasze apyr c apyrom, a npu TE = 2.3 mc
OHU OKaxyTcs B mpoTuBodase (Ha 180°). Ecau paccma-
TPpUBaeMbIii BOKCEIb COASPKUT B paBHBIX (MM OJIM3KO
K PaBHBIM) TIPOITOPIIMSIX XU U BOIY, TO B IIpOTHUBO(da3e
(TE = 2,3 mc) Oymer HaOmIOZAThCs TMOTEpsl CUTHaja
(signal drop-out) [13]. Ecau Xe nmpomopiiyu kupa 1 BOJbI
B BOKCeJIe He paBHBI (UYTO ObIBAE€T MPU HEOTIACTUYECKUX
mmpolieccax), CUTHaJ «BbIllagaTh» He OyneT. [1o maHHBIM
D.G. Disler et al., cmenuduuHOCTL AJAHHOTO METOJA
cocrasysier 95 % [14].

WUccnenosanus C.E. Enudanosoit u C.A. Ceapix [15]
MokasbiBaloT TouHOCcTh MP- 1 KT-kpurtepues BoBieue-
HUS OTACJIbHBIX aHATOMUYECKUX CTPYKTYP B OIIEHKE pac-
MMpocTpaHeHMs omyxoJieil KocTeli. Beibopka cocTostia u3
88 mmaMeHTOB ¢ MEPBUYHBIMU U BTOPUYHBIMU OITyXO-
JIIMU KOCTHO-MBIIIEYHOUM cucTeMbl. CorlacHO pe3yiib-
taram, gaHHble KT ornuyanuch mo mOpoOTSKEHHOCTHU
oT rucronorndyeckux Ha 10—15 mMm, a nanusie MPT Ha
5—10 mm. MPT okazanach 6onee Mpeano4YTUTETbHBIM
METOIOM [JIs1 BBISIBJICHUS TaKUX KPUTEPUEB, KaK BOB-
JICUEHHOCTh CyCTaBa, COCYIMCTO-HEPBHBIX ITyYKOB, CTE-
MeHb MMOPAXXEHUS MSITKUX TKaHe#. {1 OlleHKM AeCTPYyK-
LI KOPTUKAIBHOTO CJIOS JIYYIIle UCITOJIb30BaTh TaHHBIC
kak KT, tak u MPT.

g muddepeHnanum  Mexay J00poKavyecTBEH-
HBIMU U 3JI0KaQYeCTBEHHBIMU HOBOOOpPa30BaHUSIMU
TakXe BO3MOXKHO TIpuMeHeHue M P-crneKTpocKomnuu.
TpaauIIMOHHO OHAa MCIIOJB3yeTCsSI B HEMPOPaaAMOJIOTUU
IS OIIEHKW MeTaboJM3Ma B TKaHSIX MO3ra, OJHAaKoO
C HeIaBHUX ITOP €¢ HavyaIu MIPUMEHSTh U B TMAarHOCTUKE

KOCTHO-MBIIIEYHBIX onyxoJieii [16, 17]. C.K. Wang et al.
ucroap3oBasim 1 H-MP-cnektpockonuio y 36 mamu-
€HTOB C OIIyXOJISIMU OIIOPHO-IBUIAaTEIbHOrO armapara
¥ BBISIBWIM IMUKU XOMMHA y 18 u3 19 GoNbHBIX CO 3710-
Ka4eCTBEHHBIMU U Yy 3 u3 17 — ¢ 10OpoKavYeCTBEeHHBIMU
HOBOOOpa3oBaHUSIMU. JIOXKHOIONOXHUTEIbHbIE PE3YJib-
TaTbl OBUIM OOYCJOBJICHBI BBICOKON <«KJIETOYHOCTBIO»
o0pa3oBaHUil, a JOXHOOTPUIATEIbHBIN, BEPOSITHO,
BO3HMK M3-3a BBICOKOI CTEIIEHN MUHEPAIM3aLUU B OIy-
xonu [18]. Takum obpazom, C.K. Wang et al. mpunuim
K CJIEIYIOIIMM BbIBOJAM: YyBCTBUTEJIbHOCTh METOAA —
95 % (18 u3 19), cneuncduunocts — 82 % (14 uz 17).
OueBUOHYIO KOPPEIILUMIO MEXAy ITMKaMu XOJIMHA
M 3JI0KQYeCTBEHHOCThIO O0pa30BaHUII TakKxXe IMPOJIe-
MOHCTpupoBana o63opHas pabdora T.K. Subhawong
et al. [19]. UyBCTBUTEIbHOCTh U CIELIM(PUIHOCTb METOIA
MP-cnekTpocKoInuu, CorjlacHO pe3yJibTaTaM UX padOTHI,
coctaBuin 88 % u 68 % coorBercTBeHHO. T.J. Hsieh et al.
poaeMOHCTpUpoBaIu 3P dekTuBHoCcTh MP-criekTpo-
CKOIIMM B OLIEHKE NTMHAMUKM JICYCHHUSI — IMUKKM XOJMHA
JMOCTOBEPHO YMEHBIIAINCH, €CJIM OIyXOJb OTBeuaja Ha
JieyeHre (yMeHbLIaJach B pa3Mepax, MeHee MHTEHCUBHO
HakarJiMBajia KOHTpacTHoe BeliecTBo) [20].

Pe3ynbsraTsl

MPT okazanace Oojiee 3(PpPEeKTUBHONH U TOUHOI
mopanbHocThio, yeM KT, nng ompeneneHus: cTreneHu
WHBA3UM OITyXOJIbI0 KOCTHOTO MO3Ta, COCYIMCTO-HEPB-
HBIX MYYKOB, a TaKXe IS OIIEHKM BOBJICYECHHOCTHU
B MMATOJIOTUYECKUU MPOLIECC CYyCTaBa U MATKUX TKAHEW.
MPT — mertonm BbIOOpa IJisl OMpenesieHUs! JIOKaJIbHOMU
MPOTSKEHHOCT U CTaAUMPOBAHMSI OIYyXOJiel CKeJeT-
Ho-MbIIeyHoro anmnapara [7, 21]. C nomouisio KT npo-
11Ie OLICHUBATh COCTOSIHUE KOPTUKAJIBLHOTO CJIOST KOCTH,
a TaKKe BBISIBJISITh YUaCTKU MUHEpaAIU3alli MaTpUKCa.

O030p HAKOIUICHHBIX HJAHHBIX CBUACTEILCTBY-
eT o Oojee BbICOKO addekTuBHOCTH MeToga MPT
B JIMArHoCTHMKE HOBOOOPa30BaHUII KOCTHO-MBIIIEYHOMI
cuctembl B cpaBHeHuM ¢ KT. IlpeumymecrBamu MPT
SIBJISIFOTCST BBICOKAs KOHTPACTHOCTb MEXXIY KOMITOHEH-
TaMU OMYXOJU U 3M0POBBIMU TKAHSIMM, BO3MOXKHOCTH
JIOKaIM3allui MSTKOTKAHHOTO KOMIIOHEHTa, 0OoJee
TOYHasI OlICHKA pa3MepoB obpa3zoBaHusa. O4eBUIHO, YTO
BBIIICIIEPEUNCICHHbBIE TTPEUMYIIEeCTBa MO3BOJISIOT pac-
cMmoTpeTh BHeapeHue MPT kak «3010TOro cranmapra»
B IUATHOCTUKY OITYXOJIEU KOCTEM U MATKUX TKAHEM.

OJHaKO He CTOUT 3a0bIBaTh 0 TOM, YTo MPT He nuie-
Ha HEIOCTAaTKOB (CTOMMOCTb IIPOLEAYPHI, CJIOXKHOCTD
OLIEHKM COCTOSIHUSI KOPTUKAJIbHOIO CJI0SI, MaTpuKca
KOCTH, YYBCTBUTEJIbHOCTb K JIBUTaTEIbHBbIM apredak-
tam). Heo0xoammo poBOAUTS JajibHEHIIIME UCCIe0Ba-
HUSI HOBBIX nocienoBaTeabHocTel MPT miis orieHKU nx
3 HEKTUBHOCTU B IMArHOCTUKE, TOCKOIBKY Pe3yIbTaThl
HEKOTOPBIX pabOT MPOTHBOPeUYMBHI. B yacTHOCTH, Bce
elle He peIlIeHHBIM 10 KOHIIA OCTaeTCs BOMPoC o nudde-
peHLMALIMY OTEYHON UM peaKTUBHOM TKAHU OT UCTUH-
Hoit omyxosin. OMHAKO aKTUBHOE MCIOJIb30BaHNE HOBBIX
MOCJIeIOBaTeIbHOCTE I AMHAMUYECKOIO0 KOHTPACTHUPO-
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BaHHUS MOTYT ITIOMOYb B PEIIEHUU 3TOM NpobaeMbl. bes-
YCJIOBHO, HE CTOUT 3aMellaTh OAHY MOHAJIbHOCTb IPY-
roii, ropasnao 3 @ekTuBHEee UCMONB30BaTh UX B €IMHOM
IMarHOCTUYEeCKOM KoMmIuiekce. Mcxons us atoro, He0o-

XOJIMMO CTapaThCsl BBOAUTH HOBBIE ITOCJIEI0OBATEIbHOCTH
MPT B noBcegHeBHOI paboyeii mpakTUKe, MpopadboTaTh
YETKUIA aJITOPUTM IUarHOCTUYECKOIO IIOMCKA U UCITIOJIb-
30BaTh MYJBTUMOIAJbHBIN MeTox [15].
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OpraHocoXpaHAlouue onepayuu Kak npuoOpuUMemHoe HanpaBneHue
B KOMGUHUPOBAHHOM NEeYeHuu NayueHmoB ¢ capKkoMaMu Kocmei

A.3. JIzamnaes, /I.B. Hucuuenko, /I.b. Xecranon
DOIBY «HMHUI] onkonoeuu um. H.H. broxuna» Munzdpasa Poccuu; Poccus, 115478, Mockea, Kawupckoe wocce, 23

Konmaxmmuuvie dannvie: Acaan 3enumxanosuu /[3amnaee dzampaey@list.ru

B Hacmosuwee epemsa npuopumemHsviM HanpasaeHuem 8 0emckoil OHK0A02UU A6AeMcs 0peaHocoxpansouee aeuernue. JocmueHymole 3a
nocaednue 200bl ycnexu 6 Xumuomepanuu 310Ka4ecmeeHHbiX Onyxoaeli Kocmeli, COGepUIeHCME08AHUEe XUPYPeUHECKOll MeXHUKU, a makice
6HeOpeHue 6 OpMoneouro Ho8elwUx MexHoA02UL NO360AAI0M 3HAHUMENbHO PACUIUPUMb NOKA3AHUSA K IHOonpome3uposaruio. K ocobenHo-
cmAM 3HOONPOMe3upo8anus 0emcko20 603pacma ciedyem OMHeCmu NpUMeHeHue pazo08udcHbiX >HOONPOmMe306 Muna non-invasive
u minimally invasive, umo é nocaedyroujem no3eoasgem npou3go0ums NOIMANHYI0 KOPPEKUUI0 OAUHbL KOHEHHOCIU U U30ecamb PasnuMHbIX
HapyuieHuil onopHo-08ucamenvHo2o annapama (YKopovernue KoHe4Hocmu, 0eghopmayus NO360HOUHUKA), MeM CaMbIM YAYHULAs Ka4ecmeo
JICUBHU NAYUeHmos8. B Hekomopuix cayuasx, Hanpumep npu A0KAAU3AUUY ONYXO0aU 8 00aacmu epxHell KOHeUHOCMU, ONMUMANbHbIM peuie-
HUeM MOodicem CAYICUMb NPUMEHeHUe aymoa02UMHbIX MPAHCHAAHMAMO8 HA MUKPOCocyoucmulx anacmomo3sax. Ilpu noxasusayuu onyxonu
6 obnacmu Kocmeil maza UCNOAb308AHUE UMNAAGHMOE, U320MoeaeHblx nocpedcmeom 3D-modeauposanus, no Hawemy MHeHUI0, makaice
A6A5€MCs ONMUMANLHBIM PeUIeHUEM.

Karouesnie caosa: sndonpomesuposanue y demelii, pazosudichvle (growing) sndonpome3soi, aymonaacmuixa, 3D-umnianmeol, nevenue nayu-
EHMOB ¢ CAPKOMAMU ONUHHBIX MPYyOuamuix Kocmei

Jas yumupoeanus: /[3amnaes A.3., Hucuuenko /l. B., Xecmanog /I. b. Opeanocoxpansarouue onepayuu KaxK npUuopumemHoe HanpaeieHue
8 KOMOUHUPOBAHHOM AeHeHUU Nayuermos ¢ capkomamu Kocmei. Poccuiickuii scypnan demckoil eemamonoeuu u onkonroeuu 2020;7(4):82—5.

Limb salvage surgery as a priority direction in the combined treatment of bone sarcomas

A.Z. Dzampaev, D.V. Nisichenko, D.B. Hestanov
N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia

Currently a priority in children oncology is a limb salvage treatment. Achieved in recent years advances in chemotherapy of malignant
bone tumors, improved surgical techniques, and also introduction in orthopedics of the newest technologies allow to considerably expand
the indications for endoprosthesis. A feature in cases in children of early age is the use of sliding implants type non-invasive and minimally
invasive that subsequently allows gradual correction of leg length and avoid the various disorders of musculoskeletal system (shortened limbs,
spinal deformity), thereby improving the quality of life of patients. In some cases, for example, when a tumor is localized in the upper limb
region, the optimal solution may be the use of autologous grafts on microvascular anastomoses. In the case of tumor localization in the pelvic
region, the use of implants made by means of 3D-modeling, in our opinion, is also an optimal solution.

Key words: endoprosthesis in children, growing endoprosthesis, autoplasty, 3D-implants, treatment of patients with sarcomas of long bones

For citation: Dzampaev A.Z., Nisichenko D.V., Hestanov D.B. Limb salvage surgery as a priority direction in the combined treatment of bone
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BBenenue

OITyX0JIM KOCTHOM CHCTEMBI 3aHUMAIOT 2-€ MECTO I10
yacToTe 3a00JIeBAEMOCTH CPEIU BCEX COIMIHBIX OITYXOJIei
y aeteit, u3 Hux okouso 30 % — 310KauecTBEHHON TPUPO-
IIbl, TIIe, B CBOIO OYepe/ib, MPe0b/1aialoT 0CTe0CapKOMBbI —
64 %, capkombl FOuHTa coctasistioT 27 %, a Takue pel-
KUe 3JI0KaUeCTBEHHbIE OITyXOJIM, KaK XOHApOocapkoma
u ubpocapkoMa BcTpeuatores B 2 % ciydaes, ellie pexe
HaO0JII01al0TCsI aHTMOCapKOMa M T'eéMaHTMOIIEPUIIMTOMA.
JleyeHue MEpPBUYHBIX OIYXOJIEW KOCTEl SIBJIICTCS OMHOM
U3 HauboJiee CIIOXHBIX MPOOJIEM COBPEMEHHOW OHKO-
Jjorud. B HacTosiiiee BpeMst ISl JIeYEHUST CapKOM KOCT-
HOM CUCTEMbI TIPUMEHSIIOTCSI XMPYPIHMUECKUid, JIydeBOI
M JIGKAPCTBEHHBI METOAbI, a TakKXe WX KOMOWHAIIWU.
OnHako It OOJIBIIMHCTBA OOJIBHBIX IMEPBUYHBIMM 3J10-
Ka4eCTBEHHBIMU HOBOOOPA30BAHUSAMU KOCTEU XUPYPIH-
YECKUI METOJ OCTAETCSI OMHUM M3 BEITYIIUX.

3a mocjenHue ABa AECSITHICTUS MbI CTaJM CBUIECTE-
JISMU MHOTHX JIOCTVXKCHUI B Pa3IMUHBIX TUCIUILIMHAX,
KOTOpbIE BHECJIM CBOI BKJIAJI B IMOSIBJICHUE COBPEMEHHOM
KOHLEIIIMN OPraHOCOXPaHSIONIe XUPYpruu B IETCKOM
oHkosioruu [1-3].

OpraHoCOXpaHsIOIIKe OIepaluyd y JeTeil paHHero
BO3pacTa SIBJISIIOTCS CIOXKHOM 3amadyeil h3-3a 0XK1IaeMoro
B Oy/yIlIeM 3HAUUTEIbHOTO POCTAa KOCTHOM CUCTEMBI, UTO,
B CBOIO OYepeib, IPUBOAUT K HECOOTBETCTBMIO JJIMHBI
KOHEYHOCTEld M MOXET B MTOre KpaiiHe OTpHMIaTeJbHO
BIUATh Ha (DYHKIIMOHAJIbHBIC pe3ybrathl. Harmpumep,
Pe3eKLIMs TUCTaIbHOTO OT/Iea OeIPeHHOM KOCTHU Y AeTei
miaamie 10 et npuBoauT K rotepe 10 1,6 cM B roj, mmociie
Yero pa3Hulia B JUIMHE KOHEYHOCTE! K MepHOIy CKeJleT-
HOI 3pesiocTu MOXKeT Jocturath ot 10 1o 20 cm.

B HUM OdO0ul’ PIBY «HMMUWIL oHKogOrnu
uMm. H.H. broxuna» MunsapaBa Poccuun UCronb3yloTcs
MPUHIMITB MHAMBUAYAJIBHOIO MOAX0Aa K OPraHoCcOoXpa-
HSIOILIEMY JICYCHUIO y TAllMeHTOB ¢ capKOMaMM KOCTei
M OINTHMAJBHOIO BBIOOpA THUIIA DHAOIPOTE3a C YYETOM
BO3PACTHBIX M1 aHATOMUYECKUX OCOOEHHOCTEI.

[Ipy mnaHMpoBaHMM OIEPATUBHOIO BMeENIATEIbCTBA
YVUUTBHIBAIOTCSI JaHHbIE KOMILJIEKCHOTO 00CJIe10BaHus
y Kax10ro 00JIbHOTO 0 Hayvajla CIelMaJbHOIO JIeUCHUSI,
OCYIIECTBIIsIeTCs  OlleHKa 3d@dekra HeoaablOBaHTHOMI
MOJTMXUMMOTEPATIUY, U B PE3YJIbTaTe ONpeaessieTcss 00b-
eM orepauuu [4—6].

st ompenesieHUs] MHAMBUIYATbHBIX OCOOEHHOCTEI
KOHCTPYKIIMH TIPEATIOoIaraeMoro SHAO0IPOTE3a TAKKe OCy-

LIECTBJISTIOTCSI HEOOXOMMMBbIE TUArHOCTUYECKME MEPOITPH -
SITUS, BKIIIOYAOIIMe B ce0sl peHTreHorpadio KOHEYHOCTH
(omyxoJu) ¢ MaclITaOHOM pa3MeTKOM B 3 TPOEKLUSIX, KOM-
netotepHast (KT) u MarHUTHO-pe30HaHCHAsI TOMOrpauu.

OlleHKa OpTOIEAMYECKUX PEe3YJBTaToB ITOC/Ie Opra-
HOCOXPaHSIOIIMX OIepaluii ITPOBOAUTCS MO MEXIyHa-
poaHoii mkane O61IecTBa 1o 60pbdeE ¢ OMyXOJASIMU OIOP-
Ho-aBuratejabHoro amnmnapara (Musculoskeletal Tumor
Society, MSTS).

3a rocieIHre ToIbl 3HAYUTETBHO YIyYITUIUCh TEXHO-
JIOTUM Pa3ABUKHBIX «<MUHUMHBAa3WMBHOIO» U «HEMHBA3UB-
HOTO» TUIIOB 9HA0IPOTe30B. ClenoBaTe/bHO, ITOKa3aHMS
JUISI TIPUMEHEHMSI Pa3IBMKHBIX HAOMPOTE30B B HACTO-
siee BpeMs y JeTeil ¢ capKkoMaMy KOCTel 3HAYUTEIbHO
pacimupsiiorcss.  ENMHCTBEHHBIM — IPOTMBOIIOKAa3aHUEM
K OpraHOCOXPaHSIOIIEMY XUPYPIUYECKOMY BMeIIaTe/Ib-
CTBY SIBJISIETCSI TIPOrpeccUpoBaHMe 3a00ieBaHUs Ha (hoHE
HeoaIblOBaHTHOU xuMuoTtepanuu [7—12].

WMHouBuayanbHBIA MOAXOA K BBIOOPY OpraHocoxpa-
HSIOIIEH OoIepalliyi Y TUIIa HI0IPOTE3a B 3aBUCHMOCTHU
OT MOP(OJIOTMYECKOro BapraHTa, Bo3pacTa, aHaTOMUYe-
CKHX OCOOEHHOCTEl IMalMeHTa MO3BOJISIET ONTUMU3MPO-
BaTh pe3yJIBTAThI JIeUEHMS OOJIBHBIX C CAPKOMAMM KOCTEI.
OCHOBHBIMM TMPUHLIUNAMU XUPYPIrUYECKOTO JICUECHMS
y JeTeil ¢ capKOMaMM KOCTEM SIBJISIIOTCSI paluKaIbHOCTh
BMeEIIaTeIbCTBA, (DYHKUMOHAIBHBINA pe3yJbTaT U BO3-
MOXHOCTh KOPPEKIIMU JJIMHbBl KOHEYHOCTU B TIpoliecce
pocta (puc. 1).

Puc. 1. [Ipunyuns: xupypeuuecioeo nevenus y demelti

Fig. 1. Principles of surgical treatment in children
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[Ipun nokanmu3amuu OMyXodu B 00JIACTM BepxXHeEi
KOHEYHOCTHM OINTHMAJIbHBIM METOIOM, IO HAlllMM JaH-
HbIM, SIBJIIETCSI IIPUMEHEHUE ayTOJOTMYHbIX TPAHCIUIAH-
TaTOB HA MUKPOCOCYIUCThIX aHaCTOMO3ax. Kak mpasuiio,
5TOT METO/I BBIIIOJIHSIETCS Y MAllMEHTOB C yKe c(hopMUpPO-
BaHHBIM cKeneToM. Ha puc. 2 nmpencraBieHbl OCHOBHbBIE
STallbl XMPYyPrMueCKOro BMEIIATE/IbCTBA.

OnHaKko y JaHHOTO METoJa MMEITCS OrpaHUYeHUs
B MCIIOJIb30BaHUU. B mepBylo oyepeab 3T0 BO3pacT IMalu-
€HTa, TUaMeTp COCYIMCTOM HOXKW MeHee 3 MM, [UIMHA
ayToTpaHCIUIaHTaTa 0oJjiee 15 cM CyIIeCTBEHHO YBEIUUM-
BaeT PUCK €TI0 OTTOPKEHMUSI.

Puc. 2. OcrosHbie smanoi Xupypeu4ecko2o emeuiamenbcmed npu Uchonb30-
6aHUU aymompancnaanmama

Fig. 2. The main stages of surgical intervention when using an autograft

B HUU JdOul’ OIbBY <«HMMUL oHKogOrMM
nMm. H.H. Bbnoxuna» Mun3znpaBa Poccum B TeueHue
MOCAEAHUX JIET pa3paboTaHa METOAMKA IPUMEHEHUS
WMIUIAHTOB, HM3TOTOBJIEHHBIX IOcpeacTBoM 3D-meuyatn
U3 TIOPOIIIKa TUTAHOBOTO CILIaBa.

Ha 1-m sTamne npoBopasitcst cerMmeHTanust naHHbIX KT
U IIOCTPOCHUE BUPTYAJIbHOU AHATOMUYECKOU MOMEIIU.
3aTeM BBIMOJHSIOTCS MCCAENOBAaHME KaueCTBa KOCTHBIX
CTPYKTYp U3 BUpTyanbHOUl 3D-mopmenu u omnpeneieHue
YPOBHS OIMJIa KOCTH. [lajee mpoucXoauT MpOU3BOJACTBO
WHAWBUIYAJIbHOTO HMILIAHTA TI0 AHTPOIIOJIOTUYECKUM
JIaHHBIM TTallMeHTa, aHAJI13 B3aUMOICHCTBUS «MMILIAaHT—
KOCTb» I MHIMBUAYaJIbHbIC ITA0JIOHBI IS OIMMIA KOCTU
(puc. 3).

Puc. 3. Ocrosnvie smanvt 3D-modeauposanus UMHAGHMA AYH4e3aNACIHOO
cycmasa

Fig. 3. The main stages of 3D modeling of a wrist joint implant

WmninaHT m3roraBiauBaeTcs TocpeacTBoM 3D-meya-
™ Ha npuHTepe Consept Laser M2 Cusing 13 mopoiika
TUTAHOBOTO CIJIaBa, CepTUGMUIIMPOBAHHOTO JISI U3TOTOB-
JIEHUs] MEIULIMHCKNX UMILTaHTaToB Ti-6Al-4V. Mcnonb-
3yemas TexHosnoruss SLM (Selective Laser Melting) —
Pa3sHOBUIHOCTb SLS-TexHOI0rMM, MOCIONHOE Jla3epHOe
TUIaBJICHNE METaJIOIOPOIIKOBBIX KOMITO3UIIUIA.

ITporecc mocTpoeHUs U3AETUIA IIPOUCXOIUT B KaMepe
SLM-MalmHel, 3aroJIJHEHHOW WHEPTHBIM Tra30M apro-
HowM. [Tocre mocTpoeHus u3aenune N3BIeKaeTcs 3 KaMephbl
MpUHTEPa ¥ OTIPABJISIETCS HAa TEPMUYECKYI0 00pabOTKy —
OTXKMI, JUISI CHSATHUSI BHYTPEHHMX HAIPSLKCHUM U yIIyd-
IIeHUs] MeXaHn4YecKux cBoicTB. Ilocie oTxura uznenue
noaBepraeTcss (GUHUIITHON 00pabOTKe M OYMCTKE, KOH-
TPOJIIO KaYecTBa.

Ha puc. 4 npuBeneHbl OCHOBHBIE 3Tallbl XUpYypruye-
CKOTO BMEIUATEJIbCTBA y MALMEHTa C ITMATHO30M OCTEO-
capKkoMa IYCTAJIbHOIO OTIeJa MpPaBON JIy4EBOM KOCTU.
HcceueHue ctaporo mocieonepaiioHHOro pyolia, Belae-
JIEHUE CYXOXWIMI, COCYIOB U HEPBHBIX CTBOJIOB, PE3€K-
LM MOPAXECHHOM KOCTU B IIpeAesiaxX 300pPOBbIX TKaHEH
¥ YCTAaHOBKA SHIOIPOTe3a ¢ (POPMUPOBAHNEM MBIIIIEYHO-
ro Kapkaca.

Puc. 4. Ocrognvie smanvl Xupypeu1eckoeo 6Meuamenrbcmea npu pe3eKuyuu
omadena ay4egoil Kocmu

Fig. 4. The main stages of surgical intervention for resection of the radial
bone section

Ocoboe MeCcTO B OHKOOPTOIIEAWM 3aHUMAIOT OIle-
paTUBHBIE BMeIIaTeJbCTBA Yy MALIMEHTOB C CapKOMaMH
KocTteli Taza. Kak mpaBuiio, Takue onepaluy OTIMIaloTCs
JUIMTEIbHOCTBIO M TpaBMaTU3allMel TKAHEU, COIIPOBO-
JKIA0TCs OOJIBIION KpoBoroTepeit. JJaHHbIN BUO XUpPYyp-
TUYECKUX BMEIIATEJIbCTB TpeOyeT COOTBETCTBYIOIICH
MOATOTOBKM  XHUPYPTUUYECKON, aHECTE3UOJOTMYECKON
U peaHUMallMOHHOI CITyXO0.

Ha puc. 5 moka3aHbl 3Tallbl TIOATOTOBKHU K XUPYypruye-
CKOMY BMEIIATEJILCTBY — INITAHUPOBKA YPOBHEM pPE3EKIINMA
KocTteit Taza Ha 3D-Monenn U OCHOBHBIE 3Tallbl Orepa-
AU — PE3eKUUS CeNATMIIHOM, JIOHHOW U MOAB3AOLIHON
KOCTel ¢ 3aMellleHreM AedeKTa SHAOMPOTE30M.

B nacrosiiee Bpems 8 HUU 1Oul” ®I'byY «HMUIL]
oukoysorun uMm. H.H. brnoxuna» Mun3snpasa Poccun
6ojiee yeM B 90 % ciyyaeB y IaLMEHTOB C capKoOMaMu
KOCTEH BBITIOJTHSIIOTCS] OPraHOCOXPAHSIIOIINE OTIePalIiU.
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Puc. 5. Dmanwt xupypeuueckoeo nevenus onyxoau kocmeii maza: KT-pas-
Memka, modeauposarue 3D-modenu, 8videnerue onyxonu, pe3eKyus Kocmeli
masa, 3ameujeHue deghekma IHOONPOMe30M

Fig. 5. Stages of surgical treatment of pelvic bone tumors: CT marking,

3D model modeling, tumor isolation, pelvic bone resection, replacement
of the defect with an endoprosthesis

OCHOBHBIMU ~ MPUHIUMIAMUA  SHAOIPOTE3UPOBAHMUS
Yy MalMEeHTOB JIETCKOTO BO3pacTa C CapkKOMaMM KOCTeH
SIBJISIIOTCSI: MaKCHMMaJbHOE COXPAHEHWE 30H pPOCTa; Ipe-
MMYIIECTBEHHO OECIIEMEHTHOE 3HIOIPOTE3MPOBAHMUE;
MepCOHM(UIIMPOBAHHBIN TTOAXOA TPU SHIOIPOTEIUPO-
BaHUU — 3TO HEOTbEMJIEMAsl COCTABJSIONIAs JIEUEHUS
MalMEHTOB JIETCKOTO BO3pacTa.

IlepcriekTBaMM pa3BUTHUSI OHKOOPTOIIEAUM B JET-
CKOI OHKOJIOTMHU SIBJISIIOTCSI: COBEPIIIEHCTBOBAHUE METO-
JIOB UHAVBUYJIbHOTO 9HAOIPOTE3MPOBAHUS PA3TUYHBIX
aHATOMUYECKUX JIOKAJIM3alluii; TpoJoLKeHue (yHaa-
MEHTaJIbHbIX UCCJIEJOBAHUM OMOIOIMU OMYX0Jeid KOCTEI;
COBEPILIEHCTBOBAHNE METOIOB MPOMPUIAKTUKN OCTOXKHE-
HUK T0CJIe 3HIOMPOTE3UPOBAHUS; HAKOIJIEHUE OIbITa
M €70 ONTUMU3ALIMS.
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Nudantunbubie (MnageHyeckue) remanruomsl (M) —
JIOOPOKAYECTBEHHBIE COCYIMCThIE 00pa30BaHUs MIaleH-
YEeCKOT0 M paHHEro IeTCKOro Bo3pacTa, ObJamgaroliue
YHUKaJbHBIMU KIMHUYECKUMU M THUCTOIATOJIOTUYECKU-
MM XapaKTepUCTUKaMU, KOTOPbIe OTIMYAIOT UX OT APYTUX
COCYIMCTBIX aHOMAJIMIA.

Bo Bpems CoBera 3KCnepToB 00OCYKIATNCH TTOIXOABI
K paHHEN AMarHoCTUKE M COBpeMeHHOMY JeueHuio UI,
METOAbl CTpaTU(MUKALMU PUCKA U BBISIBICHUS ITOTCH-
muanbHO omnacHeiX MI, 3HaueHMe BM3yalM3allMOHHBIX
obcnenoBanuit miusg nuarHoctuku WMI, pelrenune Borpoca
0 11eJ1IeCO00Pa3HOCTH JIEUeHUS U olieHKe 3 (HEKTUBHOCTHA
MMPOBOAMMON Tepamuu. BelIyM Takke OCBEIIeHBI UMEIO-
muecs npoodjeMsl B teueHnu WT, Bonmpockl 6e30macHOCTA
MPUMEHEHUSI TPOMpaHojoia y OeTell, JeKapCTBEHHOTO
obecrnieyeHUs MeaULIMHCKON momoinu nipu UMI, a takxke
OTCYTCTBME Ha CETOMHSIIHUI AeHb HayYHO-OOOCHOBAH-
HBIX KIMHUYECKUX PeKOMEHIAIM 110 BEASHUIO MallMeH-
ToB ¢ UI" B Poccun.

OCHOBHbIE NOJI0KEHHS PE30IOIUN

Hawnb6ounee onicTpolii pocT UT" HabmogaeTcs B Bo3pac-
Te TIePBBIX 3 MECSLIEB KU3HU peOeHKa.

Hecmotpst Ha criocooHocTh U K MeaieHHO# CIToH-
TaHHOII MHBOJIIOLIMK, pa3pellieHre I1aTOJIOITMYECKOro
Ipo1ecca MOXET ObITh HEITOJIHBIM, OCTABIISIIOLIUM PE3U-
nIyalbHbIe OedopMalnu (O0COOCHHO XapaKTepHbBIC IS
MAacCCHUBHBIX 00pa30oBaHMil), CIIOCOOHBIE OKa3bIBaTh Hera-
TUBHOE BJIMsIHUE Ha JaJbHEMIIIee pa3BUTHE peOCHKA.

Pannssa (mepBblil Mecs11 XKU3HU peOeHKa) KOHCYJIBTAIUS
CIIEIMAIUCTA TTIO3BOJIUT CBOEBPEMEHHO BBISBIISTH «ITOTEH-
muanbHo omacHeie UI», T. e. UI, nmeronme BbICOKMIA
PUCK Pa3BUTHUS OCIIOXKHEHMUI, C MOCICAYIOIIUM (hOPMU-
poBaHUeM (PYHKIMOHAIbHBIX U 3CTETUYECKUX Ae(EKTOB.

CylecTByeT OINpeaeaeHHOE «OKHO BO3MOXKHOCTEN»,
T. €. IEPUOJ BPEMEHU, B TeUEHUE KOTOPOTO0 MOXET OBbITh
JIOCTUTHYT ONTUMAJIbHBIN pe3yabTaT B ieueHuun UT.

IIpu Hanmuuu nMokazaHuii K cucteMHoi Tepanuu UT
C BBICOKMM DPHUCKOM OCJIOXHEHUI IPeAnOYTUTEIbHBIM

IIpesunenr HOATO,

METOIOM JICUCHMS SIBJISIETCS CBOEBPEMEHHOE Ha3HAYCHHE
3aperucTpupoBaHHOrO B Poccuu nmepopaibHOTo pacTBopa
HeCeJIEeKTUBHOTO OeTa-aapeHo0I0KaTopa IMponpaHoJioa,
JokaszaBiiero c¢Boio agdexktuBHocTh B 111 daze knmHuM-
YECKHUX UCMBITAHUM. B HEKOTOPHIX clydasx s JeUeHUs
0YaroBbIX U/WIK TTOBepXHOCTHBIX I MoxeT OBITh peKo-
MEHIOBaHO MecTHoe npuMmeHeHue 0,5 % pacTBopa TUMO-
JloJla, HECeJIeKTUBHOro OeTa-agpeHoOJ0KaTopa B BUIC
anmIvKalui.

s xoppekuuu octatouHbix sineHuii U mocne ee
WHBOJIIOIIMKA TI0Ka3aHO MNPUMEHEHHE XUPYyPTrUYECKOTO
1/WIN Ja3epHOro JieueHus. B oTnenbHBIX cayJasx MHBa-
3UBHBIE METOIBI JIEYCHUST MOTYT BBITIOJTHSITHCS ITO TTOKa-
3aHUSIM U paHbIIIE.

Ha ocnoeanuu oocyycoenus ynacmuuxu Coeema 3xcnep-
moe pewuau:

1. Heobxomumo co3maHMe eOWHBIX KIMHUYECKUX
pPEKOMEHIAIIN 110 JIeueHUI0 MH(pAHTUIbHBIX (MJIaileHYe-
CKMX) TeMaHTHOM Yy nereit B Poccum.

2. 11 X co3maHusl 11eJ1eco00pa3HO YIUTHIBATh MPO-
ekT cornacuteabHoro nokymeHnta 2020 r. (ITonstes FO.A.,
MprbinbHuKOB A.A., AoymkuH WM.A., Byropuna A.B.,
Tapoyzos P.B., Jenuc A.I., 3g6kun W.B,,
KotnykoBa H.II1., Kymaragze /.JI., HapoyroB A.T.,
Hypmees W.H., Pomanos /I.B., Ilerpymmn A.B.,
XarypoB P.A. Poccuiickas accoumanusi 1eTCKUX XUPYpP-
roB. JInarHoctuka M JeYCHHE MJIANEHYSCKMX TeMaH-
ruoM. IIpoekT cormacuTenbHOro mOKyMeHTa. JleTckas
xupyprus 2020;24(3):142—-56.).

3. TIpoeKT KIMHUYECKMX peKOMEHIAUUi OOCYIUTh
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OcHog6Hble N0A0JCEHUS CO30AHBI HA 0CHOBE MeNCOYHAPOOHBIX KAuHuveckux pexomendauuii (KP)
Amepuxanckoii axademuu neouampuu (AAII) [1], a maxxce Eeponeiickoii [2]
u Ascmpaauiickoii [3] 3xcnepmmuuix epynn no aevernuro unpanmuivrvix cemaneuom (HUI).

WUT (MnageHYeckue) — 10OPOKAYECTBEHHbIE COCYIM-
cThle 00pa30BaHUsI MJIAJIEHUYECKOrO U PAHHEro JETCKOro
Bo3pacTa, obJjafarollne YHUKAJIbHBIMU KIMHUYECKUMU
U THUCTONATOJOTUYECKUMU XapaKTepPUCTUKAMM, KOTO-
pble OTJIMYAIOT WX OT IPYIUX COCYAUCTBHIX OOpa30BaHUI
(HampuMep, BPOXKICHHBIX TeMaHTMOM) UJIU TTOPOKOB pas-
BuTUSL. K yucity Takux 0COOEHHOCTE OTHOCSATCS pa3BUTUE
B TEUEHUE TIEPBBIX HEJEIb MU MECSIIeB XU3HU, TUTTUIHOE
TeYEeHUE, XapaKTepusylouieecs: ObICTPbIM POCTOM C TOCe-
NYIOIIEH TIOCTENIEHHON WHBOJIIOLIMEN, TTOJOXUTEIbHOE
MMMYHOTMCTOXMMUYECKOe OKpalllMBaHWEe OMOIICUITHBIX
00pa3loB Ha OEJIOK-TPAHCIOPTEP IJIOKO3bl SPUTPOLIU-
TApHOTO TUTIA W IPYrue YHUKaTbHbIe MapKephl, KOTOPbIC
OTCYTCTBYIOT B JOPYTMX AOOPOKAYECTBEHHBIX COCYAUCTBIX
o0pa3zoBaHusXx. [eMaHrMOMaMy Ha3bIBAIOT U MHOTUE JIPY-
rue obpaszoBaHusl. HekoTopble U3 HUX SIBISIIOTCS UCTUH-
HBIMU COCYAMCTBIMU OITYyXOJISIMM, B TO BpeMsl KaK Jpyrve
MPEACTaBJSIOT co00ii cocyaucTbie Manibhopmanuu. [Tos-
TOMY BaXXHO KCIOJIb30BaTh MpUlarateibHble «MJIafeHue-
CKUI/MHDaHTUIBHBIN» 1T 0003HAYeHUS UICTUHHBIX T,

1. 3anauu CoBera 3KcnepToB no Jevenuro T

1.1. TlpennoxuTh MeTOA CcTpaTUGUKAMU pUCKa
U BBISIBJIEHUS TIOTEHIIMAIbHO onacHbIX T,

1.2. AkuleHTHpOBaTb BHUMaHUE HA TOM, YTO PaHHUIA
M 4YacThlii MOHUTOPWMHT B TIEPBbIE HECKOJIBKO HEIeJb
U MeCSI1IeB XKM3HU NMEET pelliaroliee 3HaYeHUE IS BISIB-
JIeHUsI moTeHIManibHO omacHbiX WI, KoTopbie TpeOyioT
BMeEIIIATEIbCTBA, IMOCKOJBKY Ha 3TOM 3Tarie Pa3BUTHS
pebenka T MoryT ObICTPO 3BOTIOLIMOHUPOBATD.

1.3. OueHuTh posib BU3YIM3AlMOHHBIX UCCIEN0Ba-
Huli y nauueHTos ¢ UT.

1.4. TlpeanoxuTh HaydYHO-OOOCHOBAHHbIE PEKOMEH-
nauuu o BepeHuto UT, Bkioyast mokasaHus K Harpas-
JICHUIO Ha KOHCYJbTAlIMI0 M JieYeHUe; TPEIOKUTh
BapyMaHThl MEIMKAMEHTO3HON Teparuu, OLEHWUTh POJib
XUPYPTrUYEeCKUX METOIOB, a TAKXKE TTOCTOSTHHOTO KOHTPOJIST
1 MOHUTOPUHTA (BKJIIOUast UHGOOPMUPOBAHUE POAUTENEH).

2.  OcHOBHBIE NOJIOKEHHS PE30.TIOIHH

2.1. HauOosee ObICTPBIIA POCT TeMaHTMOM HaO0Aa-
eTcs B Bo3pacte 1—3 mecslieB.

2.2. HecMoTpsl Ha CKJIOHHOCTb K CIIOHTAHHOI MHBO-
JIIOIWH, pa3peleHre MaTOJIOrMIecKOro Mpoliecca MOXeT
OBbITh HEMOJHbIM, OCTaTOYHbIE AedopMaumru (0COOEHHO
XapaKTepHBIe UIST MACCUBHBIX 00pa30BaHMIT) MOTYT OKa-
3bIBAaTh HETaTMBHOE BIWSHHUE Ha JajJbHEHIee pa3BUTHE
pebeHka.

2.3. CyluecTByeT OIpeaeeHHOe <«OKHO BO3MOX-
HOCTeil», T. e. Meprold BpEeMEHU, B TEUCHHE KOTOPOTO
MOXHO HOOHMTHCSI ONTUMAJIBHBIX PE3YIbTaTOB B JICUCHUN
WT ¢ BbICOKMM pUCKOM; paHHsIs (B Bo3pacTe 1 Mecsiua)
KOHCYJIBTALIMST CITeIIMAICTa ITO3BOJIMT CBOEBPEMEHHO
BBISIBUTH TOTEHIMAJIBHO omacHbie MI, KoTopble MOTyT
OBITb CBSI3aHBI C:

*  TIOCTOSHHBIMM pyOlAaMM W  3CTETUYCCKUMU
nedekramu (Hambosee yactasl MpuYMHA OOpalleHUs 3a
MEIUIIMHCKON TTOMOIIIBIO);

*  KHM3HEYIPOKAIOINMHU OCIOXHEHUSIMMU;

*  (byHKUMOHAJIBLHBIMU HAPYIICHUSIMU,

*  U3BI3BICHUSIMU;

*  CONYTCTBYIOIIMMM IATOJIOTUSIMHU.

2.4. Ilpu naauquu noxasamuil K cucmemHoil mepanuu
(UT c ébicokum puckom ocaodxicHeHuii, cm. nyHkm 3) npeonow-
MUMeAbHbIM MemodoM AeHenust NomenuuabHo onacuoix I
A645emcsl Ha3Ha4eHue nepopaibHo20 NPOnPaHoLold.

2.5. B HekoTophIX ciayyasx IJs JeYeHUs TOHKUX
¥/vm ToBepXHOCTHBIX MI' MOkeT OBITh peKOMEHIOBaHO
MECTHOE MPUMEHEHNE TUMOJIOA.

2.6. Jlisg KOpPEKLMU OCTATOYHBIX IPOSIBIEHUIA
TeMaHTHOMBI TTI0CJIC €€ MHBOJIOLUN MOXET ITPUMEHSITHCS
XUPYPTAYeCcKoe M/WJIN Jla3epHOe JieueHrne. B oTmeTbHbIX
clTyJasiX WMHBA3WBHBIE METOABI TepallMii MOTYT BBITIOJ-
HSITBCS B paHHEM JETCKOM BO3pacTe.
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3. HI c BbICOKMM PHCKOM OCJIOKHEHHIA

KuzHeyrpoxaroliue
Life-threatening

WT B obnactu mogbopoaka
“beard-area” IH
> 5 MOBEPXHOCTHBIX TEMAaHTOM

> 5 cutaneous 1Hs

TTpuBoasiiye K HapyleHU o GYHKIMIA
Functional impairment

WT B obGaactu rna3 (> 1 cm)
Periocular IH (> I cm)

Ha rybax 1 B ITOJIOCTH pTa

[H involving lip or oral cavity

CKJIOHHBIE K U3BSI3BICHUIO

Ulceration

cermeHTapHble VT 11060i1 BeIMUMHBI ¢ BOBJICYEHUEM JIIO00I U3 CIEAYIOLIUX 30H:
ryObl, KOJIyMeJUIa, BEPXHssl YacTh 3aBUTKA YIITHOM PaKOBUHbI, aHAJIbHASI Ieb 1/1In
MTPOMEXHOCTb, IepHaHaIbHast 30Ha ¥ IpyTrue KPYIHbIe CKIaIKN KOXHU (HarpuMmep, B
00JIaCTH 1IeU, TIOAMBILICUHBIX BIAIMH, TTaX0BO1 061aCcTH)

segmental IH of any size involving any of the following sites: lips, columella, superior helix
of ear, gluteal cleft and/or perineum, perianal skin, and other intertriginous areas (eg,
neck, axillae, inguinal region)

CBs13aHHbIE CO CTPYKTYPHBIMU aHOMAITUSIMU

Associated structural anomalies

cermeHTapHbie UI' B 061acTH JTM11a MJIM BOJIOCUCTOM YaCTH TOJOBBI

segmental IH of face or scalp

cermeHTapHble UI' B MOSICHUYHO-KPECTIIOBOM 1/MJTH TIPOMEXKHOCTHOI 00J1acTH
segmental IH of lumbosacral and/or perineal area

BbI3bIBaloOLIME 5CTETUUECKUE HAPYILIEHMUST
Disfigurement
cermeHTapHble VI B 061acTy Jinia Uiin BOJIOCUCTOM YaCTH TOJIOBBI

segmental IH, especially of face and scalp

nuuesbie T (pa3Mepsbl yKa3aHbl 17151 MJIaJIGHUECKOTO BO3pacTa) ¢ JIOKaau3alueil Ha
KOHYMKE HOCa WK Ty0e (JIToboro pa3Mepa) WK B JII0OOM MECTE JIMLIA Pa3MepoM > 2
cM (> 1 cMm, ecu Bo3pacT pebeHka < 3 MecsilieB)

facial IH (measurements refer to size during infancy): nasal tip or lip (any size) or any
facial location > 2 cm (> I cm if < 3 months of age)

T B 061acTH BOJIOCUCTOI YACTU TOJIOBHI > 2 CM

OOCTPYKIIUS TBIXaTeIbHBIX MTyTeil

Obstructive airway

Pa3BuTre reMaHTHOM MIEYEHU, CepIeYHasT HEOCTATOY-
HOCTb Y TUTIOTHPEO3

Liver hemangiomas, cardiac failure, hypothyroidism

AcCTUIMaTH3M, aHU30METPOITHS, IPONTO3, aMOIMOTIHST
Astigmatism, anisometropia, proptosis, amblyopia
3aTpymHeHUs TIpU TIpUeMe T

Feeding impairment

BbICOKMIA pUCK M3bS3BICHUS

Increased risk of ulceration

Cunapom PHACE
PHACE syndrome
Cunapom LUMBAR
LUMBAR syndrome

BoIicokuii prck pyOLieBaHMsI U/WJIN Pa3BUTHSI TOCTO-
SIHHBIX 3CTETUYECKUX Ae(heKTOB

High risk of scarring and/or permanent disfigurement
Puck acretnueckunx 1eeKToB BCIEACTBUAEC HAPYIICHUS
AHATOMUYECKUX CTPYKTYP U/WJIH PA3BUTHS PYOIIOB
Y/ HeOOPATUMBIX U3MEHEHUIA KOXU

Risk of disfigurement via distortion of anatomic landmarks
andy/or scarring and/or permanent skin changes
TTocTosinHast anonenusi (0COOEHHO sl FTEeMAaHTUOM

Practical questions of pediatric oncology-hematology

00JIBIIOTO 00BEMa W TONIIUHBI); MACCUBHOE KPOBO-
TeYeHue B clyyae U3bsI3BIeHMS (B 9TOI o06acT
KPOBOTEUEHHSI, KaK MPaBUIO, 00Jiee OOUIBHBIC, YeM
Ha IPYTMX aHaTOMUYECKNX YJacTKax)

Permanent alopecia (especially if the hemangioma becomes
thick or bulky); profuse bleeding if ulceration develops
(typically more bleeding than at other anatomic sites)
Boab1ioii puck hopMupoBaHus TOCTOSIHHBIX PyOLIOB
/UM HEOOPATUMbIX U3MEHEHMI KOXHU B 3aBUCHMO-
CTU OT aHATOMUYECKOTO PACIIOTIOXKEHUSI

Greater risk of leaving permanent scarring and/or
permanent skin changes depending on anatomic location

Scalp IH > 2 cm

WT B obsacTy 1ieu, TYJIOBUIIA WJIM KOHEYHOCTEM TuaMeTpoM > 2 ¢M, 0COOEHHO B hasze
pocCTa WM TIPU PE3KOM TEPeXoie OT HOPMaIbHOI K TTOpakeHHOM Koxke (3¢ dekT ycryna);
noBepxHocTHast VIT" GOJbIIION TOMIIUHBI (HATTPUMED, TOIIIUHOM > 2 MM)

Neck, trunk, or extremity [H > 2 cm, especially in growth phase or if abrupt transition from
normal to affected skin (ie, ledge effect); thick superficial [H (eg, > 2 mm thickness)

WT B o6nactu rpynu (y [eBOYEK) Heobpatumbie U13MeHEHMS B pa3BUTUU IPYyAU (HATIPU-
Mep, ACUMMETPHUSI TPYIIN) WIN apeoTbl

Permanent changes in breast development (eg, breast

asymmetry) or nipple contour
_______________________________________________________________________________________________________________________________________|

IIpumeuanue. Knaccugurkayus eemaneuom no cmenenu pucka u evideaernue UI ¢ 8bicoKUM pUCKOM OCA0MCHEHUI NPOBOOUAUCH HA OCHOBAHUU AHAAU3A ONY-
oauxosannbix danHbix (exaruas 0030p AHRQ u Illkany ouenku msjicecmu eManeuom), a maKice ¢ y4emom coenaco08aHH020 MHEeHUs Y1eH08 NOOKOMUmema
no paspabomke KAUHUYECKUX peKomendayuil. Yuumeoieas 6oavuiue paziuqus 6 aokasuzauuu u pazmepax UI, a maksce 6o3pacme demeil Ha MOMeHM MAHU-
pecmayuu, IKCnepMbl He UCKAIOUAIM CUMYAUUU, K020a 8 COOMEemcmaul ¢ NpugedeHHbIMU Kpumepusmu pebenok umeem M, omnocauyrocs k kameeopuu
8bICOK020 PUCKA, NPU KOMOPOL MpeGyemcs KOHCYAbMAlus CReyuaiucma Uil Hanpasierue Ha AeveHue, 00HaKo Aeausuli 8pay u poouments He CHUMAarOm smo
Heo0xX00uMbIM uau onpasdanHvim. Tlpu npunamuyu makux peueruil 6eAuKa poab KAUHUHECK020 CYICOeHUs., NOIMOMY 0001 naaH delicmeuti doaxiceH Obimb
adanmuposamn ¢ yuemom uea0eo psoa aKmopos, KAHANWUX NOKAAUAUUID NOPAJICEHUs, 803DACM peOeHKA, NPeOnoUmeHus ceMbll U 603MONCHOCIU
docmyna Kk MeouUyUHCKOU NOMOwU 8 0GHHOM pe2uoHe.

Note. Categorization of 1H as high risk is based on published literature (including the AHRQ review and hemangioma severity scores) and consensus of CPG
subcommittee members. Given the wide variation in [H location, size, and age at presentation, the subcommittee acknowledges that there may be situations in
which an TH meets high-risk criteria and, therefore, merits consultation or referral, but the practitioner and parents do not believe this is necessary or practical.
Clinical judgment is always involved in such decisions, and any plan of action needs to be individualized on the basis of a number of factors, including location
of the lesion, age of child, family preferences, and geographic access to care. 89

Breast IH (female infants)
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4. Peswome Cosera 3kcnepToB 1o Jiedenuo UT'

1. Crpatucdukanms pucka
1. Risk stratification
1A. UT cnenyet kiaccubupoBaTh Kak FeMaHTMOMY BBICOKOTO PHCKa, €CJIU CYIIECTBYIOT KITMHUYECKUE X, OZIHO3HAYHAsI PEKOMEH 1ALV
MPU3HAKKU WK TI0H03peHue, uyTo 31a MU' MoXeT ObITh cBsizaHa ¢ (1) KU3HEeyrpoXKamIuMKU OCITOXKHEHUSIMHU,
(2) GYyHKUMOHAJBHBIMU HApYLIEHUSIMU WIN U3bS3BICHUEM, (3) CTPYKTYPHBIMU aHOMAIMSIMU (TaKUMU, KaK
cunapombl PHACE win LUMBAR) niu (4) HeoGpaTUMbIM KOCMETUYECKUM Ie(EKTOM
1A. Classify an IH as high risk if there is evidence of or potential for the following: (1) life-threatening X, strong
complications, (2) functional impairment or ulceration, (3) structural anomalies (eg, in PHACE syndrome or
LUMBAR syndrome), or (4) permanent disfigurement
1B. B ciryuae BoisiBnieHust IT' ¢ BBICOKMM PHCKOM OCJIOKHEHMH MAllMeHTa CIeyeT KaK MOXHO cKopee Ha- X, OIHO3HayHasi PEKOMEH AL
MPaBUTh Ha KOHCYJIBTALIMIO K Bpauy, CIIeUaTM3UPYIOLIeMYCsl Ha JICYEHUN TeMaHTHOM
1B. After identifying an IH as high risk, facilitate evaluation by a hemangioma specialist as soon possible X, strong
2. Busyanu3zanus
2. Imaging
2A. BusyanusannoHHbIE METOIbI HEOOXOAMMO UCIIOIB30BaTh NCKIIOUYMTEIBHO B CICAYIONINX CAyUasiX: B, ycioBHasi pekoMeHaaI st
HESICHBIN KIIMHIMYECKWIA TMarHo3, HaIn4re > 5 moBepxHocTHbIX VT niim moio3peHne Ha aHaToMU4ecKue
HapyILICHUS
2A. Do not perform imaging unless the diagnosis of IH is uncertain, there are > 5 cutaneous IHs, or associated B, moderate
anatomic abnormalities are suspected
2B. [pu HeSICHOM KJIMHUYECKOM JIMAarHO3¢ B KAYECTBE MEPBUYHOIO METO/IAa BU3YaTU3AlNU CIeAyeT ucroiib- C, crabasi peKOMeHAALMS
30BaTh yJIbTpa3BykoBoe uccienopanue (Y3M)
2B. Perform ultrasonography as the initial imaging modality when the diagnosis of IH is uncertain C, weak
2C. Ipu momo3peHnK Ha HATMYUE aCCOITMMPOBAHHOM CTPYKTYPHO MATOJIOTUU (HATTPUMEp, CUHIPOMOB B, ycrnoBHast pekoMeHaIust
PHACE mnnu LUMBAR) pekoMeHayeTcsi TpoBeAeHUe MarHMTHO-pe3oHaHCHOM ToMorpaduu (MPT)
2C. Perform MRI when concerned about associated structural abnormalities (eg, PHACE syndrome or LUMBAR B, moderate
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syndrome)

3. MearKaMeHTO3Has Teparust

3. Pharmacotherapy
3A. B xauectBe 1-it tuHumM cucteMHoi tepanuu U pekoMeHIyeTcst iepopaibHbI TPOMTPaHOIION A, OTHO3HAYHAsI PEKOMEH AL
3A. Use oral propranolol as the first-line agent for [ Hs requiring systemic treatment A, strong

3B. [1pu oTCYTCTBUM COMYTCTBYOIIMX MaTojoruii (Hanpumep, cuiapoma PHACE) nponpaHosion HazHaya- A, yCIOBHAsl peKOMEHIalus
eTcs B 103e 2—3 MI/KT/CyT, B cllydae pa3BUTHUsI TOOOUYHBIX 3(hheKTOB (Hampumep, HapyIIeHUIi CHAa) MOXET

MOTPeOOBATHCSI CHUXKEHUE 03I

3B. Dose propranolol between 2 and 3 mg/kg per d unless there are comorbidities (eg, PHACE syndrome) or A, moderate

adverse effects (eg, sleep disturbance) that necessitate a lower dose

3C. IIporpaHoJIoI ClIeayeT BBOAUTD B ITPOLIECCE KOPMIICHHUST JTA CPa3y XKe TIOC/Ie HEero, YTOObI CHU3UTh PUCK TUMO- X, OAHO3HAYHAsI PEKOMEHIaLIs
IJIMKEMHU; €CITU PeOSHOK TUIOXO eCT M3-3a 00JIe3HH TN PBOTBI, PEKOMEH/IYETCS ITPOITYCTUTH ITPUEM Iperiapata

3C. Counsel that propranolol be administered with or after feeding and that doses be held at times of diminished X, strong

oral intake or vomiting to reduce the risk of hypoglycemia

3D. Cnenyet OLIEHUTh COCTOSTHUE MALIMEHTa U MPOMHGOPMHUPOBATH JIMLL, OCYLIECTBISIIOLINX YXOI 3a pebeH- X, OIHO3HaYHAsT peKOMEHIALIMS
KOM, O BO3MOXHBIX TOOOUHBIX 3(h(heKTax MpornpaHosIoia, Cpean KOTOPIX HAPYIIEHUs CHA, pa3ApakeHne

OpPOHXOB, CUMITTOMATUYECKasT OpauKapausi ¥ TUTTOTEH3UsI

3D. Evaluate patients for and educate caregivers about potential adverse effects of propranolol, including sleep X, strong

disturbances, bronchial irritation, and clinically symptomatic bradycardia and hypotension

3E. [1pu HaTMYMK MPOTUBOTIOKA3aHUI MJIM OTCYTCTBMU aIleKBATHOTO OTBETA HA TIEPOPAIbHBIN MPOMpaHo- B, yclIoBHasi peKoMeHAa st
sio71 uist iederust LT MoryT ObITh Ha3HAYEHBI TIEPOPAIBHBIN MTPEAHNU30JI0H WK MPeTHU30H

3E. May prescribe oral prednisolone or prednisone to treat IHs if there are contraindications or an inadequate B, moderate
response to oral propranolol
3F [lns nedeHust KpymHbIX ouaroBbix M I, Haxomsmuxcest B hase mpoudepaliny Win JTOKaTU30BaHHBIX B, ycroBHast pekoMeHaust

B KPUTMYECKHMX aHATOMUYECKUX 30HaX (Harpumep, Ha rybe), MOTYT MPUMEHSIThCSI MHBEKIIMK TPUAMIIMHO-

JIOHA 1/WTi GeTaMeTa3oHa HeTIOCPEICTBEHHO B 04ar MOPaXEeHUSI

3F. May recommend intralesional injection of triamcinolone and/or betamethasone to treat focal, bulky IHs during B, moderate
proliferation or in certain critical anatomic locations (eg, the lip)

3G. [I1s1 TedeHrsI TOHKUX U/VJTH TIOBepXHOCTHBIX V" MOXeT MPUMEHSIThCSI MECTHAsI Teparusi TUMOJIoJa B, ycioBHast peKOMeHIaIust
MaJieaTomMm
3G. May prescribe topical timolol maleate as a therapy for thin and/or superficial [Hs B, moderate

4. Xupypruueckoe JeueH1e

4. Surgical management

B otnenbHbIX cydasx aist gedeHust MT MoryT GbITh peKOMEHIOBaHbI XMPYpruueckoe BMemareabetBo win  C, yCIoBHAs peKOMeHIAIMst
Jla3epHasi Teparnust

May recommend surgery and laser therapy as treatment options in managing selected [Hs C, moderate

WHdopmupoBaHue poaureneit

Parent education

IponHdopmupyiiTe UL, OCYLIECTBISIONMX yX0r 3a 1eThMu ¢ T, 06 3TOM cocTostHMM, BKITIOYast mpearnona- X, OqHO3HaYHAs! PEKOMEHIaLUsT
raeMoe eCTeCTBEHHOE TeueHre 3a00IeBaHUS U PUCK PA3BUTHUSI OCIIOKHEHMSI T KOCMETUYECKUX 1e(heKTOB

Educate caregivers of infants with an IH about the condition, including the expected natural history and its X, strong

potential for causing complications or disfigurement
|
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJOTUU

KioueBbie peKoMeHIAIMH

1. Kuouesas pekomeHnauus 1A: T cienyet knac-
cuULIMPOBaTh KaK TeMaHTMOMY BBICOKOTO PHCKa, €CIIN
CYIIECTBYIOT KJIMHMWYECKNE MPU3HAKM WU TTON03PEHUE,
yto 3T1a UI" MOXeT ObITh cBsi3aHa ¢ (1) XKU3HEyrpoxkKaro-
IIUMU OCJIOXHEHUSIMU, (2) DYHKIIMOHAIBHBIMU HapyIIie-
HUSIMU WU U3bsI3BICHUEM, (3) CTPYKTYPHBIMU aHOMAJIH -
avmu (takumu, kak cuHapombl PHACE unu LUMBAR)
win (4) HeoOpaTUMBIM KOCMETUYECKUM neheKToM (Ypo-
BEHb JOCTOBEPHOCTH X, OTHO3HAUHAsI peKOMEHIAIINS).

2. KioueBas pekomeHmanus 1B: B ciayyae BBISIB-
nenust UI' ¢ BBICOKMM pMCKOM OCJIOKHEHMIA MallMeHTa
ceayeT KaKk MOXHO CKOpee HaIlpaBUTh Ha KOHCYJIBTALIUIO
K Bpauy, CIelMaIu3upyroIieMycsl Ha JICYeHUU T'eMaHTuOM
(YpOBEHb JOCTOBEPHOCTHU X, OMHO3HAYHAS PEKOMEHIAIINS).

3.  KioueBas pexkomeHmauuss 2A: BU3yalIU3alU-
OHHBIE METONBl HEOOXOOMMO MCIIOIb30BaTh MCKIIIO-
YUTEIbHO TIPU HESICHOM KIMHMUYECKOM JUarHose,
Haauuuu > 5 moBepxHocTHRIX U mim momo3peHun Ha
aHaTOMUYECKUE HapyIIeHUs (YpOBeHb TOCTOBEPHOCTH B,
YCJIOBHASI pEKOMEHIALINs ).

4. KuoueBass pekomeHaauust 2B: mpu HescHOM
KJIMHUYECKOM IHUarHO3¢ B KaueCTBEe MEPBUYHOIO METO-
Jla BU3yalM3alluy cjeayeT ucrnonab3oBaTth Y3U (ypoBeHb
noctoBepHocTH C, cnadast peKoOMeHAIINs).

5.  KimoueBas pekomenmauus 2C: pu Mog03peHUN
Ha HaJIMYME aCCOLMUPOBAHHOM CTPYKTYPHOM MATOJOIMU
(manpumep, cunapomoB PHACE nnmu LUMBAR) peko-
MeHayeTcs mpoBeneHue MPT (ypoBeHb tocToBepHOCTH B,
YCJIOBHASI pEKOMEHIALINs ).

6. KiroueBasg pexkoMeHmanus 3A: B KayecTBe
1-i1 nuHum cucrtemHoi tepanuu UMD pekomeHnmyeTcs
MepOopabHbII TPOTIPAaHOIOJ (YPOBEHDb IOCTOBEPHOCTH A,
OJHO3HAYHAasl pEKOMEHIALINs).

7.  KioueBas pekoMeHgauus 3B: nmpu oTcyTrcTBUM
COITYTCTBYIOIIMX IIaTOJIOTUI  (HAIIpUMEpP, CHHIpOMa
PHACE) nnpornipaHosion Ha3HayaeTcs BA03¢ 2—3 MI/KT/CyT,
B clydae pa3BUTHSI TOOOYHBIX 3(P@EKTOB (Harpumep,
HapyllleHWd CHAa) MOXeT MOTpeOOBATHCS CHIDKEHHE O3Bl
(YpOBEHb JOCTOBEPHOCTH A, YCIIOBHAsI pPEKOMEHIALINS ).

8. KioueBas pexkomenmauus 3C: mpoIpaHOION
cJielyeT BBOIUTH B IPOLIECCE KOPMJICHMSI MM Cpasy XKe
IOCJIe HEero, YTOObl CHU3UTh PUCK TMITOIJIMKEMUU;, €CIIN
PeOEHOK ILJI0XO0 €CT M3-3a 00JIE3HU UJIM PBOThI, PEKOMEH -
JyeTcsl MPOIYCTUTh IpUeM Ipernapara (YpOBEHb J0CTO-
BEpHOCTH X, OMHO3HAYHAs PEKOMEHIALIMS).

9. Kirouesas pekomeHnauus 3D: caenyeT oLieHUTD
COCTOSIHME IMallMeHTa U MPOMH(GOPMUPOBATh JIULI, OCY-
LIECTB/ISIIOLIMX YXOJ 32 peOCHKOM, O BO3MOXHbBIX 110004~
HBIX 3(d@deKTax MpOomnpaHooa, CPeau KOTOPBLIX Hapy-
LIEHMS CHA, pa3IpaxeHue OPOHXOB, CUMIITOMATUYECKAsT
OpamuKapavs U TUTIOTeH3Us (YPOBEHb JOCTOBEPHOCTH X,
OIHO3HAYHasI peKOMEHIAIIusI).

10. KmoueBasg pexkomeHganus 3E: mpu Hanuyum
MIPOTUBOIOKA3aHMI1 I OTCYTCTBUU aicKBaTHOTO OTBETa
Ha MepopaibHbIi MpornpaHoion mis aedeHus WUT moryr
ObITh Ha3HAYEHbI IIEPOPATbHBII MPEAHU30J0H WIH MPEe-
HU30H (YPOBEHb MOCTOBEPHOCTU B, ycioBHas peKoMeH-
Janus).

11. KmoueBasg pexkomeHmaumst 3F. ansg nedeHus
KpynHbix oyaroBbix UI, Haxonsmuxcs B (paze npoaude-
palyy WIM JOKAJIM30BaHHBIX B KPUTUYECKMX aHATOMMU-
YeCKHUX 30Hax (Hampumep, Ha Ty0e), MOTYT MPUMEHSIThCS
WHBEKINU TPUAMIIMHOJOHA M/WIM OeTaMeTa3oHa Hello-
CPeACTBEHHO B oyYar mopaxeHus (YpoBeHb ITOCTOBEPHO-
ctu B, ycioBHast pekomeHmauus).

12. KmoueBasg pexkomenpauusa 3G: mig JedeHUs
TOHKUX U/WJIM TTOBepXHOCTHBIX M MOXeT mpuMeHSThCs
MeCTHasl Tepaliusi TUMOJIoJIa MajiearoM (YpOBEeHb JOCTO-
BepHOCTH B, yciioBHaAst peKoMeHaauus).

13. KitoueBass pekomeHpaaiusi 4: B  OTHEJIbHBIX
caydasx s jedeHuss VI MoryT GbITh peKOMEHIOBaHbI
XUPYPruueckKoe BMEIATeJIbCTBO WM Jla3epHasl Teparus
(ypoBeHb goctoBepHOCTH C, yCJI0BHASI peKOMEHIAIINS).

14. KmoueBasa pekoMeHaauus 5: mpouHdoOpMUupyii-
Te JINLI, OCYLIECTBISIONX yxo/ 3a neTbmu ¢ U, 00 aTom
COCTOSIHMM, BKJIIOYAsl MPEAIoJiaraéMoe €eCTECTBEHHOE
TeyeHue 3a00/1eBaHUsI Y PUCK Pa3BUTUSI OCIOKHEHUST WK
KOCMETHYECKMX Ne(heKTOB (YPOBEHb JOCTOBEPHOCTH X,
OIHO3HAYHAasI peKOMEHIaIIHsI).
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OT PEJAKLMH
0

B pybpuke «Te, KTO (unbHee HaC» Mbl MpofoMKaem MybaMKaLmMio peKoMeHfaumil Ana JeTeli, U3NeUeHHbIX 0T 3M10KaueCTBEHHbIX
HOB000pa30BaHuii (MepeBOAMMBIX COTNIACHO TaHAeMHomy AoroBopy ¢ MccnepoBatenbckum rocnutanem Ceatoro Myabl (CLUA) u no
CnewLyanbHOMY paspeLLeHIio aBTOpoB). B 3TomM Homepe peub NoAAET 0 CTOMATONOrUuecKuX HapyLueHnax. Befiyliaa paznena — rmaeHblit
gpay HUW 00wl HMUL oxkonorum um. H.H. bnoxuna K.m.H. Ty3enb MapatoBna MydraxoBa. Jkcnepramn BbICTynaloT BegyLuue
cneuuanuctol HAW J0ul HMIALL onkonorum um. H.H. bnoxuna n HMULL ATOW um. imutpua PoraueBa no KOHKpETHbIM HanpaBeHUAM.

Bnapgumup leoprueBny MonakoB — akagemuk PAH, a.m.H., npodeccop, 3aBedytolumii oTaeneHnemM
xupyprisyeckim N 1 (onyxoneii ronoBbl 1 wwen), coBeTHUK Aupektopa HAN feTckoli oHKoNOrMM 11 rematonoriu
OTBY «<HMUL, onkonorum um. H.H. bnoxuna» Mun3papasa Poccun, 3aBeaytowyuii Kageapoil AeTCKoil OHKonorun
um. akag. J1A. lyprosa OrbOY [0 «Poccuiickas MeaMLMHCKAA akaemna HenpepbIBHOMO NPodecCMoHaNbHOro
o06pasoBaHua» Munzppasa Poccun. B.T. Monakos aBTop 690 neyatHbix pabor, 12 KonNeKTUBHbIX MOHOrpaduil,
B TOM YMCIe HALMOHANbHBIX PYKOBOACTB, 11 MeToAMUeCKMX peKoMeHaaUni U BpauebHbIX nocobuii. Mpu
KOHCYNIbTaUMI 1 NoJ ero pyKoBOACTBOM BbIMOMHEHbI M 3alMLieHbl 6 AOKTOPCKUX U 23 KaHAMAATCKUX
ancceprauu. B.I. MonAko ABnAeTCA IKCNepTOM B 061aCT! AETCKOI OHKoNOruI. OCHOBHbIE €ro MHULMATIBDI
(BA3aHbl C Pa3paboTKOil OPraHOCOXPAHAIOWNX METOAOB NeueHUs onyxoneid rmasa U opbutbl, paka
LUMTOBMAHON Xene3bl, omyxoneli neyeHu 1 noyek. Pa3pabatbiBaloTcA HOBble METOAMKIA IeKapCTBEHHOMO
NeyeHna peTHO6NacTOMbl M CapKoM MATKWX TKaHeil. BHeapAlTcA KOMOMHMPOBaHHblE METOAbl C BKMKYEHMEM PaClLMPEHHBIX
1 TPaHCHA3a/bHbIX SHAOCKONUYECKUX XMPYPrUYeCKMX BMeLLATeNbCTB NPy OMyX0NAX NapaMeHuHreanbHoil nokanu3auui. Mo ero pyKoBoACTBOM
obecneyeH camblii BbICOKMA HayYHO-METOANYECKUAA YPOBEHb fleyeHna OOMbHBIX C YYeTOM HOBELIMX [JOCTUXEHUA OHKOMeZuaTpuu
C BHeZipeHNeM MeXAyHapOAHbIX HayuYHbIX NPOrpamm, pa3paboTaHHbIX B BEAYLLMX OHKONOTMYECKIX LieHTpax Mupa. Bnagumup feopruesny
ABNAETCA uneHoM o6LLecTBa oHKoNoroB MockBbl, npe3uaeHTom Poccuiickoro obiectsa aetckinx oHkonoros (POLL0), uneHom ncnonkoma Coro3a
negunatpos Poccun, uneHom MexayHapogHoro obuiectBa AeTckoi oHkonorim (SIOP), uneHom npaenexua Accoumauum Meauatpos Poccun,
uneHoM npasneHna AccoumaLm UPeKTOpoB LEEHTPOB W MHCTUTYTOB OHKOOTUN 1 peHTreHonorim cTpa CHI n EBpasun.

«Coepemennas KOMNAEKCHAs NPOMUBOONYX0Ae8ds Mepanus NPUGOOUM K 8bI300p0GAeHUI0 Gce boabUlee HUCA0 NAYU-
eHmo8 ¢ oHKoA02uYeckumu 3abonesanuamu. Hapady ¢ amum makue 6udvl neuenust, KaKk NOAUXUMUOMEPANUsL U 0COOeH-
HO Ay4esasi mepanusi, 8bi3vl8ar0m 004bUOE KOAUMECMBO NOOOUHBIX IPPEKmo8 U 0CA0ICHEHULl CO CIOPOHbL 300P08bIX
0peaHo8 U MmKaweil, NOOBEPSHYBUIUXCS IMOMY 8030elicm8ul0 KaKk  npoyecce Aevenus, maxK u 6 omoaieHHvle CPOKU.
«Kmo npedynpexcoen — mom 6oopyicen’s, nosmomy, 3Has 0 8epOSIMHOCIU PA3GUMUSL OCAONCHEHUI, 8 YACMHOCMU,
6 0p2aHax u MKAHAX NOAOCMU PMA, POOUmMenu Mo2ym npedynpeicoams ux nosiéaeHue U 4acmomy, UCnonb3ysa peKomeH-
008aHHble 8pAHAMU MePbl NPOPUAAKMUK .

Fapuk HopaiipoBuu lacnapan — seaywuii cneumnanuct B 06nactu xupypruyeckoi cromatonorun OrbY
«HMULL ITOV um. imutpus Porauea» Munzgpasa Poccun. B 2006 r. okoHunn MockoBCKIi rocyaapcTBeHHbIi
MeZIKo-cToMaTosorinueckiii yHuBepcuTeT. HenpepbiBHblli CTax pabotbl 6onee 14 net. MocToAHHbIN yuacTHUK
MeX[yHapOAHbIX KOH(epeHLMii 1 KoHrpeccoB. Moi npaBUAIbHbIiA BbIGOp Mpodeccu — 340poBad yibibka pebeHka.

«/lnsa nayuenmoa, uzneueHHbIX om 310KauecmeeHHo20 Hosooopasoearus (3HO), mak-
Jce Kak u 045 nayuenmog 6e3 aHamHeza nodoOHO20 3a001e8AHUS, BANCHO pecyAsipHOe
Haobnwdenue y cmomamonoea. C yuemom moeo, umo 3HO moxcem pazeumocs 6 ai06om
603pacme om MOMEHMA PONCOeHUsl, 3HAKOMCMBO ¢ 0eMCKUM CHOMAMOA020M O0AICHO
HAYUHambCsi ¢ MOMEHMA Npope3bléanus nepevix MoaouHbiX 3y006. Ha ¢one nposedenus
CUCMEMHO20 NPOMUBOONYX0AELB020 NCHEHUS IMOM NPOUECC MONCEM 3A0ePICUBAMBCAL.

s podumeneil nayuenmos, 3a8epuLuUuiUx Ae4eHue, 8alcHO 3HAMb 0 HAAUMUU PAKmMopos pUucka namoaoeuu y peden-
Ka, eueuere nosocmu pma u cpedcmeax yxooa. dacmoma eusumos Kk 0emcKomy cmomamonoey 00ANCHA OCHOBbIEAMbCS
Ha OGHHBIX OCMOMPA U AHAMHE3d, a MAKICe HAAUMUU UHOL NAMOA0UU.

B cmamve onucano, Kak 6axcHo He HAPYULAMb NPEONONCEHHbLI NAAH HAOA0eHUs, NOMOMY MO NAMOA0CUHECK UL
npouecc y demeil 6bicMpo npoepeccupyem no psdy RPUHUH.

Habarodenue 3a noaocmoio pma nokKazvléaem, 4imo 8pay-cmomamonoe — 3mo 4AeH MyabmuoucyunIUHapHol KOMaHob.
Baoicrho nonumams, umo 300p08be NOAOCMU PMA HENOCPEOCMBEHHO CEA3AHO ¢ 00WUM COCMOSHUEM 300p08bs pedenKda,
Komopoe, 8 c60t0 04epeds, 3a8UCUN OM MHO2UX (PaKmMOpo8 nocie 3aepuleus NPOMUEOONYX01e80l Mmepanuis .
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Mo3aHue 3hhekmbl CO CMOPOHDLI NONOCMU pma
(cmoMmamonoruyeckue HapyweHus)*

Asmopot nepesooa: I'. M. Mypmaxoea, I'.H. lacnapsn, B.I. Ioaskos

Konmaxmmuuie oannvie: Iyzenv Mapamosna Mygpmaxosa muftakhova@mail.ru

Jannas paboma nocesuweHa anaiusy npooaem, CEA3aHHbIX ¢ COCMOSHUEM ROAOCMU PIMA Y NAUUCHMO8, U3NEHEHHbIX OM 310KAYECMECHHbIX
H08000pazoeanuii 6 demckom gozpacme. Paccmompenvl 0CHOBHbIE 3a001€6aHUS U NAMOAOUMECKUE COCIOSHUS, KOMOPble MO2YM PA36U-
samucs 6 0anHoU nonyasyuu. OnUCanbl PUCKU PA36UMUS NAMOA0UMECKUX USMEHEHULL CO CIOPOHbL NOAOCIU PMA, UX AeHeHUe U NPOPUNAK -
muka. OmoenbHo nPOAHAAUUPOBAH BONPOC OCMEOPAOUOHEKPO3A.

Karouesnie caoea: nonrocms pma, demu, 310Ka4ecmeerHoe H08000pasoganue, Kapuec, a0eHmus, Kcepocmomus, mpusm, napoooHmum,
ocmeopaouoneKkpo3

Late oral effects (dental disorders)*
The authors of the translation: G. M. Muftakhova, G.N. Gasparyan, V.G. Polyakov

This work is devoted to the analysis of the problems associated with the state of the oral cavity in patients healed from malignant neoplasms
in childhood. The main diseases and pathological conditions that can develop in this population are considered. The risks of developing
pathological changes in the oral cavity, their treatment and prevention are described. The issue of osteoradionecrosis is analyzed separately.

Key words: oral cavity, children, malignant neoplasm, caries, adentia, xerostomia, trismus, periodontitis, osteoradionecrosis

310poBbe 3y00B MOCJIE JeYeHHs OHKOJIOTHIeCKOro 3a00-
JieBaHus y Aereit

JleueHne meteit co 37I0KaYeCTBEHHBIMM HOBOOOpPA30-
BanusiMu (3HO) wacTo mpoBoumpyeT pa3BUTHE 3aboire-
BaHWI TTOJIOCTH pTa (CTOMATUT, THHTUBUT, Kapruec W ero
OCJIOKHEHMS U T. 1I.), TO3TOMY OYeHb BasKHYIO POJIb UTPACT
TUTHEHA TIOJIOCTH pTa IJIsT YAYIIIeHUST KauecTBa SKM3HMU.

Kaxue cywecmeyiom ¢haxmopot pucka oan pazeumus
3a004eeanuil noA0CmU pma nocie nepeHeceHHblX OHK0A02U-
ueckux 3aboaesanuil y oemeii?

»  Ilposedenue xumuomepanuu, ocOOCHHO y neTeit
B BO3pacTe MJIAMIIE 5 JIeT.

«  Jlyuesas mepanusa (JIT), 3aTparuBatoiias 3yooue-
JIFOCTHYIO CHCTEMY.

s Jleuenue azamuonpunom.

*  Xponuueckasn peaxuyus «mpancniaumam npomue
xozauna» (PTILX).

Kaxue npobaemsl nosocmu pma mo2ym G03HUKHYMb
noC1e NPOMUBOONYX0.1€6020 AeHeHUsl 8 0emCKoM 6o3pacme ?

I1po6GieMbl, BO3HUKAIOLINUE MOCIIE XUMUOMEPANUU UAU
MPAHCNAGHMAYUU 2eMONOIMUHECKUX CME0A08bIX KACHOK
B ICTCKOM BO3pacTe, BKITIOYAIOT:

- PUCK pa3BUTHSI Kapreca 1 ero OCIOXKHEHUIA,

- HapyleHue (popMupoBaHus 3y00B;

- TICPBUYHYIO afcHTUIO (OTCYTCTBUE 3yOOB MM KOp-
Helt);

- HapyllleHWe MHWHepaau3alluy SMali W IEeHTHHA,
MIPUBOIIEe K MOSBICHUIO OCbIX MJIN 00eCIIBEYCHHBIX
IISITeH Ha 3y0ax, 00po3aKax 1 YIiyoJIeHUSIX B 3y0ax 1/ Wi
JIETKOMY OKpaIllMBaHUIO 3yOOB.

ITockonbKy (opmupoBaHue 3yOOUETIOCTHON CHUCTeE-
MBI TIPOMCXOIUT Ha TPOTSKEHUM TUTEIHHOTO CpOKa,
TO TIPOOJIEMBI, CBSI3AaHHBIC C COCTOSTHMEM TIOJIOCTH PTa,
MOTYT BO3HHUKaTh y JIOACH, IOJYJYaBIIMX UTUTEIHHOE
TIPOTUBOOITYXO0JIEBOE JICUCHNE B IETCKOM BO3pacTe.

ITpoGnembl, Bo3Hukatoiue nocie JT na wearocmno-
auuesyto ooaacmo:

- PMCK pa3BUTHS Kapreca U €ro OCIIOKHECHUIA;

- HapymeHue (opMrUpoOBaHUS 3y0OB;

- TIepBUYHAS aICHTHS;

- HapymIeHrue (popMUPOBaHUS SMaJIA U JICHTUHA;

- HapyllleHHe CPOKOB IIPOPE3bIBAHUS TTOCTOSTHHBIX
3y00B (paHHEe WU TT03IHEE IIPOpe3bIBaHNE 3y00B);

- TIOBBINIIEHHAST IyBCTBUTEJIBHOCTD 3y0OOB Ha TeMITepa-
TypHBIC U XUMUYECKUE Pa3IpakKUTEIIN;

- KCEPOCTOMMUS (CYXOCTh ITOJIOCTH PTa);

- U3MEHEHNE BKYCOBBIX OIIYIIICHUIA;

- Tpu3M (cTa3M KeBaTeIbHOM MYCKYIaTyphl, TIPUBO-
TSI K OTpPaHUMYEHUIO OTKPBIBAHUS PTa);

- MUCYHKIMS BUCOTHO-HIDKHEUETIOCTHOTO CYCTaBa;

- HeTIpaBUJIbHBIN TIPUKYC;

- AaHOMAaJIBHBIN POCT IIIEU 1 JINIIA;

- 3a00JIeBaHNe TTAPOIOHTA;

- JIy9eBOIf HEKpo3 KOCTH (TIpobjIeMa ¢ 3aKUBICHUEM
BepXHEU 1 HIDKHEH YeTIOCTH TTOCTIe XMPYPTUIECKOTO CTO-
MAaTOJIOTMYECKOTO BMEIIIaTeIbCTBA).

Ymo moxcHo coeaams 045 npedynpexcoeHust u npuocma-
HO6.1eHUs OAHHBIX npodaem?

[urneHa mosocT pra BaxkHA UIST JTIOOOTO YeIOBEKa
W OCOOEHHO TIOCJIE JICUCHHS NeTe C MCITOIb30BaHUEM

* Ucmounuk: http.//www.survivorshipguidelines.org/. Ilepesod ocyuecmeénet coenacHo manoemHomy 002080py ¢ JlemcKum uccae0o8amenbCKum oCnumanem

Ceamoeo Hyovi (CIIIA) u no cneyuanvnomy paspeuienuro agmopos.
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JIEKapCTBEHHBIX MPOTUBOOIYXOJEBbIX TpernapatoB u JIT.
[1noxast rurneHa MpPUBOAMUT K Pa3TUIHBIM 3200 1eBaHUSIM
CIIM3UCTOM 000I0UKM TT0J0CTH pTa. Hammpumep, 0osbioe
KOJIMYECTBO HaJleTa Ha 3y0aX BBI3bIBACT pasdpaxkeHHe
1 KPOBOTOUYMBOCTD IECEH, BITOCICICTBUU 3TO MOXKET IPH-
BECTH K HapyIICHUIO CBSI30YHOTO arlrapara 1 BhIIaaeHUIO
3y00B. DTO OCJIOXKHEHME Ha3bIBACTCS nepuodormum (BOC-
MMajieHre TIePUOIOHTA, XapaKTepu3yloleecss HapyllieHUeM
LIEJIOCTHOCTHU CBSI30K, YACPKMBAIOIIIMX 3y0 B aJIbBEOJIE, KOP-
TUKAJIbHOM TJIACTUHKU KOCTH, OKpY>Karollei 3y0, 1 pe3op-
OLMM KOCTHOM TKaHU OT HE3HAYMTEJbHBIX Pa3MEpoOB 10
00pa3oBaHUs KUCT OOJIBIINX pa3mMepoB). B mpodpunakTrke
U TIpEAyNpeXIeHUN TPo0JeM CO CIM3UCTON 000J0YKOM
IMOJIOCTU PTa OOJIBIIIOE 3HAUCHUE MMEEeT MHAMBUIyaTIbHAS
rurMeHa mojocty pra. CpencrBa TMUTMEHBI IMOAOMPAIOTCS
WHAMBUAYAIbHO COBMECTHO C BpayOM-CTOMATOJIOTOM,
KOTOPOTO PEKOMEH/IYeTCsI IoceaTh He MeHee 3 pa3 B rofl.

Ecin BBl 3ameTunu mpoOJieMbl, TO PEKOMEHIYET-
csl 00paTUThCA K Bpady-CTOMATOJIOTY, KOTOPBIM MOXKET
MPEUTOKUTh pa3IUYHbIe BApMAHTHI JIeUeHUs: TTpodeccu-
OHAJIPHYIO TUTUEHY MOJIOCTU pPTa, JIeUeHHEe Kaprueca U ero
OCJIO)KHEHMI C TOCJIEOYIOIIMM BOCCTaHOBJICHMEM aHa-
TOMUYECKO (hOpMbI 3yOa IMpPU MOMOIIM KOMITO3UTHBIX
MaTepualioB, BUHMPHBI, MPOTE3UPOBAHME IIPU ITOMOIIUN
CBhEMHBIX U HEChEMHBIX KOHCTPYKIIUii. [1pn HapymeHun
aHATOMMYECKOM (POPMBI UYETIOCTEH BO3MOXKHBI pa3iny-
HblEe PEKOHCTPYKTUBHBIE ornepaiuu. [Tocie BOZHUKHOBE-
HUSI OCIOXHEHUM, CBSI3aHHbBIX C 3yOOUETIOCTHOI CHUCTE-
MO, TaKUX KaK mpusm (TPYyITHO TOJHOCTHIO OTKPBITh POT)
WIn ¢ubpo3 (pyoLbl U CKICPO3UPOBAHUE >KEBATEJIbHBIX
MBIIIIIT), HeobxoaumMa peadbunutainorHHas Tepanus. Kpo-
Me€ TOTO, BBUIIY OCJIOKHEHMUI, CBSI3aHHBIX C TIPOBEICHUEM
MMPOTHUBOOITYXOJIEBOI Tepanuu, BO3MOXKHO HapyIleHHE
npukyca. [Ipn BBIIBIEHUM JaHHOM TpoOJIEeMbl HEOOXO-
IUMO JOMOJHUTEIBHO BBIMOJHUTh OPTOMAHTOrPaMMy
1 MPOKOHCYIBTUPOBAThCSI y Bpada-oprogoHTa. MHdop-
MHMpPOBaHME Bpaya-CTOMATOJOra O BallleM aHaMHe3e
HEoOXOAUMO IS TIPOBENCHUS IMPAaBUIBHOTO JICUCHUS
U KOHTPOJISI €70 KaYecTBa.

Umo maxkoe Kcepocmomust u 4mo Haoo 0eaams, ecau OHA
y 6ac obnapyxcena?

CyXOCTb ITOJIOCTH PTa, BhI3BaHHASI HAPYIIIEHUEM pabo-
THI CJIIOHHBIX XKeJie3, TaKKe Ha3bIBaeMasl «<KCEPOCTOMMUST»,
MOXeT MposBIsIThCs nocie JIT yeaocTHO-I11IeBOi 00a-
ctid. OCHOBHBIM CHMIITOMOM SIBJISIETCSI CYXOCTb CJIM3M-
CTOI1 000JIOUKM POTOBOM MOJIOCTU B pe3yJibTaTe YyMEHbIIIe-
HUs caoHooTaeneHus. Ilpu KcepocToMuu TOSBISIETCS
PUCK BO3HUKHOBEHMSI THOMHBIX 00pa30BaHUi, BO3MOXKHO
MOpaXXe€HME MATKHUX TKAaHE pOTOBOU MOJIOCTU, B TOM YUC-
JIe TPUOKOBBIMU 3200JI€BaHUSIMU, U3MEHEHUE BKYCOBBIX
OILYIIECHUI, B JAJIbHEHUIIEM IIPYU BOBJICYECHUHN B IIPOLIECC
CJIIOHHBIX 3KeJIe3 CUMITTOMBI TIPOSIBIISIIOTCS 00Jiee YeTKo.
B pesynbrate 1oxoit caauBalivu MOJOCTU PTa BO3pacTaeT
PHCK BO3HMKHOBEHUS Kapueca.

JleyeHne KcepocTOMMHM CUMITOMATUYECKOE: MpUMe-
HEHME MCKYCCTBEHHOM CJIIOHBI, yIIOTpebieHre 00JIbIIOro
KonuuecTBa Xuakoctu. KoHdeTsl 6e3 caxapa cTUMYIM-
PYIOT IOIOJHUTEIBHYIO BIPAOOTKY CIIOHBI.

Caedyem au npunumams Kaxue-audo ocoovle mepot npe-
00CMOpONCHOCMU NPU NPOGEOCHUU CHIOMAMOA02UMECKO20
aevenusn?

O0s3aTeIbHO COODIINTE BallleMy Bpayy-CTOMATOJIOTY,
€CJIM y BaC B aHaAMHe3e:

- wynm (XYpypru4yecKoe YCTAaHOBJICHUE IPEeHAXKHOI
TPYOKU JIJIs1 OTTOKA XXMIKOCTU 13 FOJIOBHOI'O MO3Ta);

- Op2AHOCOXPAHAIOWAA OpHOneduvecKas onepauus
(3aMeHa KOCTH METaUIMYECKUM MPOTE30M UM KOCTHBIM
TPaHCIUIAHTAaTOM);

- 3HOOKApOuUm uau noepeiicoerue cepoeHo20 KAanana;

- cnaeH3kmomus (XUpyprudeckoe ynajaeHue CeJie3eHKN);

- gvicokue 0o3vt JIT na obaacmo ceaezenxu (40 Ip unn
boiee);

- axmueHas xponuueckas PTIIX.

Hannuue moboro m3 3tux (hakTopoB HEOOXOAMMO
3HATh BallleMy CTOMATOJIory. B majbHeiieM Mmpy riaHu-
POBaHUM XUPYPrMUECKOTO CTOMATOJOTMYECKOro BMella-
TEJIbCTBA CIIPOCUTE y Balllero CTOMATOJIOra Hamo JIu BaM
MPUHUMATh AaHTUOMOTUKHU B KaueCTBe Mep MPOpUIAKTI -
KU Pa3BUTUS MH(PEKIIUU.

Kaxoe puck pazeumus paxa pomoeoii nosocmu?

IMamuenTsl, KoTopbie monyyuau JIT Ha YeTIOCTHO-/TU-
LIEByI0 00JIaCTb B HETCTBE, WM Te, y KOro pa3BWJIACh
xpoHunueckasi PTTIX, naxonmsitcss B rpymme pucka To
Pa3BUTHUIO paKa POTOBOIA MTOJIOCTU. YTIOTpebieHne Tabaka
B JIIOOOM BUJE MJIU aJIKOTOJISI B KOMOMHALIMU C KYpeHUEM
3HAYUTEJIbHO YBEJIMUYMBAIOT 3TOT pucK. MHbuImpoBaHue
omnpeaeieHHBIMU (popMaMK BUpPYyca ManuLIOMbI YeJIOBEKa
TaKXKe TOBBIILIAET PUCK Pa3BUTHUsI paka POTOBOIA MOJIOCTH.

HeMemienHo cooOiiuTe BallleMy Bpayy-CTOMAaTOJIOTY,
€CJIM BBl 3aMETUJIM CJIeIyIoLee:

- pama € noaocmu pma, KOmopas He 3adxcuéaem Wi
KPOBOTOYMT;

- U3MeHeHue yeema CA3UCTOM 000JI0YKY ITOJIOCTHU PTa;

- npunyxaocmo, ymoauienue uiu 0axKmepuaibHas nsam-
Hucmocms BO PTY,

- Ooae3HeHHOCHMb NPpU 0OMPAUBAHUU UAU OABACHUU UAU
OHeMeHue B TTOJIOCTU pTa WK Ha Ty0ax.

Ymo s doaxcen deaamv, umobvl nNoA0CmMb Moe20 pma
oObLaa 300posa?

CieayiiTe OCHOBHBIM PEKOMEHIALIMSIM CBOEro Bpa-
Yya-cToMaToJjora.

Ilocewaiime ceoezo épaua-cmomamonoza pe2yisapHo, e
Menee 2 pa3z 6 200. YoenuTeCh, YTO OH 3HAET Balll aHAMHE3
M O3HAKOMJICH C UCTOpUEN JIeYeHMsI, KOTOPOE BhI MOJIY-
yanu (IIpeaoCTaBbTe Bpavy-CTOMATOJIOLY BBIIIMCKY M3
HUCTOpUU OOJNIE3HN).

Ileped cmomamonozuneckum/opmoodonmuseckum aeve-
HueM HeoOX00uMo npoeecmu peHmezeHoao2u4ecKoe uccie-
doganue — OpMONAHMOpammy B 111X OLICHKU Pa3BUTHS
3y00YEJIIOCTHOM CUCTEMBbI I KOPPEKTUPOBKHY IJIaHA Jieue-
HUS 3y0O0B.

Yucmume 3y0ot, no kpaiine mepe, 2 paza 6 0exv:

- 00cynuTe CO CBOMM BpauOM-CTOMATOJIOIOM BBLIOOD
CPENICTB TUTMEHBI TTOJIOCTH PTa;

- IMOMeIaiiTe CBOO 3yOHYIO IIETKY MO yIJIoM 45 rpa-
JIYCOB K JI€CHE MPU YUCTKE;
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- UCMONB3YITe 3yOHYIO ILIETKY C MSTKOI ILEeTUHO,
KaK PeKOMEH/IyeT Balll Bpauy-CTOMATOJIOT;

- YUCTUTE BCIO ITOBEPXHOCTh 3y0OOB He MeHee 4 MUH;

- YUCTUTE Balll SI3bIK, YTOO YIATUTH HAJIET C €T0 CITUHKHU.

Yucmume 3y6ot 3yonoil Humoro 1 uau 2 paza 6 denv:

- YUCTUTE 3yObl 3yOHOI HUTHIO, TaK KaK 3yOHasI 1IeTKa
He ynaysieT 3yOHOI HaJleT MeXay 3yoaMu;

- aKKypaTHO UCITOJIb3YiiTe 3yOHYI0 HUTh, YTOOBI N30¢e-
KaTh MOBPEXKICHUS IECEH;

- 00CcyauTe CO CBOMM BPauOM-CTOMATOJIOTOM MCITOJb-
30BaHUE MppUTaTOpa /sl YAydIllIeHUs] KPOBOOOPAIEHUS
JIECeH U JIyYIlleid TUTUEHBI TTOJIOCTH PTa.

Hcnoav3yiime anmubaxmepuaavholl, 0e3a1K0201b-
Hotl, ¢hmopcodeprcawuii onoaackusamenv 041 pma (Ball
Bpau-CTOMATOJIOT MIOCOBETYET JIYIILINIA UTsI Bac).

Yacmo ynompebasiime dcuokocmu u/uiu ucnoav3ylime
npenapamol UCKYCCMEeHHOU caronbl (IOCTYITHBI B 0OJb-
IIIMHCTBE anTeK 0e3 pelenTa).

Yacmo npumensiiime ghmopcooepiycaujue 2eau uau ono-
aackusamensy. Bannr Bpauy-cTOMATONIOr MOXET IOPEKO-
MEHJIOBaTh OIOJacKUBaTelb WU Teb Uil pTa ¢ GTOPOM,
KOTOpbIe BBl MOXETe MCIOJIb30BaTh IoMa MOC/Ie YUCTKU
3y00B.

Ocepanuuvme  ynompebaenue caadKkux npooyKmoe
U npooyKmog c 6bICOKUM coldepicanuem yzaee0008 (npo-
cmole y2aeeoobt).

Ocepanuuvme mabakoxypeHnue, 6 mepy ynompebasiime
a1K02016 (TIPOKOHCYJIBTUPYNUTECH Y Balllero Jievallero
Bpaua, MOXHO JIM BaM yIOTPEOJISITh aIKOTOJIb, TOCKOJIbKY
OH MOXET YBEeJMYUTb PUCK PA3BUTHUS OCJIOKHEHUI TTOce
MPOTHBOOITYX0JIEBOTO JIEYSHUST B IETCKOM BO3PaCTe).

Hemeoaenno ysedomume eaue2o epaua-cmomaniooaa,
ecau 'y eac ecmv Kaxue-aubo npusHaKu uHgexyuu B 1OJIO-
CTU pTa WIM Ha JeCHax: MOKpacHeHHe, 00Je3HEHHOCTD,
00UJIbHAs KPOBOTOYMBOCTD JIECEH, YCUJIMJIACH YYBCTBM-
TeJIbHOCTh 3y0OB.

OcTeopaaoHEKpo3 Mociie nepeHeceHHOro OHKOJI0rnye-
CKOro 3a00jieBaHHs B IETCKOM BO3pacTe

UYmo maxoe ocmeopaduonexpos?

Octeopannonekpo3oMm (OPH) HasbiBaeTcs 3aboie-
BaHUE, BO3HUKAIOIIEE Y MAllMEHTOB, KOTOPHIE MOIyJYaIn
BeicoKMe 10361 JIT, ocoOeHHO Ha 3y0O0YETIOCTHYIO CUCTE-
My. laHHOE OCIOXKHEHME MOXKET BO3HUKATh ITOCTIE XUPYP-
TUYECKUX CTOMATOJOTMYECKMX OIlepalluii WM TPaBM.
Hawnbouee yacto ropaxkaeTcst HUKHSISI YETI0CTb.

Kmo naxooumcs 6 epynne pucka no pazeumuro ocmeopa-
ouonexposa?

IMamuyeHThI, KOTOpHIE TOJydYaau Bbicokue no3bl JIT
Ha oOyacTh 3yoouenmocTHO# cucteMbl (40 Ip u Gonee),
HaXOISITCS B IPYIIIE pUcKa IO Pa3BUTUIO JAHHOTO OCJIOXK-
HeHus. JIydeBbIMU IOJISIMM, KOTOPbIE YacTO BKJIIOYAIOT
YEJIIOCTHYIO KOCTb, SIBJISIIOTCSI CIICAYIOLINE:

- KpaHUaJIbHOE (Tr0JI0Ba/TOJIOBHOM MO3T);

- HazodapuHreanbHoe (001acTh BhIIIEe Heba);

- opocdapuHreasbHoe (POT U TOPJIo);

- 1Ies UJIA MTO3BOHOYHUK (ILLIEHBIN OTIeN);

- HaIKJIIOYM4YHOe (00J1aCTh Hajl KJTIOUMlIeit);

- MaHTUIIHOE€ WU MUHU-MaHTUHOE (Iles/TIOIMbBI-
11eyHast 00J1acTh/001aCTh TPYAHON KJIETKH).

OueHb BaXXHO TMOJYYUTh Ballly MCTOPUIO OOJE3HU
(BBIMTMCKY), YTOOBI BBl TOYHO 3HAJIM, KaKylO 103y 00JIyJe-
HUS BB ITOJIYYMIIM Y Ha KaKylo objacTb. Hampumep, ecin
nauueHT, epeHeciunii 3HO, moaseprcs aydyeBomMy 00Iy-
yeHu1o B 1o3e 50 Ip nim OoJibilie Ha 001aCTh YETIOCTH, TO
OH HAaxOOUTCS B TPYIINE BBICOKOTO PHUCKa IO Pa3BUTHUIO
OPH.

Koeoa nossasemcs ocmeopaduonexpos?

OPH uyanie Bcero Bo3HUKaeT, KOraa BbRKUBIINI ALl -
C€HT MOJIBEPracTCsl XUPYPruuyeCKor CTOMATOJIOTMYECKOMN
npoueaype (Hampumep, yaajaeHue 3yoa) Win Ipyrum ore-
palusIM Ha YeTI0CTHO-JTUIIEBOI 00JIaCTH.

Kaxkoevt cumnmomot ocmeopaduonexposa?

CumnTombl OPH MoryT mposiBIsITbCSI B CPOKU OT
1 mec mo roga nocne nposeaeHus JIT. Yacto Bo3HUKaO-
IIMe CUMMTOMBI: 00Jb B ropje, MPUITYXJIOCTh YETIOCTH
U TPYAHOCTH MPU OTKPBIBAHUU PTa (TPU3M).

Kaxk duaenocmuposeame ocmeopaouonexpos?

OPH wMoXeT OBITh AMArHOCTUPOBAH IPU OCMOTpE
U TIPY BBITIOJIHEHUU BU3YaTU3alMOHHBIX METOIOB 00Ce-
IoBaHUs (PEHTTeH, KOMIIbIOTepHas U/WJI MaTHUTHO-PEe-
30HaHCHas ToMorpadust). MHorma Xxupypru MOryT B3SThb
00pa3lbl TKAaHU U3 IPOOJIEMHOrO yJacTKa (OMorcus) IS
MOCTaHOBKHY TOYHOTO nuarHo3a. HeodxogmumMo npoaHaiu-
3UpOBaTh JaHHBIE 0 TpoBeaeHHOI JIT, 4TOOKI onpeneTnThb
00J1aCTh 1 103y OOTyICHUS.

Kak aeuums ocmeopaduonexpos?

Jleuenne OPH ocyiecTBiasgeTcs: rmaBHBIM 00Opa3oM
3a cUeT KOHTPOJsS IUCKOMMOPTHBIX CUMIITOMOB. MoryT
OBITH MOJIE3HBIMM ITPOMBIBAaHUE COJICHOI BOMOI U JIeTKasl
OYMCTKA MOPakeHHBIX TKaHeil. AHTUOMOTUKM ITPUMEHSI -
10T B CIyJae UH(MDUIIMPOBAHUS PaHBI.

TunepbapruecKyo KHMCIOPOIHYIO Teparnuio (KUCo-
pol, MOCTyNawIIuii B KaMepy IOJ JaBJeHHWEM) MHOTIa
WCITONB3YIOT MJI YBEJWYEHHUS KOJMWYeCTBa KHUCIOpOJa,
rnepeaaBaeMoro MOpakeHHBIM TKaHSIM, U ITOBBIILICHUS
BEPOSITHOCTY M3JICUMBaHUS.

Ymo s mo2y coeaamsv, ¥moodvl npedomepamums pazeu-
mue ocmeopaouonexposa?

IMTamuenTtam, Kotopsle noaydanu JIT Ha 3ybouentocT-
HYIO 00J1aCTh, CJIEIyeT:

- COOOIIUTHh CBOEMY Bpadyy-CTOMATOJOTY, YTO OHM
nonyvanu JIT,

- OCYIIECTBJIATH PETYJISIPHBINA YXOI 1 XOPOIIYIO TUT U~
€HY MOJIOCTH PTa, YTO MOXKET CHU3UTH PUCK BOZHUKHO-
BEHHUs Kapueca y IMallMEHTOB, IOJyYaBIIMX BBICOKUE
no3bl JIT. Bpau-cTomarosior MoXeT Ha3HAYUTh €XKe-
THEBHBIC TIPOLIEAYPHI ¢ (GTOPOM, YTOOBI CHU3UTh PUCK
pa3BUTHUS Kapueca M HEOOXOAMMOCTD ynajeHus 3y00B
B Oyayliem.
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Our history

Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU 2020 I I.

lemCKOMY OHKONOru4eckomy ompenexuto
Cankm-MlemepOyprcKoro KNUHUYECKOro Hay4YHO-NPaKMUYecKoro
UEHMpa cheyuanu3uposalHibiX BUAOB
MeuuuHcKol nomowu (OHKONoruyeckoro) — 30 nem

B Hos0pe 1990 r mo wHuIMaTtUBe mpodeccopa
b.B. AdanacnbeBa u nipu nogaepkke ropoackoro Komm-
TeTa IO 3APaBOOXPAHEHMIO U MEPBOTO M3pa I. JIeHWH-
rpaga A.A. Cobuaka Ha 0a3e ObIBIIEI HOMEHKJIATYPHOI
oompHUIIBI Ne 31 mm. SI.M. CsepmioBa OBUI OTKPBIT
LleHnTp TpaHCIIAaHTALIMK KOCTHOTO MO3Ta M B €ro COCTa-
Be — mepBoe B Poccuu otneneHue meTCKOW OHKOJIOTUM
U rematojioruu. BriepBble 1o ogHO Kphllilieii ObLId 00b-
eIMHEHBI BpauM-IeTCKHE TeMaTOJIOTM M NEeTCKHUE OHKO-
JIOTH, OOpa30oBaBIIME KOMaHIy MO 0o0pa3y U MHomo0UIo
€BpOIEMCKUX U AMEPUKAHCKUX KIIMHUK, B KOTOPBIX JIeHi-
KO3BI, TMM(OMBI 1 BCE COJIMIHBIC OITYXOJIH Y ACTE Ieuar-
ca Bmecte. Ilpommto 30 net m ceityac akagemuky PAH
A.I. PymsHueBy ynanoch yoeauTb MUHUCTEPCTBO 3apa-
BooxpaHeHust Poccuiickoit Menepannm co3nath eTUHYIO
CTIEIUAIBHOCTD «IIETCKUI OHKOJIOT-TEMAaTOJIOT», a TOoTda
MBI Hayajy ¢ MPAKTUICCKOTO BOIUIOIICHUS 3TON WICH:
OHKOJIOTH TIOTPYKaJUCh B OHKOT€MaTOJIOTHIO, a TeMaTo-
JIOTW YYWJIUCH JICUUTH COJIMIHBIC ormyxonu. M Bce moiry-
ymnock! TIpodeccop b.B. AdanacbeB opraHu3oBbIBa
MHOTOMECSTYHBIC CTaXXMPOBKM HAIIUX Bpadeil B pa3ind-
HbIX KnuHMKax Tepmanun, ABctpuu, BennkoOpuranun
n CIIA. JIokTopa 0CBOMJIN BCE COBPEMEHHBIE TTPOTOKO-
JIBI JIUCHUSI PA3IMIHBIX OIMyXOJIeil M OecCTpalllHO CTalu
BHEAPSITH MX B TPAKTUYECKYIO NESITeIbHOCTh HOBOTO
otneneHus. Kommerm crapiiero MHOKOJEHUS TOJDKHBI
XOpOIIIO TIOMHUThL pa3pyxy B cTpaHe B «iuxue 90-e»
C MPAaKTUYECKMN TOTATBHBIM AEMUIIMTOM: OT IPOAYKTOB
IMUTAaHMUSI U KU3HEOOEeCIIeueHNUsI, KOTOPbIe MPOaaBaIiCh
110 TaJOHaM, 10 MEIMKAMEHTOB, PACXOMHOTO MaTepuaia
u anmapatypsl. M Ha aToM (hOoHEe Havamach «TUXasl peBO-
JIIOLUST» B IETCKO# oHKojorum JleHuHrpama. becrieH-
HYIO TIOMOIIb OKa3bIBaJIM HEMEILIKNE KOJUIETH M TIPOCThIC
xurtenn lamOypra — ropoma-moopatuma JleHuHTpana.
[TporpammMa cTaHOBIEHUST OHKOT€MATOJIOTMUECKOTO 1IeH-
Tpa B 31-1i bonbHULIE TOAAEpKUBaIach Mapamu [amOypra
(X. ®ouiepay) u Jlenunrpana (A.A. Co6uax).

HayuynbiM pykoBomuTesaeM OTHEICHUS ObUT TIpUIIa-
meH npodeccop b.A. KoabirmH, BO3TiaBasBIINI TOTAa
oTaesieHue nerckoil oHkoiormu B HUWM onkomnornm
uM. H.H. Ilerposa.

C 1991 r. 6eccMeHHOI 3aBeIyIOLIei 9TUM OTACICHUEM
sapiasercs 1.M.H. M.b. benoryposna.

Ecmn roBopuTh OGUIMATBEHBIM S3BIKOM W IIPOCTO
MEePEeYNCINTD JOCTVKEHUS 3TOTO OTaeIeHus 3a 30-IeTHUIA
TePUOI €T0 CYIIIECTBOBAHUS, TTOJYINTCS TIPWJIAIHBIN CITH-
COK, MHOTHE ITyHKTBHI KOTOPOTO ceii9ac COBCEM HE BBITJISIIST
PEBOTIOLIMOHHBIMUA WM HOBAaTOPCKMMM, 3TO BCE ITPOYHO
BOIIUTO B TTOBCEMTHEBHYIO ITPAKTUKY MPAKTHMUYECKM BCEX ICT-
CKMX OHKOJIOTMYeCKUX KIIMHUK Poccun, HO B JIeHUHIpage—
[TerepOypre B 1990-¢ — 2000-¢ TombI 3TO Bce OBLIO BIEPBHIE.

Y nocmepa na mypucmuueckom kopabae Ha MeNCOYHAPOOHOM CUMRO3UYME
«Heesa-Bunvsede», 1995 e.

At a poster on a tourist boat at the International Symposium “Neva-Wilsede”,
1992

C npogheccopom ITpummoii Anka-1llaye
With Professor Gritta Janka-Schaub

C npogheccopom Jlonanvdom Ilunkerem Ha mexncOyHapoOHOM CUMNO3UYMe
«Hesa-Bunvzede», 1995

With Professor Donald Pinkel at the International Symposium “Neva-
Wilsede”, 1995
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Koanexmue demckoeo onkonoeuueckozo omdenenusi, 2005 e.
The staff of the Pediatric Oncology Department, 2005

Ha npaszonosanuu 15-nemus Ilenmpa

At the celebration of the 15" anniversary of the Center

C npezudenmom Poccuu B.B. [lymunbim Ha 61a20meopumensHom KOHuep-
me, 2010 e.

With the President of Russia V.V. Putin at a charity concert, 2010

Bnepsnie B Cankr-IlerepOypre

+  Hauaro Mcrnojb30BaHUE MHTEHCHBHON XHMHOTE-
panuM IIpy pa3InYHbIX OITyXOJISIX Y AT,

*  Hauvaro mpuMeHeHHE BbICOKOIO3HOIO METOTpe-
kcara (5 u 12 r/M?) ¢ MOHUTOPUPOBAHUEM €r0 YPOBHS
B CBIBOPOTKE.

*  VialeHue MHOXKECTBEHHBIX METACTA30B B JIETKHE
IIPU OCTEOTEHHOM capKoMe, OImyxojiu BuibMmca u apyrux
COJIMIHBIX OITyXOJISIX Y ACTCIA.

+ CHmKeHa HWHTEHCHBHOCTb JIy4eBOWl HArpy3KH
y geteit ¢ tumdomoit XomkKruHa 0e3 yXyAIIeHUs Pe3yib-
TaToB JICUCHUSI.

+  Hauaro ycmemniHoe mporpamMMHoe JedeHne aeTeit
CO 3710KaUeCTBEHHBIMU OITYXOJISIMM LIEHTPAJIbHON HEPB-
HOW CUCTEMBI.

*  Hcnonb3oBaHue TapreTHoil Tepamuu (PUTYKCH-
Ma0) y neteii ¢ B-kaeTouHbIiMU TMM@pOMaMU U JISUKO3aMU.

*  Hauaro ycneiHoe npuMeHeHue 0eTa-010KaTopoB
JUTSE JiedeHHs] KaMMLISIPHBIX TeMAHTHOM Y JIeTeid.

* IlpuMeHeHMEe OUATHOCTUYECKMX TECTOB IIpU
HelipoOyiacTtoMe y fereii: uccienoBanue ¢ 2’I-meraiion-
OeH3MITYaHHIMHOM U OIIpe/ie/ieHIe OHKOreHna N-myc.

*  OrmpeneneHue MetwaupoBanuss rena MGMT
y ZIeTeil cO 3JI0KaYeCTBEHHBIMU TJIMOMaMU TOJIOBHOIO
Mo3ra.

*  MHcrmonp3oBaHuMe  MpOrpaMMbl  OPraHOCOXpa-
HAOMIEro JieYeHHs NMPH PEeTHHOOJacTOME C MCKIIOUeHUEeM
BHEIITHETO O0JIyUYeHUSI.

e YcranoBka u ucrnonb3oBanne PICC (ueHTpasb-
HBIX BEHO3HBIX KaTeTepOB C Mepu(epnIecKM JOCTYIIOM).

*  Bmnepsnie B Poccun 1 CHI' Hauato (pepMeHTO3a-
MECTUTENIbHOE JieueHue 0ose3nu Tome.

+  KpuokoHcepBHpOBaHHE TKaHU SIMYHUKOB U CIIEpP-
MBI Y I€TEN U MOAPOCTKOB.

*  HcnoawszoBaHue ITO3UTPOHHO-3MHICCHOHHOI
TomMorpaduu JIsI JUATHOCTUKM U  MOHMTOPHUPOBAHUS
JICYECHMS ONYyXOJIEH y IETEM.

*  Opra"HuzoBaHa CHENUATM3NPOBAHHAS PEAHUMAIN-
OHHAA CJIyK0a B OTJC/ICHUU IETCKOM OHKOJIOTUU.

« Hauvaro mnpumMeHeHUEe METPOHOMHOI Tepanmuu
Ipu pelyauBaX U pedpakTEePHBIX COTUTHBIX OITYXOJISIX
y IETEH.

B guBape 2018 1. oTrdeneHue B IIOJHOM COCTaBe
repeexajo B HOBOE, CIELMAJIBHO OTPEMOHTUPOBAH-
Hoe corjlacHo BceMm coBpemeHHbIM CHMIIam mist aToit
nenu, nomemieHue B coctaBe CaHkr-IletepOyprcko-
ro KJIMHUYECKOTO HAyYHO-IIPAKTHUYECKOro  IIEHTpa
CHEeUATM3UPOBAHHBIX BUAOB MEIMIIMHCKON ITOMOIIMN
(OHKOJIOTMYECKOr0), KOTOPLIM PYKOBOIUT mpodeccop
B.M. Mouceenko. OHKOILIEGHTP pacIriojlaracT BCeM CITeK-
TPOM HEOOXOOUMBIX JeYeOHBIX OMUMIA IS MAlUEeHTOB
C OHKOJIOTUYECKMMU 3a00JIeBaHUSIMU, 2 B HOBOM OT/eJIe-
HUU CO3IaHBI MMPEKPACHbIC OBITOBBIC YCIOBUS IS AETEM
pa3HOro Bo3pacTa U ux poauteseii. B cocraBe otneneHus
Ha 36 KOeK pa3BepHYTO OTAEJbHOE 6-KOEYHOEe OTaejie-
HUE MHTEHCUBHON Tepaluu U peaHUMalluy ISl JIeUSHUs
cnenuUIecKuX OCIOXHEHUI  IPOTHUBOOITYXOJIEBOTO
neuenus. Ero Bosrnasiset nokrop A.9. CrondoBckas.

B Hacrost1iee HermpocToe BpeMsl B HOBBIX CTeHAX OTIC-
JIEHUE TMPOAOJIKAET IJIOJIOTBOPHYIO PabOTy IO JICYCHUIO
JeTeil C OIMyXOJISIMM, COXpaHsSISl TBOPUECKYIO aTMochepy
COTPYIHUYECTBA.

KonnektuB otneneHust mMpomosKaeT padboTy I10 Jieue-
HUIO AETEU CO BCEMU BUIAMU 3JI0KAYE€CTBEHHbBIX OITYXOJIEN,
€CTh BO3MOXHOCTb IIPOBOIUTH PAHHIOW PEeaOUIMTAIIIIO
Omaromapsl HaJMYMIO B ILTATe Bpaya IO jedyeOHOi dus-
KkyaeType (moxrop E.C.UmxkoBa) 1 ciennaabHOTo 3aja.

202011N
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Om 31-i 60abnuybt do Cankm-IlemepOypeckoeo KAUHUMECKO2O HAYYHO-NPAKMUYECKO20 UeHMPA CReUUaru3upo8anHHblx 8008 MeOUUUHCKOU NOMOuU
(oHKO0102UUECK020)

From the 31" Hospital to the Saint Petersburg Clinical Scientific and Practical Center of Specialized Medical Assistance (Oncological)

AMOYIaTOPHBIN MPUEM MalMeHTOB MPOBOAAT 2 Bpaya-
nerckux oHkojora (FKO.A. Konycosa u 10.E. UepBoHioK).

JleTckoe otneneHue paboTaeT B TECHOM COTpPYIHUYE-
CTBE C BEOYLIMMM NETCKUMMU OHKOJOTMYECKUMU KJIMHU-
kamu Poccuu: HMUILL ITOU um. Imurpus Porauesa,
HUN JOul’ HMUL onkonorum um. H.H. bnoxuna,
HUN JOIuT um. P.M. Top6aueBoit u ap. Komnektus
y4acTBYeT BO BCEX HAyYHbIX M HayYHO-IPAKTUYECKUX
MeponpusaTusx HaluoHanbHOro 001ecTBa JIETCKUX
reMaToJIOrOB I OHKOJIOTOB.

B otnmenenuu mponmoskaloT paboTaTh Bpauu-AeTCKUE
onkousoru I.T. Pagynecky, T.JI. Buktoposuu, B./1. YaBne-
uosa, JI.W. Illaw, B.A. ®oyenkosa, B.C. ®enopos.

IToMuMO exXeTHEeBHOIO PEIIeHUST KIMHUYSCKUX 3a1a4
COTPYAHUKM 3aHMMAIOTCS HAydyHOI paboToii, OAHON U3
IJIaBHBIX TeM SIBJIIETCSI TPo0JieMa OTOTOKCUYHOCTHU TIpe-
naparoB IIaTUHBL. KpoMe Toro, B OTaeIeHUN yaeasIeTCs
BHUMaHME IMPOOJIeMe MOHUTOPUPOBAHUS OTCPOUYCHHBIX
¥ OTHAJICHHBIX TTOCJIEACTBUI IMPOTUBOOITYXOJIEBOTO JIeue-
HUsI, IPOBOISITCS 3aHATHS C BpauaMuU-3KCIIepTaMu Kade-
Ipbl MEIUKO-COLUAJIBHON 3KCIIePTU3bI U PeadUIuTaALINI
nereii-unBamuaoB CaHKT-ITeTepOyprckoro MHCTUTYTa
YCOBEPILIEHCTBOBAHNSI Bpaueii-3KCIepTOB.
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K6unei A.N. LanoYyHuKa

22 nexadbps 2020 r. ucnoaHuiaock 50 jer
Anexkcanapy IlerpoBuuy IllamoyHuky —

[JIABHOMY BHEIITATHOMY JIE€TCKOMY OHKO-
jory MuHUCTEepCTBa  3IpaBOOXpPaHEHUS
OpeHOyprckoii objacTu, KaHIUAATy Meau-
IIMHCKUX HayK, 3aBEIyIOIIeMy OTIeJICHUEM
nerckoit onkonorun I'BY3 «Opendyprekmit
00JIaCTHOI KITMHUYCCKUI OHKOJIOTUICCKUI
nucmancep» (OOKO/).

A.Il. lllanoyHuxk poauiics B n. MinbuH-
el BunHuikoit oonactu Ykpannckoit CCP
B1970r

OKOHUMJI ~TIeAMaTPUIEeCKUil  (haKysb-

TeT OpeHOYyprcKoro rocyaapCTBEHHOIrO
MEIUIIMHCKUN MHCTUTYTa B 1994 1. Bo Bpemst yueObI
B MHCTUTYTE paboTay MeadpaTOM B COMaTUUYECKOM OTIe-
neHnn OpeHOYyprcKoil JETCKOM KIIMHUYECKOM OOJIbHULIBI
(OAKB), roe BiepBbIie YBUAEH AeTeit, OOJCIOIINX KO-
3aMU 1 JTUM(POMaMU.

B 1994 1. 8 OAKDB OBL710 OTKPHITO OTAEIEHNE OHKOTE-
matosioruu, Kyaa A.T1. I1lanmoyHukK ObUT TPUHST MEPBBIM
nHTepHOM. [To OKOHYaHUM MHTEpHATYPHI ¢ 1995 1. 1 no
ceHTss0pb 2007 . paboTay BpauoM B OHKOT€MaTOJIOrnye-
CKOM OTJIEJICHUM.

B 2005 r. oH 3amuTHI OUCCEpPTALIMI0 HA COMCKaHUE
YUCHOM CTeIeH! KaHAMIaTa MEIUIIMHCKUX HayK I10 TeMe
«Kpurepun mporHosza pas3BUTHUS CEPACIHO-COCYIUCTBIX
3aboneBaHuit y geteit mpu tuMpome XoIKKUHA U OCTPOM
JMM(OOJIACTHOM JICIKO3e».

B 2007 . Ha 6a3e OOKO/I 6bUT OTKPBIT
JleTcKuii OHKOJOrMYeCKUi LIeHTp, Kyaa
mepeexajia BCS JIETCKash OHKOJIOTMYECKasT
ciryx0a. Anekcanap IletpoBud BO3rjaBuI
OTHeJIeHNEe XUMHMOTEpaIuy TeMo0IacTO30B,
KOTOpOE BIIOCIEACTBUM OBLIO pEeopraHu-
30BaHO B OTIEJCHME NETCKOW OHKOJIOTHH,
KOTOPBIM OH PYKOBOIIUT T10 CEif IEHb.

B pamkax X Konrpecca HalmoHanbHOTO
00IIIeCTBa JETCKMX TeMaTOJOTOB M OHKO-
snoroB (HOII'O) cocrostmoch BpydeHHUe
npeMun «3a BEpHOCTh Mpodeccum», yupe-
xaeHHoir HOAI'O m 61arorBopuTEIbHBIM
donmom «[lomapm ku3Hb». [lo wuTOTAM

2018 . 6bUTK ompenesieHbl 3 MOOeaUTENsI, B TOM YUCTIe —
3aBenytommii getckum otaeneHueM OOKO], rinaBHBIM
BHEIITATHBIM AETCKUI OHKOJ0T MMHUCTEpPCTBA 3/1paBO-
oxpaHeHus OpeHOyprckoii obnactu Anekcanap Iletpo-
Buu lllanoyHux.

3a BpeMs pabOThbl OH CO3J1aJl U CIIJIOTUJI BOKPYT cebs
IPYXHBIN KOJIJIEKTUB € TMHOMBIIIJICHHUKOB, YBICUCHHBIX
€IVNHON LIeJIblO.

Bech komnektuB OOKO/I ot Bcero cepaiia mo3apan-
nget Bac, Anekcanap IlerpoBuu, ¢ FOouneem! XKemaem
Bawm kpenkoro 310poBbsi, 00/1b1110I 3HEPTUM, TBOPYECKUX
YCIIEXOB B TOCTIDKCHUM BCeX HAYMHAHMI, OJIarOTIOIyYnsT
¥ cyacThsl! YBEpEeHBI, YTO K HAIIIMM IT03IPaBJICHUSIM TIPH-
COCMUHSIOTCS U IeTU, KOTOPHIM BBl COXpaHWIN XU3Hb,
a TaKKe UX POIUTEIIH.

202011N
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Namamu 0.B. ByxnakoBoil

HanmonanpHoe  0OIIECTBO  JETCKUX
remaTosioroB 1 oHKojioroB (HOJIT'O) ¢ roy-
0OOKOI CKOPOBIO COO0IIAET, UTO 18 OKTSIOpS
2020 r. Ha 71 romy yijia w3 XU3HU 3aciy-
KeHHbIi Bpau Poccuiickoit Penepanun,
3aBelylollasi OHKOJOTMYECKUM OTAEICHUEM
I'OBbY3 «MypmaHckaa obnacTHasg JeT-
ckasg kimHudeckas oompHuia» (MOJIKB),
Bpa4y-OHKOJIOI, Bpay-reMarosior, Bpau-iie-
Iuatp, Bpad-sHIOKpuHOojor Osbra Bacu-
nweBHa ByxiakoBa.

Onbra BacwinseBHa B 1973 1. okoHYMIa
2-i1 MockoBckuii opaeHa JleHuHa Trocy-

Onbre BacuiabeBHE NPUCBOECHO ITOYETHOE
3BaHMe «3aciyXeHHbIl Bpau Poccuiickoit
®enepauvn». HeomHokpaTHO oTMedyeHa
TMOYETHBIMU TPaMOTaMU M 0JIaTOMAPHOCTSI-
mu ot IlpaBurenbctBa M MuHMCTEpCTBA
3[paBooxpaHeHns MypMaHCKOI 00J1acTu.

Bcro cBow xu3Hb Onbra BacuiabeBHa
MOCBITWJIA JETCKOMY 3APaBOOXPAHEHUIO
MypmaHckoii o6iacTu, KaxKaoMy MajleHb-
KOMYy IaIlMeHTy OTAaBaja YaCTUYKYy CBOCH
TYIIIHN.

25 Hos10ps1 Ha | oO0benmHeHHOM KoOH-
rpecce HOAT'O u POJIO Onbra BacuibeB-

NAPCTBEHHBIM  MENUILMHCKUNA  MHCTUTYT
M. H.A. TTuporosa. B 1973—1974 rr. Ha 6aze MOJKb
MpoIIa UHTEPHATYPY MO CIEUMNATbHOCTU «IIeAUaTPUSI».
B 1994 1. mocie mpoxoxXaeHUs Crieraan3aiiy 1o Crieln-
aJIbHOCTH «JI€TCKasi OHKOJIOTHsT» ObljIa Ha3HAYeHa 3aBe/y-
fonieit onkonorndyeckum otaeneHneM MOJKB.

B 1999 r ona Obuta HarpaxmeHa HarpyIHBIM
3HakoM <«OTIMYHMK 3apaBooxpaHeHus». B 2005

Ha ObLTa TTOCMEPTHO HarpaxkiaeHa IpeMuei
«3a BepHOCTh podeccrun — 2020».

Hacrosimuit Bpad, oT3pIBUMBEIN YeIOBEK, 00asITEIb-
Hasl >KEHIIMHA, MYAPBI HAaCTaBHMK M 3aMedaTeSIbHbBIN
ApYL.

MBI r1y60KO CKOPOMM O TpeXIeBpeMEHHON KOHUMHE
Onbru BacunbeBHBI M BBIpaxkaeM COOOJIE3HOBAaHUS €e
POIHBIM, OJIM3KMM M KOJuieraM!
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NoGegumenu npemMuu «3a BepHocmb npotheccuu - 2020»

u YBaxaembie konneru!

B 31OM ropy B ouepefHoii pa3 6bina BpyueHa npemus «3a BepHOCTb Npodeccuiy. TpaanLMOHHO Mbl 3HAKOMIM Bac C ee flaypeatami.
B nogrotoBneHHoM Hamu maTepuane Bbl HaiifieTe aBTo6uorpadum nobeauTeneli u 0TBETbI Ha BONPOCHI HALLEr0 MIHU-UHTEPBbH.

3asenylowuii omaenexHueM OHKOMOruY U reMamonoruu ¢ Xumuomepanuei
IBY3 <[lemckan Kpaesas KnuHuyeckas Gonbhuya»

Munucmepcmsa 3apasooxpanenus Kpachofapckoro kpas (Kpacxonap),
rnaBHblil BHEWMamHblil AeMCKuil cheyuanucm oHKoremMamonor
Munucmepcmsa 3apasooxpanesus KpachofapcKoro Kpas,

BpaY-AemcKuil OHKONOr BbiCWeEl Kameropuu,

K.M.H. Bnanumup Benuamunosuy NleGenes

Pomnicsa B . Coun 21 mast 1964 1. B cembe Bpayeii.

B 1981 1. okoHum cpenHioo mkomxy Ne 22 . Count.

C 1981 mo 1987 1. oGOyuamcs Bo Bropom MockoBckoMm opaeHa JleHuWHa
TOCYIapCTBEHHOM MeOWIIMHCKOM UHCTUTYTe wuMmeHn H.M. IluporoBa Ha
nenraTpuIeckKoM (pakyabreTe, KOTOPHI OKOHYIII IO CITETUATBHOCTH «TICIUATPUS».

WHTepHaTypa MO CHEUIWANBPHOCTH <«IleAuaTpus» Ha 0a3e KybaHcKoro
TOCyIapCTBEHHOTO MEAUIIMHCKOTO MHCTUTYTa MMeHU KpacHoit Apmyn B 1987—1988 .

1988 — 1989 rT. — Bpau-TeMaToJIor TeMaTOJIOTMIecKOTOo oTaeeHnsT MY 3 «JleTckast
ropozackast 6oJbpHHUIIa», I. Coun.

1989 — 1991 rT. — Bpa4-reMaToJIOT TeMaTOJIOTUICCKOTO OTACICHUS C PETUCTPOM
remo6acro3oB HUM skcriepuMmeHTanbHOM martojgornn u tepanmun PAMH CCCP.
KomanmmpoBan B remMaronormdyeckuii meHTp [Y3 «PecrybiamkaHCKast meTcKast
KIIMHWYEeCKas 00oMbHMIIA», T. MockBa (HeIHe — Poccuiickast meTcKast KITMHIIeCKas
oonpHulla DOIAOY BO «Poccuiickuil HaLUMOHAABbHBIA KCCIIEIOBATEIbCKUIA
meauumHckuit yaHuepcuret um. H.M. IMuporosa» Munanpasa Poccun).

1991 — 1993 rt. — yueba B acrmpantype HWU merckoit reMatonorun MuH3apaBa
Poccun.

1992 — 1993 1. — paboyast CTaXKMPOBKA IO IETCKOM OHKOJIOTMU W TeMAaTOJIOTUH
Ha 0a3e YHUBEPCUTETCKOM KIMHUKY nMeHn CBsSITOoit AHHEL, T. BeHa (ABcTpust).

1994 . — 3amMTa KaHIUOATCKOM TMCCepTALINT.

1995 — 2002 1. — 3aBeAyIOIIMIT TeMaTOJIOTHUCCKNM oTaeneHrneM MY3 «Jlerckas
ropozackast 6oJbpHHUIIa», I. Coun.

1998 . — Mo HacTosIee BpeMsT — IJIABHBIM BHEIITATHBIN TETCKUI CIICIIMATIICT
OHKOTeMaToJIoT MUHMCTepCTBA 3paBooxpaHeHnst KpacHomapckoro Kpasi.

Our community - activities of the NSPHO

2003 T — mo HacTrosImee BpeMsS — 3aBEAYIOIIMI OTIEJICHHEM OHKOJOTUH
¥ reMarojornu ¢ xummnotepanueil 'bY3 «JleTckas KpaeBast KTMHUYecKast O0JIbHUAIIA»
M3 KK.

B 2014 1. HarpaxneH 3010Toi Menanbio «Iepoit Tpyma Kyoanm».

Jlaypear mpemun «I1pusBanue — 2015» «3a cozmanme 3¢ (heKTUBHOI ITPOTrpaMMEBI
JreueHusT TuMGO0OIaCTHOTO JIeliKo3a y AeTeit B Poccum».

B 2019 1. Harpaxxnen OpaeHom [ToueTa B iejie coxpaHeHUsT 310poBbs naeteii DI'BY
«HMUL ATOU num. Imutpus PoraueBa»

B 2020 r. mHarpaxmen mpemmeii «bYIAEM 2KMTb!» 3a Belmarommecst 3aciayru
W CO3MaHWe JIYYIIer0 OTHEJCHMWS JEeTCKOM OHKOJOTMM W  TIeMaTOJIOTUH
C XUMHOTepATTNE.
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Pacckaxmure, modemy Bbl 3axoresm cTaTh Bpauom?

BpaueBaHue B Haleli ceMbe — IIOTOMCTBEHHas
npodeccusi, KoTopasg OepeT Hayajao OT MOMX IPEAKOB,
B YacCTHOCTM OT poaHoro mipagena B.JI. DabkoHuHa
u nBotopoaHoro npazaena B.E. INepuuxuna. [To mykckoit
JIMHUU Bce ObLIM Bpadyamu. C JAeTCTBa MedTall O Bpaue-
BaHMUM, MOXXHO CKa3aTh, YTO S POC B reMaTOJIOTMYEeCKOM
cpene. [Tomuio M.A. Kaccupckoro, yuuTesst MOEro oTla
Bennamuna HukomaeBuua Jlebenesa. MHoro pas, elie
Oyay4yu IIKOJIbHUKOM, obiancs ¢ Haranbeit CepreeBHOIM
Kucnax, Jluagueit AnekceeBHOi# MaxoHOBOM U ApYyTrUMU
W3BECTHBIMM Temarojoramu. AjekcaHap Ipuropne-
BUY PymsHIIeB mperogaBai y MEHSI Ha CTaplIUX Kypcax
U B cyOopauHaType.

Kakoe co0biTie B Bameii npodeccronaibHoii AedaTelib-
HocTH BbI cunTaere HanboJIee 3HAYNMbIM?

S Obl oTMETUIT 2 COOBITHSI, HATIPSIMYIO CBSI3aHHBIX
¢ Moeii ipodeccueit. Ha camom nesie oHM o0a CBSI3aHBI
MeXay co0oil. DTo mpuriaiieHue ot Anekcanapa Ipu-
ropreBruYa PymsHieBa Ha yueOy B PecrybinkaHCKyio
JNETCKYI0 KIIMHUYECKYI OOJIbHUILY, Ile 5 Ipuodpes
CBOIO TIpO(PeCcCMOHANIBHYIO CEeMbIO U paboTal psaoM
¢ E.b. Bnagumupckoii, E.B. CamouaTtoBoii, A.A. Mac-
yaHoM, A.M. Kapauynckum, O.M. KpbokaHOBCKMM,
H.B. MsxkoBoit 1 M. Xaput. MHorue 13 KoJuier cTajiu
MOUMM JIpy3bsiMu. M, KOHEUHO e, MOsI CTaXkUpPOBKa
B St. Anna Kinderspital B ABcTpuu, rie g y4uics y Ipo-
deccopa Tenbmyra TagHepa. besycioBHO, 3TO 3070TOE
BpeMs TSI MeHsI, KaK HAaUMHAOIIIETro Bpaya.

O uem Bo1 meuTaeTe?

Meurato 06 otkpbeiTun Ha Kybanu B ropoge KpacHo-
Jape OTAeJeHUs TPaHCIUIaHTAIlMU KOCTHOIO MO3ra 1 BHe-
JIPEeHUU 3TOro MeToaa jJedeHust B KpacHogapckoM Kpae.
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Bpay-gemckuil OHKONOr omAaenexua Xumuomepanuu (npomusoonyxonesoil
NneKkapcmBeHHoil mepanuu) U KOMOUHUPOBAHHOIO JIeYeHUA onyxoneil y pemed
IbY3 <Cankm-Memepoypreruil KNUHUYECKUI HAY4HO-NPAKMUYECKUil UeHmp
cheyuanu3upoBaHHbIX BUAOB MeAUUUHCKON NOMOWU (OHKONOrUYecKui)»
Fanuna leopruesHa Pagynecry

Ponmnacek B I. Jlennurpane 17 oktsopst 1945 .

B 1970 . okoHumma JIeCHWHTpaaCcKWii IeAuaTpUIeCKI MEIUITMHCKAN MHCTUTYT
¢ ormureM. B mHCcTHTYTE OBIIa ymocToeHa JICHUHCKOM CTUTICHINH.

ITocne okoHYaHMsT MHCTUTYTA ObLIa TipuHsTa B opauHatypy HWUW onkosnoruu um.
H.H. IleTpoBa 10 CITEIIMAJIbLHOCTU «OHKOJOTHSI» U B TedeHUe 2 JIET IPOXOauiia
00yJeHHeE B IETCKOM OHKOJIOTUICCKOM OTHCIICHUM.

[Tocire okKoHYaHUS OpAMHATYPHI B TedeHne 20 JieT paboTajia BpauoM B IETCKOM
oHkojiornueckom otaeneHun HUUM onkonorun um. H.H. IleTposa.

B 1990 1. B cBSI31 ¢ OTKPHITHEM JETCKOTO OHKOJIOTUIECKOTO OTAEIICHISI B CTPYKTYPE
LlenTpa TpaHCcIIaHTAIMKU KOCTHOrO Mo3ra [opojcKoil KIMHUYECKON OOTbHUIILI
No 31 6b11a MepeBemeHa Ha pabOTy B IETCKOE OHKOJIOTMUECKOE OTACICHIE, B KOTOPOM
npopaboTaia 27 JeT moa pyKoBoACcTBOM I.M.H. M.b. BeiorypoBoii.

B 2018 . meTckoe OHKOJIOTMYECKOE OTHeJeHWe ObuTo TepeBegeHo B CaHKT-
[MeTepOyprekmii KITMHMYECKII HaydHO-TIPAKTUICCKUI IIEHTP CTICIINATN3POBAHHBIX
BUIOB MEIMIIMHCKOM ITOMOIIN (OHKOJOTUYECKMIT), TOe S IPOIOJIKAK0 paboTaTh IO
HacTosIIee BpeMs BpauyoM-IeTCKIM OHKOJIOTOM.

3a BpeMs paboTHI omyomKoBaja 0ojee 20 HayIHBIX padoT, IpUHUMAaIa YIacTHE
BO MHOTMX MEXIYHAPOOHBIX HAYIHBIX KOH(MEpEHIIMIX, TakKe 3aHMMallach
TIPETIONABATEILCKOM JEeITETLHOCTRIO, SIBISSICh aCCUCTEHTOM Kadeapbl OHKOJIOTUMN
Cankr-IleTepOyprcKoro rocymapCTBEHHOTO TIEAMATPUIECKOTO MEIMIIMHCKOTO
yHUBepcuTeTa. CTaskMpoBaJIach IO CITEIINATBHOCTH «IeTCKast OHKOJIOTHs» B [epmanun,
Anrnmmu u CIIA.

BmoBa. My OBLT B3pOCIIBIM BpauOM-0HKOJIOTOM-XUMHOTEPATICBTOM.

HMMero 1BOMX neTeid, ChIH CTaJl BpauyoM, I0Yb — 0AHKOBCKMIT paOOTHUK.

ties of the NSPHO

ivi

Pacckaxure, mouemy Bbi 3axorenm ctath Bpagom?

C]JGI[I/I MOUX pOACTBEHHMKOB U OJIN3KUX 3HAaKOMBIX, K COXKaJICHUIO, OBLITO MHOTO
OONILHBIX pakoM. OTO TIpefolpenaeamyio Bbeibop mpodeccun. C  IOHOIIECKUM
MaKCUMaJIM3MOM ¢ IIpUHAIA pCHICHUE CTaTb BpadOM U «CIIaCTHU 4YE€JIOBEYECTBO» OT
paka. DTo ObIIU IMMPEeKPaCHBIC MEUTHI, KOTOPBIC BO MHOTOM OCYIIIECTBIIINCH, OJTaromapst
TPpyay MHOTUX YYCHBIX 1 Bpaqeﬁ, 1 B 9TOM €CTb MAaJICHbKAaA O0JIA MOCTO y4aCTUA.

Our community - act

Kakoe co0biTe B Bameii npodeccrnonannbnoii aesarensHocT Bbl cuntaere Hanbosiee
3HAYNMBbIM?

4 cumTalo, 4TO caMBIM 3HAKOBBIM COOBITMEM B MOEIl XM3HHU OBbIIa BCTpeda
¢ npopeccopom b.B. AdarackeBBIM, KOTOPEIH B 1989 I. OTKPBUT MHOTMM 13 HAaC «OKHO
B EBpomy», mpakTmuecKu TepeBepHYJ HAIIW IIPEACTABICHUS O IETCKOM pake,
a Gyraromapst HOBBIM ITOIXOaM B AMAaTHOCTUKE M TePAITH HAIIIM TTALIeHTHI CTaJIM Jalle
BBI3IOPABIINBATD.

O uem Bol MeuTaeTe?

B stoM romy mcmomHsieTcst S50 yer Moeit mpodecCHOHaTbHON ACSTeTbHOCTH.
IMocmenqane 30 M3 HUX — 3TO IpeKpacHas 3I0xa UL TeTCKOM OHKOJIOTWMU. MHe
MOCYACTIUBUIOCH XKUTh U paboTaTh UMEHHO B 3TO BpeMsl. Al MeuTalo, 4ToObI 3Ta 310Xa
MPOJ0JKAIACh, M MOJIOJbIE BPauM Tak>Ke YCTIELTHO padOTaIu U CAealIu ee elle bosee
TIPEKPACHOM.
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

XIV MexayHapoanblii cumno3uym namamu P.M. Fop6auesoil
«TpaHcnnanmayus remono3mu4yeckux cmBoNoBbIX KNEeMokK.
FeHHad U KNemoyHaa mepanus»

16—19 cenrsa6pst 2020 r. B Cankr-IletepOypre
coctosuicss XIV MexnyHapoaHbIii CUMMIO3UYM ITaMSITU
P.M. TopbaueBoii «TpaHCIJIaHTALIMSI T€MOITO3TUUECKUX
CTBOJIOBBIX KJIETOK. [eHHass M KIETOYHasl Teparusi».
B stoMm romy MeporpusiTue OBbLIO MOCBSILIEHO MHamsi-
TH BBIIAIOIIETOCS YYEHOro M Bpadya — mpodeccopa

b.B. AdanacreBa. TpamuIiMoOHHO CUMITO3UYM IIPEACTaBIII
nepesoBOii MUPOBOI OIBIT B 00JIACTU TpaHCIUIAHTALIUU
TEeMOITO3TUYECKMX CTBOJIOBBIX KJIETOK Y IETE I 11 B3POCIbIX.
Ha uepemonun otkpbeiTus mamsath b.B. AdanacnheBa
noutuan A.I. Pymsuues, C.®D. Barnenko, A.Jl. Kymarun
n JI.C. 3ybapoBckas.

V likona no quarHocmuke u nevyeHuo aMOpuoHanbHbIX onyxonel

1-3 okTsa6psa 2020 . B oHJaliH-(popMaTe cocTosiIach
V Illkona mo AWMarHoCTUKe U JIEUEHUIO0 3MOpHOHAJIb-
Hbix onyxoJieil u I Illkona mo AeTCKOil OHKOXUPYPIUU.
B pamkax meponpusiTusi ObLIM pacCMOTPEHBI TTPOOIEMbI

no3aHuX 3(P@EeKTOB y MalUMEHTOB C HelpoOIacToMOoit
M JIeUeHUS PELIUAMBOB HEHPOOIACTOMBI IPYIIIbI BHICOKO-
TO pucKa.

HayyHo-o6pa3oBamenbHblil cEMUHap «[anbHue peruoHbl»

2—3 Hos6ps u 17—18 nmexadbpss 2020 . cocTOSIUCH
HayuyHo-o0pa3oBartejibHble CeMHUHapbl 110 Mporpamme
«J/lampHME pernoHbl». B paMKax MepoNpUsITHil BEeAyIIre
cneumanuctel HUM neTcKoilt OHKOJIOTUU ¥ TeMaTOJIOTUHN
HMMNII oukonorun um. H.H. bnoxuna, HMULl ITON

uM. Imutpust PoraueBa u Ipyrux yupekieHUi BbICTYITH -
JIM ¢ OKJ1alaMu B OHJaliH-(hopmare.

CocTosi10ch 00CYX/I€HUE BO3MOXHOCTEW Pa3BUTHUS
CITY>KOBI IETCKOUM OHKOJIOTUM M TeMaTOJIOTHH B CyObhEeKTax
Poccuiickoit @enepaiiiy v co3naHmst OKPY>KHBIX IIEHTPOB.

3acenanue Hay4yHoro obwecmsa
Nno OHKOXUpypruu B AMcKoil OHKonoruu

20 Hosi6psa 2020 . cocTosiIOCh MEpBOE 3aceJaHue
HAayYHOTI'0 OOILECTBA 0 OHKOXUPYPTUU B AETCKOM OHKO-
Jjoruu. B pamkax BCTpeuyu IpyMiibl, LIEIbl0 KOTOPOM CITy-
JKUT Pa3BUTHE XUPYPIUU Y ACTEH CO 3JI0KaUYeCTBEHHBIMU
HOBOOOpA30BaHUSMU, ObLIM IPEACTABICHBI Cllydau

MYJBTHIMCHUIUIMHAPHOIO IIOAXOJa B JIGYCHUM JETeid
M pa3o0paHbl OLIMOKM, KOTOPBIX MOXHO M30€XKaTh MpU
OKa3aHUM MoJ00HOoI momouiu. Bee qoknamsl mpeacTaBu-
qm crienuanuctel HM UL onkonorun um. H.H. broxuna
n HMUL ATOU um. Amutpus Porauesa.

| obbepuHeHHbldl Kowrpecc HOAMO u POAO
«AKmyanbHble npo6nembl U nepcnekmuBbl pa3sumud Aemckoil
OHKonoruu u remamonoruu B Poccuiickoii ®enepauuu - 2020~

23-25 Hos16ps 2020 . B oHNaitH-(OopMaTe COCTOSIICS
I o6benuHenHblit Kourpecc HOATI'O u POLO <«AkTty-
aJbHbIe TPOOJEMbI M TEPCIEKTUBLI Pa3BUTHUS IETCKOMN
OHKoOJIOTMU 1 TeMaTtojioruu B Poccuiickoit @enepannu —
2020». B MepompusTUM MOPUHSIM y4yacTue Oosiee
1300 cneunajucToB, a MaKCUMaJbHO OJHOBPEMEHHO
ObUT0 oAKJIIOUEHO OoJiee 950 ciyiiaresnei.

B pamkax Konrpecca Ha 39 ceccusix ObUIM 3aciTyllIaHbI
184 ycTHBIX COOOLIEHUSI OT POCCUMCKUX U 3apyOesKHbIX
CTIEIMATMCTOB. BBICTYNMUIM JMaepbl MUPOBOW JIETCKOM

oHkojiorun-remarosiorud — K. Ponpures-Tanunno (CILA),
H. Ipad (Tepmanust), M. CannuBaH (ABCTpanust) U Ap.

Cocrosinuch BTOopble uTeHust mamstu JI.A. JlypHo-
Ba U ceccusl, noceseHHass namsatu b.B. Adanacbena.
B pamkax myieHapHbIX ceccuii ObLT 00CYKIEHBI BOITPOCHI
Pa3BUTHSI CIELUATIBHOCTU «I€TCKasi OHKOJIOTUSI-TeMaTo-
Jiorusi» 10 2024 1. v psia APYTUX TEM.

B onnaitH-opmaTe cocTosiiack MocTepHasi Ceccus,
rae ObLIM 3aciyliaHbl 65 MOKIagoB W TPaguLIMOHHO
BbIOpaHbI 5 MObGenuTeNei ceccuu.
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lpaBuna ans aBTOPOB COCTaBNEHbl HAa OCHOBE U C yueToM «benoii KHuru
(oBeTa HayuHbIX pesjakTopoB 0 COOI0IEHNI NPUHLMNOB LeNOCTHOCTH NybnuKa-
LMil B HayuHbIX XXypHanax, o6HoBneHHaa Bepcua 2012 r.» (CSE's White Paper on
Promotion Integrity in Scientific Journal Publications, 2012 Update), «EauHbix
Tpe6oBaHWil K pyKOMMCAM, NpedocTaBAAeMbIM B GUOMeSMLMHCKIE XKypHAMbI»
(Uniform Requirements for Manuscripts Submitted to Biomedical Journals), pa3-
paboTaHHbIx MexayHapoAHbIM KOMITETOM PeAAKTOPOB MeAMLIMHCKUX XYPHasOB
(International Committee of Medical Journal Editors), u «PekomeHaauuii no npo-
BEEHNI0, ONUCaHWIO, PefAKTMPOBAHMIO U MyONNKALMK Pe3ynbTaToB HayuHol
paboTbl B MeaMUMHCKIX XypHanax, Aekabpb 2016» (ICMJE Recommendations
for the Conduct, Reporting, Editing and Publication of Scholarly Work in Medical
Journals, December 2016).

Mpu odopmnenmnu ctateit ana nybnukaumm B «Poccuiickmil XypHan aeTckoii
remMaTonoru 1 OHKONOTUW» CNefYeT PYKOBOACTBOBATLCA HUDKECTeAyHLLUMU
npasunamu.

1. (ratbAl 10MKHA ObITb Npe/CTaBeHa B NEKTPOHHOM Buze (TEKCT CTaTby €O
CMUCKOM IUTEPATYPbI, TABANLIbI, rPAdUKM, PUCYHKM, MOAMACK K PUCYHKAM, pe3iome).

Lpudt — Times New Roman, 14 nyHkToB, uepes 1,5 untepsana. Bee crpaHuipl
JLOMHbI 6bITb NPOHYMEPOBaHbI.

2. Ha nepBoii cTpaHuLie JOMKHO ObITb YKa3aHO: Ha3BaHWe CTaTbu, MHUALMANDI
1 damunum Bcex aBTOPOB, MONHOE Ha3BaHUe yupexaeHna (yupexxeHnit), B KOTo-
pom (KOTOpbIX) BbINONHEHA paboTa, ero (Mx) NONHbIA aApec ¢ yKazaHuem UHAEKCa.
0643aTeNbHO yKa3bIBAETCA, B KaKOM YupexxaeHun paboTaeT Kaxaplii 13 aBTOPOB.

(ratba JomkHa 6bITb nognu1caHa Bcemy apTopamu. 0643atenbHo npesocTas-
neHue uHdopmaLum 060 Bcex aBTOPax Ha pyCcCKOM 11 aHIAMIACKOM (M0 BO3MOX-
HOCTM) A3bIKaX: GaMuiNA, UMSA, OTYECTBO MONHOCTbI, KOHTAKTHbIE TenedoHbl,
pabounii aipec ¢ yKasaHnem uHAeKca, Gakc, afpec IMEKTPOHHOI NOYTbI, 3aHUMa-
eMble JOMKHOCTI, yueHble cenenu v 3BaHnA, ORCID, ResearcherlD, SPIN-koa. Mpu
otcytctBun Homepa ORCID ero Heobxogumo nomyuuTb, 3aperucTpupoBaBLLUCh
Ha caiiTe https://orcid.org/. OTaenbHO HEO6X0AMMO OTMETUTL aBTopa (aBTOPOB),
C KoTopbIM pefakuma Gyaer Bectu nepenucky. Takxe HeoOXOAMMO 3anoNHUTL
paspen «Bknap aBTopoB» (pa3paboTka Au3aiiHa CTaTbi, C60OP AaHHbIX, aHanu3
HayyHOro MaTepuana, aHanu3 nonyyeHHbIX AaHHbIX, 0630p nybnukaumil no Teme
(TaTbi, NOAFOTOBKA CMIMCKA TEPATYPbl, HANUCAHNe TeKCTa PYKONUCH, COCTaBe-
HUe pe3tome, HayuHas pefakunA CTaTbyl, MOATOTOBKA BIU3yann3aLui naLuueHToB
NT. A.), @ TaKKe NpedocTaBUTb MHGOPMALMIO 0 KOHDANKTE MHTEPECOB 11 GUHAH-
CMPOBAHWUM — HA PYCCKOM UM aHNICKOM (M0 BO3MOXHOCTY) A3blKax. B pa3gene
«bnarogapHocTu» MOXHO YKa3aTb Ntoeid, KoTopble yyacTBOBanM B pabote Hag
(TaTbeil, Ho He ABNAKTCA ee aBTOpaMy.

3. 06bem cTateil: opuriHanbHasa CTatba — He Gonee 18 cTpaHuL; onuca-
HUe OTAENbHbIX HabMAeHNN, 3aMeTKI U3 MpaKTUKU — He 6onee 7 CTpaHuL;
0630p nutepatypbl — He 6onee 25 cTpaHuL; KpaTkue CO0BLiEHUA U NUCbMA
B pefjaKuuio — 3 CTpaHuLbl.

(TpyKTypa OpUrUHANbHOIA CTaTbu: BBEAEHNE, LieNb MCCNeL0BAHNA, MaTephanbl
11 MeTOZbl, pe3ynbTaTbl UCCNES0BAHIA U UX 06CYeHNe, 3aKNoueHme (BbIBOAI).

K cTatbam 0MmKHO 6bITb NPUNOXKEHO Pe3toMe Ha PYCCKOM M aHFAMACKOM (Mo
BO3MOXHOCTY) A3bIKaX, OTpaXaiollee COAepaHue paboTbl; ANA OPUrMHANbHBIX
(TaTeii — CTPYKTypUpOBaHHOE pe3ioMe (BBEAEHMe, MaTephanbl !l MeTofbl, pe3ynb-
Tathl U T. A.). 06bem pestome — 15005000 3HakoB ¢ npobenamu. Konnuectso
K/I0YeBbIX C10B OMKHO COCTaBAATL OT 5 40 12.

3anpetyaetca nybnukoBaTb Ntobylo MHGOPMaLWIO, NO3BONAKLLYI0 UAEHTUOU-
LMpOBaTb 60bHOTO (YKA3bIBaTb 1o UMA, UHULMANbI, HOMepa UCTopuil 6onesHI Ha
doTorpaduax, npu cocTaBNEHNI ONUCAHNIA KNMHUYECKUX CNYYaeB), 3a UCKHOUEHN-
€M TeX ClyyaeB, KOTZla OHa NPEeACTaBAAET OONbLLUYI0 HaYUHYI0 LIeHHOCTb N 6onb-
HOIA (ero poAMTeNN AN ONEKYHbI) Aan Ha 3T0 NMMCbMEHHOE Cornaciie, 0 Yem Cefyet
€0061LaTb B TEKCTE CTaTbIA.

4. nntocTpaTUBHbIN MaTepuan:

« doTorpaduin JOMKHbI 6bITb KOHTPACTHBIMIA; PUCYHKIA, TPAdUKN U Anarpam-
Mbl — YETKUMY;

- Qotorpadum NpencTaBAAIOTCA B OPUrMHANE WAN B NEKTPOHHOM BUAe
B dopmarte TIFF, JPG, CMYK ¢ paspeweHnem He meHee 300 dpi (Touek Ha Atoiim);

« BCE PUCYHKM JOMKHDBI ObITb NPOHYMEPOBaHbI 1 CHA0KEHbI MOAPUCYHOUHbI-
M1 IOANMCAMM Ha PYCCKOM W aHTNIMACKOM (110 BO3MOXKHOCTH) A3blKax. Ha pucyHke
yKa3blBaKTCA «BepX» U «HI3»; GparmMeHTbl PUCYHKA 0603HAUAKTCA CTPOUHBIMM
OyKkBamu pycckoro angasuTa — «a», «6» u T. 4. Bce cokpaleHus 1 0603HaueHus,
MCNONb30BAHHbIE HA PUCYHKE, OMKHDI 6bITb paclundpoBaHbl B MOAPUCYHOUHOI
nognucu. TeKCT pUCyHKa Mo BO3MOXKHOCTY OMKeH ObiTb nepeBedieH Ha aHruii-
CKNIA A3bIK;

« BCe TabnuLbl J0MKHbI 6bITb NPOHYMEPOBaHDI, UMeTb Ha3BaHue. Bce cokpa-
LieHnA paclunpoBbIBaOTCA B NpUMeyaHnu K Tabnuve. Mo BO3MOXHOCTY CnepyeT
nepeBeCTI TEKCTOBbIE JJaHHble TabNuLbl Ha AHTNIACKNI A3bIK;

Hudopmayua gna asmopos

« CCHINTKM Ha TabnuLbl v PUCYHKM NPUBOAATCA B HAZANEXALLIUX MeCTax no TeK-
CTY CTaTbl B KpyrAbIX ckobKax (puc. 1, Tabn. 1uT. a.).

5. EguHnupt uamepenuii aatotca B CU. Bee cokpaieqna (abbpesuatypbl) B Tek-
CTe CTaTbi JOMKHbI ObITb MONHOCTBIO PaciLMdpPOBaHbI NPY NEPBOM ynoTpebneHui.

Ha3BaHuA reHoB BbIAENAKTCA KyPCUBOM, Ha3BaHUA BENKOB NULIYTCA 06b1Y-
HbIM WpUGTOM.

6. K ctatbe pomkeH ObITb MPUNOXKEH CMUCOK LUTUPYEMOIA NUTEPaTYpbI,
B KOTOPBbIii BKNIOUAKOTCA TONBKO PeLieH3Mpyemble UCTOUHIKM (CTaTby U3 HayYHBIX
KypHanoB 1 MOHorpaduu), ynommHaloLMeca B TekcTe. HexenatenbHo BKNtoyaTb
B CMUCOK 1TEpaTypbl aBTopedepatsl, Aucceptawum, yuebHukn, yuebHole nocobus,
[0CTol, MaTepuansl, ony6auKkoBaHHble B pasnnuHblX cHOPHUKAX KOHGepeHLMi,
Cbe3/0B U T. ., MHOOPMALMK C CAITOB, CTATUCTUYECKIE OTUETBI, CTaTbi U3 Ta3eT,
610roB 11 pa3nnuHbIX CaiiToB. 0GOPMAAIOT CMUCOK CNeytoLLM 06pa3om:

« CMCOK CCbINOK NPUBOAUTCA B NOPAAKE LUUTUPOBAHNA. Bce MCTOUHUKM AOMKHDI
6bITb NPOHYMEPOBaHbI, @ MX HyMepauua — CTPOro COOTBETCTBOBATb HyMepaLm
B TeKcTe cTaTbi. (CbINKN Ha HeonybnKoBaHHbIe paboTbl He fonycKakTea;

« N4 KBKAOT0 UCTOYHMKA HeobX0AMMO YKa3aTb Gamuanin u MHULMaNbI Bcex
aBTOPOB;

« NIPU CCHINIKE HA CTaTbU U3 XYPHANOB yKa3blBaKT Takke Ha3BaHUe CTaTby,
Ha3BaHue XypHana, rof, ToM, HOMep BbiMycka, HoOMepa CTpaHuL. Bce ccbinku
Ha XypHanbHble nybaukauum gomkHbl cogepxatb DOI (Digital Object Identifier,
YHUKanbHbIA LudpoBoii npextTudukatop ctatbht B cucteme CrossRef) unm PMID
(koa ctatbit B PubMed). MpoBeputb Hanuume DOl cTaTbu MOXHO Ha caiiTax
http://search.crossref.org uan https://www.citethisforme.com. Ana nonyuenus
DOI Hy»HO BBeCTI B MOMCKOBYHO CTPOKY Ha3BaHue CTaTbll HA aHINIACKOM A3blKe;

« NPV CCbINKe Ha MOHOTpaduK YKa3blBaloT TaKkxe MONHOE Ha3BaHue KHUTH,
MECTO U3J1aHNA, Ha3BaHUe U31aTeNbCTBa, Fof U3kaHus;

« PV CCHUKE Ha iaHHbIe, NONYUYeHHble U3 VIHTepHeTa, YKa3blBaloT 3NeKTPOHHbIIA
aipec LTUpyeMoro CTOYHMKA, Hanpumep: [leTckas oHkonorna: 75 % feTeii BbI3fo0-
pagnuBaioT. [dnekTpoHHblit pecypc]: http://www.rakpobedim.ru/forum/blog/38/
entry-19 (nata obpawenua 20.08.2018). [Pediatric oncology: 75 % of children
recover. [Electronic resource]: http://www.rakpobedim.ru/forum/blog/38/entry-19
(appeal date 20.08.2018). (In Russ.)].;

« 10 HOBbIM NpaBunam, yuuTbiatoLum Tpebosanua Web of Science n Scopus,
6ubnuorpaduueckne CNUCK BXOAAT B aHNOA3bIYHBIA ONOK CTaTbu W, COOT-
BETCTBEHHO, JOMKHbI ObITb MepeBefieHbl Ha aHMNIACKI A3bIK. AHTNOA3bIYHASA
YacTb 61UbNMOrpaduUecKoro ONMCaHNA CChINKI Pa3MeLLaeTca HenocpesCTBEHHO
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 UCTOYHMKN B TEKCTE CTaTb NeyaTaoTca apab-
CKAMU Lndpamn B KBaApaTHbIX Ckobkax (Hanpumep, [7]).

« Konnuectso uutupyembix pabot: B opuriHanbHbix cTatbax He Gonee 20—25
CTOYHUKOB, B 0630pax nuTepaTypbl — He 6onee 60, B eKLMAX — He bonee 15.

7. MpepcTasnexne B peAaKLMio paHee ony6nnKoBaHHbIX CTaTell He JONYCKaeTcA.

8. Bce cTaTby, B TOM uncie NOAroToBNEHHble aCMMpaHTaMu 11 CoUCKaTenamm
YUEHOiA CTeNeHI KaHAMAaTa HayK Mo pesynbratam COOCTBEHHbIX UCCNe0BaHMIA,
MPUHUMAIOTCA K NeyaTin 6ecnnaro.

(TaTbi, He COOTBETCTBYlLYME [aHHBIM TPeOOBAHNAM, K PacCMOTPEHMI0 He
MPUHUMAKTCA.

Bce noctynatowme ctatbu peweH3mpytotca. MpucnatHble matepuansl 06par-
HO He BO3BpaLLatoTCA.

ATopbl, ny6nuKyloLLMe CTaTbyt B XKypHane, COrNaLLAKTCA Ha CnepyloLuee:

« ABTOPbI COXPAHAIOT 3a 000/ aBTOPCKME NpaBa 1 NPeoCTABAAIT XKypHaNy
npaBo nepBoil nybnukaumn paboTbl, KOTOPaA No McTeyeHUn 6 Mecaues nocie
nybnuKaumn aBToOMaTAYeckn NMLEH3MpYeTca Ha ycnouax Creative Commons
Attribution License, koTopas no3BonseT Apyrum pacnpocTpaHATb laHHylo paboTy
€ 063aTeNbHbIM COXPaHEHUeM CCbINIOK Ha aBTOPOB OPUTMHANBHON PaboTbl v opu-
THaNbHYlo NY6AMKALI B 3TOM XypHane;

« aBTOPbI MEIOT NMPaBo pa3melLathb (Bolo paboty B cetn VIHTepHeT o 1 BO
BpeMA NpoLiecca paccMOTPEHNA ee peflakLiveil XypHana, Tak Kak 370 MOXeT npu-
BECTU K MPOAYKTMBHOMY 00CYXZAeHMI0 1 GonbLiemy KONMYECTBY CCbINOK Ha fiaH-
Hyto pabory (cm. The Effect of Open Access).

Pepakuma ocTaBnAet 3a coboii NpaBo Ha pefakTUpOBaHKe CTaTell, NpeAcTaB-
NeHHbIX K nybaukawum.

ABTOpbl MOTYT MpucbINaTb CBOM MaTepuanbl Ha 3NEKTPOHHbIA aapec
info@nodgo.org ¢ 0643aTeNbHbIM yKkasaHuem Ha3BaHUA XypHana.






