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C 2014 ropa «Poccuitckuit XypHan AeTCKOM remMartonoruu
M OHKOSIOrMKU» BKNto4eH B HayuHylo anekTpoHHylo 6ubnuoteky
u Poccuitckuit nugekc HayuHoro uutuposanus (PUHL), umeer
MMNAKT-pakTop.

C 2015 ropa xypHan 3apernctpupoeaH B CrossRef, Bce cratbu
6yAyT NPOMHAEKCMPOBAHbI € MOMOLUbIO LMPOBOro MAEHTUPH-
katopa DOI.

C 2015 ropa snekTpoHHas Bepcus XypHana npepacrasneHa
B BEQYLMX POCCMMUCKMX U MUPOBBIX 3N1EKTPOHHbIX BMbnunoTekax,

B ToM yncne EBSCO.

C 2017 ropa xypHan eknodeH B [lepeuyeHb Bepywmx
peLeH3MpyeMbIX HaY4HbIX XYPHANOB, B KOTOPbIX Ny6nukytoTes
OCHOBHble HAY4YHblE Pe3ynbTAThl AUCCEPTALMI HO COMCKAHME
Y4€HOM CTeneHU JOKTOPA M KAHAMAATA HAYK.
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BceMupHblil AeHb 6opbObl NpOMUB paKa: Aeno Kamaoro

4 dbeBpajg BO BCeM MHPE IIPOXOAT aKIINH, TIOCBSIIIeHHBIe BeceMupHOMY THIO O0PBOBI ¢ OHKOJIOTMYECKIMHU 3a00-
neBannsiMu. HOIT'O kak wieH MexxmyHapomHoi muru 1mo 6opsoe ¢ pakom (UICC) mpuHMMAaeT ygacTre B MEPOTIPHSI-
THSIX, CBSI3aHHBIX C 9TUM [IHeM.

B 2019 . UICC mpusbiBaeT rpaxaaH pa3HBIX CTPaH BKIIOUUTHCS B OOpHOY ¢ OHKOJIOTUICCKUMU 3200 IeBaHUSIMI
y meTeit u B3pocnbiX. ITocTaBieHBI KOHKPETHBIC 3a1a4l B BUIIE ITPOITaraHIbI 3I0POBOT0O 00pa3a JKM3HH! U ITOIX0I0B K paH-
Hell AMarHOCTHKE 3JI0KaYeCTBEHHBIX HoBooOpazoBanus (3HO), 60pw0BI ¢ mpeapaccyakaMu, CBI3aHHBIMU ¢ OHKOJIO-
TUICCKUMM 3a00JIeBaHUSIMA, W TIPUBJICUCHUS] BHUMAHMS TOCYyIapCcTBa K AUarHOCTUKE U JICYCHHUIO paKa KaK MEIUKO-
COLIMAIbHOU TIpo0IIeMe.

OmHUM U3 CITOCOO0B IIPUBJICYCHNS BHUMAaHUS K 00pH0E ¢ OHKOJIOTHICCKIMU 3a00JIEBAHUSIMU SIBIISICTCST aKIIHST IO
ITOACBETKE M3BECTHBIX 3MAHWII B KPYIHBIX TOpomax MHpa. Tak, B MIPOIIIOM TOMy OBUIM TIOACBEYCHBI 4 3MAHMS:
Dmmaitp-creiiT-omwinuar (Hplo-Mopk, CIIIA) u Toponckas Tene6amns (Toponto, Kanana). BriepBble B ucTopuy yua-
CTHE B aKLIMM IIpUHSIA 1 Poccnst.

B 3TOoM romy akimio momaepkai rpaHa-otels « KemayxkuHa» (Coun), e 25—27 anpens 2019 . mpoiineT ecarsrit
koHrpecc HOAT'O — 3maHme OBLIO TOACBEYCHO B IIBeTaX BceMmpHOro mHS 60phOBI ¢ pakoM. OpraHn3aTopaMy aKIIuN
peicTyrmin HOJAT'O, HMUL ATI'OUN um. Omutpust PoraueBa, ammMuHucTpanus ropoga Coun, pyKOBOACTBO TpaH/I-
otenst «KeMuy:kKiTHa», OHa OblJIa aKTMBHO TIOAIepKaHa cpeacTBaMu MaccoBoit mHbopmanuu (CMHUN).

B pamKkax akmmy manm WHTepBBIO 3aM. T1aBEl . Count M.A. Bpaitfok, TJ1aBHBINM BHEIITATHBIN OETCKMI CIICIIUATICT
rematosior Mun3napasa KpacHomapckoro kpast B.B. JlebeneB n otBeTcTBeHHBIN cekperaps HOAT'O K. 1. Kupruzos.

CriemaamncThl paccKa3air O TOM, YTo BceMMpHEIi IeHh O0pBOBI ¢ OHKOJIOTMYECCKUMU 3a00JIEBAHUSIMHA — 3TO MEX-
IYHAPOTHOE COOBITHE, B KOTOPOM MOXET IIPUHSITHh YIacTHE KaxKObIii HepaBHOMYIITHBIA 4eloBeK. B cBOIO ouepernsp,
M.A. Bpamtok oTMeTIa, 9To agMuHUCTpanusg Coun MoaaepXuBaeT aKINIo U IIPUHUMAET aKTUBHOE yJacTHhe B 00pboe
¢ pakoM. B.B. JlebeneB pacckasan o Tom, uto Coun gBiseTcs cBoeoobpa3Hoit Mekkoit remaTonoruu B KpacHogapckoMm
Kpae, rae B 1986 . ObUIO OTKPBITO OMHO M3 IEPBBIX OTACACHUI )i AeTeli, CTpaJaloOlINX OHKOJOTMYECKUMU 3a00J1eBa-
HusiMH. Ceiyac CIeIMaaICThI TOTOBSITCST K OTKPBITHIO KOSK JIUIST TPAHCIUIAHTALIMY TeMOTIO3THUECKIX CTBOJIOBBIX KJIICTOK.

Bce yuyacTHUKY aKIIMY OTMETUIIN BBICOKYIO POJIb TpaskaaHcKoro obmiectBa 1 CMMU B mocTikenun 1ienneit Kammanum
1 BaxKHOCTU pa3roBopa o 3HO 6e3 ckopbu, HO ¢ HaJIeK 0.

Ipano-omenv «Kemuyncuna» 6 usemax Beemuproeo ous 6opwvool ¢ pakom
Grand hotel Zhemchuzhina in the colors of World Cancer Day

Mo ecmpeuu na #HO/I02019 ¢ «Kemuyncune»!

Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU 1
2019 1N
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Nporiocmuyeckoe 3Ha4yeHue Haubonee yacmbiX YUMoOreHemMuyecKux
nepecmpoex npu Heiipo6nacmome. Pesynbmambl PecnybnuxkaHckoro
Hay4yHo-NpakMu4yecKoro yeHmpa Aemckroil oHKonoruu,
reMamonoruu u uMmmyHonoruu Pecnybnuku benapychb

N.B. IIpoaeckoBckas, E.B. Boiounnk, B.I1. Bykar, O./. beinanos, H.E. Kononus
HT'Y «Pecnybaukanckuii HAy4HO-NPaAKMU4eCcKUll yeHmp 0emcKoli OHK0A02UU, 2eMAMOA0UY U UMMYHON0UU»
Munucmepcmea 30pasooxpanenus Pecnyoauxu beaapycs; Pecnybauxa beaapycs, 223053, Munckas o6aacmeo,
Munckuii paiion, bopoeasnckuii ¢/c, 0. bopoeasnst, yar. Ppynszencras, 43

Konmaxmmuuvie oannvie: Huna Bumanvesna I[lponeckosckas proleskai@mail.ru

Ileavb uccaedosanus — ouenums uacmomy ecmpeuaemMocmu Haubdosee YacmoixX yumozeHemu4eckux nepecmpoek npu Heiipoonacmome (HB)
U UX KOPPeAsyUIo ¢ KAUHUKO-0UOA02UMeCKUMU XAPaAKMepUCMUKamu u ucxodom mepanuu 6 Pecnyoauke beaapyce.

Mamepuaavt u memoowt. Hccaedosanv: 280 nayuenmos ¢ nepsuuro ouaenocmupyemoti Hb ¢ 10.10.2007 no 01.04.2018. Mamepuaniom ons
UCCAe008AHUS NOCAYHCUAU NEPBUMHASL ONYXOAb UL MEMACMA3bl ONYXO0AU 8 KOCMHbLI Mo3e (nopaxcerue 6oaee 60 %) coenacto kpumepusim
npomokoaa. Hccaedosanue npoeodunrocs memooom ayopecueHmuoil eubpudusayuu in situ.

Pesyavmamot. Yacmoma ecmpevaemocmu maxux yumozenemuueckux abeppayuit, kax MYCN-amnaugpuxayus (20,1 %), deseyus/ducoa-
aauc 11q (19,7 %) u abeppayuu Ip (28 %) 6 uccaedyemoii nonyasyuu coomeemcmeyem 0auHbiM aumepamypsl. Yacmoma ecmpeuaemocmu
gainl7q (34,5 %) 6vina Huxce aumepamypHoix 0annsix. CmamucmuiecKu 00cmosepHo NOOMEEPICOeHO HeeamugHoe 6ausHUe Ha 6eccolbl-
muiinyto eviacueaemocms (bBCB) nauyuenmos ¢ Hb naauuue makux eenemuueckux abeppauuii 6 onyxoau, kak MYCN-amnaugukayus,
deneyus/ducoananc 11q, abeppayuu Ip. Cmamucmuyecku docmosepHo nodmeepiicoeHvl boaee 8bicoKUe NoKazamenu 0eccoOblmMuiiHol 8bl-
Jrcusaemocmu 0451 60AbHbIX ¢ OKOAOMPUNAOUOHBIM HAOOPOM XPOMOCOM 8 ONYXO0AU NO CPABHEHUIO ¢ 0K0A00u-/memponaoudnvim (97 = 3 %
npomug 63 = 5 %). /las nayuenmos, y Komopbwix 6 onyxoau omcymcemeosanu cmpykmyprute abeppauuu, bCB cocmasuna 75 + 4 % npomue
51+ 9 % 6 epynne c abeppayusmu (p < 0,0001).

Karoueevie caosa: demu, neiipoonacmoma, yumoeenemuueckue abeppavyuu, FISH, npoeros

Jas uumuposanus: Ilpoareckosckas U.B., Boaounux E.B., Bykam B.11., bvidanos O.HU., Kononas H.E. [Ipoenocmuueckoe 3nauenue Hau-
boaee yacmoix YumMo2eHemu4ecKux nepecmpoex npu Hetipooaacmome. Pezysromamor Pecnybaukanckoeo Hay4Ho-npaKmu4eckozo yeHmpa
demcKotl onKono2uu, eemamonoeuy u ummynonroeuu Pecnybauxu beaapyce. Poccuiickuii ycypran 0emckoii eemamonocuu u OHK0A02UU
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Original studies

The purpose of the study is to assess the frequency of occurrence of the most frequent cytogenetic rearrangements in neuroblastoma (NB) and
their correlation with clinical and biological characteristics and outcome of therapy in the Republic of Belarus.

Materials and methods. 280 patients with primary diagnosed NB from 10.10.2007 to 01.04.2018 were studied. The material for the study was
the primary tumor or tumor metastases in the bone marrow (damage more than 60 %) according to the criteria of the protocol. The study was
conducted by the method of fluorescent hybridization in situ.

Results. The frequency of occurrence of such cytogenetic aberrations as MYCN amplification (20.1 %), 11q deletion/imbalance (19.7 %)
and Ip aberration (28%) in the studied population corresponds to literature data. The frequency of occurrence of gainl7q (34.5 %) was
lower than the literature data. The negative effect on event-free survival (EFS) of patients with NB was statistically confirmed and the
presence of such genetic aberrations in the tumor, such as MYCN amplification, 11q deletion/imbalance, 1p aberration. Statistically reliably
confirmed higher rates of event-free survival for patients with near-triloid set of chromosomes in the tumor, as compared with near-/tetroploid
(97 = 3 % versus 63 £ 5 %). For patients who lacked structural aberrations in the tumor, EFS was 75 £ 4 % versus 51 = 9 % in the group
with aberrations (p < 0.0001).
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Beenenne

Heiipoonacroma (HB) — omyxonab cuMmaTudeckoit
HEpBHOM CHUCTeMBbI — SIBJISIETCS HamOoJiee pacipocTpa-
HEHHOM COJIMIHOM OITyXOJIbIO KCTpaKpaHMUAJIbHOM JIOKaA-
JIN3aIlMU IeTCKOro Bo3pacTa. KinHu4YecKue mposiBIeHUS
BapbUPYIOT OT arpecCMBHOIO 3JI0KAYECTBEHHOI'O poCTa
IO CTIOHTAHHOM perpeccuu. buojornyeckast akTUBHOCTb
OITyXOJXU B YACTHOCTU 3aBUCUT OT LIMTOTEHETHUYECKMX
XapakTepucTuk. Tak, MalMeHTbl, MMEIOIINE OIyXOJb
C OKOJIOTPUTUIOMIHBIM KapUOTUIIOM U TOJBKO C YMCIIO-
BBIMU XPOMOCOMHBIMU a0eppalusMy, UMEIOT XOPOIINA
MPOTHO3, TOTAa KaK Y 00JIbHBIX C OKOJOIUTUIOMIHBIM WIIN
OKOJIOTETPATIOUIHBIM KapUOTUIIOM M CTPYKTYPHBIMU
XPOMOCOMHBIMU abeppalusiMU TIPOTHO3 3HAYUTEIbHO
xyxe [1-3].

HawnbGosee yacTbIMU TeHETUYECKUMU MEPECTPOMKAMU
npu HB, mo maHHBIM JUTEpaTyphl, SBISIOTCS: aMILIM-
¢uxkamus nporooHkoreHa MYCN, neneuuu/mucodanaHc
Ip unu 11q, yBelIM4yeHUe KOMUIl TeHETUYECKOro MaTe-
puana JuMHHOTO Tuieda 17-it xpomocoMmbl (gainl7q) [4].
Hanuyue 3TMX LMTOreHETUUECKUX MEPECTPOEK B OIMYXO-
JIM acCOLIMUPYETCS C TJIOXMM MPOTHO30M 3a00JIeBaHMSI.
LluToreHeTYecKre XapaKTePUCTUKU OITYXOJIEBBIX KJIe-
TOK HCTIONB3YIOT ISl pa3nejieHus] Ha TepareBTUYEeCKHue
IPYMIIBl PUCKA, OT KOTOPBIX 3aBUCUT MHTEHCUBHOCTH
HUCToIb3yeMoii Tepanuu. OMHUM U3 TIEPBBIX IUTOTCHETH -

YECKUX OTKPBITUIA, CBSI3aHHBIX C HETaTUBHBIM ITPOTHO30M
171 6onbHBIX HB, Ob110 BRIIBIEHME aMIUTM(UKALIMY TeHAa
MYCN. Dta uuTOreHeTMYeCcKash XapaKTepUCTHUKa YXkKe
oonee 30 jeT UCMoONb3yeTcs ST CTpaTU(UKALIMU TTallk-
€HTOB MO TPpyIIaM pUCKa, U IO CUX MOp ABJsAETCH 00s-
3aTeJIbHBIM MCCJIEIOBAHUEM MPU MTOCTAHOBKE JIMarHo3a.
Omna BcTpeuaeTcs Tonbko B 20—23 % onyxoneii [5, 6].

Jeneiyst KOPOTKOTO Ijieya XpOMOCOMBI | Oblta Briep-
Bble uaeHTUduUIMpoBaHa B 1980-x romax B KJIETOUYHBIX
muausx Hb denoseka [7]. JlanHas abGeppanust HaGmI0-
nanack ripu nepsuuHbeix HB ¢ vacroroit ot 30 10 80 %,
Oblla OTMEYeHa 3HAYMTe/IbHAsI CBSI3b MEXIy Haluduem
neneuuu 1p36 U mporpeccupoBaHueM omyxoiau [7—9].
Ee poJib B KauecTBe HEOIAronpusITHOIO IPOrHOCTUYECKO-
ro MapKepa MOATBEpKAeHa B UCCJISIOBAHMN Ha OOJIbILIOM
4yCJie MalueHTOB.

B psanme nccnenoBaHuii OblIa pacCMOTpeHa TMITOTE3a
O TOM, YTO NpU Aejieluu lp 3aTparuBaeTcsl MO Kpaii-
Helt Mepe oauH reH, accouuupoBaHHblii ¢ HB. U3zyue-
HHUE MOTEPU TIeTePO3UTOTHOCTU ITO3BOJIMIO YTOYHUTD
ob6macTth pa3mepoM MeHee 1| MO B XpOMOCOMHOM pPeTHO-
He 1p36.2 [8]. Bbuto BBIIEIEHO HECKOJBKO KaHAWIATOB
Ha poJIb TeHOB, CBA3aHHBIX ¢ pa3ButueM HbB, Taknx kak
TP73, CDC2L1, HKR3, DAN, PAX7, ID3, E2F, TCB3,
TNFR2, DR3, UBE4B/UFD2, KIFIB, DFFA, PGD, CORT,
PEX14wn ICAT, pacnionoXXeHHBIX B 00J1aCTU AeJIeLIUU UK
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Ha MMHUMAaJIbHOW OT Hee ygajeHuu. OmIHAKO HM OAMH
W13 HUX He OblT uaeHTudumponaH Kak reH Hb [10—12].
PoJib JaHHBIX TeHOB TakK:Ke He Obljla ITOATBEPXICHA B CIIY-
yasgx ceMmeiinbix HbB [13].

Craryc MYCN, 11q ¥ IJIOUITHOCTD OMYXOJIM HEJABHO
OBLTM BKITIOYEHBI B MeXIyHapoaHYIO KjlacCU(pUKaLUIO
rpynn pucka HB (International Neuroblastoma Risk
Group, INRG) mocne o63opa 6a3bsl gaHHbIX INRG,
KOTOpasi COAEPXMUT CBeleHUS o 8,8 ThIC. IMAllMEHTOB
c HB [14].

3a mocnenuue 10 neT mpousolnien 3KCIOHEHIIUAIb-
HBIIl pOCT MCCIIeNOBaHUI 1O M3ydeHMIo reHeTuku HbB.
Tak, gainl7q 6buT0 0OHapykeHO npuMepHo B 70 % [15],
a 12q — B 25 % cnyyasx HbB [16]. Heneuuu 4p [17],
Op[18],11q[8,9,19,20]u 14q[21] HaGMOmATNCH C YACTO-
tamu ot 20 1o 30 %.

CornacHo pekoMmeHpanusaM EBponeiickoii rpyniibl o
n3ydyennio Hb (International Society of Pediatric Oncology
European Neuroblastoma Group, SIOPEN), Bbimens-
0T 5 OCHOBHBIX TeHeTmdyeckux mnoaturnoB HbB: tum A
(TOJIBKO 4mMCIOBBIE abeppauuu); TUII B (CTpyKTypHBIE
abeppauuu 0e3 YMCIOBBIX abeppamuii u 6e3 MYCN);
tun C — Tonbko MYCN-amrumdukauuss 6e3 41MCIOBBIX
abeppanuii; Tur D (4rclioBbie U CTPYKTYpPHBIE abeppalinn
6e3 MYCN-ammumpuxkanyn); tun E (MYCN-amnuduka-
111, COUYeTaHHasl C YUCJIOBBIMU abepparusimu). [TporHo-
CTUYECKOE 3HAYEeHHUE MaHHOIO II0IX0Aa ObLIO OLICHEHO
B YHMBapMaHTHOM aHaJIU3¢ IPU UCIIOIb30BaHUMU METOIA
Kannana—Maiiepa mist 4-neTHeli 6e3peliuINBHOI BbIKM -
BaemocTu. Tak, mis Tina A oHa coctaBwia 91 £ 3 %, s
octanbHbix noarunos (B, C, D, E) oHa Obl1a 3HaUYNTENb-
Ho Hike — 45+ 10 %; 39 £ 10 %; 36,5+ 8 %; 37+ 14 %
cooTBeTcTBeHHO (p = 0,001) [22—-25].

Ilenbio JAHHOTO MCC/IENOBAHUSA ObLIO OLIEHUTh YacCTO-
Ty BCTPEUAEMOCTH HauboJiee YaCThIX IIUTOTEHETUYECKUX
nepectpoek npu HBb 1 ux xoppensiuio ¢ KIMHUKO-010-
JIOTMYECKUMHU XapaKTePUCTUKAMU W MCXOIOM Teparuu
y 0EJIOPYCCKMX TaIeHTOB.

MatepuaJjsl 1 METOIbI

WUccnenoBannl 280 mauueHTOB ¢ MEPBUYHO JUATHO-
ctupoBanHoit HB, npoxonusmux neuenue B I'Y «PHITLL
JIETCKOM OHKOJIOTMM, I€MAaTOJIOTMU M HMMMYHOJIOTMU»
MunucTepcTBa 3npaBooxpaHeHus Pecriyonuku benapych
B nepuon ¢ 10.10.2007 mo 01.04.2018. IuarHo3 ycra-
HaBJIMBAJICSI B COOTBETCTBUU C KPUTEPUSIMM IIPOTOKOJIA
NB-2004m. ITanueHTHl Moiydaau Teparnuio B COOTBET-
CTBUM C JaHHBIM MPOTOKOJIOM. PacnpeneneHue o mosy
cocTaBuio: Manbuuku — 149 (53,2 %), neBouku — 131
(46,8 %). BospacTt GOJNIbHBIX BapbupoBall OT 4 JHE 10
10,86 roga (mMemuana — 1,76 roga). PacnipeneneHue mo
cragusaMm: 1-s — 55 (19,6 %) nauuenrtos, 2-g — 28 (10 %),
3-a cramust — 71 (25,3 %), 4-a cragusa — 115 (41,0 %)
001bHBIX. JIMarHo3 ObLI BepuGUIMPOBaH MOPGOJIOrnye-
CKHU.

MarepuasioM i ILIMTOTEHETMYECKOTO HCCIIEI0-
BaHUSI IIOCIYXKWIM OIyXOJIeBble KJIETKU, BbIICJICHHbIE
u3 (parMeHTOB OIYXOJM WM KOCTHOrOo Mo3sra (Ipu

nopaxeHun 6Gosiee 60 %). IlojydyeHHbIE M30JIMPOBAH-
HbIe KJIETKHU B IaJbHEHIIIEM OTMbIBAIMCh MUHUMAIbHOMN
cpenoit RPMI-1640, kyabruBupoBaiuch B cpeae RPMI-
1640 ¢ 20 % >MOpPUOHATILHOI TENSIYbEil ChIBOPOTKOM
(24 4) u dukcUpoBaIUCh ¢ MOMOIIIBIO pacTBopa KapHya
(TenstHaAst yKCycHasl KMCIOTa—METaHOJI B COOTHOIIEHUU
3:1). HccnemoBaHusl TIPOBOAWINCH C MCIIOJb30BaHM-
€M 30HIOB Ha OIpeleeHue XPOMOCOMHBIX DPErMOHOB
1p36.2 (mi-del(1p36) wnu 1p36/1q25 DC), 2p24/NMYC
(NMYC SO unu NMYC/cen2 DC), 11q22.3 (ATM/cenll
DC) u 17q21.2 (cenl7/TOP2A DC). Iubpumuszauus
OCYIIECTBJISJIACh B COOTBETCTBUM C MHCTPYyKIIMEW (hup-
MBI-TIPOM3BOAUTENS 30HA0B. [Ipn HeTOCTaTOYHOM KOJIH-
YECTBE OCTaBJEHHOIO MaTepuajga WIM COMHUTEIbHOM
pe3ysibTaTe MCCIeI0BaHUs MPOBOIUINCH Ha TMCTOJIOTHU-
YyecKOM MaTtepuasie (Ma3KM-OTIe4yaTKu, napaduHOBBIE
cpesbl).

IIpu wuccrenoBaHuM Ipemapata CYCIICH3MOHHOM
KynbeTypbl aHanusupoBaiuch 100—200 wuHTepda3HBbIX
saaep (B 3aBUCMMOCTHU OT KJIETOYHOCTU U HAJIMYUS KJe-
TOK ¢ abeppaHTHBIM pacIlOJIOKeHUEeM curHajon). [1pu
HUCCIeNOoBaHUM Iapad®uHOBOro cpe3a — BeChb MaTe-
puan Ha CTeKje, MOACUYMUTBHIBAIN CHUTHAJbl MUHUMYM
200 K1eTOK, IpOaHAIM3UPOBAHHBIX B Pa3HBIX 001aCTIX
npemnapara. B mpemaparax ¢ ouaroBsIM pacioJioKeHUeM
KJIETOK ¢ abeppallusiIMU CYUTANTNUCh MUHUMYM 50 KJIeTOK.
Awmrmudukalmeil cautaaoch 6osiee yeM 4-KpaTHOE yBe-
JIMYEeHME KOJIMYECTBAa CUTHAJIOB MCCIEIyeMOro reHa I10
OTHOIIEHUIO K pedepeHcHOoi mpobe. [1pu yBenuueHun
KOJIMYECTBA CUTHAJIOB UCCIIELYEMOM MTPOOBI O OTHOLIE-
HUIO K KOJTMYECTBY CUTHAJIOB KOHTPOJIbHOI ITPOOKI MEHEE
yeM B 4 paza cTaTyC aHAJIM3UPYEeMOTO r'eHa/XpOMOCOM-
HOTO permoHa ompeaensiics Kak “gain”. [Tpu onpenene-
HMU abeppaluii, CBI3aHHbBIX C MOTEPE aHATU3UPYEMOTO
permoHa, BeIACISUIN 2 TUIIa U3MEHEHUIA: eJIelrsl — Ipe/-
CTaBJIeHa TOJIbKO OJHMM CHMTHAJOM pacCMaTpUBaeMOIO
XPOMOCOMHOI'O permoHa/TeHa (COOTHOIIIEHNE CUTHAIOB
KOHTPOJIBHOTO pPEeTHOHA K aHaJU3MPYeMbIM CHUTHaJlaM
2:1, 3:1) u nucbanaHc — BBISIBJACHA AUCIIPOIIOPLIMS CUT-
HaJO0B, TIPU 3TOM KOJMYECTBO CUTHAJIOB MCCIIEIyeMOTO
pernoHa He MeHee 2 (cooTHoleHue 3:2, 4:2, 4:3 U T. 0.).
Ecnm xonmyecTBO KOMUT MCCIenyeMOro reHa/XpoMoco-
MHOTO PeTMOHA COOTBETCTBOBAJIO KOJIMYECTBY CUTHAIOB
KOHTPOJIBHOTO PErMoHa, TO CTaTyC OIPEHessuics Kak
oTpuULaTeNbHBIN. B ciyyae HaxoxmeHus MeTada3HBIX
IUTAaCTMHOK B MpeIrapaTe naHHble MHTepda3Horo Meroaa
dbyopecuenTHoil rubpunusanuu in situ (FISH) momon-
Hsanuch MetadasHbiM FISH, yrouHsimoch MonalibHOE
yucio (Bech MaTepual, I0CTaBIsIeMbIil B TJaO0paTOpHIO,
BepuduIIpoBancsa Mop@OJTOruIecKn).

Cratuctuueckass o0OpabOTKa AaHHBIX IPOBOAMIIACH
C WCIIOJIb30BaHMEM MporpaMMbl Statistica gt Windows
XP Professional. [Iyist olIeHKM TOCTOBEPHOCTH pa3anyuit
ObUIM MCITOJIB30BaHbI ¥2-TeCT M TecT MaHHa—YUTHMU.
ITocTpoeHne KpUBBIX BBIKMBAEMOCTU OCYILIECTBISIOCH
no Metony Kamnana—Maiiepa, nx cpaBHeHUE — C UCTIONb-
30BaHMeM log-rank test. Paznuumsa cuurtaauch CTaTUCTU-
YecKu 1ocToBepHBIMU Tipu p < 0,05.
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Pe3syabraTsl n 00cyxKneHne

Meronom FISH omneHuBanuch Takue HauboJjee
YacTO BCTpeYAlOIIMecs] IIMTOIeHETUYECKUE M3MEHe-
Hus nipu HB, xak: MYCN-ammiudukauus, adbeppalun
1p36.2 (neneumsi u aucbanaHc), abeppaunu 11q22.3 (nene-
LM ¥ AUcOalaHe), YBEeIMYeHUE TeHETUYEeCKOro MaTepua-
na 17q (gainl7q).

MYCN-amnaugpuxayus

Hamuuue aGeppamuit MYCN omnpenensiioch y 274
manyeHToB, u3 Hux MYCN-amrummdbukauus BbISIBIEHA
y 55 (20,1 %) (puc. 1). YacroTra BcTpeyaeMOCTH JaHHOM
abeppaly COOTBETCTBYET JaHHBIM JIMTEPATYPHI [5, 6].

Puc. 1. Hccaedosarnue cmamyca MYCN memodom FISH: a — memaghasznas
naacmunka u unmepghasnuie a0pa kaemoxk HB ¢ omcymcemeuem abeppayuii
MYCN (kpacHeim yeemom ommeveHa npoba, cheuyuuuHas yeHmpome-
pe 2; 3enenvim — npooba, cneyugpuunas eeny MYCN); 6 — memagasnas
naacmunka ¢ gain MYCN (na unmepgasznom memoode FISH kak: nuc ish
cen2(D2Z1 x 2),2p24(MYCN % 2)); 6 — unmepgasHsie s0pa ¢ amniugdu-
kayuei MYCN ¢ ucnoav3osanuem 00HOUBemMHO20 30HOA; ¢ — UHmeppas-
Hole s0pa ¢ amnauguxayueit MYCN ¢ ucnoavsoganuem 08yXygemHoo
30HOQ (KPACHbIM UBemom ommeueHa npoba, cneyuguunas yenmpomepe 2;
3eneHbiM — npoba, cneyugpuunas eeny MYCN)

Fig. 1. Study of MYCN status using the FISH method: a — metaphase plate
and interphase nuclei of NB cells with no MYCN aberrations (the sample
specific for centromere 2 is marked in red; the sample specific for MYCN gene
is marked in green); 6 — metaphase plate with gain MYCN (on the interphase
FISH method as: nuc ish cen2(D2Z1 x 2),2p24(MYCN x 2)); ¢ — interphase
nuclei with MYCN amplification using a single-color probe; ¢ — interphase
nuclei with MYCN amplification using a two-color probe (the sample specific
to the centromere 2 is marked in red; the sample specific to the MYCN gene
is marked in green)

B Ttabnuiie mpencraBieHa KIMHUYECKAsT XapaKTepH-
CTHUKA UCCIICAYeMOI TPYIIIIHI.

Hanuune MYCN-amrummdukauuy JOCTOBEPHO 4Yalle
Habmonanoch npu 4-i cranuu 3adoneBanus (p < 0,0001).
Cpenu manuyeHToB, nmmeBmnux MYCN-amrnudukamnuio,
JIOCTOBEPHO 4allle BCTpevyaauch 00JibHbIE cTapiie 1 roga
Ha MOMEHT ITocTaHOBKM auarHo3a (p = 0,0017), uto saBsi-
eTCs M3BECTHBIM IIPOTHOCTUYECKU HEOIaronpusiTHbIM
daxropom nmpu HB.
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BbrkrBaeMOCTh  OLIGHMBaJIaCh Yy IIPOTOKOJBHBIX
M HaOJI0aeMbIX NALIMEHTOB B paMKaX MpPOTOKOJa (HaH-
HBIE T10 KaXIoit abeppaunu cM. B Tadonuiie). [TanueHTsl,
OTKa3aBIIMeCs] OT MPOBEACHUS MPOTOKOJBHOIO JICUECHUS
100 yexaBllIMe IIPOIOJIKATh Tepanuio 3a pyoexkoM,
HMCKJIIOYAJIMCh M3 aHaJIM3a BbDKMBAeMOCTHU. [Iish OlleHKU
BIMSIHUS TeHETUYECKMX abeppallMii Ha IMPOrHo3 3a0o0Jie-
BaHUs U3 aHAJIM3a MCKIIOYAIUCh TAKXKe CMEPTH MalMeH-
TOB, CBSI3aHHBIC C TEpAIIUEIA.

Tak, OB 6onbHBIX ¢ MYCN-amrumdukanueit (n = 46)
cocraBmwia 39 + 11 % nporuB 82 + 3 % y mauueHTOB
6e3 Hee (n = 194); p < 0,0001. BCB 6onbHBIX ¢ MYCN-
aMmrummpukanueit (n = 46) cocraBwia 39 + 8 %, npotus
79 + 4 % y nauneHToB 6e3 Hee (n = 194); p < 0,0001. D10
coriacyercsl ¢ JaHHbIMM MMPOBOM JINTEPATyphbl, TOBOPSI-
LIMMU O HeOJArONPUATHOM IIPOTHOCTUYECKOM BIMSIHUU
JAHHOTO T€HETUYECKOIO COOBITHSL.

Abeppayuu Ip

WUccnenosanne craryca 1p36 mpoBoagmnock y 247
nauyeHToB, u3 Hux B 40 (16,2 %) ciydasix ObUIM BbIsIBIIC-
Hbl abeppauuu 1p36 (aenermu win aucbanaHc) (puc. 2).
ITo naHHBIM TUTEPATYPHI, YACTOTA BCTPEYAEMOCTH JAHHOTO
TFeHEeTUYEeCKOT0 COOBITHUS BhILLIE U OCTaBIIsieT 0KoJ10 20—40 %
Bcex HB [9—11]. B HameM uccienoBaHUU MpM OIICHKE
KJIMHWYECKOI 3HAYMMOCTH abeppanuii 1p B aHanu3upye-
MYIO I'PYIIIY BOLUTU U CJIy4Yau C Iejelueid, U caydau ¢ Juc-
6amaHcoMm 1p/q (manee xak adeppanuu 1p niu del/imblp).

Couertanue abeppaumii 1p ¢ MYCN-amnnudukauu-
el BcTpevanoch y 25 (10,1 %) u3 247 mauueHToB. DTO
SIBJIICTCSL JOBOJIBHO YaCThHIM OIMMCAHHBIM (DEHOMEHOM.
Tak kak MYCN-ammudukamus — 60jiee MOLIHBIN Mpo-
THOCTUYECKU HeOJaronpusITHhIA DakTop, TO JUISI OLIEHKU
BIMSHUS UMeHHO del/imblp Ha mporHo3 3abojeBaHUs
HCCIIeI0BajIach IPyIINa MaMeHTOB TOJBKO ¢ U3MEHEHUEM
Ip (n = 15) u 6e3 Hee (n = 150) (cM. TabIULLY).

Hannuue abeppanumii 1p goctoBepHO vaiie HaOmoaa-
Joch Tipu 4-1i ctaguu 3aboneBanus (p = 0,0009). Cpenu
nalueHTOB, UMEBLIMX abeppaluu 1p, JOCTOBEPHO yYallle
BCTpeYaIUCh IETU cTapiie | roga Ha MOMEHT ITOCTAaHOBKM
nuarHo3sa (p = 0,0190), yTo sBIsSIETCS U3BECTHBIM ITPOTHO-
CTUYECKU HEOIArOMPUSATHBIM (haKTOPOM.

a 0

Puc. 2. Knemxu HE c¢ abeppauusmu xpomocomnoeo nokyca Ip36:
a — deneyus aokyca Ip36 (3enenvim ysemom ommeuera npooa, cneyuguy-
Hasi KOHMPoAbHOMY; coomHuoutenue 2:1); 6 — ducbananc Ip/1q; coomnowe-
HUe CUCHAN08 KOHMPOAbHO20 Pe2UOHA K uccredyemomy — 4:2

Fig. 2. NB cells with aberrations of the chromosomal locus Ip36: a — deletion of
the locus Ip36 (a sample specific to the control region 1q25 is marked in green;
a sample specific to the region Ip36 is marked in red; ratio 1:2); 6 — Ip/lq
imbalance; the ratio of the signals of the control region to the study — 4:2
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Tak, OB mnauumenToB ¢ abeppauusamu Ip (n = 13)
coctaBuia 69 + 20 % npotus 81 + 5 % y 60JIbHBIX O€3 HUX
(n=137); p=0,1920. BCB marueHToB ¢ abeppauusimMu 1p
(n = 13) obuta 0 % npotus 78 + 4 % y O0OABHBIX 0€3 HUX
(n=137); p=10,0104.

Abeppauuu 11q

WUccnenoBanue cratyca 11q merogom FISH mposo-
muitock y 81 maumenta, u3 Hux B 16 (19,7 %) cayyasx
ObL1a BhIIBIeHA TTOTeps perroHa 11g22.3 1o oTHOIIEHUIO
K LeHTpomepe 11-ii XxpoMocoMbl (menaeuus uiaud aucoba-
naHc 11q) (puc. 3). B HameMm ucciaenoBaHUM 00a COOBITHS
BOIILJIM B OJHY TPYMITy C HalmureM abeppauuii 11q (manee
del/imbl1q). IlomydyeHHBIE pe3yabTaThl COOTBETCTBYIOT
JINTepaTypHBIM JaHHBIM O YacTOTE BCTPEYAEMOCTU daH-
Hoii abeppauuu (ot 20 mo 30 %) [22—24]. CoueTtaHue
MYCN-amnmudukaumu u neneuuu 11q HaGmoganoch
Bcero y 2 (2,5 %) maluueHTOB, YTO TaKXKe COOTBETCTBYET
JMaHHBIM JINTEPATyPbl U MOXKET OBITh CBSI3aHO C Pa3Iny-
HBIMU TIyTsIMU pa3Butuss MYCN-no3uTtuBHbIX 1 11g-mo-
3UTUBHBIX OITYXOJIEH.

Tak xak MYCN-ammnucbukaiys — 0ojiee MOIIHBIN
MMPOTHOCTUYECKN HEOJAaronpusaTHbI (akTop, TO I
OLICHKU BIIMSIHUS MMEHHO abeppaumii 11q Ha mporHos
3a00J1eBaHUS MCCIeqoBaIach TPYIINa MallMeHTOB TOJIbKO
¢ n3onupoBaHHoi1 del/imbl1q (n = 14) u 6e3 Hee (n = 54)
(cM. TabmuiLy).

Hamnuume del/imbllq mocTtoBepHO dalle HaOmroma-
JIoch Tipu 4-ii ctaguu 3aboneBanus (p = 0,0008). Cpenu
MaluveHTOB, UMEBIINX adeppaunu 11q, T0CTOBEpHO vaiie
BCTpEYaIMCh IETU cTapiie 1 roga Ha MOMEHT ITOCTaHOBKU
nuarHosa — 14 u3 14 nporus 28 u3 54 (p = 0,001).

Tak, OB mamuenToB ¢ del/imbl1q (n = 13) cocTaBuiIa
71 £ 17 % nipotus 97 £ 3 % y 6onbHbIX 63 Hee (n = 50);
p = 0,0749. BCB mnaumentoB ¢ del/imbllq (n = 13)
obi1a 0 % npotuB 89 £ 6 % y GonbHBIX 6e3 Hee (n = 50);
p = 0,0569. Ilo maHHBIM JIMUTEpaTypbl, HAJIUYUE STOM
TEHETUYECKOU abeppaluu SIBJIsSETCS HeOJaronpusiTHbIM
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(¢akropoM mnporHosa. [lo HammMM JaHHBIM, HMeEETCS
TEHAEHIIUS K HeOJaronpusiTHOMY IPOrHO3Y, OTCYTCTBUE
JIOCTOBEPHOCTU, BO3MOXHO, CBSI3aHO C MaJIbIM YMCJIOM
NalKUeHTOB U HEOOJIbIIUM CPOKOM HAOJIOACHUS.

Gainl7q

OmnpeaeneHue craryca JJIMHHOTO IUieya 17-if Xxpomo-
cOMBI mpoBeaeHo y 81 manueHTa, u3 Hux y 28 (34,5 %)
HaiineH gainl7q (puc. 4). [To naHHbBIM IUTEPATYPHI, YACTO-
Ta BCTPEYaeMOCTH JaHHOTO (heHOMEHA MHOI A TOCTUTaeT
70 % [4, 19].

Coueranue MYCN-ammnudpukamum u gainl7q BcTpe-
yanoch y 4 (4,9 %) nauuenroB. Tak kak MYCN-amiuin-
(ukaimsa — Oojiee MOIIHBIA ITPOTHOCTMYECKM Hebsa-
TONPUATHBIN (paKTOp, TO IS OLIEHKU BIUSHUS UMEHHO
gainl7q Ha IporHo3 3a00JeBaHUs UCCefoBalach rpyImna
MaleHTOB TOJbKO ¢ gainl7q (n = 23) u 6e3 Hee (n = 45)
(cM. TabIuLLy).

Hannuue gainl7q BcTpevanoch Kak Inpu 4-ii ctaguu
3a00JIeBaHUs, TaK W MPU JOKAIbHBIX CTaAusIX — 6 u3 23
npotuB 19 u3 45 no 4-it craguu (p = 0,1917). Paznuunii
110 BO3PACTy MEXIY IpymnIiaMy HalieHO He ObLIO — BO3-
pact 1o 1 roma: 11 u3 23 nmpotuB 15 u3 45 (p = 0,2443).

Tak, OB nmauuenToB ¢ gainl7q (n = 21) cocraBuia
100 % npotuB 91 + 6 % y GonbHBIX Oe3 Hee (n = 42);
p=0,5270. BCB nauueHnToB ¢ gainl7q (n = 21) coctaBuia
89 £ 7 % npotus 43 £ 31 % y GonbHBIX 6e3 Hee (n = 42);
p = 0,5910. Takum oOGpa3oM, IIPOrHOCTUIECKOTO 3HAYE-
HUS JAHHOM IIEPECTPOMKM JISI MCCIECAYEMOM TI'PYIIbI
HaMU HE BBISIBJICHO.

ILrouonocmo

I[II1poKo M3BECTHBIM ITPOTHOCTUYECKUM (DaKTOPOM
SIBJIICTCSL TUIOMAHOCTD OITyXOJIEBBIX KJIeTOK. I[IporHo-
CTUYECKU OJIarONpUSITHBIM (PaKTOPOM CIYKUT HaJd4due
TPUILJIOMIHOTO Habopa XpOMOCOM B OMNyXOJu, HeOsa-
TONPUATHBIM — HOU-/TeTparuiounHoro [19]. B Hamewm
uccnegoanum metonoMm FISH onpenensinachk mpumepHas

Puc. 3. Knemxu HE ¢ deneyueii xpomocomnozeo peeuona 11g22.3 (cen ATM).
Senenvim yeemom ommeuena npoba, cneyupuUUHAas KOHMPOALHOMY pecu-
ony uenmpomepnl 11, kpacHoim yeemom — npoba, cheyuuuras pecuoHy
11q22.3; coomnowenue — 2:1

Fig. 3. NB cells with a deletion of the chromosomal region 11q22.3 (ATM
gene). The sample specific to the control region of the centromere 11 is marked
in green, the sample specific to the region 11q22.3 is marked in red; ratio — 2:1

Puc. 4. Knemxu Hb c gainl7q; 3eaenvim ysemom ommeuera npoba, cneyu-
Quunas KOHMpPoAbHOMY peeuony yenmpomepst 17, KpacHviM yeemom — npo-
6a, cneyuguunas xpomocommomy pecuoHy peeuory 17q21.2 (ecen TOP2A);
coomHouerue — 2:3

Fig. 4. NB cells with gain17q; the sample specific to the control region of the
centromere 17 is marked in green, the sample specific to the chromosomal
region of the region 17q21.2 (TOP2A gene) is marked in red; ratio — 2:3
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IUVIOMIHOCTh KJIETOK (YYUTBIBAJIOCh KOJUYECTBO CHUTI-
HaJIOB MCIIOJIb3YeMbIX 30HIOB), OHa Oblla BBICTABJICHA
y 176 mauMeHTOB, M3 HMX OKOJOIAM-/TETPAILIOMIHBIX
obu10 137 (77,8 %), okonorpuruionaHbix — 39 (22,1 %).
Yem Oosblliee KOJMYECTBO IIPOO MCITONB3YETCS IIpU
HUCCIEI0BAaHUU — TeM 0oJiee JOCTOBEPHBIMU OYIYT IOJIY-
yeHHbIe OaHHble. OIHAKO OAaHHBIA METOH I103BOJISIET
OIpeAC/IUTh IPUMEPHYIO IUIOMIHOCTh JaJIEKO HE BO BCEX
cIyJasix.

[ManueHThI, OTHOCSIIMECS K IPYIIIEe OKOJOTPUILIOMI-
HBIX, OBUTM TOCTOBEPHO MJIAJIIE IO Bo3pacTy (1o 1 roma
23 u3 39 mpotus 30 u3 137; p < 0,0001), cpeau HUX TOCTO-
BEPHO pexXe BCTpeyaauch OOJIbHBIE ¢ 4-11 cTamueii 0oe3-
Hu (4 u3 39 mpotuB 73 u3 137; p < 0,0001). Takxke cpenu
HUX He ObU10 anueHToB ¢ M YCN-ammnudukanuei (0 u3
39 npotus 30 u3 137; p = 0,0007).

Takx, OB GOJBHBIX C TPUILUIOMAHLIM HAOOPOM XpO-
MocoMm (n = 37) cocraBuna 100 % mportus 64 = 5 %
Yy MAllMEHTOB C IUTETPOIUIOMAHBIM HabopoM (n = 119);
p = 0,0004. BCB 601bHBIX C TPUILUIOMIHBIM HAaOOPOM
xpoMocoM (n = 37) coctaBuiia 97 + 3 % npotuB 63 £ 5 %
Yy MAllMEHTOB C IUTETPOIUIOMAHBIM HabopoM (n = 119);
p <0,0001.

Ilpoenocmuueckoe 3navenue CMpyKmypHbIX U HUCAOGLIX
XpOMOCOMHbBIX abeppauuil

Ecnu pazgenuTh HalIMX MAlMEHTOB IO TIpeijiarae-
MOMy B TocieaHee BpeMsi kputeputo rpynmsl SIOPEN
C HAIMYKMEM CTPYKTYpPHBIX abeppauuii [23, 25] u 6e3 Hux,
ucrosb3ysa Tonbko mMetron FISH u ompenensis ynomsiHy-
Thle abeppalliy, TO TPYyMIa C HaJUIUEM CTPYKTYPHBIX
abeppaiuii umeeT noctoBepHo Oojee HU3Kyiw bBCB no
CpaBHEHMIO C IPYIINOI OOIBHBIX O0e3 HUX (puc. 5).

CornacHO HaHHBIM, IOJYYEeHHBIM B Halleil paboTe,
MBI TIpejiaraeM CJICAYIOIIMI aJrOpUTM CTpaTU(hUKAIIUN
mareHToB ¢ Hb Ha ocHOBe IMTOreHeTUYECKMX XapaKTe-
PUCTUK OITyXOJIM I10 TPpyIIaM pucka (puc. 6).

100
a0 4

80 -

Probability, [%]
un
=1
1

D 1 L} T 1 L} L}
0 2 4 6 8 10 12

Years

—— Be3 cTpykTypHbIX abeppauwii: n = 112, 6e3 cobbiTuin — 86, 75 + 4 %
Without structural aberrations: n = 112, without events — 86, 75+ 4 %

— Co cTpyKTypHbIMK abeppauusmu: n = 53, 6e3 cobbiTnii — 33, 51+ 9 %
With structural aberrations: n = 53, without events — 33, 51+ 9 %
Puc. 5. 5CB nayuenmos ¢ HF 6 3asucumocmu om Haauuuss CmpyKmypHvix
abeppayuii 6 onyxoau

Fig. 5. Event-free survival of patients with NB depending on the presence of
structural aberrations in the tumor

Oo0cyxneHne

Haim pe3yabsraThl 1o UCClIe0BaHNIO TAKOTO (heHOoMe-
Ha, kak MYCN-amnnudukaiusi, 1 1o 4yactore BCTpeyae-
MOCTH B MOMYJISILIUM, Y TI0 IIPOTHOCTUYECKUM XapaKTepH-
CTUKaM TIOJTHOCTBIO COIJIACYIOTCS C MAHHBIMU MUPOBOM
JuaTeparypsl [5, 6]. DTo, BEpPOSITHO, CBUAETEILCTBYET 00
aIeKBAaTHOM METOJE AETCKIIUU TaHHOM IEPECTPOMKH U E11IE
pa3 noaTBepxkaaet, uro Meron FISH sBnsercs MupoBbIM
crtaHgapToMm it onpeneneHus MYCN-amrmdukanmm.

Huskuii mpo1ieHT BBISIBIISIEMOCTH abeppalinii 1p 3a Bech
TepUO UCCIeI0BAHUS MOXKET ObITh CBS3aH C HECKOJbKH-
MU akrtopamMu. Bo-mepBbIX, 3TO M3HAYaJIbHBIII BBLIOOD
30HIa s NpoBeneHus: aHanuza. Jlo 2013 . mis meTex-
LUK JaHHOW abeppalyu IMPUMEHSUICS TPEeXLBETHbII 30H/
mi-del(1p36), KOTOpBIi ITO3BOJISI OIPEHEIISAITh TOJbKO
nenenuio 1p36 ¢ ucnonp3oBaHreM umeromuxcs B LleHTpe
JIBYXILIBETHBIX (OMIBTPOB. JucbanaHce 1p/q B TakoM ciaydae
He netektrpoBaycs. C 2013 . Hayaa UCIOIb30BaThCS IBYX-
LBeTHbIA 30H1 1p36 SO/1q25 SG, No3BOJISIOLINMIL OIpe/e-
JIUTh W AeJeLN0, U AucbagaHc B JaHHBIX ciaydasx. [Ipu
MoJicYeTe YaCTOThI BeTpeyaeMocTu del/imb1p36 ¢ 06.2013 .
nmo 09.2018 r. yacToTa BCcTpeyaemocTu abepparuii 1p
coctaBuna 28 % (33/118). Bo-BTopbIX, BOZMOXHa HENO-
craToyHas nuarHoctuka metonom FISH B cBsI3u ¢ Tem, uTo
C €ro TMOMOIIbIO MCCIIEAYeTCS OTPaHUYEHHOE KOJMYECTBO
JIOKYCOB Ha XpoMocoMe (0OBIYHO 3TO JIOKYC 1p36 1 KOH-
TponbHbIN 1g25). Tlpn ucCnoab30BaHMU IPYIMX METOHOB
(nanmpumep, MLPA) uccrienyercst 6opliiee Y1UCI0 XpOMO-
COMHBIX PeTMOHOB (8 TeHOB Ha KOPOTKOM ILIeYe XPOMOCO-
MBI 1 11 4 TeHa Ha JUTMHHOM €€ I1JIeue), YTO TTO3BOJISIET BbIsI-
BUTHh U3MEHEHUS B peTMOHAX, HE 3aXBaThIBAEMbIX 30HIaMU
FISH. Takke Bo3MOXHa Bblgaya JIOXXHOOTPUIIATEIbHBIX
BapMaHTOB U B CJIyyae NMArHOCTUKU Ha TapadUHOBBIX
cpe3ax (ecau abeppaHTHBIN KJIOH MeHbIe 30 % u Ki1eTKu
¢ abeppallreil pacIioiaralTcsl He 04aroBo), Ma3Kax-oTIIe-
yaTKax (TUI0XO clejaHbl OTIEeYaTKH), MajJoM KOJIUYECTBE
JMOCTAaBJICHHOTO MaTepuaja WIM HM3KOH KIETOYHOCTHU
obOpasiia (HemoCTaTOYHO KJIETOK JJISI BBISIBICHUS CYyOKIIO-
HaJIbHBIX U3MEHEHMIT) WU TIPU 1OCTaBKe HEeMH(MOPMaTUB-
HOTO OITyX0JIEBOTO MaTepuaa (eciu 3abop Marepurasa ObL1
MPOBECH BCJEIyI0, 0e3 KOHTPOJIS LIMTOJIOra, BO3MOXHA
JIOCTaBKa MaTepuajia ¢ HU3KUM COACPKaHUEM OITyXOJIEBBIX
KJIETOK WJIM BOOOIIIE Oe3 HEepoOJIacTOB).

Yacrora BcTpeyaemocTy abeppaunii 11q B Pecriyomm-
ke benapych 1 ux coyetaHue ¢ APYrMMU XPOMOCOMHBIMU
abeppallsIMA  COOTBETCTBYIOT JIMTEPATYPHBIM TaHHBIM
[19, 20]. ¥V nHac uMeeTcs BhIpakeHHasl TEHIESHLIMS K Hera-
TUBHOMY IPOTHOCTUYECKOMY BIMSIHUIO Ha BBIKMBAEMOCTh
OOJIbHBIX, MMEIOIINX JaHHYIO TEPeCTPOIKY, OTCYTCTBUE
CTaTUCTMYECKON JTOCTOBEPHOCTH, BEPOSTHO, CBSI3aHO
C HEOOJIBIITMM YHCJIOM ITallUEHTOB.

HenocrarouHo BbICOKas YacToTa BCTPEUYaeMOCTHU
gainl7q MoxeT OBITH O0YCIIOBJIEHA BLICOKOI BapraOeIbHO-
CThI0 abeppanuii 17-if XpoOMOCOMBI, BCIEICTBUE YETO HEIO-
CTaTOYHO MCITOJIb30BAaHMUSI OJHOTO 30HAAa (HEOOXOIMMO
CTaBUTb JOTIOJHUTEbHBIE MPOOBI HA CICIIU(PUIHBIC JTOKY-
CBl KOPOTKOTO IIe4ya 17-i1 XpoOMOCOMBI, APYyTe pPerioHbI
JUTMHHOTO IIieva (Oojiee mucTanbHbIe)). Takke MeTomoM
FISH HeBO3MOXHO OLIEHUTb KJIACTEPHYIO IYIUIMKALIMIO,
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OTkpbITast Grioncms onyxonu
Open tumor biopsy

A

4

Onpepgenexune NIougHO
Determination of p

loidy of tumor cells

CTWN ONyXOJieBbIX KNETOK

A

A

BbinonHeHne FIS

(onpepenexnne MYCN-amnnudmkauum, del/imb1p, del/imb11q, gain17q)
Performing a FISH study (MYCN amplification, del/imb1p, del/imb11q, gain17q)

H-nccnenoBaHus

Ipynna 6naronpusTHOro NporHo3a: A
Group favorable prognosis:
1. TpunnowgHeln Habop

Without of structural aberrations

MYCN-amnnndmk

[pynna npomexxyTo4HOro nporHosa:
Intermediate forecast group:

XPOMOCOM B Onyxonu 1. QuTteTpannounaHbIi Habop Ploidy any
Triploid set of chromosomes XPOMOCOM B OMyX0AN 2. Hannune MYCN-amnnudmkaumm
in the tumor P ; B OMyXxomnu

Ditetraploid chromosom
2. OTcyTCTBME CTPYKTYPHBIX settei;aap tZligI’ omosome The presence of MYCN
abeppaumi amplification in the tumor

2. Hannuue cTpykTypHbIx abeppaumii
B OMYXOIM 3a UCKNoYEeHNEM

The presence of structural
aberrations in the tumor with
the exception of MYCN amplification

4 Ipynna BbICOKOrO pucka:
High risk group:
1. MnowgHocTb ntobas

auumn

Puc. 6. Areopumm cmpamuguicayuu nayuenmos ¢ Hb na ocnose yumoeenemuueckux XapaKkmepucmux onyxoau no epynnam pucka

Fig. 6. Algorithm of stratification of patients with NB based on the cytogenetic characteristics of the tumor by risk groups

TPUILIMKALIMIO. YUUTHIBas BBILIEU3TOKEHHOE, ONTUMAaIb-
HBIM JUIS1 oTIpeeieHusI gainl7q OyaeT sIBISIThCS MCTIOJIb30-
BaHME MOJIEKYJISIPHO-TeHETUYECKUX MEeTOAOB [25].

Ilo psimy nauTepaTypHBIX JaHHBIX, Hanudyue gainl7q
SIBJISIETCSI HEOIaronpusITHLIM (pakTopoM MporHo3a. Takke
UMEETCs psifl MyOJMKalliii, B KOTOPBIX OTpUIlaach He3a-
BUCHMasI IPOrHOCTUYECKAsI 3HAYUMOCTh JaHHOI abeppa-
uuu. ITo HamMM DaHHBIM, MPOTHOCTUYECKOTO 3HAYCHUS
naHHo# abeppauuu npyu HB y mereit He BbISIBIEHO, UTO
MOXET OBITh CBSI3aHO KaK C OTCYTCTBMEM HE3aBMCHUMOI
MPOTHOCTUYECKON 3HAUMMOCTU JaHHOro ¢hakTopa s
HaIei ITpyImnbl NalueHTOB, TaK U ¢ MaJIbIM KOJIMYECTBOM
MpOaHAJIM3UPOBAHHBIX O0OPa3I0B WM HEIOCTaTOYHBIM
CPOKOM HaOIIOAeHUSI.

IIpemnoxXeHHbINT HAMU aJITOPUTM CTpaTU(UKALIUM 10
rpyrnnam pucka namueHToB ¢ Hb Ha ocHOBe LiuToreHeTu-
YECKHUX XapaKTePUCTUK OIMYyXOJIM JOJIKEH MCIOJIb30BaTh-
Cs1 B KOMIUIEKCE C COUeTaHUEeM KIMHUYECKUX, BU3yaIn31-
pyOIIUX U MOPGhOJIOTMIECKUX JAHHBIX IJIs1 ONpeaeIeHUS
TEPAIIEBTUYECKOMU TAKTUKU.

CoracHO COBPEMEHHBIM MPEACTaBICHUSIM TeHOMHBbIE
mukpountibl (CGH, SNP) aBasioTcss XopolmmMu UHCTPY-
MEHTaMU [UISl aHaJI13a XPOMOCOMHBIX TIEPECTPOCK B OITy-
X0JIs1X. B HECKOJIbKMX MCCIeIOBaHMSIX TTPOaHATU3UPOBATIN
XpOMOCOMHBIe abeppaumu B reHome npu HB [26, 27].
B mocnenHee Bpems1 McClieIOBaHUS C MCIOJb30BaHUEM
maccuBa CGH ns aHanuza okoso 500 omyxoseit BbISIBU-
M 2 reHetnmdeckux kiacca HbB, mo-Bummmomy, cBsizaH-
HbI€ C pa3IMUYHBIMU MeXaHU3MaMU HecTaOwibHOCTU [28].
B mepBbIil K1acc BOLUIM OITyXOJM TOJIBKO C YMCJIOBBIMU
U3MEHEHUsIMU, 0e3 CTPYKTYpHBIX. JlaHHbIe cilyyand ObUIM
aCcCOLMMPOBAaHbl C OTJIMYHBIMU pe3yJbTaTaMH JICYCHUs
Jaxe y IMaldeHTOB B Bo3pacTe cTapiie 18 MecsliieB Wiu
Ha cTaguu IPOABUHYTOTo 3abojieBaHMs. Bropoli Kiacc

BKJIIOYAJI OITyXOJIX CO CTPYKTYPHBIMM XPOMOCOMHBIMU
M3MEHEHUSIMU, B KOTOPBIX Aeneuuu 1p, 3p, 11q u 1q, 2p,
gainl7q 6bUIM ompeneeHbl KaK CTATUCTUUECKU 3HAUMMBble
MPOTHOCTUYECKHUE (haKTOPhI. ABTOPHI ITPEIIOIOXUIN, YTO
J1000€ CTPYKTYPHOE U3MEHEHUE CBSI3aHO C IMOBBIIIIEHHBIM
puckoM peunavpa [25]. I[ToaToMy co3maHue KoorepaTuB-
HBIX TPYIII 11 U3yYEHUSI KaK MOXKHO OOJIBIIEro KOJIUye-
CTBa 00pa3LIOB OITyXOJIM C UCIOIb30BAHUEM COBPEMEHHBIX
TEXHOJIOTUI SIBJISICTCSI TIEPCIIEKTUBHBIM M aKTyaJbHBIM Ha
coBpeMeHHOM aTarie usyyenus: Hb.

3akimoueHue

YacTtoTa BCTpPEYaeMOCTM TaKUX IIUTOTCHETUYCCKUX
abeppauwmii, kak MYCN-ammmudukanus (20,1 %), del/
imbl1q (19,7 %) u del/imblp (28 %) B uccaeayeMoii mory-
JISILIMM COOTBETCTBYET TaHHBIM JIuTepatyphl. YacToTa BcTpe-
yaemocTH gainl7q (34,5 %) HiKe, 4eM JaHHbIE, yKa3aHHbIC
B JIMTEPATYPHBIX MCTOYHMKAX, YTO CBSI3aHO C HCITOJIb3ye-
MBIM METOJIOM AETEKIIMU NaHHBIX abeppaluii, Kojaude-
CTBOM M pa3MepaMu UCCIIEIYyeMbIX JIOKYCOB, MAJIOYMCIICH-
HOIT BEIOOPKOI Y HEOOIBIITMM CPOKOM HAOMIOACHUS.

CTaTUCTUYECKHU JOCTOBEPHO IIOATBEPXKICHO Hera-
TuBHOe BiMsiHMe Ha BCB mamuentoB ¢ Hb Hamuuwus
TaKUX TeHETUUECKUX abeppaluii B onyxojau, Kak MYCN-
amruimdukanus, del/imbllq, del/imblp, uyro cormnacy-
€TCsl C JaHHBIMM JiuTeparypbl. CTaTUCTUYECKU JIOCTO-
BEPHO IIOATBEPXKICHO OJIArONpUsATHOE 3HAYCHUE IS
BCB Hanuuusi OKOJIOTPUIIJIOMIHOTO Habopa XpOMOCOM
B OITyXOJIM IT0 CPAaBHEHMIO C OKOJIOAM-/TeTPaIlIOMIHBIM
(97 £ 3 % npotuB 63 £ 5 %), YTO COOTBETCTBYET TaHHBIM
JINTepaTyphl. A TaKKe HaJTU4YMe OIMyX0JIM 03 FTeHEeTUUECKUX
CTPYKTYPHBIX abeppalitii B OIyXOJIM JTOCTOBEPHO acCOIM-
npyetcs ¢ omaronpusiTHeIM TiporHozoM (bCB — 75 £ 4 %
npotuB 51 =9 %).
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Macnopmu3ayus cnyx6bl Aemckou
reMamonoruu-oHkonoruu B cy6bnekmax Poccuiickoi ®Menepauuu
Ha OCHOBe UHorpathuyecKoro KapmupoBanus

C.A. Koran, f1.A. Epnomaesa, T.I'. Cepuk, /I.B. bupmokosa,
I.. Cepuk, K.!. Kupruzos, C.P. Bapdoaomeena, A.I'. Pymsanues
DI'BY «Hauuonanvhbiii MeOUUUHCKULL UCCA008AMENbCKUL YeHMDP 0eMCKOU 2eMamono2uul, OHK0A02UYU U UMMYHOA0UU
um. JImumpus Poeaueea» Munszopaea Poccuu; Poccus, 117997, Mockea, ya. Camoper Mawena, 1

Konmaxmmuuie dannvie: Ceemaana Anexceesrna Koean sakogan@mail.ru

Ileavro uccaedosanus s16u10ch co30anue nacnopma cayricovt 0emckoii eemamonocuu-onkonoeuu cyosexmoe Poccutickoi Pedepayuu (PD)
€ UCN0Ab308aAHUEM UHGOPAPUKYU U YUDPOBU3AUUU.

Mamepuaavt u memoost. B Kauecmee uncmpymenma nacnopmu3ayuu gnepevle UCHoAb308aHblL UHpopagpuueckue Kapmol Kak cnocoo eu-
3YanbHo20 0moopaxtceHus: 6016uI020 006eMa OAHHbIX 00 OP2AHU3AUUU CAYIHCObI OeMCKOLL 2eMAMON02UL-OHKOA02UU 8 Kaxcdom cyboexme PD.
OHU n03604UAU NOKA3AMYb CREUUPDUKY MEOUKO-0PeAHU3AUUOHHOL CMPYKMYDPbl NPOPUALHOIU cayichbl 6 cybsekmax PD, ezaumodeiicmeue
ux ¢ dpyeumu cybsekmamu u gpedepanvrvimu yenmpamu. Obpabomia kapmoepaghuueckoeo uzodpaxcenus cyboexma PD npouszeodunacw
6 epaguueckom pedaxkmope Adobe Illlustrator. Moouguuyupyembiii uncmpymerm no co30anuro UHGoepaguuecKux Kapm co30an 6 npoepamme
MS Power Point c coxpanenuem pe3yaomamos é opmamax PDF u PNG.

Pesyavmamut. B xode uccaedosanus 6vin nodeomosaer «Ilacnopm cayucovl», codepacawuii ungoepaguueckue kapmot 77 cy6sekmos PPD.
Ha kapmax e epaguueckom ude npedcmasnena ungopmayus 0 docmyntulx 6 cybsekme PD pecypcax: meduyunckas opeanusayus 3-20
YPOBHSL € KOSUHbBIM COCMABOM U 803MONCHOCHIbIO NPOBEOCHUS BU3YAAU3AUUL, ee KAOPbl; HUCA0 MYAbIMULEHMPOBbIX NPOMOKO0A08 U KAUHUYe -
CKUX peKomeHdayull, npumensiemblx 6 cybsekme PD; noeucmuka nayuenmos ¢ yuemom meppumopuansHoi yOaieHHoCmy om npoguabHbIX
Koek, Haauyue 6 pecuoHe cmaHyuu/omoeneHus nepeiusanus Kposu,; 03MONCHOCMYb NPO8eOeHUs AY4e80l Mmepanuu 8 peeuore; Haluyue
yupescoeHull, e 0KA3bl8aOM NAAUAMUBHYIO U PeaOUNUMAUUOHHYIO NOMOUL, HA38AHUE (Pe0epanbHbiX U PecUOHANbHBIX NPOPDUAbHBIX
UeHmpo8, ¢ KeM 0CYUecmensemcs 63aumooeiicmaue, Haaa)ceHHoCmy CUCmeMbl meaemeouyuckoeo koncyasmuposanus ¢ HMHUII JITOU
um. JImumpus Poeauesa. Takoce 6bira akmyaru3uposana 6a3a KOHMAKMOE 2AAGHbIX 6HEULMAMHbIX OeMCKUX CHeUUANUCTIO8 2eMAM010208
U 0HK010208 PD.

3axarouenue. Takum o6pazom, Obin 8bin0AHEH COOP OAHHBIX 045 BU3YANLHO20 OMOOPANCEHUS U CO30AHUS KOHKDPEMHbIX YCA08ULl 045 pa3pa-
OOMKU ONMUMANbHBIX CXeM MAPUPYMU3AUUL NAYUEHMO8 U HOPMUPOBAHUS NPeONoNCeHUT no onmumusayuu cayxcool. Tloayuennviii «Ila-
cnopm caydicobl 0emcKoil eemamonouu-onkonoeuu PD» moscem Goims ucnonv3oean é pabome 60AbHUY, HAYHHBIX UEHMPO8 U Npodheccuo-
HANbHBIX CO00Uecm.

Karouesnie caosa: demu, cayicoa demckoil eemamonoeuu-oHKono2uu, ungoepaguka, susyarusayus ungopmayuu, Kapmol, cyoseKmsl
Poccuiickoii Dedepauyuu

Jlas yumuposanus: Koean C.A., Epdomaesa 4.A., Cepux T.I., buparwokosa /.B., Cepux I.HU., Kupeuzoe K.HU., Bapgosomeesa C.P.,
Pymsnuee A.T. [lacnopmu3sayus cayicovl demckoil eemamonoeuu-onkonoeuu 6 cyosekmax Poccutickoii Dedepayuu na ocnoge unghoepagpu-
yecko02o Kkapmuposanus. Poccutickuii scypnan demckoil eemamonoeuu u onkonoeuu 2019;6(1):20—7.

Certification of the service of pediatric hematology-oncology
in the subjects of the Russian Federation on the basis of infographic mapping

S.A. Kogan, Ya.A. Erdomaeva, T.G. Serik, D.V. Birlyukova, G.1. Serik, K.I. Kirgizov, S.R. Varfolomeeva, A.G. Rumyantsev

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

The purpose of the study was to create a certification of the service of pediatric hematology-oncology of the constituent entities of the Russian
Federation (RF) using infographics and digitalization.

Materials and methods. For the first time, infographic maps were used as a tool for certification, as a way of visualizing a large amount of
data on the organization of pediatric hematology-oncology service in each subject of the RF. They allowed to show the specifics of the medical
and organizational structure of the profile service in the subjects of the RF, their interaction with other subjects and federal centers. Processing
of the cartographic image of the subject of the RF was carried out in the Adobe Illustrator graphic editor. A modifiable tool for creating
infographic maps created in the MS Power Point program, with saving the results in PDF and PNG formats.

Results. In the course of the study, a “Passport of Service” was prepared, containing infographic maps of 77 constituent entities of the RF.
The maps in a graphic form provide information on resources available in the subject of the RF: a medical organization of the 3 level
with bed structure and the possibility of visualization, its personnel; the number of multicenter protocols and clinical guidelines used in
the subject of the RF; logistics of patients, taking into account the territorial distance from the specialized beds, the presence in the region
of the station/department of blood transfusion; the possibility of radiotherapy in the region; the presence of institutions where they provide
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palliative and rehabilitation assistance; the name of the federal and regional specialized centers, with whom the interaction is carried out,
the well-established telemedicine consultation system with the Dmitry Rogachev National Medical Research Center of Pediatric Hematology,
Oncology and Immunology. The database of contacts of the main freelance children’s specialists of hematologists and oncologists of the RF
was also updated.

Conclusion. Thus, data were collected for visual display and to create specific conditions for developing optimal patient routing schemes
and forming proposals for optimizing the service. The obtained “Passport of the Children’s Hematology-Oncology Service of the Russian
Federation” can be used in the work of hospitals, scientific centers and professional communities.

Key words: children, pediatric hematology-oncology service, infographics, information visualization, maps, subjects of the Russian Federation
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AKTYaJbHOCTD

Bo Bcem mupe HaOmomaeTcss MOBBILNIEHUE YPOBHS
3200J1€BaEMOCTH 3/T0KaYE€CTBEHHBIMU HOBOOOPA30BaHUSIMU
(3HO) 1 x 2020 1. mporHO3UpPYETCSI POCT YKCIa 3a00JIEBITUX
1o 20 mutH venoBek [1, 2], 4To 00ycIOBIMBAET YCHUIIEHHOE
BHUMaHUE TOCYIapCTBa K OKAa3aHUIO TOMOIIM 3a00JeB-
IIM, B TOM YMCJIE U CPEIN AETCKOTO HaceaeHus [3].

B Gmkaiiiive Tombl BOMPOCH MO YJIYYIIEHUIO TTIOMO-
1M JIETSIM C TeMaTOJOTMYeCKUMHU M OHKOJOTUYECKUMU
3a00J1eBaHUSIMU OYIyT peniaThCcsl B KOHTEKCTe YKa3za [1pe-
suneHta Poccuiickoit ®enepanvu (PD) ot 07.05.2018
No 204 «O HalMOHAIBHBIX LIEJSIX M CTPATerNnIecKuX 3aja-
yax pa3putus Poccuiickoit Penepaniiy Ha MEPUON IO
2024 roma», Tae OTpaKeHHI 1eJIeBhIe TTOKA3aTeIN 3APpaBO-
OXpaHEHUsI, OINH U3 KOTOPBIX — CHUKEHNE CMEPTHOCTHU
or 3HO. [Ins nmoctuxkeHUs OObBSIBICHHBIX KPUTEPUEB
HEoOX0MMO pa3paboTaTh KOMIUIEKC Mep MO ONMTUMU3a-
LIVU JeSITEIBHOCTU CITY>KOBI IETCKOW TeMaTOJIOTUM-OHKO-
JIoTuM IS 00ecrieyeHnsl B paBHOW CTENEeHM KayecTBEeH-
HOW M JOCTYIMTHOW MEIUILIMHCKOW TOMOIIUA AETCKOMY
HaceJIeHUIO Ha BCeil TEpPUTOPUM CTPAHBI.

C ool uenbio Ha Tepputopuu P® mpomosrkaercs
pa3BUTHE TIOMOIIU JAETCKOMY HACEJICHUIO 110 TTPOQUIISIM
«IIETCKasl TeMAaTOJIOTUSI» U <«IeTCKasi OHKOJIOTHST». DTO
coBMecTtHas pabora ®I'BY «<HMUL ATOU um. Imu-
Tpusi PoraueBa» MunsapaBa Poccun u HalmoHanbHOTO
00IIeCTBa IeTCKUX reMaToioroB u oakosoros (HOATO),
KOTOpasi OCYIIECTBIISIETCST TIOJ, PYKOBOJICTBOM MWUH3Ipa-
Ba Poccum (puc. 1). Hagano mpoekTy ObLIO MOJIOXEHO
B kKoH1e 2017 .

Kaxnprit u3 cyobektoB PO nMeeT yHUKaIbHYIO CUCTE-
My OKa3aHUs TIOMOIIM [JETSIM C TeMaTOJOTUYECKUMU
U OHKOJIOTUYECKUMU 3a00JIEBAHUSIMM, KOTOpAsl CIIOXKU-
JIach UCTOPUYECKHU U B HACTOSIIIIEE BPEMsI HAXOIUTCS TIO
BIVSTHUEM MHOXeCTBa (DaKTOpPOB — OT JIaHAIIA(MTHBIX
0COOEHHOCTEl perMoHa M ero TIJIOMIAAH 10 Y9eTa CIielu-
(buky MeaMKO-OpraHU3aIlMOHHON CTPYKTYPhI TTPO(PUITh-
HOM CITy>XObl M HaJIAXXMBAaHUST COTPYTHUYECTBA C COCEMI-
HUMU peruoHamMu 1 ¢eiepaibHBIMU [IEHTPaMMU.

DTO cKa3bIBaeTCsSl HAa HEOJHOPOTHOCTH TOKa3areseit
3a00J1eBa€MOCTU 1 OOIIIEl BHIKMBAEMOCTH JIETEN C remMa-
TOJIOTMYECKUMU UM OHKOJIOTMYECKMMM 3a00JIeBaHUSIMU
B pa3nuuHbIX peruoHax PD [4, 5].

MacitabHble MCCIIEIOBATEIbCKUE pPAOOTHI JAPYTUX
CTpaH OTPENENISIOT BaXHbIE COCTABJISIIONINE, TTOBBIIIAIO-
e 1aHe aereit co 3HO Ha BeI3MOpOBIIeHNE, 8 UMEHHO:

- JIeYeHNE COTJIACHO MYJIBTUIIEHTPOBBIM ITPOTOKOIAM
U KJIMHUYECKUM PEKOMEHIAIMSIM BEIYIIUX METUIINH-
CKHX COOOIIECTB;

- IOCTYITHOCTb MEIUIIMHCKUX YCIIYT B MECTE TIPOXKMUBA-
HUs pebeHKa;

- ONTUMAJIbHAsI MapIIPYTU3aIUsI TalueHTOB [6—8].

Mocaanne Ipe3naenta
DenepaibHOMY

UYTM
HMO T™M

®

Cobpanuio
Tpoexr dlacnoprusauis
Tesiic 06 oBlICHAIOHATHHOT CayiGhI seTckoii
nporpamve GopsGBI ¢ oHKonOrHEil onkonorii B Pd»
Mapr2018 . Mapr—cenTsnops 2018 r.
OxTadps 2017 1. Jlero 2018 1.
HMULL IFOU

__ um. JImutpus Porauesa
HaunoHabHEL 11k paseiTHs
CoyKGBI ACTCKOl FeMaTONOTHH-
otkozorHI

HMHLLJITON iy Porasiena
Haunonansisii uerrrp, HOITO —
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Fig. 1. Project “Certification of the service of pediatric hematology-oncology”

Nudorpadurka kak MeToa Busyaausaluu OOJbLIOrO
MaccuBa JaHHBIX [9] MIMPOKO MpPUMEHSIETCS Crielua-
JIUCTaMU W3 Pa3fIMYHBIX objacteil. OmbIT 3apyOexKHbIX
ABTOPOB TMOKAa3bIBAET YCIEIIHOE MCIOJAb30BaHUE MHOO-
rpaduky B MeIMIIMHE: TIpocBelienne HaceneHus [10, 11],
oOydyeHue Bpauel-KIMHULIKUCTOB [12], momymspuzanms
Hay4YHbIX TpynoB [13], nuadopmMupoBaHue CIEUATNCTOBR
CMEXHBIX crieriuaibHocTel [ 14].

ITo manaBM Search Engine Journal [15], madorpadu-
Ka UMEET Psill IPEeUMYILECTB:

1. Tlpunsartue peuienuii. Mudorpaduka yckopsier
00pabOTKy U MOHUMAaHUE CJIOXHOW WH(MOpPMAIMU, YTO
MPUBOAUT K 60J1€€ OBICTPOMY NIPUHSITUIO PEIICHUIA.

2. BoamoxHocTh KoMmmyHukauuu. Mudborpaduka
no3BoJisieT 6ojee 3hHEKTUBHO pacpoOCTPaHATh UHDOP-
MallMIO U TepefaBaTh 3HAHUS, ONpenesseT dojee rybo-
KO€ TOHMMaHUE paccMaTpuBaeMoil MpoOIEMBI.

3. Tlpusneuenue BHumanwus. Uadorpaduka momo-
raeT yaeJsaTh BHHMaHWE CONEPXKMMOMY Ha OoJiee -
TEJIbHOE BPEMSI.

4.  BwipazurensHocTh. MHborpacduka Gonee mpu-
BJIEKaTeJIbHA, YeM TEKCThI, MMOCKOJbKY COYETaeT B cebe
00pa3bl, acCOUAMU, LIBETA U CMBICIOBON KOHTEHT.

OpHuM 13 BUIOB MHGOTpabuKu SBISIOTCS MH(pOTpa-
(pryeckre KapThl, KOTOPbIE UCIOIB3YIOT IJII OTOOpaxe-
HUS TePPUTOPUATIBHBIX OCOOEHHOCTEN M YCTAaHOBJICHUS
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cBsI3eil Mexxay oobektamu. MMeHHO JaHHbBI BUI MHPO-
rpadyKu KOJIJIEKTUB aBTOPOB M30pajl B KAYECTBE UHCTPY-
MEHTa OLICHKHU Y MACIIOPTU3aLIMK CIIy>KObI IETCKOM remMa-
TOJIOTMU-OHKOJIOTMU B cyObekTax P®d.
BhliieniepeynciieHHbIE MOJIO0XKEHUS ONPEASIIN Lellb
JIAHHOTO MCCJIEIOBAHUS — CO3IaHUE MHCTPYMEHTA OLIEHKU
CJTy>KOBI IETCKOI reMaTOJIOTMM-OHKOJIOTMH B CyObeKTax PD.

MarepuaJibl 1 METOIBI

IIpoekT Mo macnopTu3aluu TPOPUIBHONM CITYXKOBI
B cyobekTax PD cocTost U3 CIIeayIoInX 3TanoB: MOAro-
TOBUTEJIbHBIN (0030p JMTEpaTyphbl, pa3paboTKa aHKEThI
U TMPOTOTUIIA MHCTPYMEHTA), aHKETHpPOBaHUE, aHAIU3
U KOAupoBaHMe WHMOpPMALIMKM, co3JaHue UHdorpa-
¢uryecknx KapT, MpeaocTaBICHUE Pe3yJbTaTOB pPabOThI
B MuHucrepcTBO 3apaBooxpaHeHuss PO u mis npodec-
CHOHAJBLHOIO COOOIIIeCTBa, a 3aTeM IpUMeHeHue MHDO-
rpacduyeckux KapT B padote (puc. 2).

CTAPT
DKcIepTHas OLCHKA
Pa3paboTka aHKeThI AHKETHPOBAHHE  —>| OJTy4EHHBIX JAHHBIX
U ee aHaIu3
IIpenocrasnenue
Koaupopanue uHbopMaun
D —> Co3nanue kKapr =~ > $bop
nHpOpMaLHN B MHHHCTEPCTBO
3/1paBooxpaHeHus PO

Pacceuika kapT
B CyOBeKThI PO

[Momyuenne
00paTHOIi CBsI3N

IIpumenenne kapT
B pabore

—

Puc. 2. Omanwvt npoexma «Ilacnopmuzayus cayicol 0emckoil eemamono-
euu-onKonoeuu cybsexmog PD»

START
Questionnaire . Expert evq[uation
development — g —| of'the gbtamed dgta
and its analysis
!

Codi Providing information
| odmg > Creation of maps ~—>|  to the Ministry
information of Health of Russia

!
Distribution of cards - .
in the subjects of the |—— Getting feedback > S? of cards
. . in work
Russian Federation

Fig. 2. Stages of the project “Certification of the service of pediatric
hematology-oncology in the subjects of the Russian Federation”

AHKeTa 7151 TOArOTOBKHY KapT BKJII0Yasa B ce0sl CBE/e-
HUS 0 MEAULIMHCKNX opraHu3anusax (MO), oka3bIBaloIIIX
MEIUIIMHCKYIO TIOMOIIb AETSIM C TI'eéMaTOJIOIMYeCKUMU
U OHKOJIOTMYECKUMHU 3a00JIEBAaHUSIMU, O TEPPUTOPUAIIb-
HOI1 TOCTYITHOCTHU TMarHOCTUYECKUX MPOIeayp, 00 OcHa-
IIEHHOCTH CIYKOBI B PETHOHE, O IPUMEHSIEMbBIX METOIaX
(rmpoToKojax) JeuyeHus. AHKETHI ObLIM pa30CciiaHbl TJIaB-
HBIM BHEIITATHBIM JETCKUM CIELMATIMCTaM TeMaTojI0oraM
1 OHKOJIOTaM CyObeKTOB PD.

O0paboTka KapTorpaduueckoro n300paxkeHus cyonb-
ekta P® mnpomsBoamiach B BEKTOPHOM rpaduyecKoMm
penakrope Adobe Illustrator. [Tpu cozmaHum KapT ObLIM
MPUMEHEHBl METOAUMKM pPaboTBhl C TreorpaduyecKuMmu
nHpopMmaumoHHbIMU  cucteMamu (I C-texHomorun).
B kauectBe 00Opasiia n300paxkeHus ObUIM BBIOpAHBI Kap-
Torpapuueckre gaHHble KapT (Google, BKIIOUYarolue
B ce0s1 HeoOXomuMylo reorpaduueckyro MH(GOpMaLUIO.
IMonyyeHHOe M300paxkeHUe OBIIO 3aKPEIIEHO B «CJIOE
MOJIOKKI» BEKTOPHOTO rpaduyeckoro peaakropa Adobe
[llustrator. [ mocienyonmx AeWCTBUN CO3MaH HOBBIM
«CJIOW», B KOTOPOM OTOOpaxKaJMCh KOHTYPbl OOBEK-
Ta, a UMeHHO cyobekT P®d, ¢ BhIZeIeHMEM €ro TpaHMIl
ornopHbIMHU TouKamu. [1pu 3aMbIKaHUM KOHTYpa BbIOpaH
LIBET 3QJIMBKU O00BEKTa, a TAKXKE LIBET U TOJIIMHA TUHUU
rpaHuipl. B crienyroiem «cioe» HaHeceH agMUHUCTpa-
TUBHBIN LIEHTP cyobekTa PD. JIyis coxpaHeHusT MOJydeH-
HOTO M300pakeHusl MePBOHAYAIbHBIN «CJION MOMTOXKI»
BBIOCIISIETCS] KaK <«HEBUAUMBIM». [lamee moaydyeHHOE
rpagpuueckoe n3o0paxkeHue ObIJIO COXpaHEHO B rpaduye-
ckom ¢popmate PNG.

Ha sTarne pa3pa®oTKu IIpOTOTUIIA UHCTPYMEHTA ObLIO
OCYILIECTBICHO KOAUPOBAHUE TTOTyYeHHOU MHMOpMAIIUN
(BBIOOp MKOHOK, I1IBeTa, pa3Mepa IupudTa, pacrono-
xkeHne MO 1 obGo3HaueHMe 4yuciaa MPOPUIbHBIX KOEK).
Monmuduiupyemblii UHCTPYMEHT IO CO3JaHMI0 MHDO-
rpaduyeckux kapt ObU1 co3naH B mporpamme MS Power
Point ¢ coxpanenuem pesynbratoB B ¢popmare PDF unn
MHOM (T10 3a1pocy).

Pe3syabraTsl

PesynasraTom pa6otel ctan PDF-mokymeHT mpoekTa
«[lacmopt ciykObl JOETCKOW I'eMaTOJOrMU-OHKOJIOIUU
cyonekToB P®» ¢ mHDOrpadpuyeckumMmu Kapramm, KOTo-
PBIil TTO3BOJISIET ONEPATUBHO OLICHUTb COCTOSIHUE IIPO-
(uIbHOI CITyKOBI, BBISIBUTh CUJIbHBIC U CJ1a0ble CTOPOHbI
U chopMHUPOBATH MPEIOKEHUS UISI ONTUMU3ALUN Jesi-
teabHOCTH. CyonekThl PD, KOTOphIE HE BOIIUIM B COCTaB
JOKYMEHTa Ha MOMEHT €ro ITOATOTOBKU, HE MMEIM IPO-
¢dunbHOI cnyk0b1. Ha puc. 3 mokasaH nmpumMep nHdorpa-
(GUYEeCKOIi KapThl.

Wnporpadpuyeckas Kkapra UMeET 3ar0JIOBOK — Ha3Ba-
Hue cyobekta P®D. lleHTpanbHOEe MOJOXKEHNE 3aHUMAET
caMa KapTa perruoHa co caeIyloluMu 0003HAYCHUSIMU:

1. HasBaHue agMMHUCTPATUBHOTIO LIEHTPA.

2. MHxonku u HazBaHUs (denepaibHBIX U PEruo-
HaJbHBIX TPO(PUIIBHBIX LIEHTPOB (CJIeBa Ha KapTe).

3. HWkonka u HazBaHue ocHOBHO# MO pernona, rue
pa3BepHYTH MPOMWIbHbIE KOWKM (CIIpaBa Ha KapTe).

4. OrtMeTKa caMOii TEpPUTOPUATBLHO YIAJEHHOM OT
MPpOMWIbHBIX KOEK TOYKH B PETUOHE.

5.  Hanuuume B pernoHe cTaHIIMK/OTAEICHUS Tepe-
JIMBaHUsI KPOBMU.

6. Ywucno koek 1o nmpodwiIsiM, UX PacIioNoXeHue
U LIBETOBOE KOAMPOBAHUE.

7.  Yucno MyJBTULEHTPOBBIX MPOTOKOJIOB, KJIMHU-
YeCKMX PeKOMEHIALIMiA, IPUMEHsIeMbIX B cyobekTe PD.

8.  Hamuune KOHCYIBTaTMBHOTO TIpYeMa 1 €r0 MeCTOHA-
XOXIeHHUe (Ha TePPUTOPUY CYOBEKTa UJIH 32 €0 IPeIieIaMu).
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MACMOPT CNYXXEbl AETCKOWA FEMATOIOMMU-OHKONOr MK

T+ UHoi dhepepanbHbiin
___ npodUNbHbIA LeHTP

nart

AAMUHUCTRATHBHBIA

__ Hmuuy groun
uM. AMutpus

Mnowapnb cy6bekTa PO
OcHoBHasa MO, rge
OKa3blBaeTcA MeAMUMWHCKana
noMolLlb AeTaM
no npodunaM «geTcKasa
reMatonorma» U «aercKkas

AQMVHUCTPATUBHBIN LIEHTP
HOeTckoe HaceneHue, 2017 r.

E>XeroaHo auarHocTupyetcs

UeHTR
] "I'-i- /

PoraueBsa

nT

MO cocepHero perMoHa,

rae
noMoLub AeTaMm

no NpoduNaM «aeTCKan
TeMATONOrHA» M «aeTCKan
OHKONorma»

Xocnuc/pom pebeHka

00

rN1aBHbIN BHELUTATHbIA @TCKUN FeMaToNor-OHKONOr:
rNaBHbIM BHELUTATHbIN AETCKUIA XUPYPT:

rNaBHbIN BHELUTATHbIV CNeLnanvcT nanamaTMBHON CiyKObi:
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00 000 kM®

Hassanue
000 000 yen.

00 naumeHToB (TsHKenble
remarosioruyeckme
1 OHKONOTNYecKue 3a6onesaHns)

AeTCKasa remMaronorna-oHkosnormsa

OHKORnorua» Cneuvnanusauus
Kn 00 KT MPT
=‘ MynbTULEHTPOBbIE
& ‘+ onK NPOTOKONbI:
30
00/60
S~ OHKONOruyeckKui
AUCnaHcep
S nT OcCHOBHble
o (C aHecTeanen unu HO30M0rNK,
\\ BE3 aHecTe3umn) NeyeHne KOTopbix
So BbINONHsETCA
‘\\ B peruoxe:
N
~ Q0 kM
~
S
am
Ddamunua Uma OTyecTBo Peaxune
reMartonoruyeckue
Ddamunua Uma OTyecTBo W OHKONoOruueckue
Damunms Mima OTyecTBO 3aGonesanua

nepeyncaeHne Ha3BaHui
MPOTOKOJIOB, HAMPHMEP:
AML-BFM-2004

VN «NO peKoMeHaaLmnsM
dhenepanbHbIX LEHTPOB»

lepeymcrerHne Hozomn0rmi ,
Hanpumep:

OJJ1, ocTpble HenuMdOGIacTHble
Nenko3bl, TMMMOOMbI

lepeyumcreHne HO3010Mmi,
Hanpumep: enyxonn LHC

Puc. 3. lpumep xapmor demckoii eemamonoeuu-onkonocuu cayxcov cyosekma PO: 19T — nozumponno-smuccuonnas momoepagus; JIT — ayuesasn
mepanus; KIT — koncyromamuenoiii npuem; CIIK — cmanyus nepeausanus kposu; KT — komnvromepras momoepagpus; MPT — maecnumno-pe3oHanchas
momoepaghus; OIIK — omdenenue nepeausanus kposu; OJIJI — ocmpoiit aumgpobracmuviii neiikos;, [IHC — yenmpanvhas nepenas cucmema

PASSPORT OF THE CHILDREN’S HEMATOLOGY-ONCOLOGY SERVICE OF THE REPUBLIC/KRAY/REGION

T+ Other federal
profile center

PET

Administrative

center N
] Te /

Dmitry Rogachev National
Medical Research Center

Main medical organization The area of the subject

where medical care is provided
for children in the profiles
“pediatric hematology”

and “pediatric oncology”

of Russian Federation is
Administrative center
Children’s population, 2017
Diagnosed annually

of Pediatric Hematology,
Oncology and Immunology

RT

Medical organization

in the neighboring region,
where medical care is provided
for children in the profiles
“pediatric hematology”

and “pediatric oncology” Blood

Advisery reCeption
Hospice/Child’s Home

00

Chief freelance children’s specialist hematologist-oncologist
Chief freelance pediatric specialist surgeon

Chief freelance palliative care specialist

N N
transfusion station's

00 000 km?

Name

000 000 people

are 00 patients (severe hematological
and oncological diseases)

pediatric hematology-oncology

Advisory 60 0O CT MRI
[ECERLEE Multicenter
:‘ Blood . protocols:
& - transfusion
department
30 00/60
Oncological
dispensary
\\\
RT The main nosologies
S (with anesthesia or that are being treated
\\\ WITHOUT anesthesia) in the region:
~,
N,
~,
\\s
S 00 km
N
AD
Full name Rare hematological
and oncological
Full name diseases
Full name

enumeration of protocol names,
for example AML-BFM-2004

or “according
to the recommendations
of the federal centers”

a list of nosologies,
such as ALL,

acute non-lymphoblastic
leukemias, lymphomas

Enumeration of nosologies,
for example, CNS tumors

Fig. 3. Example of a card of pediatric hematology-oncology service of the subject of the Russian Federation: PET — positron emission tomography;
RT — radiation therapy; CT — computed tomography; MRI — magnetic resonance imaging; ALL — acute lymphoblastic leukemia; CNS — central nervous system

9. Ilposenenue JIT, rae BbioaHseTCs (B OHKOJOTH-

12.  Jlokanu3auusi U Ha3BaHUE YUPEXKIECHUI, T OKa-

YecKOM IMcIiaHcepe cyobekta PD, B meTcKoi KIIMHMYE-
CKOIi OOJIbHUIIE WJIH 3a MpeaeaMy perioHa), C aHeCTe3M -
OJIOTMYECKUM ITOCOOMEM MITK Oe3 HETO.

10. BoamoxHocTb Busyanuzauuu (KT, MPT, I19T),
Ha 6a3e KaKiX y4peKIeHUA.

11. B03MOXHOCTb TpOBENECHUST TeJeMEeAULIMHCKUX
koHcyapTauuii B HMUL ITOW um. imutpust Porauena.

3bIBalOT pea6I/IJ'[I/ITaL[I/IOHHYIO noMOIIb.

CnpaBa OT KapTbl NPEACTaBICHbI: YUCICHHOCTb ACT-
CKOTO HaCeJIeHUS; YUCIO NETEW, €XETOIHO 3a00J1eBa0-
WX TAXKEJIBIMU T€MATOJOI'MYECKUM HEAyraMu u 3HO,
crienaan3alusa HpO(I)I/IJIBHOFO LICHTpa/ OTOCJICHMUA;
YUCJIO BbIMOJHACMBIX MYJIBTULIEHTPOBBLIX (TepaHeBTI/I—
‘IGCKI/IX) IIPOTOKOJIOB; OCHOBHBLIE HO30JIOTUU, JICUCHUHE
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KOTOPBIX BBIIIOJIHSIETCSI B CYObEKTe, M JOCTYITHOCTD JIeUe-
HUS peakux GopM 3a00JieBaHUI 110 TPOPUIIIM «IeTCKas
reMaTOJIOTUSI» U «IeTCKasi OHKOJIOTHS». B TeBoM HUKHEM
yriry — @HMO perioHaabHbIX [NIABHBIX BHELUITATHBIX IET-
CKUX CIELHUAIUCTOB.

Jna equHOro MOHMMAaHMSI 3HAKOB 1M O0O3HAUCHUI,
HCIOJIb3yeMbIX B KapTax, ObUIa cO3JaHa JiereHaa [ist
nexkomnupoBaHus (puc. 4). UKoHKU 1151 0003HAYEHUI B35~
ThI ¢ OecruiaTHOro pecypca flaticon.com.

B xone ncnonmHeHus ripoekTa Obla cchopMHpoBaHa Tiep-
CoHU(pUIIMpPOBaHHAas 6a3a JaHHBIX KOHTAKTOB PYKOBOIUTENIEH
OpraHOB UCTIOJIHUTE/ILHOM BJIACTH B PETMOHE, OTBETCTBEHHBIX
33 OPraHM3aLIMI0 MEAULIMHCKOM ITOMOIITH AETSIM ITO ITPOMIISIM
«IETCKasi TeMaTOJIOTHSI» U «[IETCKasi OHKOJIOIMs1», OOHOBJICHBI
CBEIICHMSI O TJIaBHBIX BHEIIITATHBIX CIICLIMAIMCTAX (TIeAMaTpax,
JETCKUX TeMaToJIorax, IETCKMX OHKOJIOTax, JeTCKUX XUPYyprax,
JETCKUX aJuleprojorax-mMMyHosorax) ¢ ykasannem OO
¥ KOHTAKTHBIX JAHHBIX 151 JaTbHENIIIEi COBMECTHOI paOOTHI.

MACIMOPT CNTYXKBbI ﬂETCKOI‘;!UFEMATOJ'IOFVIM N OHKOJIOIrnMun
POCCUUCKOWU ®EOEPALIMU

denepantHLie
W peruoHansHee
NPodMnbHEIE UEHTPBI

I" OBY3 «OﬂKE» - MeaUUMHCKAn opraHu3aums
cyGwekta PO (MO), roe ecte

NPEOMUNBHBIE KOMKK

T HMMU Aroun
__ uMm. AMuTtpun Poraueea

42 120 km

caMan yaaneHHasa
OT NPOMUNBEHLIX OTAENSHWA TOUKa

- CTaHUWa nepenueanHus kpoeu/
oTAeneHne NepennBaHns KPoeu

&. cnk/onk

15 = konkw no npoduno :3
" $ ¢y oY

C cepTudmukaToM
30 ' '

10 - Kok No npodumo

o o peabunMTaumoHHbIE
3 - Kok nNo npodunio oTaeneHua
«NannMaTMeHas NOMOLbL:

Yucno epadei Kn
Bpaua-J1eTCKOro reMatonora

KN = KOHCYNLTATUBHLIA NpUeM
BpayYa-JeTcKoro oHKonora

CyBhekT PO

AOMUHWUCTPATUBHEIA
LeHTp

HaceneHHbIi NyHKT,
roe ects MO

NT - nyyesan Tepanvs: C
AHECTe3NO0SIOrMUBCKUM NOCOGUEM
unmn 6e3 Hero

= KOHCYNbTaTUBHLIN Npuem

KT/ MPT/N3T - focTynHocTs
BU3Yanu3aumm

Tenemepq - BO3MOMHOCTL MNOAYUEHWS TENEMELMUNHCKNX KOHCYNLTALMiA
cneuymanuctoe HMKL OO vM. OMutpua Porauesa

Puc. 4. Jlecerda ons dekoduposanus Kapmol cayincobl 0emcKoll 2emMmamonoul-oHK0A02Uu

PASSPORT OF THE CHILDREN’S HEMATOLOGY-ONCOLOGY SERVICE
OF THE RUSSIAN FEDERATION

+~ Dmitry Rogachev National
Medical Research Center
of Pediatric Hematology,
Oncology and Immunology

— federal and regional
profile centers

— medical organization

+ Regional Children’s
of the subject of the

Clinical Hospital

— the most remote
point from the branch

43 120 km

Blood transfusion station/Blood transfusion department

Subject of the Russian Federation

Administrative center

Locality where there
is a medical organization

15 — beds on the hematology = Number of doctors with Consultative consultation RT (with anesthesia
profile LI 2 certificate of with a pediatric hematologist or WITHOUT anesthesia)
36 hematology
and oncology Consultative consultation CT/MRI/PET -

10 — beds on the oncology

profile o
Rehabilitation

3 — beds on the palliative care departments

profile

with a pediatric oncologist

visualization availability

Telemed — the possibility of obtaining telemedicine consultations of specialists
at Dmitry Rogachev National Medical Research Center of Pediatric Hematology,

Oncology and Immunology

Fig. 4. Legend for decoding the card service of pediatric hematology-oncology
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«ITacnopT ci1y>KObI» MOXKET OBITh UCIOJIb30BaH IIMPO-
KHAM KPYroM JIMII ¥ OpTaHU3alMi IJI MPUHSITUS yIIpaB-
JICHYECKUX pEeLICHMII M pa3pabOTKU COOTBETCTBYIOIIMX
MEPOIPUATUIA TI0 ONTUMM3ALUU ACITEIBHOCTU CIIY>KObI
JIETCKOI TeMaTOJIOIM1-OHKOJIOI M.

OO0cyxaeHue

B pamkax maHHO# paOOTHI yaajaoch MOJIYYUTh, 0Opa-
00TaTh W TPEACTaBUTHh B JOCTYITHOM BHUIE aKTyaJIbHYIO
MHOOPMALIUIO O COCTOSTHUM CIIy>KObI IETCKOM TeMaTOoJI0-
rMU-0HKOJI0THUM B 77 cyobekTax PD. Co3maH MHCTPYMEHT
OLICHKU CJTY>KOBI IETCKOI reMaTOJIOTM-OHKOJIOTUU CYO'b-
ekToB PD, Kaxas U3 KOTOPhIX MUMEET CBOIO YHUKAIBHYIO
CHUCTEeMY OKa3aHUS MEIUIIMHCKON IMOMOIIU B 3aBUCUMO-
CTU OT aAMMHUCTPATUBHBIX U KaAPOBBIX PECYPCOB PETUO-
Ha, MaTeprabHO-TEXHUYECKOI 0a3bl, TEPPUTOPUATBHBIX
0COOCHHOCTE!, HAIaXKeHHOTO COTPYAHMYECTBA C PETHUO-
HaJIbHBIMU U (beiepaqbHBIMU TPODUILHBIMY [ICHTPAMU.

AKTyaJbHBIC CBEACHUSI O MOTCHILMANIe CIIY>KOBI JeT-
CKOIf TeMaTOJIOTUN-OHKOJOTUM B KaXXIOM U3 CyOBEKTOB
P® u B Lej0M 1O cTpaHe CTaHyT 0a3ucoM JUlsl IJIaHU-
pOBaHUsS MPOTpaMM paHHE! NMArHOCTUKU U CKPUHMHTA
3HO y nereit [16], obecrieyeHrs] ONTUMAaJIBHON Mapii-
pyTM3alMU NaleHToB [7, 8], MporHo3upoBaHus oobeMa
JIeKapCTBEHHBIX cpeAcTB [17], miaaHupoBaHus oObema
MOJATOTOBKM Bpadeil u MeauimHcKux cectep [18], oomeHa
nHpopmaumeir ¢ MO pa3nuyHbIX yPOBHEN, OpraHn3aluu
o0beMa maJIMaTUBHOM momoniu [19].

Kax mnoxkazana mpaktuka mnoarotoBku «Ilacmopra
CITy>KOBI», TIpU padoTte ¢ MHdorpacduKoil BakHO COOJIIO-
IaTh OajlaHC MEXTy TeKCTOM M BU3yaJbHBIMU oOpasa-
MM, YTOOBI HE OBLIO IMEPEerpyKeHHOCTH TEKCTOM WU
Hao00pOT NKOHKaMU. KpoMe Toro, BaxkeH eIUHBIN CTUIb
oopmiieHrsT (eauHasl I1IBETOBasl MaJIUTpa, pa3Mephl
MKOHOK M mIpucTa I Bcero moKyMeHTa). O0si3aTelib-
HbIM YCJIOBUEM SIBJISIETCSI HAJU4KME JOCTYIIHOM JIETeHIbI
¢ pacuipoBKoii obo3HaueHUil. OTHUM U3 BOIMPOCOB,
BCTaBIIMX IPU CO3MAaHUM HHCTPYMEHTa, CTaja IIPUO-
PUTETHOCTh U TIOCIenoBaTeIbHOCTh MHpopMaunu [20].
B HareM ciryuae oCHOBHO# aKIIEHT ObLI ClieJlaH Ha KapTe,
a BCs ocTajibHasl H(MOpMaIivs ObUTa JOTOJIHUTEILHOM.

IIpencraBnsiercsl 1eaecooOpa3HbBIM Ha OnMKaiiiie
TOJbI COCPEIOTOUNTh BHUMAHUE Ha CJEAYIOIINX HarpaB-
JIEHUSIX paboThI ¢ «[TacrmopToM City>KObI»:

1. BbigBiaeHUe TeppUTOPUATILHBIX OCOOECHHOCTEH
B OpraHu3aliu CIyXObl IeTCKOM reMaToJOrM1-0HKOJIO-
MU B KaxIoM U3 cyobekToB P®D, ompenenieHue ciiabbix
MECT U TOUYEK pPocTa.

2. OntumMzaumst MapuIpyTU3allMU C COCETHUMMU
peruoHaMu ISt o0ecreyeHrsI KaYeCTBEHHOW 1 CBOEBpe-
MEHHOW MEAULIMHCKOUN TTOMOILU JAETIM.

3.  OmpeneneHue KIIOYEBBIX ILIEHTPOB B KPYITHBIX
ropogax Ha 0a3e TEKYIIUX PErMOHAIBbHBIX LIEHTPOB NIET-
CKOIf TeMaTOJOTUM-OHKOJIOTUHN IIJIT TUArHOCTUKU Jieue-
HUS U peadMIMTalIMY TTallMeHTOB.

4.  PamxupoBaHUe PETrMOHOB IO CTENIEHW HYyXKIae-
MOCTH B Kypallui HalIMOHAJIBHBIM ITPOMUILHBIM LIEHTPOM.

5. OOecrieyeHHOCTb KaJipaMy COIJIACHO TOTPeOHO-
cTsM cyobekTa PO.

6. HanaxuBaHue cCHUCTEMbl IPOBEACHUS TEACMEIM-
LIMHCKUX KOHCYAbTauii B MO cyobekToB PD.

7. Wcnonb3oBaHue WH@oOrpauyeckux KapT Ipu
BBIE3IHBIX MEPOIPUATHUIX B KOHKPETHOM CyObekTe PD
U ITOJATOTOBKE OTYETOB M MyOJIMKAIIWIA.

8.  Ilpomomxenue corpynHuuectsa HMULL ATOU
uM. Imutpus Porauesa u HOJT'O ¢ ceTbio MpodUIbLHBIX
LICHTPOB/OTAEICHUI CyObeKTOB PD.

3akioyenne

Co31aHHBIII MHCTPYMEHT OLIEHKM COCTOSIHUST CITY>KObI
JIETCKOI reMaToJIOrMU-OHKOJIOrMH cyonekToB PD (B hopma-
Te uH(porpadpuIeckrx KapT) odecreuns KOMITJIEKCHBI oI~
XO[I B IIPOBEICHNU UCCIICIOBAHNS 1 €IMHbIIA aITOPUTM cOopa
MH(bOPMAIIMK OT IIABHBIX BHEILTATHBIX JETCKUX CIICIIAAIII -
CTOB I€éMaTOJIOTOB 1 OHKOJIOTOB, a TAKXKEe BBISIBUJI ITOTPEO-
HOCTb B IIPOJIOJDKEHUU YITyOICHHOTO aHaIM3a CIIYXKObI.

Wndorpapuyeckne KapThl B IOJHONW Mepe MOTYT
HCIIOJIb30BaThCsl B KaueCTBE MHCTPYMEHTA [JIsI BBISIBJIC-
HUSI TEPPUTOPHUAIBHBIX OCOOEHHOCTE B OpraHM3aluu
npodUJIbHON CayXObl cyonekToB P®D, onTuManbHOI
MapUIPYTU3aLMy MALIMEHTOB U PEIICeHUsI MHBIX OpraHu3a-
LIMOHHO-METOAMYECKUX 3a/1a4 3[1PaBOOXPAHEHUSI.
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Onbim neYyeHud UMMYHHOI mpomboyumonenuu
B OmjaeneHuu oHkoremamonoruu BopoHe:KcKoil o6nacmuoi
AeMmcKoll KnuHu4yecKkol 6onbHUYbI Neo 1

H.B. IOmuna'!, M.B. Bensnckas', M.A. Conosbepa', I'.B. Tpyonukosa', E.A. Ps6oBa’,
10.C. Opunnnnkosa', E.A. Opiosa', JI.A. Ckopoooratosa', H.B. Bpexnesa', C.A. PsaooBa’,
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'BY3 BO «Boponexcckas obaacmuas demckas kaunuyeckas 6oavhuya Ne 1»; Poccus, 394087, Boponec, ya. Jlomonocosa, 114;
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Poccus, 394000, Bopouneac, ya. Cmydenueckas, 1

Konmaxmmuuvie dannvie: Hamanvs bopucosra FOouna n.yudina@list.ru

Beeoenue. Ummynnas mpomboyumonenus (UTII) — dobpokauecmeennoe eemamonoeuueckoe 3a001e8anue, XapaKmepusynujeecs uso-
AUPOBAHHBIM CHUIICEHUEM YPOBHS MPOMOOUUMO8, UuMeroujee pasiuutble 8apuaHmol meueHus, mpeoyroujue Kax NPUHImMuUs CPOHHO20 me-
PANesmMuUUecK020 peuleHus, mak u KAUHU4ecKoeo Habaodenus 3a nayuenmamu. Ha coepemennom smane 6 neuenuu demeii ¢ UMMYHHOLUL
mpomboyumoneHueii, 0CO6eHHO ¢ XPOHUUECKOl (opmoil, docmueHymsl 3Ha4UmenvHble ychexu. Tepanesmuyeckue onyuy onpeodessomcs
UHOUBUAYANBHBIM NOOXOOOM K GONbHOMY U OCHOBbIBAKOMCS HA ONbIME 8PaUA-2eMAMOoN0ed.

Mamepuaavtumemodst. 3anepuodc 01.01.2013no 31.12.2017 6 onkocemamonoeureckom omoesenuu xumuomepanuu bY3 BO BOJIKBNo 1
noayuanu neqenue 153 pebenka ¢ pazauunvimu gpopmamu UTII 6 6o3pacme om 1 2ooa 6 mecsauyee do 17 nem. duaenocmuxa u cmadust 3a60-
N€6aHUsL NPOBOOUAUCH HA OCHOBAHUU COBPEMEHHbIX KAUHUHecKUX pekomenoauyuii u kaaccuguxayuu UTII. [Iposeden ananus evipasrcenHocmu
2emoppazu1ecko2o cuHopoma npu nocmarogke ouaernoza MU TII. Tpunyunst mepanuu nayuenmos 0CHOBbI8AAUCH HA NAMOLEHEMUHECKUX MO-
menmax UTII, cmaduu 3a6onesanus. boavhole ¢ énepevie gvisigaennoi UTII (n = 106, 69,4 %), nepcucmupyroweti popmoit (n = 26, 16,9 %)
HOAYMANU PA3AUMHbIE AUHUU MEPAnUU, NPe0yCMOMPEHHble KAUHUMECKUMU DeKOMEHOAUUSIMU, YaACMb NAUUEHM08 HAX0OUAUCh MOAbKO N00 Ha-
Onrodenuem spaua-eemamonoea. Xponuueckas ghopma meuenus 3abonreeanus copmuposanacs y 21 (14 %) pebenka uz 153, nezasucumo om
suda neuenus. Jlemu ¢ XpoHU4ecKol popmoil NOAYHANU PA3AUUHbIE AUHUU MEPANUU, 8 MOM YUCAe A2OHUCbl MPOMOONnoImuHa. Peuenue no
6e0eHUI0 MAKUX NAUUEHMO08 OCHOBbIBANOCH HA COBMECHHOM 00CYHCOeHUU CO CReUUarucmamu Kpynteiuux gedepaisioix yenmpos. CnaeHx-
MOMUS 3a YKA3AHHbLIL 8blide nepuod 8binoaHeHa 1 pebeHKY ¢ GblpaiCeHHbIM U XPOHUYECKUM «BAANCHBIM»> KOMHOHEHMOM 3a001€8aHUS.
0ocyxcoenue. Jleuenue UTII y demeil, Hecmomps Ha noseaeHue HOB020 KAACCA NPenapamos ¢ mapeemuovim 3Qpexmom, 6 psade cayuaes
npedcmaegasem cAoJiCHylo 3a0avy 045 epava-eemamonoea. TIpunsmue KOHKPemHO20 Mepanesmu4uecko20 peuleHis OCHO8bl8aemcs Ha bl-
PANCEHHOCMU KAUHUMECKUX U 2eMAMOA0_UMeCKUX OaHHbIX NAUUEeHMA, NOUCKe 803MONCHOL NPUMUHbI MPOMOOUUMONEHUHECK020 COCMOsl-
HUsL, a maKce UHOUBUIYanrbHom onvime epava. Ilpedomepauerue u npopuaaKkmuKa KposomeueHull y G0AbHbIX ¢ PA3AUUHbIM MeUeHUeM
HTII, 6 yacmnocmu c xponuueckoii HTII, c omcymcemeuem unyu MUHUMANbHbIM NPOSGACHUEM 2eMOPPALUMECK020 CUHOPOMA NO NPUHUUNY
«0 kposomeueHuil 6 200» 7645eMCs KOHEUHOU mepanesmut4eckoil 3aoaueil.

Sakarouenue. UTII y demeii, 6 yacmnocmu ee Xponuteckas popma, OMHOCUMCA K 0pQAHHbIM 3a001€6aHUAM, NOIMOMY ONbIM 8E0CHUS
makux 60AbHbIX MOJICem Oblmb noaeseH 8 onpedeseruu 00uell maKmuKuy ae4eHus NayueHmos.

Karouesnie caosa: demu, ummynnas mpomooyumonenus, namoeeHe3 UMMYHHOU MpOMOOUUMONeHUuU, GHYMPUBEHHbIE UMMYHORA00YAUHbL,
AedeHue UMMYHHOU mpomMOOUUmMoneHul, a2oHUcmol MPOMOONOIMUHOBLIX PeUEenmopo8, CHACHIKMOMUSL

Jas yumuposanus: FOduna H.b., beaanckas M.B., Coaosvesa M.A., Tpyonuxosa I.B., Pabosa E.A., Osuunnukosa FO.C., Opao-
eéa E.A., Ckopoboeamosa J/I.A., bpeucnesa H.B., Pabosa C.A., bvikosa H.JI., Capeuna E.B., Illmoxanros A.A., Cmenanosa T.B.,
Ipebennurxosa U.B. Onvim neuenus UMMYHHOU MPOMOOYUMONeHUU 8 omoeaeHulU oHKozemamonoauu Boponescckoii obaacmmoii demckoil
Kaunuueckoi 60avHuybt No 1. Poccutickuil scypran demckoil eemamonoauu u onkonoeuu 2019;6(1):28—38.

Experience in the treatment of immune thrombocytopenia in the Department of Oncohematology
of the Voronezh Regional Children’s Clinical Hospital Ne 1

N.B. Yudina’, M.V. Belyanskaya', M.A. Solovyova’, G.V. Trubnikova’, E.A. Ryabova’,
Yu.S. Ovchinnikova’, E.A. Orlova’, D.A. Skorobogatova’, N.V. Brezhneva', S.A. Ryabova’,
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University named after N.N. Burdenko, Ministry of Health of Russia; 10 Studencheskaya St., Voronezh, 394036, Russia

Introduction. Immune thrombocytopenia (ITP) is a benign hematological disease characterized by an isolated decrease in platelet
count, with different course options requiring both an urgent therapeutic decision and clinical observation of patients. At the present stage
in the treatment of children with immune thrombocytopenia, especially with the chronic form, significant success has been achieved.
Therapeutic options are determined by an individual approach to the patient and are based on the experience of a hematologist.
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Materials and methods. For the period from 01.01.2013 to 12.31.2017, in the Oncohematological Department of Chemotherapy of the
Voronezh Regional Children’s Clinical Hospital No 1, 153 children with various forms of ITP, aged between I and 6 months to 17 years,
received treatment. Diagnosis and stage of the disease were carried out on the basis of modern clinical guidelines and ITP classification.
The analysis of the severity of hemorrhagic syndrome in the diagnosis of ITP was carried out. The principles of patient therapy were
based on the pathogenetic aspects of ITP, the stage of the disease. Patients with newly diagnosed ITP (n = 106, 69.4 %), persistent form
(n = 26, 16.9 %) received different lines of therapy, provided for by clinical guidelines, some patients were only under the supervision
of a hematologist. The chronic form of the course of the disease was formed in 21 (14 %) children out of 153, regardless of the type of
treatment. Children with the chronic form received various lines of therapy, including thrombopoietin agonists. The decision to manage
such patients was based on a joint discussion with specialists from the largest federal centers. Splenectomy for the above period was
performed for 1 child with a pronounced and chronic “wet” component of the disease.

Discussion. Treatment of ITP in children, despite the emergence of a new class of drugs with a targeted effect, in some cases is a difficult
task for a hematologist. The adoption of a specific therapeutic decision is based on the severity of the clinical and hematological data of the
patient, the search for a possible cause of the thrombocytopenic condition, as well as the individual experience of the doctor. Prevention
and prevention of bleeding in patients with different ITP, in particular with chronic ITP, with the absence or minimal manifestation of
hemorrhagic syndrome according to the principle “0 bleeding per year” is the ultimate therapeutic task.

Conclusion. ITP in children, in particular its chronic form, belongs to orphan diseases, therefore, the experience of managing such patients
may be useful in determining the overall tactics of treating patients.

Key words: children, immune thrombocytopenia, pathogenesis of immune thrombocytopenia, intravenous immunoglobulins, treatment of
immune thrombocytopenia, thrombopoietin receptor agonists, splenectomy
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Bgenenue

Nmmynnas tpombouuronenusi (UTIT) — ayromm-
MyHHOE 3a00JieBaHMEe, XapaKTepU3yIoleecs: CHIKeHUEM
Yyycia TPOMOOITMTOB BCJIEACTBUE aHTUTEI-OMOCPEOBaH -
HOW NIeCTPYKIIMM TPOMOOIIMTOB M TOBPEXIEHUSI Mera-
KapUOLIMTOB, KaK CJEICTBUE, CHUXEHUEM MPOAYKIIUU
TPOMOOIIUTOB U Pa3BUTHEM T€MOPPArMUECKOTO CUHAPO-
Mma [1]. lnarHocThYeCcKUil ypOBEHb TPOMOOIIUTOB, CBUIE-
TEJTBCTBYIOIINI O TPOMOOIIMTOIIEHUY, COCTABIISIET MEHee
100 x 10°/n [2]. KiIMHWYECKU TSKECTh MPOSIBICHUI
reMopparn4eckoro CUHAPOMa y JeTeil B OCHOBHOM KOp-
peNMpyeT C TSDKECThIO TpoMOonuToneHnn. PacrpocTpa-
HeHHocTh MTII y manieHTOB 1eTCKOTO BO3pacTa OTjinva-
€TCS B Pa3JIMYHBIX reorpapuuecknx 30Hax, HO B CpeaHEM
3a00JIeBaEMOCTD B roj cocrasisgeT 4—9 nereit Ha 100 000
JIETCKOTO HaceneHus [3].

CoBpemenHast knaccudukanus WTIT  pasnmensier
3a0oneBaHre Ha 3 ¢GOPMBI B 3aBUCUMOCTH OT TEUEHWUSI:
BriepBbie BoisiBiieHHass M TIT (muTtenbHOCTBIO 10 3 Mec),
nepcuctupyomas (ot 3 10 12 mec), XxpoHruueckas (CBbILLIE
12 mec) [4].

Otnonornyeckumu momeHtamu UTII y neteit B Kaue-
CTBE TpUTTEpa MOTYT CIYXUTh BuUpyc ODminteitHa—bapp
(BOb), uuromeranosupyc (LIMB), mapBoBupyc, BUpYC
KOpU, KPACHYXM, BETPSTHOW OCIIbI, BUPYC UMMYyHOIE(DU-
uuTta yenoseka [5—7]. CucreMHble ayTOUMMYHHBIE 3200~
JIeBaHUSI — CHCTEeMHasl KpacHasl BoldaHKa, aHTu(hocho-
JIMTIUIHBIN CUHAPOM — HEPEIKO COYETAIOTCS C NaHHBIM
3a00ieBaHEM, TIPU KOTOPOM M30JMPOBAaHHASI TPOM-

OOILIMTOIIEHUST MOXET OBITh MPEIUKTOPOM pPa3BepHYTOM
KJIMHUYECKOU KapTUHBI B TeUeHUE HECKOIbKUX JeT |8, 9].
B psne ciaydyaeB 3THOIOTUYECKUIT MOMEHT TPOMOOIIUTO-
MeHUN He UIEeHTU(hUIIMPOBAH.

WUcropuueckuit acnekt MTII kak ayTOMMMYHHOTO
3a00J1eBaHUSI MHTEPECEH C TOUKU 3PEHUS CO3MAaHUST pa3-
JIMYHBIX TePAreBTUYECKUX TIOIXOI0B U Pa3BUTUSI HOBBIX
nedeOHbIx omiuid. Tak, B 1915 . @paHK BrepBbIe TIpe-
nojioxui, yro maroreHe3 UTII cBg3aH co cHUXeHUEM
MPOMYKIIMYU TPOMOOIIUTOB METaKapUOIIUTaAMU BCIIEICTBIE
TOKCHUYECKOTOo (pakTopa, MPOAYLUPYEMOTO CEIE3EHKOM.
Brnocneacteuu  ctyneHt wmeauHctutyta P Kaznelson
panukanbHO u3MeHwn runortedy dpanka. OH Tpenro-
JIOXWJI, 4TO TPOMOOLIUTOTIEHUSI SIBJISIETCS CJIEICTBUEM
JECTPYKIIMU TPOMOOIIMTOB B CeJie3eHKE, KOTOpasl UTpaeT
kmoueByo poib B matoreHe3e MTII. B 1938 1. Tpoxann
u Jlee 5KCNEPUMEHTAILHO BBEIU CYOCTaHLIUMIO TPOMOO-
noatuHa (TPO), BeineieHHYIO U3 YIaJeHHOW Cele3eHKU
y nauueHToB ¢ UTII, kponukam. YueHble HabOogaIu
OBICTPBIN TPOMOOIIMTAPHBIN OTBET HAa BBEJIEHUE CYOCTaH-
1IMM, HO KPAaTKOBPEMEHHBI, IO KOTOPOMY OHU CHeIaIn
3akioueHue, yto UTTI siBasiercs ciencrBrueM (pyHaaMeH-
TaJbHOU naTosnoruu cene3eHku. B 1951 . W.J. Harrington
u J.W. Hollingsworth ory0i11KoBaau qUCKYCCHUIO O 1MaTo-
reHeze MTII B cBeTe KOHKYpPUPYIOLIMX MEXaHU3MOB
JECTPYKIIMM TPOMOOIIUTOB TIPOTUB WX CHUKEHHOMU
nponykuuu. B ato xe Bpems Evans ¢ kosuteramu mpen-
MOJIOXWIN, 4YTO TPOMOOMOITUYECKU (akTop — 3TO
AHTUTPOMOOLIMTAPHOE AHTUTENO, T. €. UMMYHOLJIOOYJIUH
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knacca G (IgG). B 1982 . van Leeuwen moka3sai, yTo
y manueHToB ¢ WUTII BbIpabaThiBaloTCsl aHTUTENA TIPO-
TUB 2 TpoMOouuTapHbIX TauKonpotenaos (GP) — GPIIb
u GPIIla. B 1994 1. BriepBBIe ObLI BbIIEACH U UCCIEI0BaH
TPO, npeamnonoxeHa ero KjitoueBas pojb B IaTOreHe3e
xponnueckoit UTIT [10—12].

C navazna 80-X ToJg0B IPOIIJIOro CTOJETUS PsI K-
HUYECKUX MCCIeIOBaHUM TOATBEPAWUIN, YTO TPOMOO-
LIMTOTICHUS SIBJIICTCS HE TOJIBKO CJCACTBHUEM arpeccuu
AHTUTPOMOOILIMTAPHBIX AHTUTEN, HO M aHTUTEJ IPOTUB
MEerakapMoLMTOB. [WIore3a «HEKJIACCUMYECKOTO aIloNTo-
3a» TPOMOOLIMTAPHOIO POCTKA, OCHOBAHHAS Ha y4acTUU
Ipoliecca CO3PEeBaHMSI MErakapUOIIMTOB M IPOAYKIIUKU
TPOMOOIIMTOB, NOJIyUMJIa JajibHeliiee pazsutue. [lapai-
JIEJIbHO B IaToreHe3e ¢popMupoBaHus xpoundeckoit MUTTI
HU3y4aJuCh UMMYHOJIOTMYECKUE MEXaHU3MBI, 1 PSI/I CClIe-
JIOBaHUIA MMOATBEPINII, YTO KJIacTep MOMmyasiiuii T-KiieTok
MMOJIHOCTBIO BOBJIEUEH B 3TOT MexaHu3M [13—15].

IMatorenes UTII y mereit 10 HACTOSIIEro BpeMeHU
OKOH4YaTeNbHO He siceH. CoBpeMeHHBbIC MpenCTaBICHUS
OCHOBBIBAIOTCS Ha HECKOJIBKMX COOBITHMSIX, WUTPAIOLIMX
pob B pa3iMuyHbie Nepuoabl 3adoseBaHus. [lepBuuHoe
COOBITHE TPOMOOIIMTOIIEHUM BO3HUKAET BCJIECICTBUE
OICOHM3ALIMU aHTUTeJIaMU TPOMOOLIMTOB, YTO BEICT
K ITOBBIIIEHHOM 3Kkcnpeccun Fe-penienropa u Fc-omocpe-
JIOBaHHOMY KJIUPEHCY TPOMOOILIMTOB MOHOLIMTapHO-Ma-
KpodaraabHO CHUCTEMOI, TIpeACcTaBIeHHON Makpoda-
raMd M ACHIAPUTHBIMM KJIETKaMU, IPE3CHTUPYIOIIUMU
B cejie3eHKe U reyeHu [16]. IIpomyuupyembie aHTUTENIA
(B ocHoBHoM IgG, HO B mpouecc BoBieueHbl U IgM,
IgA), unentudunupyemoie kak GPIIb/IIla u GPIb/
IX, HampaBieHBI NIPOTUB MMOBEPXHOCTHOIO MEMOpaHHO-
ro TPOMOOILIMTAPHOIO TJMKOIIPOTEMHOBOTO KOMILIEKCa
GPIIb/II1a u GPIb/IX [17—19].

[IpoucxoxmeHue  aHTUTPOMOOILIMTAPHBIX  aHTU-
Tel MMeeT MYJIbTU(daKTOpUaIbHBIM TeHe3. BupycHbie
UHGEKIIMM, B YacTHOCTU, HAIPSIMYIO CTUMYIUPYIOT
B-numdonutsl BeIipabaThIBaTh aHTUTENA TIPOTUB TPOM-
OOLIMTOB, TaK KaK COCTaB HEKOTOPBIX BUPYCOB UACHTUYEH
[JIMKOIIPOTENHY, HaXOISIIIEMYCsl Ha TIOBEPXHOCTU TPOM-
ooumnToB. BhIpaboTKa aHTUTPOMOOIIUTAPHBIX AHTUTEN
MMPOMCXOIUT C TIOMOIIBIO T-XearnepoB, CpaBHUTEIbHO
HelnaBHUE MCCAEAOBaHUS IMOKa3aJlu HEIOCPEICTBEHHO
LIMTOTOKCUYECKYIO posb T-KieTok y marueHToB ¢ MUTII,
YYaCTBYIOIIUX B JTU3UCE TPOMOOIIUTOB U MeraKapuolu-
TOB — 3TO BTOPOI1 BaxKHBIN KOMITOHEeHT natoreHe3a UTII
[20—22].

TpeTbuM KOMITOHEHTOM Teopuu TaTtoreHeza MTII,
0COOEHHO €€ XPOHMYECKON (POpPMBI, SIBISIOTCS COOBI-
THSI, TIPOMCXOASIINE HA TEPPUTOPUN KOCTHOMO3TOBOTO
KPOBETBOPEHMS, 1 C KOTOPHIMU CBSI3aH COBPEMEHHBIM
noaxon K Tepanuu xpoHundeckoit popmer MUTII. Cyie-
CTBOBaBIIast 0K0Jo 60 JIeT Teopusl O TMIlepMerakapuo-
LIATO3€ KOCTHOTO MO3Ta U KOMIIEHCATOPHOM YCUIEHHOU
MPOAYKIIMM TPOMOOLIMTOB B OTBET Ha ayTOAECTPYKIIMIO
MOCJIEeIHUX B Mepudepuueckoil KpoBU B MOCIETHUE
roIbl CYIIECTBEHHO IlepecMoTpeHa. bbulo mokasaHo,

YTO CKOPOCTh TpoaykKuuu TpoMbouuToB nipu WTII
TaKKe CHMXXEHAa U He KOPPEIUPYyeT ¢ MX IKCTpaMemy-
JspHbIM paspyiieHueM. [erepomumep GPIIb u GPIb/
IX-KOMIIJIEKC 3KCIPEeCcCUpPYIOTCS He TOJIBKO Ha MEM-
OpaHe TPOMOOILIMTOB, HO M Ha paHHUX cTaausx audde-
PEHLMPOBKM MErakapuoLuTOB. AHTUTPOMOOLIUTAPHBIE
aHTUTEJAa WHTUOUPYIOT IPOTPOMOOLIUTAPHYIO OEIKO-
Bylo (opMalyio, MPOAYILUPYEMYIO MeTaKapuoLMTaMU
M, COOTBETCTBEHHO, IPOAYKLHIO  TPOMOOIIUTOB
[13, 23]. IMocnenHue ucclemoBaHUST YJABTPACTPYKTYPHI
MerakapuouuToB y namueHToB ¢ UTII cBumerenbcTBy-
10T 00 aHOMAaJIbHOM amfoIlTO3¢ U CHIKEHWU YPOBHS
TPO — 0OCHOBHOro reMomno3TUYECKOro (pakTopa Mera-
KapHOIMTOI033a, TPOMOOIIMTO033a, UTPAIOIIIETO POIb
B TIOIJEpXKaHUU KJIETOYHOrO IIMKJIA, PEryJupyIoLIero
aroIITo3 MerakapruoLuuToB U TpoMOooLuToB [24]. [Tepuoxn
KM3HM LUPKYJIUPYIOIIUX TPOMOOIIMTOB 3aBepIIaeTcs
IecuaJipoBaHUEM — TPOMOOILIUTHI BIUMUHUPYIOTCS
peuentopamu Ashwell—Morell, pacrmonoXeHHBIMM Ha
MeMOpaHe TelaTOLMTOB, YTO HEIIOCPEACTBEHHO BIUSIET
Ha mpoaykuuio TPO, u HemocpenctBeHHO mipu MTII
MPUBOIUT K CHUKEHUIO ero npoaykiuu. Ha ocHoBaHUM
3TOTO ITATOTEHETUUYECKOr0 MeXaHM3Ma HOBOE ITOKOJICHUE
npenapatoB — aroHUCThl TPO-pelienTopoB — SBIsIeTCS
OCHOBHOIM MUIIE€HbBIO HAYYHBIX MCCJICIOBAHUMN y AETEU
¢ xpounyeckoit UTII [23—-26].

B pasButum UWTII reHeTMyeckuil acrekT urpaer
OIIPENeICHHYIO pPOJib M CBs3aH C Ae(PEeKTOM TIeHOB,
OTBEYAIONIMX 3a IMPOAYKIHMIO BOCHAIUTEIbHBIX ILIUTO-
KMHOB. Satoh ¢ KoJuieraMu MokKasajM, YTO MOJUMOP-
¢u3Mm B rene TNFB (+252GG) BnusieT Ha TIPOAYKIIUIO
T- u B-xknerkamu TNFB, BIusIOLIEro Ha ayToOpeakTH-
Bauuoo T- 1 B-ki1eTouHOTro 0TBeTa HAa MEMOpaHe TPOM-
0OLIUTOB. ABTOPHI MPEAMNOJIOXUIN, YTO DTOT ITOIU-
MoOpdU3M MOXET HurpaTh poJib B WMHIAMBUAYaJIbHOI
MpeapacrnojioXKeHHOCTU K 3aboneBaemoctu MTII.
HenaBHue MonIeKyJISIpHO-TEHETUUECKIE UCCIeTI0BaHUS
MoKa3aju, 4YTO TeTepPO3UTOTHBI BapUaHT T€HOTHUIIA
TNFB accouuupoBaH ¢ TiepcucTupymouieii (gopmoii
WUTII. Ten CNR2 »skcmpeccupyeTcsl Ha pas3IMYHBIX
KJeTKaX MMMYHHOH CHUCTeMBI, IPUHUMAaET ydyacTHUe
B 6anmaHce Thl- 1 Th2-KIeTOYHBIX MEXaHU3MOB, UHTU -
OMpyeT MPOBOCTAIMUTEIbHYIO MPOAYKIINIO IIUTOKUHOB.
Bapuant rena CNR2 onucan npu (popMHUPOBaAaHUU
xpoHnyeckoii ¢opmel MTII y nereir. LluToreHerum-
yeckue uccienoBanuss B pasputum MTII, ocobeHHO
B MeXaHu3Me (POPMUPOBAHUS €€ XPOHUUIECKOIl (POPMHI,
MO-BUAMMOMY, MO3BOJISIT YIIPABISITh 3TUM MHPOLIECCOM
¥ TIOMOTYT pa3pabaTbIiBaTh HOBbIC TApreTHHIE IMperapa-
THI JJISI TePAIIMU TSKeJIbIX (hopM 3aboneBaHus [27—29].

Jleuenue nauuenToB ¢ UTII nipeacraBisier CIOXKHYIO
3aJady, HECMOTpsl Ha CYIIEeCTBYIOIIME KIMHUYECKUE
peKOMEHIaIu1, pa3HO00pa3re TeparneBTUUECKMX OIMIINIA,
pellleHrne KOTOPBIX 3aBUCUT OT IPoheCcCHOHATbHOTO
MHEHHS Bpaya-TeMaTojora M KOJUIEKTUBA OTHCJICHUS
reMaToJIOTUU B 1LIeJIOM, UMHAUBUIYaJbHBIX OCOOCHHOCTEM
MalyeHTa, MO3ULINY €r0 POIUTENICH.
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MarepuaJibl 1 METOIBI

3a nepuon ¢ 01.01.2013 mo 31.12.2017 Hamu TipoBeneH
aHaIM3 KIMHUYECKUX CiaydaeB pasnuyHbix (opm MTIT
y gereii, mpoxusaiommx B BopoHexe m BopoHexkckoit
00JIaCTM, HaXOOUBIIMXCA Ha JICYEHWU M HaOIIOAeHUN
B OHKoremarosorudeckom otaeneHun bY3 BO «Boponexk-
cKasl o0JIacTHas IeTCKasl KJIMHU4YecKast 0oabHULIa No 1».

3a maHHBI IepUOJ B OTAENIeHUE ObUIN TOCITUTAIN3Y -
poBanbI 153 pebenka B Bo3pacte oT 1 roga 6 mMecseB 10
17 net. ®opma UTII guarHocTupoBajach Ha OCHOBaHUM
COBpeMEHHOI Kiaccudukauuyu 3abojeBaHUsI — BIEpP-
Bble BBISIBIIEHHAsI, IIEPCUCTUPYIOIIAS U XPOHMYECKAsI.
CornacHo KJjaccuUKallMK 3a BhILIEYKa3aHHBIM TTepHOI
B OT/IEJIEHUY HAXOOWINCh Ha teueHuu 106 (69,4 %) nereit
¢ Bepsble BoisiBieHHoM UTII, 26 (16,9 %) — ¢ nepcucTtu-
pytoweii popmoit, 21 (13,7 %) peGeHOK ¢ XpOHUYECKOM

dopwmoii 3a6oneBanus (puc. 1).

B Bnepseble BbisBneHHas ATl
Newly identified ITP

& Mepcuctupytowas UTM
Persistent ITP

Il Xponwnyeckas LTI
Chronic ITP

Puc. 1. Coomnowenue pazauunvix popm UTIT
Fig. 1. The ratio of various forms of ITP

Mbl npoaHanM3upoBaIu 3a00JIeBa€MOCTb BIIEpPBbIE
BoIsiBieHHON opmoii UTII B pervoHe, pe3yabTaTbl
MpeacTaBIeHbl Ha puc. 2.
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Puc. 2. 3abonresaemocms énepesvie gvisienenno UTIT

Fig. 2. Incidence of newly identified ITP

Tabmuua 2. Pacnpedenenue nayuenmos no noay

Table 2. Distribution of patients by gender

CornacHo rpaduky, M300pakeHHOMY Ha PUCYHKe,
roguyHasi 3a00eBaeMoCTh BriepBbie BbisiBaeHHON UTII
B BopoHexXcKkoM permoHe MMeeT ompeacsieHHBbIE KoJje-
0aHUsI, COOTBETCTBYIOIIME OOIIUM CTAaTUCTUYECKUM
IAHHBIM, C HEKOTOPOM TEHACHLMEU K YBEIUYECHUIO
3aboneBaeMocT K 2017 1.

B Tabn. 1 mpexacraBiieHO pacripeieiieHue MalueHTOB
coriacHo coBpeMeHHo# kinaccudukaunm UTII.

Taomana 1. Yucao nayuenmos ¢ pazauunvimu gpopmamu UTIT

Table 1. Number of patients with various forms of ITP

BriepBbie BbIsIBJICHHAs
Newly identified

25 21 14 17 29

TMepcuctupyromas 1 9 6 5 5
Persistent

XpoHuueckas

Chronic . J J 5 2

% XpOHI/.I‘-IeCKOI‘/'I bopMbI 15,3 16.6 15 18.1 5.8
% chronic form

W3 Taba. 1 BUOHO, YTO TIepexo] B XpOHMYECKYI0 (hop-
My 3a aHaJIM3UPYEMbIil IEPUOM COCTABJISIET B CPEIHEM
14 % (n = 21), 4TO MOATBEPKIAET OOIIME CTATUCTUIECKUE
nanHble [30]. Huskuii npoueHrt (5,8 %), 3aperucTpupo-
BaHHBIN B 2017 1., cBSI3aH C KOPOTKUM MEPUOIOM HAOIIIO-
nenusa nauventos ¢ UTII.

Hamu npoBeneH aHanu3 pacripeiesieHUs] pa3indHbIX
dopm UTII y nereit B BopoHeke u BopoHeskckoit o61a-
CTH TI0 TIOJTY, JaHHBIE IIPeICTaBIEeHbI B Ta0JI. 2.

Ipaduk, mpencTaBieHHBIA HA pUC. 3, IEMOHCTPUPYET
cooTHouleHue 1o 1oy namueHToB ¢ UTII pasznuuHbix
dopM, 1osIydaBIIMX JeUEHUE B OHKOTeMaTOJOTHYeCKOM
OT/IEICHUU.

CortacHO IpeacTaBIeHHbBIM JaHHBIM, MOXHO CJe/IaTh
BBIBOJI, YTO CpEOM BIIEPBbIC BBISIBJICHHBIX MAlEHTOB
¢ UTII B otnenenuu npeobnaganu Maibuuku (61,4 %)
0 CpaBHEHMIO ¢ aeBoukamu (38,6 %), Kak u B CiIydasx
MEePCUCTUPYIOLIE (POPMBI — CpelM TAalMeHTOB Ipeod-
naganu Manbuuku (n = 18; 69,2 %). B rpyniie nereit co
c(OpMUPOBAHHOM XpOHUUYECKO (hopMoii 3abojieBaHUS
IIpU paclpeieeHU MO0 IOy OTMedanach TEHICHLIMS
K IIpeobiagaHuio JeBovyek — 57,2 %, yacToTa XpOHUYE-
cKux (OpM y MallbYMKOB, COIJIACHO HallleMy aHaju3y,
coctaBuia 42,8 %, 4TO MOATBEPKAAET paHee MPOBEACH-

38,6 ] 30,8 12 57,2

JleBouxku 41

Girls

Masnbuuku 65 61,4
Boys

18 69,2 9 42,8
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Bnepsble BbisBneHHas UTM
Newly identified ITP

Mepcuctupytowas UTM
Persistent ITP
B Manbyuku B 4EBOYKN
boys girls

Puc. 3. Pacnpenenue pazauunvix kaunuveckux goopm UTII no nony

XpoHudeckas UTM
Chronic ITP

Fig. 3. Distribution of various clinical forms of ITP by gender

HbIE HCCIeAOBaHUSI MO (hOPMUPOBAHUIO XPOHUYECKON
dopmbr UTII B 3aBucuMOCTH OT TTona [27].

AHanu3upys KJIMHUYECKWE TIPOSIBICHUS] BIIEPBbIE
BoisiBieHHoi WTII, Mbl pasmenund TalMEeHTOB Ha
3 rpynmbl: 1-51 — MalMeHThl ¢ MUHUMAJIBHBIM TIPOSIBIIe-
HUEM KOXHOIO TIeMOpPparnyeckoro CHUHApPOMa B BUIE
€IUHUYHBIX 3KXMMO30B W TETeXuii, 0e3 «BJIaKHOTO»
KOMITOHEHTA; 2-s1 — OOJbHBIE C BBIPAXKEHHBIM KOXKHBIM
TeMOpPParnyecKM CUHAPOMOM (C TOTaJIbHBIM TPOSIBIIE-
HUeM TIeTeXUil, DKXMMO30B Ha KOX€ M CJIU3UCTOI) 0e3
KPOBOTEUEHMUIA; 3-51 — MallMEeHTHI C JIIOOBIM MPOSIBICHUEM
KOXHOTO TeMOpParuyeckoro CUHAPOMa U KPOBOTEUEHU -
MU JII000M JIoKanuM3aluu (Yaile HOCOBBIMM, pexe U3
CJIM3UCTOM TOJIOCTU pTa, MAaTOUYHbIMMU). MBI He HabJII0-
JTajii IeTei ¢ KPOBOU3IUSHUEM B LIEHTPAJIbHYIO HEPBHYIO
cuctemy. JlaHHbIe peacTaBieHbI B Ta0JI. 3.

Tabauna 3. Beipascennocms cemoppazuuecko2o cunopoma npu nOCMynAeHuu
demeli ¢ enepevie gviserennoil UTIT

Table 3. Severity of hemorrhagic syndrome in the admission of children with
newly identified ITP

MuHUMaIbHbBIE TPOSIBJIECHUSI
reMOpparu4eckoro CHHIAPOMa
Minimal manifestations of
hemorrhagic syndrome

BeIpaskeHHBIE TPOSIBIICHUST 43 40,6
reMopparn4ecKoro CHHAPOMa

Pronounced manifestations of

hemorrhagic syndrome

«B1axHbI» KOMITIOHEHT 25 23,6
“Wet” component
|

W3 Tabu. 3 cienyet, 4To cpeu BIepBble MOCTYMUBIIUX
nereit ¢ UTII npeobyiaganu aeTu 6e3 «BaaskHOT0O» KOMITO-
HEHTa, HO C BBIPAXKEHHBIM KOXHBIM TeMOpparudecKum
CUHIPOMOM, TIPUMEPHO OJHY TPETh MAIlMEHTOB COCTAB-
JISUTA €T C MUHUMAJIbHBIMUA TeMOPpParusiMu (eauHIY -
HbIE 9KXUMO3bI U TIETEXUH).

TsoKenblii TeMopparnyeckuii CUHIPOM B BUIE pac-
MPOCTPAHEHHOTO KOXXHOTO KOMITOHEHTa U KPOBOTEUECHU I
Habmonancst y 23,4 % (n = 25) BnepBble MOCTYMUBIINX
B OTJCJIEHUE ICTEH.

ComracHO KJIMHUYECKMM PEKOMEHIALMSIM, JAUarHo3
WUTII craBuicgd mo MPUHLMITY AUMArHO3a WCKIIIOYEHUS.
YuuTeiBasi aHaMHe3 MAllMEHTOB, AacCCOLMWPOBAHHBIN

C TIPOSIBJIEHUSIMU MH(EKIIMOHHOIO Tpoliecca, OOJIbHBIM
IIPOBOIMJIOCH BHMPYCOJIOTMYECKOE MCCIIeAOBaHUE METO-
oM nojumepasHoii enHoit peakiuu (ITLP) Ha Bupycs
repreca 1, 2, 6-ro Tunos, LIMB u BObB. I1pu BeIsiBIeHUN
JAHHBIX aHAMHe3a WIM Xajl00, CBSI3aHHBIX C ITaTOJOTHUEeH
JKEJIyIOYHO-KUIIEYHOIO TpaKTa, MallMeHTaM BBIIOJIHSI-
Jlack JabopaTopHas BepudUKaAUMS XeJIUKOOAKTEepHOM
nHdpekunu. Jdeodror UTII mocine BakimHauuu (MHTEp-
BaJ 2—3 Hed) 3a aHAJIM3UPYEMbBI Iepuoj HaOIromancs
v 7 (4,5 %) GONbHBIX.

HccnenoBaHue KOCTHOTO MO3ra IPOBOAMIOCH IALlM-
€HTaM, Y KOTOPbIX KIMHUYECKH U 110 TaHHBIM YJIBTPa3BYy-
KOBOTO HCCJIEIOBAHMUSI OTMeEYalach YMEpeHHas CILIe-
HoMeranus, nTuMdaneHonaTus, a Takxke TeM OOJIbHBIM,
KOTOPBIM IUIAHUPOBAJIOCH IIPOBEIECHUE ITIOKOKOPTUKO-
uaHoi Tepanuu. I[lalnmeHTaM MOAPOCTKOBOIO BO3pacTa
BBIOOPOYHO TpoBoauaock ucciaegoBanne ANA-npodpu-
JIs1, MCKJTtovasicst anTudochonunuaneiii cunapoMm. Hamu
MHULIMAJIBHO HE BBIMOJIHSIOCH UCCIIE0BAHIE AHTUTPOM-
OOLIMTApHBIX AaHTUTE M3-3a OTCYTCTBMSI JJaOOPATOPHOTO
ompeleieHus, JJdaHHOE HCCIeIOBaHME ITPOBOAMIOCH
JIETSIM C y3Ke TTocTaBieHHbIM quardo3om MTTI B kauecTBe
MOHMTOPHMHTA B (beJepajbHbIX IeHTpax B MockBe.

IIpu BbIOOpE TeEpaneBTUYECKON TaKTUKUA y JAeTeil
¢ BriepBbie BoisgBIeHHONH MTII HaMu y4uThIBaJicsl BO3pacT
MaLMEeHTOB, CBSI3b C MH(MEKLMOHHBIM 3IM30JI0M, XEJIU-
KobakTepHOI MH(pEKIIME, a TaKKe TOCTaTOUHOe obecIie-
YeHWe BHYTPUMBEHHBIM MMMyHornooyauaoMm (BBUI) nHa
MoMeHT noctaHoBku nuarHosa UTIT (BBUI oteuecTBeH-
HOIO IPOM3BOJACTBA KaK TepaleBTUUYSCKMII KOMIIOHEHT
HaMU He MCIToJIb30BaJics ). [laHHbIe 0 BRIOOPY MperapaTa
y aeteit ¢ UTTI paznuyHbIX (popM mpeacTaBieHbl B Ta0I. 4.

Taomaua 4. Bapuanmo: mepanuu y demeii ¢ pazausnvimu goopmamu UTIT

Table 4. Therapy options in children with various forms of ITP

BBMUT (0,8—1 r/kr)
Intravenous
immunoglobulin
(0.8—1 g/kg)
JlexcameTa3oH 28 7 2
(30—40 mr/M2, 4 nH9),

ITyJIbC-KypC

Dexamethasone

(30—40 mg/m?, 4 days),

pulse rate

Ha6monenue 15 9 6
(cuMnTOMaTUYeCKast

Teparnus)

Observation

(symptomatic therapy

Hnrtepdepon-a 0 2 2
Interferon-a

Purtykcumab 0 8 2
Rituximab

Barpombonar 0 4
Eltrombopag

Pomurioctum 0 4
Romiplostim

CIIeHIKTOMUST 1

Splenectomy
|
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B cnyuasix octpoit UTII y GonablIMHCTBa MallUEHTOB
Tepanueil BeIOOpa sBAsIoch BBeneHue BBUT 3apyOek-
HOro npou3BoacTBa (1 = 63). Mbl KCIIOJIB30BAIN PEXUM
BBeneHus B go3e 0,8—1 r/Kr B TeueHue 1—2 mHei, oTBET
olieHUBaJics Ha 3—5-1 neHb. [Ipy HemocTaTOYHOM TeMa-
TOJIOTMYECKOM OTBETE Ha 3—5-11 IeHb Y YacCTH MalMeHTOB
(ripu ypoBHe TpoMmbouuToB MeHee 40 x 10°/11) Kypc Jieue-
HUSI TIOBTOPSUTM, CyMMapHO He Oojiee 2 KypcoB. Tepa-
nmusgs BBUI Hambosee mpeamodTuTeIbHO MPUMEHSIACH
y JeTeil MJIadIiero Bo3pacTa (muiamiie 7 JIeT), a Takxke
y mauneHToB, 1e010T UTII y KoTOopbIX ObLI acCOLMMPOBAaH
¢ MHGEKIMOHHBIM 3M13010M, BaKIIMHALIMEH WIX BbIpa-
JKEHHBIMU O4araMy XpOHUYECKOM MH(bEKINK (I1aTOJOTHs
JIOP-opraHoB, XeIyn0o4yHO-KUILIEYHOTO TPaKTa).

VY 28 malneHTOB MHULIMAJIbHO HAMU UCIIOJIb30BaINUCh
[JIIOKOKOPTUKOUIbL: 4-IHEBHAsl MyJIbC-TepaIusl AeKca-
MeTa30HOM B 103e 20—40 Mr/M2, KypChl ITIOBTOPSLIU Yepe3
28 nmHel, MaKCUMaJIbHO MPOBOAMIN OT 2 10 6 KypCOB.
JlanHas Tepanus Oblja 0oJiee TIpeANOYTUTENbHA Y IeTeil
crapiero Bo3pacta (ctapiie 10 jeT), B caydyasx «Uauo-
natudyeckoro» Bo3HukHoBeHust UTII. Ilepen Hayamom
[JIIOKOKOPTUKOUIHOM Tepamuyu BCEM AETSIM IIPOBOAM-
JIOCh MCClIeIoBaHMe KOocTHOro mosra, y 2 (7,1 %) nauu-
eHToB nuarHo3 UTII ObLT UCKIIOUEH: B TIEPBOM CJydyae
JIMarHOCTUPOBaHa MPUOOpPETEeHHAs aljlacTUYecKasl aHe-
MMSI, BO BTODOM — CHCTeMHasl KpacHasl BoiuaHka. [1pu
HCIIOJIb30BAHUU BBICOKOAO3HOM MYJIbC-TEpAllMi HaMu
He OTMEYEHO TOKCHYECKMX 3(P(OEKTOB TITIOKOKOPTU-
KOUJOB KaK B Pa3BUTUM CTEPOUIHOM TUIECPIIMKEMUM,
TaK ¥ B yyallleHUY MHGOEKIIMOHHBIX 3ITU30/10B Y JaHHBIX
OOJIbHBIX.

B cnyuae nepcuctupyromieii popmer UTIT y 8 nereit
MbI MCIOJIb30BaJIM TEPAII0 PUTYKCUMAOOM B CTaHAapT-
HoM 103e 375 mr/M?2, oT 2 10 4 BBEIEHUI, ITOJTHBII FreMaTo-
JIOTMYECKUIA OTBET OTMEUEH Y 2 OOJIbHBIX. Y MalleHTOB,
paHee OTBETUBIIMX Ha JeKcaMeTa30H, HO c(hopMUPOBAB-
LIKX TIEPCUCTUPYIOLIYIO (POPMY, MbI TAKKE MCIIOJIb30BaIN
MyJIbC-KYpChl, HO He Oojiee 2. B manbHeiilieM Bce 3Tu
0oibHBIE chopMUpoBanu XxpoHndyeckoe teyenue MUTTI.

besycnoBHO, OCHOBHYIO TepaleBTUYECKYIO IIpO-
0JeMy COCTaBIISIIA TIALIMEHTHI C XPOHWYECKOM (popMoii
WTII, ¢ 2013 o 2017 . ux uucio coctasuio 21 (13,7 %).
BoAbIIMHCTBO M3 HMX KOHCYJIBTUPOBAaHHI B (penepalib-
Hbix neHtpax — HMUWUIL ITOU um. Imutpusa PoraueBa

Ta6muna 5. Pesyrvmamosr mepanuu
Table 5. Results of therapy

1 2019 1B

u Poccuiickas aetckas kimHudeckas oonpHuia (PAKD),
TeparieBTUYeCKasi TAKTUKA OIpeAessiach KOJUIETUaIbHO.
W3 Tabn. 4 BugHO, 4TO B ciydasx xpoHndyeckoiit MTIT mbr
He ucrnoyib3oBanu BBUT, MuHMManbHO IpUMEHSIIN IEK-
caMeTa30H, pUTyKcuMabd U MHTep(GEepOH-0, YacTh Malu-
€HTOB HaXOAWJIWCh B rpymre HabmoneHus. B 1 ciayuyae,
MOJIHOCTbIO pedpakTepHOM KO BCEM BHUAAM Tepaluu,
pebeHKy Oblla MpoBeieHa CILICHIKTOMMUSI.

Aronuctel TPO 3a ykazaHHBII TTepuo ObIIM Ha3Ha-
YeHBI 8 TaleHTaM: pOMUTUIOCTUM — 4, 3aTpomMboriar —
4 nersam. Bce OonbHBIC, MOMyYaBIIMe TEPAITUIO TOTIOMMU-
METHKaMM, ObUIM KOHCYJIBTUPOBAHbI B (helepalbHbIX
LIEHTpax, ITOJIyYeHHbIC PEKOMEHIALNK ITO3BOJMUIN 00e-
CIIEYUTh MX IperapaTamMu s amMOyJaTOPHOIO IpreMa
B paMKax 3akKoHa 00 op¢aHHBIX 3a00ieBaHUSAX (CTaThs
16 ®3 Ne 323 or 21.11.2011, nocraHoBieHue I[lpaBu-
teabeTBa PO No 890 ot 30.07.1994). Pe3synbraThl TEpanuu
npeacTaBjeHbI B Ta0JI. 5.

IIpencraBnsieM 3 KIMHUYECKUX CJIydast IallMEHTOB
¢ xpoHunyeckoii ¢popmoit UTII, HaxonuBIIMXCST Ha Jieue-
HUU B HallleM OTIEJICHUU, TPEOYIOIIMX Pa3IMYHbIX Tepa-
MEeBTUYECKUX TOIXOI0B.

Kmmamgeckwuii corygaii Ne 1

Maavuux K. K., poduncs 16.08.2009. Bnepsvie nocmynun
8 OHKO2emamonoeuyeckoe omoenenue 6 cenmsope 2012 e.
C BbIPANCCHHBIMU NPOSBACHUSMU 2eMOPPACUYECKO20 CUHOPO-
Ma 6 gude KONCHO20 KOMHOHEHMA, 00UAbHO20 PeyUOUBUDYIO-
e20 Hoco8020 KposomeueHus. 3aboresanue 0eOrOMUPO8aL0
6 ageycme 2012 e., koeda enepabvie ObiAU OMMeYeHbl NOsiéAe-
HUe IKXUMO308, NeMeXUil, «GAANCHbIID> KOMNOHEHM.

Pannuii anamunes — 6e3 ocobenHocmeil, mama pebdeH-
Ka cmpadanra aumgomoil XooxucKkuna ¢ HebAa2onpusimuovim
UCXOOOM.

Ilpu nepsuunom ocmompe bIPANCEHHBII AHEMUYECKUI
cuHopom (nocmeemoppaeuyeckas avemus). lemoppaeuue-
CKULl CUHOPOM NPeOCmasaeH MHONCECMEEHHbIMU IKXUMO3A-
MU U nemexusmMu HA Kojxce U CAUBUCMOU pmd, YMepPeHHbIM
HOcogbiM KposomeueHuem. [larvnupyemces wieilnas epynna
aumehoysnos do 1 x 1 cm, anacmuueckoil KOHCUCMEHUUU,
2eNamoCnaIeHOMe2aiuu Hem.

Obwuii anaausz kposu (OAK) om 26.09.2012: eemoeno-
oun — 77 2/n, spumpoyumot — 3,61 < 10'2/a, mpomoboyumo: —
34 x 10°/a, neiikouyumsr — 9,6 x 10°/a, nasouxosoep-

Pomuruioctum 4 )
Romiplostim

DnrpoMbornar 4

Eltrombopag

1 — monHbIi OTBET
1 — full response
2 — YaCTUYHBIN OTBET
2 — partial response
1 — oTcyTcTBUE OTBETA
1 — lack of response

3 — 9aCTUYHBII OTBET

2 3 — partial response
1 — oTcyTcTBUE OTBETA

1 — lack of response
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note — 1 %, ceemenmosoepiuie — 68 %, s03unoguavt — 0,5 %,
aumpoyumot — 23 %, monouumot — 8,0 %, 6azogpusvt — 0 %,
ckopocmb ocedanus apumpouumos (CO3) — 5 mm/u.

Muenoepamma om 26.09.2012: kocmmbiil M0O32 ymMepeHHO
00eam KAemOUHbIMU INeMEHMAMU, NOAUMOPPHYLIL, 3peno-
Kaemounwlii. Ommenaemes cHudICeHue AeiK0-3pumpooiacm-
HO20 OMHOWIEHUs 3G CHem SUNONAA3UU MUEAOUOHO20 pada
¢ 3adepickoil co3pesanus. Ommeuaemcs 0oavuLoe Koau-
Yecmeo Meeakapuoyumos pasHoil cmeneHu 3perocmu Oe3
OMUHYPOBKU MPOMOOUUMO8.

Bupyconoeuueckoe uccaedosanue (I1IIP) — ompuya-
menvHblil pesyrbmam, peakyus Kymbca — ompuyamenvras.

Ilocmaesaen duaenos: HTII, enepevte evinsaennas. Ilpo-
8edeH Kypc 6bicok0003H020 BBHUI ¢ meuenue 2 oneii ¢ kau-
HUKO-2eMAMOA0UHECKUM VAYHUICHUEM: 2eMOPPACUYeCKUil
CUHOPOM KYNUpo8a, ypogers mpomoboyumos — 53 < 10°/a.

B nocnedyrouwem pebeHok HeOOHOKPAmMHO NOCMYNAn
6 omaoeneHue OHKOEMAMOA0UU ¢ HCAN00AMU HA INeMEHMbL
2eMOPPAaCUMEeCKOl CbINU HA KOJICHBIX NOKPOBAX, 00UAbHble
Hocosble kposomeuenus. TIposodunacy mepanus nyasc-Kyp-
camu 0eKcamemasoHa ¢ HenoaHbIM KAUHUKO-2eMAmoaoeu-
YecKUM OMEemoM — KYNUPOBAHUEe KPOBOMEHeHUsl, KPAMKO-
CpouHOe nogbluleHUe YposHs mpomobouumos 0o 40—50 < 10°/a.

B mapme 2013 e. pebenok eochumanusuposat ¢ Hzmaii-
N08CKYH)  0MCKYH) 20POOCKYI0  KAUHUYECKYH) OO0AbHULY
(Mockea) ¢ duaenozom: nepcucmupyrowas HTII. [lpu
obcaedosanuu om 14.03.2013: yposenv anmumpomooyu-
mapHvix anmumen — 620 % (nopma — do 200 %), é ummy-
HON02UYECKOM — 00CAe008aHUU  OMMEUAN0Ch — CHUMICEHUE
T-aumgpoyumos, T-xeanepoe, B-aumgpoyumos, noswiuie-
nue T- u HK-xaemok, crHuxcenue IgA. Pexomendosana
mepanus 2-ii aunuu, ¢ mas 2013 e. HazHaveH Kypc oaHa-
301a 6 meyeHue 6 mec. Ha ¢pone nposodumoeco seuenus
COCMOsIHUE 0CABANOCH MANCEAbIM — 2eMOppaU4ecKuil
CUHOPOM ¢ NepUoOU1eCcKUM HOCOBbIM KPOGOMEUeHUeM, YUMo
mpeb08ano 20CNUMANU3AUUU 8 OHK02eMAMOA0UHeCKOoe
omdeneHue.

B Hosiope 2014 2. peberok eocnumanusuposan 6 omaoe-
AeHue OHe8Ho20 eemamonoeuveckoeo cmayuonapa PHKE
(Mockea) ¢ Oduaenosom: xponuueckas HTII. CoenacHo
peKomeHOayusm, Oviaa HazHaveHa mepanus 3-i AUHUU —
azorucm peyenmopog TPO pomuniocmum 6 003e 3 mke/ke
¢ ackanayueil 0o 7 mMKe/Ke, AedeHue nposoouUsocs 00 OKmsi-
ops 2016 e. Ha gpone mepanuu 3-il aunuu omeem Ha neveHue
He OuaeHOCMUPOBAH, YPOBEHb MPOMOOUUMOE Koaebaics
6 npedenax 10—25 x 10°/n, nepuoduuecku omme4aniucs Heo-
OUNbHBIE HOCOBbIE KPOBOMEUECHUS.

Yuumoieas noanyr pedhppaxmeprocms Kk npogooUMOotl KOH-
cepeamueHoll mepanuu, Halu4ue nepuodu4ecKux Kpogomeue-
HULL, KOANE2UANbHO NPUHAINO PellieHle 0 NPO8eOeHUU CHACHIK -
MoMUU ¢ NPe08apUmenbHOl OMMEHOU POMUNAOCMUMA.

B gpespane 2017 e. peberok eocnumaiuzupogan 6 Xupyp-
2UYeCKUll CIAYyUoHap, 20e 8blNOAHEHA CHACHIKMOMUS, y0a-
AeHue 000a804HOU D0AbKU CeNe3eHKU, 8 DAHHEM Nocieonepa-
YUOHHOM nepuode yposeHs MpomMOOyUmos 6nepesie 3a 8pems
HAOA0eHUs 0CCIMAHOBUACS 00 HOPMANbHBIX 3HAYEHUI, N0~
HAsl KAUHUKO-2eMAaMOA02UHeCKasl PeMUCCUSL COXPAHANACH 00
urons 2017 a.

C konya urons 2017 e. y nayuenma ommeuancs peyuous
MpomMOOYUMONEeHUL ¢ NOSBACHUEM KOJCHO20 2emMoppaeuye-
CK020 cuHdpoma Oe3 KposomeueHull Ha (hoHe ocmpoii noau-
CeeMeHMAapHOll NHe6MOHULL, 8 AHAAU3e KPOBU — MPOMOOUL-
monenus 11 % 10°/a, nocae Kynupoeanusi 0CnaiumenbHo20
npoyecca omme4ancs CamoCmosmenbHblil, Ho Kpamxo8peMeH-
Hblil N00BEeM YPOBHS MPOMOOUUMO8 00 HOPMAAbHBIX 3HAUEHU.

C uronsn 2017 e. ommeuanoce cmoiikoe CHUdCeHUe YPOGHS
mpomboyumoe do 15—20 < 10°/a, 6e3 kposomeuenuii. Pebe-
HOK 3aouHo KoHcyavmupoean ¢ HMHUI] JTOU um. mu-
mpus Poeauesa, pexomendosano arbmepHamugHoe AeHeHue
azonucmom TPO snmpombonaeom. C Hosops 2017 e. Hauama
mepanus «<nepeKaioueHUs» MoNOMUMEMUKO8 HA IAMPOMOO-
nae 6 maxcumanwvroil dose 75 me/cym. Ha dannoii mepanuu
ommeyaemcs yMepPeHHOe NPOsGAeHUEe 2eMOPPACUYecK020
CUHOPOMA, «BAAJICHBLI> KOMNOHEHM 8 8Ude HOCOB020 KPOBO-
meueHus pedKuil, HeoOUAbHbLI, NOCAeOHUll 3NnU300 6 Mmae
2018 2. 3a nepuod c nosaopa 2017 e. no aseycm 2018 o. —
O0OHOKPAMHAS 20CRUMAAU3AYUS 8 OHK02EMAMOA02UHECKOe
omadeneHue.

lemamonoeuneckas dunamuka 3abonresanusi npedcmas-
JNeHa Ha puc. 4.

Ha dannbiii momenm pebeHoK nocmosHHO Habaodaemcs
epanom-eemamonoeom. Tepanus sampombonazom 6 0o3e
75 me/cym npodoasicena.
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600UMOl mepanuu

Fig. 4. Patient platelet count number 1, depending on the therapy

Kmmaugeckwmii corygaii Ne 2

Maavuuk C.K., poduacsa 20.07.2009. Bnepgoie nocmynun
6 oHKo2emamonocuveckoe omoenenue 6 mapme 2017 e. Ana-
MHe3 3a001e6aHUs C8UOeMeNbCMB08aA 0 e20 CHOHMAHHOM
Hauane: 8 meueHue HeCKOAbKUX OHell Ha (POHe OMHOCUMeNb-
H020 04a20noayuUs NOSGUAACH 2eMOPPACUMECKAs Cbinb HA
Koxce (axxumossl, nemexuu), amoyramopro 8 OAK eviséne-
HO cHUMCeHue mpomboyumoes do 12 x 10°/a.

Anamues ycusnu — b6e3 ocobeHHocmell.

Ilpu nocmynnenuu eemoppazuueckuii CUHOPOM npeo-
CMagAeH IKXUMO3AMU, NemexusMu, KpoomeveHuil Hem.
Tlepugpepuueckue aumgpamuueckue y31vl He yeAuUeHbl.
Tenamocnaenomeeanruu nem.

BOAK: cemoenobun — 1102/, spumpovumot — 4, 14> 10%/a,
mpomboyumor — 12 x 10°/a; aeiikoyumor — 5,0 x 10°/a,
nanouxosdepnvie — 1 %, ceemenmosdeprvie — 53 %, 203u-
Hoghunvt — 1,5 %, aumepoyumor — 34 %, monoyumer — 8,0 %,
oazoghunvt — 0 %, pemuryroyumot — 10 %, COD — 7 mm/u.
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Bupyconoeuueckoe uccaedoéanue (anmumena xk BIB,
IIMB, epynne eepneceupycos, eenamumy C) memodom
ummyHoghepmenmuoeo anaausza om 05.04.2017 — ompuya-
meavHo. Peakyus Kymbca — ompuyamenvras.

Kaunuueckuii duaenos: HTII, enepevte evisasaenHasl.

Ilposeden kypc BBUI 6 doze 0,8 e/ke ¢ noarojcumens-
HbIM 3ghpeKkmom: ypogeHb mpomooyumos Ha S5-ii dewb —
82 moic/n, 8binucan Ha ambyAaAMOPHbLI PEICUM.

B mae 2017 e. 6HO8b ommeuanocy cHudicenue YpoeHs
mpomoboyumos 6 OAK do edunuunvix. Peberox noemopro
20CNUMAanU3Uposan 04s AeveHus u oocaedosarus. Ilposede-
HO uccaedosanue kocmuoeo mozea om 04.05.2017 — meea-
KapuoyumapHwlii pocmox npeocmagne eOUHUYHbIMU Meea-
Kapuoyumamu, 6e3 8UOUMOl OMUHYPOSKU MPOMOOUUMOS.
Pebenky npogedena kombunuposarnnas mepanus BBUI
u nyavc-kype dexcamemasona 20 me/m? ¢ meuenue 4 oueil,
C 2eMAMON0UMECKUM OMBEMOM — YPOBEHb MPOMOOUUMOS
184 x 10°/a, HO ¢ kKpamKoepemeHHbIM d(heKmom, CHUMNCEHUE
Ypo8Hs mpomoboyumos yepe3 3 Hed. B cea3u ¢ smum nayu-
eHmy npogedeHo 3 JONOAHUMEAbHBIX NYAbC-KYPCa OeKcame-
ma3zona 6 dose 20 me/m?, 6 urone 2017 e. duaeHocmuposana
nepcucmupyrowias popma UTII.

B aseycme 2017 2. npogedena koMOUHUPOBAHHAs mepa-
nus: HenpepulHulil Kypc NpeoHu3040Ha 8 003e 2 Me/Ke
8 meueHue 3 Hed ¢ NOCMeneHHOl OMMeHOlU u 2 UH@Y3UuuU
pumykcumaba 375 me/M ¢ HedeabHbiM nepepvieom. B pe3yno-
mame NpPoBe0eHHO20 AeHeHUs YPOBeHb MpOMOOUUMOs He
npesoiuian 40 x 10°/a, KOXUCHbLI KOMNOHEHM YMEPeHHbLl,
KPOBOMeEHeHUs. Hem.

B okmsabpe 2017 e. pebenok koHncyavmuposan ¢ HMHUI[
JTOH um. Imumpus Poeauesa, nauama mepanusi pomunio-
CMUMOM UHUUUAABHO 6 003e 5 MKe/Ke noodkoxcHo. Tepanus
aconucmom TPO npoeodumcs u Ha MOMeHM HANUCAHUSA
cmamou. [loanwlil eemamonoeuueckuii omeem omme4aics
nocne 5-20 egedenus npenapama.

Junamura ypoeHs mpomboyumos npedcmaenena Ha puc. 5.

250

200 —

2 kypca Ma6Tepb!

BBUI Ne 1
Intravenous immunoglobulins number 1 2 courses of MabThera

Sunnent
pulse course

BBUT + nynbc-kypc AekcameTa3oHa
i ins + De Nplate

Tyrbc-kypeb! r >
Pulse courses glucocorticosteroids

Puc. 5. [unamuka yposns mpomooyumos y nayuenma Ne 2 na ghone mepanuu

Fig. 5. Dynamics of the platelet level of patient number 2 during therapy

Kimmamgeckwmii coryqaii Ne 3

Meeouxa b.A., podurace 18.01.2001. Bnepevie nocmy-
nuna 8 omkoeemamonoauyeckoe omoenenue 6 mae 2016 e.
C BbIPANCEHHBIM 2eMOPPACUMECKUM CUHOPOMOM — Nemexu-
ANbHAS CbINb HA HUNCHUX KOHEUHOCMSAX, MAMOUHOE KPOGO-

meuenue. lemoppaeuecKuil CUHOPOM OMMEHAACs ¢ anpens
2016 2., c mamouHbiIM KpOBOMEUEHUEM 20CNUMANU3UPOBAHA
8 eUHeKoN02UYecKkoe OomoeneHue, 8 CeA3U C BbiPANCEHHOL
mpomoboyumonenuell 8 AHAIU3aX Kposu nepeeedena é chneyll-
aausupogartoe omoenrenue bY3 BO BOJAKD Ne 1.

Tpu nocmynaenuu eemoppacu4eckuli CUHOPOM 8bIPANCEH
8 BUOE KOJCHBIX NPOAGACHUIL, «BAAICHO20» KOMNOHEHMA Hem.
Anemuueckuii cunopom neekuil (nocmeemoppacuveckuil),
2eNamoCnAeHOMe2aiuu Hem.

B OAK: eemocnooun — 127 e/a, sapumpovuumer — 3,85 %
10"%/n, mpomboyumor — 43 < 10°/n; aetikoyumor — 9,5 % 10°/a.

Muenoepamma uz 2 mouex om 03.06.2016: meeakapuo-
UUMapHwlil pOCMoK npeocmagneH eOUHUYHbIMU Me2aKapuo-
yumamu, 6e3 NPU3HAKO8 OMUIHYPOBKU MPOMOOUUMO8.

Anmumena K [-2-eaukonpomeury CyMMapHvie Om
06.06.2016 — 63,95 E/l/ma (npu nHopme menee 20 EJl/mn).
Aumunykneaproie anmumena om 06.06.2016 — noaoxucu-
menbHble.

Koncyavmuposana epavom-kapouopeemamonoeom — 0au-
HbIX 3a cUCMeMHoe 3a001e6aHUe COeOUHUMENbHOI MKAHU Hem.

Knaunuueckuii ouaenos: HTII, enepevle 6visae.aeHHas.

Yuumvieas msocecmsv  eemoppacu4eckoeo  CuUHOpoma
U OauHble 00c1e008aHUS, DPebeHKY Ha4yamo nposedeHue
nyavc-kypcoe dekcamemasona 40 me/m> ¢ meuenue 4 ouei
¢ uHmepaanom 6 28 oueil.

Ilocae 2-20 nyavc-kypca Oexcamemasona 00CMUHYM
NOAHBIL  2eMAMONOUMECKUL  OMEem,  COXPAHANOUSULICS
6 meueHue 6 Mec mepanuu 0eKcamemasoHoMm, NPOEedeHO
6 noaHbix Kypcos. OCA0dCHeHUI 2AHKOKOPMUKOUOHOU mepa-
nUU He OMMe1anocy, UHPEKYUOHHble INU300bL He Pecucmpu-
PO8AAUCH.

Kaunuko-eemamonocuveckas pemuccus —CcOXpaHsnach
6 meueHue 2 mec, 6 dexaobpe 2016 e. eemoppasutecKuil Cut-
dpom peyudusuposan.

Knunuueckuii ouaernos: nepcucmupyrouwas UTII

TloemopHo KOHCYAbMUPOBAHA 8PA1OM-KAPOUOPEEMAMO-
n02om 6 dekabpe 2016 e.: yuumoieas aHamues, KoAeOAHUS
U nogvluleHue aHmumen K [3-2-eauxonpomeuny 1, y pebenxa
umeem mecmo anmughocghoaunuoHslii CuHOpoM KaxK conym-
CcmeyruUll OUaeHO3.

Ilposeden kypc nyabc-mepanuu  OeKcamemasoHOM
Ne 7 6 doze 40 me/M?, docmuenym noauwlii KAUHUKO-2eMa-
mosnoeuueckuit omeem (OAK: mpomboyumor — 206 x 10°/a),
DPEMUCCUSI COXPAHSNACH 8 medeHUe 3 Mec, peyuoue eemoppacu-
YecK0eo CUHOPOMA (KOMCHO20 KOMIOHEHMA) U CHUMICEHUE YPOG-
Hs mpomboyumos 0o 11> 10P/n ommeuensvt ¢ anpene 2017 e.

Knunuueckuii duaenos: xponuneckas HTII. Anmugpoc-
dhoaunuonwtii cunopom.

Yuumvieas omeem Ha eAKOKOPMUKOUOHYH) Mepanuio,
conymcmeyowuil 0uaeHo3, pebeHKy npogedeHo 3 Kypca
KOMOUHUPOBAHHOU Mepanuu — nyabC-Kype 0eKcamemaso-
Ha ¢ pumykcumabom 375 me/m? ¢ unmepgasom é 28 oueli.
TlosmopHo docmuerym noauwlil KAUHUKO-2eMAMON0UHeCK UL
apghexm, coxpausrouuiicss Ha MOMEHM HANUCAHUS CINAMbUL.

lTemamonoeuveckas OuHamuxa yYpoeHs MmMpomMOOUUMO8
6 3asucumocmu om mepanuu npeocmagaeHa Ha puc. o.

Munamurka ypoens anmughocghoaunudnolx anmumen
npedcmasnena Ha puc. 7.
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Mynbc-Kypchbl AeKcameTasoHa
Dexamethasone pulse courses

Puc. 6. Junamuica koaunecmea mpomooyumos na ghore npogooumoti mepanuu

My yp + pUTy Ne 3
Dexamethasone pulse courses + rituximab number 3

Fig. 6. Dynamics of the number of platelets during therapy
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e YPOBEHb @HTUTEN K B-2-rnukonpoTenny, Ea/n == Hopma, Ea/n
Level of antibodies to 8-2-glycoprotein, U/l Norm, U/l

ﬂ Mynbc-kypckl AekcameTasoHa

Ny yp + puty Ne 3
Dexamethasone pulse courses Dexamethasone pulse courses + rituximab number 3

Puc. 7. Junamuka yposus anmugocghorunuonsix anmumen y nayueHma
No 3 6 3asucumocmu om mepanuu

Fig. 7. Dynamics of the level antiphospholipid antibodies of patient number 3,
depending on therapy

OocyxaeHue

IIpencraBieHHble HAMU KJIMHUYECKHUE CIydaud IEMOH-
CTPUPYIOT pa3inyHoe KiamHudeckoe TeyeHue MTII
M pa3HbIil OTBET Ha Tepanuio. B 2 HaOmoaeHUSIX maluueHTaM
ObLTM Ha3HaueHbI aroHucTel TPO, HO B 1-M cityuyae 310 ObLTa
xponnueckas UTIT «co craxkem», a BO 2-M — yxKe epCUCTU-
pytomast UTTT ¢ OGpICTpbIM MOTydeHUEM TeMaTOJIOTUYeCKO-
ro orBeTa. TpeTuii KIMHUYECKMI Clyyail TTOATBEPXKIACT
noJyioxkeHue, uro auarHo3 UTIT — nuarHo3 uckioyeHusl.

BoiBoapl

HanbHeitmee n3yyenue naroreneza MTII, ocobeHHO
TEHETUYECKUX 1 UMMYHOJIOTUYECKHUX aCTIEKTOB, BJICUET 3a
co0boit Koppekiuio Kinaccudukaunu Gopm 3ad01eBaHus,
HOBOII METONOJIOTMM BEACHUS ITallMEHTOB. YJUTHIBas
HAKOTUICHHBIN KIIMHUYECKUI OTIBIT B IETCKOW reMaToJio-
TMM, HeoOXoArmMa pa3paboTKa HOBBIX TEpareBTUYECKUX
MOAXOIOB, Kacaloluxcsd Ha3HaueHus aroHuctoB TPO,
B 3aBUCUMOCTH OT popMbl TeueHuss UTII, onTumuzaims
KOMOMHMPOBAaHHBIX METOJOB JICUCHUsI, a TaKXke pa3pa-
00TKa BO3MOXHBIX HOBBIX TAPTETHHIX ITPEIapaToB.

OIBIT KaXKI0M reMaToIOrMYecKOi KIIMHUKY Ype3BbIYaitHO
BaKeH, TaK KaK IMO3BOJISIET y4aCTBOBATh B ONTMMM3ALIY Tepa-
neBTMYecKux rmoaxonos B ieueHun M TTT, ocobeHHO ee XpoHU-
4yecKoii (hopMbI, B pa3pabOTKe METOIOB MEIMKO-COLMATLHOM
peadMIMTalMK MALKUEeHTOB ¢ pa3muuHbiMU opmamur UTTI.
Coznmanue obmiero perucrpa naueHToB ¢ UTII, ocobeHHO
C ee XpOHMYeCKol (hOpMOii, IO HallleMy MHEHUIO, MOXET
TIOMOYb B PEIIEHUY MHOTHX 33/1a4 B JICYCHUU TAKUX OOJIbHBIX.
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PEBONERA

(anTpombonar)

9KOHOMUYECKU O50CHOBAHHbI®
BbIbOP ATOHUCTA PELIENTOPA TNO'

Ry

EpuHcTBeHHbIi™ B PO npenapart rpynnbl
aroHucroB peuentopos TIO, nmerownii
TPU noka3saHus K npumeHeHmnio™3

1 Mpenapat PeBoneiiy nokasaH Ana neyeHusa naumentos B Bo3pacte CTAPLUE 3 JIET ¢ xpoHnyeckoil UMMyHHOI (MZronaTnyeckoit)
TpomboLuToneHrYeckor nypypoit (UTI), y KoTopbiX OTMEYANCA HELOCTATOYHDI OTBET Ha MPEALIECTBYIOLLYIO Tepanmio (Hanpumep,
FNIOKOKOPTUKOCTEPOUAAMI, IMMYHOTOBYIMHAMK), C LEMbIo yMEHbLLEHIUA PUCKa KPOBOTEYEHNIA®,

2 Tpenapat PeBoneii noKa3aH 1A NeYeHIs NaLneHToB B Bo3pacTe cTapLue 18 net ¢ xpoHnueckum supycHbim renatutom C (BI'C) c uenbto
obecreyeHns BO3MOXHOCTW NPOBEAEHNA 11 ONTUMU3ALLAN NPOBOANMON MPOTUBOBMPYCHON TepanuK, BKIOUatOLLEN npenapars
nHTepdepoHaZ.

3 [lpenapart Peoneiin nokasaH Ans neyeHnA LUTONEHUN Y NALMEHTOB B BO3pacTe cTaplue 18 feT ¢ TAxenol annactnyeckon aHemuent (TAA),
Y KOTOPbIX He Obln OCTUTHYT JOCTaTOYHbIA OTBET Ha UMMYHOCYMPECCUBHYIO Tepanmio’.

KPATKOE OMVCAHIE. PEBONIEV]. 3nTpomonar, TabneTku, nokpbiTbie nnenulmuw uﬁonuukum 25 mru 50 mr. PY N ICP-010032/09. Mp . Mepep Hauanom b CUHCTPYKLYeit no TMOKA3AHIA. Mpenapar PeBoneiin nokasaH Ana neyeHus
NaLV1eHToB B BO3pacTe CTapLue 3 1T C XPOHNYECKOMMMMYHHON (Al Koit nypnypoii (TTT), y KOTOpbiX OTMeYanCs HefloCTaTouHblM OTBET Ha npenLue(TBywu.lym Tepanmo (Hanpumep, FII0KOKOPTUKOCTEPOMAAMY, UMMYHOTNOBYNMHAMM), C LENbIO YMeHbLIEHNS pUcka
KpoBoTeyenui. llpenapat Pesoneii noka3aH AnA neYeHnA NaLneHTos B sospacre cTapuwe 18 net CxpoHnyeckim Bupycbim renarutom C (BrC), u neyeHus NOTUBOBUPYCHOIA Tepankik, BKNioYaloLLieit Npenaparsl MHTepdepoHa.
penapar PeBoneiiA N0KasaH AnA NieYeHis UUTOMEHIIM Y NaUMeHTO B Bo3paCTe CTaple 18 1eT ¢ TAXENOi annacTuyeckoit anemueit (TAA), y KoTopbix He Obin AOCTATHYT noaamwbm OTBET Ha MMMyHocynpeccnsuym Tepanuio. (I'IO(OE n MMEHE 1A 11 103bl. « Pexum A03upoBaHua noaGupaiot
UHANBIYaNbHO HA OCHOBAHIIM KONMYECTBA y of 1032 nipenapata Peoreiia cocraAsieT 25-50 Mr 1pa3 B CyTKM. perynApHbiii 703bi e ena||1_a1a B 3aBUCMMOCTH OT rpyNMbl NaliueHToB,
KOTOPbIM Ha3HaueH npenapar, u Kero 11032 He J0MKHa npesbiluath 75-150 Mr. 0cobble rpynibl nawMeHToB: « be3onacHocTb 1 3PHEKTUBHOCTL NPUMEHeHNA npenapaTa Pesoneiip y nereii ¢ xporndeckim BIC unu TAA He ycTaHoBneHbl. « KnuHuueckn

3HAUUMBIX Pa3NUYHiA B 6€30NaCHOCTH NPUMEHeHN npenapaTa y nauyIeRToB B B3pacTe 65 NIeT i CTaplue He BbiABAeHo. « MNaeHTbI C HapyleHyeM QYKL nodek: npenapat Peoneii CneayeT NPUMEHATb C 0CTOPOXHOCTbIO U TLUATENbHO KOHTPONMPOBATH COCTOAHHE NALYIEHTA. « MaUMeHTI ¢

HapyLeHem QYHKWWY NedeHu: npenapar Pegoneiiy Cnieayet NPUMEHSATb € 0CTOPOXKHOCTbIO U TWIATENIbHO KOHTPOAMPOBATb COCTOHHE NaLeHTa, PEKOMEHA0BAHHaA HauabHad A03a Npenapara Pesoneiiy y AaHHOM KaTeropui nauvenTos cocragaset 25 mr 1 pa3 8 cyrku. MIPOTUBOMOKASAHIA.

I'mnepuyscmmenbunm K 3n'rpnmﬁonary wnu moﬁoMy JilpyI'OMy KOMMOHEHTY npenapara. Mwenoﬂm(nna(mueckum CMNﬂgDM (B (BA3N C ﬂT(¥T(TBMEM JAaHHbIX N0 3¢¢EKTMBNOCTM 1 6eonacHocT y ﬂﬂMHOM Kateropuu naumeu'ros) (M. pasjen «0(06ble yKazaHua». EepEMEHHD(Tb W NepuoA rpyaHoro
[lerckuii Bo3pact Mnagwe 3 ner (4nA JaHHoi neKap(TBeHHnm hopmbi). 0COBbIE YKA3AHIA 1 MEPbI MPEAOCTOPOXHOC

MOXKET BbI3BaTb. 0T HOPMbI ii GYHKLLWNA NIeyeHu, TAXeNble renatoKCuyeckite ABNEHIA

" neyeHn ¢ UCXOA0M. + yHKLUM Nevern poep y XPOHWueckiM B C 1 LUPPO30M NeveHH NP leyeHit WHTEPdEPOHAMH anbda MOXeT CyLLIeCTBOBATb PHCK dyHKUMM NeveHu, B
ydanx ¢ UCXOFOM. cnegyer 6; Ha Hanuuve ] GyHKuMM nedenn. - ToomboTiueckie/Tpom60ImMbonUYecKye ocnoxHeHua: Mpenapat cnen) ﬁ/ﬂ TAMEHATb C OCTOPOXHOCTLI0 y NaUMEHTOB € GaKTopami picka 2/3
nepyer W1 PACCMOTPETb BOMPOC 0 CHIBKEHIN 103bi WA OTMeHe eam p LeneBble 3HaueHys. « [10BbiLleH PUCK PasBUTHA KPOBOTEUEHIA NOCIE NPEKPALLEHNIA NIeYeHNs.
(oepaHie TPOMGOLIMTOB HEOBXOLUMO eXeHeseNbHO KOHTPOMPOBaTL Ha npommenmw 4 Heflenb NoCe OTMEHbI npenapara. « Puck pasamuﬂ 1 MPOTPeCcUpoBaHHA 3M0KaUCTBEHHbIX i« MaumenTbl ¢ A NNaHOBIIA Ha npegmer
pa3suTua KarapakTbl. MPUIMEHEHWE MU BEPEMEHHOCTY 1 AK]JlJ\Ll . B . npenapara npu npenapara npu TV BO3MOXHO NULLIb B TOM Cyyae, KOrAa NOTEHLManNbHbI PUCK ANA NN0AA ONPaBAAH 0XMAIEMOit

nonb30ii AnA Matepy. /laktauus: « Mpumenenne npenapara 8 nepuoa rpyaoro B(KapMﬂMBaHMﬂ npotvBonokasano. Cneayet I'I[JMHﬂTb peLueHie 0 NpeKpaLLeHi rpyAHOTo BCKAPMANBAHUA Wik 0 nﬁununmenuw/apemeuuum npeKpalLieHny Tepanuu NPpenapaTom MCXoaa U3 Nob3bl rPyAHOTO
BCKAPMAIVBAHWA 117 pebeHKa U oxuzaeMoit Monb3bl Tepanin A Mateph. [10BOYHOE JEVICTBUE. Hexenatenbhble peakuuit (nepeuciebl B COOTBETCTBIY C YaCTOTOM BCTpeyaemocTy): MauvenTol CUTN: - Ouenb Yactble (>10%) MHEKLMM BEPXHUX JibIXaTeNbHbIX NyTeld. « JacTble
(1-10%): dapuHrUT, MHGEKLIM MOYEBBIBOAALYMX NyTewt, NaPeCTe3tA CyXoCTb Maa, CyXoCTb CIM3NCTOIi 060NI0YK NONOCTU pTa, PBOTA, TOWHOT, ANAPeR™, U3bA3BARHHE CIM3UCTON oﬁonoukm nof0CTH pra, aKTUBHOCTH (ACT), aKTUBHOCTH
i1 GYHKLLMU TIeYeHU O HOPMANIbHbIX 3HaueHyiA, anonewws, Cbinib 60/1b B ke, 60/1b B rPYAHOIA KNETKe KOCTHO-MBbILLIEUHOTO XapaKTepa, KOCTHO-MblLLIeUHast 60, MUATUS, apTPanris, MbilLeUHbiii cnasm, 6onb B
KOCTAX, 601b B KOHEUHOCTAX, uLuyLueHmem)Kecm PUHUT, 60nb B xWBOTe, 3y6Han Gonb, Kawenb, 6oib B poTornoTKe, pUHOpes, MauvienT! c xponmueckim BIC. - O4enb yactbie (>10%): aHemus, CHIKeHVie anneTuTa, 6ecconHMLa, ronoBHan 6oMb, Kawwenb, TOWHOTa, AUapes, 3yf, anoneuys,
MUNItA, AU3ypus, Tb, TUnepTep aCTeHUs, nepuepuyeckuii otek, 03HOD. + UacTble: UHGEKLIA MOYeBLIBOAALLIAX NyTelr, HHOEKLMA BEPXHINK AbIXATENIbHBIX TyTei, GPOHXIT, Ha300apUHUT, TPHAIN, opansHbii repec,
TacTpO3HTEPUT, ¢apMHI’MT SHOKBUECTBEHHHE neyenn, KaA aHeMia, runeprankemusa, natonoruyeckoe yMeHblleHue Macchl Tena, Aenpeccun, Tpesora, HapyLUeHne CHa, COCTOAHUE CMYTAHHOCTU CO3HAHWA, BDSﬁy)KIJl?HME TONOBOKPYXeHWe, HapyLeHne
BHUMaHWA, ANCreB3nA, netaprua, ﬂaMﬂTM napectesns, KatapakTa, SKCCyAaThl CETYATKM, CyX0CTb rnasa, ) Tb CKnep, 0fbllwka, 6onb B POTOrNOTKE, OAbILIKA Npw
¢VI3VI'I€(KDM Harpyske, ﬂpD‘]yKTVIBHbIM Kawenb, pBoTa, acuuT, ﬁO"b B XuBorte, 6Gonb B BEPXHUX 0TAeNax X1BOTa, AUCMENCUA, CyXoCTb BO PTY, 3anop, B3AyTHE XUBOTA, BYGHM ﬁoﬂh, CTOMaTuT, Id(Tp0330¢afEaﬂbNaR pE¢I|IOK(Hﬂﬂ GOHESHb, I'EMODDOVI, ﬂMCKOM¢DpT B XWBOTE, raCTpUT, BapuKO3HOE
paclumpeHue BeH nuLiesoaa, B¢T03NI>IM CTOMATHT, Kp BEH nuLieBoaa, rMﬂEp6M"MPyﬁMNEMMﬂ, Kentyxa, TPOM603 BOPOTHOW BEHbI, NEYEHOYHAA He0CTaTOYHOCTD, NEKAPCTBEHHOE NOPaXeHWe NeyeHu, Cbifb, CyX0CTb KOXK, 3K3eMa, 3yAAlLue KOXHble
BbiCbINaHUA, dpuUTema, I'MHEPWIAPOB renepanmosauubm 3yn, HO‘IHaﬂ NOTAUBOCTD, nopa)xeume KOXMU, apTpanrua, MblLeyHble Cnasmbl, Gonb B (NiHe, 6Gonb B KONGLIHU(TﬂX, KO(THD ‘MbllLeYHaA ﬁD"b, 6Gonb B KOCTHX, Tb, ﬁﬂllb, peakumna B MecTe NHbeKUUN,
HeKapnMaanan 6UI|b B rPYAHOM KNETKe, OTEK, CbiMb B MeCTe UHDEKLUK, ﬂM(KOMd)UpY B I'pyﬂHOM KNetke, 3y B MeCTe NHbeKUUH, ! Maccbl Tena, 33 fEMDI’"UﬁMHa, KonuyecTea

YaCTUYHOTO “THHOBOTO BPEMeHM (ALITB) TUNepranKemis, 6 B KPOBH, whtepsana QT Ha -
rpamme NauvenTol CTAA: Oqenb yacTble >10% ronoBHas 6071b, Kaluenb, oAbILIKa, 6onb B pommome puHopes, 6onb B UBOTE, AUapes, TOLUHOTA, AKTUBHOCTI apTpanrus, i Cna3m, 6071b B KOHEUHOCTAX, TONOBOKPYXKEHIE, yTOMAAEMOCTb,
UacTble: KOXHan Colfl.  Hexenatenbble peakut o AaHHbIM MOCTperHCTpaUMoHHOro Habionekus: Penue (0,01-0,1%): ToomBoTHYeCKan MAKpOAHTHONaTIA € oq}wu NOYEYHOI HEfJ0CTaTOUHOCTDIO. Heu3BECTHO: HapyLieHUte OKPACkM KOXHBIX
n0KkpoBoB*. C NoAHbIM nepe-meM He)KEﬂﬂTEVlebIX peakuuii MoxHo osuaxommbl_cln , 06pATUBLLNCH K MHCTPYKLIMK N0 NPUMEHEHUI0 NpenapaTa. B3AMMO[]EVICTBVIE C APYTVAM NNEKAPCTBEHHbIMU CPELCTBAMM U APYTIE BWJLbI B3AUMOZEVICTBYA. - Po3yBacTaTuH: CeayeT paccmoTpeTb BOMpoc o

CHIDKEHVIM A03bl PO3yBACTaTHH, A TaKxKe pn 1 npoymx cy6CTpatos nonunenmnnblx Tpa H(l'lOpTEpOB opraumue(xux aHmoros (OATP1BT) u BCRP cneayer cobniogarb 0cTopoxHoCTb. « Linknocnopuk (uHruoutop
BCRP): exeHeenbHblii KOHTPOAL B Teuetne 23 Hepenb, BO3M0)KHO A03bl . KaTu npenapar Pegoneii CneAyeT NPUHMMATb N0 KpailHeil Mene 32 2 Yaca 40 UnK yepes 4 vaca
nocne npiema npoayKTos, aTUOHB. cnenye1 06 0CTOPOXHOCTH, KOHTpOﬂb KOnyecTBa TPOM6OUMTOB exeHefieNbHo B Teuenme 2—3 Heflens. <HOBAPTUIC OAPMA AT, LIBEVILIAPYA.

* AHanu3 «BAUAHWA Ha BIoZKeT» N0Ka3an, 4To NpUMeHeHHe npenapata NTPoMGONar NO3BOAAET CyLECTBEHHO CHI3UTL BI0AXKETHbIE PACXObI CUCTEMbI 3/1PaBOOXPAHEHUA Ha Tepanitio XpoHUueckoit UTT npu coxpaHeHn SpGeKTUBHOCTA 1 6e30nacHOCTH Tepanin.

** https://www.vidal.ru/drugs/atcl/b#B02BX Ha 30.06.2018.
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CTP. 4-13.2 VIHCTPYKUMA N0 MeAUUIMHCKOMY NPUMeHeHuto npenapata Pesoneita JICP-010032/09 Ha 30.06.2018.3 MH(myKuMu o Meﬂnumn(xomy npUMeHeHuio npenapata PomunnacTm Ha 30.06.2018.
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Ten. +7 (495) 967 1270. Gaxc +7 (495) 967 1268,
www.novartis.ru
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H3onupoBanHasa xumuonepgy3usa Nerkoro u nnespbl
KAk MEemoj neveHua y aemeil ¢ pachpocmpaHeHHbiMu hopMmamu
CONUMHBIX onyxoneii kocmeil

E.B. Jlesuenko', D./I. I'ymbarosa', C.A. Kyaesa!, K.}O. Cenunk!,
0.10. Mamonros!, I1.C. Kaaunun', E.M. Cenuypos’, }O.A. ITynanos?

'OIBY «Hayuonanvhoiit meduyunckuil uccaedosamenvckuil yuenmp onkonroeuu um. H. H. Ilemposa» Munsopasa Poccuu;
Poccus, 197758, Cankm-Ilemepbype, noc. Ilecounviit, ya. Jlenunepadckas, 68; °“@I'bOY BO «Ilepeviii Cankm-IlemepOypeckui
eocyoapcmeeHHblil MeouyuHckui yuueepcumem um. akad. U.11. Ilaerosa» Munzdpasa Poccuu;

Poccus, 197022, Cankm-Ilemepbype, ya. JIvea Toacmoeo, 6—8

Konmarxmnote dannvte: Dnveupa Jncaneuposna [ymobamosa gumbatovaelvira@gmail.com

Beeodenue. Tepanus memacmamu4ecko2o NOpajNCceHus: 310Ka4eCmeeHHbIX OnyxXoeil 16451emcs 00HOU U3 8aNCHeUUUX NPOOAeM CO8PEMEHHOL
demckoli onkonoeuu. Hanuuue omoaseHHbIX Memacmasos paccmampueaemcs Kak 0CHO8HOU NPUHAK 2eHePaAu3ayuL Onyxone020 npoyec-
ca. B yensx yayuwenus pe3ynbmamos aeuenus maKux nayueHmos Hamu 6viao npeosoNceHo 0ONOAHUMb UUMOPEOYKMUBHYI) ONEPaAUUI)
UHMPAONEPAUUOHHOL U30AUPOBAHHOL XUMUONEPPY3Uell 1e2K020 U/Unu NAe8pbl YUMOCMAMUKOM.

Ileab uccaedosarnus — onpedenerue 3ghghekmusHOCMU MEMAcCMAazdIKmMoMU, KOMOUHUPOBAHHOU € U30AUPOBAHHOL XUMUONEPPY3Uell 1eeK0-
eo/nnespol (UXILI/UXIIII) 6 ycaosusx eunepokcuu y demeil.

Mamepuaavt u memoowt. 3a 10 aem uccredosanus (2008—2018 ee.) na 6aze HMHI] onxonoeuu um. H.H. Ilemposa 6bi10 npouszeedero
45 UXTIJTu UXTIIT y 30 601bHbIX € BHYMPUAC2OUHBIMU U BHYMPUNAEEPANbHBIMU MEMACMA3AMU PA3AUMHBIX 310K AYECMBEHHbIX ONYX0eil KOCIell.
Memood UXIIJI npedcmasnsem coboii xupypeuueckyto npouedypy, 8 npoyecce Komopoil RpoUcxoo0um epemMeHHoe 8bIKAHeHUe 1e2K020 U3 KPo-
6000paulenus u e2o nepgy3us MOOUPUUUPOBAHHBIM QUUON0UMECKUM PACMBOPOM, COOEPICAUSUM BbICOKUE KOHUEHMPAUUU NPOMUBOONYXO-
186020 npenapama (Meapaian uau YUCHAAMUH), 4mo NO36043em OCyuwecmeums 00CMABKY 8blCOKUX 003 UUMOCmamuKa, uzbeeas npu 3mom
CUCIMEMHO20 8030elicmeuUs npenapama. B cayuasx evisieneHus Mmemacmamu4eckoeo nopajiceHus napuemanvroil naeepbl Nocie MemacmasiK-
momuu evinonnsau UXIIII, 3axaouarouyrocs 6 OpeHuposanuu naegpaibHoil NOAOCMU U UHMPAONEPAUUOHHOM NPO8eOeHUU NOCAe YUIUBAHUS
onepayuorHoll pamsl eunepmepmuyeckoli (42 °C) xumuonep@y3uu naeepaibHoil NOA0CMU pacmeopoM YUCHAAMUHA 8 meyeHue 2 4.
Pesyavmamet. Y 0emeli co 310Ka4ecmeeHHbIMU ONYXOAAMU KOCmell (b0 6bin0AHeH0 37 U30AUPOBAHHBIX XUMUONEPPY3ULL ¢ YUUCHAAMUHOM
u 8 — ¢ meagpananom. Y 27 nayuenmos nposedero 36 UXIIJI, y 7 6oavnvix — 9 UXIIII. desamu (20 %) nayuenmam vinoanena busame-
panvHas nepghysus ¢ unmepsarom om 1,5 oo 31 mec.

JlemanvHbix ucxo006 60 epems onepayuii u 8 nOCAeONEPAYUOHHOM nepuode He 0bi10. CpeOHss OAUMEeNbHOCMYb XUPYpeUHecKux emeuld-
menvcme cocmasuna 270 £ 90 (120—520) mun. Koauuecmeo yoanennvix ouaeoe — om 1 do 56 (cpednee snauenue — 9). Cpednsis Kpoeono-
meps cocmasuaa 300 £ 200 (150—1000) ma. Cpeduuii nepuoo Habawodenus cocmagun 45 mec; meduana oduetl gvlocusaemocmu — 38 mec;
3-nemmusisn o6was evixcusaemocms — 65,5 * 9,4 %. Boiocusaemocms 6e3 npoepeccuposanus — 40,5 = 10,5 % (n = 30).

Buieoodwr. UXIIJI/UXIIII ¢ yumocmamukamu — 2mo memood KOMHAEKCHOU mepanuu, CHOCOOHbLI YAVHUUMYb KAYeCME0 U Y8eaudums npo-
00MHCUMENbHOCHb HCUZHU OOAbHBIX, 0COOEHHO NPU UCHEPNAHHOU 803MOICHOCHIU OPY2UX 8APUAHMO8 NeHEHUs.

Karouesnie caosa: xumuonepdysus, ocmeoeennas capkoma, capkoma Hunea, memacmamuueckoe nopadceHue Neekux, KOMNAeKCcHas
mepanus, pacnpocmpaHerHsle Gopmbl, U30AUPOBAHHAS NOKANbHAS XUMUONEPDY3US, YUCHAGMUH, MeAPANaH

Jlas yumuposanus: Jlesuenko E.B., Iymobamosa 3./1., Kyaesa C.A., Cenuux K.IO., Mamonmos O.10., Kaaunun I1.C., Cenuypos E.M.,
Ilynanos 10.A. H3o0auposannas xumuonep@y3us neek0eo U naespsi KaKk Memoo AeveHus y 0emeil ¢ pacnpocmpaneHHbIMU QopmMamu coauo-
HbIX onyxoneil kocmeil. Poccutickuii scypnan demckoil eemamonoeuu u onkonoeuu 2019;6(1):40—7.

Isolated chemoperfusion of the lung and pleura as a method of treatment in children with common forms of solid bone tumors

E.V. Levchenko', E.D. Gumbatova', S.A. Kuleva’, K. Yu. Senchik’,
0.Yu. Mamontov', P.S. Kalinin', E.M. Senchurov’, Yu.A. Punanov’

IN.N. Petrov National Medical Research Center of Oncology, Ministry of Health of Russia; 68 Leningradskaya St., Pesochny,
Saint Petersburg, 197758, Russia; *First Paviov State Medical University of St. Petersburg, Ministry of Health of Russia;
6—8 L’va Tolstogo St., Saint Petersburg, 197022, Russia

Introduction. Therapy of malignant tumors is one of the most important problems of modern pediatric oncology. The presence of distant
metastases is considered as the main sign of generalization of the tumor process. In order to improve the results of treatment of these patients,
we proposed to supplement cytoreductive surgery with intraoperative isolated chemoperfusion of the lung and/or pleura with cytostatic.

The purpose of the study is to determine the effectiveness of metastasectomy combined with isolated lung/pleura chemoperfusion (ILCP/PCP)
under conditions of hyperoxia in children.

Materials and methods. For 10years of research (2005—2018) on the basis of the N.N. Petrov National Medical Research Center of Oncology
produced 45 ILCP and PCP in 30 patients with intrapulmonary and intrapleural metastases of various malignant bone tumors.
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The ILCP method is a surgical procedure, during which the lung is temporarily switched off from the circulation and perfused with modified
saline containing high concentrations of an antitumor drug (melphalan or cisplatin), which allows delivery of high doses of cytostatics while
avoiding systemic exposure to the drug. In cases of detection of metastatic lesions of the parietal pleura after metastasectomy, PCP was
performed, consisting in drainage of the pleural cavity and intraoperatively conducting, after suturing the surgical wound, hyperthermic (42°C)
chemoperfusion of the pleural cavity with a cisplatin solution for 2 hours.

Results. In children with malignant bone tumors, 37 isolated chemoperfusions with cisplatin and 8§ with melphalan were performed. In 27 patients,
36 ILCP were performed, in 7 patients — 9 PCP. Nine (20 %) patients underwent bilateral perfusion with an interval from 1.5 to 31 months.
There were no lethal outcomes during operations and in the postoperative period. The average duration of surgical interventions was 270 = 90
(120—520) minutes. The number of remote foci — from 1 to 56 (average value — 9). The average blood loss was 300 + 200 (150—1000) ml.
The mean follow-up was 45 months,; median overall survival — 38 months; 3-year overall survival — 65.5 % 9.4 %. Survival without progression —
40.5%10.5 % (n = 30).

Conclusions. ILCP/PCP with cytostatics is a method of complex therapy that can improve the quality and increase the life expectancy of
patients, especially with the exhausted possibility of other treatment options.

Key words: chemoperfusion, osteogenic sarcoma, Ewing’s sarcoma, metastatic lung disease, complex therapy, common forms, isolated local
chemoperfusion, cisplatin, melphalan

For citation: Levchenko E.V., Gumbatova E.D., Kuleva S.A., Senchik K. Yu., Mamontov O. Yu., Kalinin P.S., Senchurov E.M., Punanov Yu.A.
Isolated chemoperfusion of the lung and pleura as a method of treatment in children with common forms of solid bone tumors. Russian Journal
of Pediatric Hematology and Oncology 2019;6(1):40—7.
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Beenenue

MeracTaTuueckoe TMOpaXeHue JIETKUX BCTpedaeTcs
Mpy OOJILITMHCTBE 3JI0KAY€CTBEHHBIX OITyXOJielt KOCTEH.
3nokavecTBeHHbIe HOBooOpaszoBaHus (3HO) xocreit
TPEICTABIISIIOT COOOI TOCTATOYHO PAa3HOPOMHYIO TPYIIITY
HO30JIOTUYECKUX (POPM, OTINYAIONIUXCS KIMHUISCKUMU
MPOSIBICHUSIMU, CITOCOOHOCTSIMU K METacTa3MpOBAaHUIO,
PEUUIMBUPOBAHUIO, UYYBCTBUTEJIHLHOCTHIO K XUMMOTE-
panmuu U JIydeBbIM MeTomaM BoszneiicTBus. B Poccun
exeronHo peructpupyercs okosno 10 000 HOBBIX cirydaeB
3JI0Ka4eCTBEHHBIX OIyXoJieil KocTeit, uto coctasiset 1 %
BCEX MaJIMTHU3UPOBAHHBIX HOBooOpaszoBaHuii. B 50 %
HaOTIONEHU TepBUYHbBIE 3JI0KAY€CTBEHHBIE OITyXOJIU
KOCTeii TIpeCTaBIeHbl OCTEOTEHHBIMU capkomamu [ 1], Ha
2-m Mecte capkombl FOunra. OctajibHble TMCTOJIOTHYE-
ckue opMbl BCTpevaroTcs pexe. [opaszio vaiiie KOCTHbIE
CapKOMBI BBISIBIISIIOTCS y IETE€U U TIO[POCTKOB BO BTOPOM
JECATUJIETUM XXU3HM, KOTJA UX YacTOTa COCTaBJIsIeT 3 Ha
100 000 Hacenenus [1]. OcreoreHHast capkoma MpeacTaB-
JieHa B 35—50 % ciyyaeB BceX 3710KAYECTBEHHBIX OITyXO-
JIeil KocTell y nereil u moapoctkos [2]. HactoTta BcTpeva-
emocTtu — 4 ciaydas Ha 1 000 000 3a ron. [1pu mepBuaHOM
obcnenoBannu y 20 % TMallMeHTOB TUArHOCTUPYETCS pac-
pocTpaHeHHas hopMa 3aboieBaHus, aele y 22 % rnpouc-
XOIUT IPOTPECCUPOBAHNE HA PA3HBIX ATarnax jedeHus |3].
[MosiBneHne MeTacTa3oB B JIETKUX SIBISETCS DE3YJib-
TaTOM TeHepalu3alluM OITyXOJIeBoro Ipolecca [3, 4].
3a nocienuue 30 JieT JOCTUTHYT 3HAYUTEbHBIN TIPOTPecc
B Tepanuu 3HO kocreil y geteii. OnHako 0oJibliiasi 4acTb
HaOTIOIEHUH KacaeTcsl MallMeHTOB C JTOKATM30BaHHBIMU
(opmamu 3aboneBanuit. O6liasg BbikMBaeMocTb (OB)
B 2TUX ciydasx gocturaet 75—90 % [5]. K coxanenuto,
okosio 10—40 % neteit co 3710KaUe€CTBEHHBIMM OITyXOJISIMU
WMEIOT MEeTacTasbl yXe Tpu TIEPBUYHOIN MUAarHOCTHUKE.
OB nipu 1V craguu Bapbupyet ot 17 1o 70 % B 3aBUCHMO-
CTH OT TUCTOJIOTUYECKOI Bepu(puKauy MepBUIHON O11y-
xosiu [6—9]. Pe3ynbraThl MHOTOYMCIIEHHBIX TPOBEACHHBIX
WCCNIeIOBAaHUI TIOKa3aiv, YTO HamboJiee OJarompusiT-
HBIMM TTPOTHOCTUYECKUMU (paKTOpamu JyIsl paciipocTpa-
HEHHOW (OPMBI OCTEOTEHHON CapKOMBI SIBJISTIOTCS
TOSIBJIEHUE METAaCTaTUUECKUX 00pa30BaHMII HE BO BpeMsi
HEOAIbIOBAHTHON U aJbIOBAHTHON TTOJIMXUMUOTEPATINH,
a TIocJie 3aBeplleHus JieueHusT; Ooiee MIUTETbHBIN 0e3-
PEUMIMBHBIN WHTEPBAJI MEXIY JIEUEHUEM U TPOTPEeCcCH-
pOBaHMEM; OTCYTCTBUE DKCTPATOPAKATbHBIX METACTa30B;

BBIPAXXEHHBII TaTOMOP(}O3 OITyXOJIH 10 OTIEPAITUOHHOMY
Marepuajly M BO3MOXHOCTH YAaJieHWs BCEX MeTacTa-
TUYECKUX 00pa3oBaHUil xupypruyeckum nyteM [10].
BHenerounbsie MeTacTa3bl 1 MECTHBIN PELIMIUB paccMma-
TPUBAIOTCSI MHOTUMM aBTOpaMU KakK HEOJIaronpusiTHbIC
nporHoctuyeckue (akropst [3, 11—14].

OTInunuTeThHON 0COOEHHOCTHhIO capkKoMbl FOwuHra,
KoTopasi cocTaBiser 10—15 % HabOmoAeHUIA, SIBISIETCS €€
XUMUO- U paIuoOvyBCTBUTEILHOCTD. MMelomuecs my0mm-
Kalluy cojiepXkat MPOTUBOPEUYNBBIE MHEHUS O TIPUMEHE-
HUU XUPYPTUYECKOTO JICUEHUS METAaCTaTMUeCKuX obpa-
30BaHMil B JIeTKUX y aeteit [3, 15, 16]. OgHako B 2011 1.
PA. Letourneau et al. goxazanu, 4To y IeTeil ¢ CapKOMOW
IOuHra u meTacraTnyecKuMu 0OpPa30BaHUSIMU B JIETKUX
XUPYPIUUECKUA TIOAXOMA JICUEHUS] YBEJIMUMBACT S-JIET-
HI010 BbIKUBaeMocTh 10 80 % [17]. OTcyTcTBUE €MMHOTO
MHEHUS 1 yoenuTeTbHbIe TaHHbIe 3 (MEeKTUBHOCTY MeTa-
CTa39KTOMUM 00YCJIOBIMBAIOT ITOMCK M pa3pabOTKy HOBBIX
aJIBTEPHATUBHBIX, B TOM YMCJIe KOMOMHUPOBAHHBIX, MO/~
XOJIOB K Tepalvu JaHHOU Kateropun 0oibHbIX. [Tepcrek-
TUBHBIM y 9TUX JETEl B JOTIOJHEHUE K IIMTOPETYKTUBHOM
oTiepalu MOXET CTaTh MPOBEACHUE WHTPAOIIePAllMOH-
HOI M30IMPOBAaHHOW XUMUOMEP(Y3UU JIETKOTO W/WUIn
meBpsl (MXTIT/MUXTIIT) nuroctatukom. Cmbica XTI
3aKJIIOYAETCSI BO BPEMEHHOM BBIKJIIOUYEHUM JIETKOTO W3
KpOBOOOpalleHus 1 Tiepdy3nun ero MoanhUITMPOBAHHBIM
(buzmonornyeckumM pacTBOPOM, COEPXKAIIMM BBICOKHUE
KOHIIEHTpAllUM TIPOTUBOOITYXOJIEBOTO TIpernapara, 4To
TO3BOJISIET OCYIIIECTBUTH TIOCTABKY BBICOKMX /103 XMMUO-
rperiapaTa B JieTKoe, n30erast ipyu 3TOM CUCTEMHOTO BO3-
neiictBys Ha opranusM [ 18—25]. B ciryuasix ke BoISIBICHUS
METacTaTMYECKOTO TTOPaXKEHUST TapUeTAIbHOW TIIeBPHI
MOCJIe METAaCTa33KTOMMY IPOBOIUIIN TUTIEPTEPMUUECKYIO
MNXTIII B tensix aHTUOJIACTUKMH.

Ieabio HACTOALIErO MCCIETOBAHUS CTATIO OIPEC/IEHUE
9¢h(HEKTUBHOCTY METAaCTa3dKTOMUN, KOMOMHUPOBAHHOM
¢ UXTUI/UXTIII, y neteii.

MarepuaJjibl 1 METOABI

B nepuon ¢ mapra 2008 1. mo ssuBapn 2018 . Ha 6a3e
HanoHanbHOTO MEIUIIMHCKOTO MCCJIEIOBATETHCKOTO
neHtpa onkosioruu um. H.H. TletpoBa 6bUI0 BBITOJHEHO
45 XTI u UXIIIT y 30 OONbHBIX ¢ BHYTPUJIETOYHBI-
MU W BHYTPUIUIEBPATbHBIMU MeETacTa3aMM DPa3JIMUHBIX
3HO «kocreii. bombliyto 4acTh TPYMNIbl COCTaBWIN JIETH
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OcrteoreHHast capkoma (n = 20)
Osteogenic sarcoma

Capkoma tOwuHra (n = 8)

Ewing’s sarcoma

NH30 (n=1)

Primitive neuroectodermal tumor
HeauddepeHumposaHHas onyxonb (n = 1)
Undifferentiated tumor

Puc. 1. [llamoeucmonocuueckue eapuanmol uccaedyemoti epynnwi O0AbHbIX
Fig. 1. Histopathological variants of the studied group of patients

Tadmma 1. Odwias xapakmepucmuia nayuenmos ucciedyemoii epynnot (n = 30)

Table 1. General characteristics of patients of the studied group (n = 30)

Bospacm, 200b1:

Age, years:
cpeaHee 3HaueHue 12,8
average value
MeauaHa 13,5
median

Bospacmmusie duanazonwt, 20061:
Age ranges, years:

0—4 1 3,3
5-9 5 16,7
10—14 10 33,3
15—18 14 46,7
Iloa:
Gender:
MaJIbYUKH
boys 18 60
JeBOUYKHU
girls 12 40

Cmaous (nepsuuno):
Stage (primary):
1

0 0
I 14 46,7
I 0 0
v 16 53,3
Ilopascenue aeexux:
Lung damage:
CHHXPOHHO
synchronously 16 53,3
METaXpPOHHO
metachronic 14 46,7
Jlokaauzauus:
Localization:
OIHOCTOPOHHUE
one-sided 7 23,3
TBYCTOPOHHUE
bilateral 23 76,7

¢ ocTeoreHHoit capkomoit — 20 (67 %), ¢ capkomoii
IOunra — 8 (27 %), raxxke nposedeHo 1o 1 (3 %) pebeH-
Ky C TNPUMUTUMBHOU HEWPOIKTOAEPMATBbHON OITyXOJIbIO
(ITHBO0) u HenuddepeHUMpoBaHHON capkoMoii (puc. 1).

B nonioBuHe ciyuaes (46,7 %) Bo3pacT OOJBHBIX COCTA-
Bua 15—18 net. CpenHuit Bo3pact — 12,8 roga, meauaHa —
13 1eT. MyKcKoii o mpeosiafgait: Maab4yukoB — 18 (60 %),
neBouek — 12 (40 %) (tabm. 1).

CUHXpOHHOE M METaxpOHHOE IMOpaXeHMEe JIETKUX Ha
MOMEHT IOCTYIUIEHUSI ObUIO MPUOIM3UTEIBHO OIMHAKO-
BbIM: 53,3 % u 46,7 % cootBeTcTBeHHO. [IpeBainpoBaio
JIByCTOpPOHHEE IMopaxeHue Jierkux — 23 (76,7 %) naiu-

eHra. Jletu nocrtynanau npeumyiiectBeHHoO co 11 (46,7 %)
u IV (53,3 %) cragusimu 3aboneBaHust (cM. Tabma. 1).
B wuccnenyemoii rpymre, mo JaHHBIM KOMIBIOTEPHOU
tomorpacduu (KT), nmpeobnamanu GoibHBIE C METaCTaTH -
YeCKUM TOpaXkeHWeM JIETKUX B KoJnuecTBe 10 10 oyaros,
yT1o coctaBuwio 80 % — 36 omepauwii. Hanmuume Gonee
10 JIerOYyHBIX METAcTa30B MOATBEPAMIOCH BO BpeMs 13
(28,9 %) omepaTUBHBIX BMeLIATEILCTB. Pazmepnl MeTa-
CTa30B He MPEBbIIATN 3 CM Y GOJBIIMHCTBA MAlUEHTOB
(77,8 %) (tabn. 2). PacnpeneneHue GOJMBHBIX MO YKa3aH-
HBIM MTPU3HAKAM OCHOBBIBAJIOCh HAa COOCTBEHHBIX TAHHBIX.

Tadmana 2. Obwas xapakmepucmuka MemacmamuvecKux 00pazoeanuil
6 uccaedyemoli epynne (n = 45)

Table 2. General characteristics of metastatic lesions in the study group (n =45)

Koaunecmeo memacmamuuecku nopaxcen-
HbIX 04a206 6 aeekux (no dannovim KT):
Number of metastatic lesions

in the lungs (according to CT):

1o 10 36 80
up to 10

10 u ©onee 9 20
10 or more

Koaunecmeo memacmamunecku nopasxjcen-
HbIX 04a2086 6 Ae2Kux (UHMpPaonepauuonnsle):
Number of metastatic lesions in the lungs
(intraoperative):

1o 10

up to 10 32 71,1
10 u Gonee

10 or more 13 28,9

Pazmep nauboavuezo memacmasa:
Size of the largest metastasis:

10 3 cm

up to 3cm 35 77,8
3 cM u Gosee

3 cm and more 10 22,2

OcCHOBHbIMU KpuTepusMmu aast nposBeaeHus MXITT
B COYETAHUU C METACTA39KTOMMUE ObUIU ClIeyIolIue:

1)  mopdosornuecku MNOATBEPXKAECHHBIN JHArHo3
METACTaTUYECKOTO MOpaXeHUsl JerKUX WHTpaornepalu-
OHHO ITyTeéM CPOYHOTO TUCTOJIOTUYECKOTO U LIUTOJIOTUYE-
CKOTO UCCJIeIOBaHUS;

2)  BO3MOXHOCTb  BBIMIOJHEHUS  paauKaJbHON
CHUMYJIBTAHHOM OTlepalliy Mo MOBOLY MEPBUYHON 3J10Ka-
YeCTBEHHOM OITyXOJI WY €€ PelaNBa;

3) JoKanu3alusl ~ MeTacTaTUYECKUX
TOJIBKO B JIETKUX;

4)  BO3MOXHOCTbH TOJIHOTO XMPYPTUYECKOTO yaaje-
HMSI METACTaTUYECKMX OYaroB M3 JIETOYHON TKaHU (IO
JAHHBIM PAINOJOTMUECKOTO 00CIeIOBAHUSI — PEHTIEHO-
rpacust unu KT rpyaHoi KIeTKn);

5)  Ppe3WCTEHTHOCTb K CHCTEMHOI TPOTHBOOITYXO-
JIeBOH Tepanuu Uiy ee Hed(h(HEKTUBHOCTD;

6) OTCYTCTBHE NIPYTMX BO3MOXHBIX TepareBTHYe-
CKMX BO3JEUCTBUI 3a WMCKIIOYEHUEM XUPYPTUIECKOTO
yIaJIeHUsT METaCTaTUIECKUX OITyXOJIEBBIX OYaroB M3 TKa-
HU JIETKOTO;

7) oOillee YyIOBJIETBOPUTEIBHOE COCTOSIHUE OO0Jb-
HOTo (aKTUBHOCTS M0 1Kane KapHockoro — 80—100 %;

U3MEHEHUI
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

ECOG (Eastern Cooperative Oncology Group, Bocrounas
KOOTIeprpOBaHHasI OHKOJIoTn4ecKas rpymma) — 0—1 6ain);

8) mocrtaTo4yHbIe KapAWOIYJIbMOHAJbHBIE pPe3epPBBI
opraHms3Ma TalMeHTa (JaHHBIE 3JIEKTPOKapAMOrPAMMBI
B mpenenax HOPMbI, 00beM (DOPCHUPOBAHHOIO BBIIOXA
3alc>75% or HOpMBI);

9) anekBaTHasi (yHKUMS IleyeHU (aJlaHMHAMM-
HoTpaHcdepasa < 2,5 HOpMBI; acapTaTaMUHOTpaHCde-
paza < 2,5 HOpMBI), mouyek (KpeaTuHUH < 1,5 BepXHMX
rpaHUL] HOPMBbI), KOCTHOTO MO3ra(rpaHyIoLuThi >2x 10°/11,
TpoMGoumTel > 150 x 10°/71).

KpurepusiMu NCKITIOUEHUS CUUTATIACH CIICAYIOIINE:

1)  TsoKenast COIyTCTBYIOIIAS ITATOJIOTHS;

2) medeHOYHas U MoYevyHasl HeIOCTaTOUYHOCTD;

3)  HaIM4Me OCTPOro MHMEKIIMOHHOTO 3a00JICBaHMS;

4) Hamuuue TIPOTPECCUPOBAHUS IO OCHOBHOMY
ovary.

B npouecce rocnutanuzanuu Bce €T ObUIA MOJIHO-
CThIO 00CJIEIOBAaHBI HA MPEAMET COOTBETCTBUSI KPUTEPH-
SIM BKJTIOUEHMST Y OTCYTCTBUSI KPUTEPUEB UCKITIOUCHMUSI.

Jns nposenenuss MXIIJI ucnonb3oBaauch MPOTH-
BOOITyXOJIEBBIE TIpermaparsl MeidalaH WIM IUCIUIATHH.
BbIOOp LIMTOCTATUKOB, a TaKxKe WX 403 ObLI OCHOBaH Ha
JINTePaTypPHBIX JaHHBIX, CBUACTEIbCTBYIOIINX 00 3 dek-
TUBHOCTHU MeJidasiaHa 1 IIUCIIaTHHA TIPU X UCTI0JIh30Ba-
aun st UXTJI B skcriepuMeHTaIbHBIX MOENsIX [22—26].
Hcxonst u3 muTepaTypHBIX JaHHBIX, U3BECTHO, YTO MaKCH -
MaJIbHO TIepeHOCHMasl 103a MesdaaHa 1Tl TPOBEICHUS
nmep¢y3Un JIETKOTO Yy B3POCIOTO OOJIBLHOTO CO CPEIHUM
Becom 70 kr cocrasisieT 60 MI IIpu TeMIiepaTrype pacTBo-
pa 37 °C u 45 Mr nipu TeMnepatype pactBopa 42 °C [20].
Jlg kaxooro pedeHka mesdaaaH pacCUUTBIBAJICS, MCX0-
N1 U3 MIPONOPLIMU IO KOHKpeTHOM macce Teja. MXIIJI
C UMCIUTATUHOM IIPOBOAMIACH TOJIBKO B YCIIOBHMSIX HOP-
Motepmuueckoir (37 °C) Temmeparypbl nepd@y3MOHHOTO
pactBopa. Jlo3a npemnapata cocrtapisiiia ot 70 mo 300 Mt
Hauunas ¢ 2016 r., ona paccuurtsiBagachk no KT-Bosro-
MeTpuu Jierkoro u3 pacuera 0,019 mr/cm? mis mesdanaHa
u 0,081 mMr/cm? erkoro maist HUCILIATMHA C Y4ETOM 00be-
Ma ero pesekuun [26].

Boinonnenue mertacrazakromuu B 4 (13,3 %) ciy4a-
SIX COYETAIOCh C TIEBPIKTOMUEN, B 1 — ¢ T0O3KTOMMUEH,
B | — ¢ pe3ekumeii mepukapaa 1 elie B 1 ¢ aHAaTOMUYECKOI
pesexmueit S1—3 cieBa (Taou. 3).

BceM 00bHBIM MOCAE TOPAKOTOMMM BBINOJHSIOCH
yIaJeHWe MaJbIIMPYeMbIX B TapeHXMME JIETKOTO MeTa-
CTaTUYECKHUX OYaroB. BTOpBpIM 3TarioM IPOBOAUIOCH
CPOYHOE THUCTOJOTUYECKOe M IIMTOJOTMYEeCcKOoe HCClie-
IOBaHWE OIHOTO M3 yHaJeHHBIX 0Opa30oBaHMIA JIETKOTO.
Pemmenne o pacummpeHrun orepaTUBHOTO BMeIIaTeIbCTBa
no UXTII/UXIII npuHUMaIoCch TOJBKO MPU HATUIUU
MOP(MOJIOrUIeCKU MOATBEPKICHHOTO 37I0Ka4eCTBEHHOTO
XapakTepa B yIaJeHHOM OTiepallMOHHOM MaTepuae.

Meronuka UXIJI 3akirouanack B ciaeaytoiieM. I[lep-
BBIM 3TAIlOM IPOM3BOIMIIACH 3aTHSIST MEIUACTUHOTOMMS,
BBIICJICHNE I BpEMEHHOE IepekaTre Ha BpeMsl mephy3un
JIOCTYITHBIX OPOHXMAIBHBIX COCYIOB 1 HIDKHEH JIETOYHOM
cBsa3ku. [locie BBIMOMHEHUSI TMEpeaHeil MeauacTHHO-

Taomma 3. Obsem KombuHuposanbix pesexyuil y demeti ¢ UXTUL/UXIII (n =45)
Table 3. The volume of combined resections in children with ILCP/PCP (n =45)

Pesekiust mepukapaa
Pericardial resection

5

D) [1neBpakTOoMus 4 8.9
Pleurectomy
JloGakTOMMSI

. Lobectomy : R

AHaTOMHUYECKasT pe-
3ekimst S1—2—3 cieBa
. . 1 2,2
Anatomical resection
S1—2—3 on the left

Bcezco
5 Total 7 15,6

~

TOMUM M TPOAOJTHHON TEPUKAPAOTOMUU IPOBOIMIOCH
BBIZICJIEHUE YCThEB JIESTOYHOM apTepru U 00eUX JIETOUHBIX
BeH. BHYTpMBEHHO CMCTEMHO BBOJMJICS T€ITApUH U3 pac-
yera 100 EJI/kr macchl Tesa 0oJbHOTO. BhIMosHsIOCH
rnepexarure JISTOYHBIX COCYIOB IIPU TOMOIIU COCYIM-
CTHIX 32XMMOB M YCTaHOBKA KaHIOJIb B TPOCBET COCY-
noB. Mcrnonb3oBanvch IeauaTpuyeckue apTepuaibHbIe
nepdy3ruoHHble KaHoau — mpsiMast 6 French (FR) mis
aptepuu U uzornyrtas 8 FR nis BeHo3Horo pycna. Hanee
MPOBOIMJIACH M30JMpOBaHHAasl Tiepdy3ust JETKOro pac-
TBOpOM MeJidajiaHa MM HUCIIaThHA B TeueHue 30 MUuH
npu TeMnepatype nepdysara 37 °C.

Temriepatypa T1epdy3MOHHOTO pacTBopa KOHTPO-
JIMpOBaiach TPU TTOMOIIM 3JIEKTPOHHBIX TEPMOMETPOB
(Citizen, fmnoHMsI), YCTAaHOBJIEHHBIX B CIIellMaJbHbIC
MOPTHI B MOJMBUHUIXJIOPUIHBIX MarucTpajsix Ha ypoBHE
BXOJa W BbIXOJA M3 OKcureHaropa. B kauectBe mepdy-
3MOHHOI Cpelbl ObLI MCMOJIb30BaH (PU3MOTOTHUECKUIL
pactBop NaCl B oobeme 1000 mia. B oxcureHatop ocy-
HIecTBIANAch Mofaya kuciopoga FiO, (dppakumonHoe
comepXXaHue KUcjaopoaa Bo BabixaeMoil cmecu) 100 %
¢ 00beMHoOI ckopocTbio 180—220 mui/mMuH. Takke st
CO3MaHUs TUTIEPOKCHUM B TIEphy3UPYeMOM JIETKOM IPOBO-
JIUJIach BBICOKOYACTOTHAsI BEHTWISILMS JIETKOTO YBJIaXK-
HEHHOIi KucnopoaHoii cmeckio FiO, 40 %, Peep +5 cm
H,O ¢ vacroroii ot 50 g0 100 Broxos B MuH. OObeMHast
ckopocTb MXIJI cocrapisura 180—220 mMir/MUH, Tak, 9TO-
OBl TaBJIEHUE B JISTOYHOI apTepyu He TpeBbIaio 30 Mm
pT. cT. JlaBieHre KOHTPOJIMPOBAJIOCH ITPY TTOMOIIA MaHO-
MeTpa, MOAKIIOYEHHOIO K apTepuajbHON MarumcTpaiu
nepe KaHoJIe.

Tlepdy3us 3aBepianach «0OTMbIBAaHUEM» TIepdy3Upy-
eMoro Jierkoro ot murocratuka 2000 M 0,9 % pactBopa
NaCl Ha 70 KT Beca mandeHTa, yiiiMBaHUeM MEeCT KaHIOJIS -
LMY COCY/IOB, BKITIOYEHUEM JIETKOTO B KpOBOOOpaIieHue
M BBeICHUEM IpOoTaMHuHa cyiabdara u3 pacuera 1,5 mr
Ha kaxaeie 100 EIl remapuHa B LeIsIX HeUTpaau3aLuu
MOCJIETHETO.

Cxema M30JMPOBAHHON XUMUOTIEp(Y3UU MpPEacTaB-
JIeHa Ha puc. 2.
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YcnoBHble 0603HaueHUs:
Reference designation:

N

. CTBON NpaBoii NEro4YHon apTepun
Trunk of the right pulmonary artery

N

. CTBOMbI NETOYHBIX BEH
Trunks of the pulmonary veins

w

BaXuMbl ANs NepexaTtus Nero4HbIX CTBOMOB
Clamps for clamping pulmonary trunks

>

MONMBUHANXMOPUAHBIE MarucTpan
Polyvinyl chloride lines

o

. TennooBMeHHwK
Heat exchanger

I

LleHTprdbysHBIi Hacoc
Centrifugal pump

. OkcureHatop
Oxygenator

~

Puc. 2. Cxema evinoanenus xumuonepgysuu
Fig. 2. Scheme of chemoperfusion

HenocpeacTeennbie pe3yabTaThl

VY nereil co 3M0KAYeCTBEHHBIMU OITyXOJISIMU KOCTEM
OBLITO BBITIOJIHEHO 37 M30JMPOBAHHBIX XUMUOTIEPDY3Uit
C UCIUIATUHOM U § — ¢ MeJiparaHoM. Y 27 MalneHTOB
ocywectsieHo 36 UXILJ, y 7 6oabubix — 9 MXIIII.
Hessatu (20 %) nmauueHTaM BBITTOJIHEHA OUIaTepaibHas
nmepdy3us ¢ uHTepBajgoM ot 1,5 o 31 mec. JleTaabHBIX
HUCXOJI0OB BO BpEMsI OTepalvii 1 B TOCTONEPAIMOHHOM
nepuone He ObuUTO. CpeaHsis NIUTEIBHOCTb XUPYPTIU-
YyecKMX BMeIaTeabCcTB cocTaBmia 270 + 90 (120—520)
MuH. KonnyecTBo ymajieHHBIX oyaroB — oT 1 g0 56
(cpennee 3HaueHue — 9). CpenHsiss KpOBOIMOTEPS —
300 £ 200 (150—1000) mut.

YacToTa BO3HUKHOBEHUSI OCJIOXHEHUI MpeacTaBieHa
B Tab. 4.

Kakux-mi60 cyObeKTUBHBIX (aHOpPEKCHUsI) W TeMa-
TOJIOTUYECKUX OCJIOKHEHUI, CBS3aHHBIX C CUCTEMHBIM
JIEICTBUEM BBEJEHHBIX IIUTOCTATUKOB, Yy MAI[UEHTOB HE
HabJTI01a10Ch.

B 8 (17,7 %) caydasix B mocjeonepaluioHHOM MepH-
one nocie UXTIJI/UXTIITT Bo3HUK mocTnep(y3MOHHBIH
WHTEPCTULIMATIBHBIN OTEK JIETKOTO. Y 4YacTu MallMeHTOB
(n = 7) B paHHEM TOCJIEONEepPallMOHHOM TIEPUO/IE TIOCIIEe

Ta6muna 4. Ocaoocrenus, cenzannvie ¢ UXILUI/UXIII (n = 45)
Table 4. Complications associated with ILCP/PCP (n = 45)

UXIUI/UXIIII ¢ mpemapatoM TIaTUHBI TUarHOCTUPO-
BaHa ITHEBMOHUS. bblin 3aperncTpupoBaHbl 110 3 caydast
IMHEBMOTOpaKca II0C/ie MCIOJb30BaHUs LUCILIaTUHA
u mendanana (8,1 % u 42,9 % coorBeTcTBeHHO). [Unpo-
Topakc ObUT BhIsiBIIEH B 3 (8,1 %) HabmomeHUsIX mocie
uucriatuHa v B 1 (3 %) — nocne mendanana.

OTtnanenHblie pe3yJbTaTbl

CpenHuii iepron HabIoaeHUS 3a OOJbHBIMUA COCTA-
Bun 45 mec. Menuana OB — 38 mec. Tpexaetnsas OB —
65,5+9,4 %.

AHanu3upys IOJy4YeHHbIe II0Ka3aTeJu BbIKUBae-
Moctu 0onbHBIX mociae WMXIIJ, BBISIBIEHO, YTO Cpel-
HUIl mepuoa OO0 MPOTPecCUpPOBaHMUSI COCTaBUI 24 Mec
(ot 1,3 mo 51 mec). MenuaHa 10 TIPOrPeCCUPOBAHUS —
21 mec. BeokuBaemocth 0e3 mporpeccupoBanus (BBIT)
B HalIei koropre 6ni1a pasHa 40,5 + 10,5 % (puc. 3).
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Fig. 3. Survival rates of patients with metastatic lung disease

Ortexk 1eTKoro (0€3 IbIXaTeIbHON HeTOCTATOYHOCTH, BBISIBIICH
PEHTTEHOJIOTUIECKH)
Pulmonary edema (without respiratory failure, radiographically)

JIpIxaTebHasi HeIOCTaTOYHOCTD | cTeneHn
Respiratory failure I degree

JlbIxaTeapHast He10CTaTOuHOCTh 1 crereHun
Respiratory failure 11 degree

JpixatenabHast HenocTatouHocTs I creneHun
Respiratory failure 111 degree

TTHeBMOHUS
Pneumonia

TTHeBMOTOpaKC
Prneumothorax

Tunporopakc
Hydrothorax

2,7 0 0 1 2,2
2,7 0 0 1 2,2
8,1 1 14,3 4 8,9
5.4 0 0 2 44
16,2 0 0 6 13,3
8,1 3 42,9 6 13,3
8,1 1 3 4 8,9
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Fig. 4. Survival rates of patients with metastatic lesions of the pleura

¥ neteii ¢ BTopuyHbIM TTopaxkeHueM 1ieBpsl OB u BBIT

[IPY METOAMKE KOMOMHALIMN JIOKAJILHOTO JIEYEHHsI COCTA-
Buin 70 & 14,5 % n 48 £ 16,4 % coorBeTCTBEHHO (pucC. 4).

CpenHuii mepuo 10 MporpeccupoBaHus (110 JISTKUM)

obut 23 *+ 14 Mec, meaguaHa — 21 mec. TpexnetHss OB
MalMEeHTOB, KOTOPbIM IIPOBOAWIACH XUMMONEpdY3ust
JIETKUX, cocTaBmia 64,4 +£9,1%.

BriBoapl
MXITI/UXIIIT ¢ mendaraHoM WA IUCIITIATUHOM —

OTHOCHUTEJIbHO Oe30ItacHasl Tpolieaypa, XOpOLIO IMepe-
HOCHMMAasi U BOCITPOM3BOAMMAS B BbICOKOCITEIIUAIU3UPO-
BaHHBIX ctanmoHapax. MUXIIJI/UXIIIT ¢ murocTaTmkom
SIBJISIETCS JIOKAIBHBIM METOJIOM JIEYEHUSI U MOXET pac-
CMaTpUBATHCSI KAK BO3MOXKHBII KOMITOHEHT KOMILIEKC-
HOIM TepanmuM TalUeHTOB C M30JIMPOBAHHBLIM MeTacTa-
TUYECKUM TMOPaXKEHUEM JIETKUX, CITIOCOOHBIN YIYUYIIUTh
KauyeCTBO U YBEJIMYUTD MPOAOJIKUTETLHOCTh XKU3HU 00JTb-
HBIX, 0COOEHHO TIPU McUepIaHHO BO3MOXHOCTU JIPYTUX
METOJIOB TepaTiu.
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MipoponxeHue aAbIOBAHMHOU XUMUOmMepanuu npu ocmeorexHHou
capkome, pesucmeHmuoll K HeoaAbIOBAHMHOMY NleYeHUlD.
OcmbicneHHbie gelicmBud unu npusbiyka?

H.B. XKykoB
DIBY «<HMHI] JITOHU um. Jimumpus Poeauesa» Munsdpasa Poccuu; Poccus, 117997, Mockea, ya. Camoper Mawena, 1;
DIHOY BO «Poccuiickuii Hayuonanvhblii uccaedosamensckuti meduuunckuii yuueepcumem um. H.U. [Tupoeosa» Munzdpasa Poccuu;
Poccus, 117997, Mockea, yr. Ocmposumsnosa, 1

Konmaxmmuuvie dannvie: Huxonaii Braoumuposuu 2XKykoe zhukov.nikolay@rambler.ru

Xumuomepanus (XT) 3nauumo yseauuunra wianc Ha usneuerue G0AbHbIX ¢ pe3eKmMabenbHol 0CMeoeeHHOl CapKomoll U celivac s161s1emcs
HeomaemaeMoil yacmoio ux aAeuenus. [lpu smom cmandoapmmuulii N00X00, NPedycMampuearoujuil 66edeHue 6cem NAyUeHmMam 0OHUX U mex
Jce yumocmamuxog (00KcopyOUyUH, YUCHAGMUH, Memompekcam,) U nepeo, u nocie onepayu, 0Cmaemcs: HeU3MeHHbIM Ha NPOMANCEHUU
nocaednux decsmunemuii. K coxcanenuro, peayavsmamot 2o UcCnoab308aHust y 60AbHbIX ¢ RAOXUM OMEEMOM (RAmMoMOpGO30M) ONYX0aU HA
npedonepayuonnyto XT manroydosremeopumenshol, a HeOABHO 3A8ePUUBULILECS UCCAC008AHUS He NOKA3AAU UX YAYHUIeHUS 34 CHem UHMEeH -
cughukayuu nocreonepayuonnoil XT. B pezyrbmame cmanoapmom aeuenus smux 604bHbIX ocmaemcs npodoadicerue nocae onepavuu XT,
oKkasasulelics Heagpekmuenoil Ha doonepayuotrom smane. Cmamvs NOCEAUCHA KPUMUHECKOMY AHAAUZY UYeaeco00pazHocmu nodoOHOI
NPAKMUKU U OUeHKe 803MONCHbIX NO3UMUBHbIX U He2amU8HbIX nocaedcmeuti omxasza om nocaeonepauuonnoii XT 'y 60abHbIX ¢ naoxum na-
momopgho30m onyxonu.

Karouegvie caosa: ocmeoeennasn capkoma, neyeOmblil namomopgbm, Heoads8aHMHAs mepanus, adsl08AHMHAS mepanus, esvlicueae-
MOCmb, KAuHUu4ecKue uccaedoganus

Jas yumuposanus: Kykoe H.B. IIpodonicenue adsroeanmmuoil Xumuomepanuu npu 0CMeo2eHHOU capKome, pe3ucmeHmHoll K Heoadsio-
sanmuomy nevenuro. Ocmoicaentvie deticmeus uau npusviuia ? Poccuiickuii wcypran demcioit eemamonoeuu u onkonoeuu 2019;6(1):48—55.

Continuation of adjuvant chemotherapy for osteosarcoma resistant to neoadjuvant treatment. Meaningful action or habit?

N.V. Zhukov

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

Chemotherapy (CT) has significantly increased the chance of cure for patients with resectable osteogenic sarcoma and is now an integral
part of their treatment. At the same time, the standard approach is represented by administration of the same CT (doxorubicin, cisplatin,
methotrexate) to all patients both before and after the surgery has remained unchanged over the past decades. Unfortunately, the results
of its application in patients with a poor pathologic response of a tumor to preoperative CT are not satisfactory, and recently published studies
have not shown their improvement due to the intensification of postoperative CT. As a result, the standard of treatment for these patients remains
a continuation after surgery the same CT, which has proved ineffective at the preoperative stage. The article is devoted to a critical analysis
of the feasibility of such practices and an assessment of the possible positive and negative consequences of the rejection of postoperative CT
in patients with poor pathologic response.

Key words: osteogenic sarcoma, medical pathomorphosis, neoadjuvant therapy, adjuvant therapy, survival, clinical studies

For citation: Zhukov N.V. Continuation of adjuvant chemotherapy for osteosarcoma resistant to neoadjuvant treatment. Meaningful action
or habit? Russian Journal of Pediatric Hematology and Oncology 2019;6(1):48—55.
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AnbloBaHTHas Teparusi, Mpeiroaramplinas BBeIeHue
MPOTHUBOOIYXOJIEBBIX MperapaToB CUCTEMHOTO NeHCTBUS
MocJie MOJHOTO YAaJIeHUs] BUTUMBIX MPOSIBICHUI OITyXO-
JIM, TIPOBEJCHHOTO C MOTEHIIMAIbHO KYpaTUBHOM (U3j1e-
YUBAIOIIEH) LIEJIbIO, IIMPOKO MCIOJIb3YETCsI B OHKOJIOTUM.
OcHOBOI1 /ISl e MPUMEHEHMSI SIBJIIETCSl TO, UTO Y psina
0OJIbHBIX, HE UMEIOIIMX HA MOMEHT MEPBUYHOTO TUArHO-
3a OIpeaessieMblX OTHAJEHHBIX MeTacTa3oB ((hopMaib-
HO — JIOKaJIM30BaHHOE 3a00JiIeBaHNE), HA CAMOM JeJie YKe
MMEETCSI CUCTEMHBIN OIyXOJIEBBIMA IIPOLIECC, MPEICTaB-
JIEHHBII MMKPOCKOIMYECKUMU OTCEBAMU IIEPBUYHOM
OITyXOJIU — MUKpPOMETacTa3aMu.

DTU OTCeBbl HAXOIATCS 3a IpeAeaMu YaalsieMbIX
XUpYpraMu TKaHeil 1 6e3 JOMOJHUTEIbHOTO CUCTEMHOIO
JIEYEHUSI B OCJICAYIOIIEM PEIM3YIOTCS B pacTyllIMe MeTa-
cratryeckue ovaru. K coxaneHuto, 3a peaKuM UCKITIoue-
HUeM (repMUHOTeHHBIE OMYXOJIU, OMYX0JIU TpodobdiacTa,
capkoma lOuHra, Heitpo0yiacToMa U HEKOTOpbIE Ipyrue
HOBOOOpa30BaHUS AETCKOIO BO3pacTa) Ha 3Tale MaKpo-
CKOITMYECKU OIpeneIsieMbIX METacTa30B IOJHOE M3Jie-
yeHMe OOJBIIMHCTBA COJUAHBIX OIyXOJeil CTaHOBUTCS
HEBO3MOXHBIM (MJIM IIAHC Ha U3JIeYeHHEe MHOTOKPATHO
CHIUKAETCs), M 3TU 00JIbHBIE PaHO WJIM MTO3IHO MOrnbamoT
OT MPOrpecCMpoOBaHUsI HECMOTPSI Ha MPUMEHEHHE Hau-
bosee coBpeMeHHBIX U 3((HEKTUBHBIX PEXMMOB JIeKap-
CTBEHHOTO JieueHUs1. UMeHHO 3Tu Heyaauu — TOsIBJICHUE
METacTa30B y MHOTUX OOJBHBIX C UCXOIHO JTOKAJIU30BaH-
HOI1 OITyXOJIbIO U OTCYTCTBHME U3JI€UMBAIOILETO MTOTEHIMA-
Jla CUCTEMHOM Tepanuu IIpU JICYEHUN PACIPOCTPAHEHHOMN
(MeTacTaTUUeCKOIt) 00JIe3HN — HaBeIu MccieaoBaTeneii
Ha MBICJIb O 1LIeJIECO00Pa3HOCTU MCITOJIb30BAHUST CUCTEM-
HOro JjedyeHusi Ha Oojee paHHUX dTamax, Korma Iocie
yIaJeHUsT MaKpOCKOIMYECKUX 0YaroB 0o0Jie3Hb B Opra-
HU3ME TMallieHTa IIpeAcTaBjieHa JHIlIb MUKpOMETacTa-
3aMu (MMHUMAJIbHBIII OOBEM OMyXOJu). DTOT IOAXOJ,
U TIOJIyYMJT Ha3BaHUE «aJdblOBaHTHasl» (OT aHIJ. adjuvant,
JIOTIOJIHEHUE), T. €. MOIOJHMUTENbHAs K paauKaJlbHOMY
XUPYPTUUECKOMY JICUCHUIO, Teparnus.

D} PeKTUBHOCT, TAaKOro Ioaxoda OblLda AoKa3aHa
OOJIBIIMMU  PAHAOMU3UPOBAHHBIMU  UCCJICIOBAHUS -
MM — MPU MHOTHX OITyXOJsIX IMPOBEACHHUE CUCTEMHOI
MPOTHUBOOITYXOJIEBOI Tepamuu cpa3y I0C/e TOCTUXKEHUS
MOJHON XUPYPIrUYECKOU PEMUCCUU TPUBOIUIO K YIy4-
LIEHUIO BBDKMBAEMOCTU MO CPaBHEHHUIO C aHAJOTUYHBIM
JIeYeHUEM, TIPOBOAUMMBIM YXKe I10 (hakTy BOZBHMKHOBEHMSI
meTacTta3oB [1]. boaee Toro, yacto peub UIeT He MPOCTO
00 yJaydyllleHUM pe3yJbTaToB (MpOJIeHUe XKU3HU WU
OTCpOYKa peluanBa), a O Ka4yeCTBEHHO MHOM 3¢ deKTe:
aIblOBaHTHAsI Tepamus YBEJWYMBAET YMCIO IMOJHOCTHIO
U3JIEYEHHBIX OOJbHBIX (T. €. 00JlagaeT KypaTUMBHBIM
3 dekToM), B TO BpeMs KaK UCIOJb30BaHUE TaKUX XKe

(1 jpaxe 0OoJjiee MHTEHCUBHBIX) PEXMMOB MPU HaTUYUU
METaCTaTUYECKOil OO0Je3HM K M3JICYECHUIO HE ITPUBOIUT
(mannuaTuBHas Tepamnus) (puc. 1).
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Fig. 1. Fundamental differences between adjuvant (at the stage of
micrometastases) and curative (upon the implementation of macrometastases)

TouHble MexaHU3MBbI, OOyclIOBIMBaIOlIMe (eHOMEH
KaueCTBEHHO pa3Horo 3ddekTa OAMHAKOBBLIX PEKUMOB
xumuorepanuu (XT) Ha aTarie MUKpPO- U MAaKpOCKOMUYEe-
CKOI1 00JIE3HU, OCTAIOTCS JIMIIb MPEANOJ0XUTEIbHBIMU
(mpyrasi «KMHETUKa» OITyXOJIEBOIO pOCTa, KJIOHAaJbHasi
SBOJIOLMS OMYXOJU, UMMYHHbIE MEXaHU3MbI U T. 1.) [1],
OIHAKO MMEIOIINXCS «IIPAKTUYECKUX» [10Ka3aTeJIbCTB
M3JI€YMBAIOIIET0 TMOTEHLMaJa aIbIOBAHTHOIO IOIXO-
Jla 0Ka3aJoCh JOCTATOYHO VIS €r0 INMPOKO BHEIPEHUS
B KJIMHUYECKYIO IPakTUKY. M 3TO MpOM301II0 HECMOTPSI
Ha 0YeBUIHbBIC HEJOCTATKM aIbIOBAHTHOIO METO/IA, SIBJISI-
fo11ierocst HanboJjee «CIenbIM» U3 BCEX METOJ0B JIeUeHUS
B OHKOJIOTHM.

Ilo onpeneneHuIo anbrOBaHTHASI TEpPAIKs TPOBOIUTCS
y HAlMEHTOB, He UMEIOIINX BUAMMBIX IIPOSIBJICHUI OITy-
XOJIM, U MBI HE MOXeM OLIEHUTb €€ 3(PPEKTUBHOCTD (4yB-
CTBUTEJIbHA OIYXOJIb K IIPOBOAMMOMY JICYCHUIO WJIM HET)
B IIpoliecce jiedeHMs. bosee Toro, HauyMHasl aablOBaHT-
HYIO Tepaluio, Mbl Iaxke He 3HaeM, a OCTAJIUCh JIM B Opra-
HU3ME TallMeHTa OITyXOJIeBble KJIETKU (€CThb JIM TOYKa
MPUIOXKEHMS JUTSI CUCTEMHOM Teparuu) WK OH U TaK YXKe
M3JIeYeH XUPYPIUYECKU (COOTBETCTBEHHO, CHCTEMHast
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Tepamnus IIPOBOAUTCSI BIIYCTYIO, H00ABJIsIs TOJbKO TOK-
CUYHOCTb M PAcXObl JUIsl OIOMKETa 3ApaBOOXPaHCHUS).
EnvHcTBEeHHOE, HA YTO MBI MOXEM OPUEHTUPOBATHCS, ITO
Ha OLIEHMBAEMYIO CIIYCTS TOZBI MIOCJIE OKOHYaHUS Jieye-
HUSI BDKMBAEMOCTb OOJIbHBIX, HO, K COXAJCHUIO, JaxKe
«PETPOCIEKTUBHO» ATOT MOKAa3aTe/Ib 1aeT HaM IpeICTaB-
JIEHUE JIMIIb O «IPYIIIOBOM», HO HE MHIWBUAYAJIbHOM
BBIMIPBILLIE OT IPOBEAECHUS albloBaHTHOM Tepanuu. [Tpu
5TOM HEOOXOAMMO MOHUMATh, YTO YE€M MEHbIIIE «3a30DP»
MEXIy KPUBBIMU BbDKMBAEMOCTH, TeM OOJIbLIEE YHMCIIO
OOJBHBIX OBUIO TIPOJICYEHO BIYCTYIO U MOIYYUJIO OT alb-
IOBAHTHOM Tepamuy TOJIbKO HOMOJHMTEIbHYIO TOKCHUY-
HOCTB (puc. 2).

— Agbosantran Tepanua (npotokon T10) — Koutpons

me

Peunpue/nporpeccuposanmne | ~ 55 % He uyscTaUTE-
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~ 30 % nony4nnu
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Puc. 2. Pezyavmamor 00H020 U3 KAHOUEBbIX PAHOOMUIUPOBAHHBIX UCCAED0-
BAHULL, NOCAYICUBUUX NOBOOOM 045 adanmayuu adslo8aHMHOU mepanuu
6 Kauecmee CMAHOAPMA AeHeHUs OCMe02eHHOU CapKombl (penpooyKuyus
2papuKa 8vINCUBAEMOCIU C KOMMEHMAaPUMU,)

— Adjuvant therapy (T10 protocol} — Control
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despite adjuvant therapy

Adjusted additionally
with adjuvant therapy

~ 30 % benefited from
adjuvant therapy
(sensitive
micrometastases)
~ 15 % did not need
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Fig. 2. The results of one of the key randomized studies that served as a pretext
for the adaptation of adjuvant therapy as a standard for the treatment of
osteogenic sarcoma (reproduction of the survival schedule with comments)

K coxanenuto, mpu OOJBIIMHCTBE HauOOJIee YacThIX
«B3pOCJIBIX» OIMyXOJel (pak MOJOYHOM XKele3bl, KHUIII-
KU, JIETKOTO, XeJIydKa U T. J.) B aOCONIOTHBIX ILMdpax
BBIMTPBIII OT aabIOBAaHTHOM Tepamuy HEBEJIWK — dalle
BCETO B aIbIOBAaHTHBIX MCCJICIOBAHUSIX PeUb MIET MaK-
cuMyM 0 5—10 % yBennueHUU S-JIeTHEW BbKMBAEMOCTH,
XOTsI M 9TOTO 0Ka3ajoCh BIIOJHE JOCTAaTOYHO TSI TOTO,
YTOOBI aTbIOBAHTHBIN MOAXO OBLT MPU3HAH CTAaHIAPTOM
JICYEHUS TIpU JaHHBIX 3a00eBaHusIX [1].

Ha »TtoM (oHe ocTeoreHHasi capkoMa BBITJISIIUT
0E3yCIOBHBIM JIUACPOM B OTHOLIEHUU MArHUTYIbI
BBIMTPBIIIA OT MCIIOJb30BAaHMSI aabIOBAaHTHOM Tepamuu,
KOTOpasi, COTJIaCHO paHee MPOBEACHHBIM MCCIIeI0BaHM-
sIM, TO3BOJIMJIA YBEIUYUTDH MO0 U3JIEYCHHBIX OOJBHBIX
B HECKOJIbKO pa3. B amoxy 4ncTo Xupyprudeckoro Jjeue-
HUs S-JIeTHSsS oOirast BeDkuBaeMocTh (OB) marmeHTOB
C JIOKQJIM30BaHHO (He MMEIOIIeii oIpenesisieMbIX OTaa-

JICHHBIX METAacTa30B) OCTEOI€HHOI CapKOMOIT He MPEeBbI-
mana 20 % [2], B To BpeMsl Kak q00aBIeHNUE Pa3IMUYHbIX
BapUaHTOB aabIOBAHTHOW Tepalmuyd B paMKaX pPaHHMUX
HEpaHAOMU3MPOBAHHBIX  HCCIECIOBAHUI  TO3BOJIMIO
nooutbes 40—80 % BbokuBaecMocTH [3—7]. B mocnenyio-
1eM JaHHbIe 00 3(P(HEKTUBHOCTHU aabIOBAHTHOM Teparumn
ObUIM TOATBEPXKICHBI B 2 PaHIOMU3UMPOBAHHBIX HCCIIe-
noBaHusX [8, 9]. HecMoTps Ha oueHb CKPOMHBIN pa3Mep
9TUX HccaenoBaHuii (cymmapHo MeHee 100 OOJBHBIX,
MOABEPrHYTHIX pPaHAOMHU3ALIMM) U BeChbMa KOPOTKMUIA
Mepuoa HaOMIONEeHUs 3a IMalMeHTaMu (MeauaHa OKOJIO
2 JeT), MarHUTYAa BBIMTPHIIIA OKa3ajlach CTOJIb BEJIUKa
(paznuuuss B Oe3peLUMAUBHON BBIKMUBAEMOCTH MEXIY
rpynnamu coctaBun 30—40 %), 4yTo HEOOXOAMMOCTD
MPOBeJeHUs TOJIHOTO IMKJa arpeccuBHoil XT y Bcex
OOJILHBIX € TOTEHUMAIbHO pPe3eKTabeIbHOIl OCTEeOreH-
HOI CapKOMOM B HACTOSIIIEE BPeMsI SIBJISIETCS aKCHUOMOM,
He Tomiexkaleli coMHeHuto. Bricokasi craTucthyeckas
3HAYUMOCTb BBIMTPHIIIA B BBDKMBAEMOCTH COXpPaHWIACH
U 1pu aiauTeabHoM (> 6 [10] u > 25 ner [11]) HabmogeHUN
3a MAllMEHTaMU, XOTSI er0 MarHUTYyAa B OOJIbIIIEM I10 00b-
€My MCCJIEIOBAaHUU C OOJIBIITMM TIePUOIOM HAOIIONEHUS
(25 ner) 3HauMMo cHU3MIack. [Ipu MmeanaHe HabIOaAEHUS
2 rofa Ha MOMEHT MEePBOHAYAIbHOW MyOJUKALIUU COO0-
manoch 0 55 % BBIKMBAEMOCTH O3 MPOrpecCUpPOBaHUS
B TPYIINE, MOJYYUBIICH aqbIOBAHTHYIO TEPAITHIO, IIPOTUB
20 % B rpyTIrie XUpypruvyecKoro JeueHus [8], B To BpeMst Kak
TPY YBEJIMUEHUW BPEMEHU HAOJIOIEHYS K 5 TOIaM KPUBBIE
BBDKMBAEMOCTH BBILIUIN Ha «I1J1aTO» Ha Lidpax 28 % u 15 %
cootBeTcTBeHHO [11]. IIndpet OB Ha 2 roma coctaBisiivn
80 % 1 48 % coOTBETCTBEHHO [8], a MpK YBeTMYEHUH Bpe-
MeHu HabmoneHus — 38 % u 15 % coorBercTtBeHHO [11].

Bosee Toro, mpu ocTeOoreHHOI capKoMe HaIlUIo MpH-
MEHEHUE «YCIIOXXHEHHOE» NCITOTh30BaHME aTbIOBAHTHOTO
METO/1a, KOT/Ia YaCTh JIEKAPCTBEHHOTO JIEUEHUS TPOBOINT-
csl 0 ymaJieHus OITyXOJIeBBIX 0YaroB (HeoalbIOBaHTHAs
Tepanusi). Kak ObU10 MoKa3aHO B paMKax paHIOMU3UPO-
BaHHOTO HCCJIEOBaHMS, OTCPOYKA YIAJICHUs OITyXOJIn
Ha TIepUOJ MPOBENCHUS HEOaTbIOBAHTHOW Tepanuu He
MPUBOIUT K YXYIIIEHWIO PEe3yJIbTaTOB JieUueHUs (3a cUeT
TUTIOTETUYECKN BO3MOXKHOW TUCCEMUHAIIUM PEe3UCTEHT-
HBIX KJIOHOB), HO TIPY 3TOM W He YJIydllaeT WX 3a CYeT
Oosiee paHHETo (10 CpaBHEHUIO C albIOBAHTHON Tepanu-
eil) Ucnosb30BaHUS CUCTeMHOro jedeHus [12]. Takum
o0pa3oM, HEOOXOAUMO MOHUMATh, 4TO 3(H(HEKTUBHOCTD
B OTHOIIIEHUY OCHOBHOM 3a/ladyul — KOHTPOJIb U YHUYTO-
JKEHME MUKPOMETACTAa30B B 1IEJISIX YBETMUYEHUS 1IaHca Ha
n3JedeHre — HEe MEHSIETCS B 3aBUCMMOCTH OT BpPeMEHU
MPUMEHEHUSI JIEKAPCTBEHHOTO JICUEHUS 110 OTHOIIIEHUIO
K omepanuu (10 uiu mocie Hee). OgHAKO HEOAbIOBAHT-
HBIII KOMITOHEHT pellaeT HEKOTOPbIE NOIMOJIHUTEIbHBIC
3ala4v, 4eM M OOYCIIOBJICHO €ro MCIOJIb30BaHUE TIpU
OCTEOTeHHOI capKoMe.

Ilpexxne Bcero, 3TO Cyrybo «opraHu3allMOHHAs»
1eJb — IPOBeJeHUE HEOaTbIOBAHTHOW Tepanuu aaeT
BpeMsI JUISI U3TOTOBJICHUST SHIOIpoTe3a (P HeOOXOau -
MocTtn). Takke TeopeTMYeCKH MOXKHO IPEAITOIOXHUTD,
YTO HEOaIbIOBAaHTHAS TepaIdsl MOXET CHU3UTb PUCK
JIOKQJIbHBIX PEIUANBOB TIOCJE COXPAaHHBIX OIepalnii
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(3a cyeT KOHTPOJISI BHYTPUKOCTHBIX MUKPOMETACTa30B),
XOTsI TMPSIMBIX JT0Ka3aTeJIbCTB STOMY HET, TakKXke Kak
U I0Ka3aTeJbCTB YBEIMUYCHMS YMCJIa COXPAHHBIX Ollepa-
1uii (MO0 CpaBHEHUIO ¢ UCXOIHO TUIAHMPOBABIIIMMCS 00b-
€MOM OTlepalliy) 3a CUeT JOCTHKEHUS ITPOTUBOOITYXOJIe-
Boro 3¢ deKTa U CoKpalleHUsT pa3MepoB onyxou [12].

Kpome Toro, nmpenonepalinoHHast Tepamnusi Mo3BOISET
XOTsI ObI OTYACTH YMEHBIIUTE «CJIEIMOTY» aIbIOBAHTHOIO
moaxona, TaK KakK H3yYeHME YHOaJIeHHOM ITocie Heo-
aTbIOBAHTHOIO 3Talla JICYCHUST OIMyXOJIU JaeT BO3MOXK-
HOCTH OLICHUTb €€ XMUMUOUYYBCTBUTEIBHOCTD IO CTEICHU
JIOCTUTHYTOTO JIeKapCTBEHHOTO TatomMopdo3za. IIporHo-
cTUYecKas 3HAYMMOCTD JiedeOHOro maroMopdosa craia
IMOHSITHA YK€ TOCTaTOUHO JaBHO — B OOJIBIITMHCTBE UCCIIe-
JIOBAaHUII ObUIO yOEOUTENIbHO ITOKa3aHO, 4TO OOJIbHBIE
C XMMHOYYBCTBUTEJIbHBIMU OIYXOJISIMU (BBIpaXKEHHBIM
JIedeOHBIM TTaTOMOP(MO30M) MMEIOT 3HAYUMO JIYYIIHIA
MMPOTHO3, YeM MAllMEeHTHI, OIyXOJM KOTOPBLIX COXpaHU-
I OOJIBIIYIO JTOJIIO XKM3HECITOCOOHBIX KJIETOK Ha (hoHe
npegonepanroHHoil XT (moxoit matomopdo3) [12—14].

«Teopetnueckasg TIofoIJieKa» 3TOro  (eHoMeHa
BBIIVISIIUT aOCOJIIOTHO OYEBMUIHOM, M OH HaOJtomaeTcs
IIPY MHOTUX BUIAX OITyXOJIel, ITPU KOTOPBIX UCIIOIb3YeT-
Csl HEOaabIOBaHTHBIM Moaxoa. Kak ObL10 cKa3aHO BHIIIE,
U3JIeYnBaIIMil 3¢hGeKT (Heo)aTblOBaHTHON Tepamuu
peanusyercsl Yepe3 YHMYTOXEHHE MHKPOMETacTa3OB,
IO CYTH, SBJSIOIIMXCS OTCEBaMU IIEPBUYHOI OITyXOJIN
U BO MHOTOM CXOXMX C Heil. OueBUAHO, YTO y MallUeH-
TOB C XWMHOYYBCTBUTEJIbHON IIEPBUYHOM OIIYXOJIbIO
¢ OoJbIeil CTENEHBIO BEPOSATHOCTU MMEIOTCS XMMHUO-
YYBCBUTEIbHBIE MUKPOMETACTa3bl, KOTOPbIE MOTYT OBITh
MOJIHOCTBIO YHUUTOXEHBI XT. ¥ OOJIbHBIX K& ¢ XMMUOPE-
3UCTEHTHOM EPBUYHON OITYXOJIbIO IIIAHC HA SPaAUKALINIO
MHUKpPOMETACTa30B OyJeT 3HAYMMO MeHblle (eciau OyaeT
BOOOIIIE), TaK KaK OITyXOJIEBbIe OTCEBBI C OOJBIION CTe-
IEHbIO BEPOSITHOCTH «YHACJIEAOBAIM» XMMUOPE3UCTEHT-
HOCTb ITIEPBUYHOMN OITyXOJIH.

OmHako TJaBHBIC HAaAEXIbl B OTHOLICHUU HCIIOJIb-
30BaHMSI HEOATbIOBAHTHOIO ITOAXO0MA OBLIM CBsSI3aHBI HE
¢ atuM. OCHOBHOI1 BOIIPOC, KOTOPHI 3aHUMAJT UCCIIEI0-
Barejiell B MOCJIEIHUE TOMAbI, — MOXEM JIU Mbl, OCHOBBI-
BasiCh Ha 3HAHWU MMPOTHOCTUYECKOTO BIMSHUS JIeUeOHOTO
matromopdo3a, U3MEHUTh CyIb0y TeX, Y KOTO OITyXOJb
oKazajiach MaJIOUyBCTBUTEJIbHON K CTaHIAPTHOMY PEXKH-
My XT, 3a cueT UHTeHCU(UKALIIY JICUEHUS HAa aIbIOBAHT-
HOM (IT0CJIeonepallMOHHOM) JTarle.

OTBETY Ha 3TOT BOIPOC OBLIO YACTUYHO ITOCBSAIICHO
camoe 0O0JIbIIIOe M3 KOTaa-JIM00 MPOBeIeHHBIX paHIOMMU-
3UPOBAHHBIX MPOCTIEKTUBHBIX HMCCIEIOBAaHUII B 00JaCTU
JiedeHus1 octeoreHHolt capkoMbl — EURAMOS, B pamkax
KOTOPOTO 0OJIbHBIE C HEYIOBAETBOPUTEIHLHBIM JICUeOHBIM
naToMopdo30M Ha (poHe cTaHIAPTHOM HeOaabIOBAHTHOM
Tepanuu (LIUCIUIATUH, AOKCOPYOUIIMH, BBICOKHME O3B
MeTOTpeKcaTa) PaHIOMM3MPOBAHO pacHpenessiuch Ha
MMPOAOJIKEHUE CTAaHIAPTHOM Tepaluy ¢ BKIIOUCHUEM TeX
K€ IIUTOCTATUKOB B TeX e J103aX (KOHTPOJIbHASI IPYTIIa)
U <«YCUJICHHYIO» Tepaluio, B KOTOPOM K CTaHIapTHO-
My HaOopy IpemnaparoB ObuIM mo00aBiaeHbl Udochamu,
U 3TOIO3MUM (3KCTepuMeHTalbHas rpymma) (puc. 3) [15].
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Puc. 3. Cxema npomoxona EURAMOS: A — dokcopybuuun 37,5 me/m>/cym,
onu 1, 2; P — yucnaamun 60 me/m’/cym, onu 1, 2; M — memompexcam
122/m?/cym, Oenv 1; I — ugocpamuo 2,8 2/m?/cym, onu 1-35; E — amonozuo
100 me/m2%/cym, onu 1—5; Ifn — unmepepon-o. 0,5— 1 me/ke excenedenvho

MAR
3 4 5 {1

B8 o] L Lulule] | Lulula] [ulula] [ulul

2 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29

G

=]

o

o

R MAPifn

€

5

P 3 4 5 ]

% I L L Lulule] [ lulula] Tulula| Lulul] l

s P M[M|P MIM]A MiMlA MM |Hn] L]

E 12 13 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30 104
MAP

— 3 ] 8 L)

P r

S| I L LLul] [ Lulula] Lululal Lul]

o [ lml P lalal [mlufal |wim

R 1213 14 1516 17 18 19 20 21 22 23 24 25 26 27 28 29

R

£ MAPIE

8

P 3 4 5 -3 7 8 a

o

S| O (L LLulel [ Lul] [ Tulel T Tulel | Lule] T Tul3] [ luly]

s Le M|E mi ulE ulP mle ul wln

£ 12 13 14 15 16 17 18 19 20 21 22 25 24 25 26 27 25 28 30 31 32 33 34 35 36 57 58 38 40

Fig. 3. Scheme of the EURAMOS protocol: A — doxorubicin 37.5 mg/m’/day,
days 1, 2; P — cisplatin 60 mg/m’/day, days 1, 2; M — methotrexate
12 g/m?/day, day 1; I — ifosfamide 2.8 g/m*/day, days 1-5; E — etoposide
100 mg/m?/day, days 1-5; Ifn — interferon-a 0.5— 1 mg/kg weekly

Bribop udochamuga u 3Torno3uaa B KauecTBe JTOMOJTHU-
TEJIbHBIX IIPENapaToB ISl 9KCIEPUMEHTAIBHOM TPYIIIIbI
ObLT 000CHOBAH JAaHHBIMU UCCJICIOBaHUI 00 X aKTUBHO-
CTH KaK B IIEPBOI, TAK U B ITOCICAYIOLIMX TUHUSIX JICYSHUS
oCTeoreHHOM capkombl [16—19]. Pangpomusanum ObLiA
MOABEPrHYTHI 618 pamrKaaIbHO OIEPUPOBAHHBIX OOJBHBIX
C TUIOXUM JIe4eOHBIM IMaTOMOP(PO30M MEPBUYHOM OITyXO-
JI TIOCJIE 3aBepLICHNsI HE0aIbIOBAHTHOIO 3Talla.

K coxaneHuio, mpu MearaHe HaOMIOACHUs 3a IaLM-
eHTaMU OoJiee 5 JIeT, ucciaeqoBaHUe 0Ka3aloCh «OTpULIa-
TeJIbHBIM» — MHTEHCU(UKALIUS Tepalluu IIpuBesia JIUIIb
K YBEJIMYEHMIO TOKCUYHOCTU, HO HE K YJIyYILIEHUIO PE3YJIb-
TAaToOB JieueHUs1. IpexyeTHss OeccOOBITHITHAS BbIKMBA-
emocTh (BCB) cocrtaBuia 55 % B KOHTpoJbHOI U 53 %
B OKCIIEPUMMEHTAJIbHOM TrpyIie (OTHOIIEHUE PHUCKOB
(OP) — 0,98 (95 % noseputenbHblii uHTepBan (M)
0,78—1,23; p = 0,86)). TpexsetHsist OB cocraBuia 72 %
u 77 % coorBerctBerHo (OP — 0,97 (95 % AN 0,73—1,29;
p = 0,86)) [20]. 1 xots manHbie mo OB moka sBjsitoTCS
He3penbiMu, a aHanu3 bCB Obu1 mpoBeaeH nmocie MeHb-
LIEro, 4eM IUIAHMPOBAJIOCh, YMCIa HeOJArONnpUsSTHBIX
COOBITUI, BUI KPMBBIX BBDKMBAEMOCTM U JOCTATOYHO
OOJIBIION JJIST OCTEOTEHHOM CapKOMbI MEPUOJ HAOIoIe-
HUSI OCTaBJISIIOT MaJIo HAaleXKI Ha TO, YTO OKOHYATEIbHBII
aHaJlM3 U3MEHUT pe3yabTaTthl. KpoMe TOro, orcyrcTBre
BBIUTPHBIIIA OT UHTeHcUpuKauu X1 3a cYeT BKIIIOYEHUS
JOTIOJIHUTEIbHBIX IIUTOCTATUKOB MOATBEPKIACTCS U IPY-
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TUMM paHee TIPOBEACHHBIMU UCCAEIOBAaHUSIMHU MEHBIIIETO
oobema [21-23]. HeobxonumMo OTMETUTH, UTO B paMKax
atoro ke nporokoja EURAMOS He mpuBenu K ycrexy
U MOMBITKYU YJIYYIIUTh BBDKMBAEMOCTh OOJIBHBIX C XOPO-
UM JIe4eOHBIM IMaToMOpP(O30M 3a CcYeT I00aBICHUS
K aTbIOBAaHTHOI Teparuu IIereJIMPOBAaHHOIO MHTepde-
poHa-a [24]. TpexnetHsss BCB maumeHTOB ¢ XOpOIIUM
maToMopdho30M ONyXOJau OblIa OXKAAEMO Jy4Ile, YeM
y OOJIBHBIX C TUIOXUM naToMop¢030M, HO He pa3inJdaaach
y MalMeHTOB, MOJIYyYaBIIMX U HE TMOJIYyJYaBIIUX UHTepbhe-
poH, coctaBuB 77 % u 74 % coorBerctBeHHo (OP — 0,83
95 % AU 0,61—1,12; p = 0,214)). Takum obGpa3oMm, Ha
ocHoBaHuu wucciaegoBanuss EURAMOS Obl1 cmenaH
BBIBOJI O TOM, YTO HAa HACTOAILIMUA MOMEHT CTaHAAPTHBIN
peXuM Tepanuu, BKIIOYAIOIIWN JTOKCOPYOUIIMH, ITUC-
IUTATUH M BBICOKME O3Bl METOTpeKcaTa, pa3OMTBIM Ha
JIO- ¥ TIOCJICOTIEPALIMOHHBIN 3TaIlbl, OCTAETCS «30J0THIM
CTaHAAPTOM» JIeUeHMsI OOJIbHBIX C OIepadebHOM 0CTe0-
T€HHOI CApKOMOM BBICOKOM CTEIIEHU 3JI0KAY€CTBEHHOCTU
BHE 3aBHUCHMOCTH OT CTEIIeHH JieueOHOro maromopdosa,
JIOCTUTHYTON Ha (hOHE HEOaqbIOBAHTHOIO 3Tara Jeye-
Hus. JIOMOTHUTENBHO 3TO O3HAYaeT, YTO Ha HACTOSIINIA
MOMEHT CTeIleHb Jie4eOHOro rmaromMopdo3a HeceT JUIb
MPOTHOCTUYECKYI0 MH(POPMAIIUIO, T. €. CBUICTEIbCTBYET
0 JIy4IlleM WY XyAIlIeM, HO HEeM3MEHHOM MPOTHO3¢e (Mpo-
THO3 HEe MOXKET OBbITh U3MeHEH 3a cueT AuddepeHIupo-
BaHHOTO HAa OCHOBAaHMM OLIEHKH ITaToMopdo3a JeueHusI).
Tak 3HAYUT JIK 3TO, YTO MBI JOJKHBI, HE oOpaliias BHU-
MaHHsS Ha CTereHb maTomMopdo3a, MPOMOKATh JEUUTh
OOJIBHBIX C OCTEOTeHHOM CapKOMOI COTJIACHO eAWHOMY
«30JIOTOMY CTaHIAPTy», HEU3MEHHO COXPaHSIOLIEMYCS
yxe Ha ripoTskeHun oyt 30 net? C popMaibHOM TOUKU
3peHUsI — J1a, TaK KaK y Hac HeT J0Ka3aTeJIbCTB TOrO, YTO
KaKoOM-JIM00 BapUaHT JICUYCHMS 1aeT JIyUIINe Pe3yIbTaThI.

OmHako ¢ Halllel TOYKU 3PEHUST TOT BBIBOJ KaxKeT-
Csl TIOJIHOCTBIO OOOCHOBAaHHBIM U JIOTUYHBIM JIUIIb IS
OOJIBHBIX C XOPOIINUM JIeYeOHBIM TATOMOP(HO30M. Y TaKUX
MMallIeHTOB MMEETCSl OIyXOJb, 4YyBCTBUTEIbHas1 K XT,
MPOBOAMBIIEICS Tiepen ornepauueii. M ¢ 0obinoi cre-
MEHbIO BEPOSTHOCTU K HEl YyBCTBUTEJIBbHBI U €€ MUKPO-
MeTacTas3bl (€CJM OHU ellle OCTAINCh y OOJBLHOIrO Iocie
XUPYPTUUYECKOTO U HEOAIbIOBAHTHOTO 3TAIlOB JICUCHUSI).
B cBs13u ¢ 3TUM B cBeTe OTCYTCTBUS O0Jiee 3P PEKTUBHOTO
TUIA Tepanuu (ecau He IPUHUMATh BO BHUMaHUE TaHHbIE
0 BO3MOXHOM 3(P(PeKTUBHOCTHU MPU OCTEOTeHHOM cCapKo-
M€ MypaMuI TpurenTtuaa [22]) JOTMYHO MCIIOIb30BaTh
MOCJie orepaluy TOT XKe pexkuM X T, Ha KOTOpOM yxKe ObLT
noyiydeH 3deKkT, B HagexXae Ha TO, YTO OONBbIINI 00b-
eM 3¢ dextnBHON XT MOBBICUT IIAHC Ha M3JIEUEHUE TeX
MaleHTOB, MUKPOMETACTa3bl KOTOPBIX HE ObLTHM ITOJHO-
CThIO YHUUYTOXEHBI HeoaabloBaHTHOM XT.

Ho BBIIISIAMT 1M CTONB Xe JIOTUYHO MPOIOJIKEHHUE
rmocjie onepamuu Toit ke camoil XT y O0JbHBIX, IEPBUY-
Hasl OITyXOJib KOTOPBIX ITOKa3aja CBOIO PE3UMCTEHTHOCTh
K HEOaIblOBAaHTHOMY KOMITOHEHTY JI€YEHUSI C HCIOJIb-
30BaHMEM 3THX K€ IIMTOCTaTMKOB? Bemb, Kak mokaszajio
nccaegoBanne EURAMOS [20], aTa pe3uCTeHTHOCTh He
MOXXET OBITh MpEoJOoJIeHa Iaxke 3a CUYeT MHTeHCHU(pUKa-
LIMY Teparuy U BBEICHMS TOMOJHUTEIBHBIX IIperapaToB

C aJIBTepHATUBHBIM MexXaHU3MOM jaeiicTBus. KakoBa xe
BEPOSITHOCTb TOTO, YTO 3Ta PE3UCTCHTHOCTH (HAa ypOBHE
MHUKPOMETAaCTa30B) OyIeT MpeoaosieHa 3a CUeT MPOI0JIKe-
HUSI TOTO K€ CaMOro JieueHUs1? DTOT BOIIPOC HE SIBISIETCS
YUCTO TeopeTuyeckuM. HecMoTps Ha TO, 4TO MBI IIpU-
3HaJd HEBO3MOXKHOCTb YIYYIIUTh PE3yJbTaThl Teparuu
3a CUeT ee MHTeHCU(UKALMU Y OOJBbHBIX C XMMHOPE3U-
CTEHTHOI OITyXOJIbIO, BO3MOXHO, MBI MOXEM XOTSI OBbI
CITACTU 3TUX TALIMEHTOB OT IOIOJHUTEIbHON TOKCHUY-
HOCTHU, OTKa3aBIIMCh OT MpoaoikeHns X T Ha 1ociieone-
pamoHHoOM 3Tarne? JIpyrumu cioBamMy — €CJIM Mbl He
MOXeM MOBBICUTH 3((HEKTUBHOCTD JICUSHUS 3a CUET ero
3CKaJIalliu, TO, BOBMOXHO, MBI CMOXEM CHU3UTH €€ TOK-
CUYHOCTB 3a CYET Je3CKATAIIM, pa3yMeeTCsl, €CJIM OHA He
MpUBEACT K CHIDKEHUIO 3 (EeKTUBHOCTH.

besycioBHO, OMHO3HAYHBIM OTBETOM Ha 3TOT BOIIPOC
MOXET OBITh JIMIIb IPOBEACHUE KIMHUYECKOTO HCClIe-
MOBaHUsI, CPaBHUBAIOLIEIO OTHAJEeHHbIC pPEe3yIbTaThl
JIeYeHUsT OOJBHBIX C IJIOXMM OITyXOJEBBHIM TIAaTOMOP-
(o3oM, TONYUYMBIINX W HE TOJYYMUBIINUX CTaHIAPTHOE
rnoceornepalmoHHoe JeueHue. K coxaneHuto, maHc Ha
€ro IpoBeJAeHNEe He OYEeHb BEJIUK, TaK KaK OOBIYHO Bpa-
YM-OHKOJIOTM JOCTAaTOYHO PEIKO MAYT Ha Je3CKalalllio
Tepariu, 1axe eCJIM OHa COIPOBOXKIAETCS CEPbhEe3HOM, HO
HE CMepTEeTbHOM TOKCMYHOCTHI0. OTHAKO CYIIIECTBYIOT JIN
y Hac JOCTaTOYHbIE OCHOBAHMUS /IS TOrO, YTOOBI HayaTh
00CyXIaTh IMTOJOOHYIO0 BO3MOXHOCTD?

C onmHOI CTOPOHBI, METAcTa3bl IMOSBISIOTCS AAJIEKO
He Y BceX 00JIbHBIX C TIJI0XUM ITaToOMOP(O30M MEPBUYHOM
OITyXOJIY, a 3TO 3HAYMT, YTO CTAHIAPTHHIN TTOAXO ITPUBO-
IUT K U3JICYSHUIO UX YacTu. Bompoc auiib B TOM, 3a cUeT
KaKoro KOMITOHeHTa Tepanuu? BrosHe oyeBUOHO, YTO
BHE 3aBUCHUMOCTH UM MPU IUIOXOM ITaToMopdo3e nmepBuY-
HO1 OITyXOJI YaCTh MAlIMEHTOB MPOCTO HE UMEIOT MUKPO-
METacTa30B MCXOMAHO U OYyIyT M3JEYEHBI XUPYPTUUECKH,
KaK 3TO mpoucxonwio no BHeapeHuss XT B alaroputm
Teparuu OCTEOTreHHO# capKoMbl. OMHAKO TEOPETUUECKU
HEeJb3sl UCKITIOYUTh M CUTYALIMIO, KOrJa MUKPOCKOITYE-
CKH€ OTCEeBBI MOT'YT MMETh OOJIBIIYI0 UyBCTBUTEIBHOCTh
K XT, yeM nepBUYHAs OIyXO0Jib, U TOrJa XMMHUOTEparieB-
TUYECKUIT KOMITIOHEHT (B TOM YHUCJIE U MOCAeOIepaloH-
HBIIT) OyIeT UMETh CMBICT JaXe IMPU XUMUOPE3UCTEHTHOMN
nepBUYHOU omyxoiu (puc. 4). OgHaKO eCTb JU TaKue
naluueHThl (C XMMUOPE3UCTEHTHOM IepBUYHON OITyXO-
JIbPIO U XMMUOYYBCTBUTEIbHBIMM MUKpPOMeTacTa3aMu) Ha
camoM pene?

WHTepecHO OTMETUTb, YTO OSMU30AMYECKH ITOT
BOIMPOC YK€ TTOTHUMAJICSI B pAHHUX UCCIeI0BaHuUsIX. Tak,
HaIpuMep, HECMOTpPsI Ha TO, YTO B OMHOM U3 HUX OBLIO
MOKa3aHo, YTO MCIIOJIb30BaHME «ITOJTHOLIEHHOI» JIJISI TOTO
BPEMEHM aabIOBAHTHOW Tepamuu y OOJIbHBIX, MOJTYYMB-
KX Tepen omepalyeil TOJIbKO KOPOTKYI0 WHIYKIIUIO
B BUIE MHTpaapTepuaibHoro BBeaeHus 90 Mr/m> I0K-
COpyOMILIMHA W OOJIyueHUE TMEPBUYHOM OITyXOJu, 3Ha-
YUMO YJIydYIllaeT MPOrHo3 [8], B IpyroM MCClIeI0BaHUH,
YAaCTUYHO BKJIIOUMBIIEM IAIIMEHTOB M3 IIEPBOro, OBLIO
MOKa3aHO, YTO 3TO KacaeTcs JHUIIb OOJBbHBIX C XOPOIIUM
JIeueOHbIM TTaToMOp(d030M. BbIKMBaeMOCTh MallMEHTOB
C TUIOXUM TaTOMOP(hO30M OITyXojau (BHE 3aBUCHUMOCTU

1 2019 1B



Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

KUMBODEINCTENTHAR

A —_—
Tepanua Tepanua
i = e
MHEPOMETACTAI0N
=
S—
XHaMOpEINCTENTHAR
= = Yo
MG BETOMTE MM
MMKPOMETACTAIaMM [ ]
=
XHMHOPEIHETEHTHIA
= e oo o
THMHOREHETEHTHBIMIH
MAHDOMETICTIaMM
= —

Puc. 4. BozmooicHble eapuanmol pazeumus 60Ae3HU NPU Pe3UCMEeHMHOCU
NepeUUHOLL ONYXO0AU K He0adsl08aHMHOL mepanuu (nA0Xol namomopgos)

W3NEYEHWE

MPOTPECCHA

Neoadjuvant Adjuvant —
Ihe& % Chemoresistant tumor
without micrometastases
= w
—
i
Chemaresistant tumaor
~ ‘ with chemosensitive
micrometastases [ ]
2og =
Q
: @
Chemoresistant tumor o0
- _ with chemoresistant — 5
micrometastases g
a
= —

Fig. 4. Possible options for the development of the disease with primary tumor
resistance to neoadjuvant therapy (poor pathologic response)

OT TOTO, TIOJYYMJIN JIM OHU aIbIOBAaHTHYIO TePAITUIO WIIN
HeT) ObIa HEOTIMYMMA OT BEDKMBAEMOCTH OOJIBHEIX, HE
MOJIYYUBIIUX aAblOBaAaHTHYIO Tepanuio [25]. O BO3MOXHO
HEOOJBIIIOM BKJIaHE MOMOJHUTEILHOTO aIbIOBAaHTHOTO
KOMITOHEHTA TI0CJIe TTPOBEACHNSI MHTEHCUBHOM Heoalb-
IOBAaHTHOI Tepamnuu (C UCIOJb30BaHMEM pexXrMa U3 paH-
ToMM3UpoBaHHOTO uccienoBanus MIOS [9]) 3acTaBiser
3aIyMaThCs M IPYroe PETPOCIICKTUBHOE MCCIICIOBaHNUE,
B KOTOPOM OTKa3 OT aAbIOBAHTHOIO 3Tala He IMpUBEs
K YXYALIEHUIO pe3yabTaToB [26]. Bemb, mo cytu, Mbl He
pacrojlaracM TIOJTHOIICHHBIMU MCCJICTOBaHUSIMH, OlIe-
HUBAKOIIMMU ONTUMAIbHYIO IJIUTEIBHOCTD (KOJIUYECTBO
mrkiIoB) XT MmpW OCTEOTeHHOI cCapKoMe — CYMMAapHBIM
00BEM JIEKapCTBEHHOM Tepanmuy (C BKIIOUCHUEM allb-
IOBAHTHOTO M HEO0aJIblOBAHTHOTO KOMIIOHEHTOB) OBLT
BeIOpaH sMnupuyecku. PopMmaan30BaHHBIX Hd0Ka3a-
TEJIbCTB TOTO, YTO 6 LIMKIJIOB JIEYEHUS JIydlie, dyeM 4,
a 4 — nyuue, yem 2, y Hac HeT. Ho ecau njisg GoObHBIX
C XOPOIIIMM ITaTOMOPHO30M U TTPEKPACHBIMM pe3yIbTraTa-
MM JICUCHHST OTKA3 OT MTPOIOLKeHIS (P PeKTUBHOI Tepa-
MUY TIPEACTaBISIETCS HEOOOCHOBAaHHO PUCKOBAHHBIM, TO
IIJIST TIAIIMEHTOB C TUIOXMM TaTOMOP(O30M CYIIECTBYIOT,
KaK HaM KaxKeTcsl, BeChbMa JIOTUIHBIC apTYMEHTHI B TTOJTB3Y
MepecMOoTpa CIOXKUBIICHCS TPAKTUKU.

Ho ectp m aprymeHTHI poTUB. OCHOBHBIM U3 HHX,
KOTOPBIIT MOXXHO TIPUBECTH B TIOJIB3Y IPOBEACHUS ITOJI-
HOTO IIMKJIa JIeYeHHUs Jaxke Y OOJbHBIX C TUIOXUM Jieueo-
HBIM TTaTOMOP(O30M, CIIYKUT TOT, YTO MX BBDKMBAEMOCTh
BCE X€ BBIIJISOAUT 3HAYMMO JIyYIlle, YeM BBDKMBACMOCTh
MalMEHTOB, MOJIYYaBIIMX YUCTO XUPYPTUUYECKOE JeUeHUE
B 1960—1970-x rogax, 4To MOTEHLUATHLHO MOXHO PACLIEHUTD

Kak uMeronmiics naneunsatoimii agdexr XT, Hadmoma0o-
LLIMICS AaKe B TOI Ipyrine OOJbHbIX.

Tak, Harpumep, B ucciegoBanuu COSS 5-nmetasas OB
MalKXeHTOB ¢ IUIOXUM ITaToMopdo3oM coctaBuia 55,5 %,
BCB — 38,6 %, uto B 2—3 pasa ayume, yem 15-20 %
BBDKMBAEMOCTh B MCTOYHMKAX M3 3MOXU XUPYPTUM, Ha
KOTOpbIE MBI MPUBBIKJIM cchllaThes [2, 8, 9]. Eciu 6patb
nccnegoBanne EURAMOS, To pe3ynabraThl B TpyIle
OOJIBHBIX C TUIOXMM MaTOMOP(MO30M OMYXOJW BBITJISIST
ewe ayyiie: 3-ynetHssi BCB — 6osnee 50 %, OB — Goiee
70 % [20]. OnmHako Ha MpUMepe 3TUX MCCJeIOBaHUIA
BUIHO W TO, YTO WX XOPOIIWE pe3yiabTaThl BO MHOTOM
00yCJIOBJIEHBI XECTKOM CeeKIIMeN MaluueHTOB, HE MpU-
MEHSIBIIEUCS U HETOCTYIMHOM (B CHJTY TMarHOCTHYECKMX
BO3MOXKHOCTE) B 3ITOXY XUPYpPIUu. Tak, aBTOPHI ITyOJIH-
Kauuu no pesynsratam EURAMOS npusHanm, 4Tto He
OXUOAIN TTOHOOHBIX PE3yIbTaTOB B TPYIIIE C ILIOXUM
naToMopGh030M U UM JaXe IMPUIIUIOCH TIPOBOAUTD aHAIU3
MpY MEHBIIIEM, YeM M3HAYaJIbHO IUIAHUPOBAJIOChH, YMCIIC
HeOIaronmpusITHBIX COOBITUI. OTHAKO, €CTM TTOCMOTPETh
Ha Au3aiiH, TO TIpUYMHA CTAHOBUTCS OYeBUAHON. Majo
TOr0, YTO B WCCJCIOBaHWE W3HAYAJIbHO BKIIIOYAIUCH
TOJIbKO OOJIbHbIE C TIOTEHLIMAJbHO pe3eKTabeabHOI
B 00beme R0 6oJie3HbI0, YeM CKOpee BCcero u 00ycaoBIeH
MAaJIbI MIPOLIEHT ITALIMEHTOB C UCXOMTHO METACTaTUYECKOM
00J1e3HbBIO (Bcero 16 %) 1 onmyXoasiMu aKCUaJIbHOIO CKe-
seta (ToabKo 5 %) [15]. Bno6aBok paHIOMU3aLIKS IPOKUC-
XOJMJIa YK€ ToCJie TPOBEACHUSI HE0aIbIOBAHTHOTO 3Talla,
U B UCCJIeJIOBaHNE HE BKIIOYAINCH OOJIbHBIE, Y KOTOPBIX
OoTMeyYajach MPOrpeccust OMyXOJu WJIA B UTOTE OIYXOJIb
oKasajiach Hepe3ekTabebHoli B 00beMe R0. Takux nauu-
€HTOB B TpyMIle C IUIOXUM JIEYeOHBIM MHaTOMOP(hO30M
(n=1060) oxasanock 132 (1. e. 6oee 10 % Bcex OOTBHBIX
C IUTOXAM JIEYCOHBIM ITaToMOpP(030M), IO OTHOIICHUIO
K€ K MalMeHTaM C IIOXMM ITaToMopdo30M, TOABEp-
THYTBIM paHaoMu3aluu (n = 618), Moy UCKITIOUEHHBIX
O IPUYMHE IIPOrPEeCCUPOBAHMSI BOOOIIE COCTaBUIA
21 %. MoxeT OBITh UMEHHO ITO3TOMY B TPYIIIIE C TIJIOXUM
JIeYeOHBIM TTaTOMOP(hO30M I0JII OOJBHBIX C HAIMINEM
METacTa30B OKa3ajgach MEHbIIIEe, YeM 10 Havyajaa Tepanuu
(~ 10 % c meracTazaMu Ccpeau PaHIOMU3MPOBAHHBIX
nanueHToB npotuB 16 % wucxomno). Ilpu 3TOoM, eciu
nocmoTpeTb Ha BCB 0onbHBIX ¢ MeTacTa3aMu, BCE Xke
BOIIIEAIINX B OCHOBHOE MCCeNOBaHME (PaHIOMU3HUPO-
BaHHBIX), TO B TPyIMIle C IJIOXUM JIeYeOHbIM MaTOMOp-
¢030M OHAa HMYEM He OTIMYansach OT BBDKMBAEMOCTH
MalMeHTOB B PaHHUX XUPYPIMUECKUX HCCICIOBAHMSIX,
coctaBuB okosio 20 % [20]. [Tpu 5ToM Hellb3st cOpachIBaTh
CO CYECTOB M TO, YTO 3a TOIBI, IPOIIEAIINe ¢ MOMEHTa
MPOBEICHUS pPaHHUX XUPYPIMYECKUX KCCIIeIOBaHWIA,
M3MEHWICS U «IIOPTPET» OOJbHOIO C OCTEOreHHOM cap-
koMoii. Ecium B paHHUX UCCAEIOBaHMUSX OTCYTCTBUE
METacTa3oB TONTBEPKAAJIOCH JIMIIL peHTreHorpadu-
yeckd (M OOJBIIMHCTBO MEJIKUX O0YaroB OCTaBaJIUCh
HepacIto3HaHHBIMM), TO COBPEMEHHAs KOMITbIOTEPHAsI
TOMOrpacus TO3BOJISIECT OIPENCS/ISITh OYard pa3MepoM
naxe B 1—2 MM, mepeBo/s MallMeHTa B METaCTaTUIYECKYIO
TPYIITy ¥ MHULNUPYS XUPYyPrudecKoe yaaJeHNe O4aros,
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4yTO, 0E3yCJIOBHO, MMEET IOIOJHUTENIbHBIN Je4eOHbI
3¢ dexT. BO3MOXHOCTD ynyqlieHUs pe3yabTaToB adek-
TUBHOCTU YUCTO XMPYPTAYECKOTO JICUCHUsI, 00YCTOBICH-
HOTO BHEAPEHHEM 00Jiee TOUHBIX METOIMK CTaIUPOBAHUS,
U COOTBETCTBEHHO yHAJCHUS BBISIBJICHHBIX METACTa30B
y Oosblleil Jonu OOJNbHBIX, Obla TMOKa3aHa paHee [27].
Bo3MoxxHO, B HacTosIIee BpeMsl, Korna 00HapyKMBaOTCS
U MIOJIBEPTraloTCs YAAJCHUIO JaKe MULUIMMETPOBBIE OYaru
B JIETKMX, BKJIaJ XUPYPTrUIECKOTO KOMITOHEHTA JICUCHUS
oKasajics Obl 3HAUMMO OOJIbIIE U BOIIPOC O TOM, BHOCHUT
yu XT Bkian B u3naeyeHue OOJbHBIX ¢ XUMUOPE3UCTEHT-
HOI ocTeocapKoMmoii (IUIOXo# je4eOHBI maToMopdo3),
OCTaeTCsI OTKPBITHIM. B J1000M ciyyae Tpu COBpEeMEH-
HBIX TUATHOCTUYECKUX U XUPYPTUUECKUX BO3MOKHOCTSIX
IIaHC Ha M3JIeYCHME IMPU IMOJHOM XMPYPTUIECKOM yaa-
JICHUM METAacTaTUYECKMX 04aroB MMEIOT JaXKe IMallMeHThI
¢ peumauBaMM 3aboneBaHus, rae poab X1 elre Oolee
COMHUTEIbHA, YeM IPU JICUCHUU OOJBHBIX C IIOXUM
naToMop¢o30M.

IToBTOpUMCS, OMHO3HAYHBII OTBET Ha TTOCTABICHHBIM
BOIIPOC MOTYT AAaTh JIUIIb PAHIOMU3MPOBAHHBIE UCCIIECIO-
BaHMs, HO JIOTMKA JIEYEHUS IPYTUX 3a00J1€BAaHUI , NCTIONb-

1 2019

3yIOIIMX abJaTUBHOE KypaTUBHOE JCUeHUE, IOACKa3bl-
BaeT OeCHepCIeKTUBHOCTb MPOMOJIKEHHUS IIOCIAE HEro
Tepaluu, K KOTOPOii OIMyXoJib OblIa paHee Pe3UCTeHTHA,
B HajeXJae Ha JOIOJHUTENbHBIN 3ddekT. Tak, Bpsam Iu
KTO-TO OJOOPUT MPOBEACHUE HECKOJbKMX <«KOHCOJM-
nupytonux» HukjaoB COPDAC nmauueHTy ¢ Tumdomoit
XOomKKMHA TTOC]Ie JIy4eBOM Tepany Ha 30Hbl OCTATOYHOMI
0oJie3HU, OCTaBIICHCS TTociie paHee mpoBeaecHHOoM X T 1Mo
9TOM Xe cxeme. HeslornaHbIM OyeT BBIIISIACTh U IIPOBe-
JIeHUe NOMOJHUTENbHBIX KypcoB PEI mis «xoHconmpma-
LUW» XUPYPIrUIECKON pEMUCCUN, TOCTUTHYTOM Y OOJIbHO-
IO C COXpaHSIONIelcs XKU3HECITOCOOHOM OITyXOIbIO IMOCIe
okoHYaHus aHajmornyHoil XT, uim «mpodrIakTuiecKo-
ro» MCIOJIb30BaHUSI MHULIMAIBHON Tepanuy y MmalydeHTa
C TMEePBUYHO-PE3UCTCHTHBIM OCTPBIM MHUEI00JaCTHBIM
JIEMKO30M, HAXOISIIEroCs B IIOJHOM PEMMCCUU II0OCJIE
aJUIOTEHHOM TpaHCIUTaHTaUuu. M 3T0, Kak HaM KaxeTcs,
SIBJIICTCSI OCHOBAHUEM [JII MHUILIMALIMU KIMHUYECKOIO
HUCCIIeI0OBaHUS MO CPaBHEHMIO CTaHOAPTHOIO IOAXoia
¥ TOIX0MAa, MpeaycMaTpUBAIOIIET0 OTKa3 OT ITOCjeoIe-
pPalIMOHHON Tepamnuu, Y OOJbHBIX C TUIOXUM JIe4eOHBIM
naToMop(h030M OCTEOTEHHOI CAPKOMBI.
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Memacmamuyeckoe nopameHue nergux y pemeil
C CONUAHBLIMU ONyXonAMU: UCMOpUYeCcKuUili IKCKypC

9. I'ymbaToBa
@I'BY «HMHI] onkonoeuu um. H.H. [lemposa» Munzdpasa Poccuu;

Poccus, 197758, Cankm-Ilemepoype, noc. Ilecounwiii, ya. Jlenunepaockas, 68

Konmaxmmuuie dannvie: Inveupa Jcaneuposna I'yméamosa gumbatovaelvira@gmail.com

B 00630pHOil cmambe npedcmasnensl céedeHUs 0 Memacmasax coOAUOHbIX ONYXoaell 6 neeKue: om Namo2eHe3a U nepeoeo Onvima Mema-
CMAazsKmomuy 00 KOMOUHUPOBAHHOI NOKAAHOU MemOOJuUKU mepanesmuueckoeo 603oeiicmeus. CoenacHo AumepamypHsim OaHHbIM, Mema-
CMA39KMOMUSL N1€2K020 ABASEMCA HACMbI0 CMAHAAPMHO0 AeHeHUs 015 83POCAbIX, HO C8e0eHUs 00 ONepamueHoM NeHeHuU memacmamuye-
cKux o0paszosanuii 'y Odemeil ocmaromcs manrousyvennsimu. Kak npasuso, memacmamuueckoe nopasiceHue Cconposojicoaem
npoepeccuposanue onyxonesoeo npovecca. Hauunas ¢ 1960-x 20006, 6edymcs pazpabomku memoouKu u3oaupo8anHoil nepghysuu 1eekoeo,
De3YAbMambl KOMOPbIX OMPAdCeHbl 8 HEMHOLOHUCACHHBIX CMAMbSIX, 00HAKO 00AbUUHCIBO UCCAe008AHUN HANPABAEHb HA U3YHeHUe 803~
MOJNCHOCMEl NPUMEHEHUS U HA HeNOCPeOCMEeH ble Pe3yNbManbl 8bINOAHEHUs MOl MemOOUKU.

Karoueguvie caoea: memacmassdKmomus, mopaKkonomus, xuMuonequy3uﬂ

Jas yumuposanus: Iymoamosa 9.J]. Memacmamuueckoe nopasicenue aeekux y demeil ¢ COAUOHBIMU ONYXOAIMU: UCOPUYECKUT IKCKYPC.
Poccuiickuii ncypran demckoii eemamonoeuu u onxonoeuu 2019;6(1):56—60.

Metastatic lung disease in children with solid tumors: a historical excursion

E.D. Gumbatova

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

The review article provides information about metastases of solid tumors in the lungs: from pathogenesis and the first experience of
metastasectomy to a combined local method of therapeutic treatment. According to the literature, lung metastasectomy is part of the standard
treatment for adults, but information about the surgical treatment of metastatic lesions in children remains poorly understood. As a rule,

metastatic lesion accompanies the progression of the tumor process. Since the 1960s, methods of isolated lung perfusion have been developed,

the results of which are reflected in a few articles, but most of the studies are aimed at exploring the possibilities of use and at the direct results
of the implementation of this technique.

Key words: metastasectomy, thoracotomy, chemoperfusion
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Meractatnueckoe mopakeHue Jerkux y IeTeit ¢ OHKO-
JIOTUYECKUMM 3a00JIEBAHUSIMU 10 CHUX TIOp OCTaeTCs
mpobeMoit ISl KIMHUIMCTOB. Hanmnuue oTmaaeHHBIX
METacTa30B paccMaTpMBaeTCsl KaK OCHOBHOW IpM3HAK
reHepaIu3alliy OIyX0JIEBOTO Ipoliecca. «30JI0ThIM CTaH-
JapTOM» JICYEHUSI METAacCTaTUYECKOIro ITOpaXkeHUsl IIpu
OITyXOJIIX AETCKOTO BO3pacTa SBISIETCS XUPYPTUYECKOe
yIaJeHue.

JlutepaTypHBIX MCTOYHMKOB O METAacTa33KTOMUU
y JIeTeil ¢ COMMIHBIMU OIMyXOJISIMU OYeHb Majo. Haunbo-
JIee 4acTO reMaTOTeHHOM IMCCeMUHAIIUM TOABEPraroTCs
Jierkue. Bcero HeCKOJbKO AeCSTUIETU Ha3ad BBIKMBa-
eMOCTh peOeHKa C OHKOJOTMYECKHMMH 3a00JeBaHUSIMU
ObLT1a KpaliHe HM3KOil, OCOOEHHO TpU HaJUYUU MeTa-
CTaTUYECKUX TopaxeHuil. B mociemHue necsaTUaeTus
JMIOCTUTHYT 3HAYUTEIbHBIM MpPOrpecc B JICUEHUU COIUI-
HBIX OIlyXOJIeil y JeTeid, Py 3TOM 00111asl BBLKMBAEMOCTh
Ha cerofHs cocranisieT 75—90 % y maiueHToB ¢ HeMeTa-
cratnyecknumu popmamu. K coxanenuto, 10—30 % nereit
C COJMIHBIMM ONMYXOJISIMU UMEIOT TUCCEMUHUPOBAHHBIC
3aboseBaHust, npu 3ToM 15—20 % — 3TO OTHaJICHHbIE
MeTactasbl [1]. JledeHue B TaKuUX CUTyalUsIX IOJKHO
HauuHaThcs ¢ cucteMHoit monuxumuorepanuu (ITXT),
a Xupypruueckas pe3eKius SBISETCSI 2-M DSTaroM.
B cBs13u ¢ Tem, 4TO psia omyxoseil OKa3bIBarOTCS HEUYB-
crButesbHbIMU K TTXT, nmoKanbHBIN KOHTPOJb B BUIE
XUPYPTUUECKOTO JICYCHUS SIBJIIETCSI OCHOBHBIM BHIOM
MIPOTHBOOITYXO0JICBOTO HAOIIOICHUS.

CoryacHo JUTEpaTypHBIM JaHHBIM, METacTa3dKTO-
MHUSsI JIETKOTO SIBJISIETCS] YaCThIO CTAaHOAPTHOTO JICUCHUS
DI B3POCJBIX, HO CBEACHMUSI 00 ONEepaTUBHOM Jiede-
HUU MeTacTaThuecKruX oOpa3oBaHMU y JeTeil ocTaroTcs
Mayiou3y4eHHbIMU. OTMEUeHO yBeIMUYeHMe TToKa3aTeei
BBDKMBAEMOCTH IIallMEHTOB IIOCJAE METacTa3dKTOMUU
JIeTKux [2].

B HacTosiee BpeMs1 o0IIeNPU3HAHO, YTO JETH Jierde
MepeHOCSIT MHBAa3MBHBIC BMEIIATEIbCTBA, B TOM YHCIC
1 TOPAKOTOMMUIO, IO CPaBHEHUIO ¢ B3pocabiMu. B 2006 .
M.R. Kayton B cBoeii cTaThe OIMMChIBAI KJIMHOBYIO pe3eK-
LIMI0 KaK BapHaHT UACAJIbHOIO IOAXO0AA IPU JIETOYHOM
MeTactazskromun [3]. TTokazaHust K MeTacTa33KTOMUU
y AeTeil CUIbHO Pa3nyaloTcs M MHOTIA JUaMeTpabHO
MMPOTHUBOIIOJIIOXHBI B 3aBUCMMOCTHM OT THUIIAa MEPBUYHOMN
onyxoiu. Ompenensiionieil  XapakTepUCTUKON HOBO-
00pa3oBaHUll SBISIOTCS 3JIOKAUeCTBEHHBIN TOTEHIIMA
1 BO3MOXHOCTh AucceMuHanmu. Kak mpaBuiio, Meracra-
TUYECKOE MOPaXEHUE COMPOBOXKIAET MPOrPECCUPOBAHUE
OITyXOJIEBOTO Ipoliecca. MeTacTaTUYeCcKuUii KacKaa COCTO-
WUT U3 HECKOJIbKUX HE3aBUCUMBIX, HO TTOCIEIOBATEeIbHBIX
9TanoB: (popMUPOBaHNE METACTATUUECKOIO OITyXOJIEBOTO
CyOKJIOHA, MHBA3MS B IIPOCBET COCYAa, LIMPKYJISIILINS OITy-
X0JIEBOrO 3M00JIa B KpOBOTOKe (ITMM(MOTOKE), ocemaHue
Ha HOBOM MecTe ¢ (hDOPMUPOBAHUEM BTOPUYHBIX OITyXO-
neit. I3-3a nmpucyiieil UM OMOJIOrMYeCKOi reTeporeHHO-
CTU COJIMIOHBIC OITYXOJU MOTYT IPOIrpeccHpoBaTh yepe3
o10T Kackan [4]. B 1889 r. anrmuiickuii xupypr C. Ileiin-
KUT B XKypHaJie “Lancet” onmy0aMKoBai TUIIOTE3y «CeMeHa
U TI0YBa», COIJIACHO KOTOPOI OIpeneIeHHbIC OITyXOJIeBbIe

KJIETKM WU «CEMEHa» MMEIOT CPOACTBO K MUKpPOCpE-
JIe HEKOTOPBIX OpPraHOB WM «IouBe» [5]. B mocinegHue
JIEeCSITUICTUSI HaydyHbIe MCCIIeI0BaHUsI cHavyala cocpeno-
TOUYWJIMCh Ha YETKOM OIPEIeICHUN aTpUOYTOB «CEMSIH»,
¥ TOJIbKO B TeUECHHUE MOCIETHUX 15 JeT yuyeHble Hadalau
pacIyThIBaTh CJIOXHBIC B3aMMOICWCTBUS MEXIy IIep-
BUYHBIMM OITYXOJICBBIMU KJIETKAMU U <«IIOYBOI» IIeJie-
Boro opraHa. R.N. Kaplan et al. B 2005 1. moka3anu, 4To
npeaMeTacTaThuyeckasl HUIIA B OpraHe-MUIICHU TIpe.-
BapUTEJIbHO 3aIllOJIHEHA PelleNTOpaMU HAOTEINaTbHOTO
dakTopa pocta cocymoB 1 (Vascular endothelial growth
factor receptor 1, VEGFRI1). Pekpyruposanue VEGFRI1
TEMOITOATUYECKMX KJIETOK-TIPENIIECTBEHHUKOB BaXKHO
JUISTI MTHULIMALIMK METAaTCTa3uPOBaHMSI OITyX0Ju [6].

B TeueHme mociegHMX HECKOJbKUX JIET ObUIM OITM-
caHbl MeMOpaHHBIe Be3uKyabl pa3mepamu 30—100 HM,
Ha3bIBaeMbIe 2K30COMaMM, KOTOpPBIE comepxkKaT OeJIKH,
JIUTIWOBI, PUOOHYKICMHOBBIE KUCIOTHI U JAE30KCUPUOO-
HYKJICMHOBBIC KMCJIOTHI; OblLa IIPOIEMOHCTPUPOBaHA UX
CIIOCOOHOCTh B3aMMOICHCTBOBATh C IMpeaMeTacTaThye-
CKOM HUIIEH U TOTOBUTH €€ K UMIUJIAaHTAllMM MEeTacTasa.
B cepun pador A. Hoshino 3k30coMbI OBLIIM BOBJIEYEHBI
B CJIEIyIOIIMEe MeTacTaTUUeCKMe TIpolecchl: 1) maTepaib-
HBII TIepeHOC MH(MOPMALIMU MEXKIY paKOBBIMU KJIETKAMU
1 OpraHaMU-MUILIEeHSIMU; 2) JIOKaJIU3alKs 1 B3auMOIei -
CTBUE C TpeaMeTacTaTUYeCKOl HUIIE; 3) B3auMOJeii-
CTBME C pa3IMYHbIMU OpraHaMU-MUIIIEHSIMU B 3aBUCUMO-
CTU OT UX ITIOBEPXHOCTHBIX UHTETPUHOB; 4) BO3BpalllCHUE
K KOHKPETHBIM THUIaM KJIETOK B KaxKJIOM OpTraHe-MUIIEHU
B COOTBETCTBMM C MX IOBEPXHOCTHBIMM WHTETPUHAMU;
5) akTUBaIIYs TPOBOCIIAIUTEIbHBIX TEHOB B KJIIETKaX-MM-
LIEHSIX; 6) TepeHanpaBieH1Ue METaCTa30B BaJIkTe PHATUBHbBIC
OpraHbl C HUCIIOJb30BAaHMEM DPA3JIMUYHBIX OPTaHOTPOITHBIX
9K30COM; 7) MHTMOMpOBAaHME METACcTa3upOBaHUS ITyTeM
OJIOKMPOBAHMST MHTETPAJTbHBIX TOBEPXHOCTE MUIIIEHH [7].
WzyueHne MmeTacTaTUIECKOro Kackana, HECOMHEHHO, TIpH-
BEIET K pa3pabOTKe HOBBIX METOJOB JICUCHUSI 1 MpOodrIaK-
TUYECKUX MOIX0A0B B OyayiieM [8—10].

MeTtacTa3sKTOMMS JETKUX TPU COJMIHBIX OIYXOJSIX
y IeTell BriepBble ObljIa BEIMOMIHEHA B 50-X rogax Mpolio-
IO CTOJIETHsI, a MIePBBIC INTEPATypHbIC CBEACHUS 00 3TOit
MaHUITYJSILUU OTHOCITCS K Hadainy 1960-x romos [11].
B wmuorouentpoBom wuccienoBanuu W.R. Richardson
B 1961 1. BriepBbIe ObLI 000OIIECH OIbBIT JIeUeHUsT 35 neTei,
MEePEeHECIINX MEeTaCTa3d3KTOMUIO, TIPU 3TOM § IMaIlMeHTOB
nepexwu S-netHuii pyoex. J.F. White u W. Krivit B 1962 1.
caenanu coobiieHue o 10-1eTHell BBKMBAEMOCTH IeTel
C METacTaTMYEeCKUMMU JIETOUHBIMU (hOpMaMU OITyXOJU
Bunbmca u pabnomuocapkomsl [12].

K 1967 r. mosiBUIOCh HECKOJIbKO KPYIHBIX CTaTeii,
00001IAIOIIUX ONBIT 27 METaCcTa33KTOMUIl, BBIIOJIHEH-
HbIX B 1952—1967 1. [13]. BbIBOIBI, K KOTOPBIM HPUIILIN
yYeHbIe, ObUTH CJICAYIOIIMMU:

1.  MHOXecTBEeHHOE MopaXKeHUe JIETKUX He JOJKHO
OBITH INPOTHMBONOKA3aHMEM ISl OIEPaTMBHOTO BMeIla-
TeJbCTBA.

2. KpaiiHe BaxXHBIM ISl OMNpeAesIeHUsT CTpaTeruu
JICYEHMST OCTACTCS TUCTOJOTMYECKMI BapUaHT OITyXOJIH.
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3.  VmaneHU1o JOJKHBI MOATBEPTaThcsl Bce 00pas3o-
BaHUS B JIETKKX.

4. JIBYCTOpOHHSSI pe3eKIus IepeHocuMa IS
MaLeHTOB JETCKOTO BO3pacTa.

B 1969 1. J.W. Kilman et al. 3asgBu111, 4T0O KJIMHOBUIHAS
pe3eKiust JIerkoro — 0Oojiee Oe30MacHbId METOH XUpPYp-
TMYECKOro JieueHus, YeM cerMeHTapHast pesekuus. M3 84
panvKaJbHBIX Pe3eKI1ii, TIPOBEICHHBIX Y TalleHTOB, B 40
Cily4asix ObUIM BBIIOJIHEHBI aTUITMYHBIC PE3EKIIMU JIETKOTO.
ITaTreTHAS BBLDKUBAEMOCTH ITPY 3TOM cocTaBria 36 % [14].

B 1971 . N. Martini et al. B MeMopuaJbHOM OHKOJIO-
ruyeckoMm 1ieHTpe uM. CrnoyHa—KerTepuHra cooOmmimn
0 pe3y/bTaTax JieYeHUsl MaldeHTOB ¢ OCTEOreHHOM cap-
komoit [15]. be3 Meracta3skroMuu 3-JeTHSS BBDKMBaA-
eMocTh coctaBuwia 5 % [16]. Ilociae MeracTazskToMUU
serkux 9 (45 %) u3 20 601bHBIX ObLUIN XUBBI Yepe3 3 roga
I10CjIe AMArHOCTUPOBAHUS 3J10KAYeCTBEHHOIO IIpoliecca.
[MamyenTaM ObUIO BBIMOJHEHO OT 1 g0 7 TOPAaKOTOMMIA.
Bce atu netu nepexunu 20-netHuii pyoex [17].

B 1975 . Ha VI che3ne AMepuKaHCKUX JETCKUX XUPYP-
roB B Ilyspro-Puko V.N. Thomas npeacraBui pe3yiabTa-
ThI JieueHus1 18 1eTeil ¢ pa3InYHbIMU 3JI0KaYeCTBEHHBIMU
00pa3oBaHUSIMU, Y KOTOPBIX Oblla BBITOJHEHA KJIMHO-
BM/IHAsI Pe3eKIIMsI JIETKHUX I10 [IOBOIY MX METaCTaTUUECKUX
nopaxeHuii. BeoknBaeMocTh 00JIbHBIX cocTaBwia 39 %,
5TO 00YCJIOBJICHO TEM, YTO Y IIOJIOBUHbI MAIIUEHTOB BHISIB-
JIEHBI PELIMIKUBBI OIYXOJIEBOIO IIPOLiecca B KpasiX pe3eK-
uuu. Torna xke ObUIM ClieIaHbl BBIBObI, YTO OOJIbILIMHCTBY
0OJBHBIX HEOOXOIMMO paclIMpeHue oO0bema OrepaTHB-
HOT'O BMELIATeJIbCTBA BIUIOTH IO JTOOKTOMMMU.

Tak Kak 4yKCiIo neTell ¢ MeTacTaTUueCKUMMHU (hopMaMu
3JI0KAUYECTBEHHBIX OIYyXOJIel ObLIO HEOOJIBbIIUM, MCCIIe-
JIOBaTeJIM Havajay IPYIIUMPOBATh OOJIBHBIX HE3aBHMCUMO
OT rucTojornvyeckoro Bapuanta. B 1969 r. J. Kilman et al.
Obl1a coOpaHa KOropTa IalKMeHTOB ¢ Pa3JIMYHbIMU MOP-
(osornyecKMMy 3aKJIIOYCHUSIMU, HaYMHasl OT OITyXOJIu
BunbMca n 3akaH4yMBasi pabJoMMOCAPKOMOI, BCETO B UX
HCClIeI0BaHMe BOILIM 0KoJIo 8 Ho3osoruii [14]. B 1975 &
G. Barrows u D. Kmetz Tak:ke 00beIMHUIN B CBOU UCCIE-
JOoBaHMS 7 AeTell ¢ pas3IuYHbIMU TMCTOJIOIMYECKUMU
BapUaHTaMM 3JI0KaYECTBEHHBIX OIyXoJiell, 6 OOJbHBIM
OblIa BBIITOJIHEHA JOO3KTOMMUSI, PELIMIUBOB Y HMX HeE
obHapykeHo [18].

Toasr cryerst (1996—2001) W. Torre 1 N. Rodriguez-
Spiteri HaOmonanu 44 pebeHka: 27 MaabuyuKoB U 17 ne-
Bouek. CpenHuii Bo3pacT aeTeil cocraBui 16,3 roga (ot
5 mo 20 net) [19]. I1pu mepBUYHOI TMATHOCTUKE METO-
JIOM CIupajibHOi KomrbloTepHoii Tomorpadum (KT)
y JaHHBIX MAlMEHTOB ObUIO BBISBICHO METACTaTHYECKOE
rnopaxenue jierkux. I[IpegonepaloHHasT XUMUOTE AT
(XT) nposenena 32 (72,7 %) GOMbHBIM, Y JaHHBIX AU~
€HTOB Pe3eKIIMsl JIETKUX BBIIOJHSIACH TOC)IE IJIAaHOBOM
XT m moxa NpUCTaJbHBIM JIOKAJBbHBIM KOHTPOJEM TIep-
BMYHOIO o4yara. B ocTasbHbIX Ci1ydasiX ObUIM BbIIOJIHEHbI
1 THEBMOHBKTOMUS, 3 TOOOKTOMUM, 2 pe3eKIUU IPYIHOMK
CTeHKU U 1 omepalys Ha I03BOHOYHMKe. BHyTpromnepa-
LIMOHHAs JIyyeBasl Tepamus IpUMEHsUIach y 2 IalKUeH-
ToB. OOLIMII YPOBEHb OCIIOXHEHMI1 Y JAHHBIX OOJBHBIX

coctaBua 20,5 % (IHEBMOTOPAKCHI, TeMUTOPAKCHI, aTe-
JIEKTa3bl). YUeHbIe JOOWIUCH TOTO, YTO OOIIast S-JIeTHSIS
BBLKMBAaEMOCTh cocTaBuia 53,8 % [18].

B 1994 . H.A. Heijj et al. onmy0iukoBaay JaHHBIE CBO-
ero ucciaeaoBaHus, Kotopoe rpoxoauio ¢ 1970 mo 1992 1.
B Hero 6bu1 BKIIOYeH 91 manueHT (C OCTEOTeHHOM cap-
Komoit — 40, ¢ HedpobOmacTomoit — 24, ¢ capkoMoii
IOunra — 12, ¢ apyrumu onyxonsimu — 15). BeiBon, Koto-
PbIii ObUI ceIaH YYEHBIMU, Kacalicsl TOJIbKO THUIIA OITyXO-
qu [20]. [I1st HeKOTOpBIX HOBOOOpPa30BaHU (HAIIpUMeD,
alpeHOKOPTUKAJIBbHOM KapLUMHOMBI) OTCYTCTBME CYIlle-
CTBEHHOTO OTBETa Ha XMMMUOJIYYEBYIO TePAIUIO 3HAYMMO
KOPPEIUPOBAJIO C MOSIBJICHUEM OTAaJEHHBIX METaCTa30B.
H1s1 manyeHTOB C OCTEOreHHOI capKoMoil Oblia Iom-
TBEpKIeHAa HECOMHEHHasl POJIb XUPYPTUYECKOIO METOnIa
yIaJeHUs BCeX KIIMHUUECKU OOHAPYKMBAEMbIX METACTa30B.

C pa3BuUTUEM MHCTPYMEHTAJIbHOM 0a3bl B HACTOSIIEE
BpeMsi BO3MOXHO BbISIBJICHUE [axe MWLIMMETPOBBIX
obpazoBanuii. MynsrucniupanbHast KT (MCKT) sBaser-
Cs CaMbIM TOUHBIM METOIOM MICHTU(MUKAIIUN JIETOUHBIX
00pa3oBaHUii, UTO OBLIO JO0Ka3aHO emie B 1979 . B mpo-
cnektuBHOM ucciegoBanuu A.E. Chang et al., moka3saB-
X BeicoKyto nHdopmatuBHocTh MCKT 1o cpaBHeHUIO
¢ pentreHorpadueii [21]. HemocratkoM 3TOro mMeroma
Obl1a HeOGoJbLIAsA CIEUM(GUIHOCTD, YTO BEAET K YBEIIM-
YEHUIO JIOXKHOIIOJOXMUTEIbHbBIX PE3YyJIbTaTOB, CICACTBU-
€M Yero SBJISIIOTCS HEOOOCHOBaHHbIE XUPYpPrUYECKUe
BMmematenbcTBa. B 1992 1. uccnemoBanum N.S. Rosenfield
et al. ObUIO IIOKAa3aHO, YTO 3JIOKAYECTBEHHBIMU M3
13 upeHTU(UUMPOBAHHBIX 00pa30BaHMIA JIETKUX Y JeTei
C COJIMIHBIMM OITYXOJISIMU OKAa3aJlUCh MEHEee MOJOBUHbI
[22]. B 2006 r. onyosnkoBaHbl JaHHBIE O 42 % JIOXKHO-
oTpuLaTeIbHBIX pe3ynsratoB npu KT-gmarHocTuke
JIETOYHBIX TopaxkeHuit [23]. bojee Toro, He3aBUCUMBIE
penieH3eHTsl, n3ydaroinye KT, Toabko B 57—67 % ciydaeB
CMOIJIY AUArHOCTUPOBATh 3J10KAYECTBEHHbIE ITOPAKEHMS
nerkux [23]. Tlpu ocTeoreHHOI capkome HaOmIOgaeTCs
obpaTHasi KapThHa. PspgoM ucciaemoBaHMil J0Ka3aHo,
yto poonepauuoHHas KT B 35 % ciydyaeB maer JIOXKHO-
oTpuLaTeIbHbIe pe3yabTaThl [24—27]. JoNoJIHUTEIbHbIC
TPYOHOCTU BO3HHUKAIOT IIPpU TIOMBITKE JOKAJIM30BaTh
KT-naxonku B 1ensx gajbHeinein Bepudukauuu. s
HUX IIPEOJOJICHUSI UCIOJb3YIOTCS HECKOJbKO METOIOB,
BKJIIOYAsl IIpeJABApUTEIbHYI0O MapKUPOBKY IIPOBOIA-
MM, KaTylIKaMM WIM KpacUTeJIeM U JIOKaJIU3aluio
C TIOMOIIIbIO MHTPAOTIEPALIMOHHOTO yIbTpa3ByKa [28—31].
Bce a1 cTpaternu MMeEOT CBOM MPEUMYILECTBAa U HEI0-
ctatku. Hampumep, KpacuTe/In pacTeKaroTcs I10 ILIEBpe,
KaTyIIKX ¥ TPOBOJIA MOTYT OBITh HETOYHO pa3MeEIlCHHI,
a yJbTPa3ByK OrpaHUYeH IIyOMHOM ITOPaKeHUsT U KOJIM-
YeCTBOM BO3/yXa B Jerkux [32].

WccnenoBanue, BoinoaHeHHoe B 1979 r. B Hammo-
HaJbHOM MHCTUTYTE paka mokazajo, 4to KT-ckanupo-
BaHUe SIBJISIETCS 00Jiee UyBCTBUTEIIBHBIM METOIOM, YeM
PEHTreHorpaMMa OpraHoB IPyAHOM KiueTKu. OaHaKo Ui
JeTeil CYLIECTBYIOT 2 IIpUMeYaTeIbHbIX NCKIIOUECHUSI: IS
OIIpeIe/IEHUsI PacIpOCTPAaHEHHOCTU OIyXoiu BuibMmca
KJIACCUYECKHU OIMPAIOTCs Ha OOBIYHbIE PEHTIEHOIPAMMbI
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OpraHoB TpyAaHOU KJeTKu [33]; apyruM HCKIIIOUEHUEM
SIBJISIETCS paK IIUTOBUIHOM KEJIE€3bl Y NETEU, MpU KOTO-
POM, HECMOTPSI HA HOPMAaJIbHYIO PEeHTTEHOTpaMMy IPyIHO
KJIETKM, MOXET BOZHUKATh MOIJIOIIEHUE PATUON3TYICHUS
BT B MukpoMeTacTasax jgerkux [34]. HemaBHo Obut onmcaH
METOJIl TOPAKOCKOITMYECKOIO YJIBTPa3BYKOBOTO MCCIIEHO-
BaHMS JIOKAIM3AlM JIETOUHBIX TTopaxkeHuii [31]. MHbop-
MAaTUBHOCTb 3TOW METOMWKHU IJISI BBISIBJICHUS OTIEIbHBIX
3JI0KQYe€CTBEHHBIX 00pa30BaHUI €Ille TTPEICTOUT 10Ka3aTh.

Ha ceromHsiiHuii 1eHb MIealbHBIM SIBISICTCS HaT4yne

eMMHUYHBIX WIX OJIMTOMETACTa30B B TKAHU JIETKOTO, OMHAKO
B 9TOM CJIydae HeJlb3sl CIMCHIBAaTb CO CUETOB CYOKIMHIYE-
CKM€ HeMMarHOCTUPOBAaHHbIE METACTa3bl; U TIEPCIIEKTUBHBIM
HarpaBJIeHUEM B TAKUX CUTYaILUSIX SIBJISIETCSI KOMOMHMPOBaH-
HBII MOAXOM, 3aKJTIOYAIOIIUIACH B COYETAHUU METACTA3IKTO-
MMM C U30JIMPOBAaHHOI Tiepdy3neii opraHa XuMHoIIpernapa-
TaMU B JI03€, TIPEBBIIIAIONICH ero JeYeOHYI0 KOHLICHTPAITUIO
MPpU CUCTEMHOM BBelleHUU (JIOKaabHas BhIcOKomo3Hast XT).
Bo MHorux myonukauusax yxe gokasaHa 3¢ (GeKTUBHOCTh
M30JIMPOBAHHOM pPEernoHapHOi Nepdy3un KOHEUHOCTEeH
MIPU OITyXOJISIX MSITKMX TKaHei u MeaaHome [35].

Haunnast ¢ 60-X rogoB IpoILJIOro BeKa, BeayTCs pas-

pabOTKM METOIMKHU M30JMPOBAHHOM Mnepdy3nu JIerkoro,
pe3ybTaThl KOTOPBIX OTpaXKeHbl B HEMHOTOUMCJICHHBIX
CTaTbsIX, OJHAKO OOJIBIIMHCTBO MCCJICIOBAHMII HaIlpaB-
JIEHbl Ha M3y4eHUE BO3MOXKHOCTEH INpUMEHEHUS M Ha
HEIOCPEACTBEHHbIE PEe3Y/IbTaThl BHIIOIHEHMS 3TOI METO-
nnku [36—40]. ObcyxaaroTes TakKe BOIIPOCHl (hapMaKo-
KMHETUKU U (hapMaKOAMHAMUKHM TIperapaToB, UCIOJIb3Y-
IoIIuXcs npu repdys3uu jJerkoro [41].

JleyeHue 1erOYHBIX METACTa30B Y ACTEI — HepellleHHast

npobJiemMa TOYTH MPU BCeX TUITaX SMOPUOHANIBHBIX OIy-
xoJieii. Hanmnune mybMOHaIBHBIX METacTa30B YK€ SIBJISI-
eTcsl HeONaronpusITHBIM IPOTHOCTUYECKUM (haKTOPOM
[2]. DPPeKTUBHOCTL MECTHOTO JIEUEHUST Y IeTelt ¢ pery-
IUBOM WJIM TeMaTOTeHHBIM PacIpOCTpaHEHUEM OIyXOJIu
TPYIHO OLICHWUTh M3-3a HEOOJIBIIOTO YMCiIa MaJleHbKUX
MaleHTOB, 3apEerUCTPUPOBAHHBIX B XOA€ KIMHUYECKUX

ucciaegoBanuii  [2].

VYuuteiBasg MN3JI02KEHHOE, MOXHO

MPUATH K 3aKII0YEHUIO, YTO I1eIeCO00Pa3HOCTh XUPYP-
TUYECKOTO JICUCHHUSI M30JIMPOBAHHOIO METACTaTUYECKOTO
TMOopakeHUs JETKUX He BbI3bIBAET COMHEHUIA.
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«MpaHchnaimam npomus X034uHa» y pebeHka nocne
mpaHcnnaimayuu KOCMHOro Mo3ra om rannoufleHmuyHoro foHopa
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Adenosupycras unghekyus aeasiemcs 00HOU U3 NPUYUH MPAHCHAAHMAUUOHHO-ACCOUUUPOBAHHOU CMEPMHOCMU NOCAE ANN02EHHOU MPAHC-
HAGHMAYUU 2eMONOIMUHECKUX CMB0A08bIX KAemoK. DyioMUHaHMHAs NeueHOUHAs: HeOCMAMOYHOCHb NPU A0eHOBUPYCHOU UHpeKyuu
npedcmasasem OUaeHOCMU4ECKYI0 U Mepanesmu4eckyro npooaemy 8 Cesa3U ¢ ee aepecCcUuBHbIM KAUHUHeCKUM meueHuem U KpaiiHe Hebaaeo-
NPUSMHBIM NPOCHO30M, NPU IMOM COBPEMEHHble Memoodbl mepanuu a0eHO8UPYCHOU UHGEKYUU OCHOBAHbI HA UCNOAb308AHUU BUPOCMAMU-
YeCcKUX npenapamos U 8Upyc-cneyuduUHbIX AUMPOYUMO8 U ACCOUUUPOBAHYL C MAICEAbIMU NOOOUHbIMU dhekmamu. B cmamve npedcmag-
AeH peoKuil KAUHUMeCKULl CAy4ail SAUMUHAUUU OUCCEMUHUPOBAHHOU a0eHO8UPYCHOU UHGeKyuu ¢ @dyroMUHAHMHO DPA3euearouelics
ne4eHoYHoI HedoCMamoYHOCMbIO Y NAYUEHMA NOCAe AAN02eHHOU MPAHCNAAHMAUUU KOCIHO20 M032a OM 2anA0U0eHMUu4Ho20 J0HOpa.

Karoueguvie caosa: aemu, aaenosupyc, qby/leuHaHmellZ cenamum, AnAN02eHHAA MPAHCNAAHMAUUA KOCNHO20 M032d
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IIpucmanckosa E.A. Knunuueckuii cayuaii uznevenus eeHepaiu306aHHoU a0eHo8UPYCHOU UHpeKyuy Ha (hoHe peakyuu <mpancnianmam
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Clinical case of curing a generalized adenovirus infection on the background of graft versus host reaction
in a child after bone marrow transplantation from a haploidentical donor

A.V. Mezentseva, E.V. Skorobogatova’, A.E. Burya’, K.I. Kirgizov*?, V.V. Konstantinova’, E.B. Machneva', E.A. Pristanskova’
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Adenovirus infection is one of the causes of transplant-associated mortality after allogeneic hematopoietic stem cell transplantation. E
Fulminant liver failure with adenovirus infection is a diagnostic and therapeutic problem due to its aggressive clinical course and extremely ‘=
poor prognosis, while modern methods of treating adenovirus infection are based on the use of virostatic drugs and virus-specific ymphocytes 5

and are associated with severe side effects. The article presents a rare clinical case of elimination of disseminated adenoviral infection with
fulminantly developing liver failure in a patient after allogeneic bone marrow transplantation from a haploidentical donor.
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BBeneHue U akKTyaJIbHOCTh

TpaHcriaHTalMsl ~ TeMOIMO3TUYECKUX  CTBOJIOBBIX
knetok (TTCK) sBasieTcs eMMHCTBEHHBIM KypaTHUBHBIM
METOJIOM Teparuu JJIsi MHOTHMX MallMeHTOB C IeMaro-
JIOTUYECKUMHU,  OHKOJIOTMYECKMMU  3a00JIeBaHUSIMU,
MEepBUYHBIMU MMMYHOIeDUIUTAMU U BPOXKIACHHBIMU
HapylieHusiMu MeTadoauaMa. OCHOBHOW MpobieMoit
nsbupateabHoro oopaueHus K TT'CK, He mo3Bonsitoeit
HCIOJIb30BaTh €€ B PYTMHHBIX CJTy4asixX, SIBJISIETCSI BBICOKAsT
4acToTa OCJAOXHEHUI, HE aCCOMUPOBAHHBIX C TEYEHUEM
OCHOBHOIO 3a00JieBaHUsI, a SIBJISIOLIMXCS CJEACTBUEM
camoii Tepanuu. K ux uucity oTHOCSITCS MH(MEKIIMOHHbIE
OCJIOXKHEHMSI, KaX/I0e M3 KOTOPhIX MOXET ObITh KU3HE-
yrpoxamwimum Ha onpeneieHHbix 3tanax TICK. Tlpu
5TOM HaJ0 MMETh B BUJY, YTO PUCK Pa3BUTHUS TeX WU
WHBIX MHOEKIIMOHHBIX OCJIOXHEHUI M CTeNeHb 3HAYM-
MOCTU HUX TIOCJEACTBUI 3aBUCIT TakXke OT OOJIBIIOro
KOJIMYEeCTBA JAPYTrux (PakTopoB, K KOTOPBIM OTHOCSITCS
HMCTOYHUK CTBOJIOBBIX KJIETOK, cTereHb HLA-coBmecTH-
MOCTH JIOHOpa M PELUITUEHTa, TSKECTh OCTPOM peakiuu
«TpaHCIUIaHTaT MpoTuB Xxo3suHa» (PTIIX), nnurtess-
HOCTb M MHTEHCHMBHOCTb MMMYHOCYIIPECCUBHOI Tepa-
nuu. MuenoabiiaTuBHas 1 UMMYHOA0JIaTUBHAsT Tepariust

B KOHTEKCTE KOHIWIIMOHUPOBAHUS, TMpoduiakKTUKa
u aeyeHue PTIIX nmpuBogsar kK aeduiuty T-kieTouHOro
WMMYHUTETA, MEUICHHON MMMYHOPEKOHCTUTYLIMM, YTO
00YCJIOBNIMBAET YSI3BUMOCTb PELIMITMEHTOB FeMOIOATUYE-
ckux cTBOJ0BbIX KJeToK (I'CK) K BUpYyCHBIM UH(DEKIUSIM
MpU TIEPBUYHOM WHGUIIMPOBAHUM WIM PEaKTUBALIUU
ONMOPTYHUCTUYECKUX BUPYCOB [1, 2].

C pa3BuTHEeM paHHEW AMArHOCTUKHU, MPEBEHTUBHOM
Tepanuyd W CO3JaHMEM HOBBIX MPOTUBOBUPYCHBIX Mpe-
napaToB JOCTUTHYT 3HAUUTEJIbHBIN MPOrpecc B JeUeHUU
HEKOTOPBIX BUPYCHBIX MH(EKITNIA, OTIOCPEIOBAHHBIX I'ep-
recsupycamu 1, 2, 6-ro TUIOB, reprecom Zoster, IUTOMe-
raJJoBUpycoM, BuUpycoM DmiuteiitHa—bapp. OnHako peak-
TUBaLMs afeHOBUpYcHOI nH@ekunu (AB) nmo-nmpexHemy
CBsI3aHa C BBICOKOI 320071€Ba€MOCTbIO U JIETAIBHOCTHIO
nauueHToB nocie autoreHHoi TI'CK (amno-TI'CK).

CrocoOHOCTh K JIATEHTHOMY TEPCUCTUPOBAHUIO
no3Bossier AJIB  yckonb3aTb OT  B3auMMOIEHCTBUS
C UMMYHHOI CHUCTeMOW M peakTUBUPOBATHCS Ha (hoHE
MMMYHOKOMITPOMETUPOBAHHOIO cocTosiHus. [latore-
HeTHYeCKu Npu paszButur AJIB mpoucxomnut BHenpeHue
BUpYCa B SMUTEJIMOLUTHI (ITyTeM IUHOLMUTO3a) BepX-
HUX JIbIXaTeJbHBIX IyTeid, KOHBIOHKTUBbBI, KUIIEYHUKA,
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C JajibHelleil BbIpabOTKO MHOTOYMCIEHHBIX MPOBOC-
MaJUTEbHBIX (AKTOPOB, HapyLIAIOIIMX MeTad0IU3M
U 1LIeJIOCTHOCTh MEeMOpaH IMOpaxkeHHBIX SMUTEIUaTbHBIX
KJIETOK, BBI3bIBasl MX TuOenb. PaspylieHune ecTecTBeH-
HOTO 3aIIIMTHOTO Oaphepa MPUBOIUT K PACIIPOCTPAHEHUIO
BUPYCHBIX ar€HTOB Ha COCEIHNE KJIETKU U perMOHapHBIC
JuMdaTUIecKre y3bl, a 3aTeM K BUPEMUU U TeHEpaM-
3aunu MHOEKIUK (B pe3ysbTaTe MOpaXeHUsT SHAOTETUs
COCYZIOB pa3iuuHbIX opraHoB). A/IB BbI3bIBaeT pazmuy-
HbIe KJIMHUYECKHUE TIPOSIBIICHNSI, B 3aBUCUMOCTU OT CTe-
MeHU BBIPAKEHHOCTU MMMYHHOTI'O OTBETa BapbUPYIOIINE
OT CKPBITOM MH(MEKIIUU WU CTEPTO IIPOTEKAOIIIETo Mopa-
KEHUSI pecIMpaTOpPHOTO TpaKTa 10 HEKPOTU3UPYIOIIETO
OpOHXMOJIUTA, ITHEBMOHUM, SHTEPOKOJIUTA, (QYIbMU-
HaAHTHOTO renaTuTa, MaHKpeaTuTa, HechpuTa, reMopparu-
YECKOTO IIUCTUTA, SHIIeDannTa Uiu IMCCEMUHUPOBaHHO-
ro MyJIbTU(hOKAIBHOTO MOpaXKeHUsI opraHoB. B meTckoit
npaktuke peuunueHtel ['CK 0Oojiee BOCTIpUMMMYMBEL
K AIIB, uem B3pocasie [2, 3].

MatepuaJjsl 1 METOIbI

B pabote mpencraBieHO omucaHUE KIWMHUYECKOTO
cllyyasl yCIEUIHON Tepanmuu TeHepaau3oBaHHoii AJIB
y pebeHKa, TOoJIyYMBIIEro 2 Kypca MMMYHOCYITPECUBHO
TepaItuy 1Mo MOBOAY allJIaCTUYECKOM aHEMUU B OTIACICHUHN
reMaToJIOTUY ¥ MUEI0a0JaTUBHOE KOHAUIIMOHUPOBAHUE
C MOCIEAYIOIIEN TaIUIOUMICHTUYHON TpaHCIUIaHTaluen
HaTUBHOTO KOCTHOT'O MO3Ta C MOCTTPaHCIUIAHTALIMOHHBIM
BBeIeHUeM LHMKIodochamMuaa BOTIEICHUY TPaHCIIIaHTa-
uuu koctHoro mo3ra (TKM) PIKB ®I'BOY BO «PHUMY
nMm. H.U. IMuporosa» Munsnpasa Poccun. JlabopaTop-
HbIM KputepueM TeueHusi A/IB cuuranoch BbinesieHUE
JHK Bupyca meTogoM moauMepa3Hoil LEMHOM peaKunn
(ITLIP) B XpoBM, Kajie WIX APYIUX OMOJOTNYECKUX KU~
KOCTSIX OpTaHu3Ma.

Kimaugeckwmii coryqaii

Ilayuenm 3 aem, nocmynui 6 omoenernue mpaHcnianma-
yuu Kocmuozo mozea 0as nposederuss TICK ¢ noomeepaic-
OeHHbIM  OUA2HO30M: npuobpemenHHas UOUONAMUYECKAs
anaacmuueckas anemusi. boaen 6 meuenue eoda, Habar-
daacs 6 omdeneHuu eemamonoeuu, 2d0e noayuua 2 Kypca
UMMYHOCYNDECCUBHOU — mepanuu  aHMumumoyumapHsim
ummyHoenobyaurnom (ATT), yuxaocnopunom A u enroko-
Kopmukoudamu 6 ces3u ¢ OMCYMCMEUEM POOCHBEHHO20
coemecmumozo 0oHopa. Cmoiikoeo eemMamonoeuecKozo
omeema He docmuenymo. IIpoeooduncs nouck HepoOcmeeH-
HO20 COBMECMUMO020 JOHOPA 8 MeNCOYHAPOOHOM peaucmpe,
odHako noanocmoto HLA-coemecmumoeo donopa He Haii-
OeHo. Yuumvleas epynny 6bicOK020 PUcKa, 00yCA08AeHHYI0
npoepeccuetl JICU3HeYePoICAouUX UHpekyuil, mpauncpysu-
OHHYIO 3asucumocms, npunamo pewerue o TKM om eanno-
UOeHMUUH020 DOHOPA, NO COMAMUUECKOMY CHAMYCY 6bl0paH
ometl pebeHKaA.

Annocennas TKM nposedena nocne pexcuma KoHouyu-
OHUPOBAHUs 8 cocmage: MOPAKOAGOOMUHANbHOE 00aY4e-
Hue 6 doze 2 Ip, ¢ayoapabun 150 me/m?, yukaogocgamuo
150 me/ke, mumoenobyaun 5 me/xe, pumykcumad 200 me,

muogocgpamud 10 me/xe. Hemounuxom I'CK 6bin Hamus-
Hblll KocmHblill mo3e. Koauuecmeo sdpocodepicawjux kiae-
MOK, UCNOAb308AHHBIX 0451 MPAHCNAGHMAYUU, COCMABUNO0
6,6 x 10°/ke maccot mena, kaemox CD34% — 7,2 x 106/ke,
CD3* — 7,1 x 10’/xe. B kauecmee npoguaraxmuxu PTIIX
BbINOAHANACY ~ MHOROKOMNOHEHMHAs,  UMMYHOCYNPECCUsl:
pumykcumad u ATI 6 cocmage KOHOUUUOHUPOBAHUS, NOCM-
mpancnaaumayuorHslil  yukaogocgamud 100 me/ke 6 OHu
+3 u +4, mukogheronosas kucaroma u makpoaumyc ¢ +5-20 Ous.

C +9-20 Ons ommeuanoce noseaenue Auxopaoku 0o
GebpunvHbIx YUDDP ¢ NOCMENeHHbIM HAPACMAHUEM KPAmHo-
cmu nodsemos 9o 5 paz 6 cymku, 6e3 omeema Ha ICKANAUUI0
aHmubaKmepuanvHol U aHMUMUKOMUYECKOU mepanuu.
U3 ouacoe ungexyuu ommeuanoce meuenue sHmepoKoIUMAa
do 11 cmenenu neymounenHoil smuonoeuu. B nouckax nomen-
UUANbHBIX 044208 UHGeKyUl nposedeHa pPeHmeeHOepAMMA
0peanoé epyoHoll KAemKU, N0 pe3yAbmamam KOmopoil 8biie-
JIeHbl MHOJICECBEHHblE MEAK004a208ble MeHU U dedhopmayus
1€204H020 PUCYHKA 3a CYem UHMePCMUUUAAbHO20 U COCY-
ducmoeo KOMNOHeHmMA, HA4anbHble NpOs6AeHUs OmeKa nee-
Kux. Huuyuuposana mepanusi 2a0KOKOPMUKOCMEpOUdamu
¢ npomugoomeunoil yeavio. C +11-20 ons manupecmuposana
MaKyn10nanyne3Hasl Colnb Ha Mya0guuje, Aulye, 6epXHUX KOHeu-
HOCMSX, NOABUAACH NANLMAPHASL dpumema ¢ Obicmpoil npo-
epeccuell 8 2eHepanu308anHyro spumpodepmy. Taxxce c +11-eo
OHs omMmeuanocy Hapacmarue ouapeiinozo cunopoma. Hugex-
YUOHHBII CKPUHUHR BbIAGUA AOCHOBUPEMUIO 8 HUZKOM mumpe
250 konuii/ma, yumomezanogupyc u eupyc Snwmetina—bapp
6 Kposu, Haauuue eupyca eepneca 6-eo muna 8 Mokpome,
AJIB 6 npobax kana. C +12-20 0us 6 buoxumu4eckom aHanu-
3e Kpo8u OmMe4danocs nosigaeHue 1abopamopHbiX Mapkepos
yumoausa ¢ @OYIbMUHAHMHBIM HAPACMAHUEM HeYeHOUHbIX
mpancamunasz 0o 25— 065 Hopm (aranunamuromparcgepaza —
1140 ME/n u acnapmamamurnomparncgepasza — 2622 ME/x),
aaxkmamaeeuopoeenasvl — 0o 4500 Ed/x.

Dyukyus mpancnianmama 3agukcuposana Ha +15-i
deHv. Yuumoigasn nosigieHue NopadceHust KOMNCHbIX NOKPO-
606 U MApKepo8 UUMoAu3a 2enamoyumos Ha @owne
B80CCMAH0BACHUSI N€UKON033a, MmeveHue SHMepoKoAuma
111 cmenenu, uckarouumos meuenue ceepxocmpoii PTIIX ne
npedcmasannoch, 803MONCHbIM, 8 C8:3U C UeM Npo8oodUAACh
mapeemnas mepanusi Moyuau3ymMabom u abamayenmom.
Cnedyem ommemums O0CMOPOICHYIO MAKMUKY mMepanuu
Kopmukocmepoudamu: Ha ~+12-ii denvb — cony-medpon
3 me/ke, ¢ +13-e0 Oua — dexcamemason I me/ke, ¢ edxuce-
OnesHoll pedykyueti 003wl Ha 50 % do +19-e0 dus, daree —
0,15 me/ke. Ha +31-it denv npousowina KkpamkoepemeHHAs
ackanayus 003vl dekcamemasona 0o 1 me/ke ¢ nocaedyrouei
nocmeneHHoi ommeHoil npenapama K +52-my oo (DUCYHOK).

C ummyHnomodyaupyrowei. u NpOMuUEOGUPYCHOIU Ueablo
npo8ooUAUCy  ediceHedenbHble  88e0eHUs]  BHYMPUBEHHbIX
ummyHoenrobyaunos (BBHUI) 6 maxcumanvhoii dose (2 2/ke).
B kauecmee npomueosupycHoii mepanuu NpUMEHSAUCH
gockasup u yudogosup ¢ +11-e0 OHs no aremepHupyio-
weil cxeme. O0Hako ¢ +22-20 OHsA ommeuancs NOBMOPHbILLL
8uUpasic AUXopaoKu, pepaKmepHulil K aHMUunupemu4eckoi
U 2110KOKOPMUKOCMepouodHoil mepanuu, Ha ¢oHe yseauve-
Hus mumpa AJAB do 3000 konuii/ma 6 kposu. Pebpusumem
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Days after bone Tocilizumab Abatacept
marrow transplantation
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—_— ﬂOSbI KOPTUKOCTEPOMAOB MO AeKCamMeTa3oHy
Doses of corticosteroids for dexamethasone

Brusnue cenexmuenoii ummynocynpeccusHoi mepanuu Ha 003bi KOPMUKO-
cmepoudos

Effect of selective immunosuppressive therapy on doses of corticosteroids

KYRUpPOBaH GGedeHUeM aHMUYUMOKUH08020 NpPenapama
(moyunuzyma6). Mapkepol yumoausa 2enamoyumos CHu3U-
auce k +26-my ouro. Ilposierenus sumepokosuma paspeuiu-
auce K +35-my Ouro. AdeHogupemus He2amueu3upo8anach
Kk +26-my onio, 6 kasre AJIB onpedensincs do +50-e0 Ous,
8 c6:13U ¢ Yem mepanus yudoghosupom nposodusace 0o +55-eo0
ous, kypcot BBUI (2 o/xe) noemopsiauce exnceHedesvbHo
6 mevenue 3 Hed u Kavcovle 2 Hed do +60-20 OHs.

C +27-20 Ous cybmomanvHo MaHugecmuposana may-
AONANYAE3HASL CbINb C INEMEHMAMU OYANe3H020 INUEPMOAU-
3a, COXpAHAOUAsCS HA (oHe KOMOUHUPOBAHHOL NPOMUBO-
supycHoii mepanuu. Ilocre KoHeepmayuu maKposumyca Ha
CUPOAUMYC OMMEUANAch peepeccusi Cbinu, npu 000agreHUU
6 mepanur0 MonuYecKux cmepoudos u abamayenma —
paspeuwenue nposerenuli. Ha smane paspewenus coinu
8 Mecmax A0Kaau3ayuu 0y11e3Hbix INeMeHmo8 OMMe4anioch
nosieaenue KeatouoHsix pyoyoe U 21emMeHmos8 cKaepooepmull.
Habaroenue pebenxa 6 omoesenuu TKM npodoaxcanrocy do
+140-20 OHs nocae mpancnaaHmayuu, NOBMOPHOL peaKmu-
sauuu AJIB ne ommeuanocs, kaunuveckux nposieseruii PTITX
He 8bl64510cb. Ha momenm vinucku: QyynKyus mpancniam-
mama yoo1emeopumenbHas, Xumepusm 8 nepugepuuecKoil
Kpogu — noaHblil QOHOPCKULL, NPO00ANCAN UMMYHOCYNPECCUs-
HYI0 mepanur YUKAOCNOPUHOM A, MUKOGHeH010801i KUCAOMOLL.
B nacmoswee epems, cnycms 1,5 eoda nocre TKM, nayu-
eHm Haxoo0umcsi Ha amoOyAamopHOM HAOAO0eHUU No Mecmy
HCUMenNbemea, NPU3HaKko8 uHgexkyuonHoeo npoyecca u PTIIX
Hem, MPaHcnAaumam QYHKYUOHUpyem y008aemeopumensHo.

O0cyxnenue

AJIB y UMMYHOKOMMETEHTHBIX MAllMEHTOB OOBIYHO
IIPOTEKaeT B JIETKOI (popMe M HambOoJjiee 9acTO IIPOSB-
JISIeTCST B BUIC MH(MEKIINMN BEPXHUX ABIXaTCIBHBIX ITyTei,
ITATCS, KaK IIPaBUJIO, MeHee 2 Hell, HO TIOCTIC 3apakKeHMS
BUpPYC JATCHTHO COXpaHSICTCS B JUMGOPETUKYISIPHOMN
TKaHW, B TOM 4YWCJie B MUHAAIMHAX W JTUMQpaTUICCKUX
y3J71aX pOTOBOI MOJIOCTU M KMINeYHUKA [4]. Y MMMyHO-
KOMITPOMETHPOBAHHBIX MTaliieHTOB AJIB MoXeT BBI3BaTh
TsDKeNIble W 3aTSDKHBIC CHCTEMHBIC 3a00JIeBaHMSI, TaKue
Kak TrenaTuT, MHEBMOHMSI, KOJIUT, TeMOopparuyeckuii

HUCcTUT U sHUehanuT. PeaktuBauusa AJIB y peunmnueHToB
I'CK 3adukcupoBana B 5—29 % ciiydaeB pU eXeHeIeIb-
HoM uccinenoBanuu AJIB B kpoBu metonom ITLIP B mep-
Bole 100 nHeit ot TpaHcaHTauuu [4, 5].

B uccnenosanum L. Feghoul et al. yacToTa BhIsSIBICHUS
AJIB B Tedyenue nepsbix 6 mec nocie amno-TI'CK cocra-
Bwia 29 %, ripu 3ToM y 9 13 35 nalyeHToB ¢ JIabopaTOPHO
nokazaHHBIM AJIB KIMHUYECKre CUMIITOMBI MHGEKIINN
OTCYTCTBOBaJIU. MOXHO MPEANOI0XKHUTb, YTO OKOJIO TPETH
nauueHToB ¢ AJIB B o0l1eit koropre mocTTpaHCIJIaHTa-
LIMOHHBIX OOJIbHBIX OCTAlOTCSI HE BBISIBIEHHBIMU B CBSI3U
¢ ee 0ECCUMIITOMHBIM TeUeHUEM [2].

K ¢axropam pucka passutus AJIIB oTHocsTCS: Teue-
HUe cpeaHel uau TseKenoil ¢hopmel octpoii PTTIX, miu-
TeJbHAsI Tepalusl KOPTUKOCTEPOMIAMU, MHTEHCUBHAs
MMMYHOCYIIpeCCUBHas Teparnus, BbinelieHue AJIB u3
2 unu bosee uccienyeMbIX OMOIOTrMYeCKUX CPeJI 10 TPaHC-
IUIAHTALMKU, TPaHCIUIAHTAlMsI OT HEMOJHOCTbIO COBME-
ctumoro 1o HLA nmoHopa, aerienisi TpaHCIUIaHTaTa OT
T-xnerok wiM ucTOlIeHUE in vivo T-KJIETOYHOro Imyja
¢ nomoubio ATT, TMMGOLIUTONIEHUS U PEXKUM KOHIUIIM -
OHMPOBAHMUS C TOPAKOAOIOMUHAIBHBIM 00JIlydeHueM [5].
HauGonee 3HaYMMBIM (DaKTOpPOM pPHUCKA peaKTUBALIMU
AJIB, mo maHHBIM OOJIBIIMHCTBA MCCENOBAaHUI, OKa-
3ajach JuM@orneHus. Y Bcex MaleHTOB C JOKa3aHHBIM
teueHreM AJIB aGcomoTHOE KOJMYecTBO JTUMQOIMTOB
He npesbiano 0,3 x 10°/1 [6].

CoryacHO MyOJIMKyeMoit MH(OpMaI, BTOPBIM IO
3HAYMMOCTH HE3aBUCUMBIM (PAaKTOPOM pUCKa OBIIIO HAIK -
ypue octpoii PTIIX III—IV crenenu. BToT BIBOJ, BIIEpBhIE
onyosmkoBaH G.A. Hale et al. u cornacyercsi ¢ ucclieqoBa-
Husmu P. Flomenberg et al., KoTopble 0OHapYy>KUJIN BHICO-
KMii puck 3aboneBaeMoctu AJIB B rpymme mauueHTOB
¢ teueHuem PTIIX oT cpemHeil 1o TsKenoit, MOCKOJIbKY
octpas PTIIX, a Takke HeoOxoamuMasi Teparusi BbI3bIBAIOT
TspKeabIit uMMmyHoaeuumt [1, 7, 8]. beuto ycraHoBieHo,
YTO UCIOJIb30BaHUE CTBOJOBBIX KJIETOK OT HEIIOJHOCThIO
coBMecTUMBIX TT0 HLA poIcTBEeHHBIX M HEPOICTBEHHBIX
HLA-uaeHTUYHBIX TOHOPOB SBJISIETCS ellle OAHUM (haK-
TOpoM pucka pa3sutus AJIB B momoysiHeHUE K OCTpOii
PTIIX. Takum o0Opa3oM, MOXHO caenaTh BBIBOI, 4YTO
B 1LI€JIOM TTAIIMEHTHI C BBICOKMM YPOBHEM UMMYHOCYIIpEC-
CUM CTAHOBSTCSI GoJiee BOCIIPUUMYUBBIMU K IIIMPOKOMY
cIeKTpy nHbexuii, Bkiwodas AJIB [1, 7, 9].

B uccnenoBanuu A. Baldwin et al. u3 528 manneHTOB
y 100 (17 %) GonbHBIX BhisiBieHa AJIB, B 00111€ii CI0KHO-
ct 310 105 3MM3010B, AMAaTHOCTUPOBAHHBIX B MeIUaHe
18 nHeit mocie TpaHcIiaHTauuu (auamnasoH 2—150 nHeit).
3abosieBacMOCThObLIA BBILLIE y AeTEM, ueM y B3pocibiX (21 %
npoTuB 9 %), a TakKe IpU BHIOOPE B KAYECTBE UCTOYHUKA
I'CK HepoacTBEHHBIX JOHOPOB IO CPaBHEHUIO C COBME-
CTUMBIMU POACTBEHHBIMU (26 % 1 9 %) [3].

Haub6onee onacHa peaktuBaiusa AIB B paHHeM mocT-
TpaHCIUTaHTalIMOHHOM niepuone (1o +100-ro nHs), a mpu
OTCYTCTBMM OTBeTa Ha jieueHue B riepuon 1o 10—14 nHeit
HacTymnaetr rubenb OonbHOro. B mpoiiecce HapacTaHus
KJIMHUYECKON CHUMOTOMATUKU OTMEYACTCsl MPUCOSIM-
HEHUE HOBBIX 30H IIOpPaXEHUS: MapeHXUMbI IICYCHU,
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JKEJTYHBIX MPOTOKOB, TMOMXKEIYIOYHON >KeIe3bl, TOJOB-
HOro Mosra, cepiua. JuccemuHupoBaHHasi MHGMEKINS
U aeHOBUPYCHBIN TeNaTUT SIBJISFOTCST HEOJIaronpusITHHI -
MU TIporHocTudyeckumu axkropamu [8, 10, 11].

OcTpasg TIeyeHOYHasl HEAOCTaTOYHOCTh aJeHOBU-
PYCHOM 3THOJOTUM B OCHOBHOM OIIMCaHA y MMMYHO-
KOMITPOMETUPOBAHHBIX TAIIMEHTOB M B OOJIBIIMHCTBE
cllyyaeB 3aKaHUMBaeTcsl JeTaJdbHbIM ucxomom [10, 11].
HecMoTpst Ha cBOIO peaKOCTh, aAeHOBUPYCHAS TTEYECHOY -
Hasl HEIOCTaTOYHOCTb IIPEACTABISICT AMAarHOCTUYECKYIO
U TepareBTUYECKYIO ITPOOJIEMY B CBSI3U C €€ arpeCCUBHBIM
KJIMHUYECKUM TEYCHHEM U KpaliHe IIJIOXMM IPOTHO30M.
B nurteparype mmeroTcs AaHHBIE O Pa3BUTUU (DYIbMU-
HAHTHOW TMEYEHOYHOU HEIOCTATOYHOCTU IIOCJIE TPaHC-
IUTAHTAIUM TIeYCHU WIIM TIOYEK, a TAKKe MOCIe XUMHUOTe-
panuu BHe KoHTekcTta TT'CK [10].

B nuteparype onmcanbl 17 KIMHUYECKUX CIIy4aeB pas-
BUTHS (DYTBMUHAHTHOTO aleHOBHUPYCHOIO TenaThTa Iocje
auo-TI'CK. B3auMocBsI3u MeXXIy OCHOBHBIM 3a00JIeBaHM -
eM, peaktuBauueii AIIB v pazBuTuem rematuta HeT. B mojio-
BUHE CJIy4aeB MCIOJb30BAJIOCh TOpaKoabIOMUHATBHOE
obnyyenue (8 maimenroB), npumeHeHue TCRaf-neruie-
1K TpaHcruiaHTatoB — y 5, ATT — y 1 6onbHoro. TeyeHue
octpoii mim xpounueckoi PTTIX 3adukcrposaHo y 6 rariu-
€HTOB 1 nojo3peBanoch y 3. KimmHnueckast KapTiHa BO BCex
OIMMCAHHBIX CTyJas ObljIa cxoxka: MaHU(ecTalys aneHOBHU-
PYCHOTO TermaTWTa HauMHaJIach C JIMXOPAaIKW, YMEPEHHOM
reraToMerajiuv Wi 00Jiv B XKMBOTE U criiiHe. JlabopatopHO
OTMEYAJIOCh (DYIbBMUHAHTHOE ITOBBIIICHUE IMEYCHOYHBIX
TpaHcamMuHa3 0 205 HoOpM ajaHMHaMUHOTpaHc(epasbl,
10 269 HopM acmapraraMuHoOTpaHcdepasbl, 10 8§ HOPM
LIeJIOYHOM hocdaTtasbl, YpOBEeHb OMIMpPYyOMHA MOI OCTa-
BaThCSl HOPMaJIbHBIM. JIMarHo3 cTaBUJICS IO COBOKYITHOCTH
KIMHUYECKUX CUMITTOMOB M JIAOOPaTOPHBIX MapKepPOB IIPU
nonoxurenabHoii [TLP AJIB B kpoBu. B 3 ciayyasx nnarHo3
MMOATBEPKAAICS MPU HEKPOIICUM TeyeHu. Bce ommcaHHbIe
CJTydau ObITA COTIPSIKEHBI ¢ JIeTAJTbHBIM HcxonoM [10].

Juarnoctuka AJIB mpencTtaBiseT CIOXHYIO KJIMHM-
YecKylo U JabopatopHylo 3agauy. Ero BeineneHue u3 Bo3-
MOXKHBIX MH(MEKIIMOHHBIX 0YaroB (Moya, CTyJI, MOKPOTa,
CIIMHHOMO3T0Basl XXMIKOCTb) MOXET OBbITh HeMH(bOpMa-
tuBHO. OTpuuatenbHast Kyabrypa A/IB B BbIOeIeHUSX
U JIMKBOPE HE MCKIIIOYaeT HaJIMYMS BUpyca M3-3a Orpa-
HUYEHHOI 4YyBCTBUTEJIbHOCTH Tecta. C Apyroil CTopo-
HBI, TTOJOXUTENIbHAsE BUPYCHasI KyJIbTypa He JaeT JOoKa-
3aTeJIbCTB MHBA3MOHHOTO WJIM JMCCEMMHMPOBAHHOTO
3a00J1eBaHUs BCACACTBUC CAYIIMBAHUS SIMUTEIUATbHBIX
KJIeToK, comepxammx AJIB [3, 7, 10, 11].

[ucronaronornyeckoe mcciaenoBaHUE KUIIEYHUKA HE
MH(MOPMATUBHO B CBSI3U C TE€M, YTO M3MEHECHMSI, BBISB-
JICHHBIC TpPU OMOIICUU KUIIEYHUKA Y UMMYHOKOMIIPO-
METMPOBAHHBIX MAlIMEHTOB, B OOJBIIMHCTBE CAy4acB He
cneuuduuHbl. B uccnenoBanuu P. Flomenberg et al. [7]
oKa3aHo, 4T0 ToJibKO 3 u3 8 peuunueHToB TT'CK ¢ mosio-
KUTECJIBHBIMUA aJeHOBUPYCHBIMM KYJBTYpaMU B CTYJIe
Ha (hOHE TEeUeHHUs SHTEPOKOIUTA MMEIU XapaKTepHBIC
SMUTEIUAIbHbIC U3MEHEHMS ISl BUPYCHOTO KOJIMTA IO
JIaHHBIM rucronaTtonoruu [7, 10].

HacuyeT BKJIIOYEHMS THCTOIATOJIOTUM KaK OIHOTO U3
OCHOBHBIX IMarHocTudyeckux Kpurepues AJIB B nurepa-
Type BCTpPEYalOTCsS MPOTUBOPEUMBBLIC NaHHbIE. buomncus
MEeYeHHU UIST AMarHOCTUKM (DYJIBMUHAHTHON MeYeHOYHOM
HEIOCTaTOYHOCTU MOXET HECTH OOJBIION PUCK KPOBO-
teueHust. Ho maboparopHble JaHHbIE M KIMHUYECKHE
CUMIITOMBI Ha paHHEW cTaguu 3a00JIeBaHUS HECIIeIH-
(UYHBI M HEOOCTaTOUYHBI [JIsI paHHEW JIUArHOCTUKU
oonesnu [10]. TTLP-ananu3 xposu Ha JIHK AJIB aBmnsa-
€TCS YyBCTBUTEIbHBIM METOIOM IIPU TEUEHUU aJeHOBU-
pycHoro renatura. Kpome toro, ITLP Heobxonuma mis
obHapyxeHus A/IB B ouornicuiinbix TKaHsx [10]. OmgHaxko
MpU MACCUBHOM IICYCHOYHOM HEKpO3e y IallMeHTOB
¢ (byIbMUHAHTHBIM TTEYCHOYHBIM aJI€HOBUPYCHBIM Telia-
tutom JIHK A/IB meTomom ITLIP B GuoncuitHeIX TKaHIX
MOXeT ObITh OTpuiiatespHoi [10, 11].

Jleuenne AJIB y mamumentoB nocie TI'CK saBiser-
cs CIIOXKHON 3ajmaveil 1o HEeCKOJbKMM TpudynHaM. Kak
00CYXIaJ0Ch BBIIIC, NTMATHO3 MOXET OBITh HECBOEBpE-
MEHHO TIOCTaBJICH B CBSI3U CO CMEIICHUEM KIMHUYECKOI
kaptuHel ¢ PTIIX u/wim KoMOpOMIHBIX MHMEKIIUIA,
a TaKKe B HACTOsIIEe BpeMsI UMEeT MECTO OTpaHUYeHUE
TepaneBTUYECKNX BO3MOXKHOCTel. IIpoTuBOBUpPYCHOI
aKTUBHOCTBIO B oTHolIeHun AJIB obnamaior pubaBupuH
u uunodosup, ucroiasdytorcs BBUT, kietounas Tepamnus
JTOHOPCKUMU JIUM(POIIUTAMMU.

PubGaBupnH gBisieTcsl aHTUMETA0OJIMTOM HYKIIe-
03UAO0B U TIPEMSITCTBYET pPEIUIMKALlMM TeHOMa BHpyca
in vitro, akTUBEH B OTHOLIEHMU Bcex cepoTurnoB AJIB.
NmeroTcss HeopuuManbHble JaHHBIE 00 YCIEIIHOM
neyeHun AJIB y mamueHTOB ¢ ocnabieHHBIM UMMYHM-
TETOM, HO KpYyIHBIE HCCIenoBaHUSI 3DHOEKTUBHOCTU
MpUMEHEHUS mpernapara He noarBepauiu [12]. [puxHu-
Masl BO BHUMaHHE HEMaJIOBaXKHYIO POJIb TYMOPaJIbHOTO
nMMyHHUTeTa B 6oproe ¢ AIIB, BBUI ucnonn3oBanuch
B KayecTBE TepamnuM W MPEeIOoTBpAIlleHUs peaKTUBAIIUU
AJIB. XoTs B JnuTeparype BCTpedaloTCs eIMHUYHBIC
OINMMCAHUs YCIEUIHOrO u3jeyeHus1 Tsxkeaoir AIB mpu
nomouiu BBUI, nokazaHHoii 23pPpeKTUBHOCTH B OOJIb-
IUX KJIMHUYECKUX HCCIEIOBAaHUSIX Tepalmuu YCTaHOB-
JIEHHOM BUpPEMUU WJIU JTOKAJIM30BAHHON MHMEKIIUU HET
[5, 12]. MHTepecHO, 4YTO B HEKOTOPBHIX KIMHUYECKUX
cyJasiX HaJluuue B CHIBOPOTKE KPOBU BBICOKMX TUTPOB
AJIB-cnienimuyeckux aHTUTEA HE MPEensiTCTBOBAJIO
MporpeccupoBaHUIO BUpeMuu [5].

LunogoBup mnpeacTaBasieT cOOO0 alMKIMYECKUIA
(ochoHaTHBII aHAJIOT LUMUTUAMHA, KOTOPBI MOJABISIET
cunre3 BupycHoii JIHK, nunruoupysa supycuyio JIHK-mo-
JIMMepa3y M JEeMCTBYS KakK aJbTepHAaTUBHBIM cyOcTpar
B KOHKYpeHLIU ¢ HaTuBHBIM cyocTpaTom dCTP. Obnana-
eT Hecrneun@uueckoit akTuBHOCThIO poTuB JIHK Bupy-
coB. Ha ocHoBaHUM JTUTEepaTYpPHBIX TaHHBIX IPUMEHEHUE
110 oBUpPa CHU3WIO JETAIbHOCTD Y TTAIIMEHTOB C Teue-
Huem AJIB mocne anno-TI'CK. Mcnonw3oBaHue mpemna-
paTa OrpaHUYEeHO MHOXECTBEHHBIMU HEOJIaronpUsITHHI-
MU TI000YHBIMU 3P GeKTaMU Tepanuu, BKIIOUYAIOIINMU
He(PPOTOKCUUHOCTD, TOKCUUYECKYIO dHIIedamonaTuto. s
YMEHBIIIEHUST He(PPOTOKCUYHOCTH TIperapaTa MpOBOAUTCS
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WHQY3MOHHAs Tepanusl U TIPUMEHSIETCST TPOOSHELNI,
KOTOPBII CHIKAET TyOYJIIpHYIO ceKpeluio rpernapara [ 13].

IMpumeuvarenbHO, uTO B MccaenoBanu B. Kampmann et
al., B KOTOPOM IalMEHThI TIEPBOHAYAIBHO JICYUIUCh prubda-
BUPUHOM, 3a[ePXKKa B HA3HAYCHWM Tepary Iua0(GpoBUPOM
OblIa CBsI3aHa CO CMepTeIbHbIMU Mcxonamu [14]. Ucnomb-
30BaHue KojmdectBeHHOU [TLIP-muarHocTMku B pexxume
peaJbHOr0 BpeMEHU WM OOHApy:XeHHE BHMpyca B APYTMX
OMOJIOTMYECKUX CyOCTpaTaXx OpraHu3Ma I103BOJISTIOT 3Ha-
YUTEJbHO 3(P(deKTUBHEE KOHTPOJIMPOBATL PEaKTUBALMIO
BHpYCa Ha paHHUX CPOKAX U B JOKJIMHUYECKYIO (Da3y, paHHee
BbIsiBJIeHHe Al B-BrpemMun MOXeT MpUBECTH K OoJiee OBICTPO-
My BMELIATENILCTBY U CHYDKEHUIO JieTaibHOCTH [13, 14].

AJIB gBnsieTcsl TTyCKOBBIM MEXaHU3MOM CHUCTEMHOTO
BOCITAJIMTEIBHOTO CHMHIPOMA 3a CYET TKAHEBOIO IIOpa-
KEeHUSI U aKTUBAllMU IIUTOKMHOBOIO KackKaja, a TakKXKe
tpurrepoM PTTIX. B ¢cBs13u ¢ 3TUM NTpuMeHeHe aHTULIV-
TOKMHOBOM TepaIliy IaTOreHeTUYECKK OIIpaBIaHHO.

BriBoapl

PasButue nuccemunupoBaHHoit AJIB B paHHue cpoku
nocine TI'CK mo Hacrosiero BpeMeHU SBJSIETCS MpaK-
TUYEeCKU (paTaJbHBIM OCJIOXHeHUeM. B mpencTaBieHHOM
KJIMHUYECKOM CJIy4yae OIIMCAaHO YCIIEIIHOe H3JIeYeHue
reHepanuzoBaHHoit AJ/IB ¢ (yJbMUHAHTHBIM TEYEHUEM
rernaTuTa, 00bSICHUMOE PSIOM IIPUYKH.

1 2019

IMauueHTy mpoBONMIICS €XEHENeIbHBbIi MOHUTO-
punr AJIB B KpoBu, cTyle, 4TO TPUBEJIO K pPaHHEMY
HA3HAYCHUIO KOMIUIEKCHOMA MPOTUBOBUPYCHOM Tepa-
MUY, BKJoyalollein 1nunogoBup, Beicokue no3sl BBUT
IMokazaHusIMHM 1JIsI BAPOCTAaTMYECKOM Teparuu y TaHHOTO
nalueHTa sBIsioch Beiaenenue AJIB n3 6uonormyeckmx
cpen u AJ1B-Bupemusi, HECMOTpPSI Ha HU3KUI1 TUTP BUpyca
B KPOBHU.

[lo HamemMy MHEHHIO, HMCIOJIB30BaHUE MperapaToB,
HaIpaBJIeHHBIX Ha ceJleKTUBHYIO Tepanuio PTIIX (Touu-
nu3ymabd, pUTyKcuMMaO, abarallenT), IMO3BOJISIET YMEHb-
IIUTh [JIUTEIBHOCTh Tepanmuu KOPTUKOCTEPOUTHBIMU
npenapaTamMy, 4YTO IPUBOIMT K MEHEe BBIpaXXEHHOMY
MMMYHOIE(UIIUTY MPU CPAaBHUTEIBHO OBICTPOM pa3pe-
meHuu cumnTomMoB PTIIX 6e3 3HAYMMBIX TOKCHMYECKUX
OCJIOXKHEHUM.

[TpumeuaTeabHO, UTO B ClIydasiX MPOBEICHMST TPaHC-
IUIaHTAllMM HEMaHUMYJIMPOBAaHHOTO KOCTHOTO MO3ra OT
rarIOUACHTUYHOTO POICTBEHHOIO JOHOpPA C MCIIOIb30-
BaHUEM IIOCTTpaHCIIaHTAaIMOHHOIO LMKiIodochamMuaa
oTMevaeTcss Oojiee OBICTpasi MMMYHOPEKOHCTUTYIIHS,
a TaKKe MOKET 00CyKIaThCs IPUCYTCTBHE BUPYC-CITCIIU -
(UYHBIX TMM@OIIUTOB K KOHKPETHOMY CepOBapy B TpaHC-
IUIaHTaTe POJACTBEHHOIO JOHOpPA, YTO B IPEACTaBICHHOM
KJIMHUYECKOM CJIyJae, BEpOSITHO, ChITPAJIO POJIb B SJIUMU-
Hauuu AJIB.
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B cepenune mast 2018 roma pernoHajibHasi OOLLIECTBEH-
Hast opranusanus (POO) «Jletm u pomuTen MPOTHUB
paka» otMmetuiaa 20 jeT co AHs co3gaHMs. Ha mpasmHuk
coOpanch CEMbU, B KOTOPBIX IE€TU U3JICUUIUCH OT paka,
U MOJIOJCXKb — T€, KTO B JCTCTBE IEPEHEC OHKOJOTHYE-
cKue 3a00JIeBaHMS.

Kak Bce HaYMHAIOCh

B 1990-x romax B Poccuum mnpowusolinesn MNpopbiB
B JIeYeHUHU JETCKOro paka. Haim Bpayu mpouuiu cra-
KMPOBKU B BEAYIIUX 3apYOEXXKHBIX KIMHUKAX, a IETCKUE
OHKOJIOTUYECKHE OTIAEJCHUs] HavyaJlk IoJIyYaTh COBpPE-
MEHHBIE JIeKapCTBa, U MPOIEHT U3JIeYCHHBIX IeTei pe3-
KO BbIpoc. K KOHILY ITpOIIJIOro BeKa pe3yJibTaThl B JIeUe-
HUM AETCKOro paka B Poccum cranm comocTtaBUMBI
¢ pe3yJbTaTaMM CaMbIX pa3BUTHIX cTpaH Mupa. OQHO-
BPEMEHHO B JETCKMX OHKOJOTHMYECKUX OTIEICHUSIX
Cankr-IlerepOypra cTajm co3maBaTbCs POAUTEIbCKUE
KOMMTETHI U, KaK CJIEICTBUE, PONUTEIbLCKUE 00bEIUHE -
Hus. Pogurenu BMecTe ¢ BpauaMu CTaJyd OJTHOM KOMaH-
IO — MCKaJud CPeACTBa Ha MOKYIIKY COBPEMEHHOTrO
MEIULIMHCKOro obopyaoBaHus u JekapcTB. B 1990-e
rogbl B Cankrt-IletepOypre akTUBHOCTb pOIUTENEH
JleTeii-UHBAJUI0B TIpMBeila K CO3JMaHUI0 TOPOICKOM
accouuanuu. M Bot B 1998 roay B 1eTCKOM OTAEJICHUU
OHKOTEMAaTOJIOTUYECKHMX U PEAKUX TeHETUIECKUX 3a00-
neBaHui 'Kb Ne 31 yneHaMu poauTe1bCKOro KOMUTeTa
obl1a co3dgaHa POO «J/letu u poauTeau MpoTUB paKas.
Poman fBopckuii, mpejacemaTeNb COBeTa OpraHM3a-
LMW, PEIIMI IJIsT ce0s1, TT0YeMy OH TOTOB OObEIMHUTD
ponuteneit: «B 1998 romy Hamia cembsl CTOJKHYJAch
C 9TUM TSKeJIeluM 3abojieBaHueM. Miaauiemy opaty
OBLI TTOCTaBJIeH AuMarHos «pak». K coxaneHuto, opara
crnact He cMorIn. OGIasich ¢ BpayaMu U POJAUTEISIMU
OOJILHBIX JIETEi1, s MPUIIES K BHIBOMY, YTO HEOOXOIMMO
YTO-TO JAejaTh B HallleM Topoje MIsl TaKux aeteit. Mbl
peIIMIM, YTO HaM — OJIM3KUM M POJICTBEHHUKAM 0OJIb-
HBIX JIeTeil — HeoOXOIMMO OOBEIMHMTBLCS I pelle-
HUS TIOBCEIHEBHBIX MPOOJEM: MOUCK CIIOHCOPOB IS
MOKYIIKM JOPOTOCTOSIIIMX JIEKAPCTB, BBICOKOTEXHO-
JIOTUYHOTO MEIUIIMHCKOTO O00pYyNOBaHUs, s 3alllU-
THl TIpaB Halux aeteil». HoBas opraHuzauusi o4eHb
OBICTPO cTajla HabMpaTh OOOPOTHI.

POO «/letn u ponuTeu MPOTHUB paKa» — He mepBas
MONbITKA 00beTMHEHHS POJAUTEIEH AeTeil C OHKOJIOTHYECKH -
MM 3200J1eBAHNSAMHU

C mHavana 1990-x romoB B HaleM TIOpoae yXe
co3naBajiCh TOMOOHBIe opraHu3anuu. Ho curyanms
B cdepe COLMANbHOM IOAAEPKKU CeMeil, MMEIOLINX
JETeil ¢ OHKOJIOTMYECKMMU 3abojieBaHusIMU, B CaHKT-
[letepOypre periaiach HECUCTEMHO Ha ypOBHE Tropoja,
Ha ¢enepalbHOM ypoBHe. He ObLIO CUJIBI, CTOCOOHOI
BBIMTU 3a TIPUBBIYHBIC PaMKHU, B3IJISIHYTh Ha CUTYaIlUIO
HE C TOYKM 3pEHMS OTIEIbHOI CEMbU, OTACIBHOTO peOeH-
Ka, a C pa3HbIX MO3ULIMI, HAYMHASI OT PacIpOCTPaHEHMS
nHOOpPMALIMK O IETCKOM pake M 3aKaHUMBask BOIIpOCaMU
peadbuIuTaluu.

POO «Jletu u ponuTteay MpoTUB paka» OblIa co31aHa
B Mae 1998 roma u craja eqMHCTBEHHOW OpraHU3allu-
el B HallleM ropojie, KOTOpas KOMILUIEKCHO IOIXOIUIa
K PEIIeHUIO MPo0JIeM JIeUeHMSI, IICUXOJOTUYECKOM O -
JEPKKU CeMe M peabUIMTalliK IeTeil C OHKOJIOTMYECKM -
MM 3a00JIeBaHUSIMU.

UsieHBI OpraHM3alvu, PO Yepe3 BCe UCIIbITAHUS,
MOCTaBUJIU ITepeJT CO0O0I 11eJTb CeIaTh BCE, YTOOBI UX IETH
CMOIJIM BEPHYTHCS K HOPMaJIbHOM XM3HM, CHOBA BOMTHU
B BOJIIEOHYIO 1 0e33a00THYIO CTpaHy IOJ Ha3BaHUEM
«JAETCTBO».

Cawmas raBHas 3aj1a4a, KOTopasl CTosijia Imepes opra-
HU3alMeid, — oOecleyeHne TOPOACKUX CTAallMOHApOB
COBpeMeHHBIMU 3()(EKTUBHBIMU MperapaTaMyu U 000py-
JOBaAaHUEM JUTS JIeUYeHMsI IeTCKOTo paka. [lojeTenn much-
Ma B pa3Hble KOMMEpPUYECKHE CTPYKTYPbl C IPOCHOOI
0 noxepTBoBaHUsAX. CTOUT Y€CTHO MPU3HATHCS, UTO Iep-
BBbI€ CITIOHCOPBI TTOMOTAJIM 13 YyBCTBa XajocTu. Korma Mbl
00BSICHSIIN, JUISI KOTO COOMpPaeM ITOMOIIIb, JTFOIU 3aKaThl-
BaJIM IJ1a3a U yKac yuTajics Ha ux jguiax. OHU IPOCTO He
3HAJIM, YTO JETU TOXKe 0O0JICIOT pakoM. M MbI TTOHSIM, YTO
HaJl0 MpOoCBelaTh 1 MHGOPMUPOBATH HE TOJBKO POIUTE-
JIe¥i 3a00JIEBIIMX JIETeli, HO U BCce 001IecTBO. MBI cTaiun
OCBellIaTh BCe HAIIIM MEPOIIPUSITHUS B CPECTBAX MaCCOBOM
uHdopMmanru. TejekaHalbl U TTeYaTHbIC U3IAHUS BbIITY-
CKaJIu CIOXEThI M CTaTbU O HAIIUX IeTsIX. MBI CTapajuch,
YTOOBI HAIllM BpayM JaBajli MHTEPBBIO M pacCKa3bIBaau
00 YyCIelIHOM JiedeHUM neTckoro paka. IloctemeHHO,
XOThb ¥ OY€Hb MEIEHHO, HO cUTyalus MeHsuiachk. [1po-

Questions of practical hematology/oncology

67



Questions of practical hematology/oncology

Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

CTBIE KUTEIN HALIIETO FOPOIa CTAIN MTOANEPXKUBATD AETEH
yKe He MPOCTO M3 YyBCTBA KAJIOCTH, a OCO3HABasl, YTO
OHU JAIOT IIIaHC Ha XKU3Hb.

MexayHapoaHoe COTPYIHHIECTBO

C mepBbIX NHEH CO3MaHUS YYaCTHUKU OpraHU3alnu
CcTajgy aKTMBHO MCKaThb KOHTAKTHI 3apyOe>KHBIX KOJIIET.
Boinuim Ha MeXxnyHapoaHylo KoHenepaluuio opraHu-
3aLMil poauTeseil aeTeit, 6onbpHbIX pakoM (International
Confederation of Childhood Cancer Parent Organisations,
ICCCPO). 1 ¢ 1999 roma MBI CTaJii MOJHOIPAaBHBIMU
YWIeHaMM 3TOT0 MHTEPHAIIMOHAIBHOIO COO0IIecTBa. Yua-
CTHE B €XXETOIHBIX KOH(MEPEeHILIMSIX POAUTEIbCKON KOHDe-
Jiepaliiy TTIOMOIJIO HaM MOHSATh, YTO Xe Haao AeJIaTh IS
JeTeit, UX ceMeil 1 o0IecTBa B 1IEJ0M, YTOObI U3MEHUTH
HeTaTUBHBIM KOHTEKCT AeTCKOTo paka. Harm nHocTpaH-
HBIE KOJIJICTH YK€ MMETU JOCTAaTOYHBIM OITBIT, a SITOHCKAsI
opraHuM3alys poauTeieii Oblia co3aaHa eie B 1968 romy.

VY Hac ObLIO MHOTO MEXIYHapOMHBIX IPOEKTOB, HO
OIVH M3 HUX — IPOCTO HeBeposiTHBIN. B Mae 2004 roma
Hallla OpraHu3alus IMpUHUMala yJyacThe B pealu3aliiu
poccuiicko-kopeiickoro TmpoekTa «IloBepx Oapbepos.
VYBUIMM MUpP BMecCTe!» IO BOCXOXICHUIO Ha BbICOYali-
myio BepiinHy EBpornbl. Poccuiickne n kopeiickue 1mo-
POCTKM, TIEpEHECIIME OHKOJOTUYeCKHe 3a00JIeBaHUs,
COBEPILWIM IIONBITKY IMOAHATHCS Ha Diabopyc (5642 m).
IIpaBna, TONbKO KOPEMCKHUI1 IOHOIIIA CMOT JOWTH 10 BEP-
IIWHBI U YCTAaHOBUTH (bJ1ar BO UMSI HOBOM KMU3HU. M3-3a
TSIKEJIBIX TIOTOAHBIX YCI0BUiA moapocToK M3 CaHkr-Ile-
TepOypra MOmHSICS TOJAbKO Ha BhIcOoTy 5200 M, HO I
Hac ¥ 3TO ObLIO OrpoMHOI mob6enoii. COBMECTHBII TTPO-
eKT JaJl BO3MOXXHOCTb pedsiTaM, KOTOpPbIe U3JICUMIUCH OT
paka, MIPUHSTH BBI30B: COBEPIIUTH BOCXOXICHUE Ha DJIb-
Opyc 1 JoKa3aTh cede ¥ BceM OKPYKaoIuM «f CUITbHBI
U 51 MOTY 3TO cIejaThly. DTUM OHU TaKKe Jajly HaIexkIy
U BEPY B BBI3IOPOBJIEHUE IPYTUM OHKOJIOTUYECKHAM Taliy-
eHTaM. Takoit mpoeKT ObUT peaJu30BaH BIEPBbIC B MUPE.
Takum oOpa3oM, OHM TMOKa3ajiu, YTO, CIIPAaBUBIINCH
C TSDKEJICHIUM 3a00JIeBaHUEM, CITIOCOOHBI Ha TTOABUTH.

Poccuiickue KoJern

CoTpyIHUYECTBO C POCCUICKUMM OpraHU3AIUSIMU TaK-
xe BaxkHo g Hac. POO «/letn u ponurtenu rpoTuB paka»
¢ 2000 roma sBmserca uineHoMm [opomckoit accolmanyn
00I111eCTBEHHBIX OpraHU3alMi pOIUTENei IeTeli-NHBAIUIOB.

MpbI UMeeM TeCHbIC CBSI3U C POCCUMCKUMM OpraHM-
3aLMSIMU  pOAUTENeil nereli, OOJMbHBIX pakoM. ToJabKo
COBMECTHBIE OEHCTBUSI MOIYT M3MEHMTb CUTYallUIO
C JIeUeHUEM JIETCKOro paka B Poccuu B JTydIiyto CTOpOHY.

A ¢ KapeabCckuM perucTpoM IOHOPOB KOCTHOTO
MO3ra Mbl TPOBOIMM aKIIMU 10 HAOOPY MOTEHIINATIbHBIX
noHopoB. Heckosbko JieT Ha3zalm MpencTaBUTEIM Halllei
opraHu3aluy IoObIBaIM B oduce camMoro OOJBIIOrO
B EBporme pernctpa DKMS B KenbHe 1 00cynuau Bo3-
MOXHOCTbh COBMECTHOM pabOThI, HO HY>K€H ObLI pOCCHii-
ckuit peructp. Mbl npemtoxuau Kojieram us Iletpo-
3aBOJICKA, C KOTOPHIMU YK€ ObUIM 3HAKOMBI HECKOJIBKO
JIeT, TI0y4acTBOBAaTh B COBMECTHOM ITPOEKTE, TEM CaMbIM

IIOJIOKMB Hayal0 HOBOMY HaIlpaBJIEHUIO B paboTe Halllei
opranuzauuu. M BoT, 61aromapst 3ToMy COTPYIHUYECTBY,
YK€ HECKOJIBKO ThICSIY POCCHUSIH MOMOJIHUIN PSIIbI ITOTEH-
LIMAJIbHBIX TOHOPOB KOCTHOT'O MO3ra.

Peabnmramus

Poautenu npekpacHO MOHKMMAJIU, YTO MOCJIE TSKEI0-
ro JICYCHMSI IETSIM HYXKHA COLIMAIbHO-IICUXOJIOIMYeCcKast
peabuMTaLys. Bbul HaaskeH KOHTaKT C MEXIYHAPOIHBIM
narepeM «bappercrayn» B Upnangun. U yxe B 1999 rony
nepBble 5 peddaT cMmoriu TpoBecTd 10-THEBHYIO CMEHY
Ha 3eJICHOM OCTPOBE B OKPYXEHUU POBECHUKOB U3 €BPO-
neiickux crpad. B 2000 rogy MBI CMOIJIM OTIIPaBUTh yXKe
10 meteii Ha 2 cMeHBI. DTa paboTa MPOIOJIKAETCS U ceivac.
ExeronHo B «bappercrayn» n3 Cankr-IletepOypra emyr
20 neteii. Dp@EKT OT IMOCceLIeHMsI Tarepst MOXXHO CPaBHUTh
C KpyramMu Ha BoJi¢ OT OpOIIIeHHOTro KaMHs. [leTu mpues-
JKAIOT CYACTIMBBIMU, POAMTENIM 3TO BUMASAT, U OIPOMHbIIA
rpy3 nagaeT ¢ ux mied. Camast pacnpocTpaHeHHas (pa3a,
KOTOPYIO MbI CJIBIIIMM IIOCJIE UX BO3BpalleHus: «boblioe
cracu0o, Bbl BEPHYJM HaM JeTell TaKUMU, KAKUMU OHU
obun 10 Oose3Hu». IlepBoe Bpems Jlarepb IMOJTHOCTBIO
OIUIAYMBAJl POCCUICKUM IETSIM IOE3KY, HO ITOCIIe KPU3K-
ca 2008—2009 romoB HaM NPUIILIOCH CAMUM UCKaTh IEHBIU
Ha oruiaty ouieroB g0 [yommHa. Haiiti cmoHCOpoB st
peadMIMTALIMOHHONM IIPOrpaMMbl  0Ka3aJIoCh HEJIETKO,
OIHO BpeMsI HaM TOMOTrajl OJaroTBOPUTEbHBINA (HOH]I,
IIOTOM MBI 3a[IeiiCTBOBAIM BHYTPEHHME pecypchbl. B aTOoM
rojy Mbl IOJAJIM 3asiBKY Ha IPE3UICHTCKMI TPpaHT 1 Halll
npoekT BoMrpal. braromapst ¢uHaAHCOBOI TMOAIEpPKKE
donna npe3naeHTCKUX rpaHToB 20 geTeil CMOTryT MpoBe-
cTu He3abbIBaeMyto Henento B Upnanauu netom 2019 rona.

Crout 00s13aTeJIbHO BCIIOMHUTD, 4yTo B Havaie 2000-x
TOJ0B MaJIbUMKM 1 IEBOYKU MOIJIU ITPOXOINUTD peadInTa-
LIMIO B caHaTopuM «JIMIKM», TaM OblIa CO3aHa CKa304dHast
atMocdepa. [etn, KTo XOThb pa3 TaM MOObIBaJI, MeUTaIu
Tylla BEPHYThCSI.

B3pocibie «<aeTn»

Haim geTu BbIpacTaloT, CTAHOBSTCSI B3POCIBIMU
CaMOCTOSITEJIbHBIMU JIIOABMHU, IIOJIy4aloT BhICIlIee oOpa-
30BaHUE U PEa30BbIBAIOT Ce0sI B XKM3HMU.

B wutone 2015 roga MbI pemidad coOpaTh AEBYIIEK
M IoHOILIe# crapiie 18 jeT u3 yucia TexX, KTO B JETCTBE
IepeHec JieueHue OT paka, YTOObI y3HaTh, YeM OHU 3KUBYT,
Kakue mpo0JieMbl U BOIIPOCHI UX O6ecroKosAT. BeTpeuy Mbl
HazBanu «Dopym Ilobenuteneit», U NPUIIACUIA MOJIO-
JIexb He TonbKo u3 CaHkr-IletepOypra, HO U U3 APYyTUX
pernoHoB Poccuu u apyrux crpad. @opym ObLT OpraHu-
30BaH POO «/letu u poauTenu MpoTUB paka» B paMKax
«MexayHapooHOH HeAeau MOJIOAEXKU, TIepeHecIIei
B neTcTBe pak, — 2015». Ha BcTpeuy nmpuexanau OoJibliie
40 npencraButeneit u3 Cankr-IlerepOypra, YensgouHcka,
Kazanu, PocToBa-Ha-/loHy, a TakKe IOHOIIU U AEBYIIKU
n3 Cepobun u YkpanHbl. bbutn mpounTaHbl JEKIIUM Ha
TEMbI, BOJIHYIOIIIE MOJIONACKD: OecIionue, o0pa3oBaHue
u 6e3paboTulia, U30JIMPOBAHHOCTh B OOLIECTBE, IIPOBE-
JIeHbl CeMUHAphl M TPEHUHTU, a B paMKax KyJbTYpHOM
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IporpamMMmbl y4acTHUKU DopyMa CMOIIM ITO3HAKOMUTHCS
C HaIlIMM TMpeKpacHbIM TopoaoM. BaxkHoii 3agaueit Mmepo-
MPUATUS CTaJI0O MHDOPMUPOBAaHHUE OOIIECTBA O XKM3HEH-
HbIX EPCIIEKTUBAX MOCJIE TIEPEHECEHHBIX B IETCTBE TSIXKe-
JIbIX 3a00JieBaHUMi, a TaKXKe pa3BeHYAHUE HETaTUBHBIX
MH(}OB 0 JIeUeHUHU paKa 1 ero MOCAeACTBUSIX.

TocymapcTBo — Ham cTpaTernyecKuii mapTHep

Bce roapl paboThl Mbl COTPYIHUYAEM C TOCYIapCTBOM
B peIIEeHUH MPO0OJIeM, C KOTOPBIMU CTATKUBAIOTCST CEMbH.
OCHOBHBIC HaIllM TMapTHEPHI — TOPOICKON IapaMeHT,
KOMUTETHI 10 3APaBOOXPAaHEHMIO, 00pa30BaHUIO, COII-
AJIIbHOM 3aIlUTE U MOJIOAEXKHOU TTOJIUTUKE.

WUndopmamus — ocHoBa ocHOB. Yem OoJblie poau-
TeJM 3HAIOT O 3a00JIeBAaHUM CBOEro pedeHKa M BO3MOXK-
HOCTSIX Tepaluy, TeM JIydllle pe3yabrar JedeHMs. «Bbl
HE OIMHOKM» — TaK Mbl Ha3BaJlM KHUTY [UISI POAMTENICH,
KOTOpPYIO HaIMCald BpPauM-CHEIUATIUCTBI COBMECTHO
¢ Haumeill opranusaumeii. [lepBoe u3maHue KHUTU OBLIO
Mmoaep:kaHoO HaMMU KoJjleramMu u3 Hwumepnanmos,
2-¢ CMOIJIO MOSIBUThCA Ojlarogapsi CyOCUIUN TOPOICKUX
BJIACTEi1, M BOT YK€ B 3TOM rofay Ipu nomuepxke Monna
MPe3UACHTCKUX T'PAHTOB MBI CMOTJIM Tlepen3naTh «Bbl He
OAMHOKU» B 3-1i pa3. KHuru 66ut1 oTIpaBieHbI B IETCKHE
OHKOJIOTUYECKME OTIEJICHMSI, HaXONSIIMecsl B TOpoje,
9TO 2 TOPOJACKMUX U 3 (enepalibHBIX CTallMOHApa, a TaKXKe
repeaaHbl KOJIJIEraM B PETMOHBI.

CeMbs — caMoe BaxKHO€E 3BEHO Hallleii OpraHu3anun

OmHO 13 HampaBiIeHUIT PabOTHI MBI <«ITOACMOTPEIIN»
y eBporneiickux Kojier. O4eHb 3((eKTUBHBI COBMECTHBIE
BBIE3IbI CeMeil Ha BBIXOAHBIC. PomuTenu m metu oOla-
I0TCSI, OOMeHMBaloTcs onbiToM. K rpynmam mpucoenu-
HSIETCSI TICUXOJIOT, KOTOPBII MTPOBOAUT MHAMBUIYAIbHBIC
U TPYNIIOBBIC KOHCYJABTAIlUM M TPEHMHIU. DTa (opma
ceMeiiHOI peaOWIMTallMM OKa3ajlach OYeHb BOCTPeOO-
BaHHOI Y YIaCTHUKOB Hallleil opraHu3aiuu. Beie3abl Mbl
MMPOBOAMM KaK B COCEOHHME €BPOIEHCKME CTpaHBI, TaK
u B cocenHue ¢ Cankr-Iletepoyprom pernonsl Poccum.

VY Takmx BCTpeUY HECKOJIbKO BaXXKHBIX MOMEHTOB:
penxasi, a UHOTJAa M €IWHCTBEHHAs ISl ceMeil ¢ MHOTO
paboTaOIIUMU POIUTEISIMU BO3MOXHOCTD ITOOBITH BCEM
BMECTE, BHE JIOMAILIIHUX, PAa00OYMX, IIKOJbHBIX ITPOOJIEM;
BCTPEYH ITO3BOJISIIOT IIO3HAKOMUTBCS CEMbSIM, UMEIOIITM
o0IIyI0 TIpo0JIeMy, YBUIETh, KTO M KaK 3Ty IpoOIeMy
pelaeT, MOAEIUThCS CBOMM OITBITOM W BOCIIPUHSITH ITO3M-
TUBHBIN 4yXOi1, 0OCYIUTh BOIPOCHI, KOTOPHIE BOJHYIOT
BCEX, BMECTe MCKaTh U HAXOAUTh Ha HUX OTBeTHI. [locie
TaKMX BCTPEY CEMbH MEPECTAIOT OIIYIIATh Ce0s ONMHOKH-
MM B HallleM XEeCTOKOM MUpE, TIe OTHOIIICHUE K JIONSIM,
MEePEeHECIINM TSKeIble OHKOJIOTMUECKME 3a00JIeBaHUS,
HEOIHO3HAYHOE 1 HACTOPOXKEHHOE, CTAHOBSITCS WICHAMU
OIpeAeICHHOIO COOOIIEeCTBa, B KOTOPOM BCErIa MOXHO

HaWTU MOAAEPKKY M TOHUMaHUE, Y HUX MOSIBJISICTCST IyB-
CTBO HEKOTOPOM 3aIlMIIEHHOCTH, YBEPEHHOCTH B TOM,
YTO B JII0OOOIf MOMEHT OHU 3Ty ITIOMOIIb MOTYT HE TOJbKO
MOJIy9UTh, HO M OKa3aTh camu. HeobxonumMo oOyuath Bcex
YJIEHOB ceMbU 3((HEKTUBHBIM CIIOCOOaM OOILIEHUSI, yMe-
HMIO CJIBILIATDH, IIOHUMATh U YBAXaThb APYT IApyra.

Bcs Hama pabora He cMmoriia ObI OBITH YCITEIITHOM 0e3
TECHOTO COTPYIHUYECTBA C JIETCKUMU BpauaMU-OHKOJIO-
ramu Cankr-Ilerep6ypra. U ot nuna POO «/letu u ponu-
TEJIM IIPOTUB PaKa» XOTUM I100JIar0AapUTh BCEX IPUYACT-
HBIX K BBI3TOPOBICHUIO HAIIIMX JICTEH.

Mexnynaponansiii /lens JleTckoro paka

g puBiedyeHnss BHUMaHMS O0IIeCTBa K IpodiieMam
JIETCKOM OHKOJIOTUM YieHaMy MexXXTyHapOIHOM pOIUTEIb-
ckoit KoHdenepaunu B 2001 romy ObLIO IPUHSITO PEIlICHUE
00BSIBUTH OIUH M3 IHEH B rogy MexmyHaponHbIM IHeM
Herckoro paka (ICCD). C 2002 roma Takoii AeHb B KaJleH-
nape ectb. M BOT yzke MHoro JieT 15 deBpains B Poccun, kak
1 BO BCceM MUpe, oTMeuaeTcs 3ToT deHb. OnHa 13 3a1a4 rmpo-
BEICHUSI MEPOIPUATHUI, TPUYPOUCHHBIX K 3TOMY JIHIO, —
MOIEPXKKA PONUTEIBLCKUX OPraHU3alIMiA.

B 2006 romy Mbl Hayaiy u3aaBaTh KypHai «Bmecre!».
OH paccka3sbIBaeT 0 Hac, HallIMX JETIX, Kojuterax. JdeTckue
Bpaun-oHkojiorn Cankr-IleTepOypra matoT Ha €ro CTpaHu-
1Hax COBEThI poauTensM. 2KypHall cTan BaxXHBIM UH(pOpMa-
LIMOHHBIM KaHaJOM, KOTOPBII ¢ MHTEPECOM UYUTAIOT U HE
BOBJICYEHHBIE B ITPOOJIEMBbI IETCKOI OHKOJIOTHH JIIOIN.

Tak Mbl ipoxkunu 20 eT. Mbl OUeHb HajgeeMmcs, UTO
yUeHbIe BCe-TaKu M300PETyT JIEKAapCTBO OT BCEX BUIOB
paka, rocymrapcTBo OyIeT OKa3bIBaTh BCI0 HEOOXOIMMYIO
COLIMATBHYIO TONACPXKKY AETSIM C OHKOJOTMYECKUMU
3a001eBaHUSIMU, U KOTIa-HUOYAb Hallla paboTa repecTa-
HET OBITh HY>KHO. A TTOoKa MbI IIpoIoJIKaem!

B cepenunHe Mast MBI OTMETUJIM OYEPEIHON IOOUIICI.
K coxaseHunio, MHOTMEe HAILK «I€TH» HE CMOLJIN [IPUEXATh
Ha Mpa3IHUK 10 OYeHb YBAXUTEIbHOM IPUINHE — TeTIePhb
Yy HUX Y cCaMUX TOSIBUIMCH IeTU. 2KU3Hb MPOI0JIKAeTCs
HECMOTPSI HU Ha 4To!

Cratbs moctynuia B penakuuio: 28.12.2018. [TpunsTta B meuats: 20.01.2019.
Article was received by the editorial staff: 28.12.2018. Accepted for publication: 20.01.2019.
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CocmofAHue KaxeKcuu y UMMYHOKOMNPOMEMUPOBAHHbIX
nayueHmos. B3rnan ¢o cmopoHbl MEAUUUHCKOU Cecmpbl.
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Konmaxmmnute dannvte: Hamanos I[lasnosua Jlewyk nata0705nurse@gmail.com

Beedenue. Ha cecoonawnuii dens npobnema HympumueHoii Hedocmamounocmu (HH) y demeii, naxoosuuxcs na mepanuu KOHOUYUOHUPO-
8aHUs U NOCe MPAHCHAGHMAYUU 2eMonodmuyeckux cmeonogslx kaemok (TICK), ocmaemcs axmyanvhoii. Ihaenoii yeavto das docmudice-
HUsl ychexa s18asemcs 83aumodelicmaue epaueil paznutHulX cneyuanrbHocmeil, MeOUUUHCKUX cecmep U KAUHUYeCKUX ncuxono2os8. B aeve6-
HOM npoyecce MeOUUUHCKAs cecmpa 3aHumaem 00HO U3 KAIOYeBbIX MeCm, Om ee 3HAHUIlL, KearuguuyupoeaHHoCmu U yMeHUll 3aeucsim
npouecc npoxoANCcOeHUss HympumueHoli no00epICcKU U 03paujeHue K HOpMAAbHOMY HYMPUMUBHOMY CINAMYCY.

Mamepuaast u memoost. B ucciedoganue 6viau gxarouens: 38 UMMYHOKOMAIPOMEMUPOBAHHbIX nayuenmos (nayuenmot omoeaenus TICK,
noayyusuiue mepanuio KoHouyuonuposarus). Ilo nvympumuenomy cmamycy:y 18 6oavhoix ommeuero nauanro HH na denv —1 do TICK,
v 10 nayuenmos — na +5—7-it onu nocae TICK, y 10 demeii coxpansiacs HopmansHwiii Hympumuenulii cmamyc. Ilo yacmome pazeumus
nobounvix ocroxcHenuii xumuomepanuu (XT): mownoma, pgoma, MyKko3um u ouapesi Omme4anucb npeumyusecmeeHHo 8 603pAcmHoll epyn-
ne 0o 3 aem; naauuue 6046020 cuHopoma boaee ApKo evipaxcero y demeil om 3 do 10 1em; usmenenue 6Kyca NPUHUMAEMOU NUWU NPUCY -
cme06ano 6 boavuiell cmeneru 6 6o3pacmuoii epynne om 10 do 18 nem.

Pesyavmamot. Boavuwuncmeo nayuenmos (75 %), noayuaguux mepanuio koHOuyuonupogarus u nocae TICK, umeau HH. B nepuoo co
onsa +1 no +7-ii dens nocae TICK 6vina nasnavena cmewannas Hympumuenas noddepycka. Ilpu pazeumuu ocaroxcrnenuii nocae XT 6viau
paspabomansl peKoOMeHOAyUlU U Mepbl 0151 YMEeHbUIeHUS! NOCAe0CMEUL NPOBEOCHHO0 NeUEHUs..

But6oowt. bracodaps nposedenuio ckpununea no HH u myasmuducyunaunapHomy nooxoody HympumueHas noooepiucKa seasemcs Heobxo-
OuUMbIM KOMNOHEHIMOM NPU NPOBEOeHUU PA3AUYHBIX 8UO008 NPOMUBOONYX01€8020 AeYeHUs, IO 8 C80I0 04epedb YaAyHuLaem pe3yabmamol ie-
YeHus U Kauecmeo dcusHu 60abHbIX. Co COPOHBL CeCIMPUHCK020 NEPCOHANA AKMUBHO NPUMEHAAUCH PEKOMEHOAUUU N0 8e0eHUI0 NAUUEHN08
¢ HH u nenocpedcmeennoe obyueHue ux 3aKoHHbIX npedcmagumencii.

Karouesvie caosa: nympumugnas Heoocmamo4HoCMy, HyMPpUMUGHAs N000epICcKa, HyMpUmueHblii cmamyc, Kaxekcus, poab MeOUyUHCKOLL
cecmpol, MPAHCNAGHMAYUS 2eMONOIMUUECKUX CINBOA0BbIX KACMOK
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The state of cachexia in immunocompromised patients. View from the nurse. Review of own experience

N.P. Leshchuk’, O.V. Pimenova’, M.S. Shamsutdinova’, A.B. Abrosimov?, L.N. Shelikhova’

'Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia;
2TRSC “Russkoe Pole” at Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology,
Ministry of Health of Russia; v. Grishenki, SP Stremilovskoe, Chekhov district, Moscow region, 142321, Russia

Introduction. Today, the problem of nutritional deficiency (ND) in children undergoing conditioning therapy and after hematopoietic stem
cell transplantation (HSCT) remains relevant. The main goal for success is the interaction of doctors of various specialties, nurses and clinical
psychologists. In the treatment process, a nurse occupies one of the key places; the process of passing nutritional support and returning to
normal nutritional status depend on her knowledge, qualifications and skills.

Materials and methods. Thirty-eight immunocompromised patients were included in the study (patients of the HSCT unit who received
conditioning therapy). According to nutritional status: in 18 patients, ND was noted on day — 1 before HSCT, in 10 patients, ND was noted
on + 5—7"days after HSCT, and in 10 children, normal nutritional status remained. In terms of the incidence of adverse complications of
chemotherapy (CT): nausea, vomiting, mucositis, and diarrhea were noted mainly in the age group up to 3 years, the presence of pain is more
pronounced in children from 3 to 10 years; A change in the taste of the food intake was more present in the age group from 10to 18 years.
Results. The majority of patients (75 %) who received conditioning therapy and after HSCT had ND. Between the day +1 and + 7" day,
mixed nutritional support was assigned after the HSCT. With the development of complications after chemotherapy, recommendations and
measures were developed to reduce the effects of the treatment.

Findings. Due to screening for ND and a multidisciplinary approach, nutritional support is a necessary component when conducting various
types of antitumor treatment, which in turn improves the results of treatment and the quality of life of patients. On the part of the nursing staff,
recommendations on the management of patients with ND and direct training of their legal representatives were actively applied.

Key words: nutritional deficiency, nutritional support, nutritional status, cachexia, the role of a nurse, hematopoietic stem cell transplantation
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AKTYaJbHOCTD

Hapyienne (HemoCcTaTOYHOCTb) TWATAHUSI — 3TO
COCTOSIHME, OOYCJIIOBJIEHHOE HEIOCTAaTOYHBIM IOTpedJie-
HUEM WK NOCTYIUIEHUEM MUTAHUS, MPUBOASIINAM K BO3-
HUKHOBEHUIO U3MEHEHUI B COCTaBe OpraHu3Ma (CHUXKe-
HUEe 0e3XMPOBO MacChl U KJIETOYHON MAacChl, KOTOPbIE
00yCJIOBIUBAIOT OC/IabeHUEe HUZUUECKUX U ICUXUYECKUX
(GyHKUMIA 1 yXyAlleHue KJIMHUYECKUX UCXON0B 3a0oJe-
BaHus (EBporneiickoe o011ecTBO KIMHUYECKOTO MUTAHUS
u metabommzma, ESPEN) [1].

HaubGonee vacThiMu TIpUYMHAMU BO3HUKHOBEHUSI
HapylieHus] TUTaHusl (HYTPUTUBHOW HEJOCTaTOYHOCTHU
(HH)) sBnsioTest HapyiieHns oOOMeHa BeIecTB, 00yCIOB-
JICHHBIC HaJIW4YueM OmyXoiu (MH(PEKINH, CEeNTUICCKUe
COCTOSTHUSI, THTOKCUKAIINN); HAPYIIeHUsT TTUIIEBAPEHUS
(bepMeHTUBHAs HENOCTAaTOYHOCTbH); HEIOCTATOYHBIN
npueM Ty (00JIeBOI CUHAPOM, CTOMATUT, MYKO3WT,
TOIITHOTA, pPBOTA, W3MEHEHWsl BKyca); MoTeps Oeika
(KpoBOTEeUEHUS); 0Olllee NeCTBUE JIy4eBOW Tepanuu
u xumuorepanuu (XT); MCUXOJIOTUYECKUE TMPOOIEMBI
(cTpax, nernpeccusi, ToTepst MHTEpeca, HearmneTuTHas efa,
HEMEepeHOCUMOCTb OOJIbHUYHOM enbl) (puc. 1).

HH npossngercs caenyiomiuMu KIMHUYECKUMU MTPU-
3HaKaMU, K KOTOPBIM OTHOCSTCSI: BSITIOCTb, TUTIOTPODUS
MBIIIII, TIOTEPS Beca, HapyIIEeHUsT CHa, OJIEMHOCTD U APsI-
6JI0CTh KOXHBIX TOKPOBOB, OTEKHU, MCUXOJOTMYECKUE
paccTpoiCTBa, TJI0X0€ 3aXKUBJIEHUE PaH U OTPaHUYEHHAS
TOABUXHOCTS [2].

[71s1 OlleHKM HYTPUTMBHOTO CTaTyca IPUMEHSIOTCS
ckpuHUHTH |2, 4]. X yHUBepCaTbHBIMU MHCTPYMEHTAMU
SIBJISIIOTCS. aHTPOIIOMETPUYECKME U J1aOOpaTOPHBIE MOKa-
3aTesn, KOTOPbIE BHITIOJHSIOTCS C TIEPBOTO OOpalleHus 3a
CMEeUUATU3UPOBAHHON MOMOIIIBIO.

AHTpONOMETpUYECKUE MMOKA3aTENU BKIIIOYAIOT B Ce0Os
JlaHHBbIe 00 M3MEPEHUN POCTa, Beca, OKPYKHOCTH TIjieua,
TOJIIIUHBI KOKHO->KUPOBOH CKJIAIKW HaJI TpUIIETICOM |2].

B saGopaTOpHBIi CKPUHUHT BXOAST MOKAa3aTeau
OONIEKJIMHUYECKOTO U OMOXUMUYECKOTO aHAIU30B KpPO-
BU, WCCJIEIOBAHUE OJIEKTPOJUTHOTO COCTaBa KPOBH,
00111eT0 aHaIM3a MOYH.

IlocnenoBatebHOCTh  KJIMHUYECKOTO
HyTpuTuBHOU nomaepxku (HIT):

- CBOEBPEMEHHAsl MMArHOCTMKA HapyIIeHW! TUTAHUS
U BBISIBJIEHUE MALIUEHTOB, HyKnatonmxcs B Ha3HayeHuu HIT;

- BBIOOpP ONTUMAILHOTO JOCTYIA U METOAA JJIs1 BBENE-
HUS MUTATEeIbHBIX CyOCTpaToB [1];

- onpeiesieHUue MOTPeOHOCTEN MAlIMEHTOB B MUTATEIbHbBIX
BEIIIECTBAX 1 BHIOOP HEOOXOMMMBIX MUTATETHHBIX cMeceit [2];

- (opMupoBaHUE CYTOYHOTO palliOHa MCKYCCTBEH-
HOTO JIEYeOHOTO0 MUTAHUS MALMEHTOB ¢ Oo(opmiieHuEM
COOTBETCTBYIOIIETO MPpOTOKOA [4];

ajJroputrMma

fonosHoi mosr LA
Hapywerna annetura
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Fig. 1. Tumor consumption of nutrients (adapted from [3])

- Ha3HAYCHME U TIPOBENIEHNE HEOOXOIMMOTO MOHUTOPUH-
ra Kayectna 1 apdexkrruBHocTr nposoaumMoit HIT [5];

- mporIakTKa 1 ieYeHNEe BO3MOXKHBIX OCIOXKHEHUI
[2,6].

Ienbio naHHOii PadoTHI CTajla OLIEHKA HYTPUTUBHOTO
cTaTyca y MUMMYHOKOMITPOMETHPOBAHHBIX TTAIIUEHTOB.

MarepuaJjibl 1 METOABI

HccnenoBaHue, BBINOJHEHHOE Ha 0a3e OTOEICHUS
TPAHCIUIAHTALIMA TE€MOMO3TUYECKUX CTBOJIOBBIX KJIe-
ToK (TT'CK) Ne 1 ®I'BY «<HMUI AT'OU um. Imurpust
PoraueBa» Mun3znpasa Poccuu B Mmapte—asnrycte 2017 .,
3aKJII0YAJIOCH B IPOBENCHUU:

1) CcKpWMHMHra MO HyTPUTUBHOMY CTaTyCy Y UMMYHO-
KOMITPOMETVPOBAHHBIX TAIIMEHTOB (TTAIIMEHTHI B OTJEIIe-
aun TT'CK, nmoayuuBIme Tepanmio KOHTUIMOHNPOBAHNS);

2)  OLEHKM YacTOThl Pa3BUTHSI OCJIOXHEHUI Tocie
XUMHUOTEPATIEBTUUECKOTO JICUSHMUS.
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CKpPUHMHT T10 HyTPUTUBHOMY CTaTyCy Y UMMYHOKOM-
MMPOMETUPOBAHHBIX MALIMEHTOB (BCE MOJIydaayd CMeIllaH-
Hyto HII) mpoBomuics ¢ ucmoab3oBaHUEM BpayeOHBIX
JIMCTOB HAa3HAYEHMM, KOHCYJIbTAllMM Bpayei-CIielaim-
CTOB M JAHHBIX, TTOJy4eHHBIX oT rpynibl HIT. KoHTpons-
HBIMM TOYKAMU CKPUHHUHTA OBUIM CJICAYIOIINE IAaThI:
nenb —1 no TI'CK, +5—+7-ii guu nocne TI'CK (puc. 2).

%
50
40
30

20
10
0

HH Ha +5—+7-i1 gHn HopmanbHbiin
HH Ha pewb —1 no TFCK nocne TFCK HYTPUTUBHBIN CTaTyC
ND on day —1to HSCT ND on +5—+7" days Normal
after HSCT nutritional status

mNaumneHTbl
Patients

Puc. 2. HH y ummynoxomnpomemuposantvix nayueHmos
Fig. 2. ND in immunocompromised patients

IIpoBoamiack oOlLigHKA 4YacTOThI Pa3BUTHUSI MTOOOYHBIX
OCJIO)KHEHMI T10C/Ie XMMHUOTEPAIIeBTUIECKOTO JICYSHMST
(TolIHOTA, pBOTa, 00JIb (JII000I 00JIEBOI CUHIPOM, TTOTPE-
0OOBaBIINMIf aHATBICTUYECKON Teparni), N3MEHEHHUsI BKyca,
MYKO3UT 1 auapest). OIleHUBaIMCh 3 BO3PACTHBIC TPYIIITHI
marueHToB (1o 3 yieT; ot 3 1o 10 tet; ot 10 mo0 18 1et) (puc. 3).

PesyabraTsi

B mapre—aBrycte 2017 1. ObL1 TPOBEAEH CKPUHUHT IO
HH c onrcanreM KOHTPOJBHBIX TOYEK, B KOTOPBII BKITIO-
yeHbl 38 TAIMEHTOB, TOCIUTAIU3UPOBAHHBIX B IEIISIX
npoBeneHus TTCK (cum. puc. 2).

YV 18 nauueHToB ObLIO oTMeyeHo Hayano HH Ha
neHb —1 mo mposeneHust TICK; y 10 GonbHBIX — Ha
+5—+7-i1 nuu nocae TI'CK. VY 10 nereit coxpaHsicst HOp-
MaJIbHBbI HYTPUTHMBHBIN CTaTYC.

Taxxe Ha 06ase otnenenus TI'CK Ne 1 HMUILL ITOU
nM. JImutpusa PoradyeBa Oblia TpoBefeHa OIIEHKA YaCTOTHI
MOOOYHBIX OCTIOXKHEHUI XMMUOTEPArIeBTUUECKOTO JICUSHUSI.

MauneHTb!
Patients

T 17

Towwora, psota Bonb W3ameHenus Bkyca Mykosnt [Nvapesi
Nausea, vomiting Pain Taste changes Mucositis Diarrhea

& feru po 3 net 18 9 12 20 16
Children under 3 years

m [Jetnot 3 ao 10 net
Children from 3 to 10 years 12 19 12 0 12
m [Jetnor 10 go 18 net 8 14 8 10
Children from 10 to 18 years
Puc. 3. [Tobounsie ocroncrenus X Ty umMmyHOKOMIPOMEMUPOBAHHbIX NAYUEHMOG

Fig. 3. Side effects of chemotherapy in immunocompromised patients

Knunuveckwuii coryvait

Iayuenmka C., 2011 2o0a poxcdeHus, nocmynuia
6 omoenenue ¢ urwane 2016 e. 6 uensx npogsedenuss TICK.
Juaenos: ocmpulii muenouduslii aeiiko3. Mueroungysus
Kocmnoeo mo3ea om 6pama 6 uione 2016 e.

Becnpunocmynaenuu — 19xe; Ha denv +20nocae TICK —
17,5 ke; na denv +90 nocae TICK — 14 ke; na denv +120
nocne TICK — 12 ke; +1 200 nocae TICK — 19 ke; +2 eo0a
nocne TICK — 22 ke (puc. 4).

TIposodumoe nevenue: napenmepaivHoe gedenue numa-
MeNbHbIX cMecell, CUnUHe.

Oo0cyxaeHue

IMutaHue nanyMeHTa — HEOTbEMJIEMbIM KOMIIOHEHT
tepanuu. PopMupoBaHME JiIeYeOHBIX PAllMOHOB, OTBE-
YalolUX TPeOOBAaHUSAM MeTabOIM3Ma OHKOJOTUYECKMX
MaIMEHTOB, CTAJI0 00s3aTeJIbHBIM yCIOBUEM 3(h(MEKTUB-
HOTO JICYEHUS] M peaduiMTaluu B OHKoJIoruu. [Ipume-
Henue HIT xak 00s3aTeIbHOTO KOMIIOHEHTa IporpamMm
KOMOMHMPOBAaHHOTO M KOMILUIEKCHOIO JIedeHUs OJia-
TONPUITHO BIMSIET Ha HEIOCPENCTBEHHBIE PE3YJIbTaThl
JIeYeHUsI, CYyOBEKTUBHOE BOCIIPUSATHE OOJBHBIM CBOETO
COCTOSIHUSI, YJIy4IllaeT KauyeCTBO KU3HMU.

Bunpl eyeOHOro NWTAHUST MOXHO pa3lejuTh Ha
3 OCHOBHBIE TpyMIbI [2, 4]:

-~

@

@

et
- "-' a-_ﬂl - - i}

Puc. 4. [layuenmrka C.: a — do nocmynaenus é omoenenue TICK; 6 — 6o épems npoxosicoenus aevenus; 6 — uepes 2 eoda nocae TICK
Fig. 4. Patient S.: a — before admission to the Department of HSCT; 6 — during the treatment; 6 — 2 years after HSCT
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1. Croeumanu3upoBaHHOE  IIMTaHWE,  BKIIOYAs
HCIIOJIb30BaHNE TOTOBBIX COATAHCUPOBAHHBIX ITPOAYKTOB
JIJIST TIEpOPaIbHOTO TIpreMa (CUITMHT).

2.  DHTepalbHOE 30HIOBOE IMMTAaHUWE — BBEICHUE
cbaaHCMPOBAHHBIX JTMOO CrielMaIn3uPOBaHHBIX CMeceit
yepes3 30HI UM TaCTPOCTOMY.

3. IlapeHTepanbHOe TUTaHME (YACTUYHOE WM IIOJI-
Hoe).

Jleuenne HH BkilouaeT aueroTepanuio, KoTopas
HampaBjieHa Ha ymeHblieHne HH, cHukeHue mortepb
XUPOBOM M MBIIIEYHON TKAHU Y YJIYYIIEHUE KadyecTBa
xku3HU. [Tpoucxonsart yBennueHue GU3NIECKoil aKTUBHO-
CTH, YMEHbIIIEHUE TCUXUYECKOM [e3amanTaluuy (Hapyle-
HMe TIpoliecca IIPUCIIOCO0ICHNS K OKpYyKalollei cpene) [4].

Kpowme Toro, HeoOX0AMMO CKOMIIEHCUPOBATh ITOTPEO-
HOCTM TAlIME€HTAa B OCHOBHBIX IMUTATEIbHBIX BEIIECTBAX
IMyTeM TpueMa MUTaHUSI UM €CTECTBEHHBIM ITyTeM, WIN
¢ moMoIblo 30HIa. BaxHbiM acriekToMm B jieueHun HH
SIBJISIETCS Ha3HAYeHMe aHTUAMETUKOB [2] B IpodMIakT-
YECKUX 1IeJIIX (METOKIOIIpaMUI, OHIaHCETPOH, TpaHuUCe-
TpoH). Bo3MOXXHO paccMoTpeHre Ha3HAauYeHUS KOPTUKO-
CTEPOUIOB B IEJISIX YIYJIICHUS allleTUTa, TOTPeOHOCTH
B IUIIE, OOIIIEro caMOYyBCTBUSI, a TaKKe MJIs1 YMEHbIIIe-
HUS TOIITHOTHI, CTeTICHU BBIPAXKEHHOCTHU aCTEeHUM U 00JIe-
BOTO CUHApPOMA.

TpebyeTcsl OCYIIECTBAATL JEYSHUE ICHUXOCOLMATb-
Heix nocaeacrsuiit HH [7]. Koppekuus mcuxoyiornye-
CKMX U COLMAJbHBIX MOCIEACTBUI KaXeKCUU SIBJISICTCS
CIIOXXHBIM, HO BaXXHBIM acIeKTOM pPadOThl KakK st
caMoro TalueHTa, TaK 1 IJIs er0 CeMbH, Belb HapacTa-
fo111as1 KaXeKCUsl CBUAETEIbCTBYET O MIPOrPecCUPOBAHUU
OHKOJIOTMUYECKOTro 3a00JieBaHUsI, U Oecebl, OObSICHEHUS
MOTYT CIIOCOOCTBOBATh Jy4yllleMy NMOHMMAaHUIO CHUTya-
uuu. HeoOGxonuMo OTroBOPUTH CEMbIO OT HACUJIBHO-
ro KOpMJIEHHUS MallMeHTa, IOCKOJbKY 3TO IPUUYMHUT
TOJILKO (pu3MUecKue cTpagaHusi U Bpen. Heobdxomumo
IIOMOYb CEMbE BBIPA3UTh CBOIO JIOOOBb K MALIMEHTY
WHBIM CITOCOOOM, YeM KOPMHUTb WJIM 3acCTaBIATb €ro
moecThb. [ToMUMO METUIIMHCKUX MEPOIIPUITUI, HAITpaB-
JICHHBIX Ha BOCCTAHOBJIEHME OOMEHa U JMKBHUOALIUIO
KaXeKCcuu, 0OJIbIlIoe 3HaUeHUe uMeeT o0pa3s Ku3Hu [2]:
MPOTYJIKUA Ha CBEXEM BO3IyXe, MOCWIbHAs (pU3ndecKas
aKTMBHOCTb, OOIlEHME C OJIM3KUMU JIIOIbMU, 3aHSITHE
JIIOOMMBIM IEJIOM, XO00U.

Ponb MemuImMHCKO cecTphl IpU BeASHUH MAllMEHTOB
¢ HH 3axmouaercsa B caeayronux acrnekrax [7]: 6ecema
C POIUTEISIMU U CAMUMM TAlIUEHTaMHU O HEOOXOIUMOCTHU
nmpueMa THUINWA, BBIMOJHEHUM BCEX Ha3HAUYGHUM Bpa-
Yya-aueTos0ra, MPaBUIbHOCTH KOPMJIEHUS Yepe3 racTpo-
CTOMY WJIM Ha30TacTpaJbHBIA 30HI; TPOMUIAKTHKA
TOILITHOTHI ¥ PBOTHI; KYITMpPOBaHMe 00JIeil U obecreyeHue
JIOCTAaTOYHOTO 00e300JIMBaOIIEro AeUCTBUSI (BBEICHUE
110 Ha3HAYEHUIO Bpaya aHAJIbIeTUYECKUX, CIIa3MOJIUTH-
YeCKMX M CUJIBHOACHCTBYIOLIMX JIEKAPCTBEHHBIX Ipera-
paToB); MpodUIaKTUKa U JIeYeHUE CTOMATUTa, MyKO3UTa
(omoacKuBaHMeE, OpPOIIEHNE POTOBOI TTOJOCTH); TTOOIII-
peHue (KopobKa XpabpocTH); KOHTPOJIb MpueMa MUIIH,
BBEICHNUE SHTEPAIbHOIO U MapeHTEPaJbHOIO MUTAHUS,

HaOMIOAeHe 3a JUHAMMKOM, olieHKa 3((eKTUBHOCTU
MPOBOAMMOTO JieueHusI [6].

PaszpaboTtaHbl peKOMeHAALIMU TTPU HAPYILIEHUN TTUTa-
Hus unu npu HH.

Ecnu cHIDKeH anmeTyT WIKM €CTh OTBPallleHUE K ITUIIE:

- MPUHUMATH MHUIIY YacTO Y MaJbIMU MOPLUUSIMU
(kaxnapie 1-2 4);

- cTapaThCsl COBMEIIATh MPUEMBI MUIIU C TIEPUO-
JaMU HaWJIy4IIIero CaMOYYBCTBUS B TEUCHUE THS;

- u30eraTh pe3Kux 3arnaxos;

- COKpallaTh KOJMYECTBO MOTPEOIIEMON XKUIKO-
CTH BO BpeMs €lIbl, BMECTO 3TOIO ITUTH JIy4llle B IIpOMe-
JKYTKax MEXXIy MpUeMaMu MHUILHN;

- PEKOMEHIYeTCSI YIOTPEOIsATh Ty MUIILY, KOTOpast
BBIIVISIAUT MPUBJIEKaTeIbHEE U UMEeT IIPUSITHBIN 3a1ax.

OtBpallieHde K TIUIIE MPOWIeT WM YMEHBIIUTCS,
eCIu:

- TP TPOXOKAECHUHU Kypca JiydeBoii Teparnuu u XT
HavyaTh MpoOOBaTh HOBBIC OJIOAA WIM IIPONYKTHI B TE
MEepUOIbI, KOTIa CAMOYYBCTBHUE TTAlIMEHTA JIyYIIIe;

- nepen BBegeHUeM TipernapatoB X1 3aBTpakaTb
TOopaHblIle, 32 HECKOJIBKO YacOB J0 Hauajia IMpOoIeayphl.

K xputepusiM KOHTPOJISI AOCTATOYHOCTU TTPOBOIMMO-
T0 JICUeHUSI OTHOCSITCS:

- pe3yabTaThl UccliefoBaHU (OOIIEKIIMHUYECKUI,
OMOXMMUWYECKMIA aHAJIU3bl KPOBU, OOIIUI aHAIU3 MOYMH,
HCCIIeI0OBaHUE 3JIEKTPOJIUTHOIO COCTaBa KPOBM) ITO3BO-
JISIIOT HE TOJIBKO OIIEHUTh 3(D(HEKTUBHOCTD ITPOBOAUMBIX
MEPOIPUSTUI, HO U CBOEBPEMEHHO OOHAPYKUTh U YCTpa-
HUTb BO3MOXHBIE OCJIOXKHEHMS Tepanui [6];

- €XEeTHEBHBII OCMOTP, U3MEPEHUE TeMIIepaTyphbI
Tesa, MyJbca U apTepUaJbHOTO JaBICHMUS,;

- VABTPa3ByKOBOE MCCIIEI0OBaHME OPIOIITHOM M0JIO-
CTU U TOYEK, KOMITbIOTEpHAsd M MarHUTHO-PE30HAHCHAS
ToMOorpacuu, rTacCTPOCKOMHUS ITPU HEOOXOIUMOCTH;

- KOHCYJIBTalIUU Bpayeii-CreliuaircToB — raCTPOIH-
TepoJiora, AMETOJIora, HEBpOJIOora, TIcuxoTeparneBTa v ip. [1];

- JNaHHBIE, TToTyYeHHbIe OT rpymisl HIT.

3akioyenne

HH saBngercs ogHMM M3 XapaKTE€pPHBIX ITPOSIBICHUIA
OHKOJIOTMYECKOro 3abojieBaHusl. HeaocTatoyHOCTh MuTa-
HMSI Y OHKOJIOTMYECKMX IALMEHTOB aCCOLIMUPYETCS C yXYII-
IIEHWEeM HEIOCPENCTBEHHBIX M OTHAJCHHBIX PE3YyIBTaTOB
JICUCHUSI, CHIDKEHUEM TIEPEHOCMMOCTH ITPOBOIMMOI Tepa-
My, yxyameHneMm KadectBa XuszHu. HIT ciykuT HeoTb-
eMIIEMbIM U 00$13aTeIbHbIM KOMIIOHEHTOM IIPOTOKOJIOB
BeJ/ieHUs1 OOJIbHBIX IIPY IIPOBENCHUN Pa3IMYHbIX BADUAHTOB
IIPOTUBOOITYX0JIEBOrO JieueHust. CBOeBpeMeHHasi 1 aieKBaT-
Hast HIT ynydimaer HermocpencTBeHHBIE Pe3yJIbTaThl Jieue-
HUS M KQUECTBO XKM3HU MMAlIMEHTOB, COKPAIIIAeT pacXobl Ha
JICUCHHUE U CPOKU ITpeObIBaHUSI B cTaloHape. [1pu miaHu-
pOBaHUM HYTPUTUBHOM TepaIllUy MPEAIIOUTECHUE CIICIYeT
oTHaBaTh Haubosiee MPOCTOMY U (DU3HUOJIOTMYECKOMY ee
BapHUaHTy — IepOPaJIbHOMY IIpUeMy cOaJaHCUPOBAHHBIX
cMeceit (cumuHr). [Ipy HEeBO3MOXHOCTU MEPOPaTLHOTO
mnpueMa IpuOeralT K 30HI0OBOMY 3HTEPaJbHOMY IIMTA-
HUIO U JIMIIb B ITOCJIEIHIO 04Yepeb K TapeHTePaIbHOMY.

1 2019 1B



Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

NUTEPATYPA / REFERENCES

1. Bozzetti F., Forbes A. The ESPEN clinical practice Guidelines on
Parenteral Nutrition: present status and perspectives for future
research. Clin Nutr 2009;28(4):359—64.
doi: 10.1016/j.cInu.2009.05.010.

2. CortoB A.B., Jleiinepman M.H., Jlomunze C.B., Hexaes U.B.,
Xorees A.XK. [IpakTuueckue peKoMEHAAINH 110 HY TPUTHBHOMN 1OA-
JIepKKE OHKOJIOTMYECKUX OOJIBHBIX. 370Ka4eCTBCHHBIE OITYXOJIH:
Ipaktnueckne pekomenaannn RUSSCO #3s2, 2017 (1. 7). C. 524-532.
doi: 10.18027/2224-5057-2017-7-3s2—524-532. [Sytov A.V.,,
Leiderman L.N., Lomidze S.V., Nekhaev LV., Khoteyev A.Zh. Practical
recommendations on nutritive support for cancer patients. Malignant
tumors: Practical recommendations RUSSCO #3s2, 2017 (vol. 7).
Pp. 524-532. (In Russ.)].

3. Gangadharan A., Choi S.E., Hassan A., Ayoub N.M., Durante G.,
Balwani S., Kim Y.H., Pecora A., Goy A., Suh K.S. Protein calorie
malnutrition, nutritional intervention and personalized cancer care.
Oncotarget 2017;8(14):24009-30. doi: 10.18632/oncotarget.15103.

4. CaunranoB A.U., Cenbuyk B.1O., CHerosoit A.B. OCHOBbI HY TPUTHB-
HOU MOJACPKKH B OHKoNornueckon kinuuuke. M.: MElnpecc-
uadopm, 2009. C. 23. [Saltanov A.L, Selchuk V.Yu., Snegovoy A.V.
Fundamentals of nutritional support in the oncology clinic.

M.: MEDpress-inform, 2009. P. 23. (In Russ.)].

S. Heiitnun 4., Pymsuues AT, Bamypa A.1O. HyTpuTuBHEI cTaTyc
1 COCTOSTHME OCHOBHOTO OOMEHA y JeTeil ITociie TpaHCIUIaHTaL[H Te-
MOIIO3TUYECKUX CTBOJIOBBIX KJIeTOK. [leTckas onkosiorus 2012;3:13—4.
[Tseitlin G.Ya., Rumyantsev A.G., Vashura A.Yu. Nutritional status

and basal metabolic status in children after hematopoietic stem cell
transplantation. Detskaya onkologiya = Pediatric Oncology
2012;3:13—4. (In Russ.)].

6. Ocunosa H.A., Ucakos B.A,, ITankparosa M.A., Ykpaunues C.E.

KiuHuYecKkne peKOMEHIalNH 10 OPraHU3aMU SHTEPATBHOTO TUTA-
HUSI OHKOJIOTHYECKUX OOJIBHBIX B JICUEOHO-TTPOPUIAKTHIECKHX yU-
pexICHHUSIX. MHHHCTEPCTBO 3paBOOXPAHEHHS U COL[HAIBHOTO pas3-
Butus Poccuiickoii denepaunu. [IpodunbHbie KOMUCCHH 11O
OHKOJIOTHH ¥ JINETOJIOTMU DKCIIEPTHOTO COBETa B chepe 31paBoOXpa-
nenus Munsapascompassutus Pocenn, 2010. C. 25. [Osipova N.A.,
Isakov V.A., Pankratova M.A., Ukraintsev S.E. Clinical
recommendations on the organization of enteral nutrition of
oncological patients in medical institutions. Ministry of Health and
Social Development of the Russian Federation. Profile commissions
on oncology and dietology of the Expert Council in the field of health
care of the Ministry of Health and Social Development of Russia,
2010. P. 25. (In Russ.)].

7. Ueiitaun IA., JIutBunos [I.B., Konosasosa M.B., Bamrypa A 1O.,

Bacunbesa E.C., Cunopenko JI.B., Bonogun H.H., Pymsiaues A.T.
OpraHu3alMOHHBIC U METOJHYECKHUE MPOOIEMbI KITMHHYECKOTO MUTa-
HHUs B JIETCKOI oHKosoruu. Poccuiickuii xxypHai 1eTCKoi remMaroso-
run 1 oukonorun 2014;1(1):32—-6. [Tseitlin G.Ya., Litvinov D.V.,
Konovalova M.V., Vashura A.Yu., Vasilyeva Y.S., Sidorenko L.V,
Volodin N.N., Rumyantsev A.G. Clinical nutrition in pediatric
oncology: organizational and methodical problems. Rossiyskiy
zhurnal detskoy gematologii i onkologii = Russian Journal of Pediatric
Hematology and Oncology 2014;1(1):32—-6. (In Russ.)].

Cratbs moctymnia B pegakiyio: 23.11.2018. IMpunsiTa B revats: 11.01.2019.
Article was received by the editorial staff: 23.11.2018. Accepted for publication: 11.01.2019.

N

S WINVIONIZY] nonnucka na myphan pna cmpan CHI

v

VBaxkaeMble KOJUIETM, IOSBMJIACh BO3MOXHOCTh
opopmuts INJIATHYIO mnommnucky Ha <«Poccuiickumit
KypHaJ OIeTCKOl reMaTtojioruu u oHkojgoruu» (P2XK/AIu0)
IIJIST CTpaH OIvsKHero 3apyoexns u CHI'!

Bbl  MoOXeTe BOCIOJIb30BaThCSl JIOOBIM  YIOOHBIM
pecypcoM it OHaiiH-0(hOPMIICHUS TaHHOM YCIIyTH:

» www.pressa-rf.ru — oUIIMaATbHBIN CAT 00beAMHEH-
Horo katanora «[Ipecca Poccum»;

* www.press-med.ru — MHTEpPHET-Mara3uH MeAuLH-
CKMX KHUT ¥ TTPO(heCCUOHATLHOM TIEPUOIVKY JJIT Bpaueii;

e www.akc.ru — areHTCTBO IO PacnpoCTpaHEHUIO
3apy0ekKHbIX U3TaHUA.

Wnu npuiitu B moboe otneneHue [lourst Poccuu
1 oopMUTh MoANUCcKy mo katanory «[Ipecca Poccum».
Wunmexc m3manms — 93505.
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Mbl npogomkaem nybnukauuto B pybpuke «Te, KTO CUNbHee Hac» pekoMeHAauwii Ana feTeid,
WN3NeYeHHbIX OT 3710KaUeCTBEHHbIX HOBOOOPa30BaHwii (nepeBOANMBIX COTNACHO TaHAEMHOMY AOTOBOPY
¢ letckum nccnegoBatensckum rocnutanem (eatoro Myabi (CLUA) n no cneumanbHomy paspeLueHinto
aBTOPOB). B 3T0M HOMepe peub noiaeT 0 No3AHMX YYPeKTax co CTOPOHbI HePBHOI cuCTeMbl. BeayLuan
pasfena no ny6nukauum JaHHbIX pekOMeHAaumii — yueHblil cekpeTapb MHCTUTYTa ynpasneHus
W TpaHcnALMoHHOW MeguuuHbl HMALL ATOU um. Imutpus Porauesa k.m.H. Ty3enb MapaTtoBHa
MydraxoBa. Ikcnepramum BbICTYnaloT Befylime cneunanicTbl LieHTpa no  KOHKpeTHbIM
HanpaBneHuAMm.

Onbra bopucoBHa MepuwuaBaAH — Bpau-HeBPONOT KOHCYNLTaTUBHO-NOAUKNMHUYECKOTO OTAENEHNA
HMUL, ATOW wm. Omutpua Porauesa. B 2013 1. ¢ otanumem okoHumna Poccuitckmii HaumoHanbHbIi
nccneoBaTeNbekuil MeANUMHCKMI yHuBepcuTeT uM. H.J. Tuporosa no cieumanbHoCTH «nepuaTpuay,
npoxoauna 06yyeHne B opanHaType Ha kadepe AEeTCKOIA HeBPONOTIM, HEAPOXMPYPIUN 1 MeAMLMHCKOI
reHeTuKm. lpouecc 0byyeHna B opanHaType coBMeLLana ¢ paboToil MAaALIMM Hay4YHbIM COTPYAHUKOM
B OTZeNe UcCnefoBaHMA SMOpHoHanbHbix onyxoneit HMIALL ATOU um. Amutpusa Porauesa. flBnsetca
aBTOPOM 7 HayyHblX MyOnMKauWi, NOCBALIEHHbIX W3yyeHto 0COOEeHHOCTeli HeBPOOrUYECKOro
conpoBoXeHIA B AieTckoii oHkonoruu. C 2015 1. Onbra bopucoBHa — unen HaumoHanbHoro o6wecTea
AeTcKIX rematonoro v oHkonoroB (HOAT0); yuactBoBana B MexayHapoAHOM KOHrpecce AeTCKUX
HeBponoros B AMctepaame (ICNC-2016).

«H36ecmmuo, umo y demeil, CMOAKHYBUILXCS C OHKOA02UMECKUM 3a001e6aHUEM U NEPEHeCUIUX YCNeluHoe neve-
Hue, 8 danbHelueM MO2Ym 803HUKAMb NAMOAOSUYECKUEe COCIOSHUSL, 8 MOM HUCAE CO CIOPOHbI HEPBHOLL cucme-
mut. C dpyeoil cmopombl, He8PoA0SUYEeCKAS CUMNIMOMAMUKA, 0aXce MUHUMANbHAS, 8 HEKOMOPBIX CAYHASIX MOJICEem
CAYIHCUMD NEPBLIM NPUSHAKOM PA36UMUS OHK0A02UHECK020 3a001e8anus. BHumamenvHblii no0xo0 K icarobam
pebenKa, epamomHblil QUAeHOCMUYECKUll aieopumm, a makmice OUHamuyecKoe HabaOeHue NOBbICAM UAHCHL
KaK pauHell OUaeHOCMUKU 310Ka4eCmeeHHbIX HOB000PA306aHULL, MAK U OMOAAEHHbIX NOCAeOCMBULL CO CIMOPOHbL
HepeHoll cucmembl. Co30anue YemKux U AaKOHUYHBIX PEKOMEHOAUULl N0360AUM poOumensm obecneuums npopu-
AAKMUKY PaA36UMUs 3a004e6aHUI CO CIOPOHbL HePEHOL CLCMeMbl, A MAKICe NPU NePEbX Jce CUMNMOMAx o0pa-
mumocs 3a HeobxX00uUMol MeduyuHcKoil nomousvio. He menee eascHo conpogoicderue pebeHKa 6pavom-Heepo-
A020M He MOAbKO HA dImMane UHMEHCUBHOU NPOMUBOONYX0Ae60U MePAnUlL, HO U 80 8PeMs KAMAMHeCmuU4ecKo2o
HabaOeHus, a makdice Ha Imane NPogederus peadbuIUMayUOHHbIX Meponpusmuil 6 nepuod pemuccuu. Ilo moemy
MHEHUI0, OaHHble PeKOMeHOAUUU MO2Ym Obimb NOAE3HbI POOUMENIM NAUUEHIN08, NEPEHECUIUX OHKOA02UUHeCKoe
3a60ne6anue 6 0emcKoM 6o3pacme, a MaKdice 8paA4aM-neduampam U Heepos02am, KOmopvle Mo2ym Ucnoab3o-
6amb Ux 6 npoyecce pabomol ¢ MAKumMu 0emovmu».
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Mo3nxue 3athhermbl npomusoonyxonesoil mepanuu
CO CMOPOHbI HEePBHOill cucmembl*

Asmoput nepesooa: I'. M. Mygpmaxosa, O.b. Mepuwassn

Konmaxmmuuie oannvie: I'yzenv Mapamosna Mygmaxosa guzel.muftakhova@fnkc.ru

Jannas paboma nocesujena ananuzy npoonem, cés3aHHbIX ¢ COCIOSHUEM HePEHOU CUCMEMbL Y NAUUEHMO8, NePeNCUBUIUX 310KaA4eCEeH -
Hoe Hoe0o00pa3zoeanue 6 demckom go3pacme. Paccmompenst ocnosHbie 3a001e8aHUs U naAMOoA0UUECKUe COCMOSIHUSL, KOMOpble MO2Ym pa3-
susamucs 6 danHotl nonyasyuu. Onucansvl pucku pazgumus NAMOA02UMECKUX U3MEHEHUL CO CMOPOHbI HEPBHOLL CUCIeMbl, AeHeHlUe U NPo-
Gunaxmura. OmoeavHo NPOAHAAUIUPOBAHI BONPOCHL Nepupepuueckoll Heliponamuu, cunopoma Petino, xpornuueckoil 6oau.

Karouesvle caosa: nepenas cucmema, oemu, 310Ka4ecmeeHHoe H08000pazosanue, nepugepuieckas neiiponamus, cunopom Peiino, xponu-
yeckas 001b

Late effects of antitumor treatment on the nervous system*
The authors of the translation: G. M. Muftakhova, O.B. Merishavyan

This article is devoted to the analysis of problems related to the state of the nervous system in patients who have survived malignant neoplasm
in childhood. The main diseases and pathological conditions that can develop in this population are considered. The risks of the development
of pathological changes in the nervous system, treatment and prevention are described. Separately analyzed issues of peripheral neuropathy,

Raynaud’s syndrome, chronic pain.

Key words: nervous system, children, malignant neoplasm, peripheral neuropathy, Raynaud’s syndrome, chronic pain

Ilepucpepryeckas HeiiponaTus

Ymo maxoe nepughepuueckas netiponamus?

IMepudepuyeckass HelpoIaTusi, WA TOBPEXKICHUE
neprdepruIecKrX HePBOB (HEPBbI, KOTOPBIC HAXOASITCS 3a
IpeaeIaMy TOJIOBHOTO MJIM CIIMHHOTO MO3Ta), SBIISICTCS
IMOTEHIIMAIBHBIM TTOOOYHBIM 3 (PEKTOM XUMHUOTEepareB-
TUYECKMX IPeTapaToB M MOXET IIPUBECTH K OOJIM B pyKax
U HOTaX, MMOKaJIBIBAHNIO, OHEMEHUIO YUIM CJIA00CTU. XOTS
IUCKOMMOPT OIIyIIaeTcsS B MBIIIIIAX WIM CycTaBax, Ha
caMoM JieJie TIOBPEXIAI0TCSI HEPBbI, KOTOPBIe KOHTPOJI-
PYIOT MBIIIIEI. HepBBI COCTOSIT U3 CIIEIIMATBbHBIX KIIETOK,
KOTOpBIE HECYT COOOIICHMS K CIIMHHOMY M TOJOBHOMY
Mo3ry 1 oT HuX. [ToBpexXneHne HepBa 4acTO BBI3BIBACTCS
paspylieHrueM MUCINHOBOM 000JOYKM, ITOKPBIBAIOIICH
HEepBHBIC BOJIOKHA, KOTOPBIC IEUCTBYIOT KaK 3JICKTpHUUC-
ckuit m3omsaTop. IloBpexknmeHre HepBHBIX KJIETOK TaKXkKe
IIPONCXOINUT M3-3a JABJICHUS WM TpaBMBI (HAIIpUMeED,
U3-32 OIYXOJIM WM XMPYPTUYECKOTO BMEIIATCIHCTBA).
CuMIOTOMBI OOBIYHO TIOSIBJISTFOTCSI BO BPEeMS JICUCHMS
W COXPaHSIOTCS Ha BCEM €ro IPOTSLKEHWM, HO YXOMSIT
mmociie u3nedeHuss. CUMIITOMBI OOBIYHO IIPOXOMIST ITOCTE
OKOHYAHMSI Tepalmy, HO Yy HEKOTOPBIX BBDKUBIINX
MMAIleHTOB CHUMIITOMBI COXPAHSIIOTCSI Ha TIPOTSKCHUM
HECKOJBKNX MECSIIEB U JIET.

Cumnmomot

*  YyBCTBO XCKEHUSI, OIIYIICHNE MypallleK IT0 KOXe,
YYBCTBO IMOKAJIBIBAaHUS (OOBIYHO B PyKaX 1 HOT'aX);

* OHEMCHHME WIM BBICOKASI YYBCTBUTCIHHOCTH
K OOJIV MJIN TeMITepaType;

M YYBCTBUTECJIbHOCTD KOHEYHOCTEN K ITPUKOCHOBEC-

*  ocTpas Kouolas 60Jib;

*  IUIOXOii GalaHC U KOOPAMHALIKSI;

e moteps pedIeKCoB;

*  MbllIEYHAs CJIa00CTh;

*  3aMeTHbIE U3MEHEHMS B IIOXOJKE.

MeliedHasi ¢1aboCTh MOXET HAa4aThCsl BOKPYT CBOJA
CTOIbI WK JIANOHHOM MOBEPXHOCTU KUCTU. Bo3HuUKalOT
TPYAHOCTU B TOM, YTOOBI B3SITh BELLU, BLIIOJHUTH OIpE-
JeJIEHHbIE 3aJa4d WM OEWCTBMS, TaKue KakK IHChbMO,
3aCTerMBaHUE IyTOBULIBI, 3aBSI3bIBAHUE LIHYPKOB. MBbIIII-
LIbI, KOTOPbIE MOAHMMAIOT HOTY BBEPX, MOTYT Ocj1a0eBaTh
U1 pedieKChl MOIYT ObITh YTepsiHbI, B PE3YJILTaTe€ Yero
MepeaHsis YacTh CTOIBI MAaJaeT Ha 0. DTU CHUMIITOMbI
00JIbliie BbIPAXKEHBI IIPU YCTAIOCTH, B Pe3yjIbTaTe X pa3-
BUTHSI IPOMCXOAMT HapylleHue 0ajlaHCca M KOOPAMHALIMH.
MoXeT MOSIBUTLCSL TEHACHLMS K IepeTaCKMBAHUIO HOT
(1rapkarolast oXoaKa) Uin BbICOKOMY UX IOAHUMAHUIO,
YyTOOBI [IPEIOTBPATUTH BOJIOYEHHUE CTOIL.

Kmo naxooumcs ¢ epynne pucka?

JIuua, KoTopble mOJyYaln CIEAYIOLIMe XMMUOIIpea-
parsbl:

*  BUHKPUCTUH;

*  BMHOJACTUH;

*  LIMCIUIATHH;

*  KapOoIUIaTHUH.

IMauueHThI, KOTOPbIE MOJYYald BbICOKME HO3bI 3TUX
MperapaToB WX UX KOMOMHAIIMIO, HAXOMSTCS B TPYIITIE

* Ucmounuk: http;//www.survivorshipguidelines.org/. Ilepeod ocyujecmenen coenacho maHoemHomy 002080py ¢ Jlemckum uccaedo8amensckum ocnumanem

Cesamoeo Hyovi (CIIIA) u no cneyuanvHomy paspeuienuro agmopos.
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MOBBILIEHHOTO pHCKa IO Pa3BUTHIO MNepudepudecKoit
Heiiporiatuu. K apyrum dakropam pucka OTHOCSITCS
XUpypruyecKkoe jedeHue, ObICTpast ToTeps Beca, AuabeT
WM TIPeALIECTBYIOIIEe HEBPOIOTMIECKOe 3a00/IeBaHIE.
JlnnTtenbHOE claBiIeHUEe HEPBOB OT MPOTE3a, MHBATUIHO-
ro Kpecja Wil KOCThUIEH MOTYT TakKxKe CIIOCOOCTBOBATh
MTOBPEKIECHUIO HEPBOB.

Jleyenune

Peaburumauuonnoe 1euenue

Tak KaK He CYIIECTBYeT METOAOB JICUCHUsI, KOTOPbIC
ITOMOIJIA OBl BBIJICUMTHh WJIM BOCCTAHOBUTDH ITOBPEXKICHUE
HEpPBOB, TO TepaIlMsl HallpaBieHa Ha KOHTPOJIb CUMIITOMOB
3aboeBaHus. PU3MOTEpAIIMs YacTO SIBIISIETCS I0JIE3HOM
IIPY BBITIOJTHEHUH YIIPaKHEHU I, KOTOPBIE YIy4IIaloT CHITY,
paBHOBecHe U KoopnuHaiuwo. PeabuiurtaliioHHas Tepa-
MMUST MOXKET TIOMOYD YIYUIIUTh KOOPAMHALIMIO IBUXKECHUS
U IpyTHe HaBbIKW, HEOOXOIMMBIE B TIOBCETHEBHOM XKU3HMU.

Opmoneoduueckue ycmpoiicmea

[Monaep:xKy HOT WJIM TOJIGHOCTOIA MOXHO YIYJIITUTh
C MOMOIIIBI0 OPTOMEANYECKUX YCTPOMCTB. CyIMMHATOPBI
WIX JIAHTeThl TIOMOTAlOT IIPEIOTBPATUTH YILIOIICHUE
CBOJIa CTOIIBI U YIYYIIUTH XOAb0Y. JlaHTeTa, Ha3bIBacMast
OPTE30M I'OJICHOCTOITHOTO CYCTaBa, MOXKET OBITh PEKOMEH-
JIOBaHa, YTOOBI MPEIOTBPATUTD FOJICHOCTOITHBIN CYCTaB OT
CJIMIIIKOM CUJIBHOTO IBVKEHUSI B CTOPOHY U TOIIEPXKKHU
HOTU BO BPEMSI XOALOHI.

Jleuenue 60au

Bamr nevamnuii Bpau MOXeET BBINMCATh BaM JieKap-
CTBEHHBII TIpernapar Uisi KOHTPOJIsl 00JIEBOTO CUHAPOMA,
CHSITUSI OLITYIIEHUS KKEHUS U TTOKaJIbIBaHMs. TuIl iekap-
CTBEHHOTO IIperapara 3aBHUCHUT OT YacCTOThl M TSKECTH
0oneBoro cuHapomMa. TakKe BaKHO 3HATh, YTO HEKOTO-
phble JIeKapcTBa MMEIOT CBOU COOCTBEHHBIE ITOOOYHbBIE
apdexTel. TToMOryT CHSTH IMCKOMMOPT >BIaCTUYHBIE
YYJIKH, TEeTUIbIe HOCKU WJIM YIPaXKHEHUSI. DTU MEphl He
3aMEHSIT JIEKapCTB, HO OHU MOTYT IOMOYb YMEHBIIUTH
HEoOXOAMMOCTh UX mpueMa. Takke OHU CIIOCOOCTBYIOT
MTOBBIIIEHUIO MOOMJIBHOCTU 1 HE3aBUCUMOCTH.

Jlonoanumeavtote pexomenoauuu

« He HocuTe CIAMIIKOM Y3KYIO WIM CIMIIKOM
LIUPOKYIO OOYBb — CIIMIIIKOM y3Kasl 00yBb MOXET MPHBE-
CTU K IyJIbCAIlMM, HATUPAHUIO U CIIa3MUPOBAHHUIO HOT,
TOYHO TaKXe CJIMIIKOM IITMPOKasi 00yBb MOXET YCUJI-
BaTh 0OOJICBOI CUHAPOM 1 HE JACT JOCTAaTOUHOMN MOAAEPK-
KM yXe LIaTKuM HoraM. Jlydile Bcero HOCUTH THOKUE,
XOPOIIIO MOIXOASIINE IO pa3Mepy KPOCCOBKU WM O0YBb,
KOTOpasi 00eCIeunBaloT MOAAEPXKKY HOT.

+  IlpuHuMaiiTe BO BHUMaHME TeMIIepaTypy BO3Iy-
Xa — MHOTHUE JIIOJU C HEUPOIIaTUEN TOBOPST O TOM, UTO
OHM XyXe ceOsl UyBCTBYIOT B XKapKylo IOroay Wn Korga
HOTY CHMJIBHO YTeIUICHBI (3aKPBITHI), 3TO MOXKET MPEeTsIT-
CTBOBATh aeKBAaTHOM LIUPKYJISILIMY BO3IyXa.

*  [epxXuTe B KpOBaTHM HOTM OTKPBHITBIMU — IIPO-
CTBIHM WIN TTOAOACSTIbBHUKYA MOTYT BbI3BaTh IUCKOMMOPT
MU3-3a TPEHUSI MEXKIy HUMU U MaJIbLIaMU.

. JemaiiTe MaccaxX — CaMOCTOSITEJIbHBIM WU
C TIOMOIIIBIO JPYTOro YeJIOBeKa, MacCaX HOT U PYK MOXET

OKa3bIBaTh YPE3BbIYAHO YCIIOKAMBAOIIEe M paccaadsi-
fol1iee AeMCTBUS, OH YIy4IlaeT UUPKYISIIINIO U YBEIUIHU-
BaeT KOJMYECTBO SHIOPGUHOB (XMMUYECKHME BEIIECTBA,
BbIpabaTbIBacMble B OpraHU3Me, IMOMOTaIoIINe KOHTPO-
JINPOBATh OOJIb).

*  IlpuHumaliTe TpoxXJamHble BaHHBI — BaHHBI
C XOJIOMHOM BOJOM MUISl pyK M HOT IIPU Pa3BUTUU OOJIEBOTO
CUHIPOMA ITOMOTYT IPUTYIIUTH 00JIb, YTOOBI 3aCHYTh WU
noka 00e3001MBaloIIe MpernapaThl He MOIeiiCTBOBAJIN.

Cunzapom Peiino

Ymo maxoe cunopom Peiino?

CunHapoM PeitHO — 3TO MaToI0rMYecKoe COCTOSIHUE,
MPY KOTOPOM Y€JIOBEK OIIyIIaeT OHEMEHME WX XOJIO Ha
HEKOTOPBIX yUyacTKax Teja B OTBET HA XOJOIHYIO TeMIle-
parypy unu crpecc. Cunapom PeitHo mHorma mpuBOIUT
K CY>KEHHUIO KPOBEHOCHBIX COCYIOB, OTPAaHUUYECHUIO KpPO-
BOTOKa B TEYEHME KOPOTKOTO IMEPUOIa BPEeMEHU. DTO
Ha3bIBaeTCs CIla3MOM cocynoB. Bo BpeMsi crmazma cocynoB
KOXHBIE TIOKPOBBI JIMIIEHBI KHUCIOpOAAa, OHU CTaHO-
BSITCs OJIEMHBIMH, a 3aTeM MPUOOPETAlOT TOTyOOBAaTHIM
1BeT. Kak TobKO KpOBEHOCHBIE COCYIbI paccaadIsIIoTCs
¥ B HUX BOCCTaHAaBJIMBAaeTCs KPOBOTOK, KoOxa Mpuodpe-
TaeT KpacHoBaThIii 11BeT. Haubosnee yacTo mopaxkaroTcs
PYKM M HOTH, TaKXKe€ 3TO MOTYT OBITh HOC, TYOBI, IIEKU
U MOYKM YIIEH.

Cumnmombol

*  U3MEHEHHUE IBeTa KOXHBIX ITOKPOBOB (OOBIYHO
OT OJIEJHOTO, TOJIyOOBATOTO 10 KPACHOTO);

*  U3MEHEHUE TeMIlepaTyphl KOXHBIX ITOKPOBOB
(TIopaxkeHHbIe 00JIACTU CTAHOBSATCS XOJIOAHBIMU);

*  OHEMEHME WIH OIIYyIIeHUE MOKAIbIBaHUS B ITaJIb-
11axX pyK 1 HOT;

*  TIepUOAMYECCKHUE MPUCTYIIBI 0011 (OMUCHIBACTCS
KaK MyJIbCUPYIOIIas) U IIPUITYXTIOCTb.

Ymo npoucxodum eo épems npucmyna?

XoyiogHas TeMIepaTypa Wi CTPecC SBISIOTCS MHM-
LUUPYIOIIUM (aKTOpOM IS OOJbIIMHCTBA Jomei. Kak
MpaBUJIO, KOTAA TEJO0 HAXODUTCS Ha XOJIOAE, TO PYKH
M HOTH OBICTPO TEPSIOT TEIUIO. 3aTeM, YTOObI COXpaHUTH
TEIIO, OPraHM3M CHIKAeT TOK KPOBM BO3JIe TTOBEPXHO-
CTU KOXW W HaIIpaBJIsieT eT0 BIJIyOb opraHu3mMa. Y Joaei
¢ cuHApOoMOM PeiiHO 3TOT HOpPMAaJIbHBIN OTBET IpeyBe-
JIMYEH BHE3aITHBIMU CIa3MaMy HEOOJBIINX KPOBEHOC-
HBIX COCYIOB, KOTOPBIE CHA0XAIOT KPOBBIO MaJbIIbI PYK
M HOL DTO 3HAYMTEJIbHO YMEHBIIAeT MX KPOBOCHaOXKe-
HUE, BBI3bIBAsI U3MEHEHUSI 1IBETA U TEMIIepaTypPhl KOXKHBIX
nokpoBoB. [lepBulii Mpu3HakK — OJETHOCTh B OTBET Ha
cna3M. KoxHbIe TOKPOBBI MOTYT TTOCUHETh (CUHIOIIHbBIE
KOXHbI€ ITOKPOBbI), MOSIBJISETCS OIIYIICHUE OHEMEHMS
WIM XOJIOAA, YTO CBSI3aHO C HEOOCTaTKOM OOraToil Kuc-
JopoaoM KpoBU. HakoHell, KOXHBIE ITOKPOBBI MOTYT
MOKPAaCHETb M CTaThb OTEYHBIMM, ITOCKOJIBKY MEJIKHE
KPOBEHOCHBIE COCYIbI PacCIa0IsIOTCS U PacIIipsIIOTCS,
¥ KPOBOTOK Bo3Bpaiaercs. [Tociae okoHYaHMS TPUCTYIIA,
KaK TIpaBWIO, BO3HUKAIOT ITyJIbCAlldsl U ITOKaJIbIBAaHHUE
B najbliax pyK u Hor. [Ipuctyn cunapoma PeitHo moxeT
JUTUTBCS OT HECKOJIbKUX CEKYH/I JJO HECKOJIbKHUX YaCOB.
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Kmo naxooumcs ¢ epynne pucka?

Wnorpga cunapom PeliHo pa3BuBaeTcsl y U3JeUeHHBIX
MalMeHTOB, KOTOPhIC MOJyYaIu Teparnuio BUHOIaCTUHOM
WJIX BUHKPUCTUHOM.

Ilpoghurakmuxa

Cungpom PeitHo sBisieTcsl XpOHUUECKUM COCTOSTHU-
€M, KOTOpOe HeoO0XOAMMO KOHTPOJUPOBATH BCIO KU3Hb.
'Y HEKOTOPBIX JIIOJCI MOXKET HACTYIIUTD YIydllIeHEe, HO OHO
MMPOMCXOANT MEIUIEHHO, B TeUeHUE HECKOJIbKUX JieT. Kitto-
YeBBIM MOMEHTOM SIBJISIETCS MPO(UIaKTUKA ITPUCTYTIOB:

*  OJeBaiiTech TEIIO, KOTAa BBIXOAUTE Ha YIUILY;

*  TPUHUMANTE MEPbl MPEeIOCTOPOKHOCTU BHYTPU
nomemeHuss. Hocute Hocku. M3beraiiTe CKBO3HSKOB,
HaneBaiiTe IepyaTKU/BapexXKHu, Korma Oepere pyKaMu
XOJIOMHBIN TPeAMET, OTKPhIBACTe XOJOAWIbHUK WIU
MOPO3WIBHYIO KaMepy U OepeTe U3 HUX MOCYy MU Mpo-
nykTel. He monb3yiiTech KoHaumoHnepoM. Mcnonbayiite
U3O0JIIIMOHHBIN CTEKJISTHHBIN CTaKaH;

* u3beraiiTe KOHTaKTa HE3AIIMIICHHBIX PYK
C XOJIOJHOM BOHOM;

*  He KypuTe U He yIOTPeOIsIiiTe HAPKOTUKU, TaK1e
Kak KokanH. HUKOTHMH 1 KOKauH CyXalT KPOBEHOCHBIC
COCYIbl M BBI3BIBAIOT CHIDKEHUE TEMIIEpaTypbl KOXKHBIX
ITOKPOBOB, YTO MOXKET MOCIYKUTh IIPUUMHOMN TIPUCTYTIA;

e Jenaiite ynpaxHeHus. PerynsipHble puzndeckue
Harpy3kKu MOTYT YJIYyYLIUTh KpOBOOOpaIllleHNne 1 MOMOTa-
IOT KOHTPOJIMPOBATh CTPECC;

*  KOHTpOJUpYiTe cTpecc. Tak Kak cTpecc SIBIsIeTCs
YaCThIM MHULMUPYIOLINM (DaKTOPOM Mpu cCUHApome Peii-
HO, TO €ro KOHTPOJIb MOXET ITOMOYb ClIeJaTh MPUCTYIIbI
KOpoYe 1 MeHee YaCThIMU.

Jleuenne

JledyeHue HampaBiIeHO Ha CHIDKEHME KOJIMYECTBA IPH-
CTYIOB M MX TSDKECTU, YTOOBI MPEIyIPEanTh MOBPEXICHUE
KOXHBIX TTOKpOBOB. Jltomu ¢ cuHapoMoM PeiiHO mOKHBI
CleoBaTh BBILIEYKA3aHHBIM PEKOMEHIAMIM, YTOOBI
MpeaoTBpaliaTh MPUCTyIibl. K ToMy 3Ke, y4UThIBasI, 4TO IIPH-
CTYIBI BBI3BIBAIOTCS BO3IECHCTBUMEM XOJIOIa, TEIIbIe BAaHHBI
MOIYT ITOMOYb IIPEAyNPEeaUTb TNPUCTYI. Jpyrue MeTombl
JIeYEHMsT BKJTIOYAOT TEPAITHIO JIEKAPCTBEHHBIMU CPEICTBAMU.

Jlexapcmeennas mepanus

Jls KOHTPOJIST TSKENBIX MPUCTYIIOB MHOIIA Ha3Ha-
YaloT Ipenaparbl, KOTOPbIe PaCIINPSIOT KPOBEHOCHBIE
COCYIbI U CTUMYJIMPYIOT KPOBOOOpAIEHHE.

Hekotopble HasHauyeHHBIE MEIUKAMEHTBI MOTYT
YCWINTh CUMNTOMBI. K TakuM mpemapataM OTHOCSITCS
repopajabHble TPOTUBO3aYaTOYHbIE CPEACTBA, CEpACUYHbIE
npenaparbl U JIEKapcTBa IS KOHTPOJISI apTepuaJbHOro
nmapiieHus. Ecau BbI IpuHMMaeTe J11000# U3 3TUX Ipena-
paToB M y Bac €CTh CMHIPOM PeiiHO, TO MPOKOHCYJIBTH -
pyiTeCh ¢ BalllM JieYallliM BpayoM Ha MpeaIMeT BO3MOXK-
HOTO aJIbTEPHATUBHOIO JICUEHMSI.

Hexkotophle Ge3penienTypHbIe JeKapcTBa OT IIPOCTY/IbI
1 TabJETKU IJIs TMOXYIAEHUSI MOTYT YCWIMTH CUMIITOMBI
U JIOJDKHBI OBITh OTMeHeHbl. K TakuM cpeacTtBamM OTHO-
CATCSI TIperaparhbl, KOTOpbIE comep:KaT IceBro3(deapruH
(HammpuMmep, akTuden, Xa0p-TPUMETOH U cynaden).

Jleuenue memooom 6uoaocureckoli o6pamuol cés3u

Hcnonb3ys Ballle CO3HaHUE B LIEJISIX KOHTPOJISI CTPeC-
ca U TeMIlepaTypbl Teja, Bbl MOXETe CHU3UTh TSKECThb
M YacTOTY MPUCTYINOB. TaKMMU IIpueMaMHU € UCITOJIb30Ba-
HHUEM CO3HAHMS MOTYT OBITh: YIIpaBJIsieMOe BOOOpaXkeHue
U/WIN yOpaXHeHus Ha mybookoe abixaHue. Ilcuxosor
MOXKET OBITh I10JI€3¢H IIPU pa3pabOoTKe IMPOrpaMMbl jieue-
HUSI METOIOM OMOJIOrMYECKOM 00paTHOI CBSI3M, COOTBET-
CTBYIOILIEH BalllUM TTOTPEOHOCTSIM.

Xponuyeckas 00/1b NOcCj€e NepeHeceHHOro OHKOJI0rnye-
CKOro 3200J1eBaHHs B I€TCTBE

Bbonb sBasieTcst pacripocTpaHeHHBIM SIBJICHHEM B TIPO-
1ecce JeYeHUsl OHKOJIOTMYECKOro 3aboJieBaHus JIMOO
HEITOCPENICTBEHHO B pe3yjibraTe caMoOro 3a0ojieBaHUS.
OOBIYHO TIOCJIE OKOHYAHMS Tepanuy O00Jb IPOXOIUT.
OnHaKo y HEKOTOPBIX JIIONIE 00b OCTaeTCsl B KauecTBe
nodouHoro 3¢ dexra 1Mbo camoro 3aboJjieBaHUs, MO0
ero Je4eHus, Jaxe MPU HaJIUUYUM PEMUCCUU OCHOBHO-
ro 3a0oJieBaHMSI U OKOHYAHUU Tepamuu. Y BBDKUBIIMX
MalMeHTOB NOJTOBpEeMEHHAas 0O0Jb MOXKET BCTpeuyaTbCs
110 pa3HbIM IPUYMHAM, TAKUM KaK MOBPEXIeHUE KOCTEH,
CyCTaBOB, HEPBOB, BOZHMKAIOIIMX B PE3yJIbTaTe JIy4eBOM
Teparuu, XupyprudeckKoro BMeIaTeIbCTBa, IIPUMEHEHUS
HEKOTOPBIX XMMHUOTEPAIIeBTUYECKUX IIpernapaToB WIN
KOPTUKOCTEPOUIIOB.

Kaxkas pasnuua mexncoy ocmpoii u xponuueckoii 604vr0 ?

OcTtpast 60Jib B OOJBIIMHCTBE CJy4aeB BO3HUKAET
B pe3yJbTaTe 0oJie3HM (paka), paHbl U/WIM XUPYypruye-
CKOTo BMEIIATeIbCTBA M OOBIYHO OTpaHMYCHA OIpese-
JICHHBIM TIEpUOAOM BpeMeHU. ¥ OCTpoii 60Ju ecTh 610~
JIOTMYECKUI CMBICJI, OHa TOBOPUT HAM O TOM, UTO Yy Hac
YTO-TO OOJIUT, TAKUM 00pa30M Mbl MOKEM 3aLLIUTUTh CEOsI.

XpoHunyeckasi 0OJb TPOAOJIKAETCS TIOCHE JIeUYeHUS
OCHOBHOTO 3a0o0jieBaHMSI WX paspelieHus paHbl. OHa
SIBJISIETCST OOJIBIION MPOOJIEMOI, TOTOMY YTO YeM JOJIbIIIE
OHa IJIUTCS, TeM CJIOXHEE €€ U3JIEYUTh, 0OJb Cephe3HO
BJIMSICT HA KaueCTBO XXM3HU BBIKUBIIIETO MOCJIE OHKOJIO-
TMYECKOro 3a00JeBaHusI.

boav ouensv caoncna

Jlevaiue Bpauu MPUBBIKJIM TyMaTh, YTO OOJIb y Mallv-
€HTa HeMOCPEACTBEHHO CBsI3aHa C pa3MepoM (DU3UUIECKOTO
TOBpeXIeHusT TKaHel Tena. Ceiiyac OHM YK€ 3HAIOT, YTO
00J1b, KOTOPYIO UYYBCTBYIOT JIIOIM, 3aTparuBaeT usnue-
CKHe, SMOIMOHAIbHBIE 1 KOTHUTUBHBIE (haKTOPHI, SBJISIIO-
LIKMeCs YHUKAIbHBIMU TS KaXKIOT0 OTAEIBLHOIO YeJIOBEKa.

Ilocnennue wucciaenoBaHus, BKJIIOYAIOIIME HOBBIE
TEXHOJIOTMM OOCJIeNOBaHUS TOJIOBHOIO MO3ra, MOITBEp-
KIAIOT, YTO B XPOHMYECKYIO0 OOJb BOBJCYCHHI MHOTHE
npouecchl. OruryleHne 00aM — 3TO Pe3yJIbTaT CIOXKHO-
ro ooMeHa MHGOpPMaLMEl MeXIy MHOTMMU OO0JaCTSIMU
TOJIOBHOTO MO3ra. DTH HCCIECI0BaHUS TaKXe ITOMOraioT
HaM ITOHSITh, YTO MHOTIA 0O0JIb MOXKET COXPaHSThCS (maxe
Mocjie M3JeYMBaHUS OCHOBHOIO 3a00JIeBaHMSI) U3-3a
W3MEHEHUs MyTel, 10 KOTOPhIM TeJIO YeJ0oBeKa OTIIpaB-
JISIET U TTOJTyJaeT 00JIeBbIe CUTHAIBI.

Jlevarye Bpaun MOHSUIM, YTO pa3HbIC JIFOAW BOCIIPU-
HUMAIOT 00JIb TO-pa3HOMY. DTH pa3INuMs MOXHO YBU-
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JIeTh C TIOMOIIbIO BU3YATU3UPYIOIINX METOIOB UCCIIEI0-
BaHUS TOJJOBHOTO MO3Tra, KOIJa JIIOAM OLIEHHWBAIOT CBOIO
00JIb TIPU MCMOJIb30BAHMU OTHMX M TeX K€ MCTOYHUKOB
WM «CTUMYJI0B». TaKuM 00pa3om, HEKOTOpPbIE MallMEHThI
SIBJITIOTCSI OY€HDb UyBCTBUTEIbHBIMU, B TO BpeMsI KaK JApy-
rue MOTYT OIMCHIBaTh HE3HAYUTEIbHYIO (C1aldyio) 00b
JIaxe TpU HAIUYUU OJMHAKOBBIX CTUMYJIOB. HecMotps
Ha TO, YTO BBl MOIJIM POAMTHCS C HEKOTOPBIMHU U3 3TUX
pasnuuuii, akTopbl OKpYyXKalollell cpeabl, Kak IpaBuiio,
WUTpaloT BaXXHYIO poib. Bo3pact, mos, ypoBeHb pa3BUTHS,
CeMbsl M KYJABTYPHBIC TPAOWIIMU, IPEABIAYIIAIN OIBIT
00 M OOCTOSITENILCTBA, CBSI3aHHBIE C 3a00JIeBaHUEM,
CIOCOOCTBYIOT TOMY, KAK MMEHHO BBIKMBIIIME MAllMEHTHI
JYBCTBYIOT 00JIb M MOTYT C HEll CIIPaBIISThCS.

boav u ncuxuuecrkoe 30opoeve

B BocnipusaTin 6011, KOTOPYIO UCIIBITHIBAET YEIOBEK,
HECOMHEHHO, UTPAIOT POIb ICUXuuyeckue pakropsl. Kpo-
M€ TOTO, OTHOLIEHHUSI B CEMbE WJIM paboyasi 00CTaHOBKA
MOTYT TaKXe CIIOCOOCTBOBATh TOMY, YTO UEJIOBEK CITpaB-
JIsieTcs ¢ 60JIbIO.

B cnyyae xpoHnueckoli 6011, KOTOpas MOXET JINTh-
Csl MECSILIBI U TOMBI, M3JIEYEHHBIE OT OHKOJIOTMYECKOTO
3a00JIeBaHUs TIAIIMEHTHI, MOTYT CTaTh IOJAABJICHHBIMU,
eclii He ymaeTcsl ¢ Heil crmpaBuTbesl. OHU UCHBITHIBAIOT
3JI0CTb WJIM OTOpYeHEe, 0COOEHHO, eC/Iu 00JIb MeIllaeT UM
3aHMMATbCsS TPUBBIYHBIMU IejJaMMU. Eciu u3iedeHHbIe
MMaIleHTHI BEPSIT, YTO 00Jb KOHTPOJIUPYET UX XKU3Hb, TO
OHM MOTYT MCIIBITBIBaTh OCCCUIME, UTO IPUBOIUT K CHU-
KEHUIO CaMOOIIEHKH, Y OHU M30eraloT BO3MOXHOCTH IS
CBOETO pocTa 1 pa3BuTHUs. boixb MOXKeT mepeiiTu B HeIpu-
STHBIA UK. Hampumep, usnedyeHHbIe MallMEHTHl MOTYT
mepecTtatb [JOBUTaTbCsl M 3aHUMAThCS (DUIMIECKUMU
yIOpaXXHEHUSIMU, TIOTOMY UYTO OHM OYyIyT OOSIThCS Haua-
J1a Gosieil mau ux yxyameHus (yeuneHust). OQHako, yeM
MEHee JTIOIU aKTUBHBI, TeM c1abee CTaHOBSITCSI MX MBIIII-
1IbI, YTO, B CBOIO OYepeIb, MOXET IIPUBECTU K YCHICHUIO
(yxymamieHuo) 6071eBOro CUHIpOMa.

WHorpa mony HayuMHAIOT TIPEIYyBCTBOBATb (DU3U-
yeckoe olnylieHrue 6oau. Torma oHM MOTYT OTKa3aThCs
OT COUMaNbHON WIM OOIIECTBEHHOM KWU3HU, YTOOBI
n3bexaTh 0OJIEBOTO CHMHIPOMA M HEJIOBKMX CUTYyallWid

B OOIIECTBEHHBIX MECTaX, TeM CaMbIM Bce OOJibllie cebst
n3onupyq. Hemnpeccusi, OECIOKONCTBO, XPOHUUYECKUIA
CTpecC MOTIYT Mpecyief0oBaTh YeJIOBeKa, B Pe3yJIbTaTe Yyero
€My CTaHOBUTCS Bce XyxKe (0osb ycunusaercst). Ctpecc,
nenpeccusi 1 0eCIIOKOMCTBO, CBSI3aHHbIE C 0O0JIbIO, TAKXKE
MOTYT IIPUBECTH K (DU3MIYECKUM U3MEHEHMSIM TeJla Yello-
BeKa, KOTOPbIe CHUXKAIOT 00JIeBbIE TTIOPOTH.

Kax aemumo 6040?

K cyacTtblo, CylIecTBYIOT CITOCOOBI, KOTOPhIE TMO3BO-
JISIIOT KOHTPOJUPOBATh M CIPABISITECS C XPOHUUYECKOM
6ospt0. Ee MOXHO JIeYUTh MEIUIIMHCKMMM ITIperiapara-
MH, 0€3 MEeIMKaMEHTO3HOIO JICYCHUSI ITOBEICHUYECKMX
paccTpoiCTB (TaKKe METOMIbI, KaK peakcalys 1 MeauTa-
1IMsI) WM UCIIONb3YIOT KOMOMHAIIMM MEAUKAMEHTO3HOM
¥ HEeMeAMKAaMEHTO3HO# Tepamuu. MenuKamMeHTO3Hast
Teparusl MOXeT OBITh MCIIOJIb30BaHA BMECTE C HEMEIU-
KaMEHTO3HBIM JIeYCHHEM JJIs1 KOHTPOJIS OOJIEBOTO CHUH-
IpoMa Ha IMPOTSKEHUM BCEro Iepuoaa JIeYeHUsT OHKO-
Jjormyeckoro 3abosneBaHusi. McciemoBaHus IallMeHTOB,
CTpPamaIIMX XPOHUYECKUM OOJEBBIM CHUHIPOMOM,
nokasajiu, 4YTo oOydyeHHe HaBbIKaM IIPEONOJICHUST OO
MOXET MTOMOYb ITOBBICUTH YBEPEHHOCTh B C€0¢ U YMEHb-
LIUTh cTpecc OT 0oau. M3MeHeHus B TOM, KaK UMEHHO
YeJIOBEK CIIPABIISICTCSI C OOJIBIO U YTO OH JAyMaeT O CBOEit
00J11, MOTYT TaKXKe IIPUBECTU K IMMO3UTUBHBIM U3MEHEHU -
sIM B MOBEACHUM, TAaKUM KaK yBeJMYeHHUEe (PU3MIecKoit
AKTUBHOCTH, TIOBBIIIICHUE CTUMYJIMPOBAHMSI K aKTUBHO-
My 00pasy KM3HU, COONIOIeHUE pexXruMa MpueMa JieKap-
CTBEHHBIX IIPEIapaToB, 00Jiee aKTUBHOE yJacTHe B OO0IIIe-
CTBEHHOW >XXU3HU.

IToBeneHuYecKre HABBIKM MOTYT OBITh ITOJIE3HBIMU TIPU
JICUEHUU U KOHTpoJe 6oseBOro cuHapoma. IlpumMeHsor-
cs CrieliMajabHble METOAMKY, BKIIOYAIOIINE pelaKCallnio,
MEIUTAIMIO, YIIpaBIseMoe BOOOpaKeHUe, TUCTPAKIIUIO
M TIepeHarpaBjieHHOe MbllieHue. Jpyrue appekTuBHbIe
MOJXOMAbI, BKJIIOUAOIINE TPYIbI MOANEPKKU, Maccax,
MY3BIKY U TICUXOJIOTMYECKOE KOHCYJIBTUPOBAHUE, MOIYT
OBITh C(POKYCHMPOBAHbBI Ha JICUEHUU 00U U TTOBEAEHYECKIX
n3MeHeHusx. [lpuHaTue cedbs ¢ Ooiblo MM 0e3 Hee —
BaXHasl 4acTh PeaOMIMTALIMOHHBIX MEPOMNPUSITUN TOCTe
OKOHYAHMUSI JICYCHUS] OHKOJIOTMUYECKOTO 3a00IeBaHNs.
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PocculicKoMYy HypHany
AemckKoll remamonoruu u oHkonoruu - 5 nem!

B wnavanme 2014 1. BBIIENT B CBET IIEPBBLI HOMED
Poccuiickoro XypHaja IeTCKO reMaToJa0IrMu U OHKOJIO-
ruu (P2KAI110). XKypHain ctan ohulinaabHbIM ITe4aTHBIM
opranoM HalmoHanbHOro oo0l1iecTBa AeTCKUX reMaTosI0-
roB u orkosioroB (HOJI'O). ITpodeccop C.P. Bapdoio-
MeeBa BosrnasisieT P2K/II[O ¢ MoMeHTa ero OCHOBaHMSI.
Kaxk ormeuaeT Cetinana PadasneBHa, B KypHaje Imy0on-
KYIOTCSI HE TOJIBKO Pe3yJbTaThl HAyYHBIX MCCIICIOBAHUIA,
HO W aKTyajibHasi WHbOpMAUs I BCEX YWIEHOB CO00-
IIEeCTBa METCKUX T'eMaTOJIOTOB-OHKOJIOTOB, XHPYPIOB,
JIy4EBBIX OIWATHOCTOB M TEPaIieBTOB, OOIIECTBEHHBIX
1 POIUTEIBCKUX OpTaHM3aIMii — T. €. IJIS BCEX TeX, KTO
MIPUYACTEH K JICUCHUIO M PeadIMTallNM IeTeil C TeMaTo-
JIOTUICCKUMM ¥ OHKOJIOTMYECKIMU 3200 1€ BaHUSIMH.

3a mpomenmue romxsl PXKJIIO HapacTuia peiTHHT,
mpuodbpen 6oiee 1500 MOANMMCYMKOB, BOIIET B CITMCOK
U3IaHUI, peKoMeHayeMbix Briclleil aTrecTallMOHHON
KOMUCCUEH IJIT TyOJIMKAllMM Pe3yJIBTaTOB HCCIIeI0Ba-
Huli. Ho TmaBHBIM JOCTUKEHHMEM SIBIISICTCS TO, YTO Bpa-
YU-AETCKUE TeMAaTOJIOTH-OHKOJIOTH CO BCEU CTPaHBI XKIYT
ero oYepeaHO HOMep, YTOOBI y3HaTh HOBOCTH HayKH
U TIPAKTUKHU B 00JIaCTH IETCKOI TreMaTOJIOTUH-OHKOJIOTUHN
B Poccun, ctpanax CHI u 3a pyoekom.

Wneonorusgd u3naHuss Kak HaydHO-TIPAKTUYECKOIO
nHGOPMAIIMOHHOTO XXypHasia Obljia IMoaaepXaHa pe3u-
nentom HOATI'O akamemnkom PAH A.T. PymsHIIeBBIM.
brarogaps nmuHoMy y4acTtuio AjgekcaHapa [puropbeBu-
Yya XXypHas COBEpILIEHCTBYETCS ol OT roja.

Heorbemnemoit 4yacthio Hameir pabOThl cTajio
WHOOPMHUPOBAHUE  PYCCKOSI3BIYHOTO  COOOIIECTBa
0 MOCJEIHUX TOCTUXKEHUSIX B 00J1aCTU U3YUYEHUS IET-
CKHUX TeMaTOJIOTUUYECKMX M OHKOJOTMYEeCKMUX 3aboJie-
BaHUI, U ONHOM M3 YHMKAJIbHBIX BO3MOXHOCTEU HJISI
3TOro cTaja NMyO0JaMKalus MepeBOJOB cTaTel U3 3apy-
oexubix u3nanuii. Bmieppom Homepe P2XKITnO3a2014r.
ObL1 omyOJMKOBaH MaTepuall «lj1oGajabHbIe BBI30BBI
B JIETCKOM OHKOJOTWW», HAIMCAHHBI BULE-IIPE3U-
neHToM Jlerckoro wucciegoBaTenabckoro locnurans
Casroro Uynst K. Ponpureszom-Tlaaunmo (CIIA). Kap-
JIOoC BiIsIeTCS 1OOPBIM ApyroM u maptaepom P2K/1IuO,
a Tak:ke coaBTOpoM psina ctateit. He ciayuaiiHo 3arnaB-
HBIM (POTO 3TOr0 HOMEpa CTajo N300paxkeHne, KOTOpoe
oobeanHsaeT goporux PXK/IInO 1 BceMy HalieMy co006-
mectBy awogeir, — A.I. Pymsanuesa u K. Ponpuresa-
TanuHno.

A.I. Pymanuee u K. Podpuees-Tarundo c¢ ouepednvim Homepom PXKI[TuO na Bcmpeue
2Kcnepmos 6 obaacmu demckoil onkoaoeuu cmpan CHI 23—25 anpens 2018 e. 6 Mockege

A.G. Rumyantsev and C. Rodriguez-Galindo with the next issue of the Russian Journal
of Pediatric Hematology and Oncology at the Meeting of Experts in Pediatric Cancer
of C.1.S. Countries on April 23—25, 2018 in Moscow

1 2019 1B
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A.T. PymanueB - no6egumens npemuu <Jlyywui nekmop - 2018~

Ipesupentr HOAI'O n HMUL AT'OU um. Imutpus
PoraueBa, rinaBHbI JETCKUI CIELIMAIMCT OHKOJIOT-TeMa-
tojior MunsapaBa Poccuu akanemuk PAH A.T. PymsHies
cran nobeautesneMm rnpemun «Jlydmmii sexkrop — 2018»
IlepBoro memuimHckoro KaHana (www.lmed.tv). [ToGe-
IUTEN TIPEMUU OTIPEIEISIOTCSI MHTEPHET-TOJIOCOBaHNEM
cpenu TMOANMCYMKOB KaHasla, a pe3y/IbTaThl ObUIM 00bsIB-
JieHbl B ssHBape 2019 .

CotpyaHuyectBo ¢ 1med.tv — JOITOCPOYHBIN TTPOEKT,
B paMKax KOTOPOTO MPOXOIST MEPOIPHUSITUS B CHCTEME
HETNIPEPBIBHOTO MEIUIIMHCKOTO O0pa30BaHMUS: JICKIIUH,
KPYIJIbIE CTOJIbI, KIMHUYECKNE Pa300phl U APYyTHUe Hayd-
HO-00pa30BaTeIbHbIC TPAHCISIINU.

B pasnble roasl moGeauteasMu IipemMuu «Jlyurnuii
JnexkTop» oT Imed.tv craHoBuauch coTpynHukun HMUILL
JATON wm. Hmutpusi PoraueBa A.M. KapauyHckuii,
J1.1O. Kavwanos, H.B. XKykos, K.1. Kupruzos.

A.T. Pymsnyes — nobedumenv npemuu «JIyuuiuii nekmop — 2018»

A.G. Rumyantsev — winner of the prize “Best lecturer — 2018”

Jasepwunca oyepeaHoli ce3oH WKoNbl HenpepbIBHOr O
MeAuyuHcKoro obpasoBanua Ha lleppoM MeUYUHCKOM KaHane

B nexabpe Ha [lepBoM MeOUIIMHCKOM KaHaJie 3aBep-
IIHJICS o9epeaHoii ce30H LIIKOIbI «AKTyaTbHBIE BOITPOCH
JIETCKOM TeMaTOJIOTUN-OHKOJIOTUM» B paMKaxX CUCTEMBI
HETIPEePBIBHOTO MEAUIIMHCKOTO 00pa30BaHMsI.

PykoBomurenem maHHoro ce3oHa IIIKomel cram mpes3m-
nmenT HOAT'O A.T. PymstHiieB, a ¢ oKTs10pst 1o nekaopb 2018 1.
COCTOSUTOCH 6 JIEKIIUHA JIMIEPOB IETCKOM TeMaTOJIOTMA-OHKO-

sorvm: @.U. Araymraxanosa, J1.}O. Kaganosa, E. 1. [Tamma-
HoBa, H.B. XKykona, D.B. Kymmuponoit u JI.I. Axanan3ze.

3apepumicst ce3oH 20 mekabpst 2018 . TpaHCIISI-
Ouel KPYIJIoro cToia Ha Temy «PaHHSIS mmarHOCTMKa
3JIOKAYCCTBEHHBIX HOBOOOpA30BaHWI y OeTeil: MyJIb-
TUAMCLUMIUIMHAPHBIA  IIOAXOA», KOTOPBIA  IpoBesa
C.P. Bapdomomeena.

2 thespana 2019 r. 6bina BpyyeHa npemud «Mpl Oyaem mump!»

2 espains 2019 . B MMII «ITnanera KBH» cocrostiach
LepeMOoHUs HarpaxxaeHus HalmmonanbHo# npemueit «Mpbl
OyaeM XuTb!». OpraHuzaropaMyu MepPOIPUSITUST BBICTYITU-
1 MexXnmyHapOaHBIi COI03 TTIOMOIIU Y MOAAECPKKU Talu-
eHToB (npencenatenb — O.B. Bocrpukona) u HOI'O npu
BCECTOPOHHEN MoAIepKKe MPoeKTa YuuM3HaeM.

B pamMkax 1epeMOHMHU COCTOSIIOCH HarpaxieHue
nobeauteneil B 17 HoOMUHAIMSIX O 4 OCHOBHBIM KaTe-
ropusiMm. bBbliM OTMEYeHBl CHeUMaaucTbl, MPUHUMA-
[olllMe y4yacTMe B OKa3aHUM MEIUIIMHCKOW ITOMOILIMN
JIETSIM C OHKOJIOTMUYECKUMMHU 3a00JIeBaHUSIMU, — BpauM,
y4eHble, MEIUIIMHCKIE CECTPhl M OPraHU3aTOPhI Malara-
TUBHOU IMOMOIILIN.

B MeponpusTuM TPUHSUIM y4dacTHE YIOJHOMOYEH-
HBIi Tipu Tipe3uaeHTe Poccuiickoit Pepepauuu 1o
npaBam pedeHka A.}O. Kysneuosa, npesugent HOJIT'O
A.T. PymMsaHIIEB U Beayllue Bpauu-OHKOJOTU U JIUIEPbI
cMexXHbIX cneuuanbHocteit B Poccuu: U.C. Crununu,
A1. Kanpun, 1.B. Pemeros, A.A. MoaecToB u ap.

Yuacmuuku yepemonuu (creea nanpaeo): E.B. Andonun, A.I. Pymsanyes,
AJ. Kanpun, O.B. Bocmpuxosa, HU.C. Cmuaudu, H.D. lepacumenko
u U.B. Pewiemos

Ceremony participants (from left to right): E.V. Aldonin, A.G. Rumyantsev,
A.D. Kaprin, O.V. Vostrikova, LS. Stilidi, N.F. Gerasimenko and
1.V. Reshetov
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Hayuno-o6pa3oBamenbHblii CEMUHAp No nporpaMmme
«JlanbHue peruoHbi» B HprRymckxe

13—14 nexa6ps 2018 . B Upkyrcke Ha 6ase I'BY3
«MpkyTckast rocymapcTBeHHasl 00acTHAsT NeTCKasT K-
Huyeckas 6onpHuLIa» (MTOAKB) cocTostics ceMuHap nmo
nporpaMmMme «JlajibH1e perMOHbI» IS CIELMAINCTOB Peru-
oHa. Mepornpusitue ObLJIO OPraHU30BAaHO COBMECTHBIMU
yeunusimu MuHucTepcTBa 3apaBooxpaHeHust Mpkyrckoit
obmactu (MmuHuctp — O.H. fpoiieHko), agMUHUCTpALIA
HUTI'OJKB (rmaBHbiii Bpau — I.B. [Bak), rmaBHOro BHEIITAT-
HOro neTckoro crenuanucta oHkosora (C.B. OBaHecsH),
HMMUIL ATOU mm. Imutpus Porauesa, HOAI'O, Gna-
rorBopuTeabHbIX (HoHI0B «[Tomapu xu3Hp» 1 KoHcraH-
TuHa XabeHcKoro. B cemMuHape npuHsin ydactue Oosiee
100 cnenmanuctoB U3 MpKyTcKoii obacTu.

Jlexmopbt u opeanuzamoput cemunapa 6 Upkymcke

Lecturers and organizers of the seminar in Irkutsk

Om3biB 0 ceMuHape B prymcke Bpaya-remamonora
KoHcynbmamusHoro ompaenenusa HVMUL AroM um. Amumpus
Porayeea J1.B. ®énoposoii:

«B otnenenun onkonorun UTOAKDB npoxoadT ieueHne
JIETU C IIMPOKUM CHEKTPOM IeMaTOJIOTMYeCKUX U OHKOJIO-
rMyecKux 3adosyieBaHuii. HeoOXomMMocTh Tepanuu CTOJb
Pa3HOOOpa3HbIX HO30JIOTUII B paMKax OTHOIO OTICJCHMS
JIAKTYET BBICOKHE TPeOOBaHMS K KPYro30py U podeccuoHa-
Ju3My Bpadeil. O0cykeHre CIOXKHBIX MAallMEeHTOB C KOJIIe-
ramu, 6e3ycJI0BHO, BBIXOAWIO 32 PAMKHU TeM MPOYUTAHHBIX
JieKIMid. bosblioii nHTepec BbI3bIBaeT 00J1aCTh, JexXallas
Ha CThIKE TeMaTOJIOTUM U UMMYHOJIOTUU, — TIPUOOpPETEeH-
HbIE UMMYHHBIC LUTOIICHUN W WX IuddepeHIIraIbHas
JIMarHOCTUKA C HACJIEACTBEHHBIMU 3a00JIEBAaHUSIMU.

N\

Ornenenue oHkojorun MTOJKDB aktuBHO coTpya-
Huuaer ¢ HMUIL AT'ON um. dmurpusi Porauesa,
B OCOOCHHOCTH B JIaDOpaTOPHOI TMarHOCTUKE (B IIEPBYIO
oyepeab MOJEKYISIPHO-TEHETUYECKE MCCIeIOBaHMs).
Heo6xoamumMo OTMETUTD YETKYIO OpTaHU3a1IAI0 TPAHCIIOP-
TUPOBKU OMOJIOTMUYECKUX OO0pa3lioB, OCYLIECTBISIEMYIO
MPU MOCPEICTBE 0JIATOTBOPUTEIBHOTO (hOHIIA.

Bru10 TIpUSITHO OTMETUTH OOJIBIIOE YMCIO CIIyIla-
TeJeil, MPUCYTCTBOBABIINX HAa CEMMHAape, HECMOTpPSI Ha
OIPOMHYIO 3arPy>K€HHOCTb Bpaueil OTAeeHUs, 1 MHOXe-
CTBO BOIIPOCOB, 3alaHHBIX MocJie Jekuuii. Ha Mol B3ris,
TakXe TOJOXUTEIbHBIM MOMEHTOM OBLIO IPUCYTCTBHE
Ha JIEKIUsIX ceMMHapa CTyaeHToB MpKyTcKoro rocymap-
CTBEHHOT'O MEIUIIMHCKOTO YHUBEPCUTETAY.

S WINVIONIZY] nonnucka na myphan pna cmpan CHI

4

VYBaxkaeMble KOJUIETH, TIOSBMJIACh BO3MOXHOCTh
opopmuts INJIATHYIO moanucky Ha «Poccuiickmit
KypHaJl AeTCKOI reMarojoru u oHkojgorun» (P2KJ1I10)
IIJIST CTpaH OJIvsKHero 3apyoexns u CHI'!

Bbl MokeTe BOCIOJB30BaThCSI JIHOOBIM  YIOOHBIM
pecypcoM it OHaiH-0(hOPMIICHUS TaHHOM YCIIyTH:

» www.pressa-rf.ru — opUIIUaTbHBIN CANT O0BEANHEH-
Horo katanora «[Ipecca Poccum»;

* www.press-med.ru — MHTEpHET-Mara3uH MeIULIUH-
CKMX KHUT U TPO(heCCUOHATIbHOM MEPUOANKHU JJIsI Bpaueid;

* wwwakc.ru — areHTCTBO IO PAaCHpPOCTPAHEHUIO
3apy0ekKHbIX U3TAHUMA.

Wnu npuiitu B mo6oe otneneHue [loursr Poccuu
1 oopMuUTh MoAnucky mo katainory «[Ipecca Poccuwm».
Wupexc mznanust — 93505.
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L Mbl nomoraem nauneHTam
Ir B C/IO’KHOW CUTYyaumnmn
M3MEHUTb XKN3Hb K JTydluiemMy

«Llarep» Tenepb yacTb GrodapmaueBTNUECKON KOMMaHMM Takeaa

'Nﬂ;.,."g‘

e— I-..'},

KomnaHusa «lLlanep», ogHa n3 MMpoBbIX NNAEPOB
cpeaun cneynanmsnpoBaHHbIX GuodapmaLeBTUUYECKNX
KoMnaHui, cpoKycMpoBaHa Ha eAMHCTBEHHON Lenu:
MOMOYb NauveHTam B CJIOXKHON CUTYyaLun

N3MEHUTb XU3Hb K yyluemy

. ® PEMNATAN® (arancupasa anbda)
PENMJIATAN
Arancinasa anea Joka3zaHHan 3¢ PpeKTUBHOCTb, MEPEHOCMMOCTb 1 YAOOCTBO Npu neveHun 6onesHn Oabpu dep-
MEHTOM, BblAENeHHbIM U3 IMHUK KINIETOK YenioBeka'-?

3 nan pa3a® 3JIAMNPA3A® (naypcynbdasa)

Yqu LIEHME OXKNaaemom NPOJOIKUTENTbHOCTU XXU3HU MaUuMeHTOB C MyKOMNoNnncaxapmnao3om

(Anypcynbchasa) | nqses

@ o ® e BMPUB® (Benarniouepasa anb¢a)
B I'I PM B® MpenapaT ansa ANUTeNbHOrO leYyeHns naureHToB ¢ 6onesHblo fowe 1 Trna, Npon3BoAnTCA

C ICMOJIb30BaHVIEM YENIOBEUYECKON NIMHNM KNIETOK>S
BENarioLepasa ansho

AN UGy 3uit
°® . OUPA3UP® (nKaTn6aHT)
™ clmpasu P CMMMTOMAaTYECKOE NleuyeHmne OCTPbIX MPUCTYMNOB HACe4CTBEHHOMO aHTMOHEBPOTNYECKOTO
paTnGanT oTeKa (obycnosneHHoro gedpuymtom nHrnbrutopa C1-3cTepasbl) y B3pocibix’

ViHdopMmaLma npeHa3HaveHa ana paboTHMKOB 3[PaBOOXPAHEHS.
MNonpobHaa MHGOPMALINA O MPUMEHEHWN COAEPKUTCA B MHCTPYKUMAX NO MEANLMHCKOMY NMPYMEHEHMIO.

. VIHCTpYKUMA No MeAnUMHCKOMY NprMeHeHio npanapata Pennaran® ot 28.06.2018. PeructpaumoHHoe ypoctosepeHue: ICP-000551/09-201010.
. Kampmann, C. et al. (2015). Eff ectiveness of agalsidase alfa enzyme replacement in Fabry disease: cardiac outcomes after 10 years' treatment. Orphanet J Rare Dis. 10: 125.
. VIHCTpYKUMA NO MeANUMHCKOMY NprMeHeHWio npenapata Snanpa3a® ot 03.07.2018. PeructpaunorHoe yaoctosepeHue: JICP-001413/08-060308.
. DenepanbHble KNMHNYECKNe pekoMeHAaLMM MO 0Ka3aHMIo MeAMLMHCKO MOMOLLY AeTAM C Mykononncaxapiaosom Il Tuna. MuncTepctso 3apaBooxpaHetna Poccuiickoit Gegepaum, Cotos neanatpos Poccun. Mocksa, 2015.
. VIHCTpyKUMA no meanUmMHCKOMY npumereHmnio npenapata BIMPUB® ot 15.01.2018. PeructpaumorHoe ygoctosepetye: JIN-001975-121017.
. DenepanbHble KNMHUYECKUE PEKOMEHAALMM NO OKa3aHWIo MeAULIMHCKOM NOMOLLM AeTAM ¢ 6one3Hbio fowe. MuH1CTepcTBo 3apaBooxpaHeHis Poccuiickoin Genepalinm, Coio3 neanatpos Poccun. Mockea, 2015.
VIHCTPYKLMA NO MeAnUMHCKOMY nprmMeHeHuio npenapata OUPA3IP® ot 08.10.2018. PernctpaumonHoe yaoctosepetie JICP-008206/09-161009.
8. 1o naHHbIM PeecTpa 1cxofos cuHapoma Xantepa (HOS) 3a 10 net; Burton B.K, Jego V, Mikl J, Jones S.A. J Inherit Metab Dis. 2017; 40(6):867-874.

«LLlaitep» Tenepb yacTb GohapmaLeBTMUECKoil KoMNaHIM Takeaa

000 «LLaitep buotex Pyc», 119021, r. MockBa, yn. Tumypa Opy3e, a. 11, cp. 1. 7 4: o :a o)
Ten.: +7 495787 0477, dakc: +7 495 787 04 78. www.shire.com T
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Generium

Pharmaceutical

PekomMbUHaHTHbIE
TeXHOoJ/1I0rum
J7J151 MOJIHOL€HHOM XU3HU

NHHOHadaKTop

HOHaKor anbda

PerncrpaumoHHbin Homep: JIM-002662 o1 20.10.2014
Toprosoe HanmeHoBaHue: ViHHoHadakTop. MHH: HoHakor anbda.
JlekapctBeHHas hopma: NMoMuUIM3aT Af1a NpuroToBeHVs pactBopa
LN BHYyTpMBEHHOro BBeAeHMs. PapmakoTepaneBT/yeckas rpynna:
remocTatmnyeckoe cpenctso. Kog ATX: BO2BD09.

1 ®JTAKOH C MPEMAPATOM COEPXKWUT:

D,QI;ICTByIOLLI,ee BeLlecTBO:

HoHakor anba (rFIX) 250 ME 500 ME 1000 ME

BCNomMoraTesibHble BellecTBa, Mr.

ructmamH (Eur. Ph.) 3,88 7,76 15,52
caxaposa (Eur. Ph.) 25,00 50,00 100,00
rAUWH (Eur. Ph.) 48,80 97,60 195,20
HaTtpuA xnopug (Eur. Ph.) 5,85 11,70 23,40
nonucopbat 80 (Eur. Ph.) 0,14 0,28 0,56

250 ME akBMBaneHTHbl 1 Mr rFIX.

1 (bS1IaKoH C pacTBOpUTENIEM COLEPXMUT:
BOAY ANS MHbeKUMn 5 Ma vam 10 mn.
OnucaHne: amopdHas macca benoro ugeta.

[okasaHMs K NPUMEHeHNIO

JleyeHune 1 npocmnakT1ka KPOBOTEYEHUI Y NALMEHTOB C reModu-
et B (BpoXAeHHON HEAOCTaTOYHOCTLIO (hakTopa CBEpPThbIBAHMS
KpoBM IX) B BO3pacTe 12 neT 1 cTapuue.

MpoTMBOMNOKa3aHMs K NPYMEHEeHMIo

MoBbIWEHHAs YyBCTBUTENBHOCTb K O&MKaM XOMSYKOB MW Henepe-
HOCKMMOCTb NI0O0ro 13 KOMMOHEHTOB, BXOAALLMX B COCTaB Npenapa-
Ta. Bo3pact Ao 12 net (onbIT NpUMeHeHWs OTCYTCTBYET).

04 NONYYEHWA BONEE NOAPOBEHOM NHOOPMALLMM O3HA-
KOMBTECH C MONHOW MHCTPYKUMEM MO MEAVLMHCKOMY
MNPUMEHEHWIO MPEMAPATA. MATEPUAN MPEAHA3HAYEH

Ons CNELMANTNCTOB 3[JPABOOXPAHEHNA.

Mpowvssogutens: AO «TEHEPUYM», Poccns

Hepxatenb PY: AO «3c¢ Ixu brotex», Poccus

Bce npeTeH3un No kayectBy 1 COOBLLEHMA O HeXenaTenbHbIX Peakumax Ha Tepputopun PO oTnpaBnsTL No aapecy:
AO «3c Ixu briotex», Poccuiickas Depepaums, 601125, Bnagnumupckas obnacts, MeTyLmHCKA panoH,

noc. Bonbruxckumia, yn. Bnagumupckas, .18, oduc 26, ten. +7 (49243) 7-31-15, email: pv@sgbiotech.ru



AMON3OM — NMPOTHUBOIPNOKOBBIN
[IPENAPAT BbIOOpPA AAS

INIIY K1 O KO P OIMCITIVIP OB U R FIDIA
[NAUNEHTOB™
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*KpaTkas MHCTRYKLMS MO MEAMLIUHCKOM EHUIO Npenapara AmGrom® (AmBisome®) (MOAHAR MHCDOPMALLKA COAEDXNTCA B MHCTOYKLIAM NO_MEAUUMHCKOMY MDMMEHEHUIO AEKAPCTBEHHOTO Npenapard
A&gMJOM‘”‘ A Pé?%c PALI.I/IOH}-?bIM HOMEP?AFEO&%?A,TOPF BOE AMMEHOD\HME:(AM M3OMP. ME)KAYHAP(?KFPOE Hi I'IAJE)-?T(?BAHHOE AW PayI'II'II/IPOBO"Iﬁ Lé HAMMEZIO%AHVIE: AM OTepIELLMH B AUNOCOMQABHbII.
AEKAPCTBEHHAA POPMA: NOPOLLQK AAS NPWUIOTOBAEHMS KQHLEHTDATA AAS MPUIOTOBAGHMA AMCNEPCUM AAS MHADY3UIM. PAPMAKOTEPANEBTUMHECKAS TPYIIITA: npotiBorpnokosoe cpeActso. Koa ATX: JO2AAQL
MOKA3AHUA K NMPUMEHEHUIO: cCMCTEMHbIE rpMOKOBbIE MHADEKLLMM, OBYCAOBAEHHbIE HYBCTBUTEAbHbIMM BUAOMM BO3DYAUTEAEH, TAKME KOK KDMMNTOKOKKO3, CEBEPOAMEPMUKAHCKMI BAACTOMMKO3, AMCCEMUHMPOBAHHbIY
KAHAMAO3 KOKLLIMAMOUAQMMKO3, QCNEPIUAAES, TMCTOMNAA3IMO3, MYKOPOMMKO3bI, A TAKXKE HEKOTOPbIE CAY4AM AMEPUKAHCKOTO AEULLMAHMO3A KOXM U CAM3UCTBIX; DMMUMPUYECKas Tepanms y NaUMEHTOB C NPEANOAQraemom
e vHAQeK e, C CUMNTOMOMKU DEOPUALHOM HEMTPOMEHMM, ECAU AGYEHWE QHTMOCKTEPUAABHBIMM MPENAPATAMM HE ACAO MOAOXMTEABHOTO PE3YALTATA. ASYEHWE BUCLIEPAABHOIO ASMLLMAHMO3A.
POTUBOTOKA3AHWMA: NOBbILUEHHAA YYBCTBUTEABHOCTb K ASUCTBYIOLLLEMY BELLIECTBY AL Am6om¥oﬁg)groM& KOMIOHEHTY Npenapara. AMOU3OM COAEPXMT COEBOE MACAO, He CAEAYET NPUMEHSTb AQHHBIM Npenapart
NPY HAOAMYUM Y NALIMEHTA QAAEPTUM HO APAXMC MAM COIO. AETCKMI BO3PAcT A0 1 mecaua. C OC PKHOCTBIO: y NALUMEHTOB C CAXAPHbBIM AMABETOM; Y NALMEHTOB HA COOHE TPAHCADY3MM AEMKOLIMTOB MAM BCKOPE
MOCAE €€ NPOBEAEHMS; Y NALIMEHTOB, OAHOBPEMEHHO MPUHUMAIOLLIMX IPENAPATb, ODAQAQIOLLLME HEDPOTOKCUYECKMM AEMCTBUEM; Y NALIMEHTOB, OAHOBPEMEHHO NMPUHUMAIOLLIMX TPEMNAP AT, KOTOPbIE MOLYT CHUXATE
gEOBeHb KAAUS: Y MALMEHTOB, | MHVIMS!O%I(AX&DVI’MS NPOTMBOrPMOKOBbIE NDENAPATHI; NPU BEPEMEHHOCTU U B MEPUOA TDYAHOTO BCKAPMAMBAHM! MNALMEHTOB C HapyLLeHnem doyHKLK novek. TIPUMEHEHWUE MNPU
PEMEHHOCTI'W B TEPUOA TPYAHOTO BCKAPMAMBAHMS. BeépemMeHHOCTb: 6e30NaCHOCTs MPUMEHEHMA NPenapaTa AMBU30OM Y BepemMEHHbIX KEHLLMH He YCTAHOBAEHA. [Tpenapar AMOW3OM CAEAYET MPUMEHSTL BO
BDEMS OEPEMEHHOCTU TOABKO B TOM CAYYOE, ECAM BO3MOXHAA MOAb3A MPEBLILLIAET NOTEHLMAALHBIE PUCKM AAS MATEPU U MAOAC. A€4EHUE CUCTEMHBIX TPUOKOBLIX MHADEKLLMM Y BEPEMEHHBIX XEHLLIMH YCNELIHO
NPOBOAMAM ODbIYHOM AEKAPCTBEHHOM cgopMom AMPOTEPULLMHA B 5E3 OHEBUAHOTO BOIAEMCTBMSA HO MAOA, HO STOT KAMHUYECKMM OMbIT HEAOCTATOYEH, YTOOBI CAEACTb BIBOAbI O OE30MACHOCTH MPUMEHEHKT MPENAPATa
AMDM30OM BO BpEMs 6GE€PEMEHHOCTI. [TEPMOA ITPYAHOTO BCKAPMAMBAHMSA: HEM3BECTHO, MPOHMKAET AW AMADOTEPULIMH B AMNOCOMCAbHBIV B TPYAHOE MOAOKO. PeLLIEHME O TDYAHOM BCKAPMAMBAHWM BO BDEMS MOUMEHEHKS
HDSRARENE AMBK3IOM CACAYET MPUHMMATL C YHETOM MOTEHLIMAABHOTO PUCKA AAS PEOEHKA, O TAKXE MPEUMYLLLECTB TOYAHOTO BCKAPMAMBAHMS AAA PEBEHKA M MPEMMYLLIECTB Tepanii AAf maTepn. CITOCOb
NMPUMEHEHUA 1 AO3bl: TOABKO AAS BHYTPMBEHHOM MHADY3MM! [IEpeA NEPBbIM MPUMEHEHWMEM NPENnaApPaTd AMOM3OM AAS ONPEAESAEHNA MOTEHLMAABHOM rmnepgyacmme/\wocm K Npenapary u Nepea Tem, KaK
NPOAOAXUTL BBEAEHUE €70 MOAHOM AO3bl, MALUMEHTY DEKOMEHAYETCS BBECTU MUHUMAABHYIO 13 DEKOMEHAOBAHHbBIX TEPANEBTUYECKMX AO3 Npenapara. Hpeno par AMBI13OM HEOGXOAMMO BBOAMTb BHYTODMBEHHO KAMNEABHO
B TeveHne 30—-60-MMHYT. AAR AO3 NPENAPATa BbiLLIE 5 N\I'/KI’/CZyTKM MPOAOAXMUTEABHOCTH aH\ﬁTpuseHHow MHCPY31M AOAXKHA COCTABAATb DOAEE 2 HOCOB g:m pasaea «Ocobble yKasaHms»). PEKOMEHAYEMAs KOHLLEHTPALLMS
AAS BHYTPUBEHHOM MHADY3MM cocTaBASeT oT 0,20 MI/MA AO 2,00 MI/MA_ aMdPOTEPULIMHA B B doopme Npenapata AMOU3OM. Ao3bl Mpenapara AMOW3OM NOABMPAIOT MHAMBUAYQAABHO B 3BUCUMOCTU OT KOHKDETHbIX
OCODEHHOCTEM KAXKAOTO MALMEHTA. [TOAHAS MHADOPMALIMS O CMOCOBE MPUMEHEHMUS 1 AO30X COASPXMTCS B VIHCTDXKL%/IM NO MEAMLIMHCKOMY MPUMEHEHUIO AeKAPCTBEHHOIO npenapara AMOn3om®. T1¢ E
AENCTBME: HaMBOAEE YACThIMM CBAIAHHbIMM C MHCDY3MEN PEAKLUIMU, OXKMATEMBIMU BO BDEMSA BBEASHMS NPENAPATA AMOU3OM, SBASIOTCH AUXOPAAKG 11 03HOG/APOXb. MEHEE YACTbIE CBA3IAHHbIE C MHADY3MEN DEAKLIMM
MOTYT BKAIOYQTb OAMH MAU DOAGE 13 CASAYIOLLIMX CHMMTOMOB: HYBCTBO THKECTU MAM BOAM B TDYAM, OAbILLIKY, DDOHXOCTIA3M, KMPUAMBLI KDOBM, TAXMKAPAMIO, SRTEPHCAEHYIO TATIOTELSMIO M CKeACTHO MEJLLISHbIe 60oAM
éOI'IMCbIBOeMbIe KOK APTPAATMS, OOAb B CMIMHE MAM B KOCTSX). BhILLIEYKA3AHHBIE CUMITOMbI ObICTPO YCTPAHAIOTCA MOCAE NPEKPALLLEHUA MHADY3MM 11 MOTYT HE. PA3BMBATLCS MPU KADKAOW MOCAEAYIOLLLEN MHCDY3MUM MAM MPU
OAEE MEAASHHOM BBEASHMM MPENAPATA (AAMTEABHOCTb MHADY3MM BOAEE 2 HACOB). KDOME TOTO, MOEAYNPDEAWTb PA3BUTHE CBASAHHbIX C MHCDY3MEN PEAKLIMIA MOXHO TOKXE C MOMOLLLLIO MPEMEAMKALLMM. TEM HE MEHEE,
TAKEAbIE CBA3AHHbIE C MHADY3MEN DEAKLIMM MOTYT MOTPEOOBATh MOAHOIO MPEKPALLLeHWUA NPUMEHEHWS NPenapaTa AMOU3OM. Y NALIMEHTOB, MOAYYOBLLIMX A€YEHWE NPEenapatom AMOK3OM, SHAYUTEABHO pexe
OTMEHAIOTCS CBA3AHHbIE C MH(byfiMeM PEeaKunm No CPABHEHUIO C NALMEHTAMM, MOAYHABLLUMMMK A€4YEHNE OObIYHOM OPMOU AMCPOTE] VIL#MHC] B MAM AMUNIMAHBIM KOMMAEKCOM QM oTeEpULMHA B. HOAHGZ MHq)OpMOLIMﬂ o
MOOOYHOM AGMCTBUU COAEPXKMTCS B MIHCTRYKLLMM MO MEAULIUHCKOMY MOMMEHEHMIO ASKAPCTBEHHOTO Npenapara AMOm3om®. [IEPEAC3MPOBKA: TOKCMYHOCTb NpeNapaTa AMBU3OM BCAEACTBHE OCTPOM MEPEAO3MPOBKM
HE OMPEeAeAeHa. B CAy4ae NepeAO3MPOBKM CASAYET HEMEAAEHHO MPEKPATUTL BBEAEHKWE Npenapard. HEOOXOAMMO TLLIATEALHO KOHTPOAMPOBATh KAMHMYECKOE COCTOSHME NALMEHTA, BKAIOYAS CPYHKLIMIO MOYeK U
NeYeHM, KOHLIEHTDAUWIO SAEKTDOAMTOB B ChIBOPOTKE KDOBKM 1 e MATOAOTMYECKMU CTATYC. TeMOAMAAM3 MAK NEPUTOHEAAbHbBIM AMAAM3, NO-BUAMMOMY, HE BAUSIOT HO BbIBEAEHWE OMdeTepViLlMHO B AMMOCOMAABHOTO.
B3AMMOAENCTBME C  APYTMMW AEKAPCTBEHHBIMM CPEACTBAMM: AekapCTBeHHbIE Mpenaparbl C M3BECTHOM HEMPOTOKCMYHOCTLIO: OAHOBPEMEHHOE MPUMEHEHWe Npenapata AMBM3OM C  ARYIMMMU
HECOPOTOKCHIHBIMM CPEACTBAMM (chpMMeg, LIMKAOCMOPUHOM, OMUHOTAMKOIUAGMM M MEHTAMMAMHOM) MOXET MOBBICKT PUCK NPOABASHMA AEKAPCTBEHHOW HECDPOTOKCUYHOCTM Y HEKOTOPbIX NALIMEHTOB. TeM HE
MEHee, Y NALMEHTOB, MNOAYYAIOLLIMX NPENnapaT AMOM3OM BMECTE C LIMKAOCMOPMHOM M (MAM) AMUHOTAMKO3MAGMM, HEDPOTOKCMYHOCTb OTMEYAAGCH CYLLLIECTBEHHO PEXE, YHEM MPU AGYEHUU AMADOTEPULIMHOM B. Y
NALIMEHTOB, MOAYHQIOLLIMX TPENAPAT AMBM3OM OAHOBPEMEHHO C ADYIMMM HEDPOTOKCHYHbIMM MDENAPATAMM, DEKOMEHAYETCA PETYATOHO KOHTDOAMPOBATH OYHKLLMM MOHEK. [AOKOKOPTUKOCTEPOMAbI, KOPTUKOTDOMMUH
(AKTT) 1 AMypPEeTHKI: OAHOBPEMEHHOE MPUMEHEHKE KOPTUKOCTEPOMAOB, AKTI 1 AUYPETMKOB (METAEBbIX M TMA3MAHBIX) MOXET YCUAMBATL BBIDAXEHHOCTb MMIOKAAMEMMU. TAMKO3MABI HONEPCTAHKM: VHAYLMPOEQHHO
npenaparom AMOM3OM TUNOKAAMEMMS MOXET YCUAMBATL TOK( MHHOCT% HANEPCTAHKK. [TOAHAS WH OPMALMA O B3AMMOAENCTBUM C APYTMMU AEKAPCTBEHHbIMKM CPEACTBAMM COAEPXMUTCA B HCTPYKUKMK 1O
MEAMLMHCKOMY NPUMEHEHMIO ASKAPCTBEHHOrO Mpenapard Amomsom®. OCOBBIE YKASAHUS: Ao3MpoBaHKE npenapara AmOu3om Sielelie) ChEIPENIND (11 (e ey e VlehRILEr T il etshisotenion
amaporepuumHa B. Tpenapar AMOM3Om He caeayet MCTIQAbIOBATE AN ASHEHMA PACTIDOCTOAHSHHbIX KAHHUIECKM ATTEHTHBIX DOPM TPHUOKOBLIX MHADEKLIMM, KoTopbig XApaKIepH3YIoTCH TOALKO IOAOKHTEAHbIMI
PE3YABTATAMM KOXKHbBIX MAM, CEPOAOTMYECKMX NPOD, COOOLLAAOCh OO GHAMUACGKTMHECKMX M AHACOMACKTOMAHBIX PEQKLMIX BO BDEMS MHPY3uM npenapara AMOM3om. AAS OLLEHKM BO3MOXHOCTM PA3BMTUE
MAMOCUHKDA3MYECKUX AHACOUACKTUYECKMX PDEAKLIMIA U MUHUMMU3ALMM BBOAMMOM AO3bl B CAYHAE PA3BMTMA STMX PEAKLIMM PEKOMEHAYETCS NEPBOHAYAABHOE BBEASHME TECTOBOM AO3bl. B CAYHQE PA3BMTMS THKEAOM
QAHAOUACKTUHECKOM/AHAOUACKTOMAHON PDECKLIMM MHCPY3UIO CASAYET HE3AMEAAUTEABHO MPEPBATh O€3 BOSMOXHOCTM AQABHEMLLIETO NPUMEHEHMS NPENApaTa AMOKM3OM Y AQHHOTO MALMEHTd. Apyrie TaxeAble
CBA3AHHbIE C MHADY3MEN PEAKLMM MOTYT PA3BMBATLCS BO BOEMS BBEéEHMﬂ NPENAPATOB, COAEPXKALLMX AMADOTEPULMH B, BKAIOYAS NPenapar AMOM3OM. XOTs CBA3AHHbIE C MHADY3MEN PEAKLMK, KOK MOABUAO, HE ABASIOTCS
CEPbe3HbIMM, ONPEASASHHbIE MEPHI TDEAOCTOPOXHOCTU AOAXKHbI ObiTh MDEAMPUHATE KAK AAR TOOCOMATKTHKM, TAK 1 ASYEHMS STUX PECKLMIA Y NALLMEHTOB, MOAYYQIOLLIMX MPENAPAT AMBU3OM. OTMEYEHO, YTOQ CHIKEHME
CKOPOCTH BBEAEHMS NPENAPATA (MPOAOAXMTEABHOCTb 1 cgyamm OoAee 2 4ACOB) MAM MPUMEHEHWE CTAHACDTHbIX 403 AMCDEHTMADAMMHO, MAPALLETAMOAT, NETMANHA 1 (MAM)_TMADOKOPTM30HA SCDCOEKTMBHO
NPEAYNPEXAAET PA3BMTUE AQHHBIX PEAKLIMIA MAM CMOCODOCTBYET MX KYMMPOBAHMIO. BbIAO MOKA3AHO, 4TO MPenapar AMOM3OM SBASETCS 3HAYUTEABHO MEHEee TOKCM4YHbIM, YeM OBbIHHAS AEKAPCTBEHHAS COOPMA
AMOTEPMLIMHA B, OCOBEHHO, B MPOABASHMU HECDPOTOKCUIHOCTM; OAHAKO HAP, B TOM YMCAE CO CTOPOHBI MOYEK, BCE KE MOTYT PA3BMBATLCA. CASAYET PEMYASIOHO MPOBOAMTL AQOOPATOPHYIO OLLEHKY COASPXAHMS
SAEKTDOAMTOB B CbIBOPOTKE KDOBM, B OCOOEHHOCTU KAAMS M MATHMS, O TAKXXE COYHKLIMM NOYeK, NeYeHU M KDOBETBOPEHMS. BCAEACTBUE NOBLILLIEHHOTO PUCKA MMNOKAAMEMIM BO BDEMA A€YEHMA NDENAPATOM AMOKM3OM
MOXET NOTPEOOBATLCS COOTBETCTBYIOLLLEE BOCTIOAHEHNE COAEPXKAHMS KAAMS B OPTAHU3ME. B CAYYAE KAMHUYECKM 3HOYUAMOTO CHUXKEHMS CDYHKLMK NMOYEK MAM YXYALLEHMS APYTMX MAPAMETPDOB CAEAYET PACCMOTPETL
BO3MOXHOCTb CHMXEHMSA AO3bl, MPEPbIBAHMA MAM NPEKPALLEHMWS ASHEHMs MPENAPATOM AMBUZOM. Mo AEYEHMM NALIMEHTOB C CAXAPHBIM AMAOETOM HEOOXOAMMO MMETH BBUAY, YTO KQKABIM COAQKOH Mpenapara
AMOM30M COAEPXKMT NPUOAM3UTEALHO Y00 MI COXARO3bI. [1DM AEHEHMM NaLIMEHTOB, KOTopHIM TPEBYETCS MPOBEASHME MPOLLEAY Dbl TEMOAMTAM3A AW COUABTRALLMM, M3MEHEHME AO3b IPENAPATA AMBM3OM He TpebyeTcs,
TEM HE MeHee, BO BpeMs NPOLLEAYPbl CAeAyeT m3berar ero BBeAaeHus. Npenapar AMOU3OM He CAEAYEeT HA3HAYATb NALUMEHTAM C PEAKMMU HACAEACTBEHHBIMU HAPYLUEHUAMMK, TAOKMMK KAK HENEPEHOCMMOCTb
DPYKTO3bl, CUHADOM MOAALAOCOPOLIMM TAIOKO3bI I FAAQKTO3bl MAM COXAPO30-M30MAABTA3HAA HEAOCTATOYHOCTb. AQHHbIM ASKAPCTBEHHBIM NPENAPAT COAEPXKMT MEHEE 1 MMOAb HATPMA (23 M) HO CDACKOH, T. €.
APAKTMYECKM He coAepXMT HaTpua. HECOBMECTUMOCTb: He CAeAyeT CMELLIMBATL Mpenapar AMOM30M C ADYTMMU AEKAPCTBEHHbIMM NPENAPATAMM, KDOME 8(030 HbIX B PA3AEAe (CNOCOD NPUMMEHEHNS 1 AO3bI),
[penapar AMO3OM HECOBMECTUM C ©BbIMM PACTBOPAMM, U €r0 HE CAEAYET CMELLIMBATL C ADYTMMM NMPENAPATAMM MAM SIASKTPOAUTAMM. BAUSHWE HA CNTIOCOBHOCTb YTIPABAEHUSA ABTOMOBUAEM U PABOTBI C
EXAHVM3MAMM: MCCAEAOBAHMS BAMSHMS HQ CIOCOBHOCTb YNPABAEHMSA ABTOMODMAEM M. OAOOTHI C MEXAHM3MAMM HE MPDOBOAMAMCE. HEKOTOPbIE M3 HEXEAQTEABHbIX SCOCDEKTOB MPENAPATA AMBM3OM e CROE R
BAMAHWE HQ CNOCODBHOCTL YNPABAATh ABTOMODMAEM W MOAL3OBATLCA MexaHM3Mamm. POPMA BbINYCKA: NOPOLLIOK AAS MOUIOTOBAEHMA KOHLIEHTPATA AAS MPMIOTOBAEHMS AMCREPCUM AAS MHADY3MM, 50 mr. 50 mr
AEUCTBYIOLLLErO BELLLECTBA BO ?AOKOHGX NPO3pPA4YHOro BEeCUBETH: KAQ a | BMECTUMOCTBIO 20 MA YKYNOPEHHbIX PE3NHOBbIMM NPOOKAMMU, YNAOTHEHHBIMKM QAIOMUHUEBBIMU KOANQYKAMU C OTPbLIBAKOLLLEMCS
MNAQCTMKOBOW KPbILLIKOM TUAA «Flip-offy. [o 10 dOAGKOHOB B KOPTOHHbIX PA3SASAUTEARX logwwﬂ BMeCTe C MHCTPYKLMEN No H YCAOBUA XPAHEHUA: npn
Temneparype He sbillie %5 C. XDaHWTL B MecTax, Hef.\ocwnglx_A/\ﬂ Aeten. CPOK TOAHOCTU: 4 1 1 MO MCTEYEHMU CPOKA TOAHOCTH, YKGB?H,HOI’O Ha HOKOEK £y A OTI'IYgK
BAAﬁ AELL PETUCTPALMOHHOTO YAOCTOBEPEHMS: Traeaa CareHcus MHTepHeLUHA ATA., BeAnKoOp! us Gilead Sciences International Ltd, UK Flowers Bui dmg a Park, Abington, Cambridge,
OU3BOAMUTEA POW3BOACTBO M MEPBMYHAA YNAKOBKA: [MAeaA CaneHcns UHk., CLIA Gilead Sciences Inc., USA 650 Cliffside Dr, San Dimas, California %/C\,J 91778, USA KYOUAQHT XoaancTepCTy 1, CLLA,
Jubilant Hol ||ﬂer?her LLC, USA 3525 N, Regal Sfreet, Spoécne, Washington (WA) 99207, USA BbinyCKQIOLLLY KOHTPOAb KOHECTBA: TMAEAA CAMEHCH3 AUEADHA 1, Upaanama Gilead Sciences Ireland UC, Ireland IDA Busi-
ness and Technology Park, Carrigtohill, Co. Cork, Ireland. Moay4utb AOHOAHVITeAbH}/K} I/IHC'pOpMOI:E’LMK) o ngenor:pme_ Q TAKXXE HANPABUTb CBOM MPETEH3MM M MHADOPMALIMIO O HEXXEAQTEAbHbIX ABAEHMAX MOXHO MO AAPECY:
OO0 «maeaa CarieHchs PaLLay, Poccns, 115035 MOCKBA, YA. COAOBHWYECKAS, 82/2, Tea.. +/ (495) 641 18 04, E-mail: drugsafety.russia@gilead.com
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