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C 2014 ropa «Poccuitckunit XypHan AeTCKOM remMartonormu
M OHKONIOrUKU» BKNtoYeH B HayuHylo anekTpoHHylo 6ubnuoteky
u Poccuitckuit nHgekc HayyHoro uutuposanus (PUHL), umeer
MMNAKT-pakTop.

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

C 2015 ropa anekTpoHHas Bepcus XypHana npepacTasneHa
B BEQYLMX POCCMMUCKMX U MUPOBBIX 3N1IEKTPOHHbIX BMbnunoTekax,

B ToM yncne EBSCO.

C 2017 ropa xypHan ekniodeH B [lepeuyeHb Bepywmx
peLeH3MpyeMbIX HaY4HbIX XXYPHANOB, B KOTOPbIX NyBnukytoTes
OCHOBHble HOY4YHble Pe3ynbTdThl AUCCEPTALMI HO COMCKAHME
Y4eHOM CTeneHU JOKTOPA M KAHAMAATA HAYK.
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FEYNAIYMAE

GNN3APUA

SQKYJTU3YMADB

MepBbIi 6UOaHanor akynmMsymaba’

» BbICTPO 1 CTaOUNBHO CHUXAET aKTUBHOCTb TEPMUHANTBHOIO
KOMM/1eKca KOMMJemMeHTa

 [lpegotBpallaeT BHYTPUCOCYANUCTLIN FreMONn3 Yy OO/bHbIX
NapoKCM3ManibHON HOYHOW reMornobuHypuen

« YyywaeT Ka4yecTBO XM3HM NauMeHTOB’

KpaTtkas MHCTPYKLMS MO MeAULMHCKOMY MPUMEHeHWo npenaparta dnusapus’. PernctpaumoHHbii Homep: J11-005395-110319. ®apmakoaMHaMuKa. DKyM3ymad NoAasBnsieT akTMBHOCTb TePMUHAIBHOMO KOM-
nneKca KoMMIemMeHTa Yenoseka, 061aaas BbICOKON athUHHOCTLIO K ero C5-KOMMOHEHTY, BC/IeACTBUE YEro MosIHOCTbIO 6/10KMpyeTcs pacluenneHne komnoHeHta C5 Ha Cha 1 C5b 1 o6pa3oBaHmne TepMUHaNbLHOro
komnnekca komnnemeHta C5b-9. Taknm 06pasom, 3ky13ymal BOCCTaHaBNVBAET PEryNALMIO aKTVIBHOCTM KOMM/IEMEHTA B KPOBW 1 NPe/oTBPAaLLaeT BHyTPUCOCY/ANCTLIA FeMONN3 y NaLMEHTOB C NapOKC/3ManbHOM
HO4HOM remorno6uHypwueit (NMHM), a Takke NnpeaoTBpaLLaeT U3GbITOYHYIO aKTUBHOCTb TEPMUHAIBHOMO KOMMEKCa Y NaLUMEeHTOB C aTUMUYHBIM FEMON UTUKO-ypeEMUYECKUM cuHapomMom (alYC), rae npuynHow sabone-
BaHWA ABNAETCA reHeTMYeckn 00yC0BNEHHan AMCPerynaumusa cucTemsl komnaementa. C Apyroii CTOPOHL!, AeULMT TEPMUHANILHOMO KOMMEKCa KO MMieMeHTa CONPOBOX/AAeTCA NOBbILIEHHOV YaCTOTON pasBuTUS
VIHdpeKLLMVI MHKaNCynmpoBaHHbIMU MUKPOOPraHn3Mamu, rnaBHbiM 06p630M, MEHVHIOKOKKOBOW MHCbeKLJ,l/II/I. le/l 3TOM 3Kyl'|l43yM86 nogaepxunBaeT cogepXaHne paHHUX NPOAYKTOB aKTUBauumM KOMMIeMeHTa, Heol-
XOAUMBbIX ANKA ONCOHM3aUMM MUKPOOPraHM3MoB 1 BbiBEAEHUA UMMYHHbBIX KOMMN/1EKCOB. Jleuerne npenapatom 31‘II/I3apl/lﬂw conpoBoXaaeTcs 6bICprIM W CTabUbHBIM CHIDKEHNEM aKTUBHOCTUN TEPMUHAIbHOIO KOM-
nnekca KomnaemeHTa. MokasaHusi K npuMeHeHuto. [penapat d13apus’ NokasaH 415 NeYeHUs NaLUMeHToB C: NapoKC13ManbHOM HOUHOM remorno6uHypueit (MHF). DhdhexTMBHOCTL aKyN13ymMata NoATBEpXAEHa
Y nauMeHToB C remMosiM30M M CONYTCTBYIOWNMN KNNHUYECKMMM CUMNTOMamMK, CBMAETENbCTBYIOWNMIN O BbICOKOW aKTMBHOCTMU 3a60neEan|, BHE 3aBMCUMOCTN OT HOTDGGHOCTM B I'eMOTDaHCbe3VIHX B aHamHese,
ATUMUYHBIM FeMOTNTUKO-YpeMNYeCKUM CUHOPOMOM (aI’YC) I'Ipomaonoxaaauuﬂ ANna NpUMEeHeHus. [MNoBblWeHHas YyBCTBUTE/IbHOCTb K 3Kyl'|l43yM86y, 6e/lkaM XOMSIUKOB WUn APyrnM KOMNOHEeHTaM npenaparta.
Mepuop rpyaHoro BckapmnveaHus. AKTneHas nHdekuma Neisseria meningitidis. OtcytctBre BakumHaumn npotrs Neisseria meningitidis (€cnn HeT cooTBeTCTBYIOWER NPOMUNAKTUYECKO aHTUOMOTUKOTEpPanum
B TeuyeHue 2 Heaenb nocne BakUvHauwy). CNoco6 MpUMeHEHMs M [o03bl. BHYTPUBEHHO Kane/bHO B TeudeHne 25—45 MUHYT [n9 B3POC/bIX U B TeyeHue 1—4 4acoB N9 NaUMEHTOB [eTCKOro BO3pacTa.
[MNapokcuamManbHas HouYHas reMorI06MHYPUSE: KypC Ne4eHns Ans B3pOCbIxX NaUMeHToB (2 18 neT) BkaovaeT 4-HeAeNbHbli HauyanbHbIA LMK C NOCNeAyoLLMM LMKNOM NOAAEPXVBatOLLER Tepanuu. HavansHbIi UMK:
600 Mr npenapata dnv3apua’ 1 pas B Hedenio B TedeHve 4 Heaens. MNMoaaepxusaiolias Tepanus: 900 Mr npenapata nu3apvs” Ha 5-1 Heaene, ¢ nocneayiowmv seeaeHvem 900 Mr npenapata D1usapus” Kaxable
14 + 2 aHel. ATNUYHBIA FrEMONNUTUKO-YPEMUYECKUI CUHAPOM: KYPC NeYeHUs Ans B3POC/bIX NaLUMEHTOB (> 18 neTt) BkloyaeT 4-HefebHbIV HauanbHbIi LKA C NOCNeAyIoWMM LIMKOM NoAAEPXXUBAIOLLER Tepaniu.
HavanbHblii Uukn: 900 Mr npenapata dnvsapus’ 1 pas B Heaento B Tederie 4 Hepenb. Moaaepxusaiollas Tepanus: 1200 Mr npenapata dnusapus’ Ha 5-i Heaene, ¢ nocnenyiolwmum seeaexvem 1200 mr npenapara
dnusapus’ kaxable 14 + 2 aHein. NMpumeHeHne B nepuatpum. ng nauvertos ¢ MHE v alYC monoxe 18 neT Aosa npenapara Jnv3apus’ onpeaensercs B 3aBUCUMOCTH OT Beca pebeHka. Mo6o4yHble AencTBUS.
HanGonee yacTbiM HexenateslbHbIM ABIEHUEM npwn neyexun 3Kyl'|l43yM660M ABNANAcb rofoBHaa 6onb (OTMe‘—IaJ’IaCb, rnaBHbIM 06p630M, B Ha4yaNnbHOM uUuKne Tepal’lMM). HanGonee TaxensiM HexenateibHbIM
SIBNEHNEM ABNANCS MEHUHIOKOKKOBEI cencuc. OpraHvusaums, NpMHUMaloLwas NpeTeHsnm no Ka4yecTBy U coot 1S O + T HbIX peakuusx ot notpedurteneii: AO «EHEPVYM», 601125, Bnagnmupckas
00/, [MeTyMHCKUIA paioH, noc. BoneruHckuia, yn. 3asoackas, ctp. 273, 1/t +7 (49243) 72-5-20, 72-5-14, pv@generium.ru.

ﬂﬂﬂ nony4exHunsa 6onee HOD,DOGHOVI MHd)OpMaLlVIM 03HaKOMbTECh C MOJHOM VIHCprKLlMeVI no MeguUMHCKOMY NPUMEHEHUIO NeKapCcTBEeHHOro
npenapata dn13apus’ nepes ero HasHauyeHnem.

MaTepvian npegHasHayeH ANs CneunanmcToB 34paBooXpaHeHUs.

‘OT4eT 0 KnnHUYeckom nccneposanmn Il dasel, N° ECU-PNH-III, 2018. — 285 c.
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JnokTent (3hMopoKTOKOr anbtha) — NepBbIN MPOSOHTMPOBAHHbII
pekoMbuHaHTHbIN (PakTop ceepTbiBaHna Kposu VIII Fc,
04006peHHbIN Ana nevenna remochunum A B Poccun?

C npenapatom InoKTent Bbl moxeTe
NU3MeHUTb OyayLlee nauueHTa cerogHs:

MeanaHa CnoHTaHHbIX KPOBOTeYeHWI B rof, paBHa HY/H0?3
Hopmanunsaumsa coctoaHna 99,6% TapreTHbIX cyctaBos?
OTCYTCTBME NHTUOUTOPOB Y paHEE NeYeHHbIX NaLneHTos” 2

CHUEeHMe rofoBO YacToThl MHBbEKLMIA Bosiee Yem Ha 50% >

©€%) 3HauynMmoe ynyulleHne KayecTBa XKU3HN Npu NPoMUNaKTUYeCKOM pexmume e

KpatKkas uHcTpyKumsa no npenapary

Toprosoe HaumeHosaHue: 3/IOKTET. MHH: 3dmopoktokor anbtha. JlekapcTeeHHas hopma: JlnothunusaT ans NpUroToBAeHUA pacTsopa Ans BHyTpUBEHHOro BeeaeHs. PapmakoTepanesTieckasn
rpynna: femocratuyeckoe cpeactso. Kog ATX: B02BD02

TMokasaHua K IpUMeHeHuIo: JledeHne 1 NPoGUNAKTUKA KPOBOTEYeHNil y NaLeHToB ¢ reMotinneil A (BpoxAeHHON HeZ0CTaTOHOCTbI0 haKTopa ceepTbiBaHua Kposu VIII). Mpenapar 3NOKTENT - '
paspelLeH K IPUMEHEHNIO NaLneHTamu Beex Bo3pacTHbix rpynn. Mp MoBbILIEHHaA HYBCTBUTENLHOCTb K AECTBYIOLLEMY BELECTBY AV K I060MY 13 BCIOMOraTeNbHbIX BelLECTs,

BXOAALMX B cOCTas npenapara. Cnoco6 NpuMeHeHNA 1 403bl: J1eveHre CredyeT HauuHaTb N0/ HABI0AEHNEM BPAYa, IMEIOLLETO OMbIT B leYeHn reModuauni. [ns 4oNrocposHoi Npodnunaktukn 1;'
pekomeHayemas fo3a coctasnaet 50 M E/Kr c uHTepBanom BBeAEHNSA Kaxable 3—5 AHel. [103y MOKHO KOPPEKTUPOBATL B Npesenax ot 25 40 65 M E/Kr 8 3aBMCUMOCTY OT 0TBETA HA TEpaniio. ]

B HeKoTopbIX cily4asnx, 0cOBEHHO NPV IeYeHIN NaLVEHTOB MOOAOr0 BO3pacTa, MoryT noTpe6oBaTheA COKpaLLeHIne MIHTEPBAOB MeX/y BBeAeHUAMI NpenapaTa v NosblLeHNe 403bl .‘
npenapara. Mo6o4Hoe AelicTBIe: MoBbILEHHAA HyBCTBUTENLHOCTE MM ANNEPTNYECKNE PEAKLNM, BOSMOKHO Pa3BUTIE HENTPANN3YIOLMX aHTUTeN (MHrMB1UTOPoB) K hakTopy VIII. —
Ocobble yKasaHua: PekomeHZyeTca NpoBOAUT MOHUTOPUHT BCEX NAUMEHTOB HA MPeaMeT pasBUTUA UHIMGMTOPOB MOCAe WX Nepexoaa Ha ApYroil npenapar. Y naumneHtos
¢ haKTopamin pucka cepAeyHo-cocyancTbix 3abonesaHuii 3amectiTensHas Tepanns daktopom VIII MOXeT yBennuuTb 3T0T pucK. BHYTpuBeHHOe BBejeHWe npenapara
SNOKTEVT MOeT ConpoBOKAATLCA PA3BUTAEM PEAKLUN TUNEPUYBCTBUTENLHOCTA.

Cpok roaHocTu: Jlvodunnsar — 4 roga, pactsoputens — 5 niet. YCNoBuA otnycka: OTryckaioT no peuenty. Bonee noapoGHylo WHHOPMALMIO CM. B UHCTPYKLUN MO
MeANLMHCKOMY npuMeHeHuio npenapata IJIOKTENT (atmopokTokor anstha) /1M-006034. Homep ofobpenus: REF-7578

¥

Cebinku: 1. Ananus caiita https:/grls.rosminzdrav.ru ot 26.08.2020. 2. Mahlangu J, Powell JS, Ragni MV, Chowdary P, Josephson NC, Pabinger I, et
al. Phase 3 study of recombinant factor VIII Fc fusion protein in severe hemophilia A. Blood. 2014 Jan;123(3):317-25. 3. Young G, Mahlangu J,
Kulkarni R, Nolan B, Liesner R, Pasi J, et al. Recombinant factor VIII Fc fusion protein for the prevention and treatment of bleeding in children
with severe hemophilia A. J Thromb Haemost. 2015 Jun;13(6):967-77. 4. Pasi KJ, Pabinger I, Wang M, Kerlin B, Kulkarni R, Nolan B, et
al. Long-term Impact of rFVIIIFc prophylaxis in Paediatric, Adolescent, and Adult Subjects with Target Joints and Severe Haemophilia A.
Poster presented at the XXVI International Society on Thrombosis and Haemostasis (ISTH) Congress; 2017 Jul 8-13; Berlin, Germany.

PB212. 5. Shapiro AD, Ragni MV, Kulkarni R, Oldenberg J, Srivastava A, Quon DV, et al. Recombinant factor VIII Fc fusion

protein: extended-interval dosing maintains low bleeding rates and correlates with von Willebrand factor levels. J Thromb Haemost.

2014 Nov;12(11):1788-800. 6. Wyrwich KW, Krishnan S, Auguste P, Poon JL, von Maltzahn R, Yu R, et al. Changes in health-related

quality of life with treatment of longer-acting clotting factors: results in the A-LONG and B-LONG clinical studies. Haemophilia
2016 Nov;22(6):866-72.

*N0 cpaBHeHNIo ¢ Npenapartami thaktopa ceepTbiBaHna kposu VIII co craHaapTHbIM
nepuoaoM NoNyBbIBEAEHNA
**110 JaHHbIM PETNCTPALMOHHbBIX NCCNEA0BaHNI
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3NTOKTEWT ssnsetcs ToBapHbIM 3HaKoM KomnaHun «Ceeauis Opdan Buosutpym AB». O6paliaem salue
BHUMaHWe Ha T0, 4To «Cobu» ABNAETCA TOBapHLIM 3HaKoM KomnaHuu «Ceeauw OpdaH brosutpym Ab».
Mo nio6biM BOMpOCaM, KacaloWUMCA ToBapHbIX 3HaKoB KomnaHun «Cobu», npocbba obpallatbes

B I0PUANYECKNI OTAEN.

© 2020 «Ceeanw Opthan Buosutpym AB» — BCe Npasa NpuHaaNeKar ux 3aKoHHbIM Bajesbuam.

oxe DITOKTENT®

3cMopoKToKor anbda

000 «Caeanu Opchan BuosnTpym AB», = (PeKOMBMHAHTHBITE (haKTOp cBepTbIBaHIS
Q S O I 119034, r. Mocksa, yn. Mpeuncrenka, a. 40/2, ctp. 1 kposy VIII, Fe-cnutHbiin Genok)
Ten: 7 (495) 748 84 79 Homep matepuana: PP-9154,
Pioneer in Rare Diseases  pV/Russia@sobi.com; www.sobi.com JaTa noAroToBKu: ceHtabps 2020 Nx GY.U.YU-I.ee CeeoaHﬂ-



COOEPHAHNE

OT PEL AR o ettt i e

OPUTMHANDBHLIE HCCIEJOBAHHA

HU.B. Kazanyes, A.I. Ieeopesn, T.B. FOxma, I1.C. Toakynosa, A.B. Koznos, J[.A. 36seunuesa,

M.C. Toaenxosa, O.U. boedanosa, A.H. lllseyos, E.B. Moposzosa, U.FO. Hukonaes,

C.A. Cagonosa, I0.A. Ilynanos, JI.C. 3ybaposckas, b.B. Agpanacves

Oco0eHHOCTH KJIMHMYECKOT0 TeYEHHS U OMOIOrHYECKHUX XaPAKTEPUCTHK Helipo0./1acTOMBI

Y HOPOCTKOB M MOJIOABIX B3pocJbix. Onucanne cepuu KIMHUYECKHX CJIy4aeB U 0030p JIUTEPATYPSI . . . . . .

E.K. Jlonrou, 3.A. Kondpawosa, FO.A. [loases, P.B. Iap6y3o6
OnbIT HCHO/Ib30BAHUS CHPOJIMMYCA B JIEYEHHH JAeTei C COCYIMCTBIMU AHOMAMAMH . .« o oo v vvennnennnn.

M.A. I'ycesa, I' 4. lleitmaun, E.B. XKykoeckas, O.JI. Jlebeos, A.I. Pymanuyee

Crnemnduka ceMeifHbIX YTPaT B AETCKOI OHKOJIOTHH ¥ JMHAMHKA TOPeBAHUS TPH NMPOBeIeHUI
AHAJIMTUYECKOI MCUXOTEPANNHN Y MAUUEHTOB JIETCKOI OHKOJIOTHYECKOM KIMHUKH,

MOTEPSABIINX OTHOTO HJTH OOOMX POMUTEIEH « o v v v oot e veeeeeeneeneeeneeneenneensenseansenennns

O.U. Kum, /1.10. IOpuenxo, E.Il. Yavanosa, /. B. bypues, C.A. Ky3zuneuos, A.b. Cacakanu,

E.M. ©Opanyusnu, . A. Mxpmusu, E.E. Ilak, M. B. Cmapxuceuxas, A. 1. becnanosa, O.11. [lonossn

ZEB1 Kak J0NOJHATEIbHBII MPEIUKTOP OIMYX0JIeBOii mporpeccuu npu capkome FOunra.

Pe3yabTaTsl MopdoJI0rH4eckoro HCCaeI0BaHNs HA MONMYJIAIMI JETCKOro M OAPOCTKOBOro BO3pacra . . . . .

0b30PbI JINTEPATYPbBI

A.I. Pymanyes
Koponasupycnas undexknmusa COVID-19. Hayunblie BbI30BBI H BO3MOKHbIE
MYTH JICYEHUST ¥ TPOMDUIAKTHKHE 3A00JEBAHMA .« . « o o v o v oo vveenenennonsooensosonsasosansosansns

M. B. ©aopunckuii, I1.A. 2Kapkos
PeaKMe KOATYIOMATHM . . . vttt e et e e eaesoenneseeeneseesnassesansoesanssssanssasnnssasas

A.P. Boakosa, X.M. Baxumos, 3.B. Kymuposa
JleTcKue 3/10Ka4eCTBEHHbIE HOBOOOPA30BAHMS U HX YYET: MHPOBBIE H OT€YECTBEHHBIE TEHACHIIMH . . .. ...

H.A. bammanoea, T.T. Baaues, K.H. Kupeusos, C.P. Bapgoromeesa
JIMarHocTHKA ¥ JieueHne NoCTTPaHCc(y3UOHHOI Ieperpy3Ku xKeJie3oM
B JI€TCKOIi FeMaTOJIOTHH: 0030P JIUTEPATYPBI .+« « v v vt v v tvvneneneseenenenensasnsnsseesencnsnss

I'.3. Cepeeun, A.B. Jlugpwuy, T.T. Barues
TapreTHble Npenaparbl B JIEYEHUH OCTPHIX MUEJTOUTHBIX JTEAKO30B Y IETEH . .o oo vvvveneneeneneansns

NPAKTHYECKHE BONPOCHI AETCKOH OHKOJIOrUU-TEMATONOT UM

E.b. Maunesa, M.A. boaoxonosa, T.3. Anues, /I.B. Illesyos,

A.M. Cynetimanosa, H.B. Cudoposa, E.A. Ocmanos, K.H. Kupeusos

TpomOoTHYECKASI MUKPOAHTHONIATHS, ACCONMMPOBAHHAS

C TPAHCIUIAHTAIME! TeMOMO3THYECKUX CTBOJIOBBIX KJIETOK:

00Imas XapaKTepuCTHKA U MPUMEP M3 KIMHAYECKOU MPAKTHKM « . « o o ¢ v v v v e eeensneononsosansoennsns

H.0. Kocmapesa, E.b. Maunesa, H.B. Cudoposa, K. H. Kupeuzoe
BeHoOKK/II0310HHAS 00JI€3HD NeYeHH TPU TPAHCILIAHTALMH T€eMONIO3THYECKNX CTBOJIOBBIX KJIETOK
U BBICOKO/IO3HBIX PEKNMAX XUMHUOTEPATHN. Q030D JTUTEPATYPBI « o o ¢ o oo v e eereeeeeasnesnseennsns

Pe3zomonus CoBeTa 3KCnepToB, NOCBANIEHHOTO AKTYaJIbHBIM BONPOCAM TEPANNH NALMEHTOB
¢ remouimeii A paxropom ceeproiBanust Kposu VIII ¢ nposioHrupoBaHHBIM NEPHOIOM
nouyBbiBeennsi (MHH — 3hMOPOKTOROT atbha) . . . ..o oo vt ittt i e ittt e eennn




Poccuiickuil )xypHas ,Z[ETCKOIZ I'EMATOJIOTUNM u OHKOJIOTNU 3 2020 I I.

COOEPHAHNE

HKAWHUYECKNE HABJNIIOAEHNA

T.T. Baaues, E.B. 3axaposa, O.A. Henamenko, H.A. bBammanosa,

FE.B. Muxaiinosa, K. 1. Kupeusos, C.P. Bapghoromeesa

MuddepeHnuanbHas IMArHOCTUKA ITHEBMOHHH Y JIeTeil ¢ OHKOreMAaTOoJIOTHYECKHUMH 3200JIeBAHUAMH

B ycJI0BUsIX HOBO# KopoHaBupycHoi uadekmuu COVID-19 . ... ... it 104

E.U. Kononanesa, JI.B. lllesuos, I'.P. Kazapsau, A.M. Cyaeiimanosa,
I.C. Abpamos, JI.I. Axanraoze, A.11. lllepbakos, A.E. Jpyii, D.B. KazapsH,
T.B. lllamanckas, /1. 1O. Kauanos, C.P. Bapghoromeesa

KapuuHoma tuMyca y peGeHKa 2 JieT: ONMCAHNE CIIy4ast H 0030D JUTEPATYPBI .« oo v v e v eereneneensnss 112
JLU. lllay, b.B. Konopamves, M.b. beaoeyposa
Hedporennbie ocTaTku 1 He(h)podIACTOMATO3: COOCTBEHHDbIE HAOIOAEHHS U 0030D JUTEPATYPHI . . . . . . . .. 119

JI.A. Cmupnosa, /1. 10. Kauanoe, A.11. Illepbaxos, J.I. Axarad3ze,

M.B. Teaewosa, I0.H. Jluxaps, T.B. lllamarnckas

ATHIIMYHAS NPE3EHTANMS METACTATHYECKHX 0YAroB Y NAIMEHTOB ¢ 4S cTaaueil Heiipo01acToOMbI

TPYNINbI HA0IOAEHHS: ONMCAHNE KIMHUYECKOTO CIIYUAT « o« v v v e oo e v voneoeensnsononsonansosansns 125

HU.T. Tpyxanoea, JI.B. Kpyeosa, I0.I. Kymoipesa
KnuHuyeckwmii cryyaii ycnenHoro npuMeHeHnsi PEKOMOMHAHTHOTO AKTHBHPOBAHHOTO
VII pakTopa cBepTHIBAHMS Y HOBOPOIKIAEHHOTO C CETICHCOM . .« « v e v oo veeovonsosensesnssnsosansns 132

CTPAHHYKA MEAWLMHCKON CECTPbI

K. Cannusan, M. Iauc, T. Axumkosa, b. Spaux, O. Muwkosa, A. Aeyavrux
IToTpeOHOCTD B CHIEUAIM3MPOBAHHOM 00PA30BAHIH METMIIMHCKUX CeCTep

10 IETCKOii reMaTOJIOTHH/OHKOJOTHIA B 9 CTPAHAX EBPasHM . . . ... ...t ii ittt it iie e ienennennnn 138
H.T. Pomanb

Oco0eHHOCTH HYTPHIIMOHHOM MOIIEPKKH Y MALMEHTOB IETCKOT0 BO3pacTa

NP IUTOCTATUYECKON Tepanuy U TPAHCILVIAHTALUU FeMOMOITHYECKUX CTBOJIOBBIX KJICTOK . . oo v v v vnnn. 145

TE, KTO CUJIbHEE HAC

OTPEHAKITHI . . o oo v v e e eeneeneeeneenenneeeneanesnssenseasssnsensssssensesssensanssnnss 148

ITo3anue 3¢hheKThI CO CTOPOHBI OPTAHOB CAYXA M 3PEHMSM . « ¢ ¢ o v v e e v v e veenoennsensoessanssnsonnss 150

HALUA UCTOPUA
FOOHIEin A.@. BPOBRIHOM . ..o vvvtinttneeinneeneeeneeneeeneeneenseeneenssensanesnnss 157

HALUE COOBLLECTBO - AEATE/NIbHOCTb HOAQIO
XI cbe3n onkosioros u paanoioroB ctpan CHI mEBpazum. . . ... ... i, 158

B Pecny6.mmkaHcKoii neTcKoi KiamHndeckoi 0obaune M. E.I1. Dimaku
B [D03HOM OTKPBHLIOCH OT/IE/IeHHE JETCKO OHKOJOTHN M TEMATOMOTHI « « « « ¢ o o e v v v v evonsonensosansns 158

Hayuyno-o0pa3oBaTeibHblii KPYIJIbIiA CTOJI «[€MAHTHOMBI Y JIETEH» . « < v v v v v v ev v veneneensneonensnns 158



10

Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU : ;

CONTENTS

202011N

FROM EDITION ..o e e e ettt it i i nea e 12

ORIGINAL STUDIES

LV. Kazantsev, A.G. Gevorgyan, T.V. Yukhta, P.S. Tolkunova, A.V. Kozlov, D.A. Zvyagintseva,
M.S. Golenkova, O.1. Bogdanova, A.N. Shvetsov, E.V. Morozova, I.Yu. Nikolaev,

S.A. Safonova, Yu.A. Punanov, L.S. Zubarovskaya, B.V. Afanasyev

Clinical and biological characteristics of neuroblastoma in adolescents and young adults.

Case study and literature FeView . .........coitiiniineineenneeneeeneeneseneenesnnsansannnns 13

E.K. Donyush, Z.A. Kondrashova, Yu.A. Polyaev, R.V. Garbuzov

Sirolimus for the treatment of vascular anomaliesinchildren ............... ... ... ... 22

M.A. Guseva, G.Ya. Tseitlin, E.V. Zhukovskaya, O.L. Lebed, A.G. Rumyantsev
The specifics of family losses in pediatric oncology and the dynamics of grief during
analytical psychotherapy in pediatric oncology patients who lost one or both parents ..................

O.1. Kit, D.Yu. Yurchenko, E.P. Ulyanova, D.V. Burtsev, S.A. Kuznetsov, A.B. Sagakyants,

E.M. Frantsiyants, G.A. Mkrtchyan, E.Ye. Pak, M.V. Starzhetskaya, A.l. Bespalova, O.P. Popovyan

ZEBI1 as an additional predictor of tumor progression in Ewing’s sarcoma.

Results of a morphological study on a population of children and adolescents ........................

LITERATURE REVIEWS

A.G. Rumyantsey
Coronavirus infection COVID-19. Scientific challenges
and possible ways to treat and prevent the disease ............ ..ottt ittt eanaann

D.B. Florinskiy, P.A. Zharkov
Rarebleeding disorders . . .........iuiitiiiiiiiiiiiiineeneteneenesontsnesnessncannsns

A.R. Volkova, Kh.M. Vakhitov, E.V. Kumirova
Children’s malignancies and their accounting: global and domestictrends ...........................

N.A. Batmanova, T.T. Valiev, K.1. Kirgizov, S.R. Varfolomeeva
Diagnosis and treatment of post-transfusion iron overload in pediatric hematology: literature review ......

G.Z. Seregin, A.V. Lifshits, T.T. Valiev
Targeted drugs in the treatment of acute myeloid leukemiainchildren ..............................

PRACTICAL QUESTIONS OF PEDIATRIC ONCOLOGY-HEMATOLOGY

E.B. Machneva, M.A. Bolokhonova, T.Z. Aliev, D.V. Shevtsov,

A.M. Suleymanova, N.V. Sidorova, E.A. Osmanov, K.1. Kirgizov

Thrombotic microangiopathy associated with hematopoietic stem cell transplantation:

general characteristics and an example from clinical practice .............. ... ...

1.0. Kostareva, E.B. Machneva, N.V. Sidorova, K.I. Kirgizov
Veno-occlusive liver disease after hematopoietic stem cell transplantation and
high-dose chemotherapy regimens. Literaturereview ..............cciiuiiiiiiiiiiiirnernncnness

Resolution of the Expert council on current issues in the treatment of patients with hemophilia A
with clotting factor VIII with prolonged half-life (INN — Efmoroctocogalfa) .......................



Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJOTUU 3 2020 I I.

CONTENTS

CLINICAL CASES

T.T. Valiev, E.V. Zakharova, O.A. Ignatenko, N.A. Batmanova,

E.V. Mikhailova, K.I. Kirgizov, S.R. Varfolomeeva

Differential diagnosis of pneumonia in pediatric patients with oncohematological disease

in condition of new coronavirus infection COVID-19 . .. ..... ... ittt i iennneeannn 104

E.I. Konopleva, D.V. Shevtsov, G.R. Kazaryan, A.M. Suleymanova, D.S. Abramov, D.G. Akhaladze,
A.P. Shcherbakov, A.E. Druy, E.V. Kazaryan, T.V. Shamanskaya, D.Yu. Kachanov, S.R. Varfolomeeva

Thymic carcinoma in a 2-year-old child: case description and literature review ...................... 112
L.1. Shats, B.V. Kondratiev, M. B. Belogurova
Nephrogenic rests and nephroblastomatosis: literature review and clinical reports ................... 119

L.A. Smirnova, D.Yu. Kachanov, A.P. Shcherbakov, D.G. Achaladze,

M.V. Teleshova, Yu.N. Likar, T.V. Shamanskaya

Atypical presentation of metastatic disease in patients with stage 4S neuroblastoma

of the observation group: description of the clinicalcase ............ .. ittt iinennns 125

1.G. Trukhanova, L.V. Krugova, Yu.G. Kutyreva
A clinical case of the successful use of recombinant activated
VII coagulation factor in a newborn with sepsis . .......... ..ottt ieneenneennnns 132

PAGE OF THE NURSE

C.E. Sullivan, M. Hans, T. Yakimkova, B. Ehrlich, V. Mishkova, A. Agulnik
Survey identifies need for subspecialized pediatric hematology/oncology

nursing education in nine Eurasiancountries .............. . 0 ittt it it ittt 138
N.G. Rotan

Features of nutritional support in pediatric patients during cytostatic therapy

and hematopoietic stem cell transplantation .......... ... ... 0 ittt 145

THOSE WHO ARE STRONGER THAN US
From edition . .......c.uiitiiiiiiiiiiineenennnnnneeeeeeeeoeeeeeeeeeeeeeeeennnnnnnnnns 148

Late effects of the organs of hearingand vision ........... ... . ... i it iiiininennnnn. 150

OUR HISTORY
Anniversary of A.F. Brovkina . . .......... ittt i i i it 157

OUR COMMUNITY - ACTIVITIES OF THE NATIONAL SOCIETY
OF PEDIATRIC HEMATOLOGISTS AND ONCOLOGISTS

XI Congress of oncologists and radiologists of the CISand Eurasia............................... 158
At the E.P. Glinka Republican Children’s Clinical Hospital

Department of Pediatric Oncology and Hematology opened in Grozny. . ................coivvin.n.. 158
Scientific and educational round table “Hemangiomasin children” ............................... 158

1



From edition

12

GCOVID-oHKonorus

COVID-19 nipouHo Bo1esa B Hamry XXu3Hb. Ho Kakux-Tto 8—9 MecsiieB Ha3zaa Mbl ¥ IIPEACTaBUTH cede
HE MOTJIM, KaK1UM TSDKEJIbIM OKaxkeTcsl OpeMsi, CBSI3aHHOE C pacIipocTpaHeHMeM MHpekuuu. B cBsa3u ¢ ee
OCOOCHHOCTSIMU U B pe3yJIbTaTe OTPaHMYMTEIbHBIX MEp OTHUMHU U3 HauOoJiee YSI3BUMBIX IPYIIIT 0Ka3aluCh
IIeTU, CTPamaroIe OHKOJOTMYECKUMU U TSKEJIBIMU T'eMaTOJIOTMYECKUMU 3a00JIeBAHUSIMU U MX CEMbBH,
a TakXkKe MEIULIMHCKUE PAaOOTHMKM, OKa3bIBAIOIIME MM ITOMOIIb. DTO MPOU3OIII0 HE TOJBKO M3-3a Iepe-
mpoGUIMPOBaHUS YIPEXKIESHUI, HO U 3HAYMMOTO U3MeHEeHMsT (hopMaTa pabOThl OCTABIINXCS: COKpAIllEHUE
YHCIa MAaHUITYJISILUI, CTPOTrMe Mepbl MH(PEKIIMOHHOIO KOHTPOJIsSI, 00si3aTeIbHOe TpeOOBaHUE TeCTUPOBa-
HUSI Ha BUPYC, 3alpeT Ha MOoCelIeHne OOJIbHBIX POACTBEHHUKAMU U IPYTHAE MEPHI.

OnHaKo OCHOBHBIM PUCKOM CTajiid Oapbephbl B IMATHOCTUKE U JICUCHUM JIETei CO 3JI0KaYeCTBEHHBI-
M1 HoBooOpazoBaHussMu (3HO), xorga He Bcerma ecTh BO3MOXHOCTh BOBpeMsI MOITACTh Ha 3Tall JeUeHUS
B OTJEJIEHUE 10 MECTY XKUTEJIbCTBA WK (penepanbHblii IeHTp. Ho, HecMOTps1 Ha Bce orpaHUYeHusI, CIyK0a
JIETCKOM OHKOJIOTMU 1 TreMaToJoruv Poccuu ¢ yecThio mpoliuia 3To UcibiTaHue. MHOTHE LIEHTPHI onepa-
TUBHO FOCIIUTAIM3UPOBAJIY MTAIIMEHTOB 0€3 TOIMOJHUTEIbHBIX OTPAaHUYECHUH, BHITIOJHSIIM TECTUPOBAHUE Ha
COVID-19 npu nocTyImieHU B yIpeKIeHue.

Oco06oii npobaemoii mpu nanaemMun COVID-19 sBisieTcss MEHEIKMEHT peCcypcoB B I€TCKOI OHKOJIO-
ruu 1 remaroioruu. Kak panroHaabHO HCIIOIb30BaTh MMEIOIIeecs 000pyI0BaHNE M MEIULIMHCKUI ITepCo-
HayI? DTOMY BOIIPOCY OBbUI MOCBSIIEH CIIeIMAaIbHbIN BRIMYCK PoccuiicKoro XypHajia JeTCKOI reMaTOJIOTUN
n onkoyorun (P2KJ1[110O), KOoTOpHIil TIpeacTaBII CBOEBPEMEHHBI OTBEeT Ha BhI30B MaHaemun COVID-19
mnsg peteir co 3HO. B creumanbHoM HOoMepe ObuT TipeactaBieH marepuan “The COVID-19 Pandemic:
A Rapid Global Response for Children With Cancer From SIOP, COG, SIOP-E, SIOP-PODC, IPSO,
PROS, CCI, and St. Jude Global” («ITangemusa COVID-19: cBoeBpeMeHHBIIT OTBET Ha BBI3OB MAaHIEMUN
IS eTeil co 37M0KadeCTBeHHBIMM HoBooOpaszoBaHusmu ot SIOP, COG, SIOP-E, SIOP-PODC, IPSO,
PROS, CCI u St. Jude Global»), kotopsrit onmyoaukosaH B nitojie 2020 1. B xxypHase Pediatric Blood Cancer.
B pamkax corpymHmuectBa HalmoHanbpHOro oOmiecTBa JETCKMX reMmaTtonoroB um oHkosoroB (HOII'O)
n St. Jude Children’s Research Hospital opuiinaasHo ObLIM pa3pellieHbl e TTepeBo U MyOoIuKalus Ha pyc-
ckoM s13pike. HOJIT'O coBMecTHO ¢ BpayaMHU-IeTCKUMU OHKoJIoramu U remarosoramu @I'BY «HauunoHanb-
HbII MEIMLIMHCKUI HCciefoBaTeabCKuit eHTp oHkosiorun uMeHu H.H. biaoxuna» MunznpaBa Poccun
OCYIIECTBIIIM TIEPEBOJI CTATbU U TTOATOTOBMIN crielnaabHbIN Beimyck P2K[110. Ha pycckom si3bIke JaHbl
pPeKOMEHIALIMY IO COOMIOACHUIO U MOAU(DUKAIINY PEXMMOB CIEHIMMUIECKON 1 COIMMPOBOIUTEIHLHON Tepa-
mmu B Tiepuod nangemun COVID-19.

Kpaiitne BaxHbIM siBujicsa Borpoc matoreHeza COVID-19 B koHrtekcre TeueHus 3HO y nereid.
Kaxk gerckmii opranuszm dopmupyet cucteMHblil orBeT Ha COVID-19 Ha hoHe MMMyHOCYIIpeccun, Kak
MMOBBIIIAETCS PUCK PAa3BUTHUS TSKEJIOTO pecrupaTopHOro cuHapoma? Ha 3ToT Bompoc oTBeyaeT 0030pHbIIt
matepuan akagemMuka PAH A.TI. PymgH1iieBa, onmy0JMKOBaHHBINM B JAHHOM HOMepe KypHaJia.

HewmanoBaxkHbIM sIBJIsIeTCs Bomipoc auddepeHunaabHoi guarnoctukn COVID-19 ¢ npyrumu cocto-
SIHUSIMU,, IOPAXKAIOIIMMU JIETKKE. DTOMY MOCBSIIIEHA CTaThsl, ONMCHIBAOIIAsI CEPUIO CITy4aeB, e IIPOBOIN-
Jach quddepeHInanbHas IMarHOoCTUKA y ITallMeHTOB IeTCKOro Bo3pacTa Ha ()OHE MMMYHOCYIIPECCUU.

Oco6oe mecto Bo Bpems manaemun COVID-19 3aHs1 nporecc oOMeHa HaydYHbIMU 3HaHUSIMU. MHO-
rve (popyMbl IPOLIJTA B OHNAWH-(opMaTe MM ObUTH TIepeHeceHbl Ha oceHb. OHIaiH-(GopMaT J1ajl HOBEIS
BO3MOXXHOCTH IS 0OOMeHa ONBITOM. Tak, B MIOJI€ COCTOSIICS KPYIJIbIA CTOJ IO IMArHOCTUKE W JICUCHUIO
TeMaHTHOM, KOTOPKII BBl MOKeTe TTocMoTpeTh Ha YouTube-kanane HOJIT'O. PerynsgpHo mpoxoasT TpaHc-
JISILIMY IIKOJIBI ITO AETCKOM OHKOJIOTUM M TeMaToioruu Ha [lepBoM MeaUIIMHCKOM KaHae.

Ho H1uTO He MOXeT OBITh LIEHHEE 3M0POBbs HAIIMX MNALIMEHTOB. M B 3TO TsIKeI0€ IJIs1 BCeX HAaC BpeMs
XOTHM CKa3aTh, YTO MPAKTUIECKN HU OJMH LIEHTP WK OTaesieHre B Poccuu He mpekpaTuiiv paboTy I10 IIpu-
eMy nanueHToB. Eciu rme-To ciiydaauch 3aTpyaHEHMSI, Ha ITOMOIIb IIPUXOIMIN CIICIUATIUCTBI U3 APYTUX
yupexxaeHuii. IMeHHO B TaKOI CJI0XHBINM MEPUOA MbI TOKA3aJau, YTO Mbl — €IMHOE M KOHCOJMINPOBAaHHOE
mpo¢eCcCuOHaIbHOE COODIIECTBO.

Pedarxuusa PK)[Tu0O

Poccuiickuil )xypHas ,Z[ETCKOIZ I'EMATOJIOTUNM u OHKOJIOTNU 2020 I I.
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OcobeHHOCMU KNUHUYECKOro meyeHud
u GuonoruyeckKux xapakmepucmux Helipo6nacmomol
Yy NOAPOCMKOB U MONOAbIX B3POCADIX.
OnucaHue cepuu KNUHUYECKuUX cnyyaes u o63op numepamypol

N.B. Ka3zannes, A.T'. T'esopran, T.B. IOxTa, I1.C. TonkyHoBa, A.B. Ko3:os,
JI.A. 3arunnena, M.C. TonenkoBa, O.!. bornanosa, A.H. IlIsenos, E.B. Mopo3oBa,

H.1I0. Hukonaes, C.A. Cadonosa, I0.A. Ilynanos, JI.C. 3ydaposckas,
Hayuno-uccaedosamenvckuii uHcmumym 0emcKoll OHK0A02UU, ceMamonoeuu u mparcnianmonoeuu um. P.M. lopoauesoii
DI'EOY BO «Ilepsviii Cankm-Ilemepbypeckuii 2ocyoapcmeeriblii Meduyunckuil ynusepcumem umenu akademura M. I1. Ilaerosa»
Mumnzopasa Poccuu; Poccus, 197022, Cankm-Ilemepbype, ya. Penmeena, 12

Konmaxmmuuvie oannvie: Hnvs Bukmoposuu Kazanyes Ilya Kazantsev@inbox.ru

Beeoenue. Heiipoonacmoma (HbB) naubonee uacmo éviaeasemcs y demell nepgovix 08yx nem Jcu3Hu. B danvheliuiem yacmoma 8viséaeHus
Hb 3nauumenvro menvute u auuts 6 1—2 % cayuaee HbB enepsvie 6vis61510m y nodpocmkos uau moaodsix e3pocavix. Kax npasuno, 3a6one-
6aHUe 6 SMOIL epynne NAyUeHmos XapaKkmepusyemcs paoom 0uos02u4ecKux 0cobeHHocmeil, 00ycA08AUBAIUUX 0AUMENbHOe UHO0AEHMHOe
meueHue U HeOAa2onpUsMHbLI NPoeHO3 3a00ae8anus. B danHoli cmamve npedcmasaen anaiuz cepuu Habarooenui nayuenmos ¢ Hb, komo-
pble Ha MOMeHm Nocmano8Ku duazro3a bviau 6 gozpacme cmapuie 10 1em.

Onucanue cepuu kaunuueckux cayuaes. B nepuod ¢ 2008 no 2019 e. 6 kaunuke HUU JIOIuT um. P.M. lopbauesoii noayuanru nevenue
unu Habaroodanucsy 11 nodpocmkoé u moa00dsix e3pocavix ¢ Hb ¢ meduaroii 6ospacma Ha momenm nocmanosku duaenoda 14 (10—28) aem.
Y 7u3 11 nayuenmog onyxonv 10Ka1U30841acCh 6 3a0HeM CPe0OCMeEHUU, 8 OCHAAbHBIX CAYHASX — 8 3A0PHUUHHOM npocmpancmee (n = 2),
manom mazy (n = 1), 6 I cayuae nepsuunblil ouae eviasums ne ydasocs. Y 10 uz 11 6oavHbix Habar00aracy nepeutHo-0UCCeEMUHUPOBAH-
Has ¢opma HB ¢ memacmamuueckum nopasicenuem aumpamuyeckux y3106 (n = 5), kocmei (n = 5), kocmHoeo mo3ea (n = 3), neuenu
(n = 1). Mopghonroeuueckoe u yumoeenemuueckoe UCCAe008AHUS BbINOAHAAUCL Y 6CEX NAUUEHMO8, 68 4 HabAOeHUsX 0ONOAHUMENb-
HO Npo8o0UAU MapeemHoe CeK8eHUPOBAaHUe NOMEHYUANbHO NAMOEHHbIX 2eH08. Bo écex cayuasx nposodunacs xumuomepanus coeaac-
HO peKOMeHOauUIM 0As 2PYRNbL 8bICOKO2O DUCKA U NPUMEHSAUCH Memoobl A0KAaAbHo20 KoHmpoas. Cemb nayueHmos 00nOAHUMENbHO
noayuusu mepanuto 2—3-ii aunuu. B 7 uz 11 nabarodenuil npu docmudiceHuu omeema binoAHeHA 8biCOKO003HAS NOAUXUMUOMEPANUs
¢ aymonoeu4Hoil mpaHcnAGHmayueil eeMono3mudeckux cmeonogvix kaemox (aymo-TICK). Tlpu pazeumuu nepguunoil peucmerm-

HOCMU, NpOepeccuposanuy uau peyuouge 3a601e6anusi OONOAHUMENbHO NPUMEHSAUCH MAPeeMHAs UAU UMMYHOMepanus, mepanus »
¢ memaiiodbensuneyanudunom. Y 6 60abHbIx MOposocuecKue XapaKkmepucmuKky OnyxXoau COOMEemcmeosanu HeduggepeHyuposan- -
noi HB, 6 5 cayuasx — eaneauoneiipooracmome. Onucannas cepus Habaro0eHuil XxapaKkmepusyemcs psoom 0co0eHHocmell, OMHOCAUUX- §
¢ Kk buonoeuneckum gpakmopam pucka. Amnaugurkayus eena MYCN He 6viseiena HU 6 00HOM U3 cAy4aes, no OAHHbIM YUMO2eHemu- >
YeCcK02o Uccaedosanus onpedeasinucy caedyrwujue nosomku: +2 (n = 2), dellp (n = 1), gl7q (n = 1). YV ecex 4 nauuenmos, komopwim -
BbINOAHANOCH MAPeeMHOe CeKBEHUPOBAHUE, BblA8AeHbl NOMEeHUUArbHo namoeerHvle mymauuu: ATRX (y 2 6oavhbix 6 6ospacme 19 u 28 E
Aem Ha MomeHm nocmanoexu ouaernosa), TP53 u PIK3CA, FBXW7. B 9 uz 11 cayuaes 3aghukcuposano nepsuuHo-pe3ucmeHmuoe me- =
yeHue 3a0601e6anUs, 6 7 HAOAHO0eHUsX omeem docmueHym Ha oHe 2-ii u nocaedyrouux aunui mepanuu. B 2 cayuasx 3aguxcuposan §

noaHbll omeem npu 0o6asaeHUU K cxeme AedeHus mapeemuoil mepanuu, ¢ 3 — oaumenvholil (16—32 mec) omeem na ummyHomepanuro.
Y 6 uz 7 nayuenmos, noayuuswiux aymo-TICK, 6 npedesax eoda paszeuics peyuodus 3abonesanus. B nacmoswuii momenm dycuevt 6 u3
11 nayuenmos. B 2 caymasx coxpansemcs noanwiii omeem no dannvim cyunmuepaguu ¢ '*I-MHBT, npodosxcaiouuiics 86 u 14 mec
nocae 3a6epuieHus mepanuu COOMEemcmeeHHo.

Buieodvi. Ocobennocmu 6uonoeuueckux xapakmepucmuk HB y nodpocmkoé u moao0wvix 83pocavix 00ycao081uearom OAumenbHoe UHO0AeHM -
Hoe meueHue 3a601e6aHUSL C BbICOKUM PUCKOM Peyuousa. Yaumoi8as 8blCOKYH YACMOMY pa3eumus XUmUuopesucmeHmHoCmu 6 3moti epynne
U 3HAUUMENbHOE YUCAO PeyUOUB08 NOCAe 3a8epuleHUs CMAHOAPMHOU mepanuu 045 epynnbl 8bICOK020 PUCKA, 8 UX AeHeHUuU 60AbULYI0 POLb
MO2Ym Uepams mapeemuas U UMMYHOMepanus.

Karouegvie caosa: Heﬁpoﬁﬂacmoma, no@pocmzcu u Mmonodvle e3pocasle, 8bICOK0003HAS noauxumuomepanus, mapeemdas mepanus,
UMMYHOmepanusi

Jas yumuposanus: Kazanyee U.B., lesopean A.I., FOxma T.B., Toakynosea I1.C., Kozioe A.B., 3éseunyesa /. A., Tosenkoea M.C.,
boeoanosa O.U., Illseyoe A.H., Mopo3oea E.B., Huxonaes U.I0., Caghonosa C.A., Ilynanos F0.A., 3yoaposckas JI.C., Agpanacveé b.B.
Ocobennocmu KAUHUHECK020 meueHust U OU0A0UHeCKUX XapaKmepucmux Helipooaacmomst y no0pocmKos u moaodsix e3pocavix. Onucanue
cepuu KAUHU4eckKux cayuaes u 003op aumepamypul. Poccuiickuii acypran demckoii eemamonoeuu u onxonoeuu 2020;7(3):13—21.
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Clinical and biological characteristics of neuroblastoma in adolescents and young adults. Case study and literature review

LV. Kazantsev, A.G. Gevorgyan, T.V. Yukhta, P.S. Tolkunova, A.V. Kozlov, D.A. Zvyagintseva,
M.S. Golenkova, O.1. Bogdanova, A.N. Shvetsov, E.V. Morozova, 1. Yu. Nikolaey,

S.A. Safonova, Yu.A. Punanov, L.S. Zubarovskaya, B.V. Afanasyev

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

Introduction. Neuroblastoma (NB) is the most common extracranial solid tumor in infants, but it is more rarely found in older children.
Only 1-2 % of cases are registered in adolescents and young adults. The long-term prognosis in these patients is highly unfavorable due
to indolent clinical course formed by peculiar biological characteristics of tumors. We publish a case study of 11 patients with NB older than
10 years at the time of diagnosis.

Case series description. In 2008 to 2020 a total of 11 adolescent and young adults patients with median age of 14 (10—28) years were
treated in Raisa Gorbacheva Memorial Research Institute of Children Oncology, Hematology and Transplantation, First Paviov State
Medical University of St. Petersburg. Seven of 11 patients had mediastinal neuroblastoma, in other cases the primary lesion was abdominal
(n =2), pelvic (n = 1), and in one case no primary lesion was defined. Ten of 11 patients had primary disseminated disease with lymph nodes
(n=15), bone (n =15), bone marrow (n = 3), or hepatic (n = 1) metastases. Tumor morphology and cytogenetics were assessed in all patients,
in 4 cases additional targeted sequencing of potentially pathogenic genes was performed. All patients received chemotherapy and local control
measures according to high-risk NB guidelines, in 7 of 11 cases additional chemotherapy regimens were used. Seven of 11 patients also
received dose-intensive consolidation with autologous hemopoietic stem cell transplantation (auto-HSCT). In case of primary resistance
MIBG-therapy, targeted or immunotherapy were used. In 6 cases tumor morphology corresponded to undifferentiated neuroblastoma, in
5 cases to ganglioneuroblastoma. Although all cases were high-risk, they mostly lacked high-risk biological features seen in younger patients.
None had MYCN amplification, the cytogenetic assay yielded the following aberrations: +2 (n = 2), dellp (n = 1), g17q (n = 1). All patients,
in whom the targeted sequencing was performed had pathogenic mutations: ATRX (in two patients 19 and 28 years at diagnosis), TP53 and
PIK3CA, FBXW7. Nine of 11 patients had primary resistant disease, in 7 cases response was obtained on second or subsequent therapy lines.
Two patients responded two chemo- and targeted therapy combination, in 3 cases mono- or combined immunotherapy yielded prolonged
(16—32 months) response. Six of 7 auto- HSCT recipients developed a relapse. 6 out of 11 patients are currently alive. In 2 cases, a complete
response is maintained according to scintigraphy with '>I-MIBG, lasting 86 and 14 months after completion of therapy.

Conclusions. NB is biologically different in adolescents and young adults. It is characterized by indolent clinical course with very high risk
of late relapse. As most patients in this group are chemoresistant, the standard dose-intensive tactics may be less effective and perhaps more
attention should be given to targeted and immunotherapy-based approaches.
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

Beenenne

Heiipoodnacroma (HB) — camas gyacrtas skcTpakpaHu-
aJIbHasl COJIMIHAS OIyXOJIb y AeTeil B Bo3pacTe 10 1 rona,
B daibHelimmeMm vyacrota HB B 3HauuTenbHOI crenmeHM
cHmxkaetrcs [1, 2]. Jloas mauueHTOB cTaplle 5 JieT Ha
MOMEHT MOCTaHOBKU IMarHo3a cocTaBisieT okono 10 %
U UL B 2—2,5 % omyXoJib BIEPBbIE BHISBISICTCS B BO3-
pacre ctapure 10 net [1]. HecmoTpst Ha TO, 4TO B paMKax
KPYITHBIX MEXIYHApOIHBIX KOTOPT ITPOTHOCTUYECKU
3HAYMMBIM CTaJI0 TOJbKO ITOPOroBOe 3HaUeHUe B 18 Mecsi-
ueB [1, 3], KoTopoe MCIONb3yeTCs MpU CTpaTUUKAITN
MallMeHTOB, IS OOJBHBIX C MEPBUYHO-IUCCEMUHMUPO-
BaHHbIMU (hopmamu HbB Bo3pacT crapiiie 5 neT BeICTyITaeT
B KauecTBe HE3aBMCHMMOTO HEOJIarornpusITHOIO IPOTHO-
ctuyeckoro ¢gakropa [4]. ITo Mepe yBennueHUs Bo3pacTa
MPOTHO3 3a00JIeBaHUS MPOJOJIKAET YXyALIaThes [2], 4TO
CTAHOBUTCS ellle 0ojiee 3aMETHBIM MPU aHAJIU3€ JOJIO-
cpouHbIX pe3yasraToB [1]. Kpome Toro, HecMoTps Ha
MaJIOYUCJICHHOCTD TPYII MTOAPOCTOB U MOJIOABIX B3POC-
aeix ¢ HB, oHM BHOCIT mOCTaTOYHO 3aMETHBIN BKJIAJ
B OOIIYI0O CTPYKTYpPYy CMEPTHOCTH OT 3a00JIeBaHUS, UTO
TakXKe OTpaxkaeT YXyIILIeHHe MPOrHo3a ¢ Bo3pacToM [5].
HecMoTpsi Ha 3HAYMTEIbHO MEHEe YacToe BBISIBICHUE
ouosiornyeckux (akTopoB pUCKa B CTaApIINX BO3PACTHBIX
IpyIIiax, MHOTHE U3 3TUX MALIMEHTOB OTHOCSTCS K TPYIIIe
BBICOKOTO pucKa, IIpU4YeM B OOJILIIMHCTBE CllyyaeB 3a00-
JIEBAHUE XapaKTEPU3YETCS MHAOJIEHTHBIM KIMHUYECKUM
TEYECHUEM U CKJIOHHOCTBIO K Pa3BUTHUIO IMMO3MHUX PEIIUIN-
BOB [1, 6] B cuj1y BiusiHUSI OMOJIOTMYECKUX MEXaHU3MOB,
KOTOpBIE CPAaBHUTEIBHO PEIKO UTPAIOT POJIb B Pa3BUTUU
HB y neteit muaniero Bo3pacta [7]. YUuTsiBasi MaJoquC-
JICHHOCTb OITMCAaHHBIX KOropT nauueHToB ¢ Hb mompoct-
koBoro [1, 6] u B3pocoro [8] Bo3pacTa, 1T HUX OTCYT-
CTBYeT OTAEIbHBIN €NMHBINA MOAXO K Tepariii HECMOTPS
Ha TO, YTO MPUHIIUILI JEYCHHUS, UCTIOJIb3yeMble Y Tall-
€HTOB MJIAJIIIETO BO3pacTa, B TOM YUCJIE TO30MHTEHCUB-
Has KOHCOJUJalus, y Hux MeHee 3(p(ekTuBHHI [ 1, §].

HecMoTtpst Ha HaTMYKMe KOCBEHHBIX JAaHHBIX O BO3MOX-
HOM 3(P(HEKTUBHOCTU METOIOB JIEUEHUSI, OCHOBAHHBIX Ha
NpUMEHEeHUM MMMyHoTepanuu [8], mokasatenbHas Oa3a
IIJIST X IPUMEHEHMSI TTI0Ka B IOCTaTOYHOI Mepe He cop-
MHUpOBaHa. DTO CBSI3aHO C TEM, UTO ONYyOJMKOBAHHbBIE
JIaHHbIE HALIMOHAJIBHBIX [6] 1 MexXkayHapoaHbIX [ 1] uccie-
JIOBaHUM OMUCHIBAIOT KOTOPTHI MAIMEHTOB, OOJBIIMH-
CTBO M3 KOTOPBIX Moyydanu jedeHue B 1990-x u Havane
2000-x romoB, Korga MeTOIbl MMMYHOTEpAIlMU clie He
yCHenu TOJIYYUTh IIMPOKOE pacIipocTpaHeHue. TeM He
MeHee OCTaeTcsl MOTPEeOHOCTh B 3(DOEKTUBHBIX METOIAX
JICYSHUS JUTSI TAlIMeHTOB CTapIliero Bo3pacTa.

B paMkax 1aHHOTO PETPOCIIEKTUBHOTO UCCICIOBAHUS
MBI paccMaTpuBaeM KIMHMYECKME U OMOJOTMYECKME
XapaKTepUCTUKHU OITyXOJiel, OTBET Ha Tepaluio y IOj-
POCTKOB 1 MOJIOABIX B3pocibix ¢ HB, monyuaBimmx jgeye-
nue B HUU JOIuT um. P.M. TopbaueBoii.

Onucanune cepuy KIMHUYECKHX CIIyYaen

B naHHYyI0 peTpOCHEKTUBHYIO KOTOPTY BKJIIOYEHBI
MalUeHThI, Y KOTOpbIX nuarHo3 HB Obul ycTaHOBJIEH
B IOAPOCTKOBOM WJIM B3pocioM Bo3pacre. CorjacHo

KputepusM BceMupHoit opraHu3aium 3apaBoOXpaHeHUs
(BO3), moapoctkoBbIii Bo3pacT — 310 10—19 net. Menu-
aHa CpoKa HaOJIIOIeHUSI ¢ MOMEHTA MOCTAHOBKU JMAarHO-
3a paBHsutach 46 (8—92) mec. Beero B nepuon ¢ 2008 o
2019 r. B xuauke HUM JOIuT um. P.M. TopbaueBoii
nosyyanu yiedeHue 217 mamumenros ¢ HB, 11 (1,9 %) u3
KOTOpbiX ObUIM cTapiie 10 jeT Ha MOMEHT MOCTaHOBKM
nuarHo3a. MenuaHa BO3pacTa Ha MOMEHT ITOCTaHOBKU
nuarHosa coctaBuia 14 (10—28) met. B 9 u3 11 ciayyaes
HBb 6buta BhIsIBIEHA B TTOAPOCTKOBOM BO3pacTe (Tadiu-
1a). B 6onbimmHcTBe (7 13 11) HaOMOAeHUI TIEPBUYHBIN
ovar mopaxkeHus JIOKaIM30BaJICs B 3aIHEM CPEIOCTEHUH,
B OCTaJIbHBIX CJIy4asiX — B 3a0pIOIIMHHOM MPOCTPAHCTBE
(n =2), manom Tazy (n = 1), B 1 ciiyyae nmepBUYHBINA o4ar
He ObL1 ycTtaHoBJeH. ¥ 10 u3 11 mauueHTOB HAa MOMEHT
TMOCTAaHOBKY AMAarHo3a BBISIBIICHBI OTIAJICHHBIE METacTa-
3bl B InMdaTtuyeckue y3iael (JIY) (n = 5), koctu (n = 5),
KOCTHBII MO3r (1 = 3), meyeHb (n = 1).

B 6 ciyyasgx Mopdosiornyeckue XapakKTepUCTUKHU
OITyXOJM COOTBETCTBOBAIM HemudbhepeHIIMPOBaHHOM
HBb, B 5 HaOmoneHUsIX — raHIIMOHelipobaacToMe. Y Bcex
MaleHTOB BBIMOJHSINCH IUTOTCHETUYECKHE U MOJIEKY-
JIIPHO-OMOJIOTMYECKHUE UCCAeAOBaHMS. AMILTU(UKAIIAS
MYCN, dellq, dell1g23 He ObUIM BBHISIBICHBI HU B OJHOM
ciaydae. I1o JaHHBIM LIUTOTE€HETUYECKOTO MCCICIOBAHUS
OOHapyXeHBl CJICOyIOIIMe XPOMOCOMHBIC abeppalvu:
+2 (n=2),del Ip (n =1), gl7q (n = 1). JlonIOTHUTETLHO
B 6 u3 11 ciiyyaeB Onpeae/siiuch MEPeCTPOMKA U U3Me-
HeHue yucia konuii reHa ALK metonom FISH (n = 6),
B 6 HaOMIOACHUSIX BBINOJIHSUIOCh CEKBEHUPOBaHUE T'eHa
ALK. Hu B omHOM HaOMIOACHUM aMIUIMGMUKALNUSI WA
MyTallys TeHa, KOTOPbIe MOIJIA OBl MMOCTYKUTh MUIIICHBIO
Tepanuu, BhIIBICHBI He ObUIK. Y 4 TalMeHTOB B JJabopa-
Topun MosiekyJisipHoit oHkosiornu PI'BY «Haumonans-
HbIA MEAULIMHCKMIA UCCIEA0BATENbCKUI LEHTP AETCKOM
reMaToJIOTUH, OHKOJIOTUM ¥ UMMYHOJIOTUM UMeHU JIMu-
Tpusi PoraueBa» Mumn3snpaBa Poccum momoaHUTEILHO
BBITIOJIHEHO TapreTHoe CekKBeHupoBaHue. Mcmomb3o-
BaHa IIaHeJb <«I€HETMYeCKasl XapaKTepUCTHUKA IETCKUX
COJIMIHBIX oIyxouyieii». Bo Bcex 4 ciydasiX BbISIBICHbI
MaTOreHHbIe U IIOTEHIIMAJIbHO IIaTOTeHHBIE MYyTallMH.
¥ 2 nauuenToB (Bo3pact — 19 u 28 1eT Ha MOMEHT MocTa-
HOBKU I1arHO3a) BbISIBIIeHBI MyTauuu ATRX, B omHOM U3
9TUX CJIydaeB 3aperuCTPUPOBAH Psii JOIOJTHUTEIbHBIX
myTtaumii, y 1 6ombHoro — myrtauum TP53 n PIK3CA
ny 1 — onpeneneHa myrauus FBXW7 (cMm. Tadauiy).

Bce maumeHTBI KpoMe OJJHOTO MCXOMHO CTpaTU(ULIM-
pOBaHBI B TPYIINY BBICOKOTO pHMCKa B CHJIY BO3pacTa Ha
MOMEHT 3a00JIeBaHUSI M BBISIBJICHMUSI METAaCTaTUYECKOTO
MopakeHUsT Ha MOMEHT ITOCTAaHOBKHM auarHo3a. OauH
OOJILHOI1 C TOKATM30BaHHOI OITyXOJIBIO TTOJTyYaJl JIieueHre
COIJITaCHO PeKOMEHAALIMSIM IIJIsT TPYIIIbLI CPEIHErO pUcKa.
VYV 10 u3 11 maureHTOB HEe HAOJIIOIAI0Ch MOJHOTO OTBETa
Ha nomuxumuotepanuio (ITXT) 1-it nuaun. B 1 ciygae
He OBLIO BO3MOXHOCTU OLIEHUTH 3(P(EeKT JIeKapCTBEH-
HOI Tepanuu (paauKaibHas pe3eKlusi TEePBUYHOIO
ouara). B 4 HaOMIOAEHUSIX TOCTUTHYT OTBET Ha TEePAIUIO
2-i1 nuauu. B 1 ciyyae oTMe4eHO KpaTKOBPEMEHHOE
cokpalleHne odobeMa omyxonu Oosiee yeM Ha 80 % Ha
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

¢doHe KomOuHUpoBaHHOM XT M TapreTHOM Tepanuu (cxe-
ma RIST). ¥V 2 nanueHToB HabJI01aI0Ch MPOTPECCUPO-
BaHue 3a00JeBaHMsI Ha (poHe 2-ii U 3-1 IMHUIT Tepaliuu.
B ocTanbHBIX Cilydasix UCIIOJIb30BAIUCh MEPHI JIOKAIbHO-
IO KOHTPOJIs.

¥ 5 u3 11 naiumeHToB BhINIOJHEeHA BhIcoKogo3Hast [TXT
(BAITXT) ¢ ayroornyHoi TpaHCIUIAaHTaLUMEH TeMOII03-
TUYEeCKNX CTBONOBBIX KieToK (ayTo-TI'CK). B 2 ciayyasx
BAITXT c¢ ayro-TI'CK mpoBomunach npu 1-M peuumm-
Be 3aboyieBaHus. ¥ 1 maumeHTa B 1-il TMHUM Tepanuu
BoeimosiHeHa ayuto-TI'CK oT ramionaeHTUYHOTo JOHOpA.
B 4 nHabnmiomeHUsIX — panMKalbHas pe3eKIvs MepBUY-
HOro ovara nopaxeHus. B 3Toit moarpymniie JIoKaJbHBI
peLMINB pa3BUIICS TOJIBKO B 1 cirydae yepe3 24 Mec mocie
XUPYPrUYECKOro JieueHus. Y 4 OOJIbHBIX BBIIIOJTHEHUE
pamMKajabHOM oOIlepallid ObLIO HEBO3MOXHO B CBSI3U
C OCOOEHHOCTSIMU JIOKAJIM3allMM OIMyXOJu (TapaBepTe-
OpaJIbHO ¢ IpopacTaHUEM B CIIMHHOMO3TOBOI KaHa).
B 2 cayyasgx IONOMHUTENHHO IIPOBOIMIACH JIOKATbHAS
aydyeBast Tepanus (JIT) B cymmapHOil o4aroBoil mgo3e
(COM) 24 u 36 Ip. Ilocae yacTUYHOTO yAAJIEHUS OIyXO-
M BO Bcex 4 HabmoaeHusX 3apUKCUPOBAH JTOKAJIbHBIM
peunnuB 3aboneBanus. [1pu aTom nocie nposeneHust JIT
JIOKQJILHBIN peluanB pa3Bwicsa dyepes 11 u 33 Mec, npu
orcyrctBum JIT nokanbHOE TTporpeccupoBaHue 3a00JeBa-
HMe HaOJII0AaI0Ch B CPOK 2 U 6 Mec IOCIIe 3aBeplIeHMS
tepanuu. B 3 ciydasix y mauueHTOB € MEPBUYHO-PE3U-
CTCHTHBIM TE€YEeHMEM 3a00JIeBaHUSI XUPYPrUuecKoe Jieue-
HUe He npoBoauiock. B 1 — 3adukcnpoBaHa ctabuimsa-
uus B TeyeHue 11 mec nmocie nposeaeHust JIT B COJ 36 Ip.

Y 6 u3 7 mauMeHToB, AOCTUTLINX YAaCTUYHOIO WJIU
noysiHoro orBeta U noayunBmux BJTTXT ¢ ayro-TI'CK,
B CPOKM OT 8 10 33 Mec mocJie 3aBeplleHUs Tepalii pas-
BWICS JTJOKaJIbHBIN (1 = 2) WU CUCTEMHBIN (1 = 4) peru-
nuB 3a0ojeBaHus. Bce OoJIbHBIE MOMyYanau CUCTEMHYIO
Tepanuio 2-ii u 3-it nuHUK. Y 3 MauueHTOB IPUMEHSIIaCh
KoMmOuHupoBaHHasg XT u TapreTHas Teparusl 10 cXeMe
RIST ¢ makcuManbHBIM KITMHUYECKUM 3P GEKTOM B BUIE
crabunuzanuu 3aboneBanus B TeueHue 21 mec. B 1 ciy-
yae ucrosb3oBana MU BI-Tepanusi, Ha doHE KOTOPOIi
JIOCTUTHYT YaCTUYHBII 0TBeT. [IOBTOpHOE XMpPypruyeckoe
JiedeHue mpuMeHsioch y 3 u mosropHas JIT — y 5 manu-
eHTOB. Bo Bcex ciydasix pa3BUIIOCH JIOKAJIbHOE IIPOIPec-
cupoBaHKe 3a00jieBaHMSI B CPOK OT 2 10 6 Mec mociie
3aBepuieHuss Tepanuu. MUKT npumeHssimce B Buie
MOHOTepanuu B 2 HabmoaeHusX. B ogHOM M3 HUX yna-
JIOCh TOOMThCS IUTEbHOrO (16 Mec) OTBeTa 110 TaHHBIM
cumHturpadun ¢ 'ZI-MUBT 1 Mo3UTPOHHO-3MUCCHOH-
Hoit tomorpaduun (ITDT) ¢ "F-dhTopae30KCUIIOK030ii
y IalMeHTa CO 3HAYUTEJIbHBIM OOBEMOM MOpaXKeHUs.
B 1 cinyyae ymajioch MOJyYUTh YaCTMUYHBIA OTBET IIPU
nucronbp3oBanuu komouHaunu MUKT ¢ XT. B npyrom
Haobmonenuu tepanusi MUKT npoBoaunack mocie auio-
TI'CK B komOuHaLuu ¢ antutenamMu Kk GD2 y mauueHTa
C MEePBUYHO-PE3UCTEHTHBIM TeyeHUeM 3a0ojeBaHusa. Ha
(¢oHEe KOMOMHUPOBAHHOM Teparuu ObUT JOCTUTHYT OTBET
no naHHbIM cuuHTHrpaduu ¢ 'ZI-MUBT u 19T, Drot
cllydail yxe Obul ommcaH paHee [9]. JIByM mainueHTam
C peuuauBOM 3a0o0jieBaHMsI B KayeCTBE KOHCOJIMAALIMU

BoinosiHeHa ajuto-TI'CK oT rarmionaeHTUYHOro JOHOpA.
[Tpu 3TOM y OIHOTrO M3 HUX HAOIIOZACTCS TIPOTPECCUPO-
BaHue 3a00JIeBaHMs Yepe3 8 Mec IOC/Ie TPaHCIUIAHTALIMN,
a BTOPOIi 00JIbHOI YyMep OT MH(PEKIIMOHHBIX OCTOKHEHUIA
B paHHEM ITOCTTPAHCIUIAHTALIMOHHOM IEePUOJIE.

B Hacrosmuii MOMEHT uBbI 6 u3 11 malUeHTOB.
B2 ciyyasix coxpaHsieTCsl OJHbII OTBET I10 JAHHBIM CLIMH-
turpaduu ¢ 'BI-MUBT, nponomxatoumiics 86 u 14 mec
I1OCJIe 3aBEPILICHUS TePaIIUu.

Oo6cyxnenne

VYV noapoctkoB U MoJjioabix B3pocabix Hb BcTpeuaer-
cs KpaiiHe peako. [1o maHHBIM eBPONEHCKUX PETUCTPOB,
J10JIs TIALIMEHTOB ITOIPOCTKOBOTO BO3pacTa KOJIeOIeTCs OT
1 1o 2,5 % [2], a HaubGosbias rpymnmna u3 200 60JbHBIX
onucaHa B pamKax Koropthl Intentional Neuroblastoma
Risk Group (INRG) Project [1], B KOoTOpoii 10151 mMalleH-
ToB B Bo3pacte ot 10 stet 1o 21 roga cocraBuia 2,3 %. Dta
4acTOTa COBIIaAAeT C HAILIMM OIIbITOM, COIJIACHO KOTOPOMY
HB BriepBbie BoisiBieHa B Bo3pacte crapire 10 1ety 1,9 %
nauueHToB. OOBIYHO B CUJYy CBOEH MaIOUYMCIEHHOCTH
JMaHHasl BO3pacTHasl TpyIlna HE YYUTHIBACTCS IPU CTpa-
TUGhUKAIUY TTAIIMEHTOB Ha TPYIILI pucKa. TeM He MeHee
CYIIECTBYIOT JaHHBIC, MO3BOJISIONINE CIEJaTh BBIBOIBI
0 HAJIMYMU CYLIECTBEHHBIX 0COOEHHOCTEM KIMHUYECKOTIO
TEYEHUSI U OMOJIOrMYECKUX (aKTOPOB PUCKA, KOTOPbIE
COIIPSKEHBI ¢ OOJIbIIEH YAaCTOTOM pa3sBUTHUSI PELIMINBOB
110 CPaBHEHUIO C APYTMMU BO3pacTHbIMU rpymnmnamu. Cre-
IyeT OTMETUTh, YTO 3TO B MEHbBIIEH CTEMeHU KacaeTcs
OOJILHBIX C JIOKAJU30BaHHBIMU (popMamu 3abosieBaHUs,
KOTOpPBIE BCTPEYAIOTCS Y TIOAPOCTKOB CPABHUTEIBHO Pell-
Ko (26 % B xoropte INRG) [1]. Tak, o ganusiM INRG
IUIS TALIMEHTOB ¢ 1-1 u 2-# cragusmu 1o International
Neuroblastoma Staging System (INSS) 5-nernue 6ecco-
onituitHas (BCB) u obmias (OB) BeDKMBaeMOCTh cOCTa-
Bt 74 £ 9 % u 91 £ 5 % coorBercTBeHHO. B onucaH-
HOI HaMM TPYIIIe TOJIbKO y 1 13 11 maureHTOB UCXOIHO
BbIsSIBJICHA JIOKAJIM30BaHHAas1 OIyX0Jib. Bo BceX oCTalbHBIX
clydasiX HaOIIomajcsi MCXOOHO JIUMCCEMUHMPOBAHHBIM
BapuaHT nopaxeHus. [IporHo3 y Takux 00JIbHBIX B paM-
Kax OINMCAaHHBIX KOrOpT 3HAYUTENbHO Xxyxe. Hecmorps
Ha To, 4yTo B pamkax koropthl INRG B rpymnrie nmauueHToB
C TIEePBUYHO-IUCCEMUHUPOBAHHBIMU (hopMaMu 3aboJie-
Banus, nonyunBiux BIIIXT c aytro-TI'CK (33 u3 92),
5-nerusass BCB u OB cocraBumm 20 + 6 % u 37 £ 13 %
COOTBETCTBEHHO, CJIEAyeT OTMETUTh TOT (hakT, 4yTo 59 u3
92 6onpHbIX He Toayunan TT'CK, BeposiTHee Bcero 1o mpu-
YUHE MNePBUYHO-PE3UCTEHTHOIO TEYeHUsI 3a00JIeBaHUSI.
B a10i1 rpynie 5-nernue BCB 1 OB cocrasuim 7 £ 4 %
n 18 £ 6 % coorBercTBeHHO. KpoMe Toro, B 00111€# TpyIIe
peuunuenToB ayto-TI'CK 10-netHue BCB u OB He npe-
BoialoT 3+ 3 % u 5+ 5 % cOOTBETCTBEHHO, YTO TOBOPUT
0 3HAYUTETHLHOM YKCJIE TTO3IHUX PELIMANBOB 3a00J1¢BaHUS
M TI03BOJISIET TTOCTaBUTh 1104, COMHEeHUEe 3(POEKTUBHOCTD
JIO30MHTEHCUBHOM KOHCOJUIALMU B JTaAHHOM BO3PACTHOM
rpynme. B omucaHHOII HaMM TpyIlie MallMEHTOB OTBET
nocae BAITXT c ayto-TI'CK coxpaHsieTcst TOJBKO B 1 U3
7 cnyvaeB. bonee paHHMIT aHAU3 JAHHBIX UTAJTbIHCKOTO
peructpa nauueHToB ¢ HB, B KOTOpHIii OBLIM BKIIIOYE-

202011N



Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

HbI 53 mauuenTa B Bo3pacte ot 10 go 18 jer [6], Takxke
(bukcupyer TEHAECHLIMIO K Pa3BUTUIO ITO3IHKUX PELUIMBOB
U MHIOJCHTHOMY TE€UCHUIO 3a00JieBaHUs, TIPU KOTOPOM
JIOJITOCPOYHbIE PE3YJIBTaThl JICYCHUSI 3HAYUTEIIBHO XYyXKeE.
OrnucaHHble HaMU OOJIbHBIE TakKe B OOJIBIIMHCTBE CIIy-
YyaeB XapaKTePU30BaJIMCh IUIOXUM OTBETOM Ha TEPaIluIo
1-i1 tuaun. B xoroprax B3pociblx mauueHToB [8, 10]
MOJIYEPKUBAJIACh BaXXHOCTb 3((HEKTUBHOIO JIOKAJIHLHOTO
KOHTPOJIS, YTO COOTBETCTBYET HAIEMY OIIbITY, COIJIACHO
KOTOPOMY PaauKaIbHOCTh XMPYPTAYECKOTO JICUCHUS
WUrpaeT peliarollylo pojib B IPEeIOTBPAllleHU MECTHOIO
peunnnBa 3adoseBaHus, a Metoasl JIT He meMoHCTpUpPY-
0T 10CTaTOYHOI 3(P(HEKTUBHOCTH.

Hauunasg ¢ 5-71eTHero Bo3pacta, B KPYIHBIX KOTOP-
Tax namnueHToB ¢ Hb craHoBUTCS 3aMeTHBIM M3MEHEHUE
crnekTpa ouojornyeckux pakropon pucka [1, 3]. Hecmo-
TpPsI HA COXpaHEeHUE 3HAYMTEIbHOIO Yncia O0IbHBIX IPYII-
IIbl BLICOKOTO PUCKA U YXYAIICHUE PE3yJIbTaTOB JCUCHMS
110 Mepe YBeJIMYeHUs BO3pacTa Ha MOMEHT auarHosa [4],
y TaKUX MAlMEHTOB KpaiiHe PeAKO BBISIBJISIIOTCS MHOIUE
ouosiornyeckue akTopbl HEOIATOMPUITHOTO TTPOrHO3a,
HCIIOJIb3yeMbIe B HACTOsIIIIEE BpeMsl IIpK cTpaTUUKALIMU
Ha TPYIIIBI PUCKa, B MEPBYIO ouepelb aMILIM(UKALIM
rena MYCN. Tak, B koropre INRG [1] ammimduka-
uust MYCN BoisiBieHa y 14 (9 %) mauumeHTOB cTapiie
10 jeT, a B ONMCAaHHOI HAMU TPYIIIE OHA He BbISIBJICHA HU
B OIHOM ciiy4yae. BeposiTHee Bcero, y oapoCTKOB M MOJIO-
nbIX B3pocabix ¢ Hb knmnHnyeckoe TeyeHue 3a00neBaHUsA
ornpeesieTcs: ApyruMu OUOJIOTUYECKUMU MEXaHU3MaMMU,
CBSI3aHHBIMU C QJIBTEPHATUBHBIMU IYTSIMM YIUIMHEHMS
TeJIOMEp, B OCHOBE KOTOPHBIX JIexKaT NoTeps (PYyHKILIMKY T'eHa
ATRX u peapamkupoBku hTERT [7, 11] (pucyHoK). 31O
Ke MOXET OOBSICHITh CPAaBHUTEJIbHO BBICOKYIO 4acTOTY

XPOMOCOMHBIX abeppalinii ¢ BoBjaeueHueM 11q y manueH-
ToB ctapiie 10 jet, BcTpevatonrytocs, mo gaHHbIM INRG,
B 33 % caydaeB [1]. BoBineueHue peruona 11q vacto
accolMMpoBaHoO ¢ MyTalusiMu reHa ATRX, 1 B cuily maTo-
reHe3a 3a0oJieBaHMSI 3TU MYTallMM OOBIYHO MCKITIOYAIOT
OJHOBpPEMEHHOe BbIsIBIIeHUe amIupukanuu MYCN
[12]. Tlpu BBIMOMHEHWM TApPTreTHOTO CEKBEHUPOBAHUS
B OIMMCAHHOW HAMU TpyIIe B 2 U3 4 cIydyaeB ObLIU BBISIB-
neHbl myTauuu ATRX. HecMoTpst Ha TO, 4TO MOAPOCTKHU
u MoJioasie B3pociabie ¢ Hb sBnsiorcss Hanboiee sipKoit
WIocTpanein  B3auMocBsisu M YCN-He3aBUCHMOTO
naToreHe3a 3a00J1eBaHsI 1 0COOEHHOCTE ! KIIMHNYECKOTO
TEYEHMSI, JOJIsSI TAKUX OOJIbHBIX, BEPOSITHO, COCTABIISIET 0
50—60 % o611eil YNCACHHOCTU IPYIIIbl BHICOKOIO pUCKa
[7, 11]. K coxaneHuto, naHHbIC KPYITHBIX UCCICIOBaHUI
MOKa OTCYTCTBYIOT, a B IOCTaTOUHOI CTENIEHU MOAPOOHO
oXapaKTepH30BaHbI JUIIIb HEOOIbIIINE KOTOPTHI MalllMeH-
TOB [13] ¢ OTHOCHUTENHLHO HEOONBIION MOJel OOJbHBIX,
Yy KOTOPBIX BBIMOJHSIACH MOJIEKYISIPHAST XapaKTepPUCTHU -
Ka omyxoju. JlanxbpHeiilee COBEpIIEHCTBOBAHUE CTpa-
TUGhUKAIUY TAllMEHTOB BBICOKOTO PUCKA, B TOM YHUCIE
C MCITOJIb30BaHUEM JOMOJHUTEIbHBIX UMMYHOTMCTOXM-
MUYECKUX MapKepoB [14], MoxkeT crioco0CcTBOBaThL Ooee
addekTUBHOMY BBIOOpPY Te€panmuM B TeX cydasx, Koraa
MBI CTAJIKMBAaEMCS C IIEPBUYHO-PE3UCTEHTHBIM TEUYCHUEM
3a00J1€BaHUSI.

YuuteiBasg XMMHOPE3UCTEHTHOCTh U CKJIOHHOCTh
K MHIOJICHTHOMY TEUYEHMIO 3a00JeBaHUs y IallMeHTOB
crapuie 10 et ¢ mepBuUYHO-AUMcceMuHupoBaHHoi HB,
CTAHOBUTCS aKTyaJbHBIM BOIIPOC BBIOOpA ajabTepPHATUB-
HOM TaKTUKU CUCTEMHOM Tepanuu. HecMoTps Ha To, 4TO
onbIT Hamero LleHTpa cBUAETEIbCTBYET O IMOTEHIIMAb-
HOM 3¢ (GEeKTUBHOCTU KOMOMHUpoBaHHONW XT UM Taprer-

MoppepkaHue ANnHbI Tenomep

Het Telomere length maintenance Na
No Yes
("Huskwii/cpepHuii puck BbICOKMIA pUCK
Low/medium risk 40-50 % High risk 20-30 %

e Het amnanoukaunm MYCN
No MYCN amplification

Amnanoukauma MYCN (2N)
MYCN amplification (2N)

PeapaHsknposku hTERT (2/4N)
hTERT rearrangements (2/4N)

e HeT peapaHxupoBok TERT
No TERT rearrangements
50 % * Het mytaumiit ATRX
No ATRX mutations
e PefKOCTb XPOMOCOMHbIX abeppauuit
Rare chromosomal aberrations
e Hwu3Koe yncio myTaumi
Low mutation count
e TpunnoungHbln KapmoTtun (3N)
_ Triploid karyotype (3N)

20-30 %

dellp36

MyTauum p53 3
p53 mutations

Motepa dyHKUMM ATRX (3N) 3 AnbTepHaTUBHbIW NYTb YAANHEHUA

¢ ¢ del11q

3kcnpeccum MPHK hTERT
MRNA hTERT expression

Loss of ATRX function (3N)

Alternative way of lengthening

delllq

v v

MNopaeprkaHne 4nnHbI Tenomep ¢ TAKTMBHOCTM Tesiomepas

Telomere length maintenance

Telomerase activity

Ponb noddepocanus onurvl mesomep 6 namoeenese Hb, adanmuposaro uz [7, 11]

The role of telomere length maintenance in the pathogenesis of neuroblastoma, adapted from [7, 11]
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

Ho#i Tepanuu no cxeme RIST y oTmenbHBIX KaTeropuii
nmauueHToB [15], B paMKax ONMMCAHHOIM TPYIIbI TOJIbKO
B 1 ciiyuae HaOJomancsl BBIpaXKEHHBIM KIMHUYECKUIA
93¢ deKT. YuuThiBasg MOTEHIIMAIBHYIO POJIb B ITaTOreHe3e
Hb rena ALK, oH TakxKe MOXKET ChIrpaTh POJIb MUIIIEHU
17151 TapreTHOM Teparuu [16], Ho a3 deKTUBHOMY UCITONb-
30BaHUI0 MHTUOUTOPOB ALK mpensaTcTByeT psin (akTo-
poB. B mepBylo ouepenb 3TO CpaBHMTENIbHAS PEIKOCTH
BBISIBJICHUST KJIMHUYECKM 3HAUMMBIX MyTauuii. B pamkax
OIMMCAaHHOI HaMHU KOTOPTHI M3MEHEHUSI C BOBJICUYCHUEM
ALK nipu uccnenoBanuu MeronoM FISH nubo cexBeHm-
pOBaHUM HE OBLIN BBIABICHBI HA B OTHOM HaOJIIOACHUM.
Kpowme toro, xapakrepusie mist Hb myrauuu reHa acco-
LIMUPOBAHbBI C PE3UCTEHTHOCTbIO K MHruobutopam ALK
MepBOro MokojeHust [16], xora mocienyolme MoKoJe-
HUSI COXPAHSIOT MOTeHIUANbHYIO 3((deKTUBHOCTD [17].
JocTroBepHbIe TaHHBIE O PE3yIbTATUBHOCTU MMMYHOTE-
panuu y mogpoctkoB ¢ Hb B naHHbBIIT MOMEHT OTCYTCTBY-
10T. BaxkHO OTMETUTH TOT (paKT, YTO JaHHBIE O HauboJee
KpyIHBIX Koroprax nauueHToB ¢ Hb crapme 10 net Ha
MOMEHT TMOCTaHOBKM JMArHo3a OTHOCSTCS K IIEPUOLY
1990—-2002 rr. [1, 2], T. e. Ha UX ONpUMepe HEBO3MOX-
HO OILICHUTH POJb IOMIEPXKUBAIOIIEH MMMYHOTEpAuu
anturenamu K GD2, KoTopble BOILIM B KIMHUYECKYIO
MPakTUKy B OoJjiee MO3MHUI mepuod. TeM He MeHee Ha
MpUMepe OTIEIbHBIX TPYIIN B3pOC]bIX nanueHToB ¢ Hb
oInMcaHa MPOAYKTUBHOCTD MoJ00HO# TakTuku [10]. JaH-
Hble 00 3((PEKTUBHOCTH MO/IX0/1A, CBSI3AHHOTO C MPUMe-
HeHueM ayo-TI'CK y moapoCTKOB M MOJIOABIX B3POCIIBIX
¢ Hb, takxxe orcyrcrByioT. Hair kpaitHe orpaHU4YeHHBI
onbIT (aymo-TI'CK y 3 mamyeHTOB) TakKe He IMO3BO-
JISIET cheaTh Jaxe IpenBapuTe/bHbIC BBIBOABL. TeM He

MEHee, YIUTBIBAsI CJIOXHOCTU XUPYPIUUECKOTO JICUSHUS,
CBSI3aHHBIE C OCOOEHHOCTSIMM MECTHOTO PacIIpoCTpaHe-
HUS OMYXOJIM Y MAllMEHTOB CTapIlIero BO3pacTa, U 4acTo
BBISIBJIIEMYIO XUMMOPE3UCTEHTHOCTh, aCCOILMMPOBAH-
HYI0O CO 3HAQUUTEJIILHOM OCTAaTOYHOMN OIyXOJIbIO, MOXKHO
peanonoxuthb, 4yto amio-TI'CK ckopee MOXeT UCTIONb-
30BaThCs B KA4yeCTBE «ILIAT(OPMbI» IS JOMOJIHUTE/Ib-
HOIl MMMyHOTepanuu. Bo3MOXHOCTh TaKoro mnomxoia
MPOAEMOHCTPUPOBAHA B paMKax OMHOTO M3 OINMMCAaHHBIX
HaMM KJIMHUYECKUX ciiydaeB [9]. YuuTeiBas TEHIEHIIUIO
K YBEIMYECHUIO YMCIa 3KCIPECCUPYEMBIX OITYyXOJIEBbIX
AHTUTECHOB Y OOJIbHBIX C MHIOJIEHTHBIM TeYEeHHEM 3a00J1e-
BaHUs [8], B OTHENBHBIX CIy4asix MOXHO paccMaTpuBaTh
npumeHenne MMUKT. B yactHocTu, B 1 HaOMIOAEHUM HAM
yIaJ10Ch TOOUTHCS TTOJTHOTO OTBETA IO JAaHHBIM CIIUHTH-
rpaduu ¢ 'BI-MUBT u I[1DT. Cienyetr OTMETHUTD, YTO JaH-
HBII cy4dail XapaKTepu30BaJiCsl PSIIOM OMOJOTMYECKUX
ocobeHHocTeili. TolmbKo B paMKax MCITOJb30BaHHOW TIpU
TapreTHOM CEKBEHUPOBAHUU MaHEIU KpOME MyTalluu
ATRX ObuH BBISIBIEHBI 6 TOMOJHUTEIbHBIX TOTEHIMAb-
HO MAaTOTeHHBIX MYTAlldii, YTO TOBOPUT O 3HAYUTEIbHOMN
MYTallMOHHOM Harpys3kKe.

3akioyenne

OcobeHHOCTU OMONOTUYECKUX XapakTepuctuk HbB
y IIOIPOCTKOB Y MOJIOIBIX B3POCJIbIX O0YCIOBIMBAIOT JIJIU -
TEJIbHOE MHJIOJIEHTHOE TeYeHME 3a00JieBaHUsI C BHICOKUM
PYICKOM pelIMIVBa. YUUTHIBasI BEICOKYIO YACTOTY pa3BUTHS
XMMHUOPE3UCTEHTHOCTU B 3TOM TPYIIle U 3HAYUTEIbHOE
YUCJIO PELIMIMBOB IOCJIE 3aBePIEeHMS CTAHIAPTHOM Tepa-
MUY JUTSI TPYTIITBI BBICOKOTO PUCKA, B UX JICYCHUU OOJBIIIYIO
POJIb MOTYT UIPaTh TAPreTHass U UMMYHOTEpaIusl.
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Onbim ucnonb30Banuga cuponumyca
B NeYeHuu gemei ¢ cocyaucmbiMu anomanuamu

E.K. loniom, 3.A. Konnpamosa, 10.A. IToxses, P.B. Iapoy3os
Poccuiickas demckas kaunuueckas 6onvHuya PIAOY BO «Poccuiickuil HAUUOHAAbHbLI UCCAC008AMENbCKULL MEOUUUHCKULL
yHusepcumem umenu H.U. ITupoeosa» Munzdpasa Poccuu; Poccus, 117997, Mockea, Jlenunckuii npocn., 117

Konmaxmmuvie dannvie: Enena Kponuoosna Jlonrow donyush_e k@rdkb.ru

Cocyducmuie anomanuu (CA) npedcmasasiom u3 cebs eemepocenHyr epynny 3a001e6aHUlL, CEA3AHHBIX C 8PONCOCHHbIM HAPYUIeHUEM AHeUO-
eenesa. Edunbix npomoronoe u cxem mepanuu cucmemuoix gpopm CA 6 nacmosujee epems He paspabomaro. MHoeouuciennbie coooujeHus
noKaszvleaom npeumyujecmea cupoasumyca, uneuoumopa mTOR, 6 kauecmee xopouto nepeHocumoii u 3ghghek mueHoii anmunporugepamus-
HOU U anmuaneuozenHoll mepanuu y navueumos ¢ CA. B cmamoe npedcmasaens: pezyaomamor mepanuu 211 nayuenmos (100 manvuuxos
u 111 degouex) ¢ CA (6 — c cocyoucmoimu onyxoasmu u 205 — ¢ cocyducmoimu mansgopmayusmu) 6 eospacme om 2 mecsayes 0o 17 nem
(meduana — 9 aem), noayuaguiux mepanuro CUpoauUmMycom 6 meuerue 1—86 mec (meduana — 24 mec). Cuponumyc Ha3HA4AAC 8 CMAPMOBOLL
dosze 0,8 me/m>/cym nepopanvio 6 2 npuema c unmepgaiom 12 4. Konyenmpauus npenapama é Kpogu noooepucusanacs @ mepaneemuvecKom
unmepeane 6—15 ne/ma. Conposodumenvhas mepanus Ko-mpumoKcazonom 04s npohuAaKmuKy NHeGMOUUCMHOU nHeemonuu ¢ 2015 e.
HA3HAYANACH MONBKO HOCUMeNIM mpaxeocmomsl. [Ipu 603HUKHOBEHUU Y NAUUEHMOE UHDEKYUOHHBIX INU30008 MEPAnUsL CUPOAUMYCOM
npodoaxcanace 6e3 usmeHeHus 003bl NPENapama U He 6AUSAA HA MedeHue 3a004e8aHUs NPU YCA08UU NOOOePICAHUs Mepanesmu1ecKoil
Konyenmpayuu. Iloroxcumenvroliic omeem Ha mepanuro ommeuanci y 89,1 % 6oavroix ¢ CA 6 gude ymenvuieHus pamepos cocyoucmozo
00pa308anus N0 OGHHbIM 8U3YAALHORO OCMOMPA U UHCMPYMEHMAAbHO20 KOHMPOAS. Y 6cex nayuenmoe ommewancs KAUHUeCK Ul omeem Ha
mepanuro 6 gude Kynuposanus 6016020 CUHOPOMA, YMEHbUIEHUS/KYNUPOBAHUS KPOBOMEHeHUIl U C83AHHOL ¢ HUMU CUOePONeHUU, YMeHb-
UWeHUs/KYNUPOBaHUs AUMQPOpeU, HOPMAUZAUUL/YAYHUIeHUs NOKA3amenell 2eMOCmasa, YeeauueHus hyHKYUOHANbHOU aKMUBHOCMU U Ka-
yecmea Jcu3Hu. 3a eecv nepuod Habawdenus (2012—2020 ee.) npu npueme cupoaumyca He 0bLa0 3apecucmpupo8ano Hu 00H020 MANCEN020
HeNcenamenbHoeo 6AeHUs, XapaKmepHo2o 04s HOCMMPAHCHAAHMAYUOHHBIX NAUUEHMO08, Komopoe mpeboano 0bi OmMeHbl npenapama.
B cmamve npedcmasnenst 2 KAUHUYECKUX CAYHAS NO ONbIMY UCNOAB30BAHUS CUPOAUMYCA 8 AeHeHUU OOAbHBIX ¢ KANOUWUDOPMHOU eMAaHUO-
IHOOMEAUOMOIL U 0OUWUPHOIL 8eHO3HOU Maabghopmayuell. Pooumenu dasu coenacue Ha ucnoab308anue UHGOPMAUUU 8 HAYHHBIX UCCAe008a-
HUSIX U nYOAUKAUUSIX.

Karoueguvie caoea: cocy()ucmble AHOMAaAUulU, cuposumyc, 66HO3HAA Ma/lb¢0pMaI4Llﬂ, Kd}’lOl,ule)OpMHaﬂ 2eMaHeuosHdomeauoma

Jas wumuposanus: /lonrow E.K., Kondpawosa 3.A., Iloases I0.A., ITap6y3oe P.B. Onvim ucnoab308anus cupoaumyca 6 aeueHuu demeil
¢ cocyducmuimu anomaauamu. Poccuiickuil scypuan demckoil eemamonoeuu u oukonoeuu 2020;7(3):22—31.

Sirolimus for the treatment of vascular anomalies in children

E.K. Donyush, Z.A. Kondrashova, Yu.A. Polyaev, R.V. Garbuzov

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

Vascular anomalies (VA) comprise a heterogeneous group of diseases associated with congenital angiogenesis disorder. There are no currently
developed unified protocols and treatment regimens for systemic forms of VA. Numerous advantages show sirolimus, an mTOR inhibitor,

as a well tolerated and effective antiproliferative and antiangiogenic therapy in patients with VA. The article presents the results of
treatment of 211 patients with VA (6 patients with vascular tumors and 205 patients with vascular malformations) aged 2 months to 17 years
(median — 9years), who received sirolimus therapy for 1—86 months (median — 24 months). Sirolimus was administered at a starting dose of
0.8 mg/m?/day orally in two doses with an interval of 12 hours. The concentration of the blood preparation was maintained in the therapeutic
range of 6— 15 ng/ml. Since 2015, concomitant therapy with co-trimoxazole for the prevention of Pneumocystis pneumonia has been prescribed
only to tracheostomy carriers. When infectious episodes occurred in patients, sirolimus therapy continued without changes in the dose of the
drug and did not affect the disease, provided that the therapeutic concentration was maintained. A positive response to therapy was observed
in 89.1 % of patients with VA in the form of the size of the vascular mass according to the data of visual examination and instrumental control.

Allpatients showed a clinical response to therapy in the form of relief of pain syndrome, reduction/relief of ymphorrhea, reduction/improvement
of hemostasis parameters, and an increase in functional activity and quality. For the entire observation period 2012—2020, when taking
sirolimus, not a single severe adverse event occurring in post-transplant patients has been reported that would require discontinuation of the
drug. The article presents two clinical cases of sirolimus use in the treatment of patients with kaposiform hemangioendothelioma and extensive
venous malformation. Parents are encouraged to use the information in scientific research and publications.

Key words: vascular anomalies, sirolimus, venous malformation, kaposiform hemangioendothelioma

For citation: Donyush E.K., Kondrashova Z.A., Polyaev Yu.A., Garbuzov R.V. Sirolimus for the treatment of vascular anomalies in children.
Russian Journal of Pediatric Hematology and Oncology 2020;7(3):22—31.
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BBenenue

Cocynuctbie aHomanuu (CA) mpeacTaBistioT OO0 reTe-
POTEHHYIO I'PYIIITy 3a00JIeBaHU, CBSI3aHHBIX C BPOXKICHHBIM
HapyleHueM aHruoreHe3a. CA MMEIOT pa3IMUHYIO YacTOTY
BCTPEUAEMOCTH, JIOKAIM3ALIUIO, CTENIEHb TSKECTU KITMHUYE-
CKUX IPOSIBJICHUI, ObIBAIOT JIOKAJIbHBIMU 1 TeHEpAJI30BaH-
HbiMu. CornacHo knaccudukauuu ISSVA (International
Society for the Study of Vascular Anomalies) 2018 r. Bce
CA nensarcs Ha 2 OOJIbIIME TPYIITbI: COCYAUCTHIE OITyXOJI1
U COCYAUCThIe Masibpopmalinu (Tadbauua) [1].

CocyaucTbie OMyXoJy XapaKTepU3yIoTcs posindepar-
el HAOTEINATBLHBIX KJIETOK, MOTYT ObITh JOOPOKAUECTBEH-
HBIMUA (T€MaHTMOMBI), JIOKATbHO arpeCCUBHBIMU/PEIKO
METACTa3upyoIUMU (TeMaHTMO3HIOTEIMOMbI, 32 MCKITIO-
YeHUEM SIUTEIMOUIHON) U 3710KAYeCTBEHHBIMU (IIUTE-
JIMOMIHAS TeMaHTMORHIOTEIMOMa M aHThocapkoma) [2].
VY nereii Hauboyiee 4YacTO BCTPEYAIOTCSI T'€MaHTHOMBI.
BposkaeHHbIE TeMAaHTMOMBI K MOMEHTY POIOB MOJTHOCTBIO
copMUpPOBaHbBl U MOTYT OBICTPO WHBOJIOLIMOHUPOBATH
B TeueHue Kopotkoro BpemeHu (RICH), yactuuHO MHBO-
monuoHuposats (PICH) uau He MHBOTIOLMOHUPOBATH
BooOue (NICH).

MHbanTuIbHasS reMaHTMoMa BO3HMKAeT B TEeUEHUE
MepBbIX 2 Mec Tocjie poxiaeHus. B Hacrosiee Bpems
CYLIECTBYIOT 2 TeOpuUM ee BO3HUKHOBeHUs. CoriacHo
1-i1 TeopuM, MPUUMHOI BOZHUKHOBEHUS MH(MAHTUIIBHOMK
TreMaHTMOMBI SIBJISIETCSl TKaHb TUIALIEHTHI, TPOHUKAOIIast

B TKaHU TUIoJa BO BpeMsi OepeMEHHOCTU WM POJOB,
COIacHO 2-ii — TPOreHUTOPHbBIC CTBOJIOBBIC KIIETKH,
oOHapyXMBaeMble B UUPKYISILUM Yy TaludeHToB [3].
Hawu6onee yacto, mo nanHbeiM P. Dickinson et al., nungan-
TUJIbHBIE TeMaHTMOMBI BBISIBJISIIOTCS Y MAJIOBECHBIX HEJIO-
HOILIEHHBIX JEBOYEK, DPOAMBIIMXCS OT OEPeMEHHOCTH,
HaCTYMUBIIEH B pe3yJibTaTe 3KCTPAKOPIIOPAJIbHOTO OILIO-
notBopeHus [4]. B repanuu npo0aeMHbIX MH(PaHTUIbHBIX
reMaHIMOM B HACTOSIIIEe BPEeMs YCIIELIHO HCIIOJIb3YIOT
MPOMPaHOIOJ B 103¢ 2—3 Mr/Kr/cyT B 2—3 npuema [35].

Hpyrue cocyaucteie onyxoau, Hampumep KHE,
MHOWIBTPATUBHO MOPaXKalOT KOXKY, TOIKOXHYO KJIeTUaT-
KY, MBILLIEYHBIE CJIOM, U MOTYT CTaTh IPUYMHOM Pa3BUTHS
cunapoMa Kazabaxa—MeppuTT, TsKe10ii BTOpUYHOM Koa-
ryJIonaTUy MOTPEOJIEHUS C IETATBHOCTBIO 10 14—24 % [6].
VoenuTenbHbIX pe3yabTaToB 3(PMOEKTUBHOCTU UCIOJb30-
BaHUsI CTEPOUIOB, LIUTOCTATUKOB (BUHKPUCTUH, LIUKIIO-
(ocdaH, akTMHOMULIMH) U TIpernapaToB UHTepGhEepoOHa-a.
s nedyeHuss KHE ne monyyeno [7].

Cocynuctble Malb(OpMallMi TPEACTABISIOT CO00i
MOP(MOTEeHETUUECKYI0O aHOMAJIMIO COCYAUCTON ceTu 0e3
nposrdepaluy SHAOTEINAIBHBIX KJIETOK, CIeI0BATE/Ib-
HO, He MOryT perpeccuponaTh [8]. CocyaucTbie Majb-
(popManu pa3BUBAIOTCS 10 POXKICHUS peOeHKa U PacTyT
BMecte ¢ HuUM. [lpu TpaBmMax, MH(PEKLIMOHHBIX 3a00Je-
BaHUSX, TOPMOHAJIBHBIX M3MEHEHUSIX POCT COCYIUCTBIX
MaJib(opMalMii MOXKET YCKOPSITHCS.
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Knaccugpurayus CA (ISSVA, 2018)
Classification of VA (ISSVA, 2018)

JloOpokavyecTBeHHbIE:
Benign:
* uH(aHTUIbHAs (MJIaZieHUYecKas) reMaHTMoMa
infantile (infant) hemangioma
BpoxaeHHas reManruoma (RICH, NICH, PICH)
congenital hemangioma (RICH, NICH, PICH)
MyYKOBasi aHTHOMa
tufted angioma
BEPETEHOKJIETOYHASI TeMaHTHOMa
spindle cell hemangioma
SMUTEIMOUIHASI TeMaHTHOMA
epithelioid hemangioma
MUOTeHHAsI TpaHyjieMa (10JibuaTast KauuiIpHasi TeMaHTHoMa)
pyogenic granuloma (lobular capillary hemangioma)
* 1pyrue
other
ITorpannynbie (JIOKAJIbHO arpecCHBHbIE):
Borderline (locally aggressive):
 kanomudopmHas remanrnosHnoreanoma (KHE)
kaposiform hemangioendothelioma (KHE)
* petudopMHasi reMaHTMO3HAOTeIMOMA
retiform hemangioendothelioma

IIpocteie:

Simple:

kanmwuisipasie (CM)
capillary

BeHo3HbIe (VM)

venous

muMmbarnueckue (LM)
lymphatic
apreproBeHO3HBIE (AVM)
arteriovenous
apreproBeHo3Hast pucrtyna (AVF)
arteriovenous fistula

Kom0unupoBannbie:

Combined:

CVM, CLM, LVM, CLVM, CAVM, CLAVM,
CVAVM, CLVAVM

* ManwUIsipHas BHyTpwmMdarnieckast anrnosHnorenuoma (PILA), omyxons [labecka

papillary intralymphatic angioendothelioma (PILA), Dabsk tumor

* KOMITO3UTHAasi FeMaHTMO3HIOTEIMOMAa COmposite
hemangioendothelioma

* MICEeBIOMMOTEHHAs! FTeMaHTMOdHAOTEIMOMA
pseudomyogenic hemangioendothelioma

* monuMopdHas TeMaHTHOHIOTETOMA
polymorphic hemangioendothelioma

* T€MaHTMOHIOTEIMOMA He OlpeeseHHast
hemangioendothelioma not defined

 capkoMma Karnomu
Kaposi’s sarcoma

* Ipyrue
other

3J10KauecTBeHHbIE:

Malignant:

* aHTHOCAapKOMa
angiosarcoma

* SIUTEIMONIHAS TEMAHTOIHIOTEIMOMA
epithelioid hemangioendothelioma

° Apyrue
other

© AHOMAJIMH 110 HA3BAHUIO KPYNHBIX COCYIOB
(TPYHKYISIDHBIE/CTBOJIOBBIE)

Abnormalities in the name of large vessels
(truncular/stem)

® CA, cBs13aHHbIE C APYTHMH AHOMAJIMSAMHA
(CMHPOMBI M ApyrHe)

VA associated with other anomalies (syndromes
and others)

VM 1 KoMOMHMpOBaHHBIE MaJib(hOpMaLlMU C BEHO-
3HBIM KOMITOHEHTOM M HHU3KOIl CKOPOCTbIO KPOBOTOKa
MOTYT TIPUBOIUTH K PA3BUTHUIO JIOKAJTbHOW BHYTPHUCOCY-
JIUCTOM KoaryJomnaThuu mnoTpedseHusi, (GOpMUPOBAHUIO
¢nedoauToB u 601eBOro cuHapoma [8, 9]. I yMeHb-
LIeHUsI 00JIEBOTO U OTEUHOT'O CUHIPOMOB PEKOMEHIYeTCs
HCIIOJIb30BaTh KOMIIPECCMOHHOE Oefibe, BEHOTOHUKH,
HU3KOMOJIEKYJISIPHBIC TeTIapUHbI.

LM u KoMOMHUpOBaHHbIE MaJlb(pOpMaLIK ¢ TuMda-
TUYECKMM KOMITIOHEHTOM MOTYT IMMPUBOAUTH K 3HAUUTEIIb-
HOMY 00e300pakMBaHUIO TALlMeHTa BCJIEICTBUE THUIEP-
Tpodun MITKMX TKaHe# (puc. 1) 1 KocTeit ckenera.

[Tpu BoBIEUEHUU B MATOJOTMYECKMI MPOLIECC KOCT-
HOW TKaHW pPa3BUBAETCSI MACCUBHBIM OCTEOJU3, CUH-
npom Topxema mnm «ucyesaromias koctb» [10, 11]. Ilpu
nud@y3abix LM opraHoB rpyaHO KJIETKM U OpPIOLIHOM

Puc. 1. Obwupnas aumpaneuoma weu

Fig. 1. Extensive lymphangioma of the neck
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IMOJIOCTU BO3HUKAIOT XWJIE3HBIC BBITIOTHI C HApyIIEHUEM
¢yHKIMKM opraHoB. BosHukaromas nuMmdopes MOXeT
MPUBOAUTL K PA3BUTUIO TUMO- U TUCIPOTEUHEMUH,
BTOPUYHOMY MMMYHOAE(ULIMTHOMY cocTossHMIO. bieo-
OMHT KJIETOK KOXM CITOCOOCTBYET Pa3BUTUIO LIEJUTIONIATA
U TsoKenbix nHpekunii. Ctangapthl Tepanuu LM He pas-
paboTaHbl, MPUMEHSIOTCS MpenapaThl MHTepdepoHa-o
[12, 13], 6udocdonars! mpu octeoanse [14], tuTocTaTnku
(uukiodocdan) [15], 6eBauu3ymad (aBactuH) [16].

B kauectBe xupypruyeckoii koppekuuu VM u LM
MMPUMEHSIOTCS CKJIePOTepaIiusl, UCCEUYCHUE C «IeOaTKIMH-
rOM», KpUOTepaIus 1 3jeKTpoKoarysiuus. st Koppek-
1 CM ucnonab3yeTcs Ja3epoTeparnius.

CA MOryT 3HAYMTEJIbHO HapyllaTh Ka4eCTBO KU3HU
pebeHKa, MPUBOIUTL K 00€300pakMBaHUIO BHEIIHOCTH,
OrpaHMYCHMIO (U3UYECKON aKTUBHOCTU, Pa3BUTHUIO
JKU3HEYTPOXKAIOIIMX COCTOSIHUM (TIaTOJIOTUSI TeMocTasa,
UH(EKIIMOHHBIC OCIOXHEHUS, CHABJICHUE XW3HEHHO
BaXXHBIX OpraHoB). EnvHbBIE TPOTOKOJIBI U CXEMBI Tepa-
muu i namueHToB ¢ CA B HacTosiee BpeMsl He pas-
paboTaHbl. PagukanbHas xupyprudyeckas KOppeKIMsl He
BCeTaa BO3MOXHA BCJIEACTBUE OOIIMPHOCTH IMOPaXKEHUS,
OJIM30CTH XXKU3HEHHO Ba’KHBIX OPraHOB M YacTO CBsI3aHa
C BOBHUKHOBEHHUEM PEIIUANBOB 3a00JICBAaHMUSI.

B 2008—2011 . B TUTepaType MOSIBUIINACH IEPBbIe CO00-
LIEHUS TI0 MCIIOB30BaHMIO CUPOJIMMYCa B KauecTBE aHTU-
nponudgepatuBHoro areHTa 1ist tedeHust CA 'y nereii [17, 18].

PanmamuntiH (CHpOIMMYyC) OTHOCHUTCSI K TIPUPOIHBIM
AHTUOMOTUKAM C WMMMYHOCYIPECCUBHBIM 3(P(eKTOM.
OH sBAsIeTCS MAaKPOLMKIMYECKUM JIAKTOHOM, MPOIYK-
TOM MeTabosim3Ma OakTepuu Streptomyces hygroscopicus
¢ octpoBa Ilacxu (Rapa Nui), oT KOTOPOro u IOJyIUI
cBOo¢ HasBaHue. BmepBble pamaMuLIMH ObLT BbIAEICH
CypenoM CerasioMm u 1p. B 1972 . 1 nauTeabHOE BpeMs
MMPUMEHSIJICS KaK MPOTUBOIpMOKOBHBIM areHT [19]. Bmo-
CJENCTBUMU OBLUIO TMOKa3aHO, YTO palaMUIIMH O0JiagacT
CBOMCTBAMM  MMMYHOAEIIpECCaHTa,  IpeIoTBpalas
akTUBalMIo U npoaudepannio T-TUM@POLMTOB 3a CYET
OJOKMpPOBaHUS  KaJbLIMI-OMOCPEIOBAHHON U Kajlb-
LUM-HE3aBUCUMOM BHYTPUKJIETOUHOM IIepeaadyy cCurHaia
OT penenTopoB uHTepaeiikuna-2 (WUJI-2) u apyrux dak-
TopoB pocta (Kuo et al., 1992). Cuponaumyc, aHaIorny-
HO IMKJIOCIIOPUHY M TaKpOJUMYCY, 00pa3yeT B KJIETKE
KOMITIEKC ¢ uMMMyHopuinHoM — Oenkom FKBP-12.
Opnako komrieke cuposumyca ¢ FKBP-12 unrubupyer
He KaiblnHeBpUH, a KuHa3sy mMTOR (mammalian target of
rapamycin — MUILIEHb parlaMUAIIMHA Y MJIEKOTTUTAIOIINX),
KOTOpasi SIBJIIETCS KJIIOUEBBIM (DEPMEHTOM DPETYJISIIUN
KJIETOYHOTO IIMKJIa, OCTaHABJIMBAs €ro Ha TpaHMIIe TIepH-
onoB GO u S (Brown et al., 1994).

benok mTOR, otkpeiThiit B 1991 1, T. . mouTH yepe3
20 jieT mocJie BBISIBICHUS M UCITOJIb30BaHMS parlaMULIHa
B KayeCTBE aHTUOMOTHKA, MMEET MOJICKYISIPHYI0O Maccy
289 kJla U OTHOCUTCS K KJIacCy CEepUH-TPEOHMHOBBIX
nmpoTerHKWHa3. OH JAeHCTBYeT KaK YHMBEpCAIbHBIM
BBIKJTIOYATEIb MHOTOYMCICHHBIX KJICTOYHBIX ITPOIIEC-
COB, BKJIIOUAIOLIMX KJIETOYHBIN KaTaboJIn3M, KIETOUHBI
aHaboMMu3M, KIETOYHYI0 TIOJBUXXHOCTb, aHTHUOTEHE3

M KaeTouHbIN pocT [20, 21]. mTOR perynupyercs pocdo-
TUAUIMHO3UTON-3-KuHa3on (PI3K) (puc. 2). Myraiumn
B KOMILIEKCE TYOEpO3HOro CKJIepo3a, CYIpPeCCOPHBIX
oenkax TCS1 u TCS2, koTopble pacrojaraloTcsl «BbILIE»
o6enka mTOR B curHasbHOM MYTH, TIPUBOAST K Pa3BUTUIO
y 4eJloBeKa TyOepO3HOro CKiepo3a U JuMdaHTHOIeHo-
muomato3a [13]. Cupoaumyc ¢ ycrnexoM HCITOJIb3YyeTCs
B JICYCHUU 3TUX 3a00JIeBaHUIA, IPUBOAS K 3HAYMTEIbHO-
MY COKpallleHWIO OMyXoJieBhIX oOpa3oBanmii [22]. I1pu-
MEHEHHME CUPOJMMYyCa U Apyrux mHruomuropos mTOR
pu 3a00J1eBaHUSIX, B OCHOBE KOTOPBIX JIEKUT HAPYIIICHUE
B curHaiabHoM Tytu PI3K/AKT/mTOR (EGFR-, RAS-
u PTEN-natun), naet aHaJoruaHbIit addexr [23].

Receptor Tyrosine Kinases

\l. (EGFR, VEGFR)

Puc. 2. Cxema PI3K/Akt/m TOR-nymu
Fig. 2. Diagram of PI3K/Akt/mTOR pathway

CupolmMyc HaKaruiuBaeTcss B (POPMEHHBIX 3Jie-
MEHTax KpoBU (KpoBb/IiazMa = 36/1), uMeeT Iepuon
MOJIYBbIBeNeHU 62 X 16 4, BBIBOAMTCS U3 OpraHu3Ma
MPEUMYILECTBEHHO Yepe3 KEeIyI0UYHO-KUIIeYHbIA TPaKT
(91 %) u B oTIMUME OT APYTUX MUMMYHOIETPECCAHTOB,
LUKJIOCTIOPMHA M TaKpoJuMyca, He obnamaeT Hedpo-
TOKCUYHOCTbIO. CHUpOIMMYC SIBIISIETCS CyOCTpaToM JJist
n3odepmenTta cucteMbl iuToxpoma P450 I11A (CYP3A4)
u P-rmukonporenHa (P-rn), 4yTo cienyeT yYuThIBaTh MpU
OIHOBPEMEHHOM Ha3HAYEHUU JICKAPCTBEHHBIX IIpera-
paToB, ABIAOIINXCS cUAbHBIMU MHAyKTOopamu CYP3A4
(pudammuuuH, pudadyTuH, heHodbapouTan, HeHUTOUH,
KapbaMasernuH) Wid cuibHbIMU nHruouropamu CYP3A4
¥ P-rn (MuHruOUTOpPHI TpOTEa3bl BUPYyca UMMYHOIEMUIII -
Ta 4eJIoBeKa, IPOTUBOTPUOKOBBIC CPEICTBA M3 TPYIIIbI
azoJjioB) [19, 20].

MarepuaJjsl 1 METOIbI

B Poccuiickoit @enepaunu namueHtam ¢ CA Mooxe
18 neT cuponumyc HazHavaeTcs “off-lable” (mpuMmeHeHMe
IperapaToB BHE MHCTPYKIMKM) HA OCHOBAHUM KPUTEPU-
eB, BbIpaboTaHHBIX B 2007 I. BpaueOHBIM COOOIIECTBOM
COBMECTHO C MPEACTaBUTEISIMU IIPOU3BOIUTEIICH JIeKap-
CTBEHHbIX CPEICTB.

Kpurepuii 1. Hanuuue y manuenTa Tskenaoro (yrpo-
JKAIOILIEro XKU3HU WIM CePbEe3HO Ha IJIMTEJIBHOE BpeMs
HapyLIaloIIero Ka4yecTBO KU3HN) 3a00IeBaHUSI.
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Kpurepuii 2. OrcyrcTBUE CHeLIM(PUUISCKUX CPEACTB
JICYSHMUSI.

Kputepuii 3. AHanu3 HayYHBIX JaHHBIX JaeT OCHO-
BaHUE MPEAIOJ0XUTh, YTO JAHHBIM IIPEIapaToM MOXKET
OBITh JOCTUTHYT 3(P(PeKT (KypaTUBHBIN WIN TaJJIMATHUB-
HBII1) y JAHHOTO MallkeHTa.

Penrenue o HasHayeHUU Mperiapara ¢ aHTUIIPOJUde-
paTUBHOM 1LI€JbIO Y OE€TEU MPUHUMAETCSI KOHCUJIUYMOM
Bpaueli MEIULIMHCKOIO YUpeXkIeHus ¢ odopmiIeHueM
MMPOTOKOJIa BpadyeOHOl KOMMCCUM WU TIOANMCAaHUEM
MHGOPMHUPOBAHHOIO COTJIACHS.

3a mepuox 2012—-2020 rr. B PIAKB PHHUMY
nM. H.W. TTuporosa repanusi cuipoauMycoMm Oblia Ha3Ha-
yeHa 211 manueHTtam ¢ pasiauyHbiMu CA (6 — ¢ cocy-
IUCTBIMU omyxosisiMu U 205 — ¢ COCYIUCTBIMU MaJjib-
dopmanusimu). Cpenu HUX 25 OOJIBHBIX C CMHIPOMOM
Kmunmnens—Tpenone, 5 — ¢ KHE, 5 — ¢ cunapomom
buna, 4 — ¢ cungpomom Ilpores, 3 — ¢ CLOVES-cun-
npomoM, 3 — ¢ FAVA. CooTHolleHe MaJbYMKOB U IEBO-
yek coctaBwio 1:1,1 (100 manpunkoB u 111 meBouex).
CpenHuii Bo3pacT geteit — 9,2 romga, MmeauaHa — 9 jet (ot
2 MecsteB 10 17 net). Y 49,3 % naluyeHTOB OTMEYaluCh
npu3Haku cugaeporneHuu (23,4 % — xenesonebuiinuTHast
aHEeMMUs pa3IMYHOM CTENIEHU TSIKECTH, 25,9 % — naTeHT-
HBII 1eULUT Keie3a). JnuTeIbHOCTh Tepalui COCTaB-
gsna ot 1 mo 86 mec, Mennana — 24 Mec. Cuposumyc
Ha3HayvaJics B cTapToBoii 1o3e 0,8 Mr/m?/cyT nmepopaib-
HO B 2 mpueMa ¢ uHtepBajiom 12 4. KoHueHTpalus mpe-
mapaTa B KpOBHU IMOIAEPXKUBATACh B TepalleBTUUECKOM
uHTepBaje 6—15 Hr/mi, Oo3a Iperapata COCTaBJIsLia
0,125—4 mr/cyt. CompoBoauTelbHasl Teparus KO-TpH-
MOKCa30JIOM 51 MPOGWIAKTUKM ITHEBMOIIMCTHOMN
mHeBMOHUM ¢ 2015 T. Ha3HayajJach TOJBKO HOCHUTEISIM
TpaxeoCTOMbl. [lpy BO3HMKHOBEHHMM Yy MallMEHTOB
WHGEKIIMOHHBIX 3MMM30/I0B TepaIusl CUPOIUMYCOM IIpO-
JIojkanaach 0e3 U3MEeHEHUsI JO3bI IIpernapaTa U He BIMsLIa
Ha TeuyeHMe 3a0oJieBaHUs NPU MONAEPKAHUU KOHIICH-
TpalMu B TepaleBTUYECKOM MHTepBaje 6—15 Hr/mi.
Jo Havaja 1 BO BpeMs Tepalluu CUPOJMMYCOM IIPOBO-
IUJICS PEeryJasipHBINA JIaOOpaTOPHBIN M MHCTPYMEHTAJb-
HBIE KOHTPOJIb COCTOSIHMSI TallMeHToB. B mepedyeHb
00s13aTe/IbHBIX J1a00OPATOPHBIX MCCAEAOBAHUI BXOIMJIN:
OOIIMIA aHaJIM3 KPOBU C TOACYETOM JIEHKOLUMTAPHOM
GopMyJiBl, TPOMOOLIMTOB, PETUKYIOLMUTOB, CKOPOCThb
oceaHUs SPUTPOIUTOB; OMOXUMUYECKUN aHAIN3 KpPO-
BU (001Ut Oe0oK, aJfbOyMUH, MOYEBMHA, KPEaTMHMH,
o0LIMIi U TIpsIMOI OMIMPYOUH, MEYEHOYHBbIE TpaHca-
MHWHAa3bl, 1IeJIouHas ¢docdarasa, JaKkraTaeruaporeHasa,
IJIF0KO03a, XOJeCTepUH, TPUIIMLEPUIbI, JUIIOTPOTCUHBI
HM3KOM M BBICOKON IIJIOTHOCTU, XKEJIE30 CHIBOPOTKMU,
o01ast >keae30CBI3bIBalolasi CIoCOOHOCTbh ChIBOPOT-
KM, HacblllleHWe TpaHcdeppuHa Xene3oM, (eppUTHH);
nMMyHornooynuHsel A, M, G; koaryimorpamMa (akTH-
BHUPOBAaHHOE YaCTUYHOE TPOMOOILIACTUHOBOE BpeMs,
MMPOTPOMOMHOBOE BpeMsi, TPOMOMHOBOE Bpems, Gudpu-
HoreH, D-gumep); o6mmmii anaau3 Mmouu. C ydeToM BIIUsI-
HUSICUPOJIMMYCaHATUTTUAHBI OOMEH (TUIIE PIIMITUIESMUS )
MMPOBOAMIACH OIIEHKA PUCKOB TPOMOOOOpa3oBaHUS —

oIpeaeieHue YPOBHS €CTECTBEHHBIX aHTUKOATYJISTH-
TOB (aHTUTPOMOMH-3, TipoTenH C, MpoTenH S), TOMO-
LIMCTeUHA, JTUMOIPOTEMHA A, aHTUTEI K KapAUOJIUIINHY
M 6eTa-2-TIUKOIMPOTEUHY- 1, BOJTYAaHOYHOI'0 aHTHUKOAry-
JIsTHTa. BBIMIONHSIICS yaABTPa3BYKOBOI KOHTPOJb COCTO-
SIHUSI OPTaHOB OPIOIIHOM MOJIOCTH, TTOYEK, JIEKTPOKap-
nuorpadusi. Cocyauctsie 00pa3oBaHUSI MCCIEI0BAINCH
¢ TIOMOIIBIO YABTpa3ByKoBoii goruieporpacduu (Y3IAI),
koMmnbioTepHoii Tomorpaduu (KT) wu/wim marHurt-
HO-pe3oHaHcHOM Tomorpadpuu (MPT). O6sg3aTebHBIM
OBLI TaKKe BU3yaJIbHBI KOHTPOJIb COCYINCTOTO 00pa3o-
BaHUs (DoTodUKcaUsI POIUTEISIMU/ONeKYHaMU Talli-
€HTa eXXeKBapTajbHO).

Pe3syabraTsl

IMonoXuTeabHBIA OTBET Ha Tepaluio OTMeYascs
y 89,1 % nauuentroB ¢ CA B BUIe yMEHbIICHUs pa3Me-
POB COCYIMCTOr0 00pa30BaHUsI IO JAaHHBIM BU3YaJbHOI'O
OCMOTpa, yIbTpa3ByKoBoro ucciaenopanus (Y3U1), Y3/I,
KT unu MPT. ¥ Bcex OOJbHBIX OTMEYasCsl KIMHUYE-
CKUIi OTBET Ha TepaIlMio B BUIE KyIUPOBaHUs GOJIEBOrO
CUHIPOMa, YMEHbILIECHUS/KYIIUPOBAaHUS KPOBOTEUECHUIA
M CBSI3AaHHOM C HUMM CUACPOIICHMH, YMEHbIICHUsI/
KynupoBaHusa JuMdOper, HOpMaIu3alluu/yIydiieHus
rnokaszaTesieil TeMocTa3a, yBeJn4eHUsT (PYHKIMOHAIbHOM
AKTMBHOCTU U Ka4eCTBa XU3HMU.

3a Bech nepuon HabmoneHus ¢ 2012 mo 2020 r. mpu
IpUeMe CHUPOJIMMYyca He ObLIO 3aperuCTpUpOBaHO HU
OIIHOTO TSDKEJIOr0 HEXEeJaTeJbHOIO SIBICHUSI, XapaKTep-
HOTO )il MOCTTPAHCILIAHTALMOHHBIX MMAallMEHTOB, KOTO-
poe TpeboBajio Obl OTMEHBI IIperapara, a MMEHHO: MyKO-
3UThl, HEUTPOIEHUs], TPOMOOLUTOTIEHUSI, TOBbIIICHNE
MEYCHOYHBIX TpaHCAMMHA3, TMIICPIIMKEMUSs, IUapesl.
Cpeny mo604YHbIX 3¢ (HEKTOB, 3apeTUCTPUPOBAHHBIX Y 211
nauyeHToB ¢ CA, MOJIydaBIIMX Teparuio CUPOJIUMYCOM
C aHTUNPONM(pEPATUBHON LIEJbI0O M MMEBIIMX KOHLIEH-
TpaluIo Iperapara B KpOBU B TepalleBTUYECKOM JAuaria-
30He 6—15 Hr/mi, HauboJiee 4acTO OTMEYAJIUCh PELU-
OUBUpYIOIIME CTOMAaTUThl — 25,74 %. Y 10,92 % neteii
ObLi1a BhIIBJICHA AUCAUNIUAEMUS, V 6,24 % — MOBBIILIEHNE
YPOBHSI X0JIeCTePMHA B KPOBU BBILIE MCXOAHOIO. [laHHbIE
no0ouYHble 3(PEMEKTH ObUIM JIETKO KOHTPOJIUPYEMBIMU
U He TpeOOoBali OTMEHbI IIperapara.

Huxe nipeacTaBiaeHbl 2 KIMHUYECKUX CITydasi, I€MOH-
crpupytolye 3 GeKTUBHOCTD TepAIMy CUPOJIUMYCOM TIpU
KHE (cocymucras omyxoib) u obmmpHoit VM BepxHei
KOHEYHOCTH U TPYIHON KJIETKM (cocynucTasi Maabdopma-
LIMs1) y AeTeil, HaOJII0IAaBLIMXCSI B OTACACHUU THEBHOI'O CTa-
LIMOHApa TeMaTOoJIOIMYECKOI0 M OHKOJIOIMYECKOIo Ipodu-
ng PAIKBb PHUMY um. H.U. INMuporosa B 2014—2020 rr.
Ponutenu nanu cornacue Ha MCIIOJIb30BaHUE MHGpOpMa-
LMY B HAYYHBIX UCCJICAOBAHUSX U ITyOIMKALIUSIX.

Kmmangeckwuii coygaii Ne 1

Hauyuenm M., 2,5 eoda, nocmynun ¢ PIAKE ¢ 2016 e.
¢ Jcanobamu Ha Haauuue cocyoucmozo 00pazoeanus 6 001a-
cmu npagozo bedpa u 200Uybl, YKOpoYeHue A€ol HUNCHel
KOHEeYHOCIU, XPOMOMY.
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U3 anamnesa uzeecmuo: pebernok om I-ii bepemenHocmu,
npomexasueii Ha (pore moxcuxkosa ¢ I mpumecmpe, yepo3vl
npepviganus 6 6, 18, 35 Hed, cpounvix camocmosmenbHbix
DP0008 ¢ PAHHUM U3AUMUEM OKOAONAOOHBIX 800, KOPOMKOU
nynoguroil. Macca npu poxcoenuu — 3610 e, oauna — 53 cm.
Ouenka no wkane Aneap 7/8 6annos. Ilpoguraxmuueckue
npuBueKU no 6o3pacmy. AniepeoaHamHes omseoujeH no
amonu4ecKomy 0epMamumy.

Co 2-20 nonyeodus xcusHu y pebeHKa nos8UAUCH KPACHbLE
cocyoucmole nImMHa Ha Kodce NPasoli 5200Uybl ¢ meHOeHyuell
K pocmy. Manvuuk Habaro0ancs cocyoucmsiMu Xupypeamu no
Mecmy JCUmenvemea ¢ OUAeHO30M «KanuaiapHas Oucnaa-
3Us1 NPasoll no08300WHOI obaacmu», neHeHus He NoAy4ai,
Hauan xpomams npu xodvoe. B éo3pacme 1 eoda 4 meciues
YKOpo4eHuUe 1e60ll HujcHel KoHeunocmu cocmaensino 0,4 cm,
6 soszpacme I eoda § mecsues — 1,8 cm.

IIpu eocnumanuszayuu ¢ PIIKb ¢ mae 2016 e. 6 obaacmu
npaesoil 1200UUbl ¢ Nepexo0om Ha npagoe 6edpo onpedensnocs
naockoe cocyducmoe 00pa3oeanue KpacHoeo ygema, 2opsi-
yee Ha owlyns, 0e3 HapyuleHus mpoguku mrxawueil (puc. 3).
Y nauuenma ommeuancs 6one6oii cunopom, 8bIHYHCOEHHOE
noA0CeHUe NPABOLl HUMNCHeU KOHeYHOCmU, Komopas ObLia
yoauHeHa Ha 2 cm. Pebenok xpoman npu xoodvbe.

—

i

Puc. 3. KHE npasoii seoduunoii obnacmu u eepxueti mpemu 6edpa (0o naua-
1A MEPAnuU CUpoAUMYCoM U vepes 3 mec aeueHus)

Fig. 3. KHE of the right gluteal region and upper third of the thigh (before the
start of sirolimus therapy and after 3 months of therapy)

Ilo pesyasmamam Y3AI, aneuoepaguu c¢ 3D-pekoH-
cmpykyueil, buoncuu 00pa308anus (2UcmosocuyecKas Kap-
muHa u ummyHogpenomun) o6vira duaeHocmuposana KHE
npaeoil 1200U4HOIL 00aacmU U 8epXHell mpemu npasozo bedpa
(eunepsackynsiproe 00pazoeanue ¢ HeHeMmKUMU KOHmMypam,
KPOBOCHAOMCEHUe U3 NAPUEMANbHbIX 8emeell GHYMpPeHHell
no08300wWHOl apmepuu, 1amepanvHoll apmepuu b6edpa 6e3
NPU3HAKO8 APMEPUOGEHO3H020 cOPOca).

Ilpu obcredosanuu 6vis64eHb NPUSHAKU BMOPUUHOLL
Koaeynonamuu (nosviuierue yposus D-dumepa do 10 Hopm
npu  HOPMAALHLIX YPOBHAX (PUOPpUHOceHa U KoAuvecmea
mpombouumos), cHudicerue ypoeHs npomeuna S 0o 26 %
(Hopma — 64— 168 %). Jlpyeue nabopamophvle nokazamenu
Haxoduaucy 6 npedeaax pegepeHCHvIX 3Ha4eHUil. Bviserenbl
NPU3HAKU OUAUADHOU OUCHYHKYUL, PeaKMUBHbIE USMEHEeHUS
nooxceny0ouHoil Jcenesvbl no daHHbiM Y3HU.

Yuumuvieas npoepeccuposanue 3abonesanus, Haau-
yue yepo3vl 045 JCUSHU NAUUEHMA 6 C6s3U ¢ pazeumuem
B8MOPUYHOU K0A2yA0namuu, He803MOICHOCMb Xupypeuye-
CKOIl KoppeKuyuu, Haiuuue OAHHbIX NO IPheKmueHocmu

u bezonacnocmu npumenerus npenapama Panamyn y demetl
C BPONCOCHHBIM NOPOKOM PA36UMUs cOCY008, NO OGHHbIM
3apy0edsCHbIX UCCAeO08AHUT, A MAKICe COOCMBEEHHO20 ONbl-
ma, koncuauym epaueii PIIKB pexomendoean no jcuzHeHHbIM
nokaszanusam npumenerue npenapama Panamyn (sirolimus)
edcedHesHo, daumenvHo, He MeHee 2 nem. Ogopmaen npo-
MOK0A 8paueOHOll KoMUCCUU, NOONUCAHO UHPOPMUPOBAHHOE
coenacue. Tlpuem npenapama navam 20.06.2016.

Moza cupoaumyca omkaaubposana 00 O00CMUICEHUS
mepaneemu4eckoil KOHYeHMpayuu 6 Kposu 6 OuanazoHe
6—15 He/ma u cocmasuaa 1 me/cym (0,5 me 2 paza 6 denv).
Tlepenocumocms mepanuu y0081emeopumenvHas.

Ilpu eocnumanuzayuu 6 omaoenenue OHe8HO20 cmayu-
OHAPA 2eMAmMON0UYECK020 U OHKOA02UHECK020 Npouas
PIKE 6 okmsbpe 2016 e. (wepe3 3 mec om Hauasra mepanuu,)
OMMeUaNach BbiPANCEHHAS NOAONCUMENbHAS OUHAMUKA NO
OaHHbIM 8U3YANbHO20 OcMOmpa (6 obaacmu npasoil 1200u-
Ubl He0OAbULASL NPUNYXAOCMb, KOXCA HAO 00PA308aAHUEM He
UBMeHeHda, cocyOucmas cemo He GU3YAAU3UPYeMCs, NPABAs.
HUXICHAS KOHeuHoCcmb yoauHeHa Ha 0,7 cm) u pe3yabmamos
Y3ITI (cokpawenue pasmepos obpaszosanus 6 2,5 pasa)
(cm. puc. 3). Takuce Ha gpone mepanuu omme4aroco Kynu-
poeanue 601e6020 cUHOpoMa, CHudceHue yposHs D-oumepa
do 7 nopm. Ilpuem cupoaumyca é doze 1 me/cym npodondiceH,
KOHUeHmpayus npenapama 6 Kposu 7,5 He/Ma.

B mexceocnumansvrom nepuode 6 dexabpe 2016 e. pebe-
HOK nepeHec 0Cmpyio pecnupamopHyr) 6UpYCHYH UHGEeKUUo
(OPBH), noayuan cumnmomamu4ecKyro mepanuio ¢ noao-
acumenvHoiM 3pgexkmom. Hupexyuonnsiii 3nu3zod paspe-
wuncs 6ez nocaedcmeuii. OmmeHsl mepanuu Uau Koppex-
yuu 003bl cupoaumyca He mpebosanocs. B gespane 2017 e.
Y MaAb4UuKa eviseaeH AameHmHbLi dedhuyum iceaesa, noay-
uan Kype gheppomepanuu ¢ NOAOICUMENbHBIM dPPeKmoMm.

IIpu o6cnedoséanuu 6 PIIKE 6 anpene 2017 2. (10 mec om
Hauania mepanuu) cOXpaMsAach NOAONCUMENbHAs OUHAMUKA
10 OQHHbIM BU3YANBHORO OCMOMPA (OMCYmMCmeue UaMeHe Uil
KOdXcU, 00Ae3HEHHOCMU 6 00Aacmu npasoll 5e00uybl, npasas
HUDICHASL KOHeYHOCMb yoauHena Ha 0,7 cm), NOAHOCMbIO Kynu-
posan 601e60i CUHOPOM, OMCYMCIMBOBAN0 BLIHYICOCHHOE NOA0-
JceHue npaegoil HuxicHell koneuHocmu (puc. 4). Bxoaeynoepamme
ommeuanace Hopmarusayus ypogus D-oumepa. Boiserena duc-
AUnUOeMuUst ¢ nogbluleHuem uHoexca amepoeenHocmu. Konyen-
Mpayus cupoaumMyca 6 Kposu mepanegmuyeckas — 7,6 He/ma,
mepanus npodoadicena 6e3 usmeHeHus 003vl npenapama.

Puc. 4. KHE npasoii seoduunoii obnacmu u eepxteii mpemu 6edpa (4epes
10 mec mepanuu cupoaumycom)

Fig. 4. KHE of the right gluteal region and upper third of the thigh (after
10 months of sirolimus therapy)
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IIpu o6caedosanuu ¢ PIIKD 6 okmsabpe 2017 e. (15 mec
OM HAYAAa Mepanuu) coXpaHsnacy noA0NCUmMenvhas OuHa-
MUKQ 8 8Ude YMeHbULeHUs pa3Mepos 00pa308aHUs N0 OaAHHbIM
V3T, omcymemeosana paznuya 6 OnuHe HUNICHUX KOHEHHO-
cmeil (KAuHuYecKuil u cmaoduromempuuecKuil KOHmMpony).
Bovisigaensl eunepxonecmepunemuss, OUCAURUOeMUSI C NOBbL-
weHuem uHoeKca amepoeeHHocmu. JIpyeux usmeHeHui 1a6o-
DamopHbIX NoKazameneil He ommexanocy. Jloza cupoaumyca
yeeauvena do 1,5 me/cym nod KoHmponem KOHUeHMpayuu
npenapama 6 Kposu.

B mesxcecocnumanvHelii nepuod ommeuanuchb nu300bl
OPBHU, cmomamumut. [loayuan cumnmomamu4eckyro mepa-
nuw, 8 HA3HAYeHUU aHMUOAKMepUalbHbIX NPenapamos He
Hyacdancs. Tepanus cupoaumycom He npepwvigasacs, 003a
npenapama He U3MeHsAACh.

Ilpu obcaedosanuu ¢ PIAKE 6 anpeae 2018 e. (22 mec
om Hauana mepanuu) (puc. 5) KOHUeHMPAUUs CUPOAUMYCA
mepaneemuueckas — 11 He/ma, nepeHocumocms mepanuu
yoosaemeopumenvras. Ilo dannoim Y3AI 6 o6aacmu msaekux
mKaHetl npasoli 5200uybl, N0 AAMEPANLHOU NOBEPXHOCMU, HA
enybune 10 mm om Kodcu onpedeasncs CmMpyKmypHo usme-
HEHHbLIl y4acmok 6e3 uemkux KOHmypoe pazmepom 7—8 MM
¢ NOBbIUEHHOU 9X02eHHOCMbI0 03 namoaoeu4eckoll 8acky-
aspusayuu. Coxpausiace oducaunudemuss ¢ HOBblUleHUEM
UHOeKCa amepoeeHHOCMU, NOGblULEHIE YPOGHS X0AeCmepUHa
do 5,78 mmonv/a. Tepanus cupoaumycom 6 doze 1,5 me/cym
npodondicena.

Ilpu o6caedosanuu 6 PIIKE PHUMY um. H U. [Tupoeo-
8a 6 okmsaope 2018 e. (28 mec om Hauansa mepanuu) coxpa-
HAAUCL QUCAUNUOEMUS., NOBblUEHUEe YPOBHS X0AeCmepuHa
00 5,49 mmons/n, mepaneemuyeckas KOHUEHMPAyUs cupo-
aumyca 6 kpogu (9,3 ne/mn). Ilo oanneim KT ¢ koumpacm-
HbIM YCUNCHUEM ONPedelsnuct ampopuueckue U3MeHeHUs
00MbULOT U MANOTL A200UMHBIX MbLUUY, CNPABA, NOOKANCYAbHO
CIMPYKIMYpPa Mblully, HeOOHOPOOHA 3a CHem HAAUYUSL YHACMKO8
NOHUMNCEHHOU NAOMHOCMU (JICUOKOCHHBLU KOMNOHEHM), 30H
namoaoeUHecK020 HAKONAeHUust KOHmMpacma u eunepeacky-
JASAPHBIX 00pA308aHULl 8 OGHHOIU 001acmu He 8bl161eH0. Yuu-
mbleast pe3yabmamyl NPOedeHH020 00CAe0068aHUS, Mepanus
CUPOAUMYCOM 3a8ePUICHA.

Ilpu o6cnedosanuu 6 PAKE PHUMY um. H.U. [lupo-
eoea 6 uwone 2019 . (8§ mec nocae ommenv, mepanuu)
KAUHUYECKUX U UHCMPYMEHMAAbHbIX NPUSHAKO8 Deylou-
8a cocyducmoii onyxoau He evlaéaero. Ilo dannoim V3T

Puc. 5. KHE npaesoii se0duunoii obaacmu u eepxteii mpemu 6edpa (4epes
22 mec mepanuu cupoaumMycom)

Fig. 5. KHE of the right gluteal region and upper third of the thigh (after
22 months of sirolimus therapy)

CMPYKmMypa Moliiy, 6 obaacmu 1200ulbl U naxoeoi odaacmu
Chpasa 6e3 GuipasCeHHbIX USMEHEHULl, PUCYHOK He U3MEHEH,
9X02eHHOCMb YMEPEeHHO NOGblUUEeHA, AuMbamuueckue y3abl
He yeeauueHbl, n008300ulHble cocydbl 6e3 ocobenHOCcmell.
Hzmenenuii 6 koaeynoepamme nem. COXpaHaucy NPU3HaKu
ducaunudemuu.

Ha momenm nanucanus cmamoi OAUMeEAbHOCYb PEMUC-
cuu y pebernka ¢ KHE nocae ommernst mepanuu cuposumycom
cocmaguna 22 mec.

Kmmaugeckwmii corygaii Ne 2

Hayuenmra J., 6 nem, nocmynusa 6 omoenenue OHes8-
H020 CMayuoHapa 2emamonocu4eckozo U OHKO0A02UHeCK020
npogpuas PIIKB 6 urwone 2014 2. ¢ ucarobamu Ha Hasruuue
B8MOPUUMHO20 MPOMOOEMOPPALUMECKO20 COCMOSHUSL 8CAe0-
cmeue obuuproil VM 6 obnacmu neoii eepxreii KOHeYHOCMU
U epyOHOIl KaemKu.

U3 anammuesa uzeecmmno: desouka om ¢huzuonocuvecku
npomexasuieil 0epemMeHHOCMU, CPOHHbIX CAMOCHOsMeNnb-
HbIX POO06 C HOPMAALHBIMU 8ECOPOCMOBbIMU NAPAMEMPaMU
u oyenkoli no wkane Aneap 8/9 6annos. Annepeoanamunes He
omseoweH. Ilpu poycdenuu y pebeHka @visieaeHa oOWMUPHAS
aHeuoma 1e6oll eepxuell KOHEUHOCMU U 2pYOHOU KAemKU.
ITlayuenmka nabarodanace cocyoucmoim Xupypeom no Mecmy
acumenvcmea, aewenusi He noayuaia. Cocyoucmoe obpaso-
8aHue pocio 6 obseme emecme ¢ peOEHKOM, COXPAHSS ePaHU -
yvl, eblseaeHHble npu poxcoeHuu. Ilepuoduuecku é obnacmu
NOPAadCeHHOll KOHeYHOCMU U 2PYOHOU KAemKU 603HUKAAU
c1a60 bone3HeHHble ouacu ynaomuerus (garedoasumaot).

Bnepevie oocaedosana 6 PAKE 6 gpespane 2010 e. 6 603-
pacme 3,5 eoda. Ilo dannoim Y3 u aneuoepaguu visénena
obwupHas VM nesoii 6epxreil koneuHocmu u epyoHoil Kaemku
(apmepuanvroe pycao pazeumo npaGUAbHO, 6 KANUAAAD-
HYI0 (hazy ommeuaromcs: MHOJNCECEEHHble MeaKue yuacm-
KU eunepeackyaapu3ayuu, 8 6eHo3Hylo (aszy — CKonjieHue
DEHM2eHOKOHMPACMHO20 Geu,ecmea 6 MseKUX MKAHSX,
MHONCECMBEHHBIX BEHO3HbIX AAKYHAX, MACUCMPANbHbIE GEHbl
U NOOKAIOHUYHAS 8eHA caeea He Konmpacmupyromces). Peko-
MeHO008aHA 1aCMU1ecKas KOMNpeccus, Kypcol 6eHOMOHUKO8.

IIpu eocnumanuzayuu 6 PIIKb 6 ghespane 2014 ¢. 6 6o3pac-
me 6.1em no OaHHbLIM KOHMPOALHOL aHeUo2papuu apmepuans-
HOe pycAo 1e6oll PYKU YMEPeHHO 2Unepmpopuposano, partee
KOHmMpacmupo8anue MHONCECMBEEHHbIX 2UAHMCKUX (1e009K -
masoe @ npoeKuyuY 1eoli pyku u epyoHoil Kaemku c1eea, noo-
KAIOYUYHASL 6€HA U BEHbl N€60IL PYKU He KOHMPACMUPYIOMCS;
npu KapomuoHoi apmepuozpaghuu KOHmMpacmupyromcs, 6epx-
Hs5l NOAAs U sIpeMHble 8eHbl, 1€8as1 NOOKAIOYUMHAS GeHA 8 8U0e
kyaemu. Ilocae yoanenus kamemepa no OKOHYAHUU uccie-
dosanusi omme4anocs npoghysHoe KpogomeueHue 8 meueHue
2,5 u, KynuposanHoe 68edeHueM KOHUEeHMpama npompomou-
HO0B020 KOMNAEKCA U CEeHCe3AMOPOICEHHOL NAA3MbL.

Ilpu obcnedosanuu no mecmy dicumenbcmea Gulis8AeHO
mpomboeemoppazuueckoe cocmosiHue Ha goone pacnpocmpa-
HenHoll VM — koaeynsonamus nompebaeHus ¢ mpomooyumo-
nenueit do 106 x 10°/a, eunogubpunoeenemueti < 0,5 e/a,
cHuxcenue npomeuna C do 51 % (nopma — 70—130 %).
Hauama mepanus HuzkomonekyisapHoim eenapurnom (HMT)
8 npogunakmu4eckoil dose.
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Ilpu eocnumanuzayuu é PIKD 6 urone 2014 2. aesas cmo-
DOHA MYA08UWLA U 1€8A51 8ePXHSAS KOHEHHOCMb 3HAUUMEALHO
yeeauuenvl 8 o00seme, 0epOpMUPOBAHbL 34 CHem eUueaHm-
cKUX (neboaKkmasos, yHKYUs 1€60i 6epxXHell KOHeYHOCMU
3HauumenvHo cHuxcena. Koxwca 6 obaacmu cocyducmoeo
00pazoeanus CUHWWHO2O ygema, ucmonuena. llasvhupy-
romces MHOJIcecmeeHHble ghnedorumst 0o 1,5 cm 6 duamempe
(puc. 6). Ilo maxcecmu cocmosHus NAYUEHMKU, YHUMDbIBAS
pocm cocyoucmoil manb@opmayiu, He8o3MOICHOCHb Npo-
6e0eHus Xupypeuueckoil KoppeKyuu, pazeumue mopu4Holl
Koazyaonamuu nompebienus ¢ mpomooyumonenuel, euno-
@ubpuHocenemueti, Mpomo0eMOPPALUYECKUM COCMOSHU-
em, Komopoe Modxcem co30amy yepo3y MHCU3HU, KOHCUAUYM
epauell NOCMAHOBUA PA3PeUUmsd K UHOUBUOYAAbHOMY RpU-
MEHEeHUI) N0 JICUBHEHHbIM Nnokaszaunusm npenapam Pana-
MyH (sirolimus), excedHeéHo, OaumenvHo, He MeHee 2 nem.
Ogopmaen npomokos 6pauebHOll Komuccuu, HOONUCAHO
ungopmuposantoe coenacue. Ilpuem cupoaumyca navam
01.07.2014 6 dose 1 me/cym. B dunamuxe doza npenapama
yeeauvena 0o 2 me/cym nod KOHmMpoaem KOHUeHmMpauyuu
8 Kpogu.

Puc. 6. Obwupnas VM nesoii eepxneii Koneunocmu u epyoHOU KAemKu
(0o Hauana mepanuu cupoAUMYCcom)

Fig. 6. Extensive VM of the left upper limb and chest (before starting sirolimus
therapy)

B nosope 2014 e. (4 mec om nauana mepanuu) ommeuan-
¢s1 3nu300 mpomoogaedbuma 6 oonacmu VM neeoii eepxueil
KOHeuHOCmuU, NoAy4ara anmuxoazyasumuyto mepanuro HMT
6 mepaneemu4eckoil 0o3e, AaHMUOAKMEPUANLHYI) MePAnUIo
¢ noaodcumensHolM Aghghemom. Jloza cuporumyca ymeHnvuie-
Ha do 1,5 me/cym. B anpene 2015 2. 6 obaacmu nesoeo nieua
nanvhuposancs mpomo pazmepom 8§ x 5cm, 6 urone 2015 e. —
5 x 3 cm, Kk Hosopro 2015 e. Ha ¢hone anmukoazyssaHmHo
mepanuu mpomoé paspeutuics.

Ha ¢pone mepanuu cupoaumycom ommeuanacs noA0NCU-
meabHas OUHAMUKA 6 eude cokpaujerus obsema cocyou-
cmoeo o6pazosanus (puc. 7), yMeHbUleHUsl CIMeneHU @blpad-
JHceHHOCMU 6016020 CUHOPOMA 8 NOPAICEHHOU KOHEYHOCMU,
YMeHbUEeHUs. NPUSHAKO8 6MOPUMHOU Koazyronamuu (HOp-
MAAU3AYUs KOAUHECm8a mpomoOyumos, noewluleHue ypoe-
Hs gubpunoeena do 1,87 e/a). Tepanus HMT npodoascena
8 npoghunakmuueckoil doze.

IIpu eocnumanuszayuu ¢ PIKB 6 urone 2016 e. (23 mec
Om Hauana mepanui) KOHUeHMpayus Cuposumyca 8 Kpo-
68U He mepanesmuueckds, 003a Npenapama yseauvena 0o
3 me/cym. Ymenvuiuaucoy npusHaKu 6Mopu4Holl Koazyaiond-
muu — mpomboyumor 241 x 10°/a, ¢ubpunoeen — 1,8 2/a,

Puc. 7. Obwupnas VM naeeoii eepxneii KoHeuHOCMU U 2PYOHOU KAemKU
(uepes 12 mec mepanuu cuposuMycom)

Fig. 7. Extensive VM of the left upper limb and chest (after 12 months
of sirolimus therapy)

Hopmanuzosancs yposens npomeuna C — 72 %. Coxpansnocs
noeviutenue yposts D-oumepa > 20 nopm. Buvisienenst eomo-
yucmeunemuss 00 9,37 mxmonv/n (nopma < 8 Mkmoa6/1),
ducaunudemust, cHudxicenue ypoes npomeuna S do 13 %
(nopma — 60— 150 %). Jlpyeue nabopamopruvie nokazamenu
ObLAU 6 Npedenax pehepeHCHbIX 3HAYEHUIL.

B mesxnceocnumanvuwlii nepuod cocmosuue peberka ocma-
8a10C CMAOUNBHBIM, COXPAHANACH NOAONCUMENbHAS KAUHU-
yeckas QUHAMUKA 8 gude YMeHbuleHUs 00vema cocyOucmozo
00paz06anus U cmeneHu 8bipadliceHHOCmu 601e6020 CUHOPO-
ma 6 nopaxcennoll koneunocmu. He ommeuanocs yseauuenus
yacmomul UHGeKUUuoHHbIX 3abonresanuil (2 snuzoda OPBU
6 meueHue 200a), OMCYmcmeo8anu CMoMamumol.

Ilpu eocnumanuzayuu ¢ PAKE ¢ aseycme 2017 e.
(37 mec om nauana mepanuu, omcymcmaeue npuema npend-
pama 6 meuenue 2 mec) OMMeHaIuch 3Ha4umenbHoe noGbol-
weHue yposHs D-oumepa, eunogpubpurocenemus do 1,04 ¢/a,
mpomboyumst — 156 x 10°/n. Boisignenvt HOpmanvHbie ypogHU
npomeuna S — 79 %, npomeuna C — 105 %, nesnauumenvroe
nosviwerue xoasecmepuna (5,33 mmonav/n), oucaunudemus,
eomouucmeurnemuss 0o 9,12 mxmoas/a. loza cupoaumyca
yeeauuena do 4 me/cym nod KoHmposem KOHUeHmMpayuu
npenapama 6 Kposu.

B mexceocnumanvubiii  nepuod mpuicobl nepeHecaa
OPBMH, 00HoKkpammo noayuanra aumubaKkmepuanbHyro mepa-
nU0, CMOMAmMumMo8 He OMMeuanoch.

Ilpu eocnumanuzayuu ¢ PIHAKE 6 mapme 2018 e.
(45 mec om Hauwana mepanuu) cOXpausaIuch eunepxonrecme-
punemus (5,91 mmons/n), Oucaunudemus, eomoyucmeu-
Hemus (10,9 mkmonawv/n). Jloza cupoaumyca cocmaeasina
4 me/cym, koHyenmpauus npenapama 6 kpoeu — 6,8 He/MA
(mepanesmuueckas). Ha gpone neuenus ommeuanocs cokpa-
wenue obsema cocyoucmozo0 00pa306aHus U Koauvecmed
@neborumos, Kynuposan 6Goneeoil cunopom. Coxpausiuce
NPUBHAKU 6MOPUYHOL Koazysonamuu (2unoguopuHozeHe-
mus do 1,33 e/n, nogviuerue yposus D-oumepa > 44 nopm),
mpomboyumsr — 241 % 10°/a.

B mesceochumanshblii nepuod UHOEKYUOHHBIX INU30-
dog, cmomamumoe He ommeuanrocs. B cenmsbpe 2018 e.
neperecaa NOCMMPAGMAMUYECKUI Nepeaom Negoll Ay4e8oll
Kocmu (ydap msauom). Ha xoHmpoavHoil penmeenoepamme
om okmsops 2018 e.: KoHcoaudayus 30Hbl nepesomd, 0cCb
npasuNbHASL.
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Ilpu eocnumanuzayuu ¢ PIIKBE PHUMY um. H.U. ITupo-
eoea 6 okmsope 2018 e. (51 mec om Hauasra mepanuu)
coxpamnsaucy eunepxonsecmepunemus (5,85 mmonv/n), Ouc-
aunudemus, eomouyucmeuremus (10,5 mxkmonsv/n), evisiereHa
eunepmpueauyepudemus (2,29 mmons/n). /Joza npenapama
He MeHa1acy u cocmaensna 4 me/cym. [lepenocumocms mepa-
nuu ydoenemeopumenvhas. Ha ¢hone aeuenus coxpansaace
noaodcumenvras OUHaMuka 8 eude CoKpauwjeHus obsema
cocyducmoeo odpazoearus (puc. §), ymeHbUleHUs: NPU3HAKO8
eémopuyHoil koazyronamuu: guopunocen — 1,91 o/n, mpom-
oouumsr — 209 x 10%/a. CoxpaHanocs noevluieHue ypoeHs
D-oumepa > 37 nopm. Ha Y3II naeuesoco nosica caesa
apmepuanbHblil KPOGOMOK He U3MeHeH, MAUCMPAIbHble 6eHbl
omuemaueo ouggepeHyuposams He y0anroch u3-3a GblPaiceH-
HbIX CIPYKMYPHbIX U3MEHEHUU NOOKONCHO-JCUPOBO2O A0S
npeumyuecmeeHHo 3a c4em ¢rebosxmaszoe om 3 do 15 mm,
6 npoceeme OOABUUHCINBA KOMOPLIX BbIPANCEHbL NPUSHAKU
cmasa; nodoOHble CMpYKmMypHble USMEHEeHUs. 8 MACKUX MKAHSX
2PYOHOIL KAeMKU,; CIMPYKMYPaA 2AYO0KUX MbluiY, He U3MeHeHA.

Puc. 8. Obwupnas VM naesoii eepxneii KoHeuHOCmU U 2epyOHOU KAemKu
(uepes 51 mec mepanuu cuposumycom)

Fig. 8. Extensive VM of the left upper limb and chest (after 51 months
of sirolimus therapy)

C Hosbpsa 2018 e. no mait 2019 2. ommeuanuce 3 snu3o-
da OPBHU, eupycnas ungexyus Koxcaxu, pomaeupycnas
ungexyus. [lonyuanra cumnmomamu4eckyro mepanuro.

Ilpu eocnumanuzayuu ¢ PIIKE PHUMY um. H Y. ITupo-
206a 6 utone 2019 . (60 mec om nauana mepanuu) Ha ghoHe
mepanuu cupoaumycom 6 doze 4 me/cym u HMT 6 npogpunak-
MU4ecKoli 003e COXPAHANACH NOAONCUMENbHAS KAUHUYECKAs
JuHamuka 6 eude ymeHbuieHUs obsema cocyducmoeo obpa-
308aHUs, KoAUudecmea Gaeboaumos, omcymemeus: 601e6020
CUHOPOMA 8 NOPANCEHHOU KOHEUHOCIU. YMeHbUUAUCH nPU-
3HAKU 8MOPUYHOIL Koazysonamuu: uopunoeen — 2,4 e/a,
nosviwernue D-dumepa > 15 Hopm. Ha Y3/ T naeuesoeo nos-
ca cresa 6 cpasnenuu ¢ oocredoganuem om okmsops 2018 e.
UBMEHeHUe 3X0-KaAPMUHbL: 8 Npoceeme MHOUX (haed0IK-
mazos peeucmpupyemcsi HU3KUi CHOHMAHHBLI KPOGOMOK,
yacmo Haubosee 2ay00K0 PACNONOICCHHbIX (Paed0IKmMAa308
¢ 9X0-NpUBHAKAMU CMAa3a 8 Npoceeme; MAUCMPAbHbe
8eHbl omuemaueo ouggepenyuposams He y0arocs, apmepu-
ANbHYLI KPOBOMOK He U3MeHeH. BoiseneHvl eunepxonecmepu-

Hemus (5,92 mmons/n), ducaunudemus, eomoyucmeurHemus
(10,4 mxmons/n), eunepmpuenuyepudemus (1,94 mmons/n).
Konyenmpauus cupoaumyca 6 kposu — 8,8 ne/ma (mepanes-
muueckas), npuem npenapama 8 0ose 4 me/cym npoooadiceH.

Ha momenm umanucaumus cmamovu 0AUMeAbHOCMb npue-
Ma cupoaumyca y pebenka ¢ oduwupHoi VM neeoii éepxuell
KOHeUHOCMU U ePYOHOU KAemKU ¢ pazeumuem 8Mopu4Hoe0
mpomboeemoppazuuecko20 cocmosHusi cocmasuaa 73 mec,
nepeHocuMocms mepanuu yooéaemeopumenvhas. Jleeouka
yuumes 6 00ueo0pazo8amenvroll wKoae.

3akioyenne

I1pu mocranoBke auarHo3a CA HEOOXOAMMO UCTIONb-
30BaHMe eauHoi kinaccudukauuu — ISSVA, 2018. dua-
rHo3 CA ipu HEOOXOAMMOCTH JOJKEH OBITh ITOATBEPKIESH
rucrojiornyecku. [lepen Ha3HaUueHWEM Teparuu HEOOXO-
numo nposenenue MPT/KT u Y3/TI.

IMokazanuem misi Ha3HAYCHMST CUPOJIMMYCa SIBJISTIOT-
cs CA, puBOISIINE K TSKEIbIM M XXKU3HEYTPOXKAIOIIUM
OCJIOXKHEHMSIM, HapyIICHUIO KauecTBa XU3HU (BPOKICH-
Hble reManruombl, KHE, nmporpeccupyioniye cocyaucToie
manbdopMmanun). [Todounbie 3(pdeKTh Tepanuu JIerko
KOHTPOJIMPYIOTCS M HE TPEOYIOT OTMEHBI IIperapaTa.

IIpencraBieHHbIe KIMHUYECKHUE CAy9aud TEMOHCTPH-
pyioT 3(DOEKTUBHOCTL MCIIOJB30BAHUS CUPOJIMMYcCa
B KauecTBe aHTUIIPOJIU(PEePaTUBHON U aHTUAHTUOTEHHOMI
Tepanuu y aeteii ¢ CA mpy HEBO3MOXKHOCTHU XHUpypruue-
CKOM KOPPEKILINHU.

V maumenra ¢ KHE mpaBoii sromnuHoii obiacTu
U BEpPXHEl TPeTU MpaBoro Gelnpa Tepamnusi CUPOJIUMYCOM
npuBena K ObICTpOMY KyNMPOBAHUIO 00JEBOr0 CUHJIPO-
Ma, HOpMaju3allMyd KOaryJOrM4ecKuX IToKazaTelei,
HOPMaJIM3aIlMK JJIUHBI HUXKHUX KOHEYHOCTEl, NCUE3HO-
BeHUIO XpoMOThl. Cpean 1MoOoYHBIX 3 (HEKTOB Teparnuu
OTMEYaTUCh PEIIMAMBUPYIOIINE CTOMATUTH M U3MEHEHUS
qurnuaorpaMmmel. Yepes 28 Mec OoT Hayaja Tepanuu Mpu
noarBepxkaeHun TojHoro perpecca KHE cuponumyc
ObUT OTMeHEeH. JIIMTeTbHOCTh HAOJIONEHUS TTOC/Ie OTME-
HBI Tepaluu COCTaBlsieT 22 Mec, NMPU3HAKOB peLUanBa
COCYIMCTOM OITyXOJI HE OTMEYaeTCsl.

IManmeHnTka ¢ odmmpHoit VM JieBoii BepxXHeil KOHeu-
HOCTU Y TPYIHOU KJIETKHU TOJydaeT Tepalllio B TCUCHHE
73 Mec, 4TO TIO3BOJIMJIO 3HAYUTEIBHO YMEHBIIUTh OObEM
COCYIMICTOrO 00pa3oBaHuUs, KYITMPOBATh OOJICBOM CUHAPOM,
MPOSIBJICHUSI BTOPMYHOI KOAryJomaThM, BOCCTAaHOBUTH
(YHKIIMOHATBHYIO aKTUBHOCTH ITOPaKEHHON KOHEYHOCTH.
B xauectBe 1MOOOYHBIX 3((PEKTOB Tepany B HACTOsIIIEe
BpPEMSI BBISIBJICHBI TOJIbKO U3MEHEHUS JTUITUIOTPAMMEI.

ConpoBoauTesibHas Tepanus KO-TPUMOKCA30JI0M IS
npodUIaKTUKA TTHEBMOLIMCTHOW ITHEBMOHUM MallMeH-
TaM He Ha3HayvaJlach, YYUThIBasl HOPMaJIbHbIE UMMYHOJIO-
ruueckue nokasatenu. [1pu mpucoenmHeHUN MHMEKIIN-
OHHBIX 3MM30J0B TePaIUs CUPOIUMYCOM IPOAOJIKAIACH
0e3 M3MEHEHMSI CYTOUHOI 103 ITperapara.

Xopolasi epeHOCUMOCTh IpernapaTa IT03BOJIMIA
KOHTPOJIMPOBaTh OCHOBHBIC IIPOSIBICHUs 3a00JIeBaHUS
¥ 3HAYUTEIBHO YJIYYLIUTh Ka4eCTBO XKU3HM ACTEil ¢ pas-
JnaHbIMU Bugamu CA.
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Cneyudpuka cemeiiHblX ympam B AeMmMCKol OHKoNOruu u fUHaMuKa
ropeBsaHus npu npoBefeHuu aHanumuyecKkoil ncuxomepanuu
y hayueHimos AemMcKoll OHKONOru4yecKoil KNUHUKU,
nomepaBwWUX OAHOro unu oboux popumenei

M.A. Tycesa!, T.4. Ileiivmn', E.B. XKykosckas', O.J1. JIe6ens?, A.I. Pymsmmes®
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demckoll eemamonoeuu, OHK0A02UU U UMmyHonoeuu umenu Imumpus Poeauesa» Mun3zdpaea Poccuu; Poccus, 142321, Mockosckas
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Axmyaavnocme. [lepesicusanue ympameol pebeHKoM, NOAYHAIOUWUM NPOMUBOONYX01€80€ AeHeHlUe, A8AAemcs haKmopom pa3gumus NCUxo-
namonouil.

1leaw uccaedosanus — uzyuume cneyuuKky cemeiiHblx ympam 6 0emckoil OHK0A0UU,; NPOCAeOUmb OUHAMUKY 20Pe8aHUs NPpU NPogeoeHuUl
aHanumu4eckoil ncuxomepanuu y oemeii, NOMepAGUILUX 00H020 UAU 00oux podumeneli.

Mamepuaavt u memoodsi. H3yuenue cneyugpuku cemelinbix ympam npooounsocs Memooom pempocneKmueHo20 anaiusa OUHAMUKY cemeli-
Holx omHoutleHuil 6 1298 cembsx. /g uccaedosanus OUHAMUKY 20peBanUs 8 npoyecce ncuxomepanuu omoopatst 13 demeii 6 ospacme om
3 0o 13 aem, nomepsguiux 00H020 uau 06oux pooumeneil.

Pesyasmameot. [Ipomusoonyxonesoe neuenue pebenka conpogodicoaemcs 0AUMeNbHOl pazayKoi ¢ 00HUM UAU pedice 000UMU pooumensimu,
a makoce 6 13,3 % cayuaee nomepeii mamepu uau omua 6 pezyasmame paseoda/cmepmu. lopesanue y ecex 06cae008anHbIX Oemeli HOCUAO
OCNI0JICHEHHbLI XapaKkmep ¢ 603HUKHOBEHUEM PA0a COMAMUYECKUX, IMOUUOHANbHO-N08E0eHHECKUX, NCUXUMECKUX CUMNMOMO8, YXyoularo-
wux ux gusureckoe cocmosHue U NCUX0IMOUUOHAAbHYLL cmamyc. B pezyrbmame ncuxomepanuu pebenok modcem ompeasuposams nooa-
6/1eHHble HeeamuUGHble SMOYUL, YMO 8edem K UCHE3HOBEHUIO CUMNIMOMOG 20PeBaAHU.

3akarouenue. Bzaumodeiicmeue neduampog, KAUHUHECKUX NCUX010208, CNEYUAAUCMO8 NO COYUANbHOIU pabome A8aaemcs npodyKmMUGHbIM
8 Yensax OKAa3aHus c60e8peMeHHOl NCUXOMepaneemu1eckoil NoMouju pebeHKy 00 Manugecmayuu CUMIIMOMO8 OCA0ICHEHHO20 20PeBAHU.

Karoueevie caosa: demckas OHKO0/102Usl, CeMbsl, nepexcuseanue ympameol, ncuxomepanusi, cemeliHble OMHOUeHUs

Jas yumuposanus: lycesa M.A., Lleimaun I' 4., Kyxosckas E.B., Jlebeds O.J1., Pymanues A.I. Cneyughuxa cemeiinbix ympam 6 0emckoil
OHKO0A02UU U OUHAMUKA 20peBAHUs NPU NPOBEOeHUU AHAAUMUYECKOU NCUXOMepanuu y nayuermos 0emcKol OHKOA0UMECKOU KAUHUKU,
nomepsasuIUx 001020 uau 06oux podumeneii. Poccuiickuii scyprnan demckoii eemamonoeuu u onkonoeuu 2020,7(3):32—8.

The specifics of family losses in pediatric oncology and the dynamics of grief during analytical psychotherapy
in pediatric oncology patients who lost one or both parents
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Relevance. The experience of loss by a child receiving antitumor treatment is a factor in the development of psychopathologies.

Purpose to study is to study the specifics of family losses in pediatric oncology; to trace the dynamics of grief during analytical psychotherapy
in children who have lost one or both parents.

Materials and methods. The study of the specifics of family losses was carried out by the method of retrospective analysis of the dynamics
of family relations in 1298 families. To study the dynamics of grief in the process of psychotherapy, 13 children aged 3 to 13 years who lost
one or both parents were selected.

Results. Antitumor treatment of the child is accompanied by prolonged separation from one, less often both parents, and, in 13.3 %,
the loss of a mother or father as a result of a divorce/death. Burning in all the examined children was complicated with the appearance of
a number of somatic, emotional-behavioral, mental symptoms that worsen their physical condition and psycho-emotional status. As a result
of psychotherapy, the child can react to suppressed negative emotions, which leads to the disappearance of symptoms of grief.

Conclusion. The interaction of pediatricians, clinical psychologists, social work specialists is productive in order to provide timely
psychotherapeutic assistance to the child before the manifestation of symptoms of complicated grief manifestation.

Key words: pediatric oncology, family, grieving the loss, psychotherapy, family relation
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AKTyaJIbHOCTh

B mporiecce nmeyeHnMsT pedbeHKa B IETCKOM OHKOJIO-
TUYECKON KJIMHUKE Bpady-HeauaTpy MPUXOAUTCS CTall-
KABaTbCA C PSIOOM  OMOIIMOHATBHO-TIOBEACHUYCCKUX,
HEBPOJIOTUIECKUX W TICMXUATPUUCCKUX CUMIITOMOB
Yy MaJICHBKOTO TTallieHTa. DTH CHMIITOMEBI, BMEIINBAsICh
B IIPOLIECC CIIEIIMAIBEHOTO JICYCHUS, MOTYT UYpe3BBIYaliHO
OCJIOXHSITH €T0 KaK JUIST CaMOTO TAIIMEHTa, TaK U JIJIST €TO
Jeyaniero Bpada. OgHuM n3 (HaKTOPOB pa3BUTHS TICHXO-
MaToJIOTUI CTaHOBUTCA TiepexxuBaHue ytpaThl [1]. Tlpu
5TOM MPEIMETOM TOpeBaHUS y peOeHKa, MOTyJaloIIero
IIPOTHUBOOITYXOJIEBOE JICUCHNE, MOXET CTaTh HE TOJBKO
CMepTh 3HAUYMMOI (DUTYPBI, HO U PSI yTpaT, CBI3aHHBIX
C OHKOJIOTUYECKUM 3a00JIeBaHUEM U €TO JICUCHUEM: TIPH-
BBIYHBIN 00pa3 XXM3HU, pa3yKa ¢ CEMbEil, XN3Hb BIAIN
OT POIHOTO JIOMa, yTpaTa 3M0POBBSI, COIMAIBHOTO CTa-
Tyca, U3MEHCHMS BO BHEITHOCTH, pa3Boi pomuTesieii [2].

IMocnenusis mpuUYMHA TEPEXWBAHUSA YTPAaThl pPeOCHKOM
ocobeHHO 3HaunMa. MeHOMEH yTpaThl HepeaKO BCTpeUa-
eTcsa B meTckoil oHkomoruu [3]. ITosTtoMy cmepTh Om3-
KOTO, pa3BOM POAUTEINICH, IIMTEIBHYIO SMOIIMOHAIBHYIO
IETIPUBALINIO C OMHUM W3 POAUTENIC BO BpeMs TepaItniu
HapsOy ¢ TepeKUBaHUEM IPYTUX YTPAT MOXKHO KBaIn)u-
OMPOBaTh KaK MHOXKECTBEHHYIO yTpaTy WA COUYCTaHHYIO
TICUXOTPaBMYy, CO3IAIOIIYI0 KOJOCCAIbHYIO HArpy3Ky Ha
TICUXUKY MaJICHBKOTO peOeHKa.

HOnurenbHBIC pa3IyKM C CeMbei, OCOOCHHO €CIIN
CEeMbsI TIPOXKMBACT B MAaJICHBKOM TOPOIEC WU CETbCKOMU
MECTHOCTH, a JICUCHUE ITIPOBOOUTCS B OOJACTHOM WIIM
(emepanbHOI KIMHUKE, HEPEIKNA B AETCKOW OHKOJIOTHH.
B Takmx ceMbsSIX pPe3KO COKpallaeTcs KOJUYECTBO BHY-
TPUCEeMEUHBIX MHTEPAKINM, YTO JIUIIAeT BCEX WICHOB
CEeMbHM, a OCOOCHHO MAaJICHBKOTO peOCHKA, OIIYIICHUS
HETIPEPBIBHOCTHA JIIOOBM, OE30MACHOCTH, IICJIOCTHOCTH
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CeMEHBIX TIpaHUIl. 3apyOeKHBIMU HCCIEAOBATEISIMU
MOKa3aHoO, 4TO JiIo0asl JIMTeNIbHAs pasjlyka, OCOOEHHO
C POAMUTENISIMM, BOCIPUHUMAETCS MaJICHbKUM PEOSHKOM,
KaK HeBOCITOJIHUMasI IoTeps i cMepTh [ 1, 4]. Ho nmen-
HO yTpaTa MaTepu, JUIMTeJIbHas 110 BPEMEHU WIN MOCTO-
sSIHHAasl, SIBJISICTCSI 3aIllpele/bHBIM TICUXOTPaBMUPYIOIINM
OITBITOM peOeHKa U MOXKET HAHECTH HEITOIIPaBUMBIN Bpel
€ro pa3BUTUIO, OCOOEHHO €CJIU TpaBMa JAeIPUBAIIUN MTPO-
MU30lIa B paHHeM Bospacte [5, 6]. Y pebeHka, JuiieH-
HOTO BO3MOXHOCTH MEPEXUBATh HEIIPEPHIBHYIO CBSI3b CO
CBOEM MATEPhIO, PAa3BUBAIOTCS COCTOSIHUS 3alIpeaeIbHOMN
TPEeBOIM U CTpaxa, yTpaTbl 0a30BOTO MOBEpUS K MUPY
1 6a30BOI1 OE30MMaCHOCTH, YTO MPUBOIUT K Pa3IUYHBIM
¢dopmam HeBpo3a [7]. B cuiy ype3BbIyaiiHOM ySI3BUMOCTH
TICUXUKU U3-32 HECTIOCOOHOCTH BBIpaxkaTb CBOM 3MOIIUU
MaJICHbKME NeTH, YTPaTUBIINE MaThb WJIM OTHOIICHUS
C Hel, mMoyyYaloT IMcuxudeckyto Tpasmy [1]. st Kyrnupo-
BaHUS 3aMpeeTbHON TPEBOTY BO3HUKAIOT TPUMUTUBHBIC
TpaBMaTUYECKHUE 3aIIUTHBIE MEXaHU3MBbI PacCIIeIICHUSsI/
JMHUCCOIMAIINN, TPOSKIINU, U30s1uu 1 1p. [8]. Crocobda-
MM OHTOT€HETUYECKU HE3PEJIbIX 3alIUT MOTYT OBITh TSIKE-
JIbIe TICUXOIIATOJIOTUYECKUE COCTOSIHUSI — OCIPECCUM,
¢oduu, ncuxo3sl [9], comaTUIeCKre CUMIITOMBI U (DYHK-
LMoHanabHbIe HapyuieHus [10], a Takke (opMupoBaHue
«3aIIUTHOTO» MOBEACHUS, MPEACTaBISIONIEro Crennudu-
YecKHre aJanTallioOHHbIe MaTTepHBI, — ayTOarpeCCUBHOTO,
perpeccuBHOTIO, 3aBUCUMOTI0, M30eraroIero, 1eBUaHTHO-
ro[l1, 12].

BMmecte ¢ TeM mepexuBaHME YTpaThl KakK IMpeaMeT
CMEeIMAIbHOTO BMEIIATeIbCTBA KIMHUYECKOIO TICHUXO-
JIora Ype3BbIYAaMHO OrpaHUYEH B YCIOBUSIX POCCUMCKUX
OHKOCTAIIMOHAPOB B CBSI3U C HEOOJIBIIMM KOJIMYECTBOM
IMOATOTOBJICHHBIX K paboTe ¢ TaAKUMU OETbMU KIMHUYC-
CKMX TICHXOJIOTOB M OTCYTCTBUEM OTE€UECTBEHHBIX MCTOU-
HUKOB U TIEPEBOIHOM JIMTEPATYPHI.

Takum 0O0pa3oM, Ha CETOAHSIIITHMIA IeHb 3Ta MpodJiemMa
MaJio 3HaKOMa BpayaM-IieauaTpaM M HEIOCTaTOYHO U3Y-
YEeHa B OTEYECTBEHHOW KJIMHUYECKOW TCUXOJIOTUHU, YTO
MMOATBEPXKIAET aKTyaJbHOCTh IPEANPUHSITOIO HCCIEHO-
BaHMUSI.

Iea» uccienoBaHus — U3YYUTh CHEHU@UKY ceMeii-
HBIX yTpaT B AETCKOI OHKOJIOTMH; MIPOCAEAUTH TUHAMUKY
ropeBaHUs IPU MIPOBEACHUM aHATUTUYECKOI TICUX0Tepa-
MUK y IeTeid, MOTEePSIBLIMX OJHOTO UJIM 0O0UX POAUTEICH.

MatepuaJjsl 1 METOIbI

Jng n3ydeHust crieiuUKU CeMeMHBIX yTpaT B OET-
CKOM OHKOJIOTMM IIPOBENCH PETPOCHEKTHMBHBIA aHAJIM3
IUHAMUKU CEeMEHHBIX OTHOIIEHUI B 1298 ceMbsix u3 78
pernoHoB Poccuiickoit Denepaliiv ¢ UCIOIb30BaHUEM
MaTepuaJioB COOCTBEHHOIO COLMOIEeMOrpauyeckoro
nccaepoBanus [13].

Jng  TIpOCIEeKTUBHOIO MCCACAOBAaHUS IUHAMMKU
ropeBaHus y JeTeil oToOpaHbl 13 MalMeHTOB ¢ OHKOJIO-
TMYeCKUMM 3a00JIeBaHUSIMU B Bo3pacTte oT 3 10 13 (cpea-
HUI BO3pacT — 7) JIET, IIOTEPSIBIIUX B pe3yIbTaTe CMEPTU
WJIM pa3BojJia OJHOTO WM 000UX poauTeseii. MaibunuKoB
B rpyrine 061710 4 (cpenHuii Bo3pact — 10 j1eT), 1eBoyek — 9

(cpennuii Bo3pact — 6 jet). lllecTth mereil mepekuBa-
JIM yTpaTy MaTepu; 1 peOeHOK — OTwa; elle 6 — yrpaTy
oboux poauteneii. CeMb IeTeil K Havajy ICUXoTeparun
3aKOHYMJIM TIPOTUBOOITYX0JIEBOE JICUeHNE U HaXOIWINCh
Ha JTale JMCHAHCEPHOIO HaOJIoAeHUs U peaduauTa-
Luu; 6 IeTsM ICUXoTepamus MPOBOIMIACH B IIpoliecce
MpOTUBOOMYX0aeBoit Tepanuu. C KaXIbIM U3 HUX IIPO-
BemeHo oT 4 mo 30 ceccuit KOHrmaHcKoil aHamuTHYe-
CKOM IICUXOTEpAIIMU C IIPUMEHEHUEM TeparieBTUYECKOU
TIECOYHUIIBI.

Cratuctuueckasi oopaboTKa pe3yJIETaTOB IPOBOAM-
Jlack moMolkio mporpammbl SPSS Statistics 17.0.

Pe3syabraTsi

PeTpocnieKTUBHBIN aHaIW3 MaTepUaIOB COILIMOACMO-
rpacduIecKoro ucciaenoBaHus B 1298 ceMbsix, MMEIOIIMX
pebeHKa ¢ OHKOJOrMuyeckuM 3aboJieBaHMEM, IoKa3zall,
YTO IPUMEPHO B ITOJI0BUHE ceMeii (44,1 %) B mepuon npo-
TUBOOITYXOJIEBOTO JICUCHUS CYIIPYKECKHWE OTHOILICHUS
CePbEe3HO U3MEHUJIUCH: OKOJIO ueTBepTH (25,7 %) cemeit
KOHCOJIMANPOBAJINCH, OOHAKO B 18,4 % OTHOILLIEHUS YXY/I-
LIVJIMCH WIK TIPOU301Ie oUaabHbIi pa3Bos (8,1 %).

Hamu mpoBeneH u mpencTaBieH aHAIM3 TWHAMMUKU
CEMEWHBIX OTHOIIEHUI B CEMbSIX OTHOCUTEJIBHO TIEpUOIa
MUaTHOCTUKM M Hayaja IPOTHMBOOITYXOJIEBOTO JICUCHUS
(pUCyHOK).
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3asepuierue 6paKos 6 cemvax 6 pesyavmame pazeo0a Uy cmepmu 00H020 U3
podumeneli O OMHOUIEHUIO K YCMAHOBAEHUI0 OUAZHO3A U HAYANY NPOMUB0O-
nyxoneeoeo nevenus. Llena deaenus na ocu X pasua 1 200y, ompuyamenvHoie
3HAYEHUs COOMBEMCMEYIomM nepuody 00 YCMaHoeAeHUs OUaeHo3a pebeHKy;
0 — 200 ycmanogaenus 0uazHo3a; nNoA0HCUMENbHble 3HaYeHUs no ocu X —
nepuood nocae ycmawoeaenus ouaznosa pebeunky. Meduana = —4,0 eoda;
cpedHee Koauuecmeo nem Mexncoy npeKpaujeruem 0paKa u Havyaiom 3a00-
neeanus = —4,0 eoda; moda — 0 nem (42 cayuas). Cmanoapmuoe omkao-
HeHue 045 NoKazamens «KOAUYECM80 3a8epuieHHbIX OpaKos» cocmagasiem
8,54, koaghgpuyuenm eapuayuu — 5,946

7

End of marriage in families as a result of divorce or death of one of the parents
in relation to the diagnosis and the start of antitumor treatment. The price
of division on the X axis is 1 year, negative values correspond to the period
before the diagnosis of the child; 0 — year of diagnosis; positive values along
the X axis — the period after the diagnosis of the child. Median = —4.0years;
average number of years between the termination of marriage and the onset
of the disease = —4.0 years; fashion — 0 years (42 cases). The standard
deviation for the indicator “number of completed marriages” is 8.54, and the
coefficient of variation is 5.946

YCTaHOBJIEHO, YTO KOJIMYECTBO 3aBEepLICHHBIX Opa-
KOB B MCCJIEAYEMBIX CeMbsX ObLIO 364. DTO MPOU3OIILIO
B pa3HbIe IEPUOIbl OTHOCUTEIHHO YCTAHOBJICHUSI OHKO-
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JIOTMYECKOTO JAMarHo3a peOeHKy, P 3TOM OKOJIO TPETU
(27,2 % npuxomuTcs Ha S5-J€THMM IEepUOI OT Haydaja
MIPOTUBOOITYXOJICBOIO JIeUEHUSI — HAanboJiee CTPECCOreH-
HBII I CeMbHU, UTO CBSI3aHO KaK C BHICOKOTOKCHUYHBIM
JIEYEHUEM U €ro OCIIOXKHEHUSIMU, TaK U C S-JIESTHUM KPU-
TepueM IMPOTHO3a Oe3peLMAMBHON BbDKMBaeMoCTH). W3
PUCYHKA BHUIHO, YTO HauOOJIbIlIee KOJIMYECTBO paCIIaB-
IKXCsI OpakoB (1 = 42) MPUXOAUTCS Ha TOJl yCTAHOBJICHUS
OHKOJIOTMYECKOTr0 IMarHo3a U Hayaja IpOTUBOOITYXOJIe-
Boro yieyeHus1. OmHONM M3 MPUYUH 3aBeplleHUsT OpaKoB
B TeUEHME 5 JIET MOCJIe YCTAHOBICHUSI OHKOJIOTUYECKOIO
IMarHo3a sIBJIsIach CMEPTh OJHOI0 U3 Cynpyros — 8,9 %.

Jlons 3aBeplIeHUit OpakoB, MpUIIEAIINXCS HA 3-J1eT-
HUI nepuo, NpelleCTBYIOLINI OHKOJIOTMYeCKOMY 3a00-
JIeBaHUIO, TaKXKe BbicoKa — 18,7 % (n = 364), uz Hux 3,9 %
TaKXKe 3aBePLIMINCH CMEPTHIO OHOIO U3 POAUTEICH.

Takum oOpazom, B 12,9 % wuccienyeMbiX cemeit
(n = 1298) nmetu B mepuon JeYEHUSI OHKOJOTMUECKOIO
3a00yieBaHUS TIEpPEeXXUBAIM YyTpaTy 3HAUMMOIO OJIM3KOTro
B pe3y/ibTaTe pa3Boja WM CMEPTU OAHOTO U3 POIUTEICH.

Bo Bpemst seueHuss GosbiimHCTBO netein (72,8 %)
MepeKUBaIN JUINTEIbHBIC Pa3IyKu ¢ OTLIOM (B OOJIbHUIIEC
¢ peOEeHKOM HaxoAWwIach Math), 13,6 % — ¢ Marepblo, ele
13,6 % — ¢ 060MMHU POIUTEIISIMMU.

Hamu BbieieHbI BUAbI CIEU(PUIECKUX IS IETCKOM
OHKOJIOTUM JUIMTENBHBIX (4acTO Toa U 0oJiee) ceMeiHbIX
NEeIpUBALIAIA:

1. BeIHYKI€HHOE CYIIPYXECKOe pa3e/ieHue U AeIpHu-
Balys 00JIbHOTO peOeHKa OT OTIIa WJIM MaTepH.

2. BeIHY:XKIeHHOE CYIIpYyKeCKoe pa3iesieHue U Jerpu-
BaLusi 00JIbHOIO peOeHKa OT OTLA WJIM MaTePU U OT APYTUX
YJIEHOB ceMbM (CUMONMHIM, 0alyIlKa, memylika, Ipyrue
0JIM3KKE POICTBEHHUKH).

3. BeiHyXXIeHHas aenpuBais 00JbHOTO peOeHKa OT
0o0oux pomuTeneil (HaXoauTcsl B OOJbHUIIE ¢ 0AOYIIKOM
WIX APYTUM POACTBEHHUKOM).

4. BolHyXXIeHHasl JeNpuBaLMsl 300POBOrO CHUOJMHTa
OT OJHOro (yallle MaTepy) WId O0OMX POAUTEIeH U OT
00BLHOTO OpaTa WM cecTphl (MpoXKMBaHUE y 0aOyIIKKI
WINA APYTUX POJCTBEHHUKOB).

Takum oOpa3oM, Ha OOJIBILION KOTOpTe ceMeil, UMelo-
IIKX IeTei ¢ OHKOJOTUYECKMM 3a00JIeBaHEM, IT0OKa3aHo,
YTO IIPOTUBOOIIYX0JIEBOE JeUueHe peOeHKa COIMPOBOXIA-
eTCsI yTpaTol OTHOILLIEHUM C OMTHUM,/000UMU POIUTEIISIMU,
a Takke B 12,9 % notepeit MaTepy WM OTLA B pe3yJibTaTe
pa3Boja Wi CMEPTH.

VYTpata Martepu Hapsiny ¢ APYTMMU MOTEPSIMU, CBSI-
3aHHBIMU C JIEYCHUEM 3JI0KaYECTBEHHOM OIYXOJIM, Y BCEX
IeTel U3 uccieayeMoil rpynnbl (n = 12), moaydaBliei
IICUXOTEpaneBTUYeCKOe ocobue, crajga MPUYMHON pa3-
BUTHSI CUMIITOMOB JICIIPECCUM, OCOOCHHO TSIXKEJIO IPOTE-
KaBILIEI HA 3TaIle IMIPOTUBOOITYXOJIEBOU TepaIlnu.

V JI., 12-neTHero moapocTKa ¢ OCTPhIM JTUM(OOIaCT-
HbIM Jieiiko3om (OJIJI), Bo BpeMst IpOTUBOOITYXOJIEBOTO
JIeYeHHUsI OTMEYAIUCh CUMIITOMBI TSDKEJION AEIPECCUU —
0TKa3 OT e/Ibl U ACSITCIbHOCTU, HapyILlIeHWE CHA, TOILHOTA
M pBOTA Ha IIPUEM JIIOOBIX MEIMKAMEHTOB, CAMOIIOBPE-
Xparolee (ayroarpecCUBHOe) IoBeAcHUe. B aHamHese
pebeHKa MoTeps OTIa U MaTepu, ocTpas da3a ropeBaHUsS

B CBSI3U CO cMepThio Aena. [TocmeqHsis yrpaTa akTyaau3u-
poBaJia «OTJI0XEHHOE» FOpeBaHKe 10 POAUTEISIM U CTala
CepPbe3HbIM CTPECCOTeHHBIM (DaKTOPOM, OCIOXKHUBIIUM
MPOLIECC ero JeUeHUs.

AHaJloru4Hasl CUTyalusl HaOaomansach y 9-nmeTHeit
neBouku K. ¢ puarnozom OJIJI, rocnmutanu3npoBaHHOMN
IUIST TIPOBENCHUSI MMPOTHUBOOIYXOJIEBOI Tepanuy BMECTe
C colMajabHOM HsIHel. nutenbHast nenpuBamus OT 3Ha-
YUMBIX OJU3KUX (OTLa, OpaTa, 0aOYIIKM) aKTyaJIUu3UpO-
BaJla TOpeBaHUE peOeHKa IO IpoTaBIleil 0e3 BecTu 3a
HECKOJIBKO JIET A0 Ie0I0Ta OHKOJIOIMYeCKOoro 3aboseBa-
HUS MaTepu. Y AEeBOYKHM OTMEYAINCh CUMIITOMBI JeTpec-
CUM: OTKa3 OT [IeSITeJIbHOCTU, DSJIEKTUBHBIM MYTHU3M,
HapyIIeHMS CHA 1 MUIIEBOro MoBeAeHUs (ITOJHBIM OTKa3
OT e1bl, HaXOAWIAaCch Ha TapeHTEePaTbHOM IMUTAaHUN).

Bo Bpems mepBoii (da3bl ropeBaHuUsI — IpOTeCTa —
pebeHOK, TepeXuBaroliil yTpaTy OJM3KOro, CTPeMUTCS
«HAlTU Y BOCCTAaHOBUTH YTPAUCHHOE JIUIIO M YKOpPSIET
€ro 3a TO, UTO OHO €ro MOKUHYJI0» [4]. ¥ 5 neteit Hab10-
JIaJoCh <«IIOMCKOBOE IIOBEIEHUE» — 9SMOLMOHAIbHAS
peaklMsl Ha yTpaTy, CBsI3aHHAsI C HEOCO3HAHHBIM KeJia-
HUEM HaliTU U BEPHYTh YTpaueHHOE JINII0. BHelHe Takoe
MOBENeHNE BBITJISIAUT KaK XaOTMYHOE, KOra peOeHOK He
MOXET CKOHIICHTPHMPOBATh CBO€ BHUMAaHME HU Ha OMHOM
npeaMeTe Win AesiTeJbHocTH. Hampumep, meBouka A.,
3,5 roma, auarHo3 OJIJI, motepsiia B aBTOKaTacTpode
oboux pomuTeneil. B TeueHue psima rcuxoTeparneBTUYC-
CKHUX 3aHSITUM OHa He MOIJla YAEPXWBaTh BHUMAHUE HU
Ha OTHOM IIpeaMeTe AOJIbIIe HECKOJBKUX CeKyH . BMecTo
3TOTO OHA XaOTUYHO Opalia pa3Hble (GUTYPKHU U ITOUTU He
paccMmaTpuBasi UX Kuaajia THEBHO OOpaTHO B KOHTEWHEP
CO CJIOBaMM <«HE TO, He TO». BMmeliaTreabCTBO TepalieBTa
I paspsaaku apdekra: «DTo MOXET 37UTh WM paccTpa-
MBaTh, KOTJa HE MOXeIlb HATH TO, YTO UIlelb». [Touc-
KOBOE ITOBEICHNE BHEIITHE CXOXKe C CUHAPOMOM AeduinTa
BHUMAaHMS U TUTIEPAKTUBHOCTH, YTO BaXKHO UMETH B BUIY
IUISL TIPABUJIbHOM KJIMHUYECKOU MHTEPIIPETALIMU MTOBEIE-
HUs MayieHbkoro namueHTa. [lo cmoBam 6aOyiiku, goma
JIeBOYKa €XKeIHEeBHO, 3a0Mpasich Ha IMBaH, MMOAKpAIlIMBa-
J1a (proMacTepoM ryobl Ha TOPTPETE CBOSH MaTepu, TaKKe
CUMBOJIMYECKHU HAXOISICh B IIOUCKE «KMBOI» MaMBbl.

HeynaBiiuecs:s TONBITKA HAWTH YTpaueHHOE JIUIIO
MoOYXIaloT K CUJIIbHOMY ad@ekTy TrHeBa U IPOTECTY
y pebeHKa, 4YTO SBISIETCS «HEOOXOAVMMBIM YCIOBUEM
IUJISL TOTO, YTOOBI Tpayp CTaj pa3BUBAThLCS IO 3MI0POBOMY
pycay» [4]. OmHako HeraTMBHbIE SMOILMM COLIMAJIBLHO
CTUTMUPYIOTCSI, OCOOCGHHO THEB B ClIydyasiX, KOTJa OH
HarpaBJieH Ha 3HauuMoro Oim3koro «Hemb3st 3auThes
Ha Mamy'!». KimmHU4YecKkue TICMXO0JIOTH M IeAUaTphl 4acTo
CTAJIKMBAIOTCS C CUTyallUsIMU <«IIOJaBJIEHHOTO» THEBa,
Korga paspsiaka addekra MpOUCXOIUT Ae3adallTUBHBIM
1151 peOeHKa CIIocOOOM: Ha COMAaTUYECKOM YPOBHE MPO-
SIBJISIETCSI «TEJICCHBIMU», Yallle HEBPOJIOTMUECKUMM, CUM-
NTOMaMU, Ha MIOBEIEHYECKOM — CIeIU(MUISCKUMHU afarl-
TallMOHHBIMU TaTTepHaMU (ayToarpeccueil, perpeccueit
M 11p.). Peakiiyu rHeBa JUCCOLIMUPYIOTCS U MIPOSIBIISTIOTCS
(pobussMu (cTpax MoBpeXIeHMsT, COUMOMOOUN U Ap.).

VY nereii HepenKo pa3BMUBACTCS ayTOArPECCUBHOE IMOBE-
JIeHUe, CBSI3aHHOE C HEOCO3HAHHBIM JKEJaHUEM CaMo-
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HakazaHud 3a THeB. Pa3psaka adgdekra Tak ke, Kak IIpu
arpeccuu, IPOMCXOIUT Ha IOBEICHYECKOM YpPOBHE, HO
BEKTOp FHEBa HaIlpaBJieH Ha caMOro pebeHKa. Ayroarpec-
CHSl TO-pa3HOMY MPOSIBISIETCS Y ACTeil B 3aBUCMMOCTU
OT BO3pacTa: OT eJI¢ 3aMETHBIX HEeOCO3HAHHBIX ITPOSIBIIC-
HUli (peOCHOK BBINVISIAUT HEYKIIOXKUM — YacTo IajacT,
PaHUTCSI) 1O OTKPBHITOTO CaMOOMYEBAHMSI — JETH MOTYT
OUTH ceOsT MO TOJI0BE WJIN OUTHCSI O CTeHY, HAHOCUTH cede
yBeubs (self-harm), oTKa3bIBaTbCsS OT €Ibl C pa3BUTHEM
HEpBHOM aHOPEKCHUM BILIOTH O BBIPAXKEHHOTO CYUIIV-
JaJIbHOTO MOBeneHus. B uccnemyemMoli rpymre ayroarpec-
cUs HaOJIIoIaaach y BCex AeTei, POSIBIISISICh B TOBEICHUM
un urpe pebeHka. B 1 ciyyae oco3HaHHOE CyuLIMAAIbHOE
MOBeJCHUE Pa3BUJIOCh Y MaJICHBKOTO pebeHKa 6 JIET, YTO
B KJIMHAYECKOM IIPAKTUKE BCTPEYAETCI KpaliHE PEIKO.

[IposiBneHuss MomaBIEHHOIO THEBa, MPU KOTOPOM
SMOIIMOHAIbHAS pa3psiika IPOUCXOOUT B OCHOBHOM
COMATUYECKU — <«JIeTydyHe» OO0JIM, HEPBHbIE TUKU W JP.,
BILJIOTh 10 (PYHKIIMOHAJBbHBIX HapyLIeHUH, TPYIHO TIO/-
JAIOIIUXCS TMAaTHOCTUKE, B MCCIIEAYEeMOM rpyIine Habto-
JIaluch y 7 neteit, y 3 U3 HUX AUarHOCTHpOBaHA TsLKeast
JIETIPECCHS C OTKAa30M OT €/Ibl U eSITeIbHOCTH.

JucconmmpoBaHHbBII THEB HaOMoaancsa y 1 malumeHTa,
5-JIeTHETO MajJbuMKa, KOTOPHI CTpaaall oT TaHaTohoOuu,
MPUHSIBIIE KOHKPETHYIO (hOPMY ITOC/Ie CMEPTH OJIM3KO-
Io — CTpax «yJIeTeTh Ha He00», TO3TOMY OH OOSIJICSI BBIXO-
IUTHh U3 noMa. [1py auccourMmupoBaHHOM T'HEBE ICUXUKA
pebeHKa, OyIyuun He CIIOCOOHOM pa3psiiuTh 3Ty TSKETYI0
SMOIIMI0 HUKAKMM JOCTYITHBIM CITOCOOOM, MCITOIb3Yys
MEXaHM3M PACIICIIICHMS, TMCCOLIMMPYET U KaK ObI «pa3-
MelIllaeT» THEB 3a IpeAeaMyu TCUXUKU «X03siuHa». [1pu
3TOM (hopMUpPYIOTCS (POOMU, OCHOBAHHBIE HA CUJILHOM
cTpaxe, He TOAIaIIeMcs palliOHAIBHOI MepepadoTKe,
YTO TJIE-TO 3a MpeaejaMu «S» HaXOMUTCST yrpoXKarolluii
«SI»-00beKT. TepaneBTUYECKUM BMEIIATEILCTBOM B JaH-
HOM cJlyyae CTaHOBMTCSI aKTyaJu3allds TPaBMbI yTPaThl
U OTpearvpoBaHUE ITOAABJICHHOTO THEBa Ha yMEpIIero
OJIM3KOr0 — MHBIMU CJIOBAMU «IIPU3HAHWE» THEBa IPH-
HaiexXammm «S» u «Bo3BpalleHueM» B «S» nuccouum-
pPOBaHHBIX yacTeil. TakuM o0pa3oM, «3aMacKUPOBAaHHBIC»
MPOSIBJICHUSI TIOaBJICHHOTO THEBA CEPHE3HO OCTIOXKHSIIOT
Ipoliecc JeYeHUsI B CTallMOHape, CIIOCOOCTBYS MOSIBIIC-
HHUIO COMAaTMYEeCKMX, HealanTUBHBIX ITOBEACHYECKUX,
COLIMAIBHBIX U TICUXUATPUYECKUX CHMIITOMOB Yy peOcH-
Ka, 4TO TpeOyeT MOCTOSHHOIO B3aMMOJIEICTBUS Bpayeil
C KJIMHUYECKUM TICUX0J0TOM, a MHOTA U C BpaYOM-TICH -
XHATPOM.

Bo Bcex BbIIIEONMCAHHBIX CTy4Yasx B LEIsIX (GOpMUPO-
BaHMUs O0JIee 3pesIoro amanTUBHOTO IMOBEICHUS y peOeHKa
TpebyeTcs (PoKycHast ICUXOKOPPEKIIMOHHAs paboTa K-
HUYECKOTO ITICMXOJIOTa, HampaBJeHHAasl Ha CBS3bIBAaHMUE
addexra c cuMnToMamMu pedeHka: «Tak 37IUT, YTO XOUYeTCs
ynapuTh cebsi». [TomoOHass MHTepIIpeTalys ayToarpeccum
JeJaeT 3Ty HEOCO3HAHHYIO TICHUXOJOTMYECKYIO 3alluTy
OCO3HAHHOM, YTO BeIEeT K ee OCIa0JIeHUI0O U MCUE3HO-
BeHuto. Crenylolleil 3agayeil KIMHUYECKOTO TICUXO0JIora
SIBJIIETCSl BepOanMn3alys U KOHTelHUpoBaHue addekra,
cBs3bIBaHME apdekTa ¢ UICTUHHOM MUIIIEHBIO U OTpearu-
POBaHME MOCPEACTBOM 3PEI0M SMOLIMOHAIbHOU pa3psiIKU.

B ¢asze oTuasgHMS BemyIIMMM HETaTUBHBIMU 3MO-
LMAMH, C KOTOPBIMUA PEOEHKY TPYIHO COBJIaAaTh, sIBJISI-
IOTCSl YyBCTBAa BUHBI M OECIIOMOIITHOCTU. BuHa cBsa3aHa
C JETCKUM <«3alllUTHBIM BCEMOTYIIIECTBOM». «BCE B MUPE
IIPOMCXOIUT IO MOeil Bojie». IMEHHO M03TOMY peOeHOK
YyBCTBYeT ceOsI BUHOBATBHIM 3a BCe — OOJIE3HU, CMEPTh,
Pa3BOIbI POAUTEIICH: «MEHSI OPOCUIIN, 3HAYUT, 5T — IUIOXOM
¥ BUHOBAT B 3TOM». IHOIIa BUHA HEOCO3HAHHO MHUIIMU -
pYeTCs U MOAIEePKUBACTCS B3POCIBIMU — «Thl MEHSI B P00
BrOHUIIIb», «€CJI OBI THI He 3a00J1ej1a, TBOSI MaTh ObLIa ObI
KuBa». UyBCTBO BUHBI B CMEPTH 3HAYMMOTO OJMU3KOIO
SIBJIICTCSL JTOTIOJIHUTEIbHBIM TPUITEPOM ayToarpeccuu
y pebeHKa.

Hanpumep, 6-netHss nesouka 0., crpanaroias omy-
XOJIbIO TOJIOBHOTO MO3Tra B peMHUCCHUM (OTell yMep, Koraa
el ObLIO 2 roj;a, ero CMepTh THIATEIBHO TaOyHpoBajiach
MaTephlo), Ha TMePBbIX 4 ceccusX 3akambiBajla (UTYPKY
KOPOJISI B TIECOYHYIO TOpY C KOMMEHTapUeM: «31eCh 3bI0Y-
yye TeCKM W BHHU3Y JIAOUPUHT, TYT IPOIAfaloT JIIOIH,
M KOPOJIb HE MOXET BbIOpaThcsi». Tak, CMMBOJIMYECKU,
B UTrpoBoM hopmaTe OHa OCYILECTBJIsIa TOUCK OTIIA.
IIpu »TOM AeBOYKA KaXKIblil pa3 UCIBLIThIBAJIA CUJIbHBIN
adeKT cTpaxa U HECKOJbKO pa3 OIucallach IPSIMO BO
BpeMsl IICUXOTepaleBTUYecKoro 3aHsatus. Pasa nporecra
BeIpaxkeHa rHeBoM 0. Ha Tex, KTO oKa3ajcs B «3bI0yUNX
MecKax»: «ObLT YeJIOBEK M HET €ro, OKas3ajcCsl B SIIIMKE»,
«Kak 0abouka, Bcero 1 AeHb MOXWJI, a HAgO, YTOOBI He
YMUpAI U JOJbIIE Xu». B baze oruassHus oHa 4yBCTBYET
BUHY 32 CBOil THEB U CUMBOJIMYECKM B UTPaX HAKa3bIBaeT
cebsl — BelllaeT Ha BUCEIUIIE CBOIO MIEHTU(PUKAILIMOHHYIO
(urypky — «IpuHIiiecca 10KHa ObITh HaKa3aHa 3a TO, YTO
ociylanach poauteneii». [lociae oTpearupoBaHust rHeBa
pebeHOK TOTOB MPUHSITH (haKT CMEPTU — OHA 3aKarlbIBa-
eT Urypku B TI€COK, MPUTOBapUBasi «TaM HX MECTO...,
OHM YMEpPJIM» U YCTaHABIMBAET UM «IaMsITHUK». B daze
OTUYXKICHMS IeBOYKA CITOCOOHA SMOILIMOHAIBHO TIPUHSATh
CMepTb, BBIPA3UTh CBOM SMOIIUU ¥ TOBOPUTH 00 yMepIlIeM
OTIIE B peaJIbHOM, a HE CUMBOJMYECKOM ITPOCTPAHCTBE,
MPOCUT MaTh CBO3UTH €€ Ha KJIaJ0MIIIe, XOUeT caMa yKpa-
CUTh MOTHITY OTIIA.

B ¢aze oTtyasgHus, yyBCcTBYS 0€CITIOMOIIIHOCTh U BUHY,
TOPIOIONINI peOEHOK HYKIAeTCSI B TOM, YTOOBI 3HATh, UTO
HE OH CTaJl MPUYMHON CMEPTU 3HAUMMOTO OJIM3KOTO U3-3a
CBOET0 'HEBAa MJIM HEIOCTATKOB, a TAKXKE B TOM, UTO O HEM
M03a00TITCS 3HAYNMbIC U Halle>KHBIE B3POCIIBIE.

B TeueHne MHOTMX 3aHSATUI 6-JETHSISA AeBoYKa M.,
oombHast OJIJI, koTopylo Opocuia MaTh, KOTAa €il ObLIO
Bcero 4 roma, IpoUrphiBaja UCTOPUIO «MaJCHbKMX OpO-
LIEHHBIX JETE», KOTOPBIE «yMHUPAIOT OT rojiofa»: «Y Ko3-
JIUKa HEeT MaMbl, y JUCEHKa TOXE HET..., MEIBEXXOHOK
JIe3eT Ha KphbIlly, KTo ero crnacer? KosneHok ymai, KTo
ero criaceT? KOTEHOK TOHET B 3bIOYYMX MeCKaX, KTO €ro
cnacet?». [locne orpearnpoBaHus THeBa B (ha3e TIpoTecTa
M 4YyBCTBa BUHBI B (pa3e oTyassHus y peObeHKa MOOMIM-
3YI0TCSI BHYTPEHHME Pecypchl, M OHa caMa roToBa IMo3a-
OOTUTBCSI O «MaJICHBKMX MaJbIllIaX, KOTOPbIE pacTyT 0e3
MaM... 1 YMEIOT CaMU CIpaBiIsITbCsI». OHa UTrpaeT, KymaeT
MAaJIbIIIEN, KOPMUT KX, YKIAABIBAET CIaTh, KaXI0€ Ieii-
CTBHME COMPOBOXKAAsA cioBaMu: «Terepb Mbl T03a00TUMCS
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O TNMHTBUHATAX, TEMepPb O KOTEHKE...». AKTyalu3aius
pecypcoB pebeHKa B pe3yiabraTe IMCUXOTepareBTUIeCKO-
ro BMEIIATeJIbCTBA O3HAYaeT, YTO JEBOUYKA ICUXMUECKU
roToBa K amanTallid B HOBOI XXU3HU U K OKPYXEHUIO,
B KOTOPOM HET MaTepHu.

B mporuiecce mcuxorepanuu HeoOXoaMMa MOCTOSTHHAS
paboTa KJIMHUYECKOTO IICUXO0JIoTa C POAUTEISIMU (OIle-
KyHaMM) pebeHKa, "HOOPMUPOBAHUE POIUTENICH, a TaK-
K€ MEIMIIMHCKOIO MepcoHajia O TOM, YTO MPOMCXOIUT
¢ peOeHKOM.

3akioJeHue

Ha Oonbmioit xKoropre wu3ydeHa crienudpuka yrpaT
B CEMBbSIX, T1I€ €CTh ETH, CTPANAIOIIE OHKOJIOTMIECKUMU
3a00J1eBaHUSIMM. AHAINU3 TMHAMUKU CEMEMHBIX B3aUMO-
OTHOIIIEHUI MOKa3aj, YTO IMPOTHUBOOITYXO0JIEBOE JIeYCHUE
pebeHKa HEpeaKO COIPOBOXIACTCS 4Yepeldoil ceMeiHbIX
pas3llyK M JACNpHUBAlldil Hapsiay C yTpaTaMM 300POBbBS,
MMPUBBIYHOTO 00pa3a >KM3HU, COIMAJbHOTO CcTaTyca
U MPOY.: BEIHYXACHHBIC UIMTEJIbHBIC Pa3IyKu C OTHUM/
000MMM POIMTENSIMU B pe3yjabraTe TOCIMTAIM3AIIUU;
yTpaTa OTHOLLIECHUI B PE3yJIbTaTe pa3Boaa pOAUTEICH U
CMEPTH OJHOTO M3 HUX, YTO MOKET OBITh KBAaTU(ULIMPO-
BaHO KaK MHOXECTBeHHasI yTpaTa.

IIpu npoBenennu KOHrMaHCKOM aHATUTUYECKON TICU-
XOTepaluy M3yYeH IpoliecC TOpeBaHus y AeTeil ¢ MHO-
KECTBEHHOM YyTpaToii, MOTEPSIBIIUX OJHOIO WMJIM O0OMX
ponuteneii. [ToaTBepxkaeHO, YTO ropeBaHHe y pebOeHKa
MPEACTABIISICT IMOCAEA0BATEIBHOCTD €I0 SMOIIMOHAIBHBIX
peakLMit Ha yTpaTy 3Ha4YMMOTO JWIla: MPOTEeCT — OTya-
SIHUE — OTYyXJIeHUe. OMOLMOHAJbHbIE peakluu Ha
yTpaTy MPOSIBIISUIUCH TTOUCKOBBIM TTOBeIeHUEM U apdek-
TaMU THeBa B (ha3e IpoTecTa, IMepeKUBAaHUSIMU BHHBI
1 OecroMoIIHOCTU B (pase oTuasgHus. B mcciaemyemoii
IpyIIIe XapakKTep yTpaThl (CMEPTb POAUTENST WIM yTpaTa
OTHOIIECHUI ¢ HUM B pe3yJibTaTe pa3Bojaa) He ObILI CBS-
3aH C KaKoi-11ubo criennuKoii Ipoiecca ropeBaHus,
SMOIMOHAIBHBIX PEAKIIMMA, TSIKECTbIO CUMIITOMOB. [l
BepudUKALIMU MOJyYeHHBIX BBIBOJOB TPEOYIOTCS HOTMOJI-
HUTEIbHbBIE KOJMUYECTBEHHBIC UCCCIOBAHMS.

HccnenoBaHue mokasajlo, YTO TOpeBaHUE Yy BCeX
00CIefOBaHHBIX JIeTeii HOCUJIO OCJOXHEHHBIN Xapak-
Tep KaK B CHJIy OHTOICHETHYECKOIl HE3peJOCTH Mexa-
HU3MOB TICUXOJOTMYECKON 3alllUThl, TaK U B CBS3U CO
cnelM@UKOR JETCKOM OHKOJOIMU (BBICOKOTOKCMYHOE
JICYEHHUE, BEPOSITHOCTD JIETAIbHOIO MCXOMa, JUIUTEIbHAs
JIenpuBals pedbeHKa OT OJIMXKHEro OKpYXXEeHUS U Jp.)
Tak, y meteii, CKITOHHBIX K TTOIaBJICHUIO COLIMATbHO CTUT-
MMPOBAaHHBIX SMOIIMI THeBa, BUHBI U MPOY., BOZHUKAECT
LIEJBIA pPSIA COMATUYECKUX, SMOIMOHATbHO-TIOBEICH-
YECKHMX, HEBPOJOTMYECKUX U ICUXUUECKMX CHUMIITOMOB,
YXYALIAIIINX UX (PU3MUECKOe COCTOSIHUE, HAapYIIAIOIINX
IICUXO3MOIIMOHAIBHBIN CTAaTyC, CHIDKAIOIINX KOMILIAeHC,
VXYIIIAIINX B LIEJIOM KauyecTBO MX XuzHu [14]. Tlpu
9TOM MpobIeMa yTpaThl U TOPEBaHMSI MaJIo 3HAKOMa Bpa-
yaM-TieauaTpaM M KIMHUYECKUM TICUXOJIOTaM, ITO3TOMY

BO BCEX CJIyYasXx OCJIOXXHEHHOE ropeBaHHe Yy peOeHKa
OCTaBaJIOCh «3a KaapoM», 03 IOJKHON KIMHUYECKOM
WHTEpIIpeTalii, U OBbUIO JMAarHOCTUPOBAHO TOJBKO
B TIpollecce IICUXOTepaluy, HayaToil MO COBEPIIEHHO
JIPYTOMY 3aIIpocy.

JersiM, 0COOEHHO MaJIeHbKUM, TPYOHO, a 3a4acTylo
HEBO3MOXHO B CHJIy COLIMAJIbHBIX CTUTM BepOaIn30BaTh
CBOI1 TpaBMaTu4ecKuii onbIT. FOHrmaHckas rmecouyHast
Tepamnus MO3BOJISIET PEOCHKY CIIPOSHUPOBATh 3TOT OIIBIT
B UIPE B CHMBOJMYECKOM IIPOCTPAHCTBE IIECOYHMIIBI,
BBIPA3UTh CBOM TIEPEXKMBAHUS Hauboiee MTOCTYITHBIM
I Hero U O6e3omacHbIM criocoboM. IlooxxuteabHbIM
pe3yabTaTOM TICUXOTepaluu SIBJISIETCS OTpearpOoBaHUE
peOEHKOM ITOIaBJIEHHBIX HETAaTUBHBIX MO 1 MCYE3HO-
BEHUE CUMIITOMOB, HE3aBUCHMO OT TOT'0, BepOaIn30Bajl OH
adexTUBHBIE U comepXKaTeIbHble KOMIIOHEHTHI TPaBMbI
yTpaThl WIM IIPOCTO ITPOUTPAJ UX CUMBOJIMYECKH B UTPOBOM
MoJie TepaleBTUYECKOM MecoyHMIIbl. B pesynbrate smo-
LIMOHAIBHON Pa3psIIKA BBICBOOOXKIAETCS] SHEPTHUSI, paHee
TpaTUBIIAsICS Ha TIOAaBJIeHUE U yaepXKuBaHUe adheKToB,
MOOMJIM3YIOTCSI PeCypChl TSl ananTalMy K HOBOM KM3HU
¥ OKPYKEHUIO, B KOTOPOM HET 3HAYMMOTO OJIM3KOTO.

BoIsiBJIeHBI OCHOBHBIE TIOTPEOHOCTH TOPIOIOIIETO
pebeHKa: TOoTpeOHOCTh B 3a00Te M Oe3omacHocTU. et
HYKIAIOTCSI B TOM, YTOOBI 3HaTh, YTO O HUX OyayT 3a00-
TUTBCS — 3TO OJHA M3 0a30BBLIX MOTPEOHOCTEN JTI000ro
pebenka. IlpucyrcTBUe B OKpY:KeHUM peOeHKa Hajexk-
HOTO, SMOIIMOHAJBHO OTKJIMKAIOIIEToCs, B3pPOCIOro,
TOTOBOTO BBICYIIATH BCE, NaXKe «IJIYIbIe» U YaCTO ITOBTO-
psIIolIMecs: BOIPOCHI, CO3JalolIero arMocdepy 3ab0Thbl
1 0e30IacHOCTH, CITOCOOCTBYET (POPMMPOBAHUIO COBJIA-
JAIOIIEeTO MOBENCHUS UISI CAaMOCTOSITEIbHOM amanTalluu
pebeHKa K cuTyaluuu yrparsl. [IoaToMy BO Bcex cirydasix
B IIpoliecce TCHUXOTepanuu HeoOXoauma ITOCTOSTHHAsI
paboTa KJIMHUYECKOTO TICUXO0JIoTa C POAUTEISIMU (OTEKy-
HaMM) pebeHka [15], MeqUIMHCKNM IepCcoHanIoM, MH(POp-
MHMPOBaHHUE O TOM, UTO ITPOMCXOIUT C PEOSHKOM, IeTallb-
HOe OOBSICHEHHE IIpoliecca TOpeBaHMsI, Yepe3 KOTOPBIi
€My HeOOXOAMMO MPOMTH, YTOOBI 3aBEPLIUTD €TO.

C TOYKM 3peHMsI OpraHu3aluu padOThl B KIMHUKE
BaXXHO TMOCTOSTHHOE TECHOE B3aMMOJICHCTBUE Bpadei-me-
IUaTPOB, KIMHUYECKUX TICUXOJIOTOB, CIELIMATUCTOB II0
COLIMAJIbHOI paboTe B ILIEJSIX OKa3aHMSI CBOCBPEMEHHOM
MCUXOTEPANIEBTUYECKO IMTOMOLIU PEOEHKY HA OCHOBAHUU
M3yYeHUsI €r0 MEIUKO-COIIMaJbHOTO aHaMHe3a elIle 10
MaHU(becTallui CUMIITOMOB I1aTOJOTUYECKOIro TopeBa-
Hug [16] n moamepKaHUsT YIOBJIECTBOPUTEILHOIO Kaue-
cTBa XXu3Hu [17].

IIpencraBieHHBIN OIBIT MO3BOJISIET CIEIATh €11e OIUH
MPaKTUYECKM BaXKHBIN BBHIBOJ O HEOOXOMMMOCTH CITCIIU-
aJbHOM MOATOTOBKM KIMHUYECKMX IICHXOJIOTOB, pabo-
TaIOIIMX B JETCKOM OHKOJOTMYECKOU KIMHUKE U IPYTUX
TSDKEJIBIX 00JIACTSX MeauaTpun (KIMHUYecKasi TeHeTHKa,
MMMYHOJIOTHSI, HEBPOJIOTHS U TIP.), TI0 paboTe C yTpaToil
U TOPEBAaHUEM U [PYTUMU CEPLE3HBIMU MPOOIEMaMU
y peOeHKa, a TakKe C WIEHAMM eT0 CEMbH.
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ZEB1 Kak gononHumenbHblil npeAUKmMop onyxonesoil nporpeccuu
npu capkome Hunra. Pesynbmambl Mopgonoru4yecKoro
uccnefosaHuda Ha nonynauuu AeMmcKoro u noApocmMKoBoOro so3pacma

O.1. Kut!, JI.10. IOpuenko', E.I1. Yasanosa', /I.B. Bypues?, C.A. Ky3uenos!, A.Bb. Caraksaun', E.M. ®pannusnn’,
I'.A. Mkprugan!, E.E. ITak!, M.B. Crapxenkas', A.I. Becnanosa', O.I1. ITonossu’
'OI'BY «Hayuonanvolit MeOUyUHCKUL uccaedosamenvckuil uenmp onkonoeuu» Munzdpasa Poccuu;
Poccus, 344037, Pocmos-na-Zony, ya. 14-s aunus, 63;
2TAY PO «Ob6aacmuoii koncysbmamuero-ouaznocmuueckuii uenmpy; Poccus, 344000, Pocmoe-na-/lony, ya. [lywkunckas, 127

Konmaxmmuvie oannvie: /lapes IOpveena IOpuenko dasha_yurchenko 2013@mail.ru

Axmyaavnocms. Capxoma FOunea (CHO) — amo kaaccuueckuii npedcmagumens oouiupHoeo cemeticmea onyxoneii CIO, 3anumaroujuii 00Hy
U3 AUOUPYIOUUX NO3ULULL Cpedl 310Ka4eCmEeHHOI Namoao2ul ONOpHO-08UamenbHo20 annapamay demeil u hoopocmios. Jlannas epynna
Xxapakmepuzyemcsi Kpaiine 60abuUM MHO2000pa3suem mopghoaocuveckux, ummynoeucmoxumuueckux (MIX) u monexyasapro-eenemuueckux
npusHakos. Omcymemeue cneyuuueckux namoeHoOMoHUYHbIX mapkepoe oas CHO, a makaice Haauuue wupokoil 6apuabesbHoCmy KAUHU -
YeCcKUX NPos8AeHULl 0CA0JCHAem JughepeHyuanvryo 0UuaeHOCMUKY.

Mamepuaavt u memoost. B uccaedosanue 6bi1u 8KAHUEHbL RAUUEHMbL 0EMCK020 U HOOPOCMKOB020 603pACMA C NOKANUZ08AHHOI U 2eHe-
paauzosantoil opmamu CIO/npumumugnsimu Heliposxmodepmanvhbimu onyxoramu (ITHI0) pazauunbix aokasuzayuii, npoxoousuiux
Aeuerue 8 ycaogusx omoenenus demckoi onxonoeuu PIBY « HMHUI] onkonoeuu» Munzopasa Poccuu 6 nepuoo ¢ 2009 no 2019 e. B kaue-
cmee mamepuana Oviaa ucnonvzosarna mkans nepeudroil onyxoau CH/ITHDO0 uz napagunosvix 610k08, nosyuennas om 67 nayuenmos
npu nepsu4Hoil OUONCULL, a MAKICce NOCAe XUPYPUHECK020 IMANa 8 COCMA8e KOMOUHUPOBAHHO20 UAU KOMNACKCHO20 AeHeHUs. DKCnpeccuro
ZEB1 onpedensinu ummyHo2UCMOXUMUYECKU.

Pe3yasmamot. Hausvicuwuii cpednuii yposens sxcnpeccuu b6eaka ZEBI nabawodanca é 4-ii epynne ¢ eenepanusosantoii gpopmoii CIHO
(onepayuonnsiii mamepuan) u cocmasun 60,8 + 2,2 %, MUHUMAnbHbLI YPOBeHb Obli 8bisiéAeH 80 2-ii epynne ¢ A0Kau308antoi gopmoii CHO
(onepayuonnwiii mamepuan) u cocmasun 29,2 * 3,0 %. Mexcdy 2-ii (nokaausosannas popma) u 4-ii (eenepanruzoeannas gopma) epynnamu
ommeuanucy cmamucmuiecku 3naqumvie pazauqus (p = 0,026).

3axkarouenue. B pezynomame UIX-uccredosanus 6erox ZEBI nokazan 6o npoeHocmuueckyo 3Ha4uMocmb npU CPAGHEHULU ePYNN C N0KA-
Au308anHoil u eenepanuzosannoil popmamu CIO (p = 0,026). IIpeobaadanue ypoens sxcnpeccuu 6eaxa ZEBI 6 epynne ¢ eenepanu308anHoil
Gopmoil cmamucmu4ecKy 3HaUUMO YEeauueano wancol memacmasuposatus ¢ 3,6 pasa (95 % dosepumenvhwiit unmepean 1,13—11,8).

Karouesnie caosa: demu, capkoma Hunea, sxcnpeccus ZEB 1, ummynocucmoxumus, npoeHocmuseckui pakmop

Jlasa wumuposanus: Kum O.HU., Opuenxo /.1O., Yavanosea E.II1., Bypuee /I.B., Kysneuyos C.A., Cacaksany A.B., Opanyusny E.M.,
Mxpmusn I'A., Ilak E.E., Cmapauceykas M.B., becnanosa A.U., Ilonossn O.I1. ZEBI kak donosHumenvHwlii npeduKmop onyxoneeoii
npoepeccuu npu capkome FOunea. Pezynsvmamor mopgonoeuteckozo ucciedo8anus Ha NONYAAUUU 0emcKo20 U NOOPOCMKO08020 03pacma.
Poccutickuii scypnan demckoii eemamonoeuu u onkonoeuu 2020;7(3):39—46.
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ZEB1 as an additional predictor of tumor progression in Ewing’s sarcoma.
Results of a morphological study on a population of children and adolescents

O.1. Kit', D.Yu. Yurchenko', E.P. Ulyanova’, D.V. Burtsev’, S.A. Kuznetsov', A.B. Sagakyants’, E.M. Frantsiyants’,
G.A. Mkrtchyan', E.Ye. Pak’, M.V. Starzhetskaya’, A.1. Bespalova', O.P. Popovyan’

'National Medical Research Center of Oncology, Ministry of Health of Russia; 63 14" line St., Rostov-on-Don, 344037, Russia;
2Regional Consultative and Diagnostic Center; 127 Pushkinskaya St., Rostov-on-Don, 344000, Russia

Relevance. Ewing’s sarcoma (ES) is a classic representative of the extensive family of ES tumors, which occupies one of the leading positions
among the malignant pathology of the musculoskeletal system in children and adolescents. This group is characterized by an extremely
large variety of morphological, immunohistochemical, and molecular genetic characters among its representatives. The absence of specific
pathognomonic markers for ES, as well as the presence of wide variability of clinical manifestations complicates the differential diagnosis.
Materials and methods. The study included patients of childhood and adolescence with a localized and generalized form of ES/PNET
of various localizations undergoing treatment in the conditions of the Department of Pediatric Oncology of the Federal State Budgetary
Research Center for Oncology from 2009 to 2019. As the material, the tissue of the primary tumor of ES/PNET from paraffin blocks was
used, obtained from 67 patients during the primary biopsy, as well as after the surgical stage as part of a combined or complex treatment.
The expression of ZEBI was determined immunohistochemically.

Results. The highest average level of expression of ZEB1I protein was observed in group 4 with a generalized form of ES (surgical material)
and amounted to 60.8 = 2.2 %, the minimum level was detected in group 2 with a localized form of ES (surgical material) and amounted
t0 29.2 + 3.0 %. Between groups 2 (localized form) and 4 (generalized form) statistically significant differences were noted (p = 0.026).
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Conclusion. As a result of an immunohistochemical study, the ZEBI protein showed its prognostic significance when comparing groups
with a localized and generalized form of ES (p = 0.026). The predominance of the expression level of ZEBI protein in the group with
the generalized form statistically significantly increased the chances of metastasis by 3.6 times (95 % CI 1.13-11.8).

Key words: children, Ewing’s sarcoma, ZEBI expression, immunohistochemistry, prognostic factor

For citation: Kit O.1., Yurchenko D.Yu., Ulyanova E.P., Burtsev D.V., Kuznetsov S.A., Sagakyants A.B., Frantsiyants E.M.,
Mkrtchyan G.A., Pak E.Ye., Starzhetskaya M.V., Bespalova A.l., Popovyan O.P. ZEBI as an additional predictor of tumor progression in
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Bsenenue

CorracHO MUPOBBIM CTaTUCTHUYSCKMM JaHHBIM, CapKO-
Ma FOunra (CIO) 3anuMaeT ogHy M3 JTUAMPYIOUINX TTO3U-
LM Cpeay 37T0KAYeCTBEHHOI ITaTOJIOTUM OITOPHO-IBUTA-
TEJIBPHOTO aIlfapaTa y JAeTeil U ITOAPOCTKOB U 2-€ MECTO I10
YacTOTe BCTPEYAEMOCTH ITOC/Ie OCTCOTEHHOM CapKOMEI [1].
CIO — 3TO OCHOBHOM IIPEACTAaBUTE]Ib TIe€TEPOTCHHOM
TPYIIIBI MEJIKOCHMHEKIICTOUHBIX 37T0KA9eCTBEHHBIX OITyXO-
et — omyxodneii cemeiictea CHO [2].

OO0benMHSICT MaHHYIO TPYIIIY OITYyXOJeH psim Xapak-
TEPHBIX JIJI HUX IIPU3HAKOB, TAaKMX KaK OKpyTias hopMa,
HeOOJIbIINe pa3Mephl KJIETOK, OOJBIIOE SIAPO, He3HAYN-
TEJIbHOE KOJIMYCCTBO BHYTPUKIIECTOTHOTO BEIlleCTBa, CITO-
COOHOCTD K OKpAIIMBaHUIO B CHHUI IIBET M 00pa30BaHUIO
PO3eTKOIOA00HBIX CTPYKTYp XoMmep—Paiita u ¢peHOMeHa
“nucleon crowding” — CKy4eHHOCTU SAep IPU MUKPO-
ckonuu [3, 4].

JlaHHOe CeMEeMCTBO XapaKTepu3yeTcsl KpaitHe OOJib-
MM MHOToo0Opa3uem mopdonorndyeckux, UI'X u moine-
KYJISIPHO-TeHETUYECKNX MMPU3HAKOB CPEIN e TIPeACTaB-
teneir. OTCYTCTBHE CITeM(pUUSCKUX TaTOTHOMOHNUYHBIX
MapkepoB mig CHO, a Takke Haauuude IIMPOKON Bapu-
abeIIbHOCTH KJIIMHUYECKUX TMPOSIBJICHUI B 3HAYUTEIBHOMN
Mepe OcTIoXKHsIeT T hepeHIINATBHYIO IMarHOCTUKY M CBOE-
BPEMEHHYIO BEICOKOTOYHYIO ITOCTAaHOBKY IMarHo3a [3].

K stnonornueckum ¢axkropam BosHHKHOBeHUs CHO
OTHOCST Pa3INYHOTO pPOJa XPOMOCOMHEIC abeppaiuu
C yJacTueM KiodeBoro reHa FWS m pa3nmuHbIX TeHOB
ceMeiicTBa TpPaHCKPUITIIMOHHBIX (dakTopoB ETS-FLY,
ERG, ETVI, ETV4, FEV u TeHOB IpPYrux CeMeWCTB
[1, 5, 6]. Pe3yiasraroM momoOGHOIO poaa CIIUSTHUN SABIISIOT-
csl XMMMEpHBIE OHKOIIPOTEMHEI, KOTOPBIC B CBOIO OYepenb
BO3IEICTBYIOT Ha KJICTKU-MUIICHU-TIPEAIICCTBEHHUKHN
CIO, BrI3bIBasI UX TpaHC(HOPMAIINIO U 03JI0KAYeCTBICHNUE,
TeM caMbIM 3aIlycKasl KacKaj peakKIrdii capKoOMOTreHe3a.
OmHako, TT0 JaHHBIM psiZa aBTOPOB, 3TOT BU TeHETHUYC-
ckoit katactpodsl it CHO xapakrepen B 85—95 % ciy-
yaeB 3a00JiIeBaHUs, B OCTaJAbHBIX 5—15 % HabmoneHuni
IMOJOOHOTO poAa TPaHCIOKALIMiA He BBIIBIsSCTCS. Bepo-
SITHO, CTOJIb HEOOJBIION MPOIeHT Bo3HMKHOBeHUsT CHO
aCCOIIMUPOBAH C XPOMOCOMHBIMU abeppaiisIMU APYTHUX,
HE U3YYEHHBIX Ha CETOIHSIIIHUIA 1eHb FEHOB [5].

Benyrcs aktuBHBIE criopel o mpoucxoxmeHun CIO,
¥ BCE Yallle CTaBUTCS ITOJ BOIIPOC KJIacCHUYeCKasl TeOpHs
Bo3HukHoBeHUsT CIO u3 TpocToil Me3eHXMMAIbHOM

KJICTKH, JTOKA3aTeIILCTBOM TOMY SIBJITIOTCS (PaKThI HEOI-
HOKpPAaTHOTO OOHAPYXXEHUS B TKAHU IIEPBUIHON OITYXOJIHN
OITyXOJICBBIX KIJIETOK C 93KCIIPEeCCHEell ITMUTOKEPATMHOB
¥ HaJIMYKMEM TIOTHBIX KOHTAKTOB, T. €. KJIETOK C STIATEIH -
ouaHou nuddepeHIMPOBKOI [6]. B KayecTBe OCHOBHBIX
TepBOMCTOYHNUKOB Bo3HMKHOBeHUSI CHO coBpemMeHHBIC
y4eHBbIE BCE Yallle pacCMaTPUBAIOT ME3CHXMMAaIbHBIC
CTBOJIOBBIC KJICTKHM WJIM CTBOJIOBBIC KJICTKU M3 HEPBHOTO
rpeoHs [7].

Oco0Oyio TIpo0JieMy Ha CEeTOTHSIITHUI [eHb IIpei-
CTaBJIACT MPOIECC KpaitHe OBICTPOrOo M 3a4acTyl0 MHO-
KecTBeHHOTO MeTtactasupoBanus CHO. Tak, Ha MOMEHT
nepBuyHOro odpamenus nauueHtos ¢ CHO B 25-30 %
CIy9aeB UMEeTCsl MeTaCTaTUIECKOE MOpakeHNEe OTHaICH-
HBIX OpraHoB U TKaHeil. K HanboJee yacThIM JTOKaIM3a1i-
M MeTacTaTudeckoro mopaxeHust mpu CHO oTtHOCATCS:
JIETOYHAsI TKaHb, KOCTU CKeJIeTa, a TaKXKe KOCTHBII MO3L.
B Gomnee penkux ciaydasx OTMEUYEHO TOpPaKeHUE PEeTro-
HapHBIX TMM(PaTUICCKUX Y3JIOB, TOJIOBHOTO 1 CIIMHHOTO
MO3ra, 4TO KOpPEIUpyeT ¢ HeOJIarompHUsTHBIM IIPOTHO-
30M [6, 7]. HecMOTps1 Ha IIMPOKMIT KOMILIEKC ITPOBO-
IUMBIX Mep B Tepaluu, pe3yIbTaThl JCUCHUS MallCHTOB
C IOAHHOM OHKOIIATOJIOTMEM OCTAIOTCS ITO-TIPEXKHEMY
HEYIOBIIETBOPUTEIBHBIMU. B CBSI3M ¢ 3TUM OCOOEHHO
aKTyaJIbHBIM IIPEACTABIISIETCS M3YUYCHUE IIPOIIECCOB OUC-
cemuHanuu kietok CHO ¢ ¢popMupoBaHrEM BTOPUYHBIX
MeTacTaTMIeCKNX (POKYCOB, a TaKKe MOUCK ITPOrHOCTHU-
YeCKUX (PaKTOPOB B OLICHKE arpeCCUBHOCTU ITOTCHIIMATA
TAHHOM OITYyXOJIH.

B HOBeiiIIIeH TUTEpaType 9acTO YITIOMUHACTCS U aKTHUB-
HO 00CyXImaeTcss KOHIICIIIUS KJICTOYHOM IUTACTUYHOCTH
B peTyJIsIunu 1 peaym3aunu Metactasuponanus CIHO [8, 9].
B ece¢ ocHOBe nexkaT B3aMmMOOOpPATUMBIC IIPOILIECCHI SIIH-
TeIualbHO-Me3eHXuManpHoro (DMII) u Me3eHXUMAaIb-
Ho-3nuTeanaabHoro (MOI) mepexomoB MM TpaH3UIIUN
(Epithelial Mesenchymal Transition) [10, 11], B ocHOBe
PETYISIINM KOTOPBHIX JIEKUT AaKTUBHOCTH psima TpaHC-
KPUMIIMOHHBIX (DAaKTOPOB, TaKuX Kak Snail, Twist, Slug,
SMAD, BMP, a Tak:xe TipeicCTaBUTeNIel ceMelicTBa 0eJIKOB
muHkoBoro naneia — ZEB1, ZEB2 u np. [12, 13]. Han-
HBIC TPAaHCKPUITIIUOHHBIE (PAaKTOPHI MMEIOT Pa3IUIHYIO
(byHKIIMOHAIBHYIO HAIIpaBIeHHOCTh. OMHN WHAYIIUPYIOT
BKCIPECCUI0 LIMTOKEPAaTUHOB M, KaK CJICICTBHUE, CIIO-
COOCTBYIOT MPUOOPETEHUIO KIICTKAMU SIUATEINATbHBIX
CBOWCTB, IpyTHe Xe, HalpOTUB, — WHAYLIUPYIOT ME3¢H-
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XUMAJIbHBIN WM ME3eHXUMOIOAO0HbINA (heHOTHUIT, MHIU-
OUpYs IKCIPECCUIO OEITKOB IJIOTHBIX KOHTAKTOB.

K mociegHMM OTHOCUTCSI CEMEUCTBO OEJIKOB IIMH-
KOBOTO TMaJiblia, KOTOPOE XapaKTepU3yeTCsl HaludueMm
LIMHK-(UHTEePHBIX TPAHCKPUITIIMOHHBIX (haKTOPOB, pac-
MO3HAIIINX crhelu@uueckue >JeMeHThl Tuma E-box,
IIMPOKO M3BECTHBIE KakK Oenku cemeiictBa ZEB. MHo-
TFOYMCJICHHbIC MCCIEAOBaHUs IOKA3alM, YTO TUIIEPIKC-
npeccust 0€JKOB LIMHKOBOIO Iajiblia MOBBILIAET arpec-
CUBHOCTh M METACTAaTUYECKMiIl IMOTEHLIMA pPa3JIMYHbIX
3710Ka4eCTBEHHBIX HOBOOOpa3oBaHmii [ 14, 15].

Tak, coracHoO IUTepaTypHBIM JaHHBIM, OCOOYIO POJIb
B maroreHe3e u nporpeccun CHO urpaer npencraBuTenb
cemelicTBa 0enKoOB LIMHKOBOro mnanbia — ZEBI1. TpaHc-
kpunuuroHHbIi pakTop ZEB1 (Zinc finger E-box-binding
homeobox) y4acTBYeT B PeTyJISILIMU ITPOLIECCOB KIETOYHOM
IUIACTUYHOCTH, a UMeHHO B DMIT u MBII kak B HopMme,
TaK U npu natojoruu. Hanbosnplnii MHTEpeC IpencTaB-
qsieT ToT ¢akT, yto ZEB1 crmoco6cTByeT Kak MHUIIMALMT
OITyXOJIEBOTO IIpoliecca, TaK U ero TUCCEMUHAIU ¢ (op-
MHUPOBAaHUEM BTOPUYHBIX METACTATMYECKUX ouyaros [14,
16]. JokaszaHo, uyto TmoBbIlIeHHas skcrpeccuss ZEBI1
KOpPEIUpYeT ¢ HeOJAroNpUITHBIM KIMHUYECKUM HCXO-
JIOM Y OOJIbHBIX C Pa3JIMYHBIMU 3]I0KAY€CTBEHHBIMU OITY-
xonsimu [17, 18]. OcHOBHBIM 3 HEKTOM, peaanu3yeMbIM
ZEBI1, aBnsieTcsl yTHeTeHUE dKCIIPECCUU LIMTOKEPATUHOB
U APYTUX MapKePOB SMUTEIUATbHON T hepeHIINPOBKH,
4yTO 3aryckaeT rpoiecc DMII u criocodcTBYeT Mpuoodpe-
TEHMIO OITyXOJIEBBIMM KJIETKAMU ME3€HXMMOIOA0OHOIO
(beHoTHMIIA, & COOTBETCTBEHHO MOABUKHOCTU U CIOCO0-
Hoctu K murpauuu. ZEB1 crmocoOGcTByeT mpoTeKaHUIo
HavyaJIbHBIX CTaAMii 0Opa30BaHUsI OITyXOJIM OCPEICTBOM
B3aMMOJICCTBUSI C aKTUBHBIMU OHKOI€HAMU U, SIBJISISICh
cnelu@UUecKM LIEHTPaJbHBIM MHAYKTOpoM OMII,
yepe3 p53- u RB-curHanbHble TIyTH TTOAABIISIET arlom-
TOTUYECKME IIPOLIECCHl M COIEMCTBYET IIPUOOPETEHUIO
OITyXOJIEBBIMM KJIETKAMU XUMHUO- U PAagUOPE3UCTEHTHO-
ctu. CBou adexkTl ZEB1 akTUBHO peanu3yeT B TaKUX
3JI0KAQUECTBEHHBIX OITyXOJISIX, KaK KapLIMHOMa MOJIOYHOM
XKeJesbl, KOJOPeKTaAbHBIN paK, paK MpocTaTel U ap. [15,
18—20]. OmHaKo He TOJIBKO B 3JI0Ka4eCTBEHHBIX STTUTEJIN -
anbHbIX onyxoJissx ZEBI1 perynupyeT npoiiecchl MHBa3UK
M MUTPAllU, TaKXe, COIJIACHO JINTEPATyPHBIM JaHHBIM,
OH yYacTBYeT B MHUIIMAIIMU OITyXOJIEBOIO Ipoliecca IMpu
CHO, omocpenoBaHHO BBI3BIBAET CYMPECCHUIO MEXKKIIE-
TOYHBIX KOHTAKTOB OITyXOJIEBBIX KJIETOK U CTUMYJIUPYET
BBIPAOOTKY ellie O0JIbILEro Yncia Me3eHXUMaJIbHbIX Map-
KEpOB, TEM CaMbIM CITOCOOCTBY?I TIpolieccam (hOpMUpOBa-
HUSI MHBa3MBHOIO (heHOTUIIA OITyXOJIEBBIX KJIETOK U BTO-
PUYHOI METACTATUYECKOMN KOJOHU3ALMU IPYTUX OPraHOB
u TKaHeii [8, 9, 14].

Tak, cOrJIaCHO TEOpPUU O KJIETOYHOM IUIACTUYHOCTH,
OMII neiicTBUTENBHO HEOOXOAUM IS 000COOJICHMS
W MUTpPALMU OITyXOJIEBBIX KJIETOK, B TO BpeMst Kak MOI1
obaurareH it GOPMUPOBAHUS BTOPUYHBIX METACTATHYE-
cKux ouaroB. MHorue aBTOphl nonaraiot, utro CIO — 310
OITyX0JIb, KOTOPAsl 110 YMOJYAHHUIO MPOXOIUT ITaCCUBHBIA
MOBII B cuny cBoei ucxomHoi nuddepeHIMPOBKH, OJHA-
KO B peryJsiliMy JaHHOTO TIpoliecca OMHY U3 TJIaBEeHCTBY-

romumx poneit orBoadT Bece xxe ZEB1 [21, 22]. CornacHo
HOBEMIIIMM JIUTePAaTYPHbIM JTaHHBIM, ITOBBIIICHHAS JKC-
npeccust ZEB1 B TKaHU TIepBUYHOM OITyXOJIM HAIPSIMYIO
KOppEeIUpyeT ¢ pacipoCTPaHEHHOCTBIO OITyXOJIEBOIO
npoiiecca [8, 9, 11]. OngHako JaHHbIE MEXaHU3MBI KpaiiHe
MaJio U3y4eHbl U TPeOYIOT 00Jjiee NeTaTbHOTO U YIIIyOJIeH-
HOTO MCCJICIOBAHUS X OCHOB, YTO MOKET OKA3aTh 3HAYM -
TeJIbHOE BIMSIHME Ha IIOHMMAaHUE IIPOLECCOB IIPOrpeccuu
M XOYMUHTA [PEMETACTUYEeCKOM HUIIIH.

Ieab paboThl — McCIeqOBaHUE M aHAJIM3 SKCIIPECCUU
oenka ZEB1 B kayecTBe IpOrHOCTHYECKOro (hakTopa
B TKaHM IEPBUYHBIX OIYXOJIell Yy NMALMEHTOB IETCKOIO
U MOAPOCTKOBOIO BO3pacTa C JIOKaJIU30BaHHBIMU U TeHE-
paJIM30BaHHBIMU (OpPMaMU PETPOCIEKTUBHBIX CIIydaeB
3a0oneBanus CHO.

MarepuaJjsl 1 METOIbI

B uccnenoBanue ObLIM BKIIOYEHBI MALMEHTHI (1 = 67)
JETCKOIO U MOAPOCTKOBOIO BO3pacTa ¢ JIOKAIM30BaHHOM
u TeHepanu3zoBaHHOU dopmamu CHO/MpUMUTUBHBIMU
HeltposkTonepManbHbiMu omyxoisiMu (ITHDO) paznuy-
HbBIX JIOKAJIM3ALMi, IIPOXOAMBIIUE JIeYCHUE B YCIOBUSIX
otneneHus nerckoil onkosiorun HMMUWUILL oxkosorumn
B niepuoa ¢ 2009 mo 2019 r. Bospact nmauueHToB — ot 0
no 18 mer BKIouMTeNbHO. M3 HMX MaJbuMKOB OBLIO
40, yto cocraBwio 59,7 % oO0lIero 4uciia MalyueHTOB,
neBouek — 27 (40,2 %). C xilaccu4ecKoii KOCTHOM (op-
moii CHO 6but0 50 (74,6%) GOJBHBIX, C MSATKOTKAHHOM
dopmoit CHO/TTHDO — 17 (25,3 %). Ha MomeHT Bepudu-
KallMK OITyXOJIEBOIO IIpoliecca ¢ JOKaJIM30BaHHOI (op-
moii CIO 6b110 26 ManyeHToB, cpear HUX aeBodyek — 11,
MaJb4MKOB — 15; ¢ reHepanu3oBaHHoii popmoii CHO — 41,
U3 HUX JeBodeKk — 16, MmaapuukoB — 25. Cieayer oTMme-
TUTh, YTO B TPYIITY C TeHEPaTU30BaHHOU (HOpMOI TOMU-
MO IMalMEHTOB, MMEBIIMX HA MOMEHT IIEPBUYHOIO 0Opa-
LIEHMS OTJAJCHHbIE METACTATUYCCKIE OYark Pa3IMUYHbIX
JIOKaIM3auuii, TakKe OBIIM BKIIOYEHBI Bce OOJIbHBIE,
MMEBIIME IOpPaXeHUEe PEerMOHAPHBIX JIUM@aTUIYEeCKUX
y3JI0B.

B kxauecTtBe Marepuajna Oblia HMCIIOJb30BaHAa TKaHb
nepsuyHoii omyxoau CIO/ITHBO wu3 mapaduHOBBIX
OJIOKOB PEeTPOCIIEKTUBHBIX ClIy4aeB 3a00JIeBaHUSI, BCETO
87 GJIOKOB, MOJYYEHHBIX OT 67 MallMEHTOB IIPU IEePBUY-
HOM OMOIICHM, a TaKXe II0C/Ie XMPYPIHMYeCKOro 3Taria
B COCTaBe KOMOMHMPOBAHHOTO WM KOMIUIEKCHOI'O
JeyeHus. Bce GoJibHbBIE, OITYXOJIEBBIM MaTepual KOTOPhIX
OTOMpaJIM IT0C/Ie TIPOBEACHUS XUPYPIUIECKOTO JIeYSHUs],
MOJIy4ald HEeOaIblOBAHTHYI0O MHOTOKYPCOBYIO ITOJIMXU-
muoTepanuio cornacHo nmporokonram EURO-EWING 99
n EURO-EWING 2004. [danHast Tepamus BKJodana
MpoBefieHNe 6 CTaHOAPTHBIX AJbTEPHUPYIOLIUX KYpCOB
HEOoaIbIOBAaHTHOU TomxuMmuoTepanuu 1mo cxeme VIDE
C TIpMMEHEeHMeM BUHKPUCTHMHA, Hdochammuaa, TOKCO-
pyOMILIMHA M 3TOIO3MAa. YUMTHIBAs BO3MOXKHOE TTOTEH-
LIMaJIbHOE BJIMSIHUE XUMMUOIIPENApaTOB U Pa3IM4HYIO
CTEIEHb IMOCTXMMMOTEPAeBTUYECKOro IaTtomMopdo3sa
IEePBUYHOM OITyXOJIM, BCE IALMEHThI ObLIM pacIpeje-
JIEHbl HAMU Ha 4 rpynimbl: 1-s — DAUMEHThI ¢ JIOKAIU30-
BaHHO#1 popmoit CHO (buoncuitHbslii Matepuan), n = 10;
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2-¢ rpyrnmna — 0OJbHBIE ¢ JIoOKan30oBaHHOI opMmoit CHO
(ornepallMOHHbBIN MaTepuain), n = 26; 3-s rpyIna — nau-
eHTBI ¢ reHepaiauzoBaHHOI Gopmoit CIO (buomncuitHbI
matepuan), n = 10; 4-g rpynma — OoJIbHbIE C TeHepaiu-
3oBaHHOIl (opMoii CIO (omepallMoOHHBII MaTepuan),
n = 41. Cnenyer OTMETUTh, YTO B TOCJIEOTIEPALIMOHHBIX
o0Opa3iax OIlyX0JIeBOM TKaHW IALMEHTOB KakK JIOKAJIM-
30BaHHOM, TaK M TreHepaJM30BaHHON IpyIn Ipeodaanan
natomopdo3 III-IV crenenn. OgHaKo B KIMHUYECKOM
TeYeHUHU 3a00JIeBaHUSI Y HEKOTOPBIX MAllMEHTOB JaHHBIX
IPYIII, HECMOTPsI Ha IIPOBOAMMYIO TePAIIMIO B IIOCJICOIIE-
paLlMOHHOM IIepUOje, OTMedajach IPOIrpeccusi B BUJIE
MOSIBJICHUSI PaHee He OIPeIe/ISIBIINXCS METaCTaTUUECKUX
(hokycoB MM yBeIMYEeHUsI KOJIMYECTBA U Pa3MEPOB YXKe
HMMEBIIMXCSI METACTATUYECKUX 04aroB, YTO, IMO-BUAUMO-
My, CBUJETEJIbCTBYET B I10JIb3Y HAJIMYMSI ITyJIa PE3UCTEHT-
HBIX K JICUEHUIO OIyX0JIeBbIX KiieToK CHO.

Bce 00pasiibl omyxosieBoii TKaHU, MOJIy4eHHBIE ITOCIe
MPOBEICHUST XUPYPTUYECKOro JIeYeHUsI, B 00s13aTeIbHOM
MOPSIIKEe MPOXOIUIN MOJIEKYISIPHO-TeHETUYECKOE HCClIe-
JIOBaHME Ha HaJIu4Ke/OTCYTCTBUE IIEPECTPOMKU TIeHa
EWSRI. UccnenoBaHue BBITIOIHSIOCH C UCIIOJIb30BaHU-
eM MeTofa ¢iryopeciieHTHOM rubpuausaiuu in situ (FISH)
Ha napaHOBBIX Cpe3ax TKAaHU OITyXOJIH, 110 pe3yJibraTaM
KOTOPOTO BBISIBJICHBI 63 MOJOXUTEIbHBIX B OTHOILIEHUHU
nepectpoiiku reHa EWSRI (94 %) o6pasua u 4 (6 %),
B KOTOPBIX COOTBETCTBYIOILIASl IEPECTPOMKA OTCYTCTBO-
Bana. EWSRI-HeratuBHbIE 00pa3ilbl OIMYXOJEBO TKaHU
He ObUIM MCKJIIOUEHBbl HaMHU U3 IIOCIEOYIOLIEro MCCe-
npoBaHusl. C y4eToM OOJIBLIOrO KOJMYECTBA BO3MOXKHBIX
pa3JIMYHbIX TUIIOB TPAHCIOKALIMI C HEITOCPEACTBEHHBIM
y4acTueM Ipyrux «(hjaarMaHCKMX» TI€HOB IIOJyYeHHbBIE
HaMU pe3y/bTaThl B LIEJIOM HE OTIMYAJIMCH OT OOILEeMM-
POBBIX JIMTEPATYPHBIX U KIMHUYECKUX JaHHbIX. OgHAKO
B KayeCTBe OKOHYATEJIbHOIO IOATBEPXICHUS AMarHo3a
CIO Bce 06pa31bl TPOLIIN ABOMHON HE3aBUCUMBII ITATO-
MopdoJiornyeckuii pedepeHc, 1o pe3yjabTaTaM KOTOpOro
nuardo3 CHO ObL1 moATBEpKAEH BO BCEX CydasiX.

Jlanee Hamu ObUT TNPOBEACH OCHOBHOM 3Tall
WCCICIOBAHMSI,  3aKJIIOYaBLIMICS B IPOBEICHUU
WUT'X-aHanu3a ommyxojaeBoro MmaTepuaa ¢ UCIoJb30BaHU -
eM crnenuduieckux anturel K o6enky ZEB1 B uccnenye-
MbIX Ipyrnax. ITonpoGHas ero MeToauKa orucaHa B paHee
HareyaTaHHbIX pabotax [12]. B Hamem uccremoBaHuM
HCIIOIb30BAJINCh TOJMKIOHANIbHBIE aHTUTeda K ZEBI
(Biorbyt Ltd.) B pasBenenuu 1:200. 151 BU3yaau3aluu
npuMeHsu cuctemy aetekuun Reveal Polyvalent HRP-
DAB Detection System. OueHuBaau MPOLIEHTHOE COAEP-
JKaHUe ¥ MHTEHCUBHOCTD oKpamimuBauusi: 0, 1+ — ciaboe,
2+ — yMepeHHoe, 3+ — cumiIbHOe. DKcmpeccus Oenka
ZEBI1 onpenensnach Kak IOJOXUTENIbHAs, KOrJa OKpa-
IKBaHue ObIIO BbIsIBIEHO 0ojice yeM B 10 % (cut-off)
OITYXOJIEBBIX KJIETOK C MHTEHCUBHOCTBIO 2+ 1 3+. Ctatu-
CTUYECKMI1 aHAJIM3 Pe3YJIBTATOB IIPOBOAMIICS C IIOMOIIBIO
nporpammbl  STATISTICA 13.0 (StatSoftlnc., CIIA),
npuMeHsu Kputepuii x> Ilupcona, U-kputepuii Mah-
Ha—YWUTHU, OTHOILIEHKE IIaHCOB ¢ 95 % n0oBepUTEIbHBIM
uHTepBajgom (AN).

Pe3syabraTsl n 00cyxKneHne

IIpoBeas uccieaoBaHye Ha OIIpeaeIeHIEe SKCIIPECCU
ZEB1, ObutM TOTYYeHBI CleayIole pe3yabTaThl: B IIPO-
LICHTHOM COJEP>KaHMU MaKCUMaJIbHOE YMCJIO MAllUEHTOB,
Yy KOTODBIX HaOJI0AaJ0OCh ITOJIOXUTEIBHOE OKpallliBa-
nue Genka ZEB1, ormeueno B 3-it (90 %) u 4-ii (85 %)
rpymnmnax, MUHUMajIbHOe 4yrcio (62 %) — y nalleHTOB BO
2-i1 tpynrie. HauBpiciuii 1mokasatesib CpEeIHETO YpOB-
HS 9KCIpeccuu HaoOmomancs B 4-i TpynIe M COCTaBUJI
60,8 + 2,2 %, HaMMEeHbIIIKI IT0Ka3aTeJb ObUI BBISIBICH BO
2-i rpynne — 29,2 + 3,0 %. B 1-ii u 3-i1 rpynmnax cpea-
HUit ypoBeHb akcripeccun ZEB1 cocrasun 46,3 £ 9,2 %
u 41,7 £ 11,1 % coorBeTcTBeHHO (puc. 1).
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Puc. 1. Cpednuii yposens sxccnpeccuu ZEB1 6 uccaedyemvix epynnax
Fig. 1. Average level of expression of ZEBI in the study groups

OkpalllMBaHUE OINYXOJIEBbIX KJIETOK B MCCIIEAYEeMbIX
rpynmnax ObLIO HECKOJIbKO HEOTHOPOAHBIM M C pas3jidy-
HOM CTEINeHbI0 MHTEHCHMBHOCTM Ha BCEM IIPOTSDKEHUU
(puc. 2). Tak, B 1-i1 u 3-i1 rpymnax mpeo6ianaia BbICOKAs
CTelleHb MHTEHCUBHOCTU OKpalllMBaHMS, TOLAa KakK BO
2-1i 1 4-i1 OBLIM OTMEYEHBI BCe CTEIIEHU MHTCHCUBHOCTH.
Bo 2-i1 rpynme Haubojiee yacTo HaOJomalach HHU3Kas
cTereHb MHTEHCUBHOCTU OKpallluBaHus, B 4-ii — Ha000-
pOT — TIpeobJiagana BBICOKas CTEIeHb MHTEHCUBHOCTH
OKpalliBaHUsI.
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Puc. 2. Juaepamma pazmaxa sxcnpeccuu ZEBI 6 onyxonegvix kaemiax
Y hayuenmog uccaedyemuix epynn. Llugppamu ykazano: Homepa uccaedyemuix
epynn

Fig. 2. Scope of ZEB1 expression in tumor cells in patients in the study groups.
The numbers indicate the numbers of the studied groups
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CpaBHUBasl IIOJlydeHHbIE [IaHHbIE B MCCIEAyEMbIX
IpyInax MalueHTOB, Yy KOTOPbIX IEPBUYHAS OIYXOJIb
nMesia pasuuHbIid ypoBeHb aKcrpeccuu ZEBI1, Oblin
MOJIyYeHbl CJEAYIOIIMEe pPe3yjbTaThl: IIPU paclpeie-
JeHun no kpurtepuio y> IlupcoHa BO BCeX M3ydaeMbIX
IpyImnax CTaTUCTMYECKU 3HAYMMOM CBSI3U MexXny ak-
TOPHBIM M PE3YJBTaTUBHBIM IPU3HAKAMU OOHAPYXUTh
He ynanoch (0,224 nipu p = 0,636 u 0,146 ipu p = 0,703
COOTBETCTBeHHO). OgHakKo Mexny 2-ii u 4-i1 rpynmnamu
OTMeuajach CTaTUCTUYECKM 3HaYuMasl cBs3b (4,969 mpu

= 0,026). B pesyiabrate 00pabOTKM CTATUCTUYECKUX
JIAHHBIX ObLIO IMOKA3aHO, YTO MpeodIataHue 9KCIPEeCCU
ZEBI1 B 4-i1 rpyrnmne yBeIM4YMBajIo IIAHCHI MeTacTa3upo-
BaHus B 3,6 paza (95 % AW 1,13—11,8) 1o cpaBHEHUIO
co 2-it rpynmoii. ITogpoOGHbIe AaHHBIE MpPenCTaBICHBI
BTabn. 1 u2.

Taomaua 1. Pacnpedenenue sxcnpeccuu ZEB1 6 uccaedyemvix epynnax
Table 1. Distribution of ZEB1 expression in the study groups

l-a,n=

o= 10
CpenHuii ypoBeHb
skcnpeccun, %
The average level
of expression, %
2-9,n=26

2" n=26
CpenHuii ypoBeHb
aKkcnpeccun, %
The average level
of expression, %
3-a,n=10

34 n=10
CpenHuii ypoBeHb
skerpeccun, %
The average level
of expression, %
4-51,n =41

4" n =41
CpenHuii ypoBeHb
sKkcnpeccun, %
The average level
of expression, %

70(7)  30(3)

46,3+9,2

p=0272 p=0,636

62 (16) 38 (10)

29,2+3,0

90 (9) 10(1)

41,7 £ 11,1

p=0,138 p=0,703

85(35) 15(6)

60,8 +2,2

Taomuua 2. Pacnpedenenue kpumepus y? [lupcona 6 uccaedyemoix epynnax

Table 2. Pearson y’ test distribution in the study groups

2-9,n=

2"",n—26 62 (16) 38 (10)

4ot p =4l 0,026* 3,6; 1,13—11,8
=41 85(35) 15(6)

Tpumeuanne. * — pazuuus nokazameneti cmamucmuuecku 3naqumst (p < 0,05).

Note. * — differences in the indicators are statistically significant (p < 0.05).

CpaBHUBasl CpeIHU YPOBEHb 3KCIIPECCUM B 3aIaH-
HBIX TpyIIlax, HaM{ ObUIO MPOAEMOHCTPUPOBAHO IIpe-
obnaganue skcrpeccun ZEB1 B omyxoneBbIX KiIeTKax
y TanueHToB 1-# rpymnmsel B 1,6 pasa 1o cpaBHEHMIO
¢ OonbHBIMU 2-i1 rpynmbl. B 3-i1 u 4-ii rpynnax orMeya-
Jloch rpeobnaganue akcnpeccun ZEBI B 1,5 pazay mamu-
€HTOB C OIlepallMOHHBIM MaTepuajioMm. [Ipu cpaBHeHUU
2-i1 1 4-ii rpynn npeobaagaHue B 2,1 pasa HaAOI0IATOCh
y OONBHBIX € TeHepaau30BaHHON (QOPMOIL OITyXOJIN.
OpHako paznuyus 1o U-kputepuio MaHHa—YUTHU oKa-
3aIMCh cTaTUCTUYEeCKN He3HauuMbl (p > 0,05) (cMm. Taba. 1,
Tab. 3).

Tabmauna 3. Cpasuenue yposns sxcnpeccuu ZEBI ¢ nomowpro U-kpumepus
Manna-Yumnu 6 uccaedyemuix epynnax

Table 3. Comparison of the level of expression of ZEBI using the U-test
Mann-Whitney in the study groups

29,2+3,0 20-40 60,8+2,2 10-80 0,745

ZEBI1

Ha puc. 3 npoaeMoHCTpUpOBaHbI pa3TUuYHbIE Bapu-
aHThI 9Kcnpeccun ZEB1 B oryxoseBoii TKaHU MallMEHTOB
HCCJIEIyeMBbIX PYIIIIL.

Puc. 3. Bapuanmu sxcnpeccuu ZEBI 6 onyxonegoii mkanu nayuenmos:
a — 8bICOKAs1 CMeneHb UHmMeHcUusHocmu (3+),  OUONCULIHbLI 6apuanm, eeHe-
panuzosannas gopma, x 400; 6 — cpeduss cmenensb unmencusHocmu (2+),
Ouoncuiinblil sapuanm, 10Kaiuzoeartas gopma, x 400; 6 — evicokas cme-
neub uHmencugHocmu (3+), OnepauUoHHbLil 8apUanHm, 2eHEPatU3068aHHAsS
opma, x 400; ¢ — cpedHss cmenenvb unmerncusHocmu (2+), onepayuoHHbLi
sapuanm, 10Kaiu308anHas gopma, x 400

Fig. 3. Variants of ZEB1 expression in tumor tissue of patients: a — high degree
of intensity (3+), biopsy version, generalized form, x 400; 6 — medium degree
of intensity (2+), biopsy version, localized form, x 400; 6 — high degree of
intensity (3+), operational version, generalized form, x 400; ¢ — medium
degree of intensity (2+), operational version, localized form, x 400
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BriBoapl

B pesynwratre nposeaeHHoro WI'X-ucciemoBaHus
HaMmu ObLJIO YCTAHOBJICHO, YTO MOBBILIEHHBIE YPOBHU 9KC-
npeccun ZEBI B Tkanu nepBuuHoit onyxoau CHO coot-
BETCTBOBAJIY TPYIIIaM MalMEHTOB, a UMEHHO — 3-1i 1 4-1,
¢ UcXoHo bonee arpeccuBHBIM MopdoTtunom CIO, n, kak
CJIeICTBYE, UMEBILIMM Harboiee HeOGIaronpusiTHOE Teue-
Hue 3aboneBaHus. [1pu cratuctuyeckom aHanuse ZEBI1
TakXKe IM0Ka3ajl CBOIO 3HAUMMOCTD IIPU CPaBHEHUU TPYIII
C JIOKaJIM30BaHHOM 1 reHepann3oBaHHoU ¢opmamu CHO
(p = 0,026). YcraHOBIIEHO, UTO IIpeobIagaHue YPOBHS
skcrnpeccun ZEB1 B 4-ii rpymnme (reHepaiuM3oBaHHas
¢dopMa, orepallMOHHBINA MaTepUall) CTaTUCTUYECKU 3Ha-
YUMO YBEJIMYMBAJIO LIAHCHI MeTacTa3upoOBaHusI B 3,6 pasa
95 % AN 1,13—11,8) o cpaBHEHUIO CO 2-i1 TpymIoi
manreHToB (JoKanu3oBaHHast ¢opma CHO, omepalnoH-
HBII MaTepuan).

VYuuteiBas IOJyYeHHBbIE pe3yJbTaThbl, MbI IIOJIara-
eM, 4TO HauboJjiee 11eJiecOOOpa3HbIM MOXKET CUYUTAThCS
ncciaegoBanue ypoBHss ZEBI1 B TKaHM MepBUYHON OITy-

XOJIU TpU BepubHUKAIlUU TIpoliecca B KavyecTBE HEIO-
CPeACTBEHHOI'O MapKepa ISl OLIEHKU METacTaTUYeCKOTo
noteHuana CHO. Hapsay ¢ 3TUM IMOMUMO 0OOJIMTaTHOM
olleHKM naToMopdo3a nepBuaHoii ormyxonu CHO Ha aTane
XUPYPTUUECKOIO JICUEHHUST B COCTaBe KOMIUIEKCHOW WU
KOMOWHMPOBAHHOM Tepanuu 3HAaYMMbIM MOXKET CUUTATh-
cs uccnenoBaHue ypoBHs skcnpeccun ZEB1 B kauecTBe
MPEeaUKTOpa BO3MOXHOTO PelUINBa,/TIPOTrPeCcCUpPOBaHNUS
METacTaTMYeCKOro IopaxeHus. MaTepuaa 1o JTaHHOM
TeMaTHKe HaXOAUTCS B pa3paboTKe U OymeT Mo3xKe Mpeji-
CTaBJICH B BUJIE CAMOCTOSITEJIbHOI MyOJIMKAIINH.

Takum obGpaszom, HaMu OblIa TOATBEPKIAEHA BO3-
MOXXHOCTh NnpuMeHeHus1 B pyruHHoMm MI'X-uccrneno-
Banuu ZEB1 B kauecTBe HermocpeaCTBEHHOro Mapkepa,
XapaKTepU3YyIOIIEeTo IMOTeHIMAIbHYI0 MeTacTaTuye-
CKYI0 aKTUBHOCTh TKaHU nepBuuHoIi onyxonu CHO kak
0 Hayajla KaKoro-jauo0o JeYeHus, T. €. Ha dTalle Bepu-
¢duKalMM OIyX0JeBOro Ipollecca, TaK U TOCTIe yXe
MPOBEIEHHOW KOMOMHUPOBAHHON/KOMIIJIEKCHON Te-
panuu.
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Ilanoemus COVID- 19 svisisuna 601e6vle mouxu 0eyeHmpaiu308aHHbIX Ccmem 30padooXpaHerUs 8 2A100AAbHOM Mupe U npo8an 8 Hay4HoOM
CUCMEMHOM AHAAU3e CMAPbIX U HOBbIX UHGeKuuil. Bocemnaduams nem nazad msoicensiii ocmpblil pecnupamophwlii cundpom (Severe Acute
Respiratory Syndrome, SARS) okaszancs nHedooueHeHHbIM U dMUONAMoceHemu4YeckKue HayuHvle Uccae008aHUsl, NPOBeOeHHble 8 MUpe, He
ObLAU UCNONB308AHBL 045 PA3PAOOMKU IPPeKMUBHBIX CPedCm8 AeueHUs U NpoduraKkmuky 3a6onesanus. bosee moeo, npomusosnudemuye-
cKas makmuka 6 pekomeroauusx Bcemuphoil opeanusayuy 30pagooxpaHerus U HaAUUOHANbHbIX CUCIEMAX 30pasooxpaHenus 6 6opvoe
¢ nandemueil 6bLAa HENOCAE008AMENbHA U ONUPAAACH HA UCIOPUYECKUL ONbIM NAHOeMUU ePUNNA U Opyeux SNUOeMULl PeCRUPAMOPHbIX UH-
exyuii c aKkyenmom Ha usyuerue OU0A02UU NAMOREHA U NPUCHOCOONEHUS COUUYMA K YCIMAHOBACHUIO ¢ HUM OUOA02UHECK020 U COUUANBHO2O
pasHosecus.

H3zyuenue supyca SARS-CoV-2 (severe acute respiratory syndrome-related coronavirus 2) ¢ mouku 3peHus e2o npoucxoxncoenus, eeHoma,
MYMUPOBAHHBIX UWMAMMOB, HOBPENCOAOUUX (PAKMOPO8 8 KYAbMYpe KAeMOK IN Vitro u aymoncuu y SKCHepumMeHmanbHblX JCUBOMHbIX U A0~
Oeli 6 ouaeax uHGeKyuU Hu 6 Koell Mepe He omeeuaem Ha 60NPOC 0 NPUHUHAX PA3HOOOPAZHBIX OMEEMO8 X03AUHA, BKAUAS OeCCUMNMOMHOe
Hocumenscmeo ¢/6e3 Popmuposanus UMMYHHO20 Omeema, onpedenerue CUHOPOMOKOMNACKCO8 U UX NePUOOU3AUUIO; 8aPUAHIOE HEOCA0MIC-
HEHHO020 U OCAOMNCHEHHO20 meyeHUs 3a001e8anUs; UCX0008, BKAKUAS 8bI300poseHUe ¢/0e3 PopMUPOBAHUSs CheyUpUUECK020 UMMYHUMemMa
U maHamozexe3 ¢ NOUCKOM 00KAa3amenscma Npamoeo uau onocpedosannozo yuacmus supyca SARS-CoV-2 ¢ nebaaeonpusmuwix ucxodax.
Hedoyuem omeemog xo3iuna Ha 6030elicmeue 6ema-KoOpoOHABUPYCca npuees K nOCUHOPOMHOI NOAUNPACMA3UU C UCNOAb308AHUEM Ooee
30 aexapcme ¢ npOMUBOBOCNANUMENLHBIM, AHMUBUDYCHBIM, AHMUOAKMEPUANLHBIM, AHMUKOACYASIHIMHBIM, UMMYHOCYNDECCUBHBIM U OpY-
eumu Aghghekmamu, KAOUAS NACCUBHYIO UMMYHOMEPANUI) NAA3MOU 8bI300P0BESUIUX OOAbHBIX UL Ae4eOHblI 00MeH bl naazmogepes.
Cemb mecaues 60pvobr ¢ COVID-19 npugeau, kak u caedogano oxcudams, K 0OKA3aGHHOMY IQdeKmy moabKo HceCmKUX npomueosnu-
Oemu1eckux Meponpusmuil, mep UHOUBUOAYANbHOU 3aUUMbL U 2UUEeHbl NPU OMCYMCMEUU IPPeKmuUeHbIX Mep AeeHus U npoYUAGKMUKU
3abonesanus. Pakmuuecku 6 mupe eedemcs IMNUPUHECK UL 0MOOP HAUUOHAALHBIX U MeNCOYHAPOOHBIX NPOMOK0A0E AeHeHUsl ¢ KOMOUHAUU-
ell Hecneyuguueckux NOCUHOPOMHBIX NeKAPCME.

B kpumuueckom 0630pe 00cysc0aromest HayuHvle OaHHble U 2UNOMe3bl NPOUCXO0ICOeHUs HOBOU KOPOHABUPYCHOU UHeKyUU, OHMO2eHemu-
yeck0eo omeema yenoeexa Ha 3apadicerue SARS-CoV-2 u namemusuiuecs 6uounghopmayuontvie KoHyenyuy namoeerne3a 601e3Hu u noo-
X0008 K namoeeHemu4ecKomy Ae4eHuro.

Karouesnie caosa: SARS-CoV-2, COVID- 19, koponasupychas unghekyus, aupyc, NaHoemust, UMMyHomepanus, demu, npohuiaKkmuxa

Jlas yumupoeanusa: Pymsanyee A.I. Koponasupycnas ungexuus COVID-19. Hayunbie 8b1308bl U 603MONCHbIE NYMU Ae4eHUs U NPOPUAAK -
muku 3abonesanus. Poccuiickuil scypnan demckoii eemamonoeuu u onkonoeuu 2020;7(3):47—53.
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The COVID- 19 pandemic has exposed pain points of decentralized healthcare systems in the global world and a failure in scientific systems
analysis of old and new infections. Eighteen years ago severe acute respiratory syndrome (SARS) was underestimated and etiopathogenetic
research conducted around the world was not used to develop effective treatments and prevention of the disease. Moreover, the anti-epidemic
tactics in the recommendations of the World Health Organization and national health systems in the fight against the pandemic were
inconsistent and relied on the historical experience of the influenza pandemic and other epidemics of respiratory infections with an emphasis
on the study of the biology of the pathogen and the adaptation of society to establish biological and social balance with it.

The study of the SARS-CoV-2 virus (severe acute respiratory syndrome-related coronavirus 2) from the point of view of its origin, genome,
mutated strains, damaging factors in cell culture in vitro and autopsies in experimental animals and humans in foci of infection in no way
answers the question of the reasons for the various responses of the host, including asymptomatic carriage with/without the formation of an
immune response; definition of syndromic complexes and their periodization; options for the uncomplicated and complicated course of the
disease; outcomes, including recovery with/without the formation of specific immunity and thanatogenesis, with the search for evidence
of direct or indirect involvement of SARS-CoV-2 virus in adverse outcomes.

The underestimation of the host's responses to the effects of beta-coronavirus has led to syndromic polypharmacy using more than 30 drugs
with anti-inflammatory, antiviral, antibacterial, anticoagulant, immunosuppressive, and other effects, including passive immunotherapy with
plasma of recovered patients or therapeutic exchange plasmapheresis. Seven months of the fight against COVID-19 led, as one would expect,
to the proven effect of only tough anti-epidemic measures, personal protective measures and hygiene in the absence of effective treatment and
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prevention measures. In fact, an empirical selection of national and international treatment protocols with a combination of non-specific
syndromic drugs is underway in the world.

The critical review discusses scientific data and hypotheses of the origin of a new coronavirus infection, human ontogenetic response to
infection with SARS-CoV-2, and emerging bioinformatic concepts of the pathogenesis of the disease and approaches to pathogenetic treatment.
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BBenenune

IlepBoe coobiieHne 0 6OJIe3HU, BBI3BAHHONW HOBBIM
0OeTa-KOpOHaBUPYCOM, MOSBUIOCH 8 nekabps 2019 r
B I. YxaHb, npoBuHuuu XyoOeit Kwuraiickoit HaponmHoit
Pecrryomuku (KHP). Yepes 3 mec, 11 mapra 2020 r,
BcemupHas opranmsamusa 3mpaBooxpaHeHust  (BO3)
00BSIBWIA BCITBIIIIKY HOBO KOPOHABUPYCHON WH(EK-
miu (KBW) COVID-19 nanmemmeit. Crycrs emie 4 mec
B MHUpe ObUIO 3aduKcHMpoBaHO Gosiee 16 MIIH ciydaeB
nHpeKkunit, BeI3BaHHBIX BUpycoM SARS-CoV-2 (severe
acute respiratory syndrome-related coronavirus 2), 6oiee
650 ThIC. yenoBeK ckoHYanuch. [langemus: B pasrape, ee
MUK TT0Ka He JOCTUTHYT.

IIpenmecTByoumii onbIT OOPLOLI ¢ pacIPOCTPAaHEH-
HBIMU MTHEKIIUSIMHU, TAKMMHU KaK CTOJIOHSIK, KOPb, TPHIIII,
renatut B, poraBupycHast mH(GEKINS 1, HAKOHEIl, BUPYC
nMMyHoneduirTa yeaoseka (BUY)/cunapom mpuodpe-
TeHHOro nMMyHHoro nedunuta (CITNW/I), BKIrogarommit
SMITUPUYECKUI ITONCK JICKAPCTB U CO3MaHNE BAKIIMH IS
HX TIpeayIpeXXIeHNs, TOKa3bIBaeT, UTO Hallle OymyIiee —
NOJATMA W TEePHUCTBIM IIyTh HOCTYMKEHMU M pa304yapo-
BaHWi1, KOTOPBIA OyIeT IIMTHCSI HE OTHO IECSITUICTHE.
CraHgapTHBIC MEPOIIPUSTHS TTOCUHAPOMHON MHTCHCHUB-
HO1 Tepalii 1 paHee NUCITOIb30BaHHBIC METOIbI JICUCHUS
BUPYCHBIX MH(MEKIINIT He OKa3alIr CTaOWIHLHOTO BIMSTHUS
Ha BBDKMBAEMOCTb TOCITMTAIM3WUPOBAHHBIX ITaIlMEHTOB
¢ KBUW u cepbesnbie ocnoxHeHus1 nHgpekuuu. I[lepso-
HavaJlbHbIe COOOIIECHUsI 00 aTUIIMYHON IBYCTOPOHHEM
ITHEBMOHUM C YHUKAJIbHOM KapTUHOI Ha KOMITBIOTEp-
Hoit Tomorpadum (KT) B TsDKenbIx ciydasX DOTIOJHU-
JINCH OIMMCAHMEM IIOJMOPTaHHBIX PacCTPOIMCTB/cercuca

C HapylmeHUSIMH (YHKIWU JIETKUX, HEPBHON CHUCTEMBI,
TOYEYHO-TIeYCHOYHOU MTUCHOYHKIINU 1 pa3BUTHEM TPOM-
6oreMopparnyecKoro CUHIpoOMa.

Tsokenast nHGEKIIMOHHAS ABYCTOPOHHSIST THEBMOHMS,
MPUBOLSILLIAS K ITOJIMOPraHHOM HEJOCTATOYHOCTH, UMeJIa
MpU3HAKN CUCTEMHOTO BOCITAJICHNsI, KOTOPOE XapaKTepH-
30BaJIOCh JINXOPAIKOM, CyXMM KalluieM, JTUMQOIICHUEH,
YBEJIMYCHNEM IIPOTPOMOMHOBOIO BpPEMEHM, CHIDKCHU-
€M YpOBHSI TeMOIJIOOMHA, IIOBBIIIEHHWEM AaKTUBHOCTU
(byHKIIMOHAIBHBIX TTEYEHOYHBIX TTPOO, TEeMOJTUTUYCCKOM
aHeMUeill, pa3HOOOPa3HBIMU KOXHBIMU CHITISIMU, COIIPO-
BOXIAIOIIMMUCS TIOBBIIIICHUEM AaKTUBHOCTHM JIaKTaTIe-
TUAPOTeHA3bl, a TaKXKe CMHIPOMOM «MAaTOBOTIO CTEKJa»
U «OYJIBLKHOM MOCTOBOI» ITPU TOMOIparuueCKOM UCCIe-
MOBaHUM JIETKWUX, HapacTaloOlIe ONBIIIKONH M OCTPHIM
pecrmpatopHbIM auctpecc-cuaapomom (OPIAC) [1-3].

Bmkaiimmit IIPOTHO3 TEYCHMS MaHIeMUN
HEYTCIINTEJICH — BCE HAceJIeHWEe MHUpa BCTPETUTCS
¢ SARS-CoV-2 1 mpoTuBONUAEMUYECKUE MEPOITPUSI-
THS, IPOBOAMMBIC B pa3HBIX CTPaHaX, TOJBKO CIJIaXKMUBAIOT
OIIHOBPEMEHHOE MAaCCOBOE 3apakeHUe IS OpraHU3aIuy
yIIpaBIsseMOll MEAUIIMHCKOM TTOMOIIN. YUeHBbIC pa3HBIX
CTpaH B KOHKYPEHTHOM aXXMOTaXke TOTOBST pabouue
BaKIIUHBI IS TIpeAyIpekneHrus] MHGEKINN, 3asiBKA Ha
X IMpou3BoAcTBO ¢pukcupyet BO3, punsrpys deiikoBbie
3asBJICHUS] U aBAHTIOPHBIE KOMMEPUYECKUEe MPEIT0XKCHUS
no nmpodpunakTuke COVID-19 B cetn UHTEpHET.

OTnayeHHBIN ITIPOrHO3 TeM OoJiee HeyTenuTeseH. [Tpu-
MEpOM 3TOMY MOKeT cayXuTh rpuni HIN1, «ucrnanka»,
MaHAeMUST KOTOPOro ciyduiachk poBHo 100 et Hazam —
B 1919 . bone3np yHecna Torma 6osee 100 MIH XXU3HEH,
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OTHOCUTEJILHO OBICTPO, B TEUCHHE IMOCIEAYIOIINX MTOTYTO-
pa JIeT, IPeBPaTUBIINCH B CE30HHYIO MHMEKIINIO C TIepH-
OMUYECKUMHM SIUACMUSIMU 10 CHX IOP YrpOKaIIIMMU
HaceJeHUIo TIaHeThl. OCHOBHBIMU MPUYMHAMMU JIeTallb-
HBIX MCXOJ0B Y B3POCJBIX ObLIN MH(MEKIIMOHHBII TOKCH-
KO3 1 BUpyCHasl ITHeBMOHUS. PazpaboTka 1 mpon3BOICTBO
HECKOJIbKMX BaKIIMH, BKJIIOUYAIOIIMX AHTUTCHBI IPOTUB
Pa3IMYHBIX IITAMMOB ITOCTOSIHHO MYTHUPYIOIIIETO BUpPYca,
UX IIMPOKOE MPUMEHEHWE M €XeromHasi BaKLMHALIWSI,
0e3yCI0BHO, CO3MAI0T KOJJIEKTUBHBI UMMYHUTET U CITO-
COOCTBYIOT 0o0Jiee JIErKOMY TeUeHUI0 MH(MEKIIUU, Mpeay-
npexnas ee baKkTepuaabHble M 0aKTepUaTbHO-TPUOKOBBIE
ocinoxHeHMus. Ho, HecMoTpss Ha 3IEJIOHUPOBAHHYIO
MMPOTUBOIMUAEMUIECKYIO 3alllUTy U CIeIu(pUISCKyIO0
MpodUIaKTUKY, €XKErogHO OT TpHIlNa IoruodarT Oosee
600 ThIC. XMUTENEH TIaHeThl. JIpyrue BUpycHbIE MH(pEK-
LMY, IJI KOTOPBIX pa3paboOTaHbl M BBENCHBI B HAIlUO-
HaJIbHbIE KaJeHOApu MMMYHOIPOMDUIAKTUKU 3hheK-
TUBHBIC BaKIIMHBI, TaKXKE YHOCIT XM3HU jromeil. Tak,
OT POTaBUPYCHOM MHMEKIIMM €XErogHO ITOrubaroT 10
800 ThIC., rerratnta B — 650 ThIC., KOpU — 140 ThHIC., CTOJIO-
HsKa — 90 ThIC. JIIOICH.

BriBo 13 BhIIIECKA3aHHOTO OMWH — HY>KHO Hay4YUTh-
cs1 1eunTh 00abHBIX COVID-19. 17151 3TOro He0OX0IUMBbI
3HAHUS 3MUIEMHUOJIOTUN, STUOJIOTUU U TTaTOTeHe3a 3a00-
JIeBaHMSI, KIMHUYECKUI aHaIu3 CUHAPOMOB M YCKOPEH-
Hast 0TpabOTKa SMIIMPUYECKUX CXEM JAUArHOCTUKU 3apa-
JKEHUsI, OLIEHKM BUPYCHOI HAarpy3ku, BapMaHTOB OTBETa
XO3IMHAa Ha BHUPYCHOE IIOpaxkeHHE, KOHCEPBATUBHOIO
JICYEHUST, UHTEHCUBHOM Teparuu, peaHuMaluu U peadu-
JINTAIlUM OOJIbHBIX, TIEPEHECITNX NH(EKIINIO.

DnuaeMnoIorusa

B 2002 r. B mpoBuHinu Iyannyn (KHP) nuarnoctu-
poBaHa Bcmbliika KBU, compoBoxkmaBiieiicss TsoKenoit
BupycHo# nmHeBMoHueit 1 OPIC, mony4yuBiieii Ha3BaHUe
SARS, a Bo3oymutens O0b11 Bupyc SARS-CoV. B manb-
HelineM 3a0ojieBaHue pacIpocTpaHmioch Ha 20 perno-
HOB MHpa IO OCHOBHBIM IYTSM aBHaIepeBo30K. Bupyc
ObLT pa3Be3eH MHOUIMPOBAaHHBIMU JIOALMU. OCHOBHAas
YacTh 3a00JIeBIINX ObLIa OTMEUeHa CPeIu ceMeil OOTbHBIX
1 MEIULIMHCKUX paboTHUKOB. CIOCOOBI epenauyu — BO3-
IYIIHO-KAaMeJbHbIA M BO3AYIIHO-IIbIIeBOM. MHMeKIIM-
OHHBIN TIepuon — 2—14 nHeii [4]. Pe3epByap Hen3BecTeH.
IMocnegumii cnyyaii 3aperucrpupoBadH B uioHe 2003 T
B Poccniickoit @eneparin onucad 1 ciaydait Ha JlanbHeM
Bocroke (1. biarosemieHck). Beero 6110 MoATBEpXKIECHO
okoJ1o 8000 ciryyaes 3a00J1€BaHUS C JIETAIBLHOCTHIO 9,6 %.
V neteii B Bo3pacte 10 12 €T IeTalbHbBIX CIy4aeB He ObLIO,
y moapoctkoB 12—20 ser neraabHOCTh cocTaBwia 1,8 %.

B 2012 r. B CaynoBckoit Apasuu y 6oasHoro ¢ OPIC,
BUPYCHOM MHEBMOHMEN U IMOYEYHON HEITOCTATOYHOCTHIO
ObLI BBIZCIEH HOBBI KOPOHABUPYC, TTOJIYUYMBIINI Ha3Ba-
Hue MERS-CoV (middle east respiratory syndrome) u pac-
mpocTpaHuBIIMiics B 27 crpaHax mupa (B Poccuu 3a60-
JleBaHue He 3a(hMKCUPOBAHO) C JieTalbHOCThIO 34,4 %.
Boabias yacts caydyaeB (okoso 2500) 3apeructpupoBaHa
B CaynoBckoii ApaBuu 1 omsnexaniux crpaHax. [Tocnen-

HSISL SMUAEMMOJIOTMYECcKasl BCIIBIIIKA Oblla OTMEuYeHa
B 2015 r. B FOxnoit Kopee (n = 184, neraabHocTts — 16 %).
ITo cocrostHuto Ha 2020 I. B MUpe €KEeTroIHO PErUCTPUPY-
ercs ot 1 go 10 cnyuaeB MERS-CoV.

B 2019 r. B . ¥xanb, npoBuHumu Xyoeit KHP Bo3Huk-
na Bcernblika KBU, BbI3BaHHAs HOBBIM KOPOHABUPYCOM,
nonyuuBiiuM  Ha3zBaHue SARS-CoV-2. 3aboneBaHue
OXBaTWJIO OOJBIIMHCTBO CTpaH Ha BCEX KOHTHHEHTaX
u oobaBiaeHo BO3 manmemueit COVID-19. Oo6menpu-
3HAHHBIN MyTh PacIpOCTpaHEHUs 3a00JIeBaHMSI TOT XKe,
yto U Tipu SARS-CoV-1, MHKYOalMOHHBIN TIepUOJ yBe-
jueH 10 21 nasa. OpueHTrpoBoyHO 10 50 % nHduULIMpo-
BaHHBIX JTIOACH HE UMEIOT KIIMHUYECKUX ITPOSIBIICHUI, HO
CITOCOOHBI pacnpocTpaHsaTh MHPeKIMo. KoadduimeHr
KOHTarMo3HOCTH HOBOTO BHpYcCa IPEBBIIIACT CIIOCOOHO-
ctu SARS-CoV-1 B 3 pa3a u 6ornee.

B 2018 . Mukasna Maptunec (Komymouiickuit yHu-
Bepcuret, CIIIA) Ha ocHoBaHUM maHHBIX BO3 1 HayuyHBIX
MmyOJIMKaluii IMOCTPOMJIA CE30HHBIN KaleHaapb Wi 69
VH(PEKUNI U caesana BIBOA O TECHOM CBS3U Pa3INYHBIX
MH(PEKINIH ¢ Ce30HOM: 000JI0YeYHbIe BUPYCHI, K KOTO-
pbiM oTHOcUTCsI 1 SARS-CoV-2, yrmakoBaHbI B 0€JIKOBYIO
000JI0YKY U MPUKPBITHI TUMTUIHOW MeMOpaHOii, KOTOpbIe
pearupyroT Ha Xapy M BBICOKYIO BiaxHOCTb. MHTepec-
HO, uTO 4 u3 7 yenoseueckux BupycoB — HCoV-OC43,
HCoV-229E, HCoV-HKU1 u HCoV-NL63 — oGnanaior
OTUYETJIMBOM CE30HHOCTBIO, T. €. MOSBISIOTCS B HOSIOpe—
nekabpe, IOCTUTAIOT ITMKa B SHBape—QeBpajie 1 ucue3aloT
B KoHIIe Masi. OHU TaBHO MPUCYTCTBYIOT B UYEJIOBEUYECKOI
MOMYJISILIMY Y alalTUPOBaIU KOJUIEKTUBHBIN UMMYHUTET.
Hosoie Bupycoei SARS-CoV-1, MERS-CoV u SARS-
CoV-2 He UMeIOT BBIpaKeHHOI CBSI3U ¢ CE30HOM TOoja.

HccnenoBaHue 3BOMIOLIMY BUPYCa C TIOMOIIBIO CEKBE-
Huposanus 11 000 moaHbIXx reHoMOB SARS-CoV-2 noka-
3aJ10, YTO y BCEX BapUMAHTOB BHUpyca ObUT OOIIMIT MPEIoK,
VHOUIIMPOBABIIUI yeaoBeka B okTs10pe 2019 1., 1 oH He
HaXOIWJICS B 00pallleHUH J0 3TOro MoMeHTa. Bee octanb-
HOE — MHOXECTBO IITaMMOB. MHTEpeCHO, UTO KaKIblii U3
HMX 5TO HOBBIM 3aB03, CBUIETEILCTBYIOIIUI O TOM, YTO
€ro 3aBO3WJIM HEOJHOKpaTHO. AHanu3 reHomMoB SARS-
CoV-2 BeigBun 6onee 200 MyTaluii, HE3aBUCUMBIX OT UX
BO3HUKHOBEHUS, T. €. SIBICHHME TOMOIUIA3MHU CBUAETE/Ib-
CTBYET O TOM, YTO BUPYC MPOIOJIKAET IIPUCTIOCAOINBATD-
cs K 4YeJIoBeuecKoMy opraHusmy. Ecim ydecTb omucaH-
Heie 6 romorutasuii y SARS-CoV-1 u 350 y MERS-CoV,
TO CTAHOBUTCS SICHO, UTO ITOJYYEHME YHUBEPCAIbHOM
BaKIIMHBI IJIS BCEl TPYIIbl 7 KOPOHABUPYCOB UeIOBEKa
MpEeaCTaBIsSIeT HEMPOCTYIO 3amady. B aToii cBsI3UM BakeH
MOMCK KOHCEPBAaTUBHBIX YYACTKOB F'€eHOMA U UX UCITOJIb-
30BaHUs 11 pa3paOb0TKU BaKIIMH U JIEKapCTB.

DTHOJIOTHS ¥ IATOTeHe3

KBW y uenoBeka BbI3bIBalOT 7 u3 40 M3BECTHBIX
KopoHaBUpycoB. OHU MPENCTABISIOT COOOI caMble KpyTI-
aeie u3 PHK-BupycoB u comepzxat ot 26 000 1o 30 000
HYKJIeoTUI0B. brarogapss MHTErpupoBaHHBIM B 000JIOY-
Ky KpynHbIM (10 20 HM) TeruioMepaM, HallOMUHAIOIIM
KOpPOHY, CEMEICTBO 3TMX BHUPYCOB IIOJIyYMJIO Ha3BaHUeE
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Coronaviridae. MH(eKIMN y yeIoBeKa BbI3BIBAIOT BUPY-
cbl moacemerictBa Orthocoronaviridae, oObenuHsSIONINE
4 pona (anbga, 0eTa, neabra U ramMmma). IlepBbie 2 4eno-
BEUYECKMX BUpYca ObUIM BblIeaeHbI B 60-¢ TOIbl IIPOIILIO-
ro BeKa y JeTei, CTpaJaiollrX OCTPHIMU PECIIUPATOPHO
BupycHbiMU nHMekunsmMu (OPBU; HCoV-229Eu HCoV-
0OC43), oTHOCIIIMMUCS K alib(pa-KopoHaBupycam. [Tocie
snuaemMun SARS B 2004—2005 rr. ObUTH BBIACJICHBI €Il
2 Bupyca (HCoV-NL63 u HCoV-HKU1), BeI3bIBaomue
CE30HHBIE pecIMpaTOpHbIe 3a00JIeBaHMS Y ACTEil U BHE-
0OJILHUYHBIE THEBMOHMU Y B3POCIbIX [5].

Bupyc, Bwi3BaBmmii mangemuio, — SARS-CoV-2 —
reHeTruecku Ha 86 % coorBercTBYeT SARS-CoV-1, 006¢-
CIIEYMBAET €ro IaToreHe3, a MMEHHO IOPaXEHUE CIIM-
3UCTBIX HOCOBOM IIOJIOCTH, JBIXaTeJIbHBIX ITyTEi, JIETKUX
1 KUIIeYHUKa C ucrojb3oBaHueM penenropa ACE2
(Angiotensin-Converting Enzyme 2) nas mpoOHUKHOBe-
HUSI B KJICTKM 4eJIOBeKa C ITOMOILbIO TPaHCMEMOpPaHHOMI
TMPRSS2, cepuHoBoii mpotea3bl ¢pypuHa U pH-uyB-
crButenbHoil mpoteassl CTSL. Ilpoteassl paspesaroT
S-0eJloK IIMITa KOPOHaBUpPYCa, KOTOPBIN CBSA3bIBAETCS
¢ peuentopom ACE2. Penenrop comepxur okono 10 %
KJIETOK JbIXaTeJIbHBIX M KUIIEUHBIX TKaHeil. DTo OoKa-
JIOBUJHBIC KIIETKM CIM3MCTOM O0OJOYKM HOCA, KIETKU
JIETKMX, M3BECTHbIE KaK ImHeBMoLuThl Tuna I, mommep-
JKMBAIOIIUE aJbBEOJIbl, Ky/a IIOCTYIaeT KUCAOPO. 1 SHTE-
POLIMTBI, BBICTUJIAIONIME TOHKYIO KMIIKY U y4aCTBYIOLIUE
B IPOLIECCE BCAChIBAHMSI MUTATEIbHbBIX BellecTB. KoHTaru-
03HOCTb BUpYyCa MOAAEPKUBAET Ipyras YacTb FeHOMA, MPe/-
crapieHHas Ha 14 % renomom Bupyca HCoV-HKUTI [6].

HeoObiuHOI MMILIEHBIO BHpyca SIBISETCS IIPSIMOE
MopaxkeHue SHAOTEIUATbHBIX KIETOK, TaKXkKe MMEIOIINX
peuentopbl ACE2. [ToBpexkaeHHBIM SHIOTEINI COCYI0B,
MpeXae BCero B OpraHax, CoAepKalllMX TaK Ha3bIBaeMYIO
4yJeCHYIO CeTb (JIErKUe, CepAlle, MOYKU, KOCTHBI MO3r
U JOp.), SBJISIETCSI BaKHBIM 3BEHOM I1aTOreHe3a 3a0oJie-
BaHMs, hopmupys AUMMGOLUTAPHBIA IHAOTEIUUT Tep-
MUWHAJIBHBIX COCYIOB 3TUX XXM3HEHHO BaXXKHBIX OPTaHOB.
SBasiSICh  AaKTMBHBIM — MMapaKpUHHBIM, 3HIOKPUHHBIM
1 ayTOKPMHHBIM OPraHOM, PEryJIMpPYIOLINM TOHYC COCY-
JIOB U TeMOCTa3, MH(UIMPOBAHHBIC SHIOTEIMAIbHbIC
KJIETKU BBI3bIBAIOT 3HAOTECIMAIBHYIO MUKPOCOCYIUCTYIO
JUCGHYHKIIMIO ¢ pa3BUTUEM Ba30KOHCTPUKIUU C I1OCIIE-
NYIOLIEN UIIeMUe OPraHOB, aCCOLIMUPOBAHHYIO OTEKOM
TKaHU ¥ TIPOKOATYISTHTHBIM COCTOSIHMEM KpoBH [3, 7-9].

Ecnu miig snutenvs pOTOHOCOIVIOTKU, OPOHXOB, Jier-
KUX M KMIIEYHMKA BO3MOXEH IIPSIMOI ITyTh JUISI BXOXIE-
HUSI BUPYCOB B KJIETKY, TO [UIsl 3HIOTEIUS COCYA0B HYKHbI
JIOTIOJTHUTEJIbHBIE OIIIMU, CBO€OOpa3Hast OMoJorundyecKast
snoructuka. IlepBblii KaHAMAAT HA JOCTaBKY BHUpyca —
TPOMOOIIUTHI, KOTophie, Onaromaps HILA-peuenTopawm,
CBSI3BIBAIOT BUPYC M JOCTABJISIIOT €ro K KJIeTKaM-MaKpo-
¢daraMm I MHULIMAIMM MMMYHHOro otBeTa. [lomumo
9TOr0, OHM IIOTPEOJISIOTCS JHAOTEIBHBIMM KIIETKAMU
€CTECTBEHHBIM ITyTeM, KaK IMPOAYKT UX IMUTAHUS U «3aCe-
JISIIOT» BUPYCOM 9HIOTEIMAIbHbIE KJICTKHU COCYIOB, CEpI-
1a (apTepuaJbHBII HAcOC) M KOHEYHOCTEH (BEHO3HBIM
Hacoc), munys peuentopsl ACE1 u ACE2.

Hanuuue BUPYCHBIX 371€MEHTOB B 9HIOTEJIMU U IaTO-
MOpPGhOJIOTMYECKOe CBHUICTEIbCTBO HAKOILICHUSI BOCIIA-
JIMTEJIbHBIX KJIETOK B MX OKPYXKEHMUM yKa3bIBalOT Ha TO,
y1o BUpYC SARS BbI3bIBaET 3HAOTEMUT BO MHOTHUX Opra-
Hax-mulieHsx. KpoMe Toro, BaxHyio pojib B ITOBPEXKIe-
HUU 3HIOTEIUATbHBIX KJIeToK y nmauueHToB ¢ COVID-19
MOXET MIpaTh MHIYKIIMS alloNTo3a U MMPONTO3a, KOTopast
peau3yeTcss ¢ y4acTheM ITPOBOCHAIUTE/IbHBIX ITUTOKU-
HOB, B yacTHOoCcTU UHTepIeiikuHa (MUJI)-1. D10 MoXeT 00b-
SICHUTb CHUCTEMHOE HapylIeHWe MUKPOLMPKYIITOPHOM
(byHKIIMU B cocymax pa3IM4yHbIX OPTaHOB U CUCTEM, a TaK-
K€ KITMHUYeCKUe TocieAcTBus y naimeHToB ¢ COVID-19,
YTO MOXET CJIY>KUTh 000CHOBAaHUEM JJISI TEPAIlu, HaIlpaB-
JICHHOM Ha CTa0WIM3ALUIO SHIOTEIUATbHBIX KIETOK U UX
¢dyHkuMmM npu 60pbbe ¢ perumkanuein Bupyca. Kcratu,
TOYKOM IIPWJIOXKEHHUS CKOPOM IIOMOILUMA MOTIYT CIY>KMTh
nHruouropsl ACE1 u ACE2, ctaTuHBI ¥ TPOTUBOBOCTIAIM -
TeJbHbIE AaHTULIUTOKMHOBBIE TIperapartsl [10, 11].

IMockonbky reH ACE2 ctumynupyetrcsi UHTepdepo-
HOM-0, OH SIBJISIETCSI IIPOAYKTOM II€PBUYHOIO MMMYH-
Horo oTBeTa 1 ucnoab3yeT ACE2 B kauectBe nenu. OH
cnocobeH ycunuBath 3PdekT SARS-CoV-2, cosmgaBas
JMOCTYIT K KJIeTKaM-MUIIEHSIM IS 3apaXkeHUsI BUPYCOM.
B cBs13u ¢ 3TUM HameXIel Ha Teparnuio MHTepdepoHaMu
ce0s1 He oIpaBaaiu, 00jee TOro, He MCKJIIOUYEHO, YTO OHU
CITIOCOOCTBYIOT PAa3BUTHIO I1aTOJIOIMYECKOro IIpoliecca
[12]. Cnenyromuit 3Tam TeuyeHUsl 3a00JIeBaHMUS CBSI3aH
C MopaXKeHUEeM 3HAOTEIMAIbHBIX KJIETOK COCYIOB U Cep-
11a C pa3BUTHEM BaCKYJIUTa TEPMUHAIBHBIX COCYIOB, YTO
BbI3bIBAET TUIEPKOATYISLMIO M CHHAPOM aKTUBaLlUU
makpodaros yepe3s peuernropsl CD13 u CD66a, rposiiis-
JOIIeToCs KaK <«IIUTOKWHOBBIM IIOK», CJIEACTBHEM KOTO-
PBIX MOXET CTaTh IMOJIMOPraHHas HEAOCTATOYHOCTh [12].

Kimangeckue nposiBjieHns: M IMATHOCTHKA

Hna 3a6oneBanuss COVID-19 y B3pocibIx XapaKTepHO
Hammuue KanHudeckux cumntomoB OPBU: nmoBbimieHne
TeMIepaTypbl Teja, CyXOi KallleJb, OIBIIIKAa, YyBCTBO
3aJI0KEHHOCTU B IPYAHON KJIETKE, YTOMIISEMOCTb, MUaJ-
rusi, CIIyTaHHOCTb CO3HAHUs, TOIIHOTA, ITUapesi, pBOTa.
Ocoboe BHMMaHME OOpalllaloT Ha IIOTEpPI0 OOOHSHUS,
BKyca M, 4To cymectBeHHO oTiamvyaeT KBU ot rpumnma
WU JIPYTUX PECIUpaTOPHBIX 3a00JIeBaHUIl, — HapyIIeHHUE
TPUTEeMUHATbHON YYBCTBUTEILHOCTHU MOJOCTU pTa. CuM-
NTOMBI B Ie00Te MH(MPEKIIUN MOTYT HE COMPOBOXIATHCS
qnxopagkoit. Kak mpaBuio, K 6—8-my gHIO 0O0E3HU
TOSIBJITIOTCS  ONBIIIKA, JUMGOIICHUS CO CHIDKEHUEM
ypoBHST T-TMM@OLIMTOB, MOpaxeHue MeprudeprudecKux
OTIEJI0B Jerkux. HebnmaronpusTHBIM BapuaHT pa3BUTUS
3a00JIeBaHUS COMIPOBOXIACTCSI HapacTaHUEM JIbIXaTe/Ib-
HOI HemocTaTouHOocTH, paszButueM OPJIC, cucrtemHOro
BaCKyJIMTa, CeIichca ¢ MHOXXECTBEHHBIM TPOMOO30M KU3-
HEHHO BaXKHBIX OPTaHOB U JIETAJIbHBIM UCXOIOM.

WHTtepecHO, 4yTO TeueHME 3a00JIeBaHNMS COIMPOBOXIA-
0T pa3sHOOOpa3Hble, KAK MMUHMMYM 7 BUIOB, KOXHBIE
MPOSIBJICHUSI OT areHTOB KOXU, Iamya0-Be3UKYJIIpHbIE
M TaIyJ0-CKBaMO3HbIe KOo(hernoOoaHble, reMopparuye-
CKHE CBIITA ¥ TOKCUKOAEpMUH [6].
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C yyeToM BbIIENEHUS KIMHUYECKMX BapUaHTOB
COVID-19: uapunmpoBanue (oOHapyXeHHEe BUpyca WU
aHTUTEJ K HEMY CIyJYaiiHO WM Cpeay KOHTAKTOB ¢ 0OJIb-
HbIMM) 0e3 KimHu4yeckux TpossiaeHuii; OPBU ¢ mopa-
JKEHHEM TOJIbKO BEPXHMX OTIEIOB AbIXaTEeJIbHBIX ITyTEil;
MHEBMOHMUS C OCTPOM IbIXaTeAbHOM HENOCTATOYHOCTHIO;
OPC; cencuc; cenTuyeckuii (MHGEKIIMOHHO-TOKCHYE-
CKMI1) IIIOK C pa3BUTHEM MOJMOPTaHHON HEIOCTaTOYHO-
ctu. K dakropaM pucka njist HeOJIaronpusATHOrO Mcxoaa
OTHOCSITCSI TIOXWJIOW BO3pAacT, HaJIUYMe KOMOPOMIHBIX
3a00yieBaHUI, My>XCKOI 1ot [1].

HHTepec npeacTapisioT TIOAU, HE pa3BUBAIOIINE KT~
Huky COVID-19. Ilouck reHeTMYeCcKOil Ipeapacioio-
KEHHOCTH IIMPOKO obcyxnaercs B nutepartype. Hanbo-
Jiee IIMPOKO TMPEICTABICHO MPEATNON0XEHUE, YTO MOTYT
CYLIECTBOBATh MYTallMM TeHa, KoHTposupytomero ACE2
Ha MeMOpaHax CAM3UCTBIX, YCUJIMBAIOIIME WIM OcCJa-
OJsI0IIME JIeiCTBUE BHMpYyca 3a cYeT OJIoOKA BHEAPEHUS
B kieTku. B yactHoctn, y peuientopa ACE1, koTophlii Kak
n ACE2 yyacTByeT B peryisuny KpOBOTOKa B cocyaax,
MyTaluHu ¢ aejenueii B 16-M uHTpoHE (aiens D) nmpuBo-
I9T K cHkeHuto aktuBHoct ACE2, B pe3yibraTe 4ero
oenku muoB SARS-CoV-2 He cBSI3BIBAIOTCS C pelern-
TOPOM U HE MOTYT IMPOHUKHYTH B KJIeTKy. [Ipu aHamuse
reHomoB 25 ctpaH EBponbl, yactora Hocuteneit D-amne-
JIs1 60J1ee BBICOKAsI, UeM B a3MaTCKUX cTpaHax. Bo3amoxkHa
accoumanus u ¢ reHetukoilt HLA, B yacTHocTH 00CyKna-
ercst accoumauuss KBU ¢ HLA-B*46:01.

VY MyXuuH TeyeHue Oo0Jie3HU Oojiee TSKeIoe, uyeM
Y >KE€HILWH, YTO CBSI3bIBAIOT C BHICOKOW KOHIIEHTpAlMEn
ACE1l u ACE2 Ha Bcex TUIax KJIETOK U TIPEXIE BCETO
B TECTUKYJIaX.

VY moXWiabIX MallMeHTOB KPOMe KOMOPOUIHBIX IPO-
07eM O0O0CYXIAIOTCS TEeHEeTUYeCKHe MPUYUHBI, TakKxXKe
KaK yKOpOYEeHHE TeJOMep M CHHXEHHME KOJMYeCTBa
mukpoPHK (MPHK) B knerkax. MPHK — 310 Mambie
HEKOAUPYIOIIME MOJIEKYJIbl JUIMHOU 18—25 HyKieoTu-
OB, TMPUHMUMAIOIIME Yy4YacTUEe B TPaHCKPUITIIMOHHOMN
U TIOCTTPAaHCKPUIILIMOHHOM pPEryJIsiUi TEHOB IIyTeM
PHK-uHTepdepeHiun, mnoaasiiss aKTUBHOCTb TE€HOB
MPHK n uarnoupys cunres 6enka. C y4eToM TOro, 4To
y npocteimux MukpoopranusmoB PHK-unTepde-
peHIMs o0ecIieyrBaeT 3allluTy OT BUPYCOB, OPTaHM3Yys
CBO€0Opa3HbIN «AMMYHHBI OTBET» BHYTPU KJIETKHU, STUMU
MeXaHM3MaMU HeNb3s ImpeHeoperath. Tak, Mpu MoIesu-
poBanuu npoueccos aerictBust MPHK na SARS 1 SARS-2
BoisiBieHo 848 MPHK, nauenenneix Ha SARS u 873
Ha SARS-2, npuuyem tonbko 558 MPHK pa6ortanu Ha
2 ¢poHTa, 315 — cBa3bIBanuch TONbKO ¢ SARS-2, a 280 —
TosbKo ¢ SARS-1. Kpome Toro, BeisicHeHO, uto MPHK,
HaueneHHble Ha SARS-2, neiicTByloT 60Jiee yeM B 72 pas-
JIMYHBIX OMOJIOTMYECKUX Tpolieccax: OT IMPOU3BOJCTBA
MOJIEKYN 1 OeJIKOB 10 UIMMYHHOTO OoTBeTa. EcTecTBeHHO,
YTO UX CHIDKEHME OTMEUEHO Y IMOXUJIBIX JIIOJel, O0JbHBIX
CepIeUYHO-COCYIMCTHIMU 3a00JI€BaHUSIMUA U JTUA0CTOM
[10, 11].

Knnanyeckue npossiennst KBU y neteit umeror mpo-
gapneHust cesoHHoir OPBU u, xak npasuiio, rpoTexkaroT
JIETKO, COMPOBOXIASCH JIMXOPAAKON, PUHUTOM U/WIU

(apuHrurom, 6ponxuroMm. Hannume KIMHUKYA OPOHXMO-
nuTa TpedyeT nuddepeHInalIbHONR TMarHOCTUKY coveTa-
Hust KBU ¢ pecniipaTopHO-CUHIIUTHAIBHON MH(PEKIINECA.

V nereit ¢ SARS-CoV-1 B Bo3pacte crapuie 12 jer
teueHne KBU cxoxe ¢ B3pOCIBIMM U COMPOBOXKIACTCS
pa3BUTHEM BUPYCHON ITHEBMOHUM y YacTH OOJIbHBIX Ha
2-i1 Hepene 3a00eBaHMsI, TPUYEM KJIMHUYECKHE MPOSIB-
JICHUSI CONPOBOXIAIOTCSI BBIPAXKEHHOM MHTOKCUKALIMEH,
aHOpEeKCHUell M PEeHTIeHOJOTUYSCKMMHU M3MEHEHUSIMHU,
XapaKTepPHBIMU [JISI IMOJMCETMEHTApHOW ITHEBMOHUU
0e3 ONIBIIIKKA M BBIPaXKEHHOTO CHIKEHMS caTypaluu
kucaopona. JeTu ¢ TSKeJbIMU IPOSIBICHUSIMU ITHEB-
MOHMHU TpeOOBaIM IepeBoOIa B OTACICHE peaHUMaIIu1
u uHTeHcuBHOM Tepanuu (OPUT), opranuzauuu Kuc-
JIOPOJHOM MOANEPXKKU M IMIPUMEHEHUS] KOPTUKOCTEPO-
unos [13, 14].

Knunnueckue nposieinenuss MERS y neteit Obl11 ¢X0-
kumu. OnucaHbl OTACNbHBIE CIydayd HeOJIaronpUsITHBIX
HMCXONIOB 3a00JIeBaHUSI Y CKOMIIPOMETHPOBAHHBIX AETeil
(TTopoxu pa3BUTHsI, HeOPOTUUECKUI CUHAPOM U 1p.) [15].

MHorourcaeHHbIE ONMUCAHUS KIMHUYECKUX IIPO-
sapineHuit mangemun COVID-19, BbI3BaHHOII BUpPYCOM
SARS-CoV-2, nakaruuatorcs. [IpeaBaputenbHbie JaH-
HBbI€ YKa3bIBAIOT Ha CJICAYIOIINE KIMHUYECKHUE TPYIIIIbI
maiueHToB. bojee 40 % neteil, y KOTOPbIX MOXKET OBITh
oOHapyXeH Bupyc, He uMmelot kKinuHuku OPBU, 1o cyme-
CTBY MepeHOoCAT 3aboyieBaHNe MHATITapaHTHO, ¢ (pOpMU-
pOBaHMEM KPaTKOCPOYHOro nMMyHurera. Y 40 % umeer-
csa xkimHuka OPBU nerkoro m cpeqHeTsKeI0T0 TeUeHUS
ny 20 % npucyTCTByeT KIMHHUKA BUPYCHOI ITHEBMOHUU,
Ccpenu KOTOPBIX, KaK MpPaBUJIO, METU C T€HETMYECKUMU
1 KOMOPOMIHBIMU 3abojeBaHUSIMU. Tskenoe Teue-
HUE MOXET IIPOTPECCUpPOBaTh Pa3BUTHEM HapyIICHUM
reMocTasa, IIMTOKMHOBOIO INTOpMa, Celcuca, MOJHUOp-
TaHHOM HEIOCTAaTOYHOCTU, U Y YaCTU JAETEU 3aBEPILIUTCS
JIeTabHBIM MCXOmOM. KiMHMYeckoe TedeHHe HuMeeT
2 otuernuBble (as3bl. [lepBasg mIUTCA B TeueHUE HeAEIU
kak OPBU, 2-g9 — B Buje KIMHUYECKOTO yXYIIICHUs Ha
2-i1 Henese 6oJie3Hu [16, 17].

Bepudukanusi amarHoza MpOBOOUTCS OOHapyxke-
HMEM KOpPOHAaBHpPYCAa METOIOM IIOJMMEpPAa3HOU LEIHOMI
peakiiMi B HOCOIJIOTOYHOM ceKpeTe (Ma3o0K), MOKpPOTE,
KMIKOCTU TPaXeoOpPOHXMATbHOIO JiaBaxa, KPOBU WU
moue. KoHTpob UMMYHHOTO OTBETa C ITIOMOIIBIO UMMY-
HO(MEpMEHTHOIO aHaju3a CIIOCOOCH OIpeNe/IUTh HaJlu-
ype crneuu@puuecKux UMMyHor1o0ynuHoB. KinnHnueckoe
o0clieoBaHNe BKIIOYAeT KOHTPOJb YacTOTHI JAbIXaHMSI,
MYJIbCOKCUMETPUIO, aHATN3 KPOBU (IMMQOIIEHUS U TPOM -
OOLIMTOIIEHUS), OMOXMMUYECKUI aHaau3 KpoBu (ana-
HUHAMUHOTpacH(pepas3a, acrapraraMuHOTpaHcdepasa,
JakrataeruaporeHasa, C-peakTUBHBIN OeJIOK, KakK Ipa-
BUJIO, TIOBBIIIEHBI), Koaryjaorpamma (KOHTpoJib D-aume-
pa) 1, 9YTO MPEAIOYTUTEIBLHO, TIPOBEACHIE TPOMOOTECTA,
onpenenenue NUJI-1 u NJI-6, TREC u KREC pist oieHK1
YPOBHSI HATMBHOTO MMMYHHOTO OTBeTa. [lokazaHusiMu
K niepeBony nereit B OPUT gaBnsiioTcsa mposiBieHue 1iva-
HO3a U OABIIIKM B ITIOKOE; TTOKa3aTeJIM MyJIbCOKCUMETPUM
meHee 92 %; onbllika Gosee 60/MuH y gereii no 1 rona,
40/mMuH y nerteii 1o 5 net u 30/MuUH y AeTeit cTapiie 5 JIeT.
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BaxkHed MMy KpUTEPUSIMU IUAarH03a U KOHTPOJIS Teve-
HUSI U 93(DGEKTUBHOCTU JISYSHUSI SIBJISIIOTCSI PEHTTEHOIpa-
¢ust u KoMneloTepHas ToMorpadus Jerkux. B xkauectse
aJIbTePHATUBBI MaJICHbKUM JIETSIM MOXKHO IIPOBECTH YJjib-
TPa3BYKOBOE MCCJIEOBaHME.

Jleyenue u npopuIaKTHKA

B HacTosiiiee Bpemsi He CYIIECTBYET 3aperucTpUpO-
BaHHBIX METOJIOB JieUeHUsI (JIeKapCTBEHHBIX ITpeTrapaToB)
Wi TpoGUIAKTUYECKUX TepareBTUYCCKUX CTpaTeruii
(BakUMHBI). BBIHYXXIEHHasT KIMHUYECKAsl CTpaTerus
BKJIIOYAET MEPHI TT0 MPODUIAKTUKE U KOHTPOIIO MHDEK-
LIMY ¥ MEPOIIPUSITHS MHTCHCUBHOM Tepanyu, B TOM YUCIIe
OKCHUTEHOTEpaIMIO U BCIIOMOTATEIbHYIO UCKYCCTBEHHYIO
BEHTUJISIIIMIO JIETKMX, KOTIa 3TO TToKa3aHo. TeM He MeHee
B LIEJISIX M3YYeHUS 3(D(HEKTUBHBIX METOMIOB JICUCHUS OBLIO
3apeTUCTPUPOBAHO 00JIee COTHM KIMHUYECKUX MCCIIEI0-
BaHMIi. B MexXIyHapoaHbIil peecTp KIMHUYECKUX UCCIe-
noBaHuii BO3 ObIM BKITIOYEHBI AAHHBIE M3 pa3IUYHBIX
HallMOHAJIBHBIX PEECTPOB, B TOM 4YHMCJE U3 ABCTpajuH,
HoBoit 3emanguu, Kwutas, Hunepnanmon, bpasunumu,
WUnnun, Kyowr, Pecriyonuku Kopest, [epmanuu, Mpana,
SAnonun, Mpu-Jlanku, Taunanna u I[lepy, a TakKke U3
ClinicalTrials.gov, peecTpa KIMHUYECKUX MCCIICIOBAHUIA
EBpocoro3a, MeXIyHapoOHOTO peecTpa CTaHIapTHBIX
PaHIOMU3UPOBAHHBIX KOHTPOJUPYEMBIX MCCIeIOBaHUIMA
(ISRCTN) n naHa(ppUKaHCKUX PEECTPOB.

HaunbGonee pacnpocTpaHeHHBIMM U WU3yYEHHBIMU
mpenapaTamMy, KOTOpPbIE ITOKa3aJIu OTACIbHBIC TOJIOXKH-
TeJbHbIe pe3yabTaThl B oTHoleHun COVID-19, moxHO
Ha3BaThb KOMOMHAILIMIO JIOMMHaBUp/puToHaBup. Oba mpe-
rmapara IeMCTBYIOT KaK MHTMOUTOPHI ITPOTea3bl U IIUPOKO
UCIIONB3yIoTes Tipu JiedueHun BUY-1. OHu uHrnoupyoor
MPOIIeCC KOHBEPCUU IOJUIIPOTEMHOB B KOMITOHEHTHI
BUPYCHOTO OeJika, M TaKUM OOpa3oM IperoTBpallaioT
perMKamnuoo Bupyca. HpyruMu TUIIWYHBIMU JIeKap-
CTBEHHBIMU IpernapaTaMu SIBJISIOTCS PEeMAESCUBUP, KOTO-
pbIii IpUMEHSIeTCS IS Je4eHUs WHQEKINU, BbI3BaH-
HO¥ Bupycamu D6osa u MapOypr, a TakXe XJIOPOXUH
U TUIPOKCUXJIOPOXUH, KOTOPhIE MCIOJb3YIOT IJIS Jieue-
HUS MaJISIPUU.

B ocnoBe ycnemHoro neuenusi KBU, a B ocobeH-
Hoct SARS-CoV-2, nexar paHHSST WASHTU(DUKALIUS
MMOJO3PUTEBHBIX CIIydyaeB, M30JSALMsS OOJbHBIX, (akT
IMOATBEPXKICHUS IMarHo3a 1 MaToreHeTuIecKas Teparnus.
W3 60mee yem 30 tekapcTB, SMITUPUUECKHU UCTTOIB3YEMBIX
B mpakTukKe KoHTpojsa nanaeMuu COVID-19, kuTaiicko-
ro, €BPOIICMCKOro, aMepMKaHCKOIO M OTeUYeCTBEHHOTO
OIBbITAa COXPAHSIETCSI, KPOME KOHTPOJSI BOIHO-COJIEBOTO
OajaHca ¥ J1e4eOHOro MUTaHus, Ha3HaYeHUE TTPOTUBOBU -
PYCHBIX IIpernapatoB (peMaecuBrp,/yMubeHOBUP), aHTHU-
OMOTHKOB (a3UTPOMMIIMH), HU3KOMOJECKYJISIPHBIX Tera-
PUHOB M MHTMOUTOPOB MPOBOCHANIUTEIBHBIX ITUTOKMHOB
(MJI-1 u NJI-6) viu rIIoKOKOPTUKOUIOB.

Hna neyenns COVID-19 uccnenyercs u psm Apyrux
MMPOTHUBOBUPYCHBIX IIpenapaToB, MPEUMYIIICCTBEHHO TeX,
KOTOpBhIe 00JalaloT aKTUBHOCTbIO B OTHOIIEHUU pa3-
JIMYHBIX TTOATUITOB BUpycoB rpurma u apyrux PHK-co-
JiepKaliux BUPYCOB. DTO (aBunmpaBup, yMuGpeHOBUD,

TpUazaBUPUH M OajokcaBup MapoOokcui. Bo MHormx
HCCIIEIOBAaHUSIX OCHOBHOE BHUMaHUE YAEJsIeTCs JieKap-
CTBEHHBIM IIpernapaTaM, KOTOPbIE OOBIYHO ITPUMEHSIIOTCS
nng nedyeHus PHK-comepxkammx BUpycOB, TakKMX Kak
Bupyc rermatuta C u BUY. K HUM oTHOcSTCS maHOMpe-
BUpP/PUTOHABUP, a3BYyIUH, cOo(ocOyBUp/maKiaTacBup,
JapyHaBUp/KOOMIIUCTAT M SMTPUIIMTAOMH/TeHOMhOBUD,
pemnecusup [9, 11, 17, 18].

[MApOKCUXJIIOPOXUH U XJIOPOXMH ITOKa3aJau OTIACTb-
HBIE XOPOIIIMe Pe3yIbTaThl, OMHAKO B HEKOTOPBIX CIIydyasiX
COOOIIAJIOCh O CEePhE3HBIX HEXeJaTeIbHBIX SBICHUSIX,
TaK KakK 3TH IIperapaTbl MOTYT BbI3BaTh HApYIICHUS Cep-
JIEYHOTO pUTMa, Harpumep yminHeHue uHTepBana QT,
¥ OTIAaCHOE YBEJIMYEHME YaCTOTHI CePACUHBIX COKpPAIIIEHUI
WIM XeJTyIOUYKOBYIO TaxuKapauto. Ha ouepenu mpoTuBo-
napa3suTapHOe CPEACTBO — MBEPMEKTHH.

Hapexxna Ha mpoduiakTuky 3a0oyieBaHUSI CBs3aHa
¢ paspabotkoii BakuuHbl npotuB KBU. Cpenu 6oiee
100 coszmaBaeMbIX B MUpE BaKIIMH, 8 pa3padaTbIBalOTCS
B Poccuu. Cpenn Hux JJHK-Bakimna Mucturyra oo6uiei
renetuku uM. H.T. BaBunoBa PAH, myko3aibHast BaKLIu-
Ha WMHctuTyTa 3KkcnepuMeHTaabHoi Menuuunbel CIT6IY
(UDM), BakiIMHa Ha OCHOBE BHPYCOINOJOOHBIX YaCTHUIL
Wnctutyra bnoopranndyeckoit xumun nm. M.M. Ilems-
kuHa u FO0.A. OumnHukoBa (MBX), koMOuHMpOBaH-
Hasg JIHK-6enkoBas BakumHa MBX coBmectHo ¢ TTAO
«@apMCcUHTe3», PeKOMOMHAHTHAs BaKIMHA Ha OCHOBE
IITaMMa XKWBOI TPUIMNO3HOM BakiMHeI MOM coBmecT-
Ho ¢ 3A0 «buokam», MHAKTUBMpOBAaHHAs BaKlMHA
®denepalbHOrO0  HAy4HOro  LIEHTpa  MCCJIeIOBaHUIA
M pa3pabOTKU MMMYHOOMOJOTMYECKUX MperapaToB
M. M.I1. YymakoBa PAH, monuBaneHTHas BaklMHA Ha
OCHOBe BHMpyca TabayHOII Mo3auKu MOCKOBCKOIO TOCY-
JapcTBeHHOro yHuBepcureta uM. M.B. JlomMoHOcOBa,
M, HaKOHell, HanuboJjiee TIpoABUHYyTas1 pa3paborka Harm-
OHAJIbHOTO MEIUIIMHCKOTO MCCIEI0BATEIbCKOTO LIEHTpa
SNUAEMUOJOINUN U Mukpoouosorun uM. H.D. Tama-
JIen — BakIIMHA, CO3JaHHAas Ha OCHOBE aIcHOBUPYCHOIO
BEKTOpa, paHee MCIOIb30BAaHHOTO ISl BAKIIMHBI IIPOTUB
nuxopaaku Do6oia u CoV-MERS [19].

Poccuiickasi BakuuMHa TMpollia HCIbITAHUE Ha
76 300pOBBIX I00OpPOBOJIBLIAX, 32 KOTOPBHIMU BEICTCS
HaoOmoneHue. Creayomuil 3Tan — KIMHAYECKHe Hcclie-
JMOBaHUsI Ha OOOPOBOJBILIAX TPYIII PHUCKA C OLIEHKOM
a¢dekTa Kak MUHUMYM 4epe3 6 Mec. 3aTeM IJIaHUPYIOT-
cs ucnibitanus 111 ¢a3pl KIMHUYECKNUX MCCIeToBaHU Ha
oonee yem 1000 yesnoBek, 10Ka3aTeIbCTBO 3(PPEKTUBHO-
CTU KOTOPOTO B TEUEHME roja IJis OLEHKHU IJIUTEIbHO-
CTU TIOAIEpKaHWSI UMMYHUTETA TO3BOJISICT MPUCTYIIUTh
K MacCOBOU BaKIIMHALIMY HACEJIEHUS, aHAJIOTUYHOU MPO-
TUBOTPUIIIIO3HOI BaKIIMHAIIMM B CTPaHe.

3akioyenne

IMannemuss COVID-19 npuHIUNUATLHO HM3MEHUJIA
OTHOILIEHUE YYEHBIX M Bpauyeil K KIMHUYECKUM CUMMTO-
MOKOMIUIEKCAM U TaK Ha3bIBA€MOW IMaTOrE€HETUYECKOU
tepanuu nHbekuuu. I[MornmMopdusM KIMHUYECKUX TIPO-
SIBJICHUM, TIPeACTaBICHHBIN COBOKYITHOCThIO (DUIoreHe-
TUYECKHUX U OHTOT€HETUYECKMX OTBETOB XO35IMHA, a HE
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IaTOIeH UCIOJIb3yeMbIX TEPANIeBTUYECKUX ITOAXOI0B U €r0
FeHHO-0eJIKOBbIE WM APYIe KOMILIEKCHI, MO0 CYLLIECTBY
pe3yJbTaThl, CTUMYJIUpYIOLIMe OMOMHGbOPMAIIMOHHbIMA
aHaJIM3 psiia KJIIOYEBBIX HEBBISICHEHHBIX 0 HACTOSIIE-
ro BPEMEHU MEXaHM3MOB OMOJIOTMM OTBETa XO3sMHA Ha
naroredH. K HUM B IepByI0 o4epeab OTHOCSITCS BHYTPU-
KJIETOUYHbIE MEXaHU3MbI IIEPCUCTEHLIUM U OJIOKUPOBAHMS
PHK SARS-CoV-2, noructuka BUPYCHOTO ITOBEICHUS
B OpraHM3Me 4YeJIOBeKa M MHAYKLMS MMMYHHOIO OTBE-
Ta B BO3pacTHOM acrekrte. HesicHa posib 3pUTPOLIMTOB,
ero TMop¢GpUPUHOBOro oOMeHa U TUrepheppUTUHEMUN
B pa3BUTUM TKAHEBOM TI'MIIOKCHM, a TakKe POJb TPOM-
OOLIMTOB B OJIOKMPOBAHUM BUPYCEMMM, KOHTaAMUHALIMU
OHIOTEIMsI COCYIOB M CepAlla, aHTUICHIIPE3eHTaluU

M aKTUBALMKU MakKpodaroB, ydacTHe B I'eHepaJu30BaH-
HOI TUIIEPKOAryJSIUMM M HapyIIeHWU B3aUMOACUCTBUS
C HEUTPOUIBHBIMU TpaHyaouuTamu. HyxxHa napopma-
LIMSI O TUCTOIEHE3¢ DHIOTEIMHA TePMUHAIbHBIX COCYIOB
U XapaKTEePUCTUKE JIeTalbHbIX TPOMOOB, OLIEHKE HOBOI
CUCTEMbl KUHUH-KAJUIMKPEUH U CUCTEMbl KOMILIEMEHTa
B MHIYKLIWY TUTIEPKOATYJISIIUM U IUTOKMHOBOTO IIITOPMA.
Hescnsl pons Toll-peneniropoB B 3amnycke MJI-1 u B3an-
MOOTHOILIEHUSI CHUHIPOMa aKTMBUPOBAHHBIX Makpoda-
roB U TpoMOOTHUYEeCKOTo cTartyca y 6oabpHbIX COVID-19.
MBI TakKe KIeM TOCTOBEPHOI oLieHKU 3(h(GEeKTUBHOCTU
aronuctoB ACE1 u ACE2, ctaTuHOB, KOPTUKOCTEPOUIOB,
KanbuuHeBprHa, JAK-MHIrMOUTOPOB, aHTULIMTOKUHOBBIX
IperapaToB B KOHTPOJIe MH(PEKIIUHU.
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Peakue Koarynonamuu
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Konmaxmnmuvie dannvee: /Imumpuii bopucosuu @aopunckuit mitia 94@yandex.ru

Peokue koazyronamuu exawouaom 6 cebs HacredcmeeHnvle deghuyumeol guopuroeena, gaxmopos (F) II, FV, FVII, FX, FXI, FXII
u FV + FVIII, a makace kombunuposannulii depuyum sumamuna K-3agucumoix paxmopos. Kaxue-mo u3 0anHix depuyumos s6450mcs
Oonee U3yYHeHHbIMU 6 C853U C OONBUUM HUCAOM NAUUEHMO08, KaKue-mo 0euuyums. OCMarmes Kpaiine peokumi, no3momy Ha OaHHOM
amane 045 HUX npedcmasasemcs 00CMamoyHo CA0ICHOU NPob.aeMOil 8bIpadOMKA YHUBEPCANbHO20 NOOX00d K mepanuu u npoghuiaKkmuke.
Baodaueii dannoeo 0630pa 66110 OUeHUMb YACMOMY, KAUHUMECKYI0 KADMUHY, 2eHEMUHYECKYH0 0CHOBY, 803MONCHOCMU U CAOICHOCMU OUAHOC-
MUKU 0aHHbIX Oepuuumos.

Karouesnie caosa: pedxue koazyronamuu, FXII, konyenmpamor haxmopog, kpuonpeyunumam, pubpuroeen

Jlas wumupoeanus: @aopunckuit /6., XKaprkos I1.A. Pedkue koaeynonamuu. Poccuiickuii scypHan 0emcKoll 2emamonocuu U OHKoA02UlU
2020;7(3):54—63.
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Rare bleeding disorders include inherited deficiencies of fibrinogen, factors (F) 11, FV, FVII, EX, FXI, FXII, and FV + FVIII, as well as a multiple
deficiency of vitamin K-dependent coagulation factors. Some of these deficiencies are more studied, due to the large number of patients, some are
extremely rare, so at this stage it is quite difficult for them to develop a universal approach to therapy and prophylactic treatment. The purpose
of this review was to evaluate the frequency, clinical manifestations, genetic basis, possibilities and difficulties of diagnosis for these deficiencies.
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Beenenue ayTOCOMHO-PELIECCUBHOE HACIeI0BaHKE, YaCTOTa UX pac-
Penkue koarynomnaruu (PK) 3aHnumalor okono 3—5 %  mpoctpaHeHus BapbupyeT ot 1 Ha 500 000 mist necburiura
BCeX HacCJeACTBEHHBIX Koaryaonatuii, BocHoBHOM umetoT  VII ¢akropa go 1 Ha 2 000 000 mist nepuumuTa mpoTpOM-
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ouHa u ¢akropa XIII. Pactipocrpanennocts PK Bblle
B T€X MeCTax, IJIe JIIOIU KUBYT OYeHb KOMIIAKTHO U pac-
MpoCTpaHeHbl OJu3KopoacTBeHHbIe Opaku [1]. o gaH-
HbIM BcemupHoii denepanyy reMoGuIng 1 HallMOHAIb-
HbIX PErMCTPOB, HAOII0IACTCS CIeayollasi KapThuHa (puc.
1): nepunnter FXI u FVII aBagiorcs npeBaiupyommnuMmu
B ctatuctuke PK ¢ yacroroii 37,5 % u 26,5 % u3 Bcex PK
COOTBETCTBEHHO, Aajiee ciaeayeT neuuuT GudpuHoreHa
8 %), FV (9 %), FX (8 %) n FXIII (6,5 %). KomOouHu-
posanublii neduuut FV + FVIII (3 %) u FII (1,5 %),
a TakXKe HacJIeNCTBEeHHBIM KOMOMHUPOBAHHBIN Ae(PUIIUT
BUTaMUH K-3aBUCUMBIX (PaKTOPOB CBEPTHIBAHMS BCTPE-
YaloTCs TOpasao pexe.

FXIII 6,5% Fibrinogen 8 %

FIl1,5 %
FXI 26,5 % FV 9%
FV+FVII3 %

FX8 %

FVIII 37,5 %

Puc. 1. lannvie Becemuproii opeanusayuu 2emopuaul u aHeautickoeo peeu-
cmpa PK [2]
Fig. 1. Worldwide distribution of RBDs derived from the WFH, EN-RBD [2]

IToctaHoBKa TakMX JMAarHO30B TpeOyeT HaJIuuus
XOpollleil AMarHOCTUYECKOI J1abopaTopuy U OOJIBIINX
3aTpar. B cTathe paccMOTpeHbI MOJIEKYJsSIpHash OCHOBA,
XapaKTepHUCTUKA, KIMHUYECKas KapTUHAa U OCOOCHHOCTH
MMATHOCTUKU AeDUILIMTa peIKux (paKTOpOB CBEPThIBAHMUSI.

Jedumur I pakropa — dpudpunorena

®akrop I — PUOPUHOrEeH-IINKOMPOTENH C MOJIEKY-
nsipHOIt Maccoit 340 x/la, CMHTe3UpyeMblil B rermaToiu-
Tax, KOTOPbIA LIMPKYJIMPYET B IJIa3Me B KOHLIEHTPALIMU OT
1,5 no 3,5 1/n1 [3]. Monaekynsl ubpruHOreHa rpeacTaBisi-
0T CO0O0I CTPYKTYPbI IJIMHOM 45 HM, KOTOPBIE COCTOSIT U3
2 BHEIIHUX D-10MeHOB, KaXIblii U3 KOTOPBIX COeIMHEH
CEeTMEHTOM, «CITUPAJIbHOM KaTYIIKOI», C IIEHTPaJbHBIM
nomeHoM E. Monekyna coctout u3 2 HabOpoB 3 TOJIU-
MEeNTUIHBIX 1ierneid, Ha3biBaeMblX Aa, Bf u y, KoTtopsie
coenqnHeHbl BMecTe B N-TepMuHane E-gomeHa 5 cum-
METPUYHBIMU JIUCYIbOUIHBIMU MOCTUKaMu. Ilepuon
MOJIYXXU3HU MOJIEKYJIbl (pUOpHMHOIeHa COCTaBJISIET OKOJIO
4 nneit [3]. B momonHeHue K TIa3MeHHOMY (DUMOPHUHO-
IreHY B 0-IpaHyJiax TPOMOOLIMTOB CONEPXKUTCS MHTpa-
LEJUTIOSIPHBINA - Tyl (puOpuHOoreHa. MerakaproLMThI
1 TPOMOOLIMTHI CITOCOOHBI Yepe3 pelenTopbl (PUOPHUHO-
reHa rukonporenHsl 1Ib/I11a BkIouaTh B CBOIT cocTaB
¢ubpuHOTEeH 11a3Msbl [3].

Poav 6 cemocmase

IIpeBpanieHue ¢pudpuHOTEeHA B (PUOPUHOBBII CTYCTOK
MPOMUCXOIUT B 3 pa3IMUYHBIX 3Tamna: 1) dhepMeHTaTUBHOE
paciieruieHue (UOpMHOTeHAa TPOMOMHOM ¢ 0Opa3oBa-
HUeM (pUOPUHOBBIX MOHOMEPOB; 2) CaMOKOMIIOHOBKA
(UOPUHOBBIX MOHOMEPOB ISl (hOPMHUPOBAHUST Opra-
HU30BAaHHOI MOJUMEPHON CTPYKTYPHI; 3) KOBaJIEeHTHOE
cimBaHue (pudpuHa ¢ momouibio dpakTopa XIlla. Tpom-
OMH CBS3BIBaETCS C GUOPUHOTEHOM ITOCPEICTBOM CITEIIM -
¢uuHoro sk3ocaira 1 [3].

Ienot pubpunocena

Tpu rena, komaupytouiue (udbpuHoreH, Bf (FGB),
Ao (FGA) v y (FGG) crpynnupoBaHbl B obiactu 50 kujo-
06a3 Ha xpomocoMme 4. Kaxnblii TeH OTHeNbHO TpaHC-
KpUOUPYETCSI M TPAHCIMPYETCS JUIsl ITOJIyYEHMSI HOBBIX
MOJIUITENTUAOB U3 644 amuHokucaoT (Aa), 491 amuHO-
kucnotsl (Bf) u 437 amuHokucior (y). AJsTepHaTUBHOE
cpamuBanue it FGA nmpou3BoguT MUHOPHYIO pacily-
penHyo uzodopmy (Aa-E), Torma kak aabTepHaTUBHBIN
crtaiicur FGG npousBonut uzodopmy y [3].

Jepuuum cpubpunozena

Paznuuator 2 tuna nedpunura dpudbpuHorena. Turm I,
VI KOJMYECTBEHHBIN Aeuuut, — a¢puOpuHOTEHEMUS
WIM TUNOMUOPUHOTEHEMHUSI, KOTJAa OTCYTCTBYeT (huopu-
HOTEH WJIU Xe ero KoaudecTBo cHuxkeHo. Tum II — mguc-
(pudpuHOTEeHEMMS, KaYeCTBEHHBIN nedeKT (pubpuHore-
Ha, Korja aHTUreH (puOpMHOreHa MOXKET OBbITh CHUKEH
WIM OH HaXOAUTCS B IIpeaejaX HOPMbI, HO IIPU 3TOM
JIUCIIPOIIOPLIMOHAIBHO CHIKEHA €70 aKTUBHOCTD. YacTo-
Ta apMOPUHOTeHEMUM COCTaBIsIeT MPUOIU3UTENLHO | Ha
1 000 000 B monynsiumu. Yacrora runopuOpMHOreHeEMU
HamHoro BbilIe — 70 1 Ha 500. JIucubprHoreHemMus Haclie-
JIyeTCsl ayTOCOMHO-IOMUHAHTHO, B CBSI3U C 9TUM OLIEHUTh
ee peaJbHYIO YaCTOTY JOCTATOYHO MpodIeMaTU4HO [3].

Kaunuueckas xapmuna

KimHunueckast KapTuHa 1OCTaTOYHO BapuabesbHa, OT
0eCCUMIITOMHOIO TEYEHMS 10 TSKEJbIX KPOBOTEUEHHIA,
OOJILIIMHCTBO MAalLIMEHTOB ¢ auOpUHOTreHeMuei nedio-
THUPYIOT B HEOHATaJbHOM IIEPUOIE C KPOBOTCUCHUSI U3
IyIIOBUHHOTO OCTAaTKa, HO TAKXKe HEPEIKU ClIyyau 1 boJiee
MO3IHEro nebloTa reMopparnyeckoro CMHAPOMa B BUIE
reMapTpo30B, IOCJICONEPALIMOHHBIX  KPOBOTCUEHMUIA,
KPOBOTEUYEHUIA U3 CJIU3UCTBIX. 1151 GepeMeHHbIX XKEeHIINH
¢ auOpUHOreHeMUel YacThl CIIOHTAHHBIC BBIKMIBIILIMN,
KPOBOTEYEHUsSI BO BpeMsl U mocje ponoB. MHTepecHbIM
npejacTapisieTcss (akT, 4TO y HEKOTOPbIX MAlMEHTOB
¢ adubprHOTreHeMueil HabIIoAAeTCsl TTOBBIIIIEHHbBIN PUCK
TpoM0030B. Ha maHHBIIT MOMEHT He BIIOJIHE SICEH MeXa-
HU3M TEHIECHLIMU K TpoMOO03aM. ¥ HEKOTOPBIX OOJbHBIX
HaOJII0aJI0Ch BO3pacTaHWe aKTUBaluu (hparMeHTOB
MPOTPOMOMHA WJIM TPOMOMH-aHTUTPOMOMHOBOIO KOM-
IUIEKCa, KOTOPOE MOXKET yKa3bIBaTh HA ITOBBIILIEHHYIO TeHE -
panuio TpoMOuHa. Kak Ob1I0 TTOKa3aHO B 3KCIIEPUMEHTE
Ha MbIIIax ¢ AeumnToM (hubprUHOreHa, TpPoMO00Opa3o-
BaHUE IPOMCXOIUT OYEHb OBICTPO, HO TPOMO OCTaeTCsI
HecTaOWIeH M MMeeT TEeHISHIUIO K 3MOoau3aluyd —
BO3MOXKHO, TaHHBIM (DaKT TaKKe OOBSICHSIET CKIIOHHOCTh
K TpoM0O03aM y IalueToB ¢ apubpuHoreHemueit [4].
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IManyenTsl ¢ runodubpuHOreHeMueit, Kak IpaBuiio,
OECCUMITTOMHBI, KOHIEHTpalus (UOPUHOTEHA Yy HUX
0KoJIO | I/71, 4ero BITOJIHE JOCTaTOYHO JIJISI MOAAepKaHUs
ONTUMAJILHOTO TeMOocTa3a U TeueHus1 bepeMeHHOoCTH [3].

IIpu nuchubprHOreHEMUN MPOSBICHUST KPOBOTOUM -
BOCTU HE CTOJIb 4acThl (0KO0JIO 25 % OOJIbHBIX), KPOBO-
TeYeHUs1 HaOJII0AAI0TCSI B OCHOBHOM I10CJIE OIEePAaTUBHBIX
BMEIIATEILCTB, TPaBM M POIOB, HO mpu 3ToM y 20 %
€CTb CKJIOHHOCTh K TPOMOO03aM, B OCHOBHOM BEHO3HbBIM.
B 50—55 % cnyuyaeB nuchuOpUHOreHeMUsT HOCUT aCUM-
nToMaTtndeckuii xapakrtep. CylIecTBYIOT 2 MexaHM3Ma,
OOBSICHSIONINE CKIOHHOCTh K TpoMOO3aM y TallMeHTOB
¢ nucudbpuHoreHeMueit. OIMH — aHOMAaJIbHBIN (pUOpU-
HOTeH He CIOoCOOEH aaeKBaTHO CBSI3bIBaTb TPOMOUH,
B CBS3M C 4eM HaOJII0maeTcsl MOBBIILIEHHAsT T'eHepalus
TpOMOMHA, YTO TPUBOAUT K TpomO0o3y. BTopoii — aHo-
MaJIbHbIi (PUOPUHOTEH OKAa3bIBA€TCsl HEUYBCTBUTEIbHBIM
K IJIa3MMHY, YTO IIPUBOAMT K HAPYILLIEHUIO JIM3KCa CTYCTKA
U COOTBETCTBEHHO K BOBHUKHOBEHMIO TpoMOo3a [3].

Juaznocmura

[Tpu rmy6oxkom aecduiinte pudprHOreHa OyaeT HabI0-
JIaThCSl YITMHEHNE aKTUBUPOBAHHOTO YaCTUYHOTIO TPOM-
oorutactruHoBoro (AYTB), mporpomouHosoro (I1B), a Tak-
ke TpomouHoBoro (TB) BpeMeHH, Tak KaK OTCYTCTBYET
cyOcTpaT, Ha KOTOPBIii IeiicTBYyeT TpOMOMH. CTOUT OTAEb-
HO OTMETUTb, YTO KJIOTTMHIOBBIA METOH OIpeaeIeHMs
¢ubpuHoreHa B Koaryjorpamme (Meron Kiaycca), paBHO
Kak u onpeneneHue TB, aBiusiorcs cyrydoo ¢pyHKIIMOHATb-
HbIMU TecTaMU. Kak BUAHO U3 MeTOOuKU [4], MpUHIIUIT
MeTona onpeneiaeHus pudopuHoreHa mo Kiayccy ocHoBaH
Ha npeBpalieHun GudbpuHoreHa B GUOPUH IO, AeHCTBU-
eM M30bITKa TPOMOMHA C TMOCICAYIOIIMM M3MEHEHUEM
ONTUYECKON IUIOTHOCTM M IepepacyeToM KOJIMYECTBA
¢ubpuHoreHa 1o KajamOpoBOUHOI KpuBoil. TakuMm obpa-
30M, JaHHBIA TECT OLIEHUBAET CITOCOOHOCTH (PUOpPHMHOTEHA
BBIIIOJIHSITH CBOIO (DYHKIIUIO, 8 HE MPSIMYIO KOHLICHTPALIUIO
(konmuuecTBO) ¢pubdpuHoreHa. JJisi KOJIMUYECTBEHHOTO €To
omnpeAeeHUsT BO3MOXHO UCIIOJIb30BaTh MCCIIEIOBaHUE
aHTureHa ¢pudpuHoreHa. Takum oOpa3om, ucciaeIoBaHUe
(pnbprHOreHa B CTaHIAPTHOM KOaryjorpaMMe IeMOHCTPU-
pyeT ero yHKLMOHAIbHYIO aKTUBHOCTh M HE MOXET ObITh
KCIIOJNIb30BAaHO JUISI OTBETAa Ha BOIIPOC, MMEET JIM MECTO
neuuuT (CHUXKEHUe KOJIM4YecTBa) Wiu aedexT (pudpu-
HOTeHa, Hapylamolmuii ero ¢yHkuuo. B momomHeHue
K CTaHIApTHOMY OIlpeesieHrIo hudpuHoreHa rmo Kiayccy
PEKOMEHIYeTCsI [IPOBOAMTD UCCISIOBAHKUE PEIITUIA3HOIO
BpeMeHU. Pentuiiaza — TpoMOMHONION00HAS MTpoTea3a u3
siTa MU TOMOPAHNUKA OOBIKHOBEHHOTO, KOTOPAasi CITIOCOOHA
BBI3BIBATH Tiepexo] (pubpuHoreHa B pubpuH. Perrrunasa
OTLIETUISIET OT (PUOpUHOreHa TOJBKO (PUOPUHOTIENTUI A,
YTO OTJIMYAeT €€ OT JCUCTBUSI TPOMOMHA, KOTOpPBIA
KpoMe (uOpuHOomenTuaa A OTIIEIIIeT OT (UOPUHO-
reHa euie u pudpuHonenTua B u aktuBupyeT hakTOpHI
V, VIII, XIII. Penrtuna3a He moaaBisieTcsl aHTUTPOMOU-
HOM, IIO3TOMY 3TOT TE€CT MOXET MCIOJb30BaThCs ISk
OLIEHKM TIOJIMMEpU3allii MOHOMEPOB (puOpHHA B TIpU-
CYTCTBUU TelapuHa. PenTuiaszHoe BpeMst OyneT yIJIMHE-
HO npu aucudbprUHOreHeMuu [5].

Hedunur II pakropa — nporpomoOuna

®dakrop 1l — npoTpoMOMH SBISETCS BUTAMHUH
K-3aBUCUMBIM IMTUKOIIPOTEMHOM, KOTOPBIN CUHTE3UPYET-
¢S B TICYEHU U MMEET MOJIEKYJISIpHYI0 Maccy okouto 70 k/1a.
Ero xoHneHTpauus B 1miasme coctasisieT 100 pur B mu,
a TMepuol MOJYKU3HU — MpUOIM3UTEabHO 3 mHs [6].
Lupxynupyomuii MpoTpoMOUH — 3TO OJHOLEITOUESUHBIA
IJIMKOTIPOTEMH, COCTOsIIIMI u3 579 OCTaTKOB aMMHO-
KHUCIOT. MoJieKysla mpoTpOMOMHA COAEPXKUT 5 TOMEHOB:
npornenTua, ramma-kapookcurayramud (Gla), KpuHII
JIOMEH 1, KpMHIJ TOMEH 2 1 MPOTea3HbIi JOMEH LIeTH A,
a TakxKe KataauTuyeckyio uenb B. [TomHoe oTcyrcTBuHe
MPOTPOMOMHA HECOBMECTUMO C KM3HbIO, UTO OBIJIO MTOKAa-
3aHO B ONBITE HAa MbIIIax [6].

Poav 6 2emocmase

B npucyrctBuM MoHOB Kanblus, (akropa Xa,
B COCTaBe IPOTPOMOMHA3HOIO KOMILIEKca ¢ (haKTOpoOM
Va n dochoaunumamMu MmociaeaoBaTeIbHO PaCIIETIISIIOT-
¢ 2 MeNnTUAHbIE CBSI3U B MPOTPOMOMHE C 00pa3oBaHU-
€M TpPOMOMHA, KOTOPBI B CBOIO OYepelb pacIICIUIICT
(pubdpuHoOTeH 10 puOpPUHA 1 CITOCOOCTBYET OOPA30BAHUIO
(pudpuHOBOrO Crycrka KpoBu. TpoMOMH TakxXke CIOCO0-
cTByeT akTuBauuu TpomoOomutoB u FEXIII, cimyxaiiero
OMHUM M3 BaXXKHEHIIMX CTAOMIM3AaTOPOB (PUOPUHOBOIO
cryctka. KpoMe Toro, TpoMOMH TTOBBIIIAET CTAOMIIBHOCTh
CrycTKa, BO3IEHCTBYSl Ha aKTUBUPYEMbII TPOMOMHOM
“Hruourop GpubpuHonusa. C 1pyroit CTopoHsl, CBI3aH-
HbIIA ¢ TPOMOOMOJYJIMHOM TPOMOMH TOPMO3MUT KacKaj
KOaryJsiiMu 3a cueT akTuBaluu mpoteruHa C, KOTOPIi
B CBOIO ouepenb MHaKTUBUpPYeT pakTophl VIIIa u Va, kpo-
M€ TOTO, aHTUTPOMOUH, KodakTop renapuHa Il u mpore-
aza HeKCUH | MHrMOMpPYIOT KaTaTUTUIECKYIO aKTUBHOCTh
TpOMOMHA, OTpaHUYMBAsl TaKUM OO0pa3oM 4Ype3MepHOe
dopmupoBaHue crycrka [6].

®akrop Il xomupyercss reHOM MOJIEKYJISIDHOM Mac-
coif 21 k0, pacnonoxeHHbIM Ha 11pl1-ql2 xpomocome
¥ cofepxKalnM 14 3K30H0B [6].

Jepuuum II paxmopa

Hedpuuut II dpaxropa sBnsieTcst KpaiiHe peaKoi ayTo-
COMHO-PELIECCUBHOM KOATYJIOIIAaTUEN C pACYETHOIM 4YaCTO-
toii 1 Ha 2 000 000. JIns maHHOTO IeulIMTa XapakKTepHa
JIOCTATOYHO cJlabas KOppesslus MEXIy KIMHUYECKOMN
KapTMHO M YpOBHEM aKTUBHOCTH akTopa. bonee
40 pa3smUYHBIX MYyTalUid OBLIM  MACHTU(MUIMPOBAHBI
y MalMEeHTOB ¢ Je(ULIMTOM MPOTpoMOMHA. MHorue u3
HUX HaxOMSITCsS OKOJIO KaTaJuTUYeCKOro caita Jmbo
JIOKaJIM30BaHbI B IOMEHE paclio3HaBaHUsI (hMOpUHOIeHa.
B nocnenHee Bpems MyTalyu ObLIA UAEHTUMUIIMPOBAHBI
Takke B Nap-CBsI3bIBalollell MeTie U B JIETKOW A-1enu
TpoMOUHA. BOJBIIMHCTBO MyTallMii — 3TO MHUCCEHC-
MyTalliM, HO TaKKe €CTh 1 HOHCEHC-MYTAalluU, BeIyIIne
K (hopMUPOBAaHUIO CTOM-KOIOHOB U JAEJCLIUN HYKJICOTH -
I0B [6].

Kaunuueckas kapmuna

ToMO3UTOTHI WM KOMMAyHA-TeTePO3UTOTHl MOTYT
MMETb TPOSIBICHUS KPOBOTOYMBOCTH OT CPEIHMUX 10
TSDKEJIBIX, TeTePO3UTOThI, KaK MPaBUI0, 06CCUMITOMHBI.
V maunmeHTOB C TSIKENIOM HeIOCTaTOYHOCThIO (akTopa

202011N



Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

OIMCaHbl TEPUOIEPALIMOHHBIE KPOBOTECYCHMSI, KPOBO-
TeUeHUs] B LIEHTpajbHYylI0 HepBHYyI0 cucremy (LIHC),
raCTPOMHTECTUHAIbHbBIE KPOBOTEYECHUsI, KPOBOTCUCHMS
M3 TYIIOYHOTO OCTaTKa, CITOHTaAHHbBIE TeMaTOMBI [6].

Juacnocmura

JuarHocTuka 0a3upyeTcsl Ha TILATEJIbHOM OLICHKE
reMopparn4eckoro aHaMHe3a M Ha M3MEHEHUsIX B CTaH-
JapTHOI Koarynorpamme: yminHeHnu kKak AYTB, Taxk
u IIB, manee ompenensitoTcsl aKTUBHOCTb M aHTUICH
II ¢paxTOpa nyIs ycTaHOBJIEHUS TUTIA, TAKXKE PEKOMEHIO0-
BaHO IIPOBEICHUE MOJICKYJIIPHO-TEHETUYECKOIM TMarHOC-
tiku reHa FI1[6].

Jedmmur V dakropa

®akTop V—1poakiiejepyH, Uin1abuIbHbII akTop, —
[JIMKOTIPOTEUH, CUHTE3UPYeMbIii B IEYEHHU, COCTOUT U3
2224 aMUHOKMCIOT, BKJIIOYas UIMHHBINA CUTHAJIbHBIN
menTun (COCTOSIIMM 13 28 aMUHOKMCIIOT) U MaTepUH-
CKMII OIHOLIETIOYEYHBI TOJUIENTUA (COCTOSIIUN U3
2196 amuHokucior). Ilepuon mnojayxXusHu dakTopa
V okoso 16—36 4 [7].

Poab 6 2emocmase

[pubmusurensio 80 % FV KpoBu LMPKYIUpyeT
B IJ1a3Me B KOHIIEHTparuu okoyio 20 HM (7 MKMOJIb/MIT),
ocTaibHble 20 % XpaHSTCs B ajiba-rpaHysiax TpPOMOOLIM-
ToB (4600—14 000 monekyn FV Ha 1 knerky). I1nasmartu-
yeckuii FV cuHTe3upyeTcsl remaToluTaMu M COCTOUT U3
omHoluenoyeyHoro npokodaxkropa 330 k/la; TpombGoI-
TapHbIi ke FV yacTuuHO cHMHTe3upyeTcsl MerakapHuoiy-
TaMH, YaCTUYHO TIOIJIOIIAETCS M3 IUIa3Mbl TIPU TOMOIIU
sHaouuTo3a. Beixon FV 13 TpoMOOIIUTOB Mpy aKTUBALIMKA
OTBETCTBEHEH 3a JIOKAJIbHOE IIOBBIIIEHHE KOoaKTopa
u ObicTpoe (OPMUPOBAHUE MPOTPOMOMHA3ZHOTO KOM-
IIeKca Ha moBepxHocTu TpoMOouuToB. [lepexon V dak-
Topa B Va (hakTop MPOUCXOAUT MpHU ydyacTuu Xa pakropa
n TpoMOuHa. [Tocne aktuBauuu ¢axkrop Va popMupyer
koMiuteke ¢ Ca?* m aktuBupoBaHHBIM X (PaKTOpOM Ha
dochonunuaHoii MemMOpaHe, KOTOPBI YCKOPSIET CKO-
pocthb akTuBauu npotpom6ouHa B 300 000 pa3. O6paTHasa
peryysiuysl TPOKOATYASTHTHONW aKTUBHOCTU aKTUBMPO-
BaHHOTO (pakTOpa V OCyIIECTBISIETCS TTPU MOMOIIN aKTH -
BupoBaHHoro npotenHa C. [1pu pa3pymeHun ¢pakropa Va
MMPOUCXOIUT OOpa30BaHNE aHTUKOATYJISTHTHOTO ITPOTEMHA
(FVac), xotopblii siBisieTcsl KOpaKTOpoM ISl aKTUBUPO-
BaHnHoro npotenHa C. Takum obpaszom, dakTop V urpaer
POJIb PEryJIsITOpa MeXIy CBepThIBAIOIIEH 1 IPOTUBOCBEP-
ThIBAIOIIIEl cucTeMamu [7].

Ien dakropa V, BeineneHHbIN B 1992 1., HaxoguTCcs Ha
xpomocoMe 1923 1 cocToUT U3 25 3K30HOB, OXBAThIBAIO-
LIMX XPOMOCOMHYI0 061acTh okoo 80 kb [7].

Hedunut V pakTopa siBasiercst PK ¢ pacueTHoit yacto-
toii 1 Ha 1000000. MexaHU3M HacIeI0BaHUS — ayTOCOMHO-
penieccuBHBIN. bosee 150 pa3auuHbIX MyTalldi, BKJIIOYas
MMCCEHC-, HOHCeHC-MYTallu, a TakXe MyTalluu CIBUTa
paMKM CUYMTBHIBAHUS WM CaliTa CIUIAaiCMHTA, BBISIBICHBI
B reHe F5. [TonHoe orcyTcTBHE (hakTopa V HECOBMECTU-
MO C XXM3HBIO, UTO OBLIO IOKAa3aHO B 3KCIIEPUMEHTE Ha
mbimax [7]. Knunnueckas kaptuHa aedunura V pakropa
MpeaCcTaBieHa B OCHOBHOM KPOBOTEUCHMSIMU CO CJIM3M-

CTBIX, HOCOBBIMU KPOBOTCUCHUSIMM, IMPOAOKUTEIHHBI-
MU TIOCTTPaBMaTUUYECKMMU KPOBOTECUCHUSIMU, TIPU ITOM
KpOBOTeUeHUsI B cycTaBbl, MbIIIbl U [IHC BeTpevatorest
noctatoyHo penko [1]. CHMIITOMBI KPOBOTOUMBOCTHU
OoJiee BhIpaXKEHBI y TAlIMEHTOB ¢ aKTUBHOCTHIO (haKTopa
Huxe 10 %, Torma Kak 00JIbHbIE C aKTUBHOCTBIO (paKTO-
pa Bbilie 10 % MMeIOT MeHee BbIpaXKeHHbIE MPOSIBIICHUS
MO0 OHM He HabjomaoTcs Boobile. B 063ope KimHU-
YeCKUX MPOSIBIEHUIA JaHHOTO Aeduiura [7] oTMeuaercs,
YTO reMOpparnyeckKuii CHHIPOM 0oJjiee BhIpaXkeH y Ialu-
eHTOB ¢ AeduuuroM TpoMbOoluTapHoro @akropa V,
IpU 3TOM Y OOJBHBIX C AKTUBHOCTBHIO ILIa3MEHHOTO
(akropa V meHee 1 %, HO ¢ IOCTATOUYHOM AKTUBHOCTBIO
M aHTUT€HOM TpoMOouuTapHoro dakropa V oTrMedaeTcs
JINIIb CJTa00BBIPAXKEHHBIN TeMOpparnuyeckKuii CUHAPOM.
Kaxk npenmnonaraior aBTOpbl, ypOBeHb TPOMOOILIMUTAPHOTO
(akTopa V mo3BosseT 00eCIeunTh AJOCTATOYHYIO I'eHe-
paluio TpoOMOMHA M MIPEeIOTBPaTUTh KpoBoTeueHue. JIs
oIpenesieHuss TaKTUKM Tepanuud (MperuMyIIeCTBEHHO
CBEXe3aMOPOXEHHOI IIa3MOi WM TPOMOOLUTAPHBIM
KOHIIEHTPAaTOM) MOXKET HWMETh 3HAUCHME OIIpeleicHHE
AKTUBHOCTU HE TOJBKO IIJIA3MEHHOIO, HO M TPOMOOIIM-
tapHoro ¢akropa V [7].

Juaenocmuxa

3anomo3puth nepuuT V pakTopa BO3MOXKHO IT0 cOYe-
taHHOMy yminHeHUo AYTB u I1B (Tak Kak BO3MOXXEH
couyeTaHHbI gepuuut dpakTopoB V u VIII, obs3aTenbHO
omnpeneneHue aktuHocty VIII pakTopa), nanee ucciemy-
€TCSI aKTUBHOCTh (paKTOpa B IJIa3Me M TPOMOOIIUTAX U €T0
AHTHUICH, a TaKXKe BO3MOXHO IPOBEICHUE TeHETUUYECKOTO
aHaJM3a B LIeJIsIX IToucKa MyTauuii B reHe F5 [7].

Heduur VII pakropa

®akrop VII — nNOpOKOHBEPTUH HBJISETCS BUTA-
MuH K-3aBUCUMBIM [JIMKOIIPOTEMHOM M  COIEPXKUT
406 aMUHOKMCIIOT ¢ MOJIeKyJsapHoi Maccoir 50 klla.
FVII uupkynupyer B ma3Me B 2 (popmMax — B BUJIE OJHO-
LIEMIOYEYHOr0 HEaKTMBHOIO IpodepMeHTa C KOHILIEH-
Tpauueit 10 HMOIb/ 1 HAMHOI'O MEHBIIIETO KOJIMYeCTBa
(10—110 mMoab/M) aKTUBHOM IBYXLEIMOYEYHON (DOPMBI.
®axkrop VII cuHTE3MpyeTCsl MCKIIOUUTEIBHO TEYEHBIO
U1 MMEET OY€Hb KOPOTKUIA IIEPUO/ MOJTYXKU3HU — 4—6 4 [8].

Poav 6 cemocmase

IloBpexkneHne CTEHKU COCyla IMPUBOIUT K CBSI3bI-
BaHuio TKaHeBoro (akropa (T®) ¢ dakropom VII —
IOCJIeI0BATEIbBHOCTh COOBITHIA, KOTOpas WHUIMHPYET
KOaryJIsIIMOHHBIA KacKaa M, B KOHEYHOM cyYeTe, Ipu-
BOAUT K MACCHMBHOM TIe€Hepallud TpOMOMHA B MecTe
nospexaeHust. T® u dakrop VIla akTuBupyioT depes
kackan peakumit IX, X u XI ¢akTopsl, 4TO TPUBOIUT
K (hbopMHUpoBaHUIO (PUOPUHOBOTO CTYCTKA. AKTUBUPOBAH-
Hble pakTopwl Xa, Vlla, Ila, XITa u ocobenno IXa B kom-
miekce ¢ (ocdoaunuaaMmu CrocoOHbl aKTMBUPOBATh
VII dakrop. Camblii BaXKHBIN (PU3NOIOTUUECKUIN MHTH-
ourtop komruiekca TO—FVII — unuruourtop rmyru T [8].

Ien ¢axropa VII oxBatbiBaeT mpuOIM3UTENBHO 12 KO
HHK, coctouT 13 9 3K30HOB U PacIioNOXeH Ha JUIMHHOM
miede xpomocombl 13 (13q34) mpubau3uTeIbHO Ha paccTo-
SIHUU 2,8 KO BBILLIE TTO OTHOIIIEHUIO K TeHy (akTopa X [8].

202011N

Literature reviews

57



Literature reviews

Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

Hedumur VII dakropa sBiasgeTcss Hanbojee pacnpo-
CTPAaHEHHOM KOaryJaomnaTueil M3 pEeaKMX HAacCJeICTBECH-
HBIX Ae(ULINUTOB (PaKTOPOB CBEPTHIBAHUS C PAaCUETHOM
yactoroii Bctpeyaemocts oT 1 Ha 300 000 mo 1 x1a 500 000.
Hacnenyercst ayrocOMHO-peLIeCCMBHO, HAaMBBICIIAS YaCcTO-
Ta BCTPEUAEMOCTU 3apervdcTpupoBaHa y skuteneil MpanHa
U ceBepo-BocToka Mtanuu. Ha maHHBIE MOMEHT OIMMCcaHoO
oounee 250 myraumii B reHe FVII, 6oabiias 4acTh U3 KOTO-
pbIX siBisieTcss mucceHc-mytauusimu (70—80 %) [8]. Ilo
HESICHBIM Ha JaHHBIA MOMEHT IPUYMHAM, KOPPEJISILIMS
MEXAY aKTUBHOCTBIO FVII M KITMHUYECKOI KapTUHOM OUeHb
cnabas: Mpu KpaitHe HM3KOI aKTMBHOCTU (pakTopa 4elio-
BEK MOXKET BOBCE HE IPOSIBJISATh CUMIITOMOB IOBBIIIIEHHOMI
KPOBOTOYMBOCTH, IIPU 3TOM IIPY OTHOCUTEILHO BBICOKOM —
MOTYT MMETh MECTO >KM3HEYIDOXAIOILIMEe KPOBOTEUEHUS.
OnHaKo KIMHUYECKUE MPOSIBICHUSI PEIKO HaOIIONAIOTCs
npu akTuBHocTH FVII Bhiiite 30 % [8]. [ToaHoe oTcyTcTBHE
dakTopa VII HecOBMECTMMO C KU3HBIO, YTO ObIJIO IMOKa-
3aHO B 9KCIIEpUMEHTe Ha Mblax. KinHudeckass KapTuHa
npu aedurmre VII dakTopa Hanbosee YacTo MpOSIBISICTCS
PELIMINBUPYIOIIMMU HOCOBBIMU KpoBoTeueHusAIMU (60 %),
KPOBOTEYEHUSIMU €O CIM3UCTBIX (34 %), CIIOHTAaHHBIM
MosIBJicHUEM 3KXUMO030B (36 %) MeHopparusmu (69 %
XeHiuH). [Ipu 3TOM TSDKeable KPOBOTEUEHUS BKIIIOYA-
10T B cebst reMapTpo3bl (19 %), Kellyno4HO-KUILEYHbIE
kpoBoteuyeHus (15 %), kpoBousnusinusi B LIHC (2,5 %).
[eTepo3UroThl, Kak MpaBuIO, ACUMITOMATUYHBI, TSKEIbIX
MPOSIBICHUI TeMOPPAaruyecKOoro CMHAPOMa Y HUX OOBIYHO
He HabmogaeTcs [8]. UHTepecHO, YTO y MAalIMEHTOB ¢ Aeu-
oM (akropa VII Hepenkn BeHO3HBIE TPOMOO3bI (3—4 %
MMaIlMeHTOB), TIPX 3TOM TIPSIMOI CBS3U MEXIY Pa3BUTHEM
TpoMOO30B 1 ITPMMEHEHMEM 3ITaKora ajabda JI1 KOHILIEH-
TpaTa 4yenoBedeckoro ¢akropa VII BeIsiBIeHO He ObLIO [9].

Juaznocmura

Juarnoctuka gedpunuta FVII He npencrasiseT oco-
OBbIX CJIOKHOCTEI, IpU IOJOXUTEIHLHOM reMopparuye-
CKOM aHaMHe3€ WM CiIy4ailHOii Haxoake OyaeT HalJio-
natbcs yanuHenue I1B mpu HopmanbHoM AUYTB, nmanee
HEoOXOAMMO TIPOBECTU HCClIeAoBaHUE aKTUBHOCTH VII
daxTopa, a TakXKe BO3MOXKEH ITOMCK MyTauuii B reHe F7
[8]. Ocobo cnenyeT MogYepKHYTh HEOOXOIMMOCTD MCKITIO-
YeHUs MPUYMH IS NIPUOOPETEHHOro Aeduiura BUTa-
MuH K-3aBucuMmbIX (hakTOpOB CBepThIBAHUS, B IEPBYIO
ouepenb TaKuX, Kak IMPUEM aHTarOHUCTOB BUTaMMHa K,
aHTUOAKTepUAIbHBIX CPEICTB, OTPaBJICHME POACHUIIMIA-
MM, XPOHMYECKHE 3a00JIeBaHUS KEIyI0UYHO-KUIIIEYHOIO
TpakTa, OCOOEHHO COIIPOBOXIAMOIIMECS CUHIPOMOM
XoJiecTa3a, CMUHIPOMOM MajibaOCOpPOLIMY U HapylIEHHUEM
0EJIKOBO-CUHTETUYECKOM (PYHKIIMY TIeYeHU. AJTUMEHTap-
HbIii necduut ButamuHa K Habmomaercst peako [10].

Jedmut X dpakTopa

®dakrop X sBiusgercss ButamMuH K-3aBucumbiM (dak-
TOPOM CBEPTbIBaHMUsI, KOTOPbI 3aHMMAET LIEHTPaJIbHOE
MOJIOKEHME B mpolecce Koaryiasaiuu. PakTop X CHUH-
TE3UPYeTCsl B IEYCHU M BIIOCIEACTBMU CEKPETUPYETCSI
B KPOBb, IJie LIMPKYJIMPYET B BUIE ABYLIEIIOYSUHOM MOJIE-
KyJbl B KOHIIeHTpauuu 8 MKr/mi. [lepuon mosykusHu
daxropa X cocransieT 20—40 g [11].

Poav 6 2emocmase

daxkrop X mnpeobpasyeTcsi B €ro akKTUBHYIO (HOpMY
B TOYKE CONPUKOCHOBEHUSI BHYTPEHHETO U BHEIIHETO
nyTei koarynsiiuu. Bo BHelIHeM 1myTH ¢akTop X aKTUBU-
pyetcst pakropoM VIla unu pakropom VIla Bmecte ¢ TD.
Bo BHyTpeHHeM nyTu (pakTop X aKTUBUPYETCsT (haKTOopa-
mu IXa u VIIla. AktuBupoBaHHBII (pakTop X y4acTBYET
B (hOpMHUPOBAaHUU KOMILIEKCa MPOTPOMOMHA3BI, B KOTO-
poM (akTophl Xa 1 Va akTUBUPYIOT Iepexo MPOTPOMOMHA
B TPOMOUH B MMPUCYTCTBUU Kanblus U pocomunumos [11].

Ten dakropa X umeet nnuny 22 kb 1 pacroyioxkeH Ha
IUTMHHOM T1iede XpoMocoMbl 13q34-ter, HermocpeacTBeH-
Ho HMXe reHa dakropa VII [11].

Jepuuum X gpaxmopa

Hedpuuut X dakropa SBISIETCS OYeHb PEAKON ayTo-
COMHO-PELIECCUBHOM  KOaryJolaTMen ¢ pasjinyHOu
TSDKECThIO CMMNTOMOB. PacueTHast yacTtoTa cCOCTaBIIsSIeT
okono 1 ciayyag Ha 1 000 000. Knuauyeckuii peHOTUIT
¥ YPOBEHb J1aOOPAaTOPHON aKTUBHOCTU TOCTAaTOYHO CJia-
00 KOppeIUpYIOT MeXIy co00i1, IT03TOMY JJabopaTopHast
aKTUBHOCTb X (pakTopa He MOXKET OBbITh MCIIOJb30BaHa
B Ka4yecTBe OLIEHKM TsikecTu 3aboeBaHus [11]. B skcne-
PUMEHTE ¢ HOKAyTHBIMU MBbIIIAaMU OBLIO TTOKAa3aHO, YTO
MOJIHOE OTCYTCTBHE (haKkTOpa X HECOBMECTUMO C JKU3HBIO.
B ananuse myrauuii maiueHToB ¢ AeduimTom X ¢pakrTopa
B 2006 r. y 102 yesioBeK ObLIM OOHAPYKEHBI 29 pa3IMYHbIX
MyTalLWi, U3 KOTOPBIX 26 MUCCEHC-MyTalWii, 2 aenelnu
¥ | crimaiicMHroBast MyTalus, Py 3ToM 15 MyTaliuii ObLn
BHOBb BO3HUKIINMU [11].

Kaunuueckas kapmuna

Jnsg manueHToB ¢ gedunuToM dakTopa X xapakTep-
Ha BBICOKAs YacTOTa TSDKEIbIX KPOBOTCUCHMIA, TaKUX,
Harnpumep, Kak kposouzmussHusgs B HHC — 21 %. Kpo-
BOTEUYEHMUSI MOTYT Je0I0TMpOBaTh B JIIOOOM BO3pacrte,
¥ oHU HecneuuduuHbl. Kak mpaBuiio, ecim akTUBHOCTb
FX menee 1 %, neGloT reMopparuyeckoro CHHApoMa
HaOJI0IaeTCsl Ha MEePBOM TOMY XXU3HU B BUME TSKEJbIX
KPOBOTEUECHUII M3 IyIMOBUHHOIO OCTaTKa, reMapTpO30B
u kpoBoteueHuii B LITHC, xery104H0-KUIIIEYHOTO KPOBO-
teueHus. CaMoii pacmpoCTpaHEHHOM XKaJloOOi He3aBU-
CHMO OT aKTUBHOCTU (haKTopa ObLINM PELUAUBUPYIOIINE
HOCOBBIC KPOBOTEeUeHMSI. MeHOpparuy BO3HUKAIOT ITOYTH
y BCeX XCHIIWH, HE3aBUCUMO OT aKTMBHOCTHU (aKTopa.
V naimyeHToB ¢ 0ojiee BBHICOKOM aKTMBHOCTBIO (hakTopa
MIPOSIBJICHUST KPOBOTOYMBOCTU MOT'YT OBITH TOPa3ao Msrde
1 OrpaHMUYMBAIOTCS MOSIBICHUEM CIIOHTAaHHBIX dKXUMO-
30B, KPOBOTCUCHUSIMU TIOCJI€ TPABMbI WJIM OTIEPATUBHOTO
BMemaTenbeTBa [11].

Juaenocmuxa

Hna neduruta X dakTopa xapakTepHa coueTaHHast
rurnoxoarysitus mo AYTB u 1B B cKkpyHUHTOBBIX TECTaX.
OnpeneneHue BbIPAXKEHHOCTU Ae(UIIMTA TIPOBOTUTCS
MpY TIOMOIIM MCCIEAOBaHUSI aKTUBHOCTU X (aKTopa.
Takxe peKOMEHI0BaHO MPOBEEHUE TEHETUUYECKOT0 aHa-
JIM3a 71 TTIOMCKa Ka3yaTUBHBIX MyTaluit B rede FX [11].

Hedmout XI pakropa
daxrop XI sgBisgercst mpohepMEHTOM TS CEPUHOBOM
npoteasnl Xla. Llupkynupyer B riazme B KOHLIEHTpALIMKU
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okosio 30 HM (15—45 HM) 1ouTH MOJHOCTHIO KaK HEKO-
BQJICHTHBIII KOMIUIEKC C BBICOKOMOJICKYJISIPHBIM KUHU-
HoreHoM. Ilepuon MoyyXXM3HU COCTaBJISIET OKOJIO 52 4.
Cunre3upyetcs B rieueHu [12].

Poab 6 2emocmase

B ncxomHoi1 Teopuy BHYTPEHHETO IMyTH CBEPTHIBAHUS
daxrop XI nepexoauT B CBOIO aKTUBHYIO (pOpPMY IO BO3-
neiictBueM ¢axkropa Xlla n ganee akruBupyet IX paxrop.
Joxazano, uyro nedpunut XII dakropa KpoBu He MpHU-
BOJIUT K KPOBOTEUEHUSIM U COOTBETCTBEHHO hakTop XI,
10 BCe BUAMMOCTHU, aKTUBUPYETCS TPOMOMHOM, a He XII
daxropom [12].

Ien XI ¢akTopa pacrionoxkeH Ha JUCTaJIbHOM KOHIIE
JIJTAHHOTO TUIeYa XpoMocoMblI 4 (4q35) u coctout u3 15 3K30-
HOB (9K30H 1, 2 — CUTHAJIBHBII MENTUI, 9K30HbI 3—10 —
SIILI-AOMEHBI, 9K30HbI 1 1—15 — mpoTtea3Hbie foMeHsbI) [12].

Hedbunur XI dakTopa — ayTocoOMHO-perecCUBHAs
KoaryJiornatusi, Kotropas B OCHOBHOM pacIpOCTpaHEHa
y eBpeeB-allKeHasn. OOHapy:KeHO OKojo 152 Myrauwuii,
MPUBOISIINX K HegoctaTrouyHocTu (pakropa XI. M3 Hux
oco0o pacripoctpaHeHsl cienytoiue: Glul17stop y eBpe-
eB-alllKeHa3u, UpaKCKUX eBpeeB M apabdos, Phe283Leu
y eBpeeB-aikeHasn, Cys38Arg y 6ackoB u Cysl28stop
B Benukob6puranuu. ToMO3UTOTHI ¥ KOMIIAyH/I-TeTEPO3U -
TOTHI UMEIOT aKTUBHOCTD (hakTopa < 15 En/mi, B To Bpems
KaK y TeTepO3UTOT €r0 aKTUBHOCTh MOXET BapbUPOBATh OT
25 no 70 En/nn unu paxke OBITH B Ipeaeiax HOPMaIbHBIX
3HaueHwuit [12].

Kaunuuecrkas kapmuna

B GonbmmHcTBe ciydaeB musa gedunmrta X1 daxkropa
XapaKTepHa MHIYLIMPOBaHHAs KPOBOTOUMBOCTD, B TO BPEMSI
KakK CIIOHTAHHbIC KPOBOTCUEHMS, 32 UCKIIOUCHUEM BbIpa-
JKEHHBIX MEHOpparuii, HabJI0Ial0TCs TOCTATOYHO PEIKO.
B ocHOBHOM KpOBOTEUYEHUST OLIBAIOT ITPU TPaBME UJIU OTIe-
paTUBHOM BMelaTeabcTBe. IHTEpecHO, 4TO B MOCAEIHEM
cJydae KpOBOTEUECHUSI TOpa3Io yallle PeruCTPUPYIOTCS IPU
MMPOBEICHNUY MHBAa3MBHBIX MAHUITYJISILIUI C TIOBPEXICHUEM
TKaHEeM, comepKallluxX aKTUBAaTOPhl (DMOPMHOJIU3A, TaKue
KaK CJIM3UCTBIE POTOBOM, HOCOBOM IIOJIOCTEM, a TaKXke
YPOTeHUTAJIbHOIO TpakKTa. [1pu 3TOM Takue orepaiuu Kax,
HampuMmep, amnmeHA’KTOMUS WM LUPKYMIIM3US MOTYT
MMPOUCXONUTh 0e3 3HAYMMBIX KPOBOTECUCHUIA, Haxe MpU
ycioBuM Tspkesoro aedunmta dakropa XI. MHTEpecHbIM
ocTaeTcs TOT (PaKT, YTO OAMHAKOBBIE TTPOBOKAIIMM Y OTHO-
IO M TOTO K€ YeJIOBeKa MOIYT B pa3HOEe BpeMsl IPUBOIUTH
WIN He IPUBOIUTD K KPOBOTeUeHMUIO [12].

Juaznocmura

JlnarHo3 ycTaHaBIMBAaeTCSI Ha OCHOBAaHUM YIJIMHE-
Husg AYTB u nocnenyoiiem uccaenoBaHUM aKTUBHOCTU
XI ¢akropa. Takke peKOMEHIyeTcsl IPOBOIUTH TI'eHe-
TUYECKMI aHaau3 [UIs1 TOMCKa Ka3yaTUBHBIX MYyTallWid.
B nccnegoBaHum M3panIbCKUX YYEHBIX ObLIO TTOKa3aHO,
yto MyTtamus Glull7Stop sBaseTcs mpeauKTopoM obdpa-
30BaHMsI UHTMOUTOPOB K (axkTopy XI [12].

Jedmmut XIII dpakTopa

®axkrop csepreiBanus XIII — ¢ubpuH-cTadbmIn-
3UpyIOIIMi  (akTop, MpeacTaBiIsgeT co0O0il IMpo-ram-
Ma-TpaHCIIyTaMMHa3y, KOTopas LUPKYJIUpPyeT B ILIa3Me

kak rereporeTpamep (FXIII-A2B2), cocTosiimii u3 2 cyonb-
enuHull; Hocutens (FXIII-B2) u 2 kaTanutuyeckux cyob-
equnull (FXIII-A2). CuHTe3upyeTcs YaCTUYHO B IEUCHMU,
YaCTUYHO B MOHOIIMTAX, MaKpodarax 1 Merakapmouurax.
Ilepuon momyxu3Hu coctasisieT 9—12 gHeit [13].

Poasb 6 2emocmase

XIII (pakTOp aKTUBHpPYETCS] B OCHOBHOM TPOMOWHOM.
Ilocne axTHMBaIMM KOBAJIEHTHO CBS3BIBACT 2 MOJIEKYJIBI
(pubpuHa, TakKMM 00pa3oM y4acTBYSl B KOHEYHOM D3Talle
CBEPThIBAHUSI W CcTAOMIM3alMKU (UOPUHOBOTO CrycTKa
[13]. JomoaHUTENBHO K CBOEH POJIM B KaCKaze KoaryJIssiuu
FXIII umeer pennaroriee 3HaYeHUE B HECKOJIBKUX XKMU3HEH-
HO BaxKHBIX OMOJIOTMYECKMX IMPOLIeccax, BKIIOYask aHTHO-
TreHe3, 3aXKUBJCHME paH, IOAIepXKaHUEe OepeMEHHOCTH,
O0OMEH BellleCTB U 3alluTa cepaeyHoii Mblibl [13]. Cpenu
BcexX Ae(ULMTOB (PaKTOPOB CBEPTHIBAHUS TOJIBKO AeDULIUT
FXIII u nepuuut pubprHOreHa CBA3aHbI C IOTepeii oepe-
MeHHOCTH [14].

Cyobennunua FXIII-A komupyercss TeHOM, COCTOSI-
UM U3 15 95K30HOB 1 14 MHTPOHOB. DTOT TeH OXBATHIBACT
reHoMHy0 ob6nactb 160 kb 1 HaxomuTcss Ha XpOMOCOME
6p24—25. Cyobeaunuua FXIII-B xomupyercst reHOM,
pacnoiokeHHbIM Ha xpoMocoMelq31-32.1 u cocTtout u3
12 3k30HOB M 11 MHTPOHOB M OXBATbIBAET TE€HOMHYIO
obmacTb 28 kb [13].

Hedpuuur XIII dakTopa — peakast ayToCOMHO-peliec-
CHBHAasI KOaryJomnaTusl ¢ 4aCTOTOI BCTPEUYaeMOCTH OKOJIO
1-2 na 1 000 000. Takxke cumutaetcst, yto mepuuut XIII
(bakTopa KpaiiHe TpyIHO MO/IAETCS OLIEHKE U CTaTUCTU-
YECKOMY aHAJIU3y B CBSI3U C T€M, YTO CTAHIAPTHBIC TECThI
remoctaza — AUTB, T1B, TB — He 103BONSIOT TTOCTaBUTh
JarHo3, Ul €r0 MOCTAaHOBKM TPEeOyeTCsl TeCT OoIpenesie-
Hug aktuBHoctH XIII hakTopa [13].

Karaccupurauus

CormacHo MexxayHapogHOMY OOIIECTBY TpoM0o3a
¥ reMocTasa, pasnnyaior 3 tuna aepunnra XIII dakropa,
TMIOCTPOCHHBIC Ha OIpeNeeHUM aKTUBHOCTH U aHTUIECHA
cyorenuuun XIII dakTopa: KonmmuecTBEHHBIH M Kaye-
cTtBeHHBIN JedekT cyobenuuuibl FXITT-A n FXIII-B [15].
Takas knaccudukaiys Hy>kHa U1l To100pa Hy>KHOTO KOH-
LIEHTpaTa, T. €. JUTST BO3MOXHBIX OMIINIA JeUeHUS U TTPodu-
JIAKTUKU (Taour. 1).

Kaunuueckas kapmuna

Ipu nepunure XIII ¢akropa HabmOmaeTcss Koppe-
JISIUUST MEXAYy aKTMBHOCTBIO (hakKTopa M TeMopparmde-
ckuM cuHapomoM [13]. Tak, remopparndyeckuii CHHIPOM
y MaLMEHTOB ¢ aKTUBHOCTBIO (hakTopa Hike 1 % Bbipa-
JK€H JOCTaTOYHO CUJIBHO: Y OOJBIITMHCTBA OOJBHBIX, KaK
MpaBUJIO, Ne0I0T KPOBOTEUCHUI HAOII0OZAeTCs B HEOHA-
TaJbHOM IIEPHOAC B BUAEC KPOBOTCUEHUS U3 ITyMTOBUHHO-
ro octatka (80 %), BHYTpMUYEPEIIHOIO KPOBOU3IMSIHMS
(30 %), xpoBoreueHust co cnu3ucThix (30 %). s manu-
EHTOB C aKTMBHOCTBIO (pakTopa oT 1 1o 4 % xapakrepHa
MEHbIIIasl YacTOTa TSIKEJIBIX KPOBOTEUEHUM, HO MX HOJISI
Takke BeJuka. B OCHOBHOM xapakTepHBI KPOBOTCUCHUS
Mocjie TpaBMBbI, MEXMBIIIEYHBIE I'€MaTOMbl, HOCOBBIE
KPOBOTEUEHUsI, KPOBOTEUCHHUSI B CYCTaBbl. Y IMallMeHTOB
C aKTUBHOCTBIO (hakTopa Bbille 4 % TSKEIIbIX KPOBOTEYE-
HUI, KaK IpaBWIO, He ObIBacT. bepeMeHHbIe XEeHITUMHBI
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Ta6mmma 1. Tpu muna depuyuma X111 paxmopa
Table 1. Three types of factor X111 deficiency

A W

202011N

FXIII-A

Type I a >30 % W Wi
FXIII-A

T Wi I-N I-N >30 % Wi I-N
FXIII-B 1 i N 1l N

C aKTUBHOCThIO (pakTopa MeHee 1 % He crioCOOHBI BBIHO-
CHUTbD TUIOJ M CTPAJAIOT OT MOBTOPHBIX 3MM300B HEBbIHA-
IIMBaHUs OEPEMEHHOCTH, TTO3TOMY MM 0013aTeJIbHO Tpe-
oyeTcs mpoduaakTuieckas repanusi [13].

Jluacnocmura

I[lpy nocraHOBKe aMarHo3a akIEHT JejlaeTcsl Ha
CEMEIHOM, TeMOpparnyeckoM aHaMHe3e, BaXKHYIO POJib
WUrpalOT TaKKe HOPMaJIbHbIe ITOKAa3aTeIM CTaHIapTHBIX
KOaryJIorM4eckrux McClieioBaHUid.  MeXayHapoaHbIM
0011ecTBOM TpoM0OO3a M remMocrasa pa3paboTaH CITeLM-
aJbHBIA aJTOPUTM ITOCTAHOBKM AMAarHo3a, OCHOBaHHBIN
Ha OIpe/e/IieHUM TUMA W TIOATUIIA 3a00JIeBaHMsI, aKTUB-
HocTM M aHTureHa cyobenuHul XIII ¢axkropa: konu-
YECTBEHHBII W KauyeCTBEHHbINM Ae(eKT CYyObEeIMHUIIBI
FXIII-A n EXIII-B [15]. Takast knaccugukauus HyKHa
TS TTO0Opa HY>KHOTO KOHIIEHTpATa, T. €. JUTSl BO3MOXKHBIX
OILIMIA JTeyeHUsT ¥ TTpobuaakTUKu. OQHAKO Ha TEPPUTO-
puu Poccuiickoit @epepalinu 10 CUX ITOP HE 3apeTUCTPU-
poBaH HU oauH u3 KoHueHTpatoB FXIII, a nabopatopHast
JIMarHOCTUKA B TIOAABIISIONIEM OOJIBIIMHCTBE CJyvYaeB
orpaHuyeHa omnpeaeaeHueM Tojbko akTuBHocTu FXIII,
B CBSI3U C YeM ITPAKTUYECKOE TPUMEHEHME JaHHOTO ajlro-
pUTMa He OCYILIECTBUMO.

Komounnposanublii nedpumur V u VIII dpakropos

Komb6unupoBauubiii gepuuutr V u VIII dakropoB
apasiercst kpaitHe PK, BcTpeyvalolieiicsi ¢ 4yacToToit
1 Ha 1000 000 [1]. HacneayeTcst ayTOCOMHO-PELIECCUBHO,
XapaKTepu3yeTcsl OJHOBPEMEHHO HU3KUM YPOBHEM Kak
daxropa V, tak u dakropa VIII (0ObIYHO aKTUBHOCTh
coctaiisieT oT 5 10 20 %). B otimyue ot MICTUHHOTO Jeu-
uuta akropa V u ¢akropa VIII, cBsI3aHHBIX ¢ Hapylle-
HUEM UX CUHTe3a, KOMOMHUpoBaHHbIN aecuuut V u VIII
(akTOpOB CBSI3aH C HapylIEHUEM BHYTPUKIETOUHOTO
Tpadduka JaHHBIX NIMKOMPOTEUHOB. JIEKTHUH, CBS3bIBa-
oMl MaHHO3Y 1 1 0eJIOK MHOXECTBEHHOTO AeduuuTa
daxropos cBepThiBaHus 2 coBMecTHO ¢ Ca’t popMupyior
KOMILJIEKC, KOTophblid nepeHocut daktopsl V u VIII uz
9HIOIMIa3MaTUYECKOro peTUKyJyMa K amnmapaty losba-
KU, COOTBETCTBEHHO IMPU HApYyLIEHWU CTPOEHUS STOro
KOMILIeKca OymeT HapylleH TpaHCIopT (aKTOpOB, UTO
MPUBOIUT K CHUKEHUIO ypoBHsI (pakTopoB V u VIII, ogHa-
KO 4acThb BCE PaBHO MEPEHOCUTCS, U aKTUBHOCTb (haKTO-
poB He ObiBaeT HuUXe 5 % [16]. BriepBhie 3aboseBaHue
610 onucaHo B 1954 . KoMOMHUPOBaHHBIN AeULIMT
BbI3bIBaeTCsl MyTauusimMu B reHax LMANI nuoo MCFD2.

B MWpaHe pacnpocTpaHEHHOCTh JaHHOTO AeduiMTa
BBIIIE, YeM B OOILEI MOMYJISIIUNA, U COCTABIISIET MPUOJIH-
sutesibHO 1 Ha 100 000 [1].

Kaunuueckaa xapmuna

OpHoBpemeHHoe cHuxkeHue V u VIII ¢pakropoB He
YCUJIMBAaET TeMOpPparMyecKuii CUHAPOM I10 CPaBHEHUIO
C OTHEJNbHBIMU JeUIMTaMU JaHHBIX (hakTopoB. [emop-
parvyeckue MpOSIBICHUS TOCTATOYHO IIMPOKO BapbH-
PYIOT, TIPY 3TOM TIPeo0IaaloT MPOSIBJICHUST YMEPEHHOM
KPOBOTOUMBOCTU: KOXHBII TeMOPpPAaruuyecKuii CUHAPOM,
yalie B BHUIE DKXMMO30B, PELIMIMBUPYIOIIME HOCOBBIC,
JIECHEBbIE KPOBOTEUEHMUSI, MEHOPPArul U KPOBOTEUYCHUS
MOcJjie OINepaTUBHBIX BMEILIATENIbCTB, TPaBM; TSIKEIbIe
KPOBOTEYEHMST BCTPEUYAIOTCS KpaiiHe penko [16].

Juaenocmuxa

JvarHo3 ycTaHaBJIMBaeTCs MO CTaHAAPTHBIM Koary-
JIOJJOTMYECKUM TecTaM: Habmogaetcsa yaiiuHeHue AUTB
u I1B, nanee mu3MepsieTcsl aKTUBHOCTb UM aHTUTEH (hak-
Topa V u Bceraa obsizaTesieH KOHTPoJb akTuBHOCTH VIII
dakTopa, najsee peKOMEHIOBaH MOMCK MYTallMid B TeHaXx
LMAN1 nu6o MCFD2[16].

KomounupoBanubiii Aegunur ButamuH K-3aBucHMBbIX
¢akTopos

Butamun K-3aBucumsbie daktoper — 11, VII, IX, X,
a Takke npoteunsl C, S u Z. Bce atn pakTOphbl TpeOYIOT
Y-KapOOKCUJIMPOBAHUSI OCTATKOB TNIyTAMUHOBOM KMCIIO-
THI Uil oOecIieYeHUsl CBSI3bIBAHUS C KaJbIIMEM U TIPU-
coequHeHUs1 K ochonunuaHbiMm MemopaHaM. ITpouecc
Y-KapOOKCHJIMPOBAHUS ~ KaTaIM3UPYETCs  TeYeHOUHOM
Y-TIyTaMWIKapOOKCUIa30i, TpeOylolleid  peaylmrpo-
BaHHoro ButammHa K B kayectBe KocdakTopa. Bo Bpems
v-kapookcunupoBanusi KH2 npeBpaiiiaetcsi B 3MOKCHI
ButamuHa K, kotopsiit BoccranaBnuBaetcst 1o KH2 npu
oMol BuTaMuH K-3mokcuapenykrtasHOro KOMILIeKca.
HacnencrBenHast aucyHKIMS y-TJIyTaMUiIKapOOKcuaa-
3bl WM BUTaMUH K-3MOKCHAPEAyKTa3HOTO KOMILIeKca
MPUBOIUT K CEKpelUHUH CJ1abo KapOOKCHIMPOBAHHBIX
BUTaMUH K-3aBUCHUMBIX (DPAaKTOPOB CBEPThIBAHMUSI, & TAKXKE
nporenHoB C, S, Z 1 6e1KOB, y4aCTBYIOLIMX B TOCTPOSHUM
cKeJieTa, — OCTeoKallblMHa U MaTpuuHoro oenka Gla [17].

KomOuHupoBaHHbI aepuuut BuTaMuH K-3aBucu-
MBbIX (DaKTOPOB — KpaifHe pejikasi ayTOCOMHO-PELIeCCUB-
Hasi KoaryJionaTusi, onvucaHo okosio 30 ciydaeB 1o BceMy
mupy [17]. U3BecTHBI 2 TeHa, KOTOpble OTBETCTBEHHBI 3a
necduut BuTamMuH K-3aBUCHMBIX (DAKTOPOB: TeH, KOIM-
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pytouuii y-riyramuiikapookcunazy (CGCX), pacrionoxeH
Ha XpoMocoMme 2pl2 ¥ reH, OTBETCTBEHHBIN 3a BUTAMUH
K-snmoxkcunpenykrasy (VKORC1), pacioyioxkeH Ha XpOMO-
come 16pl11.2 [17].

Kaunuueckas kapmuna

KiumHunueckast KapTHHa JOCTATOYHO CUJILHO BapbUpy-
eT: y nereit Habmonatorcs KkposoreueHus B LIHC, u3 mymno-
BMHHOI'O OCTaTKa, CIIOHTAHHbBIE TeMapTPO3bl, KPOBOTEYE-
HUSI M3 3KeJIyJ0YHO-KMIIIEYHOI'O TPAKTa, Y B3POCJIbIX Yallle
BCTPEUAOTCS KPOBOTEYEHUSI CO CIM3UCTBIX, MOSIBICHUE
SKXMMO30B U IIOCTOIIepallMOHHbIE KpoBOTeueHMs. Kak
MPaBUJIO, TsDKEJIble KPOBOTCUEHUSI ObIBAIOT IPU aKTUB-
HocTu hakTopoB Huxke 5 % [17]. Takke y HEKOTOPBIX
MalMEHTOB BCTPEYAIOTCs CKEJIETHbIE aHOMAallUM, TaKue
KaK TUIIOILIA3Msl HOca, AUCIUIa3us 3MU(pU30B KOCTEH,
CBSI3aHHBIE C T€M, YTO TUCHYHKIUS y-TIyTaMUIKApOOK-
cuj1a3bl MPUBOIUT K CEKPELMU CJ1a00KapOOKCUIMPOBaH-
HBIX OEJIKOB OCTeoKalblIMHa U MaTpuuHoro 6enka Gla,
BBI3bIBas CKeJeTHbIe aHoMauu [18].

Myrtauun B reHe GGCX BBI3BIBAIOT KOMOMHUPOBAH-
HBIH necunut BuTaMuH K-3aBucUMbBIX (hakTopoB — Tuil 1.
Myrtauuu B reHe VKORC I BbI3bIBalOT KOMOMHUPOBAHHBI
neduumnt ButamMmuH K-3aBucuMbix ¢pakropoB — tur 1.

Juaznocmura

JlabopatopHo HaOmomaeTcs 3HAUUTEIBLHOE YIAJIMHE-
Hue AYTB u I1B BciaeacTBue HepaBHOMEPHOTO CHIMKE-
HUSI aKTUBHOCTHU Bcex BUTaMUH K-3aBHCUMBIX (haKTOpOB
ceepteiBanus (11, VII, IX, X), a Takke xapakTepHO CHU-
JKEHME aKTUBHOCTU TaKMX €CTECTBEHHBIX aHTUKOATYJISIH-
TOB, Kak npotenHbl C, S u Z. [Tocie uckmouyeHnus: Apyrux
npuyuH aedunmTa Butammia K, Takux kak 3adojeBaHusS
MeYeHu, CHHIPOMBI MaJibabcopO1iu, IpueM BapdaprHa,
aHTUOAKTepUAIbHBIX WU IIPOTUBOCYIOPOXKHBIX ITperapa-
TOB U HEKOTOPBIX APYTUX, PEKOMEHIYETCS IIPOBECTU ITOUCK
Ka3yaTuBHBIX MyTaluii B reHax VORCI u GGCX [17].

Jedmmut XII pakTopa — pakTopa Xaremana

Hedbwumnur XII dakropa — daxkropa XaremaHa ObLI
BriepBeie orucaH Ockapom PatHodpdom wu JIxkoHOM
Kononu B 1954 . OHu obcenoBanu 37-1eTHEro nalueH-
Ta XaremMaHa, KOTOPOMY IIPEICTOSIIO IIPOBEACHUE XUPYP-
rMYecKoro BMelnaTeabcTBa. 1o pesyiabrataM pyTMHHOIO
CKPUHMHIA Y OOJIbHOTO ObLIO BBISIBICHO 3HAYMTEJIbHOE
yBeJIMUeHUE BPEeMEHM CBepThIBaHMS 1o JIu—Yaiity, npu
5TOM CHUMITOMOB IOBBIILIEHHO! KPOBOTOUMBOCTU Y HETO
He HaOmoaanock. Jlanee K mjia3Me namyeHTa Oblin 100aB-
JIEHbl BCE€ M3BECTHBIE (PAKTOPhI CBEPThIBAHUSI YeIOBEKa,
U C KaXIbIM M3 HUX HE IIPOUCXOANIA KOPPEKIIUS BpeMe-
HU CBepThiBaHUs, U3 yero ParHodd caenas BBIBOI, YTO
y XaremMaHa OTCYTCTBYeT HEU3BECTHBIN (haKTOp CBEPTHI-
BaHMUS, KOTOPHIIL OH 1 Ha3Bajl ero uMeHeM [19].

®aktop XII mnpeacraBisger coboOil NIMKOIMPOTEUH
80 x/la ¢ KoHIIeHTpalKeil B T1a3mMe npuMepHo 40 MKT/Mil
(500 amonb/m) [20]. CuHTE3UpYyEeTCSI B OCHOBHOM B IIeYe-
HU, €CTh JaHHBIE O CUHTe3e (pakTopa JerdKouuTamu [21].
HWmeer miuHy 596 aMMHOKMCIIOT U COCTOMT U3 2 LIeTICit:
Tsikenoii (353 octaTka) M jerkoii (243 ocratka), yaepxKu-
BaeMbIX BMecTe nucynbguaHoii cBsa3bio. fen XII pakTopa

pacrojoXeH Ha JJIMHHOM Tuiede 5-if xpomocoMbl 5q35.3,
3aHuUMaeT 12 KO 1 cocTouT 13 13 MUHTPOHOB U 14 5K30HOB.
PacripocTpaHeHHOCTh JaHHOTO JedUINUTa COCTaBISIET
npubausutensHo 1 Ha 1 000 000 [20].

XII dakrop cymectByeT B 2 ¢dopMax: MpodepMeHT
¥ aKTUBMpOBaHHBIN Oenok (XIla). AkruBaius mpodep-
MEHTAa 1 TIepeXOJI er0 B aKTUBHYIO (hPOPMY OCYIIIECTBISCT-
cs B IIJ1a3Me TIpU KOHTAKTe ¢ OTPUIIATEIbHO 3apsSLKeHHOM
TMOBEPXHOCTHIO: 3TO JIMOO Uy:KEePOAHbIE MUKPOOPraHU3-
MBI (BUPYCHI, OAKTEPUU, TPUOBI, TTapa3UTHI), IMOO UCKYC-
CTBEHHAsI TIOBEPXHOCTh (KaTeTep, CTEKJIO, MHOPOTHBIN
npeamer) [22].

B 1991 1. B uccnemoBaHUM IIBEMIIAPCKUX YYEHBIX Ha
npumepe 74 naumenTon ¢ aeduiurom XII pakropa 6bL10
MoKa3aHO, YTO, HECMOTPsSI Ha CHMKEHHYIO aKTUBHOCTHb
JaHHOTO (akKTopa, IeMOpPparuyeckKoro CUHIpoOMa He
Ha0JII0IaJIOCh HU Y OMHOTO U3 HUX, YTO MO3BOJUJIO Cle-
natb BeiBoA: geduumt XII dakropa He accommmpoBaH
C TIOBBIIIEHHOW KPOBOTOYMBOCTHIO M, COOTBETCTBEHHO,
He TpeOyeT HMKaKOW Tepaluu U pa3paboTKu crierudpu-
YyecKoro KoHueHrtpara [23]. JlanpHelime uccienoBaHus
MoKasaju, 4To Ie(UIIUT MpeKaAIMKPEHA U BBICOKOMO-
JIEKYJISIPHOTO KMHUHOT'€HA, KOTOPhIE YYaCTBYIOT B aKTH-
BallM <«KOHTAKTHOIO» IIyTM CBEPThIBAaHMS, TaKXe He
acCOLIMMPOBAH ¢ KPOBOTOUYMBOCTHIO. DTO OBLIO MOKa3aHO
KakK Ha XXUBOTHBIX Mofensax [23], Tak u y yenoBeka [24].
Takum 00pa3oM, MOXHO caeaaTh BeIBOA, 4To pakTop XII
HE WUIPaeT BaXXHOW pOJM B OCTAHOBKE KPOBOTCUCHUMA.
Hekoropble uccienoBaHus mokasanu, 4to ¢akrop XII
MOXKET SIBJSITBCSI KPUTUYECKUM MHUIIMATOPOM TpoMOo3a
Ha MCKYCCTBEHHBIX ITOBEPXHOCTSIX, TaKMX KaK KaTeTe-
pbI, KOTOpBIE IPEHMMYIIECTBEHHO W3TOTaBIMBAIOTCI U3
MoJINypeTaHoB, monuTeTpadTopaTuicHa [24]. Kpome Toro,
FXII taxke MOXeT UrpaThb BaXKHYIO IIPOTPOMOOTUYECKYIO
poJib B OMpeAe/eHHBIX IPYINax MalMeHTOB, TaKMX Kak
OOJIbHBIE C SIBHBIMU ITPOTPOMOOTUIECKUMU COCTOSTHUSIMMU:
aTepOoCKIIepO3, TsKellble OaKTepuaibHble MH(peKIuu [22].

CrenyonmM BOIIPOCOM, KOTOPBIN 3aMHTEepecoBas
YUEHBIX, ObUIO BIUSIHUE MPOTEKTUBHOTO 3 deKTa nedpu-
muta XII ¢axropa Ha pucK 00pa3oBaHUsI BEHO3HBIX
U apTepraJIbHBIX TPOMOO030B 0€3 COMyTCTBYIOIINX IT'eMOp-
parnueckux npospieHuii. [lo maHHBIM HMcCleqOBaHUIA,
MpoBeAeHHBIX Ha Mblax, nepuunt XII dakropa, a Takxke
MpeKaJTMKPeHA U BHICOKOMOJIEKYJIIPHOTO KWHMHOTEHa,
CBSI3aH CO CHMDKEHHBIM PUCKOM TpOoM0O03a 0e3 TTOBBIIIEH-
HOI KpOBOTOYMBOCTH [25]. B skcnepumeHTe, TTpoBeIeH-
HoM B 2005 1. Ha MbIIIaxX, OBIJIO MOKAa3aHO, UYTO Ae(ULIUT
XII ¢pakropa 3amuinaeT or o0pa3oBaHUs apTepUATbHBIX,
BEHO3HBIX TPOMOO30B, a TaKXKe UIIEMUIECKOTO MHCYJIBTa
[26]. dedpuuur XII dakropa ymeHblIaeT (GpopMUpOBa-
Hue TpoMOa M B apTepUANIbHBIX, I B BEHO3HBIX MOJEJISIX
Tpom0O03a, 0e3 oueBUIHOTO 3(pdeKkra Ha HOPMAaIbHbBIN
remocras [27].

OTKpbITUE TIPOTEKTUBHOTO 3ddekra aepuunta XII
(hakTOpa Ha pUcK 00pa30BaHUs BEHO3HBIX U apTepUalb-
HBIX TPOMOO30B 0€3 COMYTCTBYIOIIUX I'eMOpparnyeckKux
MPOSIBJICHUI TOCIYXWJIO CTUMYJIOM IJI Pa3pabOTKHU
npernapata uHruoutopa ¢akropa Xlla — rHA-Infestin-4.

202011N

Literature reviews

61



Literature reviews

62

Poccuiickuii xypHan JETCKOU TEMATOJIOTUU u OHKOJIOT U

B 2014 . Yiming Xu et al. mpoBenu uccieqoBaHue MpU-
meHeHus1 rHA-Infestin-4 Ha KpoimKax ¥ KpbIcax ¢ OlLeH-
KOIi BIusHUSA Ha popmupoBaHue Tpomba. Pesynsraramu
HUCCeA0BAHUS CTaau BbIBOABI, UTO THA-Infestin-4 BbI3bI-
BaeT [0303aBUCHMOE U 3aMETHOE YMEHBIIECHME MacChl
TpoMba B MoOIeIu TpomM0O03a (apTePUOBEHO3HBIN IITYHT),
COIIPOBOXKIAIOIIEECS] MUHUMAJIbHBIMM TeMOpParudecKu-
MU OCJIOKHEHUSIMU. TakuM o0pa3oM, yrHeTeHue hakTopa
Xlla mpenaparom rHA-Infestin-4 mMokeT MMeThb BbIpa-
KEHHBIN aHTUTPOMOOTHYECKMIT 2PPEKT, 03 BIUSIHUS Ha
reMocTas, U B JaJIbHEHIIeM BO3MOXHO €ro IIPMMEHEHUE,
HampuMep, Y MalUeHTOB C JUIUTEIbHO IIEPCUCTUPYIOII-
MM LEHTPaJbHBIMU BEHO3HBIMM KaTeTepaMM U APYIMMU
daxTopamu prcka Tpombo3a [28].

3akioyeHue

Jnsg noctanoBku auarHo3a PK tpeOyercs TiiaTenbHas
OlLIEHKAa KJIMHUYECKUX JAaHHBIX, HAJIMIME XOPOIIO OCHAa-
LIeHHOM TabopaTopuu. KilmHuyeckue uccienoBaHus 1s
penkux aeuuToB (PaKTOPOB OrpaHMYEHBI MX HU3KOM
pacmpoCcTpaHEeHHOCTHIO B MOMyIsLMU. [eMopparuyeckue
nposBieHuss PK pa3sHooOpasHbl, 1 Ha JaHHBIM MOMEHT
He TIPelCTaBIISICTCSI BO3MOXKHBIM BBIACIUTD CIlelupuye-
CKMI CUMIITOM, YKa3bIBaIOIIMII HAa KOHKPETHBIN Iedu-
Ut axkropa. B cpaBHeHUM ¢ reModuIneil mpyu peaKux
neduLmTax (pakTopoB CBepThIBAaHUS HabmIogaeTcs 0oJjiee
BBICOKAsI 4acTOTa HOCOBBIX KPOBOTEUEHUI, KPOBOTEUE-
HUI U3 MTyIOBUHHOTO OCTaTKa, MPU 3TOM IeMapTpO3bl,
KPOBOTEUEHHUSI B MBIIIIBI BCTPEYAIOTCSI TOpas3io pexe,

Tabmumna 2. Kaunuueckas xapaxkmepucmura PK [1]
Table 2. Clinical symptoms of RICD [1]

Patients with RICD, %

[l0NA NAUMEHTOB C FeMOpPPariyeckum CUHAPOMOM, %

W Pk ricD

B remoduaun Hemophilia

Puc. 2. Budet kposomeuernuii npu PK u eemogpunuu [ 1]. Cpasrenue cumnmo-
Mo6 kposomouusocmu npu PK u eemopunuu. Jloas nayuenmos uz Hpaua
(n = 750) — eomo3ueom no aymocomMHO-peyeccusHbiM 3a001e6aHUIM, KNO
xomsl Obl paz nPoSIUN CUMNIMOMbL KPOBOmouugocmu (M), 8 cpasHenul ¢ nayu-
enmamu ¢ eemopunueti ¢ akmugrocmoto pakmopa VIII menee 10 % (m)

Fig. 2. Bleeding symptoms in RICD patients versus hemophiliacs [1].
Percentage of Iranian patients (n = 750) presumably homozygous for
recessively inherited coagulation disorders who had a given bleeding
symptom at least once (M), compared with hemophilia A Iranian patients with
comparable factor VIII deficiency, less than 10 % in plasma (m)

YeM KpPOBOTEUYCHMSI CO CAM3UCTHIX (puc. 2). Hambomee
4acTO >KM3HEYIPOXKAMOIIME KPOBOTCUEHMS, TaKHMe KakK
KpPOBOTEYEHUE U3 IIYIIOBUHHOIO OCTaTKa, KpPOBOTEYE-
Hug B LIHC, remaToMBl B MSITKHE€ TKAHU U TeMapTPO3bI,

KpoBoTeueHue n3 mynoBMHHOTO OCTATKa, B CYCTaBbl, CTM3UCTHIC,

DubpuHOTEH HEBBbIHAILIMBAHUE 101, PEAKO TPOMOO3 50 Mr/mn 2—4 nHs
Fibrinogen Umbilical cord bleeding, mucosal tract, joint, first-trimester abortion, 50 mg/dl 2—4 days
rare trombosis
ITporpoMOUH KpoBoTteueHune 13 mynoBUHHOTO OCTaTKa, B CYCTaBbI U CO CIIM3UCTBIX 20—30 % 3—4 nHsa
Prothrombin Umbilical cord bleeding, joint, mucosal tract ° 3—4 days
KpoBoTteueHue co cIu3nucThIX 36u
M Mucosal tract bleeding 5205 36h
KpoBoTteueHune co CIM3NUCTBIX, B CYCTaBbl, B MBILILIBI 4—6u
VII Mucosal tract, joint, muscles 15-20% 4—6h
X KpoBoTeueHue 13 MylmoBUHHOTO OCTAaTKa, B CYCTaBbl, B MBIIIILIbI 15-20 % 40—60u
Umbilical cord bleeding, joint, muscles ¢ 40—60h
TToctTpaBMaTuyeckoe KpOBOTEUEHME 40—70u
L Postoperative bleed 15=20% 40—70h
KpoBoTeueHue 13 myrnmoBUHHOTO OCcTaTKa, B cyctaBbl, B LIHC, .
11— 14 oneir
XIIT HEBBIHAILIMBAHUE TUIOIA 2-5% 11— 14 davs
Umbilical cord bleeding, joint, CNS bleeding, abortion %
36 u s V akropa
KpoBoTeueHue co CIM3UCTBIX u 10—14 94 — nsa FVIIT
WL Mucosal tract bleeding 15=20% FV—36h
FVIII — 10—14h
KoMOMHMpOBaHHBII
neUIUT BUTAMUH
S T KpoBoteuenue u3 OBUHHOTO ocTatka, B [IHC Lo Premse I meme
bR ? Umbilical co;dy]l;[leeding CNS bleedi};g 15220% IR
Multiple deficiency of ’ See upper
vitamin K-dependent
coagulation factors
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FV+FVIl Fvil FX FXI FXIIl

@vbpoHoren FV
Fibrinogen

B Acumnromatiinel Asymptomatic M Grade | M Grade Il Grade lll

Puc. 3. Taxcecms cemoppacuueckux nposieaenuii npu PK [29]

Fig.

3. Severity of hemorrhagic manifestations in RICD [29]

BO3HUKAIOT TIpu Jeduumtax mporpombdbuHa, X u XIII
dakTopoB (Tabi. 2). HeBbiHammBaHue OepeMEHHOCTH
SIBJISIETCSI YaCThIM NpK apuOpUHOTeHEMUU U AeULIUTE
XIII cpakTopa. B 1ienom TskecTh reMopparudeckux mpo-
apneHuii npu PK MeHbllIe, HO TpU 9TOM €CTh OTJEIbHbIE
JIe(ULMTHI, TTPU KOTOPBIX HAOIIOAAIOTCS XKU3HEYIpOKa-
IOIlIME COCTOSIHUSI, TPeOylollKe HEOTIOXHON Tepanuu
¥ MpohUIakTUKu (puc. 3).

OcoonskoMm cpenu PK crout mepunut XII pakropa.
VYoenuTeabHO MPOJEMOHCTPUPOBAHO, YTO €ro Je(ULIUT
He TIPUBOAUT K reMopparmyeckomy cuHapomy [23]. B To
JKe BpeMsI Oblla OTKPBITA POJIb JAHHOTO (DaKTopa B TPOM-
06000pa30BaHNU 1 €T0 BO3MOXXHOM aHTUTPOMOOTUYECKOM
acddekre [28].
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Jonst 371o0KadyecTBeHHBIX HoBooOpazoBaHuit (3HO)
cpenu 3a00J1eBIINX IeTel BCEX BO3PACTHBIX IPYIII COCTaB-
et MeHee 1 %, a oOLIMi TTOKa3aTeNlb 3a00JIeBAEMOCTH
pakom B Mupe KoJjieoaetcst ot 50 mo 200 ciaydaeB Ha 1 MJIH
netrckoro HaceneHus [1, 2]. HecMoTpst Ha OTHOCUTENBHO
PEIKYIO BCTPEYaeMOCTh, paK SIBISIETCs 2-i MO 3HAYMMO-
CTU NMPUYMHON B CTPYKTYpe AETCKON CMEPTHOCTU B pa3-
BUTBIX CTpaHax, cjenys cpasy 3a TpaBMamu. B Poccuii-
ckoit @enepannu (PP) 3HO crosar Ha 5-M Mecte cpenn
MPUYMH CMEPTU IeTcKoro HaceneHus oT 0 no 17 net mocie
OCJIOXKHEHMI B ITIepUHATATIbHOM MIEPUO/Ie, TPAaBM U OTpaB-
JIEHUI, BPOXAEHHBIX aHOMaluili M 0o0Je3Heil HepBHOI
cuctemsl [3].

Js KOHTpOJIST pacipoOCTPaHEHHOCTU NETCKOIro paka
B MMpE€ IPOBOASTCS SMUIAEMUOJOTMYECKUE MCCIea0Ba-
Hus, 6Jarogapsi KOTOPbIM OLIEHMBAIOTCSI YPOBHU pUCKa
pa3Butusl Toro win uHoro 3HO B pasiauuHbIX Ipyrmnax
HaceneHust [4]. OcyllecTBlieHUEe 3TUX HCCIEIOBAHUIA
HEBO3MOXHO 0€3 MOMYJSILIMOHHBIX KaHLIep-PEerucTpoB,
(GYHKUMOHUPYIOIIMX Ha OCHOBAaHUM MEXIyHAapOIHBIX
CTaHIapTOB U pekoMeHnaiuii. [lepBble KaHLIEP-PEerucTphl
cozpaBanuch B 40—50-x rogax XX Beka [l OLIEHKHU pac-
MPOCTPAaHEHHOCTU paka B MOMyJsluMU. B coBpeMeHHOIt
MEIUIIMHE OHU UTPaloT BEAyIyl0 pOJb B MOHUTOPUHIE
BBDXKMBAEMOCTU, 3(DHEKTUBHOCTU Pa3IUYHbIX MTPOrpaMM
npoduaakTUKU, CKPUHUHTA M paHHEH JIMarHOCTUKU
3HO, oObeMa M KayecTBa OKa3aHUS MEIULIMHCKON
nomoitu. Ilpencrapisiss coboit crienualbHbIe MPOTrpaM-
Mbl cbopa, XpaHEeHUs] U aHajau3a MHOOpMaLMM O pake
B ONpeneeHHON MOMYJISILMU, OHU IO3BOJISIIOT OLIEHUTh
BBDXKMBAEMOCTb B pErMOHAX B 3aBUCUMOCTH OT BUJIA Jieue-
HUS U CBOEBPEMEHHOCTHU MPOBEAECHUS TUarHOCTUYECKMUX
MEPONPUSITUIL B KaXKIOM KOHKPETHOM CJIyyae U B perMOHe
B uejom [5]. Ha coBpeMeHHOM 3Tare pa3BUTHUsS JETCKOM
OHKOJIOTMYECKOI CTykObl, KOrma IporpaMMbl paHHEeM
JMIMarHOCTUKW U CKPUHUHIA BKJIIOYEHBI MPAKTUYECKU BO
BCE MEXIYHapoIHbIE M HalMOHAJIbHbIE CTpaTeruud IO
6opnroe co 3HO, yeTkuii yyeT U peructpauus malueHTOB
SIBJISIFOTCSI OCHOBOM MIJIS1 MX peaju3aliu, Tak Kak I03BO-
JIIOT ONTUMU3UPOBATh MapLIPYTU3AIUIO OOJIBHBIX, CITPO-
THO3UPOBaTh 00BEM ITOTPEOJeHUsT MEIUIIMHCKUX YCIIYT,
OLIEHUTh HEOOXOAMMBI YPOBEHb MOATOTOBKM MepcoHasia
1 OpraHM30BaTh LIEHTPHI MAJUTMATUBHOM TTOMOIIH [6, 7].

B PO cymectByoT cBou ocobeHHOCTH 110 yuety 3HO,
KakKk B LIEJIOM IO CTpaHe, TaK M IO OTAEIbHbIM €€ peru-
oHaM. Bo MHOrom 310 OOYC/IOBJIEHO TeM, YTO CHUCTeMa
JNMArHOCTUKU U TepanyMi OHKOJOIMYeCKUX 3a00seBaHui
y AeTeil B HacToslee BpeMs 0asupyeTcsl Ha TpaaullMOH-
HBIX TOAX0JaX, Korna BepuduKalusl 1uarHo3a U BbIOOp
MPOrpaMMHOIO JIEYEHUsI MPOUCXOASIT B OCHOBHOM Ha
ypoBHE pehepeHCHBIX (peiepaIbHbIX LIEGHTPOB, YTO ITO3BO-
JISIET MIPOBOAUTH TEPATUIO U OTCIEXKUBATh KOHTPOJIb OTBE-

Ta Ha Hee 10 COBPEMEHHBIM CTaHIapTaM U IIPOTOKOIAM.
C npyroii CTOPOHBI, OTCYTCTBUE aKTyaJIbHbIX JUArHOCTH -
YECKUX IMOAXOA0B U MOJIEKYJISIPHO-TEHETUYECKUX METO-
JIOB B PETMOHAX He ITO3BOJISIET COKPATUTh BPEMST MEXIY
MOMEHTOM TIEPBUYHOTO OOpaIleHus MaleHTa K CIIeIu-
AJIMCTy, YCTAaHOBJIEHMEM OKOHYATeJIbHOTO JuarHosa
M CTapTOM TepareBTUYECKO# porpaMmul [8].

CaeieHus1 000 BCeX OHKOJOTMYECKMX 3a00JIeBaHUSIX
(GUKCUPYIOTCSI B €IMHOM PETUCTPE, KOTOPBIA COCTOUT
u3 2 cerMeHTOB. [lepBblii — TeppUTOpUAIbHbBIE TTOMYJISI-
LIMOHHbBIE pakoBbie peructpbl (PP) — npenHasHaueH njs
yuera Bcex ciaydaeB 3HO B cyobektax P®D. OH opranu-
30BaH B OHKOJIOTMYECKHMX IucraHcepax. Bropoit cer-
MEHT — (eaepanabHblii — 00beAMHSIET U oOpabaTbiBacT
JIenepcoOHnPUIMPOBaHHbIE, COIJIAaCHO  TPeOOBaHUSIM
®enepanbHoro 3akoHa Ne 152-D3 «O mepcoHaIbHBIX
JAHHBIX», CBEIEHUSI BCEX TEPPUTOPHAIIBHBIX ITOITYJISIII -
onHbix PP [9, 10].

PP P® ¢pynkumonupyeT Ha 0a3e MHGOPMAIIMOHHO-
aHaJIUTUYeCKOM cucreMbl «KaHiep-perucrp», Koropas
Obuta paspabotaHa B 1999 . B MOCKOBCKOM Hay4yHO-
HCCJIEI0BATEIbCKOM OHKOJIOTMYECKOM UHCTUTYTE
uM. I1.A. TepueHa. Dta cucTeMa COOTBETCTBYET PEKOMEH -
JanusM MexXayHapoaHOro areHTCTBa 10 M3yYEeHUIO paka
(International Agency for Research on Cancer — IARC)
u  MexayHaponHoii accounauuu PP (International
Association of Cancer Registries — IACR). OHa umeer
BO3MOXHOCTb TepechbUIKM cBeAeHuii u3 PP cyObekTa
P® na cepBep MunszapaBa Poccun B 00BeIMHEHHYIO
6a3y maHHbIXx PP P®. Ananu3 craTMCTMYeCKOro mare-
puana BbIMOJHSETCS Moacuctemoir “online analytical
processing”. PP P® comepXuT cBeneHUsT 0 Oojiee yeM
5 MJIH cllyyaeB 3a00j1eBaHMI, YKIaAbIBAIOLLIMXCS B pyOpU-
Ky C00—D09 MexnayHapoaHoli Kjiaccudukauuu 60e3-
Hei 10-ro nepecmotpa (MKB-10), BHe 3aBUCMMOCTHU OT
reHesa OImyXoJiM, Tojia ¥ Bo3pacTa 3adoeBiuux [9, 10].

BaxkHbIM yclioBHMEM YCTIEITHOTO (hYHKIIMOHUPOBAHUS
KaHIIep-perucTpoB, KaK 1 JI00bIX CUCTEM y4eTa, SIBJISIeT-
CsI COITOCTAaBUMOCTD UX JaHHbIX. OHA JTOCTUTAeTCs BBEIE-
HUeM 001X MpaBul coopa U 00padbOTKM MH(POPMALIMU.
OCc00eHHO 3HAYMMO HCIIOJIb30BaHUE EIWHOM CHCTEMbI
KJaccuuKaluyu U KogupoBaHus [5].

ITo pexomeHmauuu BcemupHoii opraHuzaiuu 3apa-
BOOXpaHEHMsI IS KiaacCUMUKAIMKU JETCKUX OITyXO-
JIeil JIOJDKHBI UCITOJIb30BaThCSl HE ToIorpaduieckue
(C00—C97) konpt MKDbB-10, a Mmopdoaornyeckue Kombl
MexnyHapoaHoil — Kilaccu@UKalMid — OHKOJIOTMYECKUX
oonesneit (International Classification of Diseases for
Oncology, 3-ro mepecmotrpa — ICDO-0-3). B coot-
BETCTBUM C JaHHBIMA PEKOMEHIAlUMsIMU pa3paboTaHa
M u3JIoXKeHa MexxIyHapoaHast KiaccuduKalius omyxoJiei
yaeteii (International Classification of Childhood Cancer —
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ICCC), xoropasg Ha ceromHs SIBISETCS CTaHIAPTU3U-
POBaHHBIM METOIOM CHCTEMaTH3alluM SIUIEMHUOJIO-
ruyeckux JaHHbeiX o gerckux 3HO. Ona 0asupyeTcst Ha
TUCTOJIOTUYECKOM TUIIE HOBOOOPA30BaHUS B OTJIMYME OT
knaccudukauuu 3HO B3pocibIX, OCHOBAaHHOI Ha JO0Ka-
JM3auuy nepBuUYHO omyxonu. O6HoBieHHas B 2008 L.
(ICCC-3) xnaccudukaumsi ONMUpaeTcsl Ha CHUCTEMBbI
MpaBWJI, HOMEHKJIATypbl U KOAUpOBaHUs (Mopdoorus,
Tornorpacus, OMOJIOTUYECKOE IOBEACHNE), MCITOJIb3ye-
mbie B ICDO-0-3. OHa nMmeeT TpexXypoBHEBYIO HMepap-
XUYECKYI0 CHCTeMy: l-ii ypoBeHb BKJIIOUaeT B ceOs
12 ocHOBHBIX auarHoctuyeckux rpynn 3HO, 2-ii —
o0benuHseT 47 MOArpyIIN, a 3-ii peacTaBisieT co00i elle
bonee pacmupeHHyo kinaccudukanuo. ICCC-3 BKIO-
JaeT B COCTaB TOJBbKO 3JI0KAYeCTBEHHbIC HOBOOOpPa30Ba-
HUS 3a UCKTIOYEHUEM HEe3I0KaueCTBEeHHBIX MHTPaKpaH!-
aJIbHBIX Y UHTPACIIUHAJIBHBIX OITyXoueit [5].

CrpaTuuKalyio OIyXojeid B COOTBETCTBUMU C JaH-
HOM KJlaccuuKalyeit CMOTJIM peaan30oBaTh rocyaapcTBa
C BBICOKMM YpOBHEeM XM3HU. OmHAKO B OOJIBIIMHCTBE
Pa3BUBAIOIIMXCS CTPaH A0 HACTOSIIIETO BPEeMEHU UCTIOJIb-
3YIOTCSI TOAXONBl HAa OCHOBE YCTapeBIIMX KPUTEPHEB
BBUY MaJIOAOCTYITHOCTU BBICOKOTEXHOJJOTMUHBIX
MMATHOCTMYECKUX METOMOB. DTO TaKXe SIBISIETCS BEIy-
LIei TPUUYMHOM TOro (haKTa, YTO HEKOTOPBIC BUIBI OITyXO-
Jieit He Bepu(ULIMPYIOTCS, UCKaXKast OOIIIYIO KapTUHY pac-
npoctpaHeHHoct 3HO. OTcyTcTBUE eIMHOro Imoaxojaa
K auarHoctuke 3HO ormpenenseT TpymHOCTA U B JieueO-
Ho# TakTuke. Mcronb3oBaHue MeXAyHApOIHOM Kiac-
CU(PUKATMOHHON CUCTEMbI OCOOEHHO BaXKHO B JETCKOI
OHKOJIOTUH, TJI€ B CUJIY MaJIOTO YMCJIa CIy9aeB HEOOXOau -
MBI CTPOTHE TIPOLICAYPHI IJIsT 00eCTIeYeHUs] CPaBHUMOCTHU
JTAHHBIX.

CymiecTtByeT 2 cBoAa npaBui 1o kKonuposanutio 3HO,
pa3pabOTaHHBIX MPOrpaMMON PETUCTPALIMU CTaTUCTH-
YECKMX NaHHBIX IO OHKOJOTMYECKOW 3a00JeBaeMOCTU
u cMmeptHoctu (Surveillance, Epidemiology, and End
Results program — SEER) B CILIA u IACR — B EBporre.
Ho MHOrmMmM nerckumuy KaHIEP-perucTpaMu COJUIHbBIC
omnyxoau koaupytores no npasuiaam IACR, a 3HO remo-
MO3TUYECKON U JTUMQOUIHON CUCTEM — II0 TpaBUJIaM
nporpamMbl SEER. DTo 00bsicHsSIETCS TeM, YTO MPUHIIM-
bl I POBAHUS TTOCTAEIHE Hanboee TOUHO OTPpaKaroT
MexayHapoaHylo KiIacCU(MUKALIMIO MHOXECTBEHHBIX
3HO reMmonoatnyeckoii U JTUM@POUTHONM CHUCTEM, YTO
UMeeT OOJIbIIoe 3HAaYeHME, TaK KaK 3a00JieBaeMOCThb
WMU, MO0 JaHHBIM ABTOMAaTM3MPOBAaHHON MHbOpMAaII-
OHHOI CHUCTeMbl OHKOJIOTUYECKMX 3a00JieBaHUI Yy AeTeit
(Automated Childhood Cancer Information System —
ACCIS), uMmeeT cTaTUCTUYECKU 3HAUYMMYIO TEHICHIIMIO
K pocty [5].

B Hacrosimee Bpems B paMKax psiia MPOEKTOB IPO-
BOIOUTCS aHAJIM3 OOBEAMHEHHBIX MTaHHBIX KaHIEp-pe-
TUCTPOB, OILICHMBAIOTCS TOMY/ISILIMOHHBIC II0Ka3aTesIn
3a00J1eBa€MOCTH, CMEPTHOCTH, BIKMBAEMOCTH U UX TCH-
JEHIIUMN.

IIporpamma SEER oGpabatbiBaeT maHHble 18 peru-
crpoB CIIIA, xapakTepusys pacrnpeaeieHue o BpeMeH!

3a00J1IeBaEMOCTH, PACIIPOCTPAHEHHOCTH U CMEPTHOCTHU
npu Bcex Bumax 3HO B COOTBETCTBYIOIIMX pPETrMOHAaXx.
ITokazarenb 3ab6oneBaemoctu pakoM SEER cranpmaptu-
3MpOBaH IO BO3PAcCTy, UTO KOPPEKTUPYET paclipeaesie-
HUE clyJaeB paka BHYTPU WJIM CPeIM TPYII HaceJleHUs
M TIO3BOJISIET €r0 CpaBHMBATh MEXIY IPEICTaBUTEISIMU
pa3IUYHBIX pac W pailoHOB TpoxkuBaHusg. Hampumep,
CTaHAAPTU3MPOBAHHBIE IO BO3PACTy IIOKa3aTeau 3a0o0-
JIEBaMOCTH PAKOM MOXKHO CpaBHUTb Mexmay laBaitamu
u FOroii, naxe ecau Ha [aBaiissx cpeaHuUiT BO3pacT HaceJsie-
Hus BoIle. KoppekTrpoBKa 1o Bo3pacTy TaKXkKe MO3BOJISIET
CpaBHMBaTh IIOKa3aTeJu 3a00JeBacMOCTU I10 KaJeHmap-
HOMY IIepHOay HEe3aBHMCHMO OT M3MEHEHMSI BO3PACTHOM
CTPYKTYPBI TPYIIIT pUCKa ¢ Te4YeHreM BpeMeHu [11].

ACCIS — mnpusHaHHBI MHOOPMALIMOHHBIA pecypc,
cymectBytomuii ¢ 1970 . CrucremMa COmepKUT CBEACHUS
0 3a00JIeBAaeMOCTH PAKOM M BBDKMBAEMOCTHU ACTEH U MO -
pocTkoB B 19 eBpomeiickux cTrpaHax. OHa oObeAMHSIET
uHpopmaumio 6osiee 100 MOMYyNSAIMOHHBIX PETrUMCTPOB.
Bce cBepeHus LieHTpalM30BaHHO BaauaupyoTcsa. Yactb
JAHHBIX TIPOBEPSIETCS aBTOMATUYECKU M pas3iesseTcs
C HCIOJIb30BaHMEM CIIELIMAIbHOIO BHYTPEHHEIO IIpO-
rpaMMHOTO oOecreyeHus] Ha OCHOBE MHCTPYMEHTOB
IARC/IACR u ICD-0-3. Onyxonu KiaccuULINPYIOTCS
B cootBercTBUM ¢ ICCC. MH(Dopmalmsg o MeTonax peru-
CTpalliM, CTPYKType OHKOJOTMYECKOI 3a00JIeBaeMOCTU
M BPEMEHHBIX TEHICHIIUSIX BaJIMIAMPYETCS HayYHBIM
komuteroM ACCIS. Dra 6a3a TaHHBIX UCIIOIb3YeTCS ISt
OLICHKHU TEHIEHIIMI 3a00JIeBACMOCTH PaKOM 3a pa3iny-
HBbIe BpeMeHHBIe Tleproabl B EBporie n aHanm3a reorpa-
(prueckmx 0ocoOEHHOCTEN B TTOMYSIIUM IeTeil (Bo3pacT —
0—14 net) m mompocTKoB (Bo3pact — 15—19 ner). Ipo-
rpaMMa CTUMYJIMpPYET HaydHbIEe MCCIICIOBAHUS U OIIpe-
JesieT TOJUTHKY OOIIECTBEHHOIO 3IpaBOOXpPaHEHUS.
IIpoexkt ACCIS omobpeH stnueckoii komuccueit IARC
17 uronst 2015 1., M XXe OH KOOPAUMHUPYETCS U (PUHAHCO-
BO nonaaepxkuBaercs [12—14].

WccnenoBaTenbckasi IIporpamMma IIO0  BBIXKMBaeMO-
CTU M KypalMM OHKOJIOTMYECKUX OOJIbHBIX B EBporie
(EUROpean CAncer REgistries based study of cancer
patients’ survival — EUROCARE) — koanuuMOHHBII
HCCIIeI0BAaTEIbCKUM TTPOEKT, OpraHM30BaHHbIN B 1989 .
MO0 WHULMATUBE 2 MCCIEO0BAaTEIbCKUX WHCTUTYTOB
Istituto Nazionale Tumori (Munan, Urtanus) n Istituto
Superiore di Sanita (Pum, UTtanus), npu ygactum 60Jb-
IIOTO KOJIMYECTBa IOIMYJISIMOHHBIX KaHIIEP-PErMCTPOB
EBponbl.  llenplo mpoekTa SBASIETCS COBPEMEHHOE
OTNMCaHUEe BPEMEHHBIX TEHAECHIMU U TeorpaduyecKux
pa3nnyui IoxKasaTejieli BbIKMBAEMOCTU B €BPOMNEHCKUX
cTpaHax, olleHKa pacrpoctpaHeHHocT 3HO u nsyuyeHue
pPa3IMYHBIX TeParleBTUUECKUX ITporpaMm. Tekyiiee uzaa-
Hue EUROCARE-5 cogepxutr maHHbie 0onee 21 MIIH
OHKOJIOTMYECKUX MAalLMEeHTOB, MpeaocTaBieHHbIX 116 PP
n3 30 eBponeiickux crpat [15, 16].

K coxaneHnuto, B HacCTosIIIee BPEMSI COXPAHSIECTCS s
npobieM B Pa3HO# CTeNEeHW aKTyaJlbHBIX IJISI OTAE/b-
HBIX PErMOHOB MMpa. B mepBylo ouepenb OHU CBSI3aHBI
¢ (bDMHAHCOBBIMU BO3MOXHOCTSIMU TOCJIECIHMX IO 00e-
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crnedyeHno auarHoctuku u jgedeHus 3HO. Ilokazatenu
BBDKMBAEMOCTU  OIPEACNISIIOTCS  COIMaJbHO-2KOHOMU-
YeCKUM OJ1arornosiydymeM KaxXKIOW OTHENbHOI CTpaHbI.
Ananu3 BepkuBaeMocTu npu 3HO TpeOyeT HaKOIUIeHUS
JIAHHBIX HE TOJBKO 3a IJIMTEIbHBINA ITepuoa BpeMEeHU, HO
U HAOJIIOMEHUI 3a TOCTAaTOUYHO OOJIBIION YMCIEHHOCTHIO
JIETCKOI0 HaceJeHus.

ITo panubiM IARC, Kaxplii ToJ B MUPE PErUCTPUPY-
ercs okojio 215 teic. cnyyaeB 3HO cpeau mereit mianiie
15 net u mpuMepHO 85 THIC. CpeaU MOAPOCTKOB OT 15 10
19 neT. BTU BHIBOIBI CACTaHBI HA OCHOBAaHUHU PE3yJIbTaTOB
U3y4YeHUS CBEACHUI KaHIIEP-PEruCTPOB Pa3IMUHBIX TOCY-
napcts [17].

Ilokazarean 3aboneBaeMOCTH U CMEPTHOCTU OT
3HO 1o BceMy MUpPY BapbUpPYIOT B CHJIy Pa3HOil CTerne-
HU JIOCTYITHOCTU aJeKBaTHON AMArHOCTUKU U JICUCHUS.
Hanpumep, y aeteii B Bo3pacte 0—14 jieT B paiioHax K 10Ty
ot Caxapsl 1 UHIMM mokasaTenb 3a00J1eBA€MOCTH COCTaB-
nsteT MmeHee 10 Ha 100 ThIC., a B HEKOTOPBIX TPYyIMIIax Hace-
nenust CeBepHoit AMepuku 1 EBponibl u CIIIA— Gonee 15
Ha 100 teic. Kak OBIJIO OTMEUYEHO BBIIIE, PA3HOCTh TUX
CBEIEHUI MOXET OBITh TakXKe CBs3aHa C Pa3IUYUSIMU
B CHCTeMax y4Jera.

[lo nmaHHBIM HaUMOHAJIBHBIX KaHIIEP-PETUCTPOB
CIIA, Kanager, Tepmanuu, OUHASHINA 1 ABCTpaJInu,
obmras 3aboneBaecmocth 3HO B 2000-x romax cocTaBisi-
na 15,5—17 na 100 ThIc. IeTCKOTO HAceJIeHUsT B BO3pacTe
0—14 net, cCOOTHOIIEHUE MaJIbYMKU:IEBOYKU ObLIO 1:2;
BO3PACTHOM IIMK IPUXOOWJICS Ha JIETEeH IIepBOr0 ropa
Xu3Hu (23—24 ua 100 teIC.) [4]. B 2000—2010-X romax
o0IIMii ToKa3aTeab 3a00JieBaéMOCTH cocCTaBWI 14 Ha
100 TeIC. neteit B Bo3pacte 0—14 et u 15,6 Ha 100 ThIC.
B Bo3pacte 0—19 ner. Yacrota 3HO B 11eJ10M OKazanach
HEMHOTO BBIIIIE Y MaJbYUKOB, COOTHOIIEHHUE II0JIOB —
1,17 B BospacTHoii rpymnrie 0—14 net u 1,14 B Bo3pacTHOI
rpymniie 0—19 net. [Ipu 3TOM OHO BapbUPOBAJIOCH B 3aBU-
CHMOCTH OT BO3pacTa, perMoHa 1 IMarHOCTUYECKOU TPyII-
ITbI; BO BCEX PErMOHAX COOTHOIICHNE MaTbUMKU:IeBOUKHU
konebanock ot 1,1 10 1,4 B Bo3pacte 0—19 jeT, 3a ucKIto-
YeHHeM BO3pacTHOI rpynmnbl 15—19 jet cpeay KopeHHbBIX
xwureneit CILIA u B BoctouHoi1 A3un, Iie OHO COCTaBUIIO
0,9 u 1 coorBercTBeHHO. Hambonbiras BeIMYMHA COOT-
HOIIIEHUsI TI0JIOB OTMe4YeHa B rpymie 5—9 jet B FOxHoit
Asuu — 5o 1,7 (Muaus). Hago ormetuts, yto 3HO mouku
U BIUTETUATbHBIE OMYXOJIM Yallleé BCTPEYaIUCh Y JEBO-
YyeK BO BceX Bo3pacTHhIX rpynmax. 3HO monoBbIX Kie-
TOK Y TOHaJ TaKXKe vallle HaOJI0JaIuch y 1eBOYEK, YeM
y MaJIbYMKOB B Bo3pacTHoii rpymrie 0—14 ner [18].

B CIIIA 3a601eBaeMOCTb pakoM y JIeTeil COCTaBJIsSeT
18,7 1a 100 ThIC. HeTeit B BO3pacTe OT poxaeHus 10 19 jert.
B Bo3pacTte ot poxneHust 10 14 1eT reMo061acTo3bI Ha0JI0-
natorcst mpuMepHo B 30 % Bcex cilydaeB paka y IeTeit, 3a
HUMM CJICAYIOT OITyXOJIU LIEHTPaJIbHO HEPBHOM CUCTEMBI
(LTHC) — 26 %, numdombl — 11 %, capKkoOMbl MSITKUX TKa-
Heil — 6 %, HeiipobiactoMa — 6 %, onyxosb Buibmca — 5 %
u 1uMmboma XoKKMHA — 5 %. MHOTOYMCIIEHHbIE pelKue
TUIIBI OITyXOJIEMl COCTaBIISIIOT ocTaBulyiocs moio 3HO.
B Bospacte ot 15 mo 19 net numdoma sBisieTcs Haubo-

Jee pacrpoctpaHeHHbIM 3HO, Ha ee moJito MpUXOAUTCS
21 % pakoBbIX 3a00JI€BaHMUII B 3TOM BO3PACTHOI IpyII-
ne, 3a KoTopbiMu cieaytor omnyxoau HHHC — 17 %,
remMo06:1acTo3bl — 14 %, OIyxoJiu IOJIOBBIX KJIeTOK — 12 %,
OITyXOJIY LLIMTOBUIHOM 3Keste3bl — 11 % umenanoma — 5 % [19].

Bricokue Moka3zareau BbDKMBAEMOCTU HOCTUTAIOT-
Cs MOCTAaTOYHO MEUICHHO Jaxke B pa3BUTBIX CTpaHax.
Tak, B CIIA 5-71eTHSIS BBIKMBAeMOCTb JIeTeil BO3poOC-
nac 58 % B 1974—1977 rr. go 81,8 % B 2003—2009 1. M
10 83,4 % B2008—2014 rr. [20, 21]. [1pu 3TOM MaKCHUMaJIb-
Hasl BbBDKMBaeMOCTb Ha0J1101aj1ach Y MAllMEHTOB ¢ JIUMGO-
Mot XomkkuHa (96,9 %) 1 pakoM LIUTOBUIHOI KeJie3bl
(99,6 %), MuHUMaNIbHAsI — y MAlMEHTOB C OIYXOJISIMU
HHC (72,1 %) u capkomaMu Msirkux TKaHeit (71,6 %).
ITo panubiM ucciaenoBanuss EUROCARE-S, BbrkuBa-
eMocTh aeTeil B 3amamHoii EBporie B cpemHeM BO3poc-
na ¢ 76,1 % B konue 1990-x rogos 1o 79,1 % B 2007 .
K 2013—2014 rr. oHa coctaBuiia yxe okoso 85 % [15, 22].
B Boctounoii EBporie HauOobIIMiA poOCT 3TOro rmokKasa-
Tesst Habmonascs B nepuon ¢ 2001 mo 2007 . — 65,2 %
n 70 % coorBercTBeHHO. Ha ceromHst coxpaHsieTcsl TeH-
JEHLIMS K €T0 MTOBBIIIEHUIO, XOTS I10 CPABHEHUIO C BHIXKU -
BaeMocThblo neteit co 3HO B 3anagHoii EBporie oH ocTa-
eTcst Hrke Ha 10 %.

«30JI0TBIM CTaHIAPTOM» BEIKMBaeMocCTH neteit B EBpo-
ne saBaseTcss [epMaHus: B 3TOil cTpaHe oOIIas S-JIeTHSS
BBDKMBAaEMOCTb COCTaBIISIET 85 % — IO JaHHBIM JOKJIana
Accolanyy perucTpoB OHKOJOTUYECKMX 3a00JieBaHMI
Hacenenust Tepmanuu u Muctutyra Pobepra Koxa «Pak
B Iepmanum 2013/2014», omyonukoBaHHoro B 2018 .
[21]. VayuymneHue mokasaTenieil BHIKMBAeMOCTH OCOOEH-
HO 3ameTHO npu Takux Bumax 3HO, kak reMo0J1acTo3Hl,
JquMdoma XOJKKMHA, TOHAJHbIE W MOYEUHBIE OITyXOJIU
[4].

Ha xonen 2018 r. mog aucriaHcepHbIM HaOMIOAECHUEM
B OHKOJIOTMUYECKUX YupexaeHusXx PO HaxoauIuch 0KoIo
27 ThIC. neTeil — 310 nouTu Ha 40 % Gosbliie, YeM necs-
TuiaeTre Haszan. Ilpu 3ToM 3a mociieHee AecCSITUIETHE
B Poccum He HabGmomaeTcss CTaTUCTUYECKUM 3HAYKMMOIO
MpPUPOCTa OHKOJOTHYECKOI 3aboneBaemoctu. B 2018 1.
B cTpaHe ObUTIO BHISIBIIEHO Oosee 3,8 Thic. ciayyaeB 3HO
y AeTeil — 3710 MeHee 1 % BriepBbIe BbISIBJICHHBIX OIyX0Jiei
MalMEeHTOB BCEX BO3PACTHBIX KaTteropuii. B To xe Bpems
JI0JIsI IeTeli 3aHMMAaeT 0K0JI0 6 % cpenu Bcex 3a00IeBILIMX
3JI0KQYEeCTBEHHBIMU  3a00JIeBAaHUSIMKM  JIUM(aTUIECKOM
¥ KpoBeTBOpHOM TKaHW. Ha 2018 1. «rpyObIii» moKa3aTeib
JMETCKON OHKOJOTHYeCKOoll 3abosieBaeMocTu B Poccuu
cocrtanisi 12,7 Ha 100 ThIC. IETCKOTO HAceJIeHUS B BO3-
pacte 10 15 jet u 12,9 Ha 100 ThIC. AETCKOTO HaceJIeHUS
B Bo3pacte otr 0 mo 17 ner [23]. Ero makcuManbHbIi ypo-
BeHb 3a(pMKCUpPOBaH B Bo3pacTHOI rpymrie ot 0 1o 4 neT:
19,1 — y manbuukoB u 16,8 — y neBouek. HanboJiee BbICO-
Kag 3a00JIeBaeMOCTb JeTeil pakoMm Habmogaercsa B Ps3an-
CKoii obnacTtu, pecryonukax Antaii, Komu, Kannaun-
rpazackoii, benroponckoii oonactsax, Cankr-IletepOypre.
B TeueHue mocieaHero AeCATUIIETUSI CTPYKTypa 3abosie-
Baemoct 3HO nerckoro HaceneHus1 Poccuum ocraercs
MpeXKHEe: TUAUPYIOoLIee MECTO 3aHMMAIOT reM001aCcTO3bl,
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YIEJbHBIN BEC KOTOPBIX BapbUPYETCS B 3aBUCUMOCTU OT
BO3pacTHOM Tpymniibl: B rpymme 0—4 roma oH cocTaBisgeT
43,6 %, 5—9 net — 53,8 %, 10—14 net — 49,1 %; 3a HUMU
CHEAYIOT COJMMAHbIe omyxoau — 52,4 %, nx Hanbosee
YaCThIMU JIOKAJIU3ALUSIMU SIBJISIOTCS TOJIOBHOM MO3T
WU Ipyrue OTAesibl HepBHOM cucrteMbl — 16,8 %, manee
noyka — 6,3 %, npu 3TOM YIEJIbHbI BeC paka IOYKHU
B CTPYKType oOlleii 3a0ojieBaeMOCTU JeTeill Miamiieit
Bo3pactHoi rpynibl (0—4 roga) Beie — 9,2 %; 3atem
CJEOYIOT MSTKMe TKaHM — 5,5 %, KOCTM U CyCTaBHbIE
xpsaimy — 3,9 %, m1a3 U ero mpUIaTOYHbINA armapar —
3,2 %, muroBunHag xeneza — 1,5 %, auynuk — 1,1 %,
suyko — 0,6 %. Ha 2018 r. merckast cMmeptHocTh oT 3HO
B P® cocrasisier 2,8 Ha 100 ThIC. HaceaeHUS B BO3pAcTe OT
0 mo 18 neT [23]. MakcumambHBbIe TTOKa3aTeJIM CMEPTHOCTU
nmeroT 3HO 060104eKk TOI0BHOIO U CIIMHHOIO MO3Ta —
0,95, xkpoBeTBOpHOII U MUMbaTudeckoir TkaHu — 0,94,
B TOM uucie Jieiiko3sl — 0,77. Cnemyer OTMETUTh, YTO
IoKa3arejib CMEPTHOCTU B Poccuu sIBIIsSIETCSI OCHOBHBIM
KputepueM 3(P@PEeKTUBHOCTA OHKOJIOTUYECKON MOMOIIN
JeTsIM, TaK KaK pe3yjbraThl aHalli3a BbDKMBAEMOCTH
MyOJIMKYIOTCSI B OCHOBHOM IO OTAEIbHBIM JICUeOHBIM
YUpEXKIESHUSIM WIM MCClIeIoBaTeIbCKUM TpyminaMm [21].
CHIMXEHME CMEpPTHOCTM OT JETCKOIo paka ObLIO
OIIHUM W13 IJIaBHBIX JOCTUXKEHU I MeIULIMHBI XX BeKa, OHa
npojoJkaeT cHKaTbes 1 B XXI Beke: B pa3BUTHIX CTpa-
Hax, Takux Kak CIIIA, obiiasi cMepTHOCTh COKpaTHIach
6osiee ueM Ha 50 % B nepuon ¢ 1975 o 2010 r., a obGiias
BBDKMBAaEMOCTh IIPU pake y JeTeil B HAcTosIIee BpeMsi
cocrapisieT npubnusuteabHo 80 % [19]. B cBsi3u ¢ maH-
HbIM (DaKTOM, CTAHOBUTCS OYEBMIHON HEOOXOIMMOCTD
pa3paboTKU MpOrpaMM IO HaOJIOACHUIO, peadIuTalluu
M yXOAy 3a pAacTyLIMM 4YUCJIOM BbDKMBLIMX OOJbHBIX

pakoMm. CylllecTBOBaHME MTAHHOW TPYMIIBl IallMeHTOB
MpearoaraeT, 4ro (akTopbl pucKa (JIedeHHe, Hacie.l-
CTBEHHOCTb, 9KOJIOTUUecKue (hakTophbl, caM (akT mepe-
HECEHHOTO OHKOJIOTMYECKOTro 3a001eBaHNsI) MOTYT OBbITh
uaeHTuuIpyeMbiMu. Hampumep, pyuck ocTporo Mue-
JI0OJIACTHOTO Jieiiko3a ¢ TpaHciokalmei 9;11 cocTapisier
NpUOIN3UTEILHO 3—6 % B TeueHue 5 JIeT Iocie Teparnuu,
BKJIIOYAIOIIIEH IPUMEHEHME BBICOKMX 103 STOMO3MAa UIN
aJKWIMPYIOIIETO areHTa, a pUCK BO3HMKHOBEHUS BTO-
puuHoro 3HO B Teyenue 20 JeT mocie nmepeHeCceHHOro
oCcTporo JuM@OoOIaCTHOrO JieiiKo3a COCTaBIsIeT TPUOIN-
sutesbHO 10 % [24—26].

Takum o00pa3oM, mMpeacTaBIeHHbIE B HACTOSIIEM
0030pe MaHHbIE YKa3bIBAIOT HA 3HAYUTE/IbHbBIC OTINYMUS
B cucteMax ydera 3HO B pa3nuyHbIX permoHax Mupa.
B mopapnsionieM OOJBIIMHCTBE JAHHBLINA (haKT CBsSI3aH
C pa3IMYHbIM OMOIKETOM CTpaH, UYTO OOYCJIOBIMBAET
3HAYUTEJbHBIC CTATUCTUIECKUE PA3INUMs B TTOKa3aTelIsIX
3aboneBaeMocTy U cMepTHOCTH oT 3HO cpenu geTckoro
HacesneHus. [IpencraBieHHast CTaTUCTUKA HE IMTOJHOCTHIO
oTpaXkaeT A3MUAEeMUOJOTHYeCKylo curyanuio 1o 3HO
y agereii B PO, 4To CBSI3aHO C OTCYTCTBMEM B OOJIBILIMHCTBE
PETMOHOB CTPaHbl OTAEIBHBIX JETCKUX KaHIIEP-PETUCTPOB,
OCHOBaHHBIX Ha COBPEMEHHBIX TUArHOCTUYECKUX IOIXO-
JlaX, OCYIIECTBJICHNE KOTOPBIX 3aBUCUT OT PETMOHATIBHBIX
010/KETOB 1 pPa3BUTOCTU MEIUIIMHCKON MH(MPACTPYKTYPHI.
Xots1 B permoHax Poccuu AeiCTBYIOT TeppUTOpUATIbHBIE
KaHIIep-PEeTUCTPhI, JaHHBIE ITOITY/ISIIIMOHHON BIKMBaeMO-
CTU JETel, UMEIOIIMX 3JI0KAaUYECTBEHHBIE OITyXOJIU, KpaliHe
cKynaHbl. Ha Hall B3IJIsim, OMBIT BENGHUST U YUeT METCKUX
OHKOJIOTMYECKHUX 32001 BaHUI B PA3BUTHIX CTPaHAX MOXET
CITYXKUTh OPUEHTUPOM B PA3BUTUH OTEYECTBEHHOM TeTCKOI1
OHKOJIOTMYECKOM CITY>KOBbI.
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luarHocmuKka u neyeHue nocmmpaHcgy3uoHHoll neperpys3ku
iKenesom B AemcKoil remamonoruu: 063op numepamypbi

H.A. BatmanoBa, T.T. Banmues, K.. Kupruzos, C.P. Bapdoaomeesa
DI'RY «Hayuonanvhoiii meOuyunckuil uccaedosamensckutl yenmp onxosoeuu umenu H. H. Broxuna» Munszdpasa Poccuu;
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Konmaxmmuvie dannvie: Hamanvs Anopeesna bammarnosa batmanova_nataly @mail.ru

Tpancghyzuu spumpoyummnoil maccol/836ecu 6x005m @ co8peMeHHble CMAHOapmbl cONPo8OOUMENbHOL Mepanu aHeMU4ecKoe0 CUHOPOMA
npu 000pOKaAHecmEeHHbIX U 310KA4eCMBEHHbIX 3a001€6AHUAX CUCMEMbl KPO8U KAK y 83pocavix, mak u'y demeii. OcobenHocmu mema-
004uU3Ma Jicene3a @ opeaHume 4ea08eKa npu Mmpanc@y3uax IpUmpoyumco0eplIcauux cped npueoodsm K e20 NOBbIUEeHHOMY HAKONAEHUI0
6 0P2aHaxX U MKAHAX C PA38UMueM NoCMmmpanc@y3uoHHol nepeepy3ku Jceae3om. Knunuueckue nposgaenus 0aHHO20 COCMOAHUS PA3AUYHbL
no cmeneHu msadjcecmu, HO NPU OMCYMCMBUU XeAAMOPHOI Mepanuu Mo2ym npueecmu K JCU3HEY2POICAIOUUM 0CA0JICHEeHUAM. B o63ope
AUmMepamypol ONUCAHbL OCHOBHbIE NPUYUHDBI Nepecpy3KU Jicene3oM, KAUHU1ecKue nposaeneHus, a makjce OUaeHOCMUKA U AeveHue u30uimoy-
HO020 HAKONAEHUS Jicene3a 8 opeaHusme.

Karouesnie caoea: nepecpyska icenezom, xeaamopHas mepanusi, deghepasupokc, MueaooucnAacmuvecKul. cCuHopom, HacaeocmeeHHble
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Diagnosis and treatment of post-transfusion iron overload in pediatric hematology: literature review
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N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe shosse, Moscow, 115478, Russia

Packed red blood cells are important part of modern treatment recommendations of anemic syndrome in benign and malignant diseases
of hematopoietic system in both adults and children. Special features of iron metabolism in the human body after erythrocytes-containing
transfusions lead to its increased accumulation in organs and tissues and post-transfusion iron overload development. Clinical manifestation
of post-transfusion iron overload varies, but in the absence of chelation therapy can lead to life-threatening complications. This literature
review describes the main causes of iron overload, clinical features, and diagnosis and treatment of iron overload.
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BBenenue

3abojieBaHUsI CUCTEMbl KPOBU MPEICTABISIOT COOOM
TeTEPOreHHYIO IPYMIy 100POKAYECTBEHHBIX U 3JI0Kade-
CTBEHHBIX COCTOSTHUIA, B JIEYCHUM KOTOPBIX 0CO00E MECTO
OTBOJUTCSI 3aMECTUTEJIbHOM Tepanuy KOMIIOHEHTaMu
kpoBu. OkoJio 1,1 % nanyeHToB OTAeICHUIM TTeAuaTpude-
ckoro npoduis B roa B CIIA sBasitoTcsl peuunueHTaMu
CBEXXe3aMOPOXEHHOM Ia3Mbl, 2,1 % — 3pUTPOIIUTHOMI
B3Becu U 4,8 % — KOHIIEHTpaTa TPOMOOILIMTOB, YTO COCTAB-
JsieT okoso 425 000 mo3 reMokoMmnoHeHToB B rof. Ilo
JIaHHBIM PETPOCIeKTUBHOro ucciaeaoBaHus A.D. Slonim
et al., MpOBeIEHHOIO Ha OCHOBAHWU BBIITMCHBIX ITUKPU-
30B 1 MJIH MalMeHTOB IeauaTpuieckoro npodwis, 5 %
0OJIbHBIX HYKIJIUCh B TPAaHCMY3USIX TEMOKOMITIOHEHTOB,
cpenu Kotopbix 17,5 % cocTaBiisidi HOBOPOXKIEHHBIE 10
30 cyTok ku3Hu [1]. Y B3poCabIX MAaUMEHTOB B PYyTUHHO
MpakTUKe Haubojiee paclpoCTpaHEHHBIMU T'€MOKOM-
MOHEHTaMU Ul TpaHChy3Uid SIBISIOTCS 3PUTPOLIMTHAS
B3BECh M CBEXE3aMOPOXEHHas IlIa3Ma, peXe HCIIOJIb-
3YIOTCSl KOHIIEHTPAT TPOMOOIIMTOB, KPUOIPEIUITUTAT
M KOHLIEHTpAT IPaHyJIOMTOB, TOra KaK B IeauaTpuye-
CKOI1 ITpakTHKe HanboJjiee pacpoCTpaHeHbl TpaHCHY3UU
SPUTPOLIMTHON B3BECU M KOHLEHTpAT TPOMOOLUTOB [2].
B moHoueHTpoBoM uccienoBanuu F. Gauvin et al. 3ame-
CTUTEJIbHBIE TPaHC(hY3UU 3PUTPOLIMTHON B3BECH IPOBO-
nuauch 22 % TalMeHTOB IMOCIe KapaIuOXUPYPrUIeCKUX
onepanuii, 21,6 % cocTaBiIsIM HEIOHOIIEHHbIE HOBO-
poxneHHble, 10,9 % — GoJbHBIE CO 3710KaYeCTBEHHBIMU
HOBOOOpa3oBaHUSIMU U 9,6 % — ¢ HE30KaYeCTBEHHBIMU
reMaToJIOrn4ecKuMHU 3abojieBaHusIMH [3].

TpaHcdy3un SpUTPOLIUTHON B3BECU — HEOTHEM-
JleMasl 4acTb COIIPOBOIWTE/IbHOM Tepamuy IalueHTOB
C aHEeMUYEeCKMM CHHIPOMOM, pPa3BMBIIMMCS Ha (hoHE
KOCTHOMO3TOBOIl HEIOCTAaTOMHOCTH, WHAYLIMPOBAHHOM
MOJUXUMMOTEPAITUMEN WIM TaTOJIOTMYECKUM IPOLIECCOM
B KOCTHOM MO3re (alulacTU4eCKOi aHeMKeil, MUETOIMC-
miactuyeckuM cuHapomom (MC) u ap.). [TokazaHuem
K IMPOBEAICHUIO TpaHCHY3UU SPUTPOIIUTHOM B3BECH SIBJISI-
eTCsl CHUXKEHME YPOBHS FeMOIJI00MHa HXKe 7—8 T/IJ1 MpUu
OTCYTCTBMM KM3HEYrpoXKalolmx oclioxXHeHui. YacTora
OCJIOXKHEHMIT TeMOTpaHC(HY3MOHHOM Tepanuu y Ialu-
€HTOB TeIMaTpUIecKoro npoduist cocrapisieT ot 6,2 10
10,7 % na kaxnpie 100 TpaHCchy3Uit SpUTPOLIUTHOM B3BE-
cu. 1o mJaHHBIM MCCIIEOBaHMIA, YACTOTA Pa3BUTHSI ITOCT-
TpaHC(Y3MOHHBIX OCIOXKHEHMH y AeTeld B 2,6 pa3a BhIllIe,
YeM Y B3pOCbIX MaleHToB [2]. CriekTp nmocrrpaHcdy3u-

OHHBIX OCJIOXKHEHUI BKJIIOYAET Pa3BUTHE HECOBMECTH-
MocTu 110 cucteMe ABO, pa3inuHble peakluy HeMeJIeH -
HOTO THIA, BKJIIOYas aHa(bUIaKTUUECKUIA 110K, OCTPHIA
reMoJIn3, pa3BUTHE TPaHC(HY3MOHHO-aCCOLMMPOBAHHOIO
OCTPOTO JIETOYHOI'O ITOBPEXACHUsSI, DPa3BUTHUE OCTPOM
peakliMyd <«TpaHCIJIaHTaT MNpoTUB Xo3siuHa» (PTIIX),
a Takke Iepenady GakTepuaibHbIX M BUPYCHBIX MH(EK-
LIMOHHBIX areHTOB MpM HAJIWYUKU WMHOUIIMPOBAHHOIO
noHopa (renatut B, rematut C, BUpyc UMMYyHOIe(ULIMTa
yejioBeKa, reprec 1, 2, 6, 8-To TUITIOB U p.).

ITaTodu3uoiorus neperpy3ku xeje3om

XKenezo — HeoOXOONMMBbI MUKPO3JIEMEHT, Urparo-
LM KJIIOYEBYIO POJib B Ipolleccax MeTaboJM3Ma, pocTa
U nponudepaluy KIETOK, KOTOPBIM TakXke SIBISIETCS
HE3aMEHUMBIM 3JIEMEHTOM JUISI OOJIBIIMHCTBA OCJIKOB,
BKJIIOYasi TeMOIJIOOWH U LIUTOXPOMBI. 2Kejie30 yyacTByeT
BO MHOTHUX BaXXKHBIX 3Tallax MeTabo/r3Ma KJIETOK: 0OMeH
KHCJIOpO/a, CHUHTE3 TIeMa, IPOAYKIMS KHUCIOPOIHBIX
panukanoB, cuHTe3 U penapauus JIHK, poct u npoau-
depamust kiaeTok. B opraHmsme 310pOBOTO UesIoOBeKa
COIEPXUTCS OKoo 3—5 T keje3a, U3 KOTOPOro 00Jjib-
mast yactb — 2100 Mr — BXOAMT B COCTaB KJIETOK KPOBU
M KOCTHOTO Mo3ra. B cocTaB apUTpOIIUTOB BXOAUT OKOJIO
60 % Bcero myna xeje3a, OCTaBIlIeeCs METaOOJIMYECKU
AKTHUBHOE XeJe30 (0Koso 25 %) HaXxoauTcs B CBSI3AHHOM
¢ OeJIKkaMU COCTOSIHUM; CBOOOJHBIC MOHBI XKeJie3a MOIYT
MPUCYTCTBOBATh B KpailHe HU3KUX KOHIIEHTpaluusx [4].
M36bITOYHOE KeIe30 B OpraHM3Me COAEPKUTCS B KIIET-
Kax PeTUKYJIOIHIOTEIUAIbHON CUCTEMBbI, OIHAKO MPU
M30BITKE, MPEBHIIIAIONIEM e€ HAKOTUTEIbHbIC (DYHKIIUH,
aKTMBHO BBICBOOOXIAETCsS B IUIa3My KpoBU. B HacTos-
1M MOMEHT omnucaHo Oosiee 20 OEJIKOB, y4aCTBYIOLIUX
B MeTaboJIu3Me XKeJie3a, U3 KOTOPbIX OCHOBHBIMU SIBJISI-
[oTCsl: TpaHchepprH, TpaHC(HEPPUHOBBIE PELEITOPHI,
GdepputuH, 6eaku-TpaHcrnoprepsl (DMT-1, deppomnop-
THUH), (beppPOOKCHUIa3bl U TercuauH. B HopMe KonmyecTBa
TpaHcdepprHa JOCTaTOYHO Il CBSI3bIBAHUST CBOOOIHOTO
Kese3a, OJHAKO IpU JaJIbHEHIIeM pocTe yPOBHS Kelie3a
MPOUCXOIUT AeULUT TpaHcheppuHa [5].

ExxenHeBHas1 IPOAYKIIUSI SPUTPOLIUTOB B OpraHu3Me
YeJioBeKa cocTaBisieT 0koJio 80 % nmoTpeOHOCTHU B XKejlese
u TpedyeT 20—24 mr [5]. DTo Kene30 Mporu3BOAUTCS IIaB-
HBIM 00pa3oM IOCPENCTBOM MaKpodarajlbHO-0ocpe-
JIOBAaHHOTO KaTaboJIM3Ma reMorio0OMHa M3 MOrMOaoImnx
apuTpolMToB. COOCTBEHHBIE 3PUTPOLUTHI U KIIETKH,
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IMOCTYyMAIOIINE B OPTAHU3M C TeMOTpaHC(DY3UIMU, 3aKaH-
YUBAIOT CBOM JKM3HEHHBIM LMKII, pa3pyllascb CUCTEMOW
darormTHpyOIMUX MaKpodaroB, IOCIEe YEro KeJe3o
MePEXOANT B ITYJI, CBSI3aHHBINA C TpaHCHEPPUHOM ILUIA3MBL.
HecpsizanHoe ¢ TpaHCc(hepprHOM KeIe30 IIa3Mbl 3aXBaThl-
BaeTCs KJIIETKAMM TKaHeH 1, TaKM 00pa3oM, He TTOIJIEKUT
KoHTpoImo. [lomoOHOe HEKOHTPOJIMpYyeMOe ITOCTYIUICHHE
Keje3a, He 3aBHUCSIIee OT BHYTPUKIICTOYHOTO ITyJIa, TIPUBO-
IIAT K YBEJIMUCHUIO COMEepsKaHMsI CBOOOIHOTO XKeje3a IINTO-
ma3mbl. CrieoBaTeIbHO, TOMEOCTa3 KeJie3a TIPeICTaBIsIeT
c000i1 3aMKHYTYIO CUCTEMY: OT TpaHc(epprHa TUIa3Mbl 10
SPUTPOLIUTOB, OT 3PUTPOLIUTOB JI0 MAKPO(DAroB 1 OT MaKpO-
(haroB o TpaHcheppHrHa IMIa3Mbl COOTBETCTBEHHO [5, 6].
[ mommepkaHWs ONTHMAJBHOTO TOMeocTasa kKeje3a
TpebyeTcst OajlaHC Mexay adbcopOuueit U peLupKyasim-
eil, omocpeaoBaHHON Makpodaramu, M3-3a OTCYTCTBUS
B OpraHu3Me 4YejloBeKa pPeryJIMpyeMOro BPOXICHHOTO
MeXaHHM3Ma SJIMMUHALINY M30bITKA Xejie3a [6, 7].

He cBsizaHHOEe ¢ TpaHcheppuHOM Xeye30 IU1a3Mbl
NIETIOHUPYETCS B TKAHSIX C BBICOKMM YPOBHEM PELIENITOPOB
TpaHcdeppuHa (neyeHb, cepale, TMnodu3 U Momxesy-
JIo4yHasd xenes3a) [7]. BHyTpuKaeTOUHbIE TyJIbl SBISIOTCS
KJTI0YEBBIMM MeIMaTOPpaMM TOKCUYHOCTH Keje3a.

M30bITOuHOE  XKeyle30 aKTMBHO  HaKarlIMBaeTCs
B CEpICYHOI MBIIIIIC, BBHI3bIBASI PA3BUTHE TUIEPTPODUUN
U IWIaTallid MUOKapaa, pa3pylieHre BOJOKOH MUOKap-
a1 pexe — ¢puopo3s. Y noanTtpaHcy3mpoBaHHBIX A~
€HTOB, He TTOIYJaBIINX XeJIaTOPHYIO TEPAIIO, CepacTHas
IUCHYHKIINS MOXET MPOSIBISIThCSA yepe3 10 et u 6oiee
ITOCJIe IPOBEICHHBIX TeMOTpaHC (Y31l B BUIC MUOKAPI-
Ta ¥ Pa3BUTHUSI JISTOYHOM TUIIePTEH3NMN.

IMopaxeHue TIeueHN SIBIISICTCS HaOOJIee YaCcTOM TIpH-
YUHON CMEpTH TOIUTPaHC(PY3UPOBAHHBIX IAIIMCHTOB.
[Tpu OTCYTCTBUM COOTBETCTBYIOIIEH XeIaTOPHOM TepaITui
B TeueHue 2 JIeT Tocjie TpaHC(y3uil TeMOKOMITOHEHTOB
MPOUCXOIUT U30BITOYHOE HAKOTUIEHHWE KoJutareHa u (hop-
MUpPOBaHUE NOPTAIbHOTO (hrudpo3a.

M30bITOUHOE OTIOXKEHME XKeJie3a B runodu3e TpruBo-
JIAT K HAapyIIEHWIO TTOJI0BOTO co3peBaHus y 50 % naiueH-
TOB TIOJPOCTKOBOTO BO3pacTa, y 5 % B3pOCIBIX OOJIBHBIX
BO3MOXHO pa3BuTue nuabera. HakomieHuto u30bITOY-
HOTO KeJie3a TakXkKe TMOABEPXKEHbI TKaHW IIUTOBUIHOM,
MapaliMTOBUIHON Keje3, HaAMOYeYHUKOB, YTO MOXKET
cTaTh MPUYMHON JIETOYHOM TUIEPTEH3UU, AWIaTalliu
MPaBbIX OTIAEJIOB CEPALA U PECTPUKTUBHBIX HAPYLIEHUIA
nerkux. [TaTonornueckue a(p@PekThl Meperpy3Ku Keae3oM
CO CTOPOHBI OPTaHOB U CUCTEM ITpeACTaBIeHbI B Ta0. 1.

B opranusme uyeioBeka Keae30 HE CHMHTE3UPYETCS.
B anTeHaTaabHOM Mepuoje TIoA ImoydaeT okosao 300 mr
Kenesa 4yepes IUiameHTy oT marepu. [locie poxxaeHMs
pebeHKa CTapTOBBIN 3amac xeje3a ObICTpPO YBeJIMYMBa-
eTcs 3a CYeT IMOCTYIUICHUS IUIIEeBOTO XeJjie3a: cHaJaia
n3 JakToepprHa MOJOYHBIX IMPOAYKTOB, B JalIbHEH-
IIIeM — 3a CYET TeMOBOTO XeJle3a 1 XKeJle3a paCTUTEIbHBIX
mponyKToB. [lociae HOCTMKEHWSI BO3PACTHON HOPMBEI,
comepXKaHUe XKejle3a ITOMICPXKUBACTCSI Ha ITOCTOSHHOM
YpOBHE ITyTeM 3aMellleHIsT Hen30eKHBIX ITOTeph BCAaChIBa-
HUEM TIHMIIEBOTO Xejie3a. B pr3monornueckmx yciroBusx
exemaHeBHO TepsieTcst He 6ostee 0,05 % (< 2,5 mr) obie-

Tadmma 1. [Tamonoeuueckue cocmosHus, 006ycroeaeHHble nepeepy3Koil
Jcenesom

Table 1. Pathological conditions due to iron overload

Opran-mlmenb IIaTonornyeckue COCTOSTHUS

Target organ Pathological conditions
DHIOKPUHHAsS cucTeMa  [MITOTOHAAN3M, TUIIOTUPEOUIN3M, TUabeT
Endocrine system Hypogonadism, hypothyroidism, diabetes

YBenudyeHne prcKa BHE3aITHOM CepeyHON
cMepTH, nHMAPKT MUOKap/Ia, 3aCTOMHAST
Cepare ceprieyHasi HeOCTaTOYHOCTb, aPUTMHIH
Heart Increased risk of sudden cardiac death,
myocardial infarction, congestive heart
failure, arrhythmias
VBenuueHue pucka pa3BuTHs LIUPPO3a
u Gubpo3a, HyHKIMOHATbHBIE HAapyIlIe-
Meuens bubposa, GyHKI py
. HUSI, TeTIaTUT
Liver

Increased risk of developing cirrhosis and
fibrosis, functional disorders, hepatitis
TonoBokpyXeHus1, TOJIOBHBIE O0JIH,
MoTepst MaMsITU
Dizziness, headaches, memory loss

To0BHOIT MO3T
Brain

BoseBoii cuHAPOM, apTPUTBI/apTPOTATHH,
XOHIPOKAJIBITMHO3
Pain syndrome, arthritis/arthropathy,
chondrocalcinosis

KocTu u cyctaBbr
Bones and joints

ro KOJWYEeCTBa kKeje3a. DTU MOTepU BKIIOYAIOT XeJe3o,
yIOAISIONIeecs] CO CIYIIMBAIOIIMMCS BIUTEINEM KOXHU
U U3 XKeTyI0YHO-KUIIIEYHOTO TpaKTa, C IIOTOOTACICHUEM.
Cronbko xe (1—2 Mr) xeie3a exXeTHEBHO BCACBIBACTCS
B KuIlIeuyHUKe [7].

B HOpMe cyTOYHOE MOCTYIUICHME Xejie3a ¢ IMIIei
cocraBisier 1—2 M. Kaxmasa tpancoysusa 250 mu spu-
TPOLIMTHOM Macchl, TTOJay4eHHOU n3 420 MJI JOHOPCKOI
KpoBH, cogepxuT 200 MT XeJe3a, KOTOpOe 0CBOOOXKIaeT-
¢ MakpodaraMm CeJIe3eHKHN U MIEYCHU W PeIUPKYIUPYET
B OpraHu3Me penumnueHrta. Takum obpazom, ¢ 1 mosoit
SPUTPOLUTHON Macchl 0obHOI Toaydaer 200—250 mr
Keyesa, yTo B 20 pa3 mpeBbilIaeT HopMmy. MI3BeCTHO, UTO
OosibHbIE OOJIbIION (OpMOIl TamacceMuu ¢ TpaHchy-
3uAMHU  exeaHeBHO mosydaor 0,3—0,6 Mr/kr xesesa,
60abHBIM ¢ MJIC B TeueHue 2 net BBoauTcs okoyio 100
J103 9PUTPOLIMTHOI Macchl, UTo cocTanisieT 20 T kese3sa.
TakuM oOpa3oM, TIpU XPOHUUYECKUX TpaHCPY3UsIX exkeMe-
CSIYHBII U30BITOK XeJe3a Yy B3pOCbIX cocTaBisgeT 1—1,5 T,
y neteit — 0,5—1,0 r [8].

DnuaeMUO0JIOTHS

B HacTosImii MOMEHT HET OITyOJIMKOBaHHBIX UCCIIe-
JIOBaHU, OMPEnesSIoNIMX PacpOCTPAaHEHHOCTh TMepe-
TPY3KHU KeJe30M IPpY pa3IMYHbIX Ho3osorusx [9]. Puck
Meperpy3ku KeJae30M IPsIMO IPOMOPLIMOHAJIEH KOJIMYe-
CTBY TeMOTpaHChY3Uil TpU pa3IMYHbIX reMaTOJIOTUYe-
cKkux 3abosieBaHusX. I1o MaHHBIM pa3IMYHBIX aBTOPOB,
28—34 % mnaumentoB ¢ MIC uMeOT KpaifHe BBICOKHUIA
PUCK ITePerpy3KH KejIe30M, OMHAKO ITOA4EPKUBACTCS, YTO
BbICOKasl TpaHC(Y3MOHHAsI 3aBUCUMOCTb Y TaKKX 0OJIb-
HBIX aCCOLUMUPOBAHA C HEOJATrONPUITHBIM MCXOIHBIM
MPOTHO30M 3a0oJeBaHus [9].

KimHuyeckue CHHIPOMBI Eperpy3Ku Kejie30M
CI/IHI[]DOMLI TEPCTPY3KN 2KCJIC30M  JICTIATCA Ha HaACICI-
CTBCHHLIC, WJIN BPOXKACHHBIC, a TAKXKE BTOPUYHBIC CUHAPOMBI.
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Knaccudukanms coCTOSHUIA, COIMPOBOXIAIOIINXCS
neperpy3koii xkene3oM (A. Siddique, 2012 1) [10]:
1.  CewmeiiHble MU BpOKAEHHBIE (DOPMBI T€MOXPO-
MaTO030B:
1.1. BpOXXIEHHBII FeMOXpOMaTO3;
1.2. romo3urotHas myTtanus B reHe C252Y;
1.3. rerepo3urotHast myTtauus B reHax C252Y, H63D;
1.4. npyrue myrauuu reHa HFE.
2. IOBeHWILHBIN reMoxpoMaros (MyTaums reHa HFED).
3. Myrauusa peuenTtopa TpaHcheppuHa (MyTallus

reHa HFE3).
4.  Myrauus pepporosatuna (myrauus reHa HFE4).
5.  Auepynornia3MUHEMUsI.
6. ArpaHcheppuHEMUS.
7.  Tleperpy3ka Xejle30M HOBOPOXKIECHHBIX.
8.  AyTOCOMHO-IOMUHAHTHBII FTeMOXPOMATO3.
9. IIpuobpeTeHHas meperpyska Xxeje30oM:

9.1. aHEeMUM MEePETPY3KU KEJIC30M:
9.1.1. sputpobaactuueckass aHemus (OeTa-Tajgac-
cemusi);
9.1.2. cunepobnacTHast aHEMMUS
9.1.3. xpoHHYeCcKas FTeMOJIUTUYECKAsT aHEMUS.
9.2. Ileperpy3ka xkeae30M, BbI3BaHHAsI U30BITOUHBIM
€T0 MOCTYIUICHUEM C ITUILEH.
9.3. XpoHHnueckue 3a00JeBaHUS TICYCHU:
9.3.1. rematur C;
9.3.2. anKkoroJjibHas1 00JIe3Hb TTEYCHMU;
9.3.4. XupoBoii rernaros;
9.3.5. KoxHas nopdupus.

IMopaBnstioniee OONBIIMHCTBO CiIy4aeB CHUCTEMHOM
MEeperpy3Ku KeJae30M MPUXOAUTCS Ha BPOXICHHBIC
reMOXpOMaTO3bl, aHEMMH, COIIPOBOXKIAIOIIUECS IIepe-
Ipy3KOi Xeyie30M (TajlacCeMUM, BPOXKICHHBIC TU33PH-
TPOTMOITUYECKUE AaHEMUU, CHUAEPOOIACTHbIE aHEeMUU,
MAC), a Takke BTOpUUHBIE (DOPMBI IEPETPY3KU, BbI3BaH -
Hble TpaHCHY3UIMU SPUTPOLIMTHO B3BECH.

ITemoxpomaro3 — HLA-accouumnpoBaHHOE BPOXKIEH-
Hoe 3a0oJieBaHME, HacJeayeMoe IO ayTOCOMHO-pelec-
CUBHOMY THITY, CBSI3aHHOE C BBICOKHMM BCaChIBaHHUEM
XeJieda TacTPOMHTECTUHAJIBHOM CIM3UCTOM, BEOYIIUM
K NaTOJOTMYECKOM IeTTO3M MU U30bITKA XKejle3a B IeYeHU
u apyrux opraHax [10]. PacmpocrpaHeHHOCTh Haciem-
CTBEHHOT'O TeMOXpoMaTo3a BapbupyeT oT 1 ciydas Ha 250
yesoBeK, npoxupatomux B CeBepHoii EBpomie, B CILIA
HACUYMTBHIBAETCS OKOJO 1 MJIH 4YelOBeK, Ipeapacioio-
KEHHBIX K TeMOXpPOMaTo3y U OKoJio 150 ThIC. OONBHBIX,
y KOTOPBIX 3Ta 00JIe3Hb AUarHocTupoBaHa. Takum obpa-
30M, BEPOSTHOCTb Pa3BUTHUsI TEMOXPOMATO3a COCTABIISIET
0,33 % [11]. Oko:10 10 % HaceneHUs SIBJISIIOTCSI TETEPO3U-
TOTHBIMU HOCUTEJISIMU PEIIECCUBHBIX TEHOB. ¥ OOJIbBHBIX
reMOXpOMaTO30M IIPOIIECC M3OBITOYHOIO HAKOILICHUS
JKeJie3a HauMHAETCsl ¢ POXICHUSI, TTPOUCXOAUT MeJIeH-
HO B TeyeHUe Bcelt xku3Hu. Kak mpaBuio, KInHUYECKas
ero MaHudecTanus y My>XYMH HauyMHAETCSI B BO3pacTe
40—60 nieT, a y XKeHIIMH, Oyiarogapst peryasipHbIM (GU3K10-
JIOTUYECKUM KPOBOMOTEPSIM, CHUMIITOMBI 3a00JIeBaHMS
MTOSIBJISTIOTCST TOJIBKO TTOCTIE MEHOITAy3bl — 3TUM OOBSICHSI-
eTcd, ToYeMy reMoxpomMaTo3 quarHoctupyercst B 2—10 pa3
yalle y My>X4uH, 4eM y XXeHIIuH [11].

JInarHocTKa meperpy3ku xKejxe3omMm

JurarHocTvKa 1 OLIeHKa CTEIIeHU MePerpy3KHu XKeJe30M
MOXeT OBITh MPOBENeHAa KaK Y MallMeHTOB, HE IOJIyJaro-
IIMX MHOTOKpaTHbIE TpaHCHY3UM KOMIIOHEHTOB KPOBH,
TaK M y MOJUTpaHC(HY3UPOBAHHBIX 0OMBHBIX. KimHuye-
CKUe MPOSIBJICHUS, KaK ITPaBUJIO, PA3BUBAIOTCS IIPU TSKE-
JIOI CTETeHHU MePerpy3KM KeJe30M U BKIIOYAIOT TeIaTuT,
TenaToLE/UTIOJISIDHYIO KaplIMHOMY, OMa0eT U JIpyrue
9HIOKPUHHBIC HAPYIIEHUS, a TaKXke KapIuOMMUOIATUIO
[12, 13]. YuuTbhiBasi OCOOEHHOCTM HAKOIUICHUS, IIOpP-
TaJbHBIN (pUOpPO3 nmeyeHu GopMUpyeTCs B TeUeHUeE 2 JeT
OT Havaja TpaHC(hY3MOHHOI Tepammuu, YTO B KOHEYHOM
WUTOTe IMPOBOAUT K MIEYEHOUYHOI HemocTaTouHoCcTU. Hako-
TUICHUE XeJie3a B cepalle (Jallle y MalMeHTOB ITOXUIOTO
BO3pacTa) COIPSIKEHO C pa3BUTHEM apUTMUIA, cepiaed-
Ho#l HemoctaTouHOCTH. [lopaxkeHue cepmaiia sBIsIETCS
MPUYUHOM cMepTU OOJIbHBIX OOJIBbIIONM TajacceMueii [7].
V maumenroB ¢ MJIC u HacieACTBEHHBIMM TpaHCDY-
3MOHHO-3aBUCUMBIMI aHEMUSMHU 4YacTO BeAylleil mpu-
YUHON CMEPTHU SIBIISIETCS CepAeYHasi HeIOCTaTOUYHOCT,
BbI3BAaHHAsI TOCTTPAHC(HY3MOHHOIN KapIMOMMOIIaTUEH.
Kpome Toro, kene30 MoXXeT HaKaIIMBaTbCs B TTOMKETY-
JIOYHOM XeJle3e, IUTOBUIHOM Xeese, runoduse u apy-
TUX OpraHax, IMPUBOIS K HAPYIIEHUIO POCTa U TTOJOBOTO
CcO3peBaHMs y MallMEHTOB JETCKOro Bo3pacTa [14, 15].

CraHgapTHOe 00cCJiefoBaHUE TAIlMEHTOB C TMEPerpys3-
KO XKEJe30M BKJIIOYAeT TILIATEIbHbIA cOOp aHaMHeE3a,
(bM3UKaIBbHBII OCMOTP M AMATHOCTUKY COITYTCTBYIOLINX
3a00/1eBaHMI, OLIEHKY Ha3HadyeHHOro jedyeHus. Hanbo-
Jiee TOCTYITHBIM U PacIIpOCTPpaHEHHBIM METOJOM B PYyTUH-
HOM KJIMHUYECKOU MPAKTUKE SBISIETCS ONPEICICHUE
CBIBOPOTOYHOTO (peppuTuHa [16].

OnTuManbHOI SBIISIETCS OLIEHKA YpOBHSI (heppUTH-
Ha Ha MOMEHT AMArHOCTUKM U Jajiee Kaxable 3 Mec OT
MOMEHTA Ha3HaYCHUS XeJJaTOPHOM Tepanuu. ¥ MaieHTOB
C HE3JI0KAaYeCTBEHHBIMU 3a00JICBAHUSIMU KPOBETBOPHOM
CHUCTEeMBI OIpeleicHUe YPOBHS (heppUTHHA PEKOMEHIY-
eTcs mepe Kaxkaoi TpaHc(y3ueit SpUTpOLIMTHON B3BECH,
Ho He pexe 1 pasa B mecsll [16]. HopManbHble 3HaUeHUS
(eppuTHa CHIBOPOTKU Yy MyXumH — 12—300 Hr/mu,
y XkeHmuH — 12—150 Hr/mn. Huskuii ypoBeHb heppu-
TUHA CBUIETEILCTBYET 00 MCTOIIEHUM 3aImacoB Kejiesa,
yYpOBeHb (heppuTHUHA CBIBOPOTKH Bhilie 1000—2500 Hr/ma
SIBJIICTCS KPUTEPUEM NUATHOCTUKU TIEPEeTPy3KH Keje-
30M U TpeOyeT Hayaja XeJaTOPHOI Tepanmuu. YpOBEHb
epputuHa BoIe 2500 Hr/MII IBISIETCS KpaliHe BHICOKUM
¥ TpeOyeT UCKITIOUEHMS TTOPaXKeHUST OpTaHOB-MUIIICHEA.

VYpoBeHb (eppuUTHMHA  CBHIBOPOTKM  KOPpPEIUpYeT
C KOJIMYECTBOM MPOBEACHHBIX TeMoTpaHcy3uii. Tak, mis
MOBBIIICHUS YPOBHS (heppuTrHa Bbiiie 1000 Hr/m raru-
€HTY IOJDKHO OBITh IpoBeneHo He MeHee 20 TpaHchy3uii
SPUTPOLIMTHON B3Becu. HemocTtaTkoM maHHOTO aHaau3a
SIBJIICTCSI €r0 HMU3Kasl CIeU(PUIHOCTD, ITOCKOIBKY YPO-
BeHb (heppUTHUHA CBIBOPOTKU OIMOCPEIOBAHHO ITOBHIIIIACT-
Cs TIpY BOCTIAJICHU U, Pa3IMIHBIX MH(MEKIIUSIX, HEKOTOPBIX
3710Ka4eCTBEHHBIX 3a00J1eBaHusIX, feduite Butamuta C.
Hnsa momdopa XeaaTOPHOM Tepamuyd U KOPPEKIUMU H03
PYTUHHBIA MOHUTOPUHT (eppuUTUHA PEKOMEHIYeTCs
MpOBOAUTh He pexke 1 paza B 3 Hem Kak y IaIlMEHTOB,
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MOJIy4aloIIUX 3PUTPOLIMTHYIO B3BECh, TaK U Y OOJIbHBIX
I10CJIe OKOHYAHMS CIIEIUAIbHOTO JICUEHMS, TTOTyYaIOIIX
XenaTopHyto Tepanuio [17, 18].

Hacebimenue tpaHcdepprHa xkene3oM — mokasaTeb,
OTpakaloluii YpOBeHb CBOOOIHOIO XeJjie3a ChIBOPOTKM/
CBOOOJHOTO BHYTPUKJIIETOYHOTO Kejie3a. Ilpu ypoBHe
HachIlIeHUsT TpaHcdeppuHa ChIBOPOTKU Boiie 70 %
YPOBEHb CBOOOMTHOIO BHE-/BHYTPUKJIETOUHOTO XKejes3a
noctoBepHO noBbiliaeTcs [18]. [Tokazarenb HachILIEHUS
TpaHcheppuHa BapuabesieH B T€YeHHE CYTOK U MOXKET
BapbupoBaTh OT 5 10 60 % OT HOPMaJIbHBIX 3HAYEHMI
B TeueHue 60 MUH, B CBSI3M C 3TUM MOHMTOPUHT I10Ka3a-
TeJIsl MPEAIIOUYTUTEIEH YTPOM HATOINAK M MCIIOJIb3YeTCsI
B KOMIUIEKCHO OLICHKE CTEIIEHM ITePErPY3KU XKEJIC30M.

Hawnboisiee TOUHBIM U HAAEKHBIM CITIOCOOOM OTIpese-
JICHUSI TIEPEerpy3Ku KeJIe30M SIBJSIETCSI KOHLEHTpaLysl
kesesa B iedeHu [ 16]. CtaHaapToM st MpOBeICHUS JaH-
HOTO MCCJIEAOBAaHUS SIBJISIETCS] OUOTICHUS TMEUeHU, OTHAKO
MpUMEHEHUEe JAaHHOIO METOJa JMMUTHPOBAHO Y IallM-
€HTOB CO 3JIOKAYeCTBEHHBIMU 3a00JIeBAHUSIMU CHUCTEMbI
KPOBHU, KaK IIPaBUJIO, BCJEACTBUE COMYTCTBYIOIICH TPOM-
oouuTorieHnu. HeuwHBa3uMBHOM aJbTepHATUBON MOXET
OBITh TTPOBEICHNE MAarHUTHO-PE30HAHCHOM ToMOorpadun
(MPT) cepaua u nedyenu B pexumax R2, R2—, T2. Ilo
HEKOTOPBIM JIMTEPATYPHBIM NaHHBIM [4], a(pdekTuBHOCTD
JIAHHOTO METOJIa COIIOCTaBMMa C BBIIIOJIHEHHEM OUOIICUM
MEYCHU U KOPPEIUPYET C UCXOAHBIM YPOBHEM (heppUTH-
Ha cbiBopoTKu. [IpoBenenne MPT mo3BojigeT OLEHUTH
CTelleHb HAKOIUICHHUs 3Keje3a B pa3IMYHbIX OpraHax-
MMILIEHSIX, YTO HamOoJjiee BaxKHO Ul MMoOKapaa. McTUH-
HYI0 TEperpy3Ky CepaeYyHOM MBIIILbI IPAKTUUECKU
HEBO3MOXHO OIIPEICIUTh C IOMOILBIO IPYTUX Jabopa-
TOPHBIX TECTOB M COIEPKAHUsI XKeJie3a B IIeYCHMU.

XesaTopHas Tepanus

Xematopbl — JeKapCTBeHHBIE Iperaparhbl, 00Jyama-
IOIIIMe CITOCOOHOCTBIO CBSI3bIBATh M BBIBOAUTH M3 Opra-
HU3Ma M30bITOYHOE Xene3o. CorjlacHO COBpPEMEHHOM
KOHIICIIIMY, O0JIbHBIC, MOJyJYalolIre PeryIspHbIe 3aMe-
CTUTENIbHbIE TPaHC(hY3UN SPUTPOLIMTHON B3BECU, HYXKa-
IOTCS B MPOBEACHUM aJCKBAaTHOW XEJIaTOPHOW Tepamnuwu,
LIEJIbIO KOTOPOIl CIYXXUT CHIDKEHUE YPOBHSI TOKCUYHOTO
JIaOMJIBHOTO 3KeJie3a BHYTPU KIJIETOK M BO BHEKJIETOYHOM
npoctpancte (Fe**, NTBI), cHukeHne oOIIMX 3a11acoB
KeJjie3a B OpraHu3Me, YTO MO3BOJIUT MPEeaOTBPaTUTh TOK-
cuyeckue 3dekThl cBOOOIHOTO Xenesza. CoracHo pas-
JIMYHBIM PEKOMEHIAIUSIM, XeIaTOPHYIO TePaIINIo CICAYeT
HayuHaTh nocjie 10 TpaHCcdy3uil SpUTPOLIMTHON B3BECU
U ypoBHe heppuTrHA CHIBOPOTKHM BhIie 1000 Hr/mua [19].
XenaTopHas Tepamnusi He peKOMEHI0BaHa K IPUMEHEHUIO
y IeTeil 1o 2 JIeT B CBSI3U C BO3MOXHBIMU HeKeaaTelb-
HbIMU 3(deKkTamMu, BAUSIOIIMMU HAa Pa3BUTHUE KOCTHOM
TKaHU U LIEHTpaJIbHOI HEepBHOI cucTeMbl. B HacTosiee
Bpemst B EBpome u CIIA paspenieHbl K TpUMEHEHUIO
3 mpenapaTa BeIOOpa — medepokcamMuH, nedepasupokc,
nedepunpoH, OCHOBHBIMU Pa3IUYUSIMU KOTOPBIX SIBJISI-
I0TCS TIyTh BBEACHUS, NIEPUOL MOJYBBIBENCHUS, a TAKXKE
HexenateabHble siBieHus (HS).

Hedepokcamun (lecdepan™)

JedepokcaMuH MOJIy4YUI LIIMPOKOE pacIpoCTpaHeHUe
B KJIMHUYECKO MpakTuKe B KoHIIe 1970-X ronoB y B3poc-
JIBIX TIALIMEHTOB C TaJlacCeMUell 1 TToKa3all CYIlIeCTBEHHOE
COKpallleH1e OpraHHOM IUCOYHKLIMY U yIy4IlIeHe OO
BBDKMBAEMOCTH Y 3TOM rpymniibl 60abHBIX [20]. [Iedepok-
CaMHUH — XeJIaTOp C YPE3BbIYATHO BICOKOM CEJIEKTUBHOMU
TPOITHOCTBIO K Kejiedy. OmHa MoJieKyna nedepoKcaMu-
Ha CBSI3bIBAaeT OAMH aToM Xeje3a. [Ipemapat obpasyer
CTaOMJIBHBIM KOMIUIEKC C KeJe30M, IMpeAoTBpalliasi ero
BCTYIUICHME B JaJIbHEHIIIME peaKIIMU: CBSI3bIBACT XKeJIe30
(beppuTtuHa 1 remocuaeprHa (Ho He TpaHcheppuHa), 100
yacTeil medepokcamuHa (IO Becy) CBS3BIBAIOT 5 yacTeil
JKejie3a; He B3aMMOJICHCTBYET C 3KEJIe30M IIMTOXpOMa,
MUorIoOMHa M reMmoriooumHa. Llupkyaupyer B KpoBU
1 MEUICHHO MeTaboau3upyeTcss hepMeHTaMM I11a3Mbl
(K HacTosIlLIeMy BpeMEHM He BCe IyTu OuoTpaHcdopMa-
LIMM OXapaKTepU30BaHBI 1OCTATOYHO). JIETKO BBIBOIUTCS
MOYKaMM, HEKOTOPOE KOJUYECTBO BBIICIISICTCS C JKETUbIO
U 9KCKpeTUpyercs ¢ eKaausMu, B CBI3M C YeM IPOTHU-
BOMOKAa3aH MallMeHTaM C HapylleHueM (DYHKIIMM MTOYeK.
He BBI3bIBaeT yBeIWYEHMSI SKCKPELUM SJIEKTPOJUTOB
1 MUKpo3sieMeHTOB. [11KoBast KOHILIEHTpaIlys ImpernapaTa
nocturaetcs yepe3 5—10 MMH OT Havyajla BHYTPUBEHHOM
WHQY3UU, TPU 3TOM NIEPUOJ MMOJYBBIBEICHUS COCTABIISIET
He 6osee 3 4. B ¢BSI3M ¢ KOPOTKMM MEPUOIOM TTOTYBBIBE-
IeHus nechepoKcaMMH Ha3zHayaeTcs IMPEeUMYIIECTBEHHO
B BUJIC JJINTEJbHBIX BHYTPUBEHHBIX UH(Y3UI, TOCKOJIb-
Ky IIpu TepopajibHOM IpuemMe o0JiaJaeT KpailHe HU3KOM
OMOJOCTYITHOCTBIO. YUMTHIBas OCOOCHHOCTH (papMaKko-
KMHETUKM, TpernapaT Ha3HadaeTcsl 5—7 p/Hed, 4yTo He
BCeraga SBISIETCS YIOOHBIM MJis TallMeHTa, ITOCKOJIbKY
TpeOyeT HaxOXXACHUS B CTalliOHape.

JedepokcaMrH TIPOTUBONOKA3aH K MPUMEHEHUIO
y neteit 1o 3 yet, Tak Kak Obumi 3acdukcupoBanbl HA co
CTOPOHBI OCEBOIO CKeJleTa — JAeMUHEpaIu3alnsl KOCTHOM
TKaHU TTO3BOHKOB, 3a7epXKa pocTa AUCTAJIbHBIX MeTachu-
30B JIOKTEBBIX, JIY4EBBIX 1 OONbIIEOSPIIOBLIX KocTei [15].
V B3poCIBbIX MALMEHTOB OMMCAHbl TOKCHMYeCcKHe (PPeKThI
Ha CeTYaTKy, B TOM YKCJIe TTOTepsl LIEHTPAJIbHOIO 3PEHUSI,
CEHCOHEBpaJIbHAs IITyX0Ta, KOXKHas Chib. KpaitHe penkumu
CHCTEeMHBIMU OCJIOKHEHUSIMU SIBJISTIOTCST OCTPasi bIXaTe b~
Has HEIOCTaTOYHOCTb, MOYEYHAs HEIOCTaTOYHOCTh IIPU
MPYMEHEHUH BBICOKHX 103 TIpernapaTa. YUUTbIBasi 0COOEH-
Hoctu HA, mpu npumeHeHnn neepokcaMmHa HE0OXOIMMO
MPOBEICHNE ayIOMETPUI, OCMOTP Bpada-opTaabMoora.

Hedepasupokc (IxkaneHy)

Hedepazupokc ogo0opeH YIpaBieHUEM 110 KOHTPOJIIO
KaveCTBa MUIIEBbIX IIPOAYKTOB U JIEKAPCTBEHHBIX CPEICTB
CIIA (FDA) mis ncrnosib30BaHUs Y MAllMEHTOB C Tepe-
rpy3koii kene3om B 2005 . B mccnenoBaHusX y moau-
TpaHcdy3upoBaHHBIX naneHToB ¢ MJIC nedepasupokc
IOKa3ajl JIOCTOBEPHOE CHUXEHUE YpPOBHs (eppUTUHA
CchIBOpOTKM KpoBu [14]. B uccnegoBanuu I1 ¢a3br Tak-
K€ T0Ka3aHo, 4To Aedepa3srpoKC TOCTOBEPHO CHIKACT
HaKOILJICHUE 3KeJie3a B IMeYSHU y MOIUTPaHChy3MPOBaH-
HbIX TTareHToB ¢ MJIC [21].
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Jedepa3upokc B MpoBeAeHHBIX KIMHUYECKUX UCCIe-
JTIOBaHUSIX ITOKAa3aJI XOPOIIIYIO IepeHOCUMOCTh M He3HAUM -
TEJbHOE KOJIMYECTBO IMOOOYHBIX 3(PHEeKTOB (YyMepeHHast
TOIIHOTA, 3MU30AMYecKasl pBOTa, aOJOMUHAJIbHBIN O0J1e-
BOM CHMHIPOM, KOXHas cbib) [22]. CiemyeT OTMETUTB,
yto nepeunciaeHHbie HA Obl1n xapakTepHbI IJ1s1 TOXKUIIBIX
MMAIleHTOB, OOJIPHBIX C HAPYIICHUSIMU (HYHKIIMI TTeIYCHN
U TTOYEK, a TAKKe MAIIMEHTOB ¢ KpaifHe BBICOKUM PUCKOM
pazButusg BropunuHoro M C. I1pu mpuMeHeHUN Tipena-
paTa B pyTMHHON MpaKTHKe HEOOXOINM TIEPUOTNICCKUIA
MOHUTOPHUHT (DYHKIIMI TTOYEK U TTICYCHM.

HasnaueHne xemaTopHOI Tepanuu aedepasrpoKCoM
TOKa3aHO B CJICAYIONINX KITMHUUECKUX CUTYaITUsIX.

1. Hanuuume poKazaHHOW MEPErpy3Ku KeJie30M
y TpaHC(hY3MOHHO-3aBUCUMBIX OOJIBHBIX:

- C HACJIEACTBEHHO! MAaTOJIOTUEN 3PUTPOHA: Tajlacce-
MMUSI, CEPITIOBUIHO-KJIETOYHASI aHEMUSI U Ipyrue penkue
(opMBbI HaC/IECTBEHHBIX TEMOJIUTUYECKUX aHEMUIA,

- ¢ MIAC Huskoit creneHu pucka (pedpakrepHas
aHeMUsI, B TOM YHUCJIe C KOJBLEBBIMU CUAECPOOIACTaMu,
5Q-CUHIPOM), C OXKUIaeMOI MPOJOIKUTETbHOCTBIO XKU3-
Hu OoJjiee 1 roaa;

- MEePBUYHBIM MHUETO(GUOPO30M C OJAaronmpUsTHBIM
WJIH IMPOMEXXYTOYHBIM ITPOTHO30M.

2. Hannuue nokazaHHOI Neperpy3Ku KeJie30M Y 00Ib-
HbIX reMo0bjiacto3amu win MIC, oxXugamoimux mpoBeae-
HUS aJUIOTeHHOM TpaHCIUIAHTALMM TeMOITOATUYECKMX
CTBOJIOBBIX KJIETOK.

Jedepa3upokc BBIMYCKaeTCs B IMepopajbHOii (popme
u objamaeT UIMTEIbHBIM IIEPUOIOM ITOJYBBIBEICHUS
(14 49), 9TO SABISICTCSI TIPEUMYIIECTBOM ISl TIAIIMEHTOB.
Y OONBHBIX € HHU3KOM TpaHC(PY3MOHHON HArpy3Koii
(< 2 emMHUIL SPUTPOLIMTHON MACCHI B MECSII) Ha3HAUYCHNUE
nmedepazupokca B go3ze 10 Mr/Kr/cyT sIBIsieTCsS OOCTa-
TOYHBIM JUISI CHYDKCHUSI COIEpsKaHMS Kejie3a B TKaHU
reyeHu. Y OOJIbHBIX CO cpefHelt (2—4 en/mMec) u BEICOKOM
(> 4 en/mec) TpaHcdy3nOHHOI Harpy3kou 3hbeKTUuB-
HBIMM J03aMu Jedepasupokca sBistorcss 20 Mr/Kr/cyT
u 30 Mr/KT/CyT COOTBETCTBEHHO [8].

Jedepunpon (B Poccmiickoii @enepanym He 3aperu-
CTPUPOBAH)

IIpenapat 3apeructpupoBaH 0ojee 25 jeT Hazan
JUTSL JISYeHUs] TTAalMeHTOB ¢ TaJlacCeMMeil U Teperpy3Koit
XeJe3oM B 59 ctpaHax Mupa. Ha ocHoBaHUM pe3yibsTaToB
12 npoBeaeHHbIX HccaenoBanuii, B 2011 r. ogodbpen FDA
B CILIA a5 Tepanuu nNaureHTOB C TaJlacCEMUE U COTTyT-
CTBYIOILEl MEePerpy3Koii XXeae30M ¢ HEYAOBIETBOPUTEb-
HBIM OTBETOM Ha TMPEAIIECTBYIOIIYI0 Tepanuio aede-
pokcaMuHOM/nedepaszupokcoM. Kene30cBs3bIBaroLast
CMOCOOHOCTh MpemnapaTa HIXKe, YeM Y IPYTUX XeJaTOpOB,
OIHAKO, IO JAaHHBIM JMTEPaTyphl, JOCTOBEPHOE CHU-
JKeHUEe YpOBHS (peppUTUHA CHIBOPOTKM OTMEYaioCh He
MeHee yeM y 73 % GonbHbix MJIC ¢ ypoBHEM (eppUTHHA
cbiBopoTKU < 2000 mMr/mi, u'y 43 % nalureHTOB C YPOBHEM
depputuna ceiBopotku > 2000 mr/mi. Ilpemapar Takxke
JIOCTOBEPHO CHIDKAET HAKOIUICHNE M30BITOYHOTO Kejae3a
B cep/lie ¥ TapeHxuMe redyeHu [23].

HedepunpoH MOXeT MPUMEHSThCS KaK BHYTPb, TakK
U B BUAE BHYTPUBEHHBIX MH(GY3UIA, YTO nejaeT yA0OHBIM
ero IpUMEHEeHHEe B KJIMHUYECKOW mpakTuke. OmHAKO
mnperapar MMeeT LIMPOKUI CIEeKTp IMOOOYHBIX 3(Pdek-
TOB, JTUMUTUPYIOIINX ero npuMeHeHue. Hanbosee yacto
BCTpEYaloTCs HEUTporeHus: W arpaHygouunto3 (3—4 %
MaleHTOB), IIUTEIbHOCTh KOTOPOIO MOXKET COCTaBIISITh
oT 4 10 124 nneii [24]; koctHbIe 6ou 1 apTpuT (10 39 %
MaleHTOB), pexKe HaOMI0Jal0TCsT HEAOCTATOYHOCTD LIMH-
Ka 1 pa3IndyHble HapylIeHus (GYHKIIUM MeYeHU, BKITIoUast
(bur6po3. YunrteiBast BbIcOKUI puck pazsutust HA, 13—30 %
MalMeHTOB JeUYeHNEe ne(epUIIpoHOM OBLIO TTPEKPAIICHO.
YuuThIBask 9acToe pa3BUTHE arpaHyIOIIMTO3a, ITPUMEHEe-
HUe TIperapaTa y JAeTeil orpaHMIeHO M BO3MOXKHO C BO3-
pacra 12 net.

HeobxoamMocTh B IPOBEICHUN XeIaTOPHOI TepaImn
y TpaHC(PY3MOHHO-3aBUCHUMBIX OOJBHBIX COXPaHSIECTCS
0 TeX Top, MoKa IPOJOIKAeTCS TeMOTpaHC(hy3MOHHAS
Tepanmus W/WIA TIOKa TIeperpy3ka KeIe30M OCTaeTcs
KJIMHUYECKU 3HaYMMOIt. JleueHune, Kak MpaBuIO, XOPOIIIO
MEePEeHOCUTCS; U3 TOOOUHBIX 9((HEKTOB CIIEAYET OTMETUTh
JKEJTYTIOYHO-KUIIIEUHbIE  PacCTPOMCTBA,  IMPEXOISIINE
KOXKHBIC BEICHITTAHUS W HEOOJIBIIOE TTOBBIIIICHUE YPOBHS
KpeaTUHWHA CHIBOPOTKM KPOBU. Y OOJBHBIX, OXUAAIO-
IIUX AJIOTEHHYIO TPaHCIUIAHTAIIMIO TEeMOTIO3THYECKUX
CTBOJIOBBIX KJIETOK, XeJIAaTOPHAs Teparust TIPOBOAUTCS 10
MOMEHTa TUTAaHUPYEeMOIi TpaHCIUTaHTAIUH.

Ha npoTtsskeHuun Beeil Xes1aTopHOM Teparuu Heo0Xo-
JUM PYTUHHBI MOHUTOPUHT (pepPUTHHA CBIBOPOTKU [25].
Llenb xenaTopHo¥i Tepanuu — CHUXEHUE YPOBHS (heppU-
THHA CHIBOPOTKU U moaaepxxaHue ero Huke 1000 Hr/mi.
IIpu HEOOXOAMMOCTU 3aMECTUTEIBHBIX TeMOTpaHCchy-
31 XeJIaTOPHYIO Teparnuio ClIeayeT MPOJOJIKUTH Jdaxe
B cllyyae HOpMajau3aluy (peppuTUHA CHIBOPOTKU HUXKE
1000 ©r/mn. IlpepeiBaHMe Tepanuy pPEKOMEHIYeTCs
B CJIyyae HETIEPEHOCHMMOCTH XeJIaTOPOB JTUOO TOCTIKEHUS
ypoBHs ¢eppuTrHa chIBOpOTKU HiKe 1000 HT/MJI u BHE
3aBHUCHUMOCTH OT TPpaHCDY3Uit SpUTPOLIMTHOM B3BeCH [25].

Ha mpoTsskeHMM Bceit XelnaTOpHOM Tepamuu Heo0-
XOIUM MOHUTOPWHT BUTAJIBHBIX (DYHKIINI, KpeaTMHIHA
CBIBOPOTKM, MOYCBUHBI, KIMHWUYCCKUII aHAIN3 KPOBU
C IMHAMUYECKMM MOHUTOPWHTOM YPOBHS HEHTPO(hHIOB
U1 TPOMOOIIUTOB.

OCOOEHHOCTH XEJIATOPHOW Tepanmuu TMeperpy3ku
JKeJIe30M MpecTaBaeHbl B Ta0. 2.

3akmouyenue

Takum o00pa3oM, COBpPEMEHHBIE YCMEXW AETCKOW
reMaToJIOTUM CTad Pe3yJbTaTOM HE TOJbKO WHTEH-
CHUBHBIX PHMCK-alaliTUPOBAHHBIX TMpPOTrpaMM JIeUYeHMUs,
HO U COINPOBOJUTEIbHOM Tepanuu, OAHO U3 LEHTPaTb-
HBIX MECT B KOTOPOW 3aHMMAIOT TeMOTpaHCOY3UU.
3aMecTuTeNbHAsE Tepanusi SPUTPOLIUTCOAEPKAIIUMU
TpaHC(Y3MOHHBIMU CpelaMU MO3BOJISIET KOMITEHCUPO-
BaTb MOJIMOPTaHHYIO AUCOYHKIUIO, OOYCIOBIEHHYIO
AHEMUYECKUM CUHIPOMOM, U BOBpEMsI HayaTb CJely-
IOIMI 2TaI JeYeHUs] OCHOBHOTO 3aboJieBaHus. TeM He
MeHee MOMUMO PHMCKa MMMYHHBIX M MHOEKIIMOHHBIX
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Jlo3upoBKa
Dosage

ITyTh BBeICHUS
Way of introduction
Iepuon mostyBbiBe-
neHust (9)

Half-life (hours)
ITyTh BbIBEIEHUS
Excretion path

TOKCUYHOCTB U O~
60ouHbIe 3(HEKTHI

0,5—1,0 Mr/KT/CyT BHYyTPUMBIIIIEYHO
20—40 Mr/Kr/cyT MOAKOXHO
0.5— 1.0 mg/kg/day intramuscularly
20—40 mg/kg/day subcutaneously
TombKO MapeHTepasTbHO
Parenteral only

0,5

Moua, kan
Urine, feces

AJuteprudeckue peakiuy HeMeUIEHHOTO
THUITA, BOCTIANTEIbHBIE MH(MUIBTPATHI
B MECTAX BBEJICHMsI, TIOBPEXKIECHUE CETUATKH,
oTepst CITyXa, OCTEOIOPO3, 3aePKKa POCTa

Tabmuna 2. Xapaxmepucmuka npenapamos 015 neueHus nepecpy3Ku Hceae3om
Table 2. Characterization of drugs for the treatment of iron overload

20—40 Mr/cyr per os
20—40 mg/day per os

TTepopanbHblii (TabaeTKM)
Oral (tablets)

8—16

Kan
Feces

TIpoTtenHypus, moyeyHast
HEIOCTATOYHOCTh, YMEPEH-
Hasl raCTPOMHTECTUHAIbHAS
TOKCHUYIHOCTD, KEIYIOUHOE

KPOBOTEUEHHE — PEIKO
Proteinuria, renal failure, mild
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75—100 mr/Kr/cyT per os
75— 100 mg/kg/day per os

TTepopaibHblit (TabJaeTKH/PacTBOP)
Oral (tablets/solution)

2-3

Moua
Urine

lacTponHTeCTUHATIBHASI TOKCUYHOCTD,
apTpaJITMy, arpaHyJIOLNTO3
Gastrointestinal toxicity, arthralgia,
agranulocytosis

Toxicity and side Allergic reactions of immediate type,
effects inflammatory infiltrates at the injection sites,
retinal damage, hearing loss, osteoporosis,
growth retardation
s @mmnTs OcMmoTp Bpauya-ohTaibMoIora, ayImoMe-
Tpust
i:gkpnm_/mr red Examination by an ophthalmologist,
creening require audiometry

JUTeNbHBII Iepro MmoJy-
BBIBEICHUSI, YIOOHBIN PEXUM

B03MOXHOCTB JJIUTETLHOTO Ha3HAUYCHUS 9

OOG1IMit aHaJIM3 MOYM, Kpea-
TUHUH CBIBOPOTKU, MOYEBUHA

Urinalysis, serum creatinine,

gastrointestinal toxicity, gastric

bleeding — rarely
OO1IMit aHAIN3 MOYH, KPEaTHHUH
CBIBOPOTKH, (DEPMEHTHI TIEYEHU, OCMOTP
Bpava-o(TaIbMOJIOTa, ayTUOMETPUST —
1 p/Mec, 1o rnokazaHusIM — yallie
General urine analysis, serum creatinine,
liver enzymes, examination by an
ophthalmologist, audiometry — 1 time/
month, if indicated — more often

CBIBOPOTKH

serum urea

Bonee ahdekTrBeH B ciiydae pa3BUTHS

[Mpenmymecrea BHYTPUBEHHBIII CTOCO0 BBEACHMUS KapaIuOMHUOTATUU
Benefits Long-term use, intravenous route of AO3MPOBAHH . More effective in case of developing
T . Long half-life, convenient dosing .
administration cardiomyopathy

regimen

OCJIOXKHEHUI TeMOTpaHC(y3Uu 3pUTPOLIMTHOIN Macchl/
B3BECU HECYT PUCK HEMOCPEACTBEHHBIX M OTIAJEHHBIX
MaTOJOTUYECKUX COCTOSIHUI, OOYCIOBJICHHBIX IIepe-
Ipy3Koit Kejie3oM. [paMoTHOe ompeaeneHue MoKa3aHWii
K reMoTpaHchy31sIM, MOHUTOPUHT IMOKa3aTejleil ooMeHa
Xeje3a M KOHTPOJIb (DYHKUMI CepaedyHO-COCYAUCTOM,
NbIXaTeJIbHOU, SHIOKPUHHOM 1 IPYTUX CUCTEM ITOMOTAIOT
CBOEBPEMEHHO AMArHOCTUPOBATh TAKOE TPO3HOE OCIOX-
HeHUe reMoTpaHc(py3MOHHOMN Tepanuu, KaK BTOPUYHBI

reMoxpomarto3. OTSITOILIEeHHBIN TeMOTpaHC(HY3UOHHBIM
aHaMHe3 JOJDKEH HaCTOPOXUTH MeAMaTPOB U TepareBTOB
B OTHOIIEHUHW ONpeneeHUs TMOKa3aHUN M1 KOHCYJIb-
TallM¥ KapAauoJiora, SHAOKPUHOJIOra, TenaTojiora y Jiuil,
WU3JICYCHHBIX B JETCTBE OT 3a00JIeBaHNI CUCTEMbI KPOBH.
JlabopaTtopHbIii MOHUTOPMHI OCHOBHBIX ITOKa3aTeseit
oOMeHa 3keJjie3a MO3BOJISIET B ONTUMAaJIbHbIE CPOKY HayaTh
XeJIATOPHYIO TepaIruio mpernapaToM, HanboJjee MOAX0oasI-
IIMM C YYETOM BO3pacTa 00JBHOTO.
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BBenenue

B cTpykType 3a00jieBaeMOCTH JIEMKO3aMHU JETCKO-
o0 HaceJIeHUsI OCTpble MMeJounHble jeiiko3bl (OMJI)
coctaBisiioT 20 % v XxapaKTepu3yloTcs KIMHUKO-MOPGhO-
JIOTUYECKOM, MMMYHOJIOTUYECKOM, MOJEKYJISIPHO-01O0-
JIOTUYECKOM M IIUTOTCHETUYECKON TIeTepOreHHOCThIO.
IMporpammuasg nonauxumuotepanus (ITXT) (mpoTokosibl
AIEOP AML, COG AAML, NOPHO AML, AML BFM,
St Jude AML), ocHoBaHHasl Ha pUCK-adanTUPOBAHHOM
MOAXOE B JICUEHUHU, TTIO3BOJISIET MOJTYIUTh OOLIYIO BBIKM-
BaeMocTb (OB) y 65—70 % GonbHbIX. [Togo0OHbBIE Pe3yiib-
TaThl 0Ka3aJIMCh BO3MOXHBIMU OJlaromapsi cTpatuguka-
LMY TIALIMEHTOB Ha IPOTHOCTUYECKWE TPYIIbl pUCKa,
COBEPILIEHCTBOBAHUIO COIMPOBOIUTEILHOTO M XUMUOTEPa-
MEeBTUYECKOTO JieueHus. TeM He MeHee, BhICOKasl 4acToTa
peuuauBoB OMJI, nocturatomast 35 %, npenonpeneisieT
HEeoOXOAMMOCTb ITOMCKA HOBBIX ITyTel TepareBTUYECKOro
BO3IEMCTBUS Ha OMYXOJIeBbIe KileTku [1, 2].

H3zyyeHure MOJIEKYJISIDHBIX OCHOB JieliKOo30reHe3a
MO3BOJIMJIO ONPEIACIUTh TapreTHble MMILNEHU IPOTH-
BoomnyxoJieBoro Bozaeiicteusi. H. Bolouri et al. B 2018 .
onyonukoBanu pesyasratbl  ucciegoBaHusi TARGET
(Therapeutically Applicable Research to Generate
Effective Treatments) koomepatuBHoii rpymnmnbl COG-
NCI (Children’s Oncology Group — National Cancer
Institute), 111610 KOTOPOTO SIBJISUIOCH YTOYHEHUE TPaHC-
KPUIILIMOHHOTO,  MYTAallMOHHOIO,  3IMMI€HETUYECKOIo
«roptpeta» OMJl y neteii. baarogapst MeToauKaMm MOJHO-
T€HOMHOTO CEKBEHUPOBAHMS U UCCIICAOBAHUIO TIPOMUIIs
METWJIMPOBAHUSI T€HOB YIAJI0Ch BBISIBUTh PSIIT XUMEPHBIX
TPAaHCKPUIITOB, (hOKAJIBbHBIX AEICIUI U PEKYPPEHTHBIX
MyTaluii, YHUKalbHbIX M1t OMJI B meauaTpuyeckoit
KOTOpTe IMAalMEeHTOB, MPUYEM HEKOTOPbIC M3 BBISIBICH-
HBIX abeppaluii OTYETIIMBO aCCOLMUPOBAHBI C XYM
MporHo3oM. B uacTtHocTH, HauboJiee pacIpOCTPaHEH-
HbIMU MYTHUpOBaHHbIMU TeHamu Tipy OMIJI B geTckoMm
Bo3pacrte siBsitorcst RAS, KIT v FLT3. Kpome Toro, ObL1u
UICHTU(DUIIMPOBAHBI HOBbIC, CIICIM(MUIHBIC IS Teara-
tpudeckux OMIJI, myrauuu FLT3. HanpoTu, MyTauuu
reHoB DNMT3A, IDHI v IDH?2 oxa3zanuch NpeacTaBIeHbI
B MEHBIIMHCTBE cliyyaeB. OOHapyKeHbI XMMEPHbIE TE€HBI,
KOTOpbIe B OCHOBHOM WJIM MCKJIIOYUTEIBHO OOHAPYXM-
Batorcst mpu OMJL y neteit: CBFA2T3-GLIS2 u NUP9YS-
NSDI [3].

MeTtanbHOE MCCICIOBAaHME OWOJIOIMYECKON Crelu-
¢uku OMIJI B 1eTcKOM BO3pacTe OTKPbIBA€T MHOXKECTBO
TOYEK TepareBTUUECKOTo MPUIOXKeHUs [4].

Anturen CD33
ABnsisich KJIETOYHBIM MeMOpaHHbIM aHTUreHoM, CD33
aKcrpeccupyercs 6osee yeM B 80 % ciiyyaeB y mallueHTOB

¢ OMJI u oTcyTCTBYeT Ha reMOMO3TUYECKOI CTBOJIOBOM
KJIETKE, YTO MPENCTABISICT JaHHBIA MapKep IOCTYITHOM
MUILIEHbIO IS LIMTOTOKCUYECKOTO BO3AEHCTBUS [5].
IlepBble MOMBITKM MNPUMEHEHMSI HEKOHBIOTMPOBAHHBIX
MOHOKJIOHAJIBHBIX AHTUTEN, PaAUOMMMYHOKOHBIOIATOB,
MperapaToB, KOHbIOTMPOBAHHBIX C AHTUTEIAMU, U UMMY-
HOTOKCUHOB H€ YBEHYAJIWCh JOCTMKEHUEM XOPOIIUX
TeparneBTUYeCKMX pe3yJbTaToB [6]. Hampumep, npemapat
JIMHTY3yMa0, HEKOHBIOTMPOBAHHOE TYMaHU3MPOBAHHOE
MBIIIMHOE aHTUTEJIO, TEMOHCTPUPOBAI MOIIHBIA IIUTO-
TOKCUYECKUi1 2 MEKT B YCIOBUSX in Vitro SKCIIEpUMEHTa,
YTO [JIaBHBIM 00Opa3oM OOYCJIOBJIMBAJIOCH €r0 aHTUTE-
JI0-3aBUCUMOM IIUTOTOKCUYHOCTBIO C IOCIEAYIOIIM
darouurozoM MueIOMIHBIX OacToB. OmHAKO HaHHAas
AKTMBHOCTb He OblJa YCHEIIHO TpaHCIMpOBaHA B KJIM-
HUYECKUX UCIBITAHMIX BO B3POCJION KOTOpTe MallieHTOB
¢ OMJI [6-8].

IIpenapat BagacTykcumab TaaupuH, aHTu-CD33-Ha-
MpaBJeHHOE aHTUTEJIO, CBS3aHHOE C AUMepaMu IHp-
posiobeH30AMa3eNHa, MPOJAEMOHCTPUPOBAT OOJIBIIYIO
MEepPCIeKTUBHOCTh Y TAlMEeHTOB C peluauBamu/ped-
pakTepHbiMU (popmamMu OMIJI B KauecTBe MOHOTepanuu
M B COYETAaHUU C TUIIOMETUIMPYIOIIMM areHToM. B cBsi3u
¢ HempHeMJIEMbIM IPOpIIEM IMeYEHOYHOI 1 TeMaToJIo-
TMYEeCKON TOKCUYHOCTM OH He IpOoIle] KIMHHYECKYIO
arpobanmio [6, 9, 10].

HaubGonee oOHamexXuBalOIIMM UM HbIHE TOCTYIHBIM
TapreTHbIM IIpenapaToM, HarpabieHHbIM TpoTuB CD33
npu OMIJI KaK y neTei, Tak U 'y B3pOCJIbIX, SIBJISIETCSI TEMTY-
3ymMad oszoramuuuH (I'O) — rymanusupoBaHHoe IgG4
aHTu-CD33-aHTuTeNn0, KOHBIOTMPOBAHHOE C LIUTOTOKCH -
YeCKMM areHTOM KajuxeaMuIimHoM. IIpenapar yTBepskieH
FDA (Food and Drug Administration) B 2000 . Mccneno-
BaHus1 rpynrbl COG npoaeMOHCTPUPOBAIU BO3MOXHOCTh
6e3omacHoro npuMeHeHuss 'O B KoMOMHALIMM CO CTaH-
JIApTHOW MHTEHCUBHOM XMMUOTEpaIveid y AeTei C MepBUY-
HbiM OMJI B paMKax nmusioTHoro ucciaenoBanust AAMLO3P
[11]. B mocnenyionieM KOHTPOJIUPYEMOM HCCIEIOBAaHUU
AAMLO0531 maumMeHTHhl ¢ BIEpPBbIe AUArHOCTUPOBAHHBIM
OMUJI 6bLIM paHAOMM3UPOBAHBI HA 2 TPYIIMHLL: B -1 TIpo-
BOIWJIOCH JIEYEHUE C UCTIOIb30BaHMeM ctaHaapTHoit [TXT,
BO 2-i1 — K IIXT 6b11 no6asiaed I'O B pa3oBoii go3e 3 Mr/m?
(2 BBeneHus ). TpexiieTHsIst 6eCCOOBITUITHASI BLIKMBAEMOCTD
(BCB) 6bL1a 1OCTOBEPHO BbILLIE B IPYIIE ¢ MPUMEHEHUEM
I'O (53 % npotuB 46,9 %; p = 0,04), a prcK peLarBa B 1aH-
HOI1 rpymme okasajicst MeHbie (32,8 % nportus 41,3 %;
p=0,006), BYaCTHOCTH y ITALIMEHTOB, CTPATU(PHUIINPOBAH-
HBIX B HU3KYIO 1 TIPOMEXYTOYHYIO TPYIINbI prcka. JlaHHoe
HCCIeIOBaHUE HE IIPOAEMOHCTPUPOBAJIO ITOBBIIIIEHHOTO
pYICKa pa3BUTHSI CUHAPOMAa CUHYCOMIAIbHON 00CTPYKIINK
nedyeHu rnpu npumeHenuu 'O [5].
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PesynbraThl TpOBEAECHHBIX MCCACIOBAHUI TOCIY-
XKUJIU OCHOBaHMEM 1is1 omoOpeHuss 'O opraHuzanmeit
FDA B 2017 . nng nedeHUs] MEPBUYHO AUATHOCTUPO-
BaHHbIX CD33-mo3utuBHBIX pedpakrepHbix OMJI unn
peunnuBoB OMJI y B3pocnbix u aeteit crapiie 2 jetT [12].
JanpHeile KMCCAeIOBaHMS HalpaBieHbl Ha W3y4eHUE
abdexktuBHOCTH 'O B KOMOMHALIMY C JIMITOCOMATbHBIM
muTapadbuHoM/mayHopyounnHom (CPX-351) u T'O co
CTaHAAPTHBIMU LIMTAPAOMHOM U JayHOPYOUIIMHOM.

T'enwt FLT3 u KIT

Myrauuu, Bosaekatomue reHsl FLT3 n KIT, oyeHb
pacnpocTpaHeHbl cpeau aetei ¢ OMJI u B COOTBETCTBUU
¢ nanubiMu uccaenosanuss TARGET BcTtpeuatorces 6oiee
yeM B 20 % u 10 % cityyaeB COOTBETCTBEHHO [13].

FLT3 (CDI135, fms-nono6Hasi TUpO3MHKMHAa3a 3) —
TpaHCMeMOpaHHBIN 00K, aKTUBUPYIOIIUICS CIeLu-
(bryecKkMM JIUraHIOM M PETYJIMPYIOIIMI TeMOI033 Yyepe3
dochopunupoBaHue psia LHUATOILIA3MAaTUUECKUX OETKOB,
Bkmovasg STATS. FLT3 yyacTtByeT B akTUBaLIMU KPUTUYE-
CKUX JIJISI OHKOreHe3a IyTeil Iepeaadyr MOJIEKYJISIPHOIO
curHana, Takux kKak Ras/Raf/MAPK u PI3K/Akt/mTOR
[14]. Pasnmuuaior 2 OCHOBHBIX THUIIA aKTUBUPYIOIIUX
mytauuii FLT3: BHyTpeHHSIsT TaHaeMHas IyIJIMKaLWs
(FLT3-ITD) u ToyeyHble MyTallMi B TUPO3ZMHKUHA3ZHOM
nomeHe (FLT3-TKD). BerpewaeMocTh mTaHHBIX MyTalluid
cocrasisieT 0Kojio 15 % mist FLT3-1TD u 7 % nnst FLT3-
TKD npu OMJI B nenuatpuu [15]. JIurana-He3aBucumas
aktuBauus FLT3 mpuBoOUT K CHIDKEHUIO CO3pEBaHUS
MMEJOMAHBIX IPEIIICCTBEHHUKOB M K YCUJICHUIO UX
nenenus. Jnsg myrauum FLT3-ITD 3HaumMmas mporHo-
cTUYecKas pPOJb OTBOAMTCS I1OKA3aTeNll0 aUIeJIbHOI'O
COOTHOILLIEHMSI, BbIPAXKAIOLIEroCsi B CPaBHEHUM KOJMYE-
ctBa ITD-MyTaHTHBIX ajieieil ¢ UHTAKTHBIMU aJlJICISIMU.
3HayeHue aJUIeJIbHOIO COOTHolleHus > 0,5 cBUaeTe)Ib-
CTByeT O Oosiee HeOmaronmpusTHOM IporHose [15—17].
AJIOreHHasl TPAaHCIUIAHTALIMSI T'€MOIIO3TUYECKUX CTBO-
JoBbIX KJIeToK (ayuto-TI'CK) mocie mocTuzkeHusT epBoii
IOJIHOM PEMUCCHUM ITO3BOJISIET IPEOIOJIETh HEraTUBHOE
nmporHoctuyeckoe BiaussHue myTauuu FLT3, yto nemoH-
cTpupyeTtcs cxoxeit 8-netHeit BCB B rpynnax mainueHToB
¢ mytanmeir FLT3-1TD u 6e3 Hee [18]. B cBsi3u ¢ TsoKe-
CTBIO TIOCTTPAHCIUIAHTALIMOHHBIX IMOOOYHBIX 3(P(PEKTOB
M HAJIMYKMEM JETe C TPOTUBONOKA3aHUSIMU K IIPOBEICHUIO
anno-TI'CK, aktyanbHBIM OCTaeTcsl BOIPOC MoauduKa-
LMY CYLIECTBYIOIIMX PEKMMOB JICUCHUS IS MAlliEHTOB
¢ mokazaHHoit mytaumeir FLT3. Kpome Toro, myrauun
FLT3 moryt nosgButhes nipu peuuanBax OMIJI naxe npu
MX MHULIMAIBHOM OTCYTCTBUU, YTO CBSI3aHO C CeJIeKInei
OITYXOJIEBBIX KJIOHOB Ha (hOHE MPOBOAMMOI Tepanuu [19].
C yuetom BeIcOKO# yacToThl FLT3-myramumit mpu OMJI
KakK y B3pOCJbIX, TaK M Yy JETEil, 1 acCOLIMUPOBAHHOIO
C HUMH IJIOXOIO MPOrHO3a MPeANpUHUMAINCH HOMbITKI
pa3paboTtku TapreTHbIx FLT3-unruouropos [13, 20].

INepBoe noxkonenue FLT3-mHrmOMTOpPOB OTIMYAIIOCH
OTCYTCTBUEM OOJBIION (papMaKoJOrnueckKoin wu3oupa-
TEJIbHOCTU ACHCTBUS U crielin(pUIHOCTU K KuHaze FLT3.
Buctopuu neuenuss OMJI B neauatpun HanboJjiee u3yyeH-
HbIM MYJIBTUKMHA3HbIM UHTMOUTOPOM, HAIIEIIIUM IIPU-

MEHEHHe B KOHTeKcTe Bo3meiicTBus Ha FLT3, aBasercs
copadpenn6. [Tpu OMIJI y neteii onpeaeseHa MUHUMAb-
Hasl TeparneBTUYecKas Jo3a copadeHnda, CoOCTaBIISIIONIast
150 mr/m? [21, 22]. CopadeHu® mnpoaeMOHCTPUPOBAI
3HAYUMYIO aHTWICHKEMMUECKYI0 aKTUBHOCTh Y MallMeH-
TOB ¢ peuuauBamu/pedpakrepHeiMu dhopmamu OMII,
B TOM 4HCJIE C JTOCTMKEHHEM pPEeIyKIIuu O0J1acTOB
B KOCTHOM Mo3re 6osee yeM Ha 50 %, a B KOMOMHALUKU
C LUTapaObUHOM U KJo(apabUHOM MOJIHAs KIUHUKO-Te-
MaTOJIOTUYeCKash peMMCCHUs OblIa TOCTUTHYTA y 8 u3 12
OOILHBIX (BKJTIOYAsI MALIMEHTOB ¢ MIEHTU(UILIMPOBAHHOM
FLT3-myramueit u 6e3 Hee) [21]. B kauectBe MOHOTEpa-
iy 3pPeKTUBHOCTDL copadeHnba mpoaeMOHCTpUpOBaHa
y 2 u3 8 nereii ¢ peppakreprasiM OMJI ¢ moaTBep:KIeHHOM
mytanueit FLT3-1TD [22]. BaxHo TMoguyepKHYThb, UTO
B BBIIICNIEPEYUCICHHBIX HCCAECIOBAHMUSIX TOCTUTHYTAsI
peMuccus OblIa KOHCOJIMINPOBaHa MOCIEAYIONIeH aio-
TI'CK. K npyrum FLT3-uHruouropam 1-ro mokosjeHus,
ucciaegoBaHHeiM npu OMJI B meauatpuu, OTHOCSITCS
CYHUTHUHUO, JIeCTaypTUHUO 1 MUIOCTaypuH [23].

Ilo  pesyapraramM  MYJBTUIIEHTPOBOIO  PaHIO-
musupoBaHHoro wuccnenoBanus Il daser RATIFY
(NCTO00651261) B 2017 . FDA yTBepawia MUIOCTaypUH
B KOMOMHAIIMUA C XMMMOTEpaIueil B JICYCHUU BIEPBbIC
nuarHoctupoBaHHoro OMIJI ¢ moaTBep:KAeHHOM MyTa-
mueit FLT3 y B3pocabix. MccaenoBaHue 1eMOHCTPUPYET
MPEeUMYIIEeCTBO B JOCTYXKEHUM JYyJIIMX moka3ateneit OB
n BbCB npu pobaBieHnn MUIOCTaypyuHa K KOHBEHIIMO-
HaJbHBIM pexXuMam JiedeHus [24]. YV nmereit mumgocray-
PUH M3y4YeH B KaueCTBE MOHOAreHTa WIM B KOMOMHAIIUMN
¢ IIXT npu pedpakrepHbix dopmax/permanbax OMIJI,
OIHAKO B COOTBETCTBUM C IIpEABAPUTEIHLHBIMU NAaHHBI-
MM, HEB3Mpas Ha yIOBICTBOPUTEIbHYIO TIEPEHOCUMOCTD
MUIOCTayprMHa B KaueCTBE MOHOTEpAIuu, ero KIMHUYe-
ckast 9pPeKTUBHOCTh TUMUTUPOBaHa [25].

Bropoe u 3-e nokonenue FLT3-uHruouropos ob6a-
JalT 0oJiee BBIPAaXKeHHOU CrieliM(PUIHOCTBIO K OJ1acTaM,
HecymiuMm FLT3-myTtanuu, 9410 B TOM 4HCIe OOYCIOB-
JIUBAe€T M MEHBIIYI0 BBIPAXEHHOCTb OMNOCPEIOBAHHBIX
UMM ToKcumueckux addekroB. Ilpemapar KBU3apTUHUO
n3ydeH npu peuuaubax OMJI y nereit B KOMOMHALIMU CO
CTaHIAPTHOM XMMUOTEpAIIMEN: IPOJAEMOHCTPUPOBAHO
MOCTMIKEHME TOJIHOM peMuccuu y 4 u3 17 mauueHTOB
¥ cTabwimzanus 3a0oaeBanug y 10 u3 17 [26]. Ha nanHbIi
MOMEHT IIpOAOJIKAeTCs HAOOp IMaIlMeHTOB B UCCIIEI0Ba-
Hue I-II ¢a3br mo oueHke 3PPHEKTUBHOCTU KBU3APTU-
HMOa COBMECTHO C PEeMHAYKTUBHON XMMUOTEpanuei 1iun
B MOHOPEXMME B KaueCTBE IMOIEPKMUBAIOIIETO JCUCHUS
y geteii ¢ FLT3-ITD-no3utuBabeiM OMUJI.

KpeHonanu6, THPO3MHKMHA3HBI MHTUOUTOD, pa3pa-
OoTaHHbII 1151 cenekTuBHOrO cBsizbiBaHuss PDGFR o/,
TakKe 00J1aaeT BLICOKMM CpoacTBOM K MyTtauusm FLT-
ITD u FLT-TKD [27]. IIunotHoe uccinenoBanue | dasb
NCT02270788 nanpaieHO Ha U3ydeHUe MPOGUIST TOK-
CUYHOCTHM KpeHoJaHn0a B KOMOUHAIIUM ¢ copadheHuOOM
y Iereit ¢ peuuanBamMu U pedpakrepHbiMu OMIJI ¢ qoka-
3aHHO myTtanueit FLT3.

Eme omnum HOBBIM FLT3-MHruouTOpoM, IpOSIB-
JISIOIIMM BbICOKYI0 adpduHHOCTh Kak K FLT-TKD, Tak
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n K FLT-ITD saBnsiercst runteputnau®. B 2018 . npenapat
anpobupoBaH FDA B kayecTBe MOHOAreHTa AJisl JICUSHUS
B3POCJIBIX TALIMEHTOB C pEeLlMIUBAMU M pedpaKTepHBIMU
OMUJI npu Hannuuu FLT3-MyTanuii Ha OCHOBaHUU IIPOME-
XKyTouHOro aHanu3sa pesynsraToB 111 da3bl uccaenoBanus
ADMIRAL (NCT 02421939). UHuimanbHble pe3yabTaThl
JTAHHOTO KJIMHUYECKOTO UCCeOBAHUS IEMOHCTPUPOBATN
o06abiyiIo Mmenuany OB malyeHTOB B BETBU C TMITEPUTH-
HMOOM II0 CPaBHEHUIO C BETBbIO, BKJIIOUABLICH TOJBKO
MpUMEHEHNE XMMUOTeparuu «crnaceHus» (9,3 Mec poTuB
5,6 Mec) ¢ 6osiee BBICOKMM YPOBHEM JAOCTVKEHMS ITOJIHOM
pemuccun (21 % npotus 11 %). Kpome Toro, y O0IbHbIX,
MOJIYYUBIINX TUJATEPUTUHUIO ¢ TTocaenytoieii amno-TICK,
OTMEYEHO YBEJMYCHME BbBLKMBAEMOCTH I10C/IE TPAHCILIAH-
tauuu (16,2 mec ipotus 8,4 mec) [28].

I'en KIT

Ien KIT xomupyeT TpaHCMeMOpaHHBIN TJUKOIIPOTE-
MH, PeLEeNTOp TUPO3MHKMHA3BI U 00JIagaeT MPOTOOHKO-
reHHbIMU cBoiicTBamu [13]. DakTop CTBOJIOBBIX KJIETOK
(Stem cell factor, SCF) crioco6cTByeT numepu3aiuu oe-
ka KIT ¢ nocnenyiommum ayro-¢hochopruIimpoBaHUuEM, YTO
B CBOIO Ouepeab MPUBOIUT K aKTUBALIMU MyTell Iepeaadn
MosekyasipHoro curHaina Ras/Erk, PI3K/Akt/mTOR,
Src, a Takke JAK/STAT. Bce BhIlenepedncaeHHbIE TyTH
HeoOXoauMBl ISl mpojudepaunu, TuddepeHInPOBKU
U BBDKMBAHUS TEMOITOITUYECKON CTBOJIOBOM KJIETKU
[29]. PaznuualoT HECKOJBKO TUMOB MyTanuii reHa KIT
npu OMJI B meamaTpuu: BHEKJIETOYHOM YacTU pellel-
Topa (9K30H &), TpaHCMEMOpaHHOro JoMeHa (3PK30H
10), rokcraMeMOpaHHOro noMeHa (3k30H 11), a Takxke
AKTUBHOIO LIEHTPa TUPO3MHKMHA3HOIO JOMEHa (9K30H
17). Bce ot MyTalvy puBOAST K JIUTAHI-HE3aBUCUMOM
aktuBauuu KIT. Myraumu KIT 4acTo accoliMipOBaHBI
co cneunpuueckumu TtUnamu OMIJI, BKIIIOYAKOIIM-
mu CBF (Core Binding Factor) OMJI. CBF-neiiko3nl
XapaKTepU3YIOTCsI HAIMYKMEM OIpeIeCHHBIX abeppallyii:
t(8;21), inv(16)/t(16;16), npuBomdiux K GOPMUPO-
BaHUIO XUMEpHBIX TeHoB cnusHus RUNXI-RUNXITI
n CBFB-MYHI1I. JanHble MyTallMd BO3AECHCTBYIOT Ha
CBF-TpaHCKpUITIIMOHHBIN KOMIIJIEKC, KOTOPBIiI B HOP-
Me BOBJICYEH B PEryJisiluio reMornoasa. Takum obGpa3zom
MHULMUPYETCS JIeKeMHuuecKasi TpaHchopMalus depes
0JIOKMPOBKY I GEPEeHIINPOBKM 1 aKTUBAIIUIO TTPOIIEC-
COB CaMOOOHOBJICHUSI PAHHMX KJIETOK-IIPEIIIECTBEHHUII
muenounHoro psaga [30]. CBF-neitko3bl cocTaBasiioT A0
20 % OMJI B 1eTCKOM BO3pacTe U SIBJISIOTCS IMPOrHOCTHU-
yecku OmaronpustHeiMu [31]. Kak mpaBuio, mauueHTh
¢ CBF-OMIJI otHOCATCA K CTaHIAPTHOM IpyINe pucKa
u nojyvarot 4 kypca nuHteHcuBHoi I1XT (B psime ciydaeB
C peAyKiueil 103 IpernaparoB B CpaBHEHUM C APYIMMU
rpynmaMu pucka) 6e3 nmocienymwoiieit amto-TI'CK mocne
JIOCTUXKEHUS ToJIHOM pemuccuu [32]. OmHako B psiae
COBPEMEHHBIX UCCIIEA0BAHMI ITOKA3aHO, YTO AaXKe B IIPO-
THOCTMYECKM OJIaronpusTHOI rpynne OonbHbIX OMIJI
¢ TpaHciiokanueii t(8;21) peuuauBbl BcTpevatoTes B 30 %
ciydaeB [32—34]. BoIbIIMHCTBO 3TUX TMAIMEHTOB JOCTU-
rarot BeIcOKoO1 8-stetHeit OB, cocrasnsronieii 1o 83 %, HO
BCB ocraeTcsa HeynoBIeTBOPUTEIbHOI [32].

B cooTBeTCcTBUM C «MHOIOLIArOBOM» ITaTOT¢HETUYE-
CKOM MOJEJbIO JIEMKO30TeHEe3a HaJU4us JIMIIb OIHOU
tpaHcnokaimu RUNXI-RUNXITI HemocTtaTOYHO UIS
bopMupoBaHus JIeHK03a, TaK KaK TPeOyeTCsl KOomeparus
C JIOIMOJIHUTEIbHBIM T€HETUYECKUM COOBITHEM, TAKMM KaK
myTauus KIT [35]. B peTpocnieKTUBHOM aHaau3e, OImy-
onukoBanHoM E. Manara et al., nneHTU(ULIMPOBAH Ps
pasnuunii Mmexxny OMJI, xapakTepu3yonMucs TpaHCI0-
kauusmu t(8;21) u inv(16)/1(16;16), ¢ 6ojee yacTbIM pa3-
putueM mytaumii KIT nipyu Hamuuun RUNXI-RUNXITI
B cpaBHeHun ¢ CBFB-MYH11. [36] BaxHo rmogyepKHYTh,
yTo TpaHcaokauus t(8;21), «moakperieHHass» MyTaluein
KIT, onipenenseT XyaIINii TPOrHO3 B CPaBHEHUM C JIEHKO-
3aMU, HECYIIIMMMU JIMIIb TpaHCcHIoKauuio 6e3 mytauuu KIT
[36]. TIpyHUMas BO BHMMaHWE CPAaBHUTEJIBHO BBICOKYIO
BcTpeyaeMocTb myTanuii KIT npu OMJI B neTckoM BO3-
pacte (0K0:10 10 %), BbIpaske HHOCTb JAaHHBIX MYTallWii IIPU
TpaHcaokanuu t(8;21) 1 BHOCUMBIM MMM BKJIa B JIGHMKO-
30reHe3, BO3pacTaeT aKTyalbHOCTh ITOMCKA BO3MOXHOCTHU
HUX CEJIeKTMBHOrO MHIuOuUpoBaHUs. Bbuto mcciemoBaHO
BKJIIOYEHUE MYJBTMKMHA3HOTO MHIrMOMTOpa Aa3aTUHMOA
B PEXKMM XMMUOTEPAIIUK B KOTOPTE B3POCIIbIX MAllIEHTOB
¢ pesyjibraTaMu, JAEMOHCTPUPYIOIIMMM OJ1aronpusiTHBIA
ucxon [37]. IIpoBoautcs uccaenoBanue I das3bl Mo oleH-
K€ KIMHUYEeCKON 3(M(GEKTUBHOCTU M TIEPEHOCUMOCTH
KoMOuHauuu naszatuHu6 + cranpaptHas [IXT y gereit
U B3pocibiX ¢ peuuauBoM OMIJI npu HaIUYKMKU TPaHCIIO-
Kauuu t(8;21) u myrauuu KITP%'¢ (NCT03560908).

Curnamsnblii myts Hh (Hedgehog)

OgHUM U3 AeperyIMpOBaHHBIX MEXaHM3MOB TPAHCAYK-
UM MoJieKyJIsipHoro curHana npu OMIJI gBiseTcs myTb
Hh (Hedgehog), B HOpMe BOBJEYEHHBIN B IMPOILECCHI
9MOPHOHATILHOTO Pa3BUTHUSI M OPraHHOTO MopdoreHesa
[38]. Knaccuueckuii myth Hh MokeT ObITh aKTUBUPOBAH
onHuM u3 3 nurangon: Sonic Hedgehog (SHH), Indian
Hedgehog (IHH) u Desert Hedgehog (DHH). JIuranmsr
CBSI3BIBAIOTCSI ¢ TpaHCMeMOpaHHBIM peuentopom PTCH
(Patched), KOTOpBIi BBIMOJHSET POJIb OTPULIATEIBHOTO
peryasaropa iyt Hh 6naromapss mHrubupoBaHuio Smo
(Smoothed). CaassiBanue PTCH ¢ nuranmom mpuBOoauT
K TocIeayolieil akTuBaluyu Smo ¥ MHIYKIIMYA CUTHAJb-
HOTO KacKala ¢ IepeHOCoM (aKTOpPOB TPAHCKPHUITIIUMN
GLI B sapo KJIETKM, YTO B CBOIO OYepeab IMPUBOIUT
K aKTUBalUM IKCIpecCuu reHoB-muineHeir [38]. Yuu-
ThIBast (pusmojorudyeckyio ponab Hh-kackama, HeynuBu-
TeJIbHO, YTO €ro abeppaHTHAsI aKTUBALIMS COITPOBOXKIACT
OHKOI€He3 psla 37J0KaYeCTBEHHBIX HOBOOOpA30BaHUIA,
B TOM YMCJIe MHUEJIOUAHBIX omyxojei. K Hacrosmemy
BpeMeHU SmO-UHTMOUTOPHI BUCMOJEIMO, COHUIETHO,
1acaerud McCcleaoBaHbl BO MHOXKECTBE KIMHMYECKUX
ucnbiTanuii I, 11 u 111 ¢a3sl y B3pOCHbIX IMallMEHTOB
C MUEJOUIHBIMU HeoIl1a3usMu, B ToM uncie OMJII [39].
B uccnenoBanuu I haspl rimacaernd B KauecTBe MOHOATCH-
Ta TIPOJAEMOHCTPUPOBAT OMOJOIMYECKYI0 aKTUBHOCTH
y 16/28 B3pocnbix naunueHToB ¢ OMIJI ¢ mocTukeHueM
1 monHoOI peMuccun, 4 YaCTUYHBIX peMUCCHUI1, 4 HEToJI-
HBIX OTBETOB M 7 ciy4yaeB cTaOMIM3alMU 3a00JieBaHUS
[40]. J.E. Cortes et al. omyb6aMKoBanu pe3yabTaThl paHI0-
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Mu3MpoBaHHOro ucciaenonanus I ¢as3bl, HanpaBIeHHOTO
Ha OLEHKY 3((EKTUBHOCTUM HM3KHUX J03 LMTapabuHa
B KOMOMHAIIMY C IJIacCAeTUOOM WM 0e3 HEro y B3pOCIHIbIX
MaIMeHTOB ¢ MEPBUYHO AUarHocTupoBaHHBIM OMJI mimn
MUETOAUCIUIACTUIECKMM CHUHIPOMOM BBICOKOIO pPHCKA.
BxiroueHue riacnernba B IporpaMMy Teparnuy yBEIUIM -
s0 meauany OB ¢ 4,9 no 8,8 Mec, ¢ TOCTUXKEHUEM peMuUC-
cun y 17 % nauueHToB 10 cpaBHeHUIO ¢ 2 % B BeTBU 0e3
rnacaern6a [41]. OcHOBBIBasiCb Ha 3TUX pe3yjbTaTax,
B 2018 . Tmacnern6 B KOMOMHAIIUM C HU3KUMM J03aMU
uTapabrHa PeKOMEHIOBAaH K KIMHUYECKOMY ITpUMEHe-
HUIO y TIAIIMEHTOB cTapiiie 75 JeT ¢ KOMOPOUIHBIM CTaTy-
COM IIpY BHepBbIe quarHoctupoBaHHoM OMJI.

B nemuarpuueckoil TIpakTuUKe TJIABHOW MyTalu-
eli, NOTCHLUMAJIbHO IIO3BOJISIIONIECH BO3IEHCTBOBATHL Ha
Hh-curnaneneiii  myth, sgBiasercs CBFA2T3-GLIS2.
JlaHHBIII TPaHCKPUIIT BBICOKO crienudpuyeH nags OMJI
B IeTCKOM Bo3pacte [42, 43]. DTOT XMMEpHBI OHKOTEeH
XapaKTepu3yeT IMOATPYIITy 0CO00 arpecCHUBHBIX Ieaua-
tpudeckux OMJI ¢ yacroToii BctpedaemocTu ot 9 1o 30 %
cpenun OMJI ¢ HopManbHBIM Kapuoturnom [44]. GLIS2
(GLI-similar 2) — TpaHCKpUITIIUOHHBIN (PaKTOP, OTHOCSI -
muiics K ceMeicTBy 6enkoB GLI, akTuBHMpyeMbIX Kacka-
JIOM Tiepefaadyr MoJieKyisipHoro curdana Hh, u perynupy-
0N TTPOIIECC KJIETOYHOTO ASIeHUSI U CAMOOOHOBIICHUS
[44]. TIpyuHuMast BO BHUMaHNWE TOMOJIOTUYHOCTh OEIKOB
GLI u GLIS2, R. Masetti et al. u3yuyuau BO3MOXHOCTb
onokupoBku CBFA2T3-GLIS2 coenunenuem GAMT61 —
naruoutopom GLI1 u GLIS2. IlpumeuaTtenbHO, 4TO
B YCJIOBUSAX in Vifro TIPOUCXONWJIA WUHIOYKIIMS arorro3a
CBFA2T3-GLIS2 — no3utuBHBIX O6mactoB [45]. Hpyroii
noteHManbHbIii GLI-uHrnouTop anucepTd MpoaeMoH-
CTPMPOBAJ BBIPAXKCHHYIO aHTUJICHKEMUYECKYI aKTUB-
HOCTh Ha KceHorpadTax KJICTOYHBIX JUHUI, SKCIIPECCH-
pytomnx CBFA2T3-GLIS2-tpanckpunt [46]. OnHako
B KiauHM4eckoM uccienoBanuu I ¢asbl 3adukcupoBaH
IUIOXOM OTBET y JETEil U MOLPOCTKOB KaK C COJIMAHBIMUA
OITyXOJIIMU, TaK U C JIEMKO3aMU MPU MPUMEHEHUU ajIv-
ceptuba B MoHopexxume [47]. IMocaenyroliee u3ydyeHue
SMO- u GLI-uHruouTopoB B paMKax JOKJIMHUYECKUX
Moeneil M KITMHUYECKUX UCCIIeIOBaHUI TIPEACTaBISIETCS
akTyanbHbIM B Boripoce jeyeHust CBFA2T3-GLIS2 OMJI
B IIeAUaTPUM.

Bbenok BCL-2

Beneroknakc — TapreTHBI ITPOTUBOOITYXOJIEBBIM
areHT, OTHOCSIIIMIACS K KJ1accy TaK Ha3biBaeMbix BH3-Mu-
MmeTukoB. [lpemaparbl 3TOl KaTeropuu WHTUOUPYIOT
AHTUATIONTOTUYECKNE MOJIeKyNbl, Takue Kak BCL-2,
BCL-w u BCL-X, . Crieunduyecku cBA3bIBAsACH C MULIE-
HbIO, BEHETOKJIAKC KOMUPYeT AeicTBUE (pusnoaornye-
ckux aHtaroHuctoB BCL-2, 4To mpUBOAUT K BKIIIOYEHUIO
MEXaHU3MOB IIPOrPaMMUPYEMOM KJIETOYHOM CMEPTU
yepe3 aKTUBAILMIO ITPOAIONTOTUYECKUX OCNIKOB (TaKMX
kak BIM) u xacnazHoro Kackana [48].

B uccnenoBanuu S.E. Karol et al. (NCT03194932)
JIEMOHCTPUPYETCS PpOJb 0e30MacHOCTH TMPUMEHEHMS
1 3(PHEKTUBHOCTU BEHETOKIAKCA B KOMOMHAIIAY C BBICO-
KOMO3HBIM IIUTapaOUHOM y NeTel ¢ PelUaAuBOM U ped-

paktepHbiMu popmamu OMJI. Bce manmeHTs! Mmojydanmu
BeHEeTOKJIakCc B go3e 240—360 mr/m?> Ha 1-28-ii gHuU
JIeYeHUsI, BBICOKOMO3HbIN 1utapadbud (1000 Mr/m? Kax-
nple 12 4, 8 BBeneHMIT) WM LIUTapaOUH B HU3KUX J03aX
(100 mr/m? kaxnbie 12 4, 20 BBemeHuii). [lpu ycioBuu
paHee MOJyYEHHOM CyMMAapHOM [03bl aHTPALMKIIMHOB
< 270 wmr/m? 3KBUBaJICHTHO IOKCOPYOMLIMHY K IIPO-
rpaMMme JiedeHus H00aBIsuics uaapyouuuH 12 mr/m? Ha
8-11 neHb. M3 18 00JBHBIX TMMUTHUPYIOLIAST TOKCUUYHOCTD
ObL1a 3adukcupoBaHa auib y 1 (5,5 %) — rmydbokas mue-
Jlocyripeccust Ha aeHb +50, B TO BpeMsl KaK OCTaJibHbIe
JEMOHCTPUPOBAIM aAeKBAaTHYIO IIE€PEHOCHMMOCTDH TIOJIYy-
yaemoro jedeHus. Cpeau 12 maiueHTOB CO CHUXKEHUEM
yyciaa 6acToB Iocie 7 AHEH Tepalnuy BEeHETOKIAKCOM
6oJjiee yeM Ha 50 % nojHast MopdoJornyeckasi peMUCCHS
ObLTa JOCTUTHYTA Yy 7 OONBHBIX, a yacTuyHas — y 3. [lpu
3TOM OTPHULATEJIBHOIO CTaTyca MO0 MUHMMAaJIbHOM OcCTa-
TOYHOI1 00JIe3HU yaanoch N10cTUYb y 4 mamueHToB. C yJe-
TOM OOHAJEXMBAIOIIUX MPEABAPUTEIbHBIX PE3YJBTATOB
B paMKaX TEKYIIEeTo UCCJIeI0BaHMS IIPOBOIUTCS MTOIBITKA
3CKaJIalliK JO3bI BeHeTOKIaKca [49].

T'en MLL

Hawnbonee pacnpocTpaHeHHBIE T€HETHMYECKUE COOBI-
TS, Bo3HuKaromme Tnpu OMJI B geTckom Bo3pacte
U BeTpevarolmecs y 18 % malyeHToB, CBS3aHbI C peapaH-
KUpoBKaMM TeHa MLL. Y peteit mepBoro rojma >KU3HU
BCTPEYaeMOCTb MyTalluii ¢ BoBjieueHueM MLIL Bblle
U JIOCTUTAET, 110 JaHHBIM HEKOTOPBIX MccieaoBanuii, 50 %
[31, 50]. MLL — snepHbIit 6eJI0K, KpUTUUECKHN 3HAYMMBbIiI1
IUTSI HOpMaJIbHOTO TeMorioa3a. MLL perymupyeT akcmpec-
CUIO F€HOB Yepe3 METWIMPOBaHUE JIM3MHA B 4-1i MO3ULIUU
rucroHa 3 (H3K4). HacuntsiBaeTcst 1o 80 reHOB-mapTHe-
poB, GOPMUPYIOIINX TPAaHCKPUNT ¢ MLL, 9T0, BKOHEYHOM
cyeTe, pea3yeTcsl B HapyLIeHUU PEryJIsILiMU 9KCIIPECCU
FEHOB-MUIIIEHE U HEKOHTPOJUPYEMOM JIEIEHUU KIICTKU
[51]. DTO 0OYCNOBIIEHO abeppaHTHOM aKTUBaLMel chop-
MMPOBABIIMMUCST O€JIKAMM CJIMSIHUSI THCTOHOBOM METHJI-
tpaHchepassl DOT1, obecnieumBarolieil TUIepPMETUIN -
poBanue rucroHa H3K79 [52]. HeB3upas Ha HeKOTOpbIe
pa3iauyusl, 3aBUCAILNE OT KOHKPETHBIX T€HOB, (hOPMUPY-
oIIUX cusiHue ¢ MLL, TporHo3 i Mogo0OHbIX JeHK030B
OCTaeTcsl KpaiiHe HeOJaronpusTHbIM, II09TOMY BaxkKHa
BO3MOXHOCTb OKa3aHUs IIPULEIBHOIO TEPaIeBTUYECKOIO
BosaeiicTBust Ha MLL-peapankupoBku [51]. Bneuarssio-
LIYe pe3y/IbTaThl ObUIMA TOCTUTHYTHI B paMKax JOKJIMHUYE-
CKMX MCCJIeI0BaHMI (DapMaKOJIOrMYecKoro MHruorupoBa-
Husg DOT 1 [53], u BeicoKocenekTuBHbIN nHrnoutop DOT1
MUHOMETOCTaT JOCTUT | (ha3bl KIMHUYECKOIO MCCIIENO-
BaHUS TI0 JICYCHUIO NeTeil ¢ peluanBoM/pedpakTepHOit
dopmoit OMJI ¢ npokazaHHoii MLL-TpaHclIoKaLueni
(NCT 02131828). OmHako, HeB3Mpasi Ha OMOJIOTMYECKYIO
AKTUBHOCTb ITMHOMETOCTAaTa M IIPUEMJIEMbIi MpOpUIb
0e30MMacCHOCTH, OOBEKTUBHBIX PE3YJIBTATOB JOCTUTHYTO HE
onu10 [54]. B HacTosee BpeMs nipoxonaT I—I1 a3l kim-
HUYECKUX MCCIIEAOBAHUN IO M3Y4eHUI0 3(PHEKTUBHOCTU
MMMHOMETOCTaTa B CUHEPIU3Me CO CTaHAAPTHOM XMMUOTE-
panueii B teyeHun OMJI ¢ peapamxkupoBkamu reHa MLL
y meteit v B3pociabix (NCT03724084).
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OCHOBHBIE TapreTHbie MUIIEHNM U JIEKApCTBEHHBIE
npenapaTbhl MOJIEKYJISIpHO-HanpasieHHo# Tepanuu OMJT
MPEICTABICHbI HA PUCYHKE.

Takum oGpa3oM, ompenejeHue CUTHAJIbHBIX IyTEi,
FE€HOB, AHTUICHOB U MOJIEKY/ISIPHO-OMOJIOrNYeCKUX
($akTOpOB, OTBETCTBEHHBIX 3a OIYXOJIEBYIO TpaHCdOp-
Mall{i0 MUEJIOMIHON KJIETKU-TIPEAIIEeCTBEHHULBI, ee
npoaudepaliio U aBTOHOMHOCTb, HE TOJIbKO pPacCILM-
psIET COBpEMEHHBbIE IIPEICTaBIIEHUs O JIEMKO30TeHese,
HO M IO3BOJIIET CUHTE3MPOBATh TapreTHbIE Mpernaparhl

[aszatnHn6/Dasatinib

BeHeToknakc/

@ Venetoclax

CopadeHnnb/Sorafenib
Mwupoctaypun/Midostaurin
Keu3apTuHn6/Qui
Kperonanu6/Grenolanib

®dakTopb! TpaHcKpunumu/Transcription
factors

lemTy3ymab o3oramuumt / Gemtuzumab ozogamicin

OcHosHble mapeemmubsle MUlleHu U N1eKapcmeeHHbvle npenapamaol

Main targeted targets and drugs

nns nedenuss OMJL. brnokatoper CD33, BCL-2, FLT3,
KIT, MLL — nuiiib HeMHOTME U3 MepeyHs Mpernaparos,
KOTOpbIE aKTMBHO M3y4alOTCsd M HaXOOSIT CBOE MECTO
B JiedueHUM TiepBUYHBIX OMJI, a TakXe peLUIUBOB
n pedpakTepHbiXx ¢GopMm 3aboneBaHus. IlomyyeHHbBIE
B KJIMHUYECKUX MCCJIEIOBaHUSIX JaHHbIEC IO Mepe HAKO-
IUIEHUsI PE3yJIbTaTOB II03BOJISIT IOBBICUTH BbIXMBAE-
MocTb 00sbHBIX OMJI 3a cueT aKTMBHOI'O BKJIIOYEHUS

TapreTHbIX MpenapaToB B CYLIECTBYIOIIME MPOTPAMMbI
JIeYEHUS y OIE€TEH.

MHrmbuposaHue nytn Hedgehog/
Hedgehog pathway inhibition

AnonTtos/Apoptosis

Anuceptnb (MLN8237)/Alisertib (|
GAMT61

MuHomeTocTat/Pino
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TpomGomu4yeckas MUKpoaHruonamus, accouuupoBaHHas
¢ mpaHcnnanmauuei reMono3MU4ecKUX CMBONOBLIX KNEMOK:
06was XapakmepucmukKa u npuMep u3 KNUHUYECKOd NpakmMuKu
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Konmaxmmuuvie oannvie: Enena bopucosna Maunesa lena.machneva@yandex.ru

Accoyuuposannas ¢ mpancniaumayuei emonosmuyeckux cmeonogvix kaemox (TICK), uau mpancnianmayuoHHO-accoyuuposantas
mpombomuueckas mukpoaneuonamus (TA-TMA), 6 nacmosuiee épemsa s613emcs 00ulenpu3HaHubimM U maxceavim ocaoxcHenuem TICK
¢ ebicokum puckom nemanvhocmu. TMA xapakmepuzyemcs MUKpOaHeUONAMUHECKOL 2eMOAUMUYECKOl aHeMuell U mpomooyumonenuel,
BOBHUKAIOWUMU 8 Pe3YAbmame CKONAeHUs MPOMOOUUMO8 8 MUKPOUUPKYASIIMOPHOM pYCae, Ymo npugooum K OUCHYHKUUU UeMU3UPOBAH -
Hoeo opeana. B ocnose namoeeneza TA-TMA aexcum nospescdenue s3H0omenus pasiudHbIMU mpueeepHbiMy paKkmopamu (8 yacmHocmu,
XumMuomepanesmu4ecKue aceHmol 6 pexjcume KOHOUYUOHUPOBAHUS, NPUMEHeHUe UHeUOUMOpOs KaabUUHeepUHd, aAA0peaKmueHoCmb,
UHGheKYUOHHble aceHmbl), 8credcmeaue ueeo co30armces NPOBOCNAAUMENbHBLIL U NPOMPOMOOMUMECKUL CIAMYCbl, A MAKdice 3anyCKarmcs
KAaccu4eckutl U anbmepHamusHblil Nymu aKkmueayuy cucmems. Komniemenma. B cmamve npedcmagaenst ocnosHble 0cobeHHOCIU mepmu-
HoAo2uU, namoeenesa, kaunuyeckux nposesenuti TA-TMA, a makaice cyujecmayroujue 6 Hacmosiujee 8peMs mepanegmuieckie cmpame-
euu, npumersemvle npu 0anHol namonoeuu. Ha kaunuueckom npumepe npooemMoHCmpupo8ansl 0CHOBHble NPOOAEMbL 6e0eHUs NAYUEHMO8
¢ TA-TMA.
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Thrombotic microangiopathy associated with hematopoietic stem cell transplantation: general characteristics
and an example from clinical practice

E.B. Machneva”?, M.A. Bolokhonova', T.Z. Aliev', D.V. Shevtsov’,
A.M. Suleymanova’, N.V. Sidorova', E.A. Osmanov’, K.I. Kirgizov'

IN.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia;
2Russian Children’s Clinical Hospital of the N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia;
117 Leninskiy Prosp., Moscow, 117997, Russia

Associated hematopoietic stem cell transplantation (HSCT) or transplant-associated thrombotic microangiopathy (TA-TMA) is currently
a generally recognized and severe complication of HSCT with a high risk of mortality. TMA is characterized by microangiopathic hemolytic
anemia and thrombocytopenia, resulting in the accumulation of platelets in the microvasculature, which leads to dysfunction of the ischemic
organ. The pathogenesis of TA-TMA is based on endothelial damage by various trigger factors (in particular, chemotherapeutic agents in the
conditioning regimen, the use of calcineurin inhibitors, alloreactivity, infectious agents). The article presents the peculiarities of terminology,
pathogenesis and clinical manifestations of TA-TMA, methods of therapy for this pathology. Examples of management of patients with
TA-TMA are demonstrated using a clinical example.
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Beenenne

AccounupoBaHHas ¢ TpaHCIUIAHTallMEel TeMOIIO-
stndeckux cTBONOBBIX KieTok (TI'CK), wmnaum TpaHc-
IUTAHTAllMOHHO-aCCOLIMMPOBAaHHAS TPOMOOTHYECKAs
mukpoanruomnatuss (TA-TMA), B HacTosiee Bpems
SIBJIICTCST OOIIETIPU3HAHHBIM U TSDKEBIM OCIOXHEHHEM
TI'CK ¢ BBICOKMM pHUCKOM JeTadbHOCTH. IlalueHTHI,
nepexusiine TA-TMA, Moryt crpagaThb IJIUATEJIbBHOM
U XpOHUUYECKON TUCHYHKIIMEH MOBPEKACHHBIX OPTaHOB.
B nacrosiee Bpemsi TA-TMA mnpencraBisieTcsl MyJib-
TUCHUCTEMHOM IIaTOJIOTUEH, BO3HHUKAIOIIECH B pe3yjibra-
T€ BO3IEUCTBUS Pa3JIMYHBIX TPUITEPOB, BBI3BIBAIOIINX
MMOBPEXICHUE SHIOTENUS MEJKMX COCYIOB, C IOCIe-
IYIOIIMM TOpakeHHWEeM TKaHeil B pas3JWYHBIX OpraHax.
HanbGonee yacteiM opraHoM-muieHblo mpu TA-TMA
SIBJITIOTCSI TIOYKM, a TakKKe JIeTKWE, KUIIEUHUK, Cepale
M MO3I, MOpakeHHe KOTOPbIX MMeEeT CHelnhuIecKue
KJIMHUYECKUE MposiBieHus [1].

TMA mpenctaBasiioT cOOOM TE€TEPOreHHYIO TIPYIIITY
3a00J1eBaHUI1, XapaKTEPU3YIOIIMXCS MUKPOAHTUOIIaTUYe-
CKOI TeMOJIUTUYECKOI aHeMUEU U TPOMOOLIMTOIICHUEH,
BO3HMKAIOIIE B pe3yjbTaTe CKOIUICHUS TPOMOOLIMTOB
B MUKPOIUPKYJIITOPHOM pyCJe U MPUBOASIIEH K ITUC-
¢GyHKIMKM HieMu3npoBaHHoro opraHa [2]. ITockonbKy
9Ta TATOJIOTUS MOXKET BO3HMKATh B Pa3IUYHBIX KJIWHU-
YECKMX CUTYalMsIX, MEXIyHApOAHOU paboueid rpynmoi
MPEeUTOKEH KOHCEHCYC MO CTaHAAPTU3alluM TEPMUHOJIO-
ruu TMA (puc. 1).

TMA

M\

TpomboTnyeckan r Mpoune ycnosus,
TpomboLuTo- EMONNTUKO- accoummpoBsaHHble ¢ TMA
neHuyecKasn YPEMMHECKII
cuHapom (ryC)
nypnypa
* 3a60/1eBaHNA COEAMHM-
Te/NIbHOM TKaHu
ryc * InddysHas BHyTpUCOCy-
BCCOLI,MIMDO— KomnnemeHT- [MCTas KoaryaonaTtus
BaHHbIN onocpeAoBaHHbIN ¢ BepeMeHHOCTb
€ UHpeKLMeNt rvc o JlekapcTBeHHble Npenaparb|
* Heonnasuu

o TA-TMA (TpaHcnnaHTauus
OpraHoB WM TKaHel, B TOM
Yucne KOCTHOTO MO3ra)

Puc. 1. Tepmunonocus TMA (adanmuposaro u3z [3])

TMA

M\

Other conditions
associated with TMA

uremic
syndrome (HUS) +
e Connective tissue
diseases

e Diffuse intravascular
coagulopathy

Thrombotic
thrombocytopenic
purpura

— —

Infection

Hemolytic

Complement

associated mediated ® Pregnancy
HUS HUS * Drugs
* Neoplasia

¢ Transplant
¢ Associated-TMA
(organ or HSCT)

Fig. 1. Terminology of TMA (adapted from [3])

IIaToreHe3 M KIMHUYECKHE MPOSIBIECHHS TPAHCILIAHTAIIN-
OHHO-ACCONMMPOBAHHOI TPOMOOTHYECKOI MUKPOAHTHONATHH

B cniyyae TA-TMA sHaoTemanbHOE TTOBPEXISHUE MPO-
HMCXOMUT IO ASHCTBUEM PA3IMIHBIX TPUITEPOB, CBI3aHHBIX
C TpaHCIUIaHTallMel: KOHIUIIMOHUPOBAHUE, JIUIIOIOIMICA-
Xapuapbl, WHQPEKIIMOHHBIC areHThl, MHTMOUTOPHI KaJIbLIM-
HEBpUHA, aJUIOPEaKTUBHOCTb, (PeakiiMsl <«TpaHCIUIaHTaT
npotuB xo3siuHa» (PTIIX)). [ToBpexneHue sHAOTENMS CO3-
JIAET TPOTPOMOOTMYECKUI Y POBOCTIAIMTENIbHBIN CTATYCHI,
CITOCOOCTBYIONINE OKKIIIO3UN KaNmWLIIpoB. BaxkHyio posb
B pa3Butun TA-TMA MOXeT Takxke MrpaTh HapylleHHe
PEryJIsILIMU CUCTEMbI KOMITJIEMEHTA M BO3MOXKHOE ITPUCYT-
CTBUE CITelI(PUUECKUX aHTUTET (CIeIU(UIHBIX JISI JOHO-
pa WM peluIIMeHTa, aHTUTeN K (pakTopy KoMruieMeHTa H).
AKTHUBaIUs CUCTEMBl KOMIUIEMEHTa I10 KJIaCCUYECKOMY
nyTu (MoJa BO3ACHCTBMEM XMMUOTEpaInvu, MHOEKIIUA,
PTIIX) u mo anbrepHaTUBHOMY TIyTU (B pe3yibrarte
TeHEeTUYECKU TeTePMUHMPOBAHHON MyTallu HEKOTOPBIX
renoB — CFH, CFI, CFB, CFHR1, 3, 5) npuBoIuT K o0Opa-
30BaHuIO Aeno3uToB dpakiu C4d uiu C5b-9 (membpa-
HO-aTaKyIOII1 KOMIUIEKC) COOTBETCTBEHHO [4].

B Hacrosiiee BpeMsi TUIIOTe3a «IBOMHOIO yaapa» IbITa-
eTcsl O0BEIUHUTD BCE 3TU MATOreHETHUUECKUE MeXaHU3MBbI
[5]. TlepBuiit «ygap» MPOU3BOIMTCS OOBIYHBIMU BO3IEH-
CTBUSIMU, KOTOPBIE MOXET MOJYIUTh JTH00ast SHAOTEIMAb-
Hasl KJIeTKa (pacTBOPMMbBbIC MeAMATOPhl B3aUMOICHCTBUS
¢ KJIeTKaM1, OKCUTeHaIIMsI, TeMOAMHAMMKa, TeMIIepaTypa,
pH), B couetanuu c mpeapacrnoaralommMy hakTropaMmu
pUCKa, TAKUMU KaK IJIATETbHAs UMMOOMIN3a1ysl, OaKTe-
pUabHO-TPUOKOBast MH(MEKIIMS, TeiiKeMUs 0e3 peMUCCUH,
MPUMEHEHME TPaHYJIOLMUTAPHOIO KOJOHUECTUMYIUPYIO-
mero ¢akropa (I'-KC®), neponcrennas TI'CK, Heco-
OTBETCTBUE TOHOpa U perunuenTa mo HLA, ¢aynapadun,
BBICOKME J03bl OycysibhaHa B peXnMe KOHIMLIMOHUPO-
BaHMs1. BTopoii «ymap» — 3TO BO3AeHCTBME MHTMOMTOPOB
KaJbIIMHEBPUHA, CUPOJIUMYCa, TSLKEIbIX MHMEKIMH WIN
TOTAJIbHOTO OOJIydyeHus Teja. B pesynasrate Bo3melicTBUS
9TUX (DAaKTOPOB 3aITyCKAIOTCS IMaTOreHETUISCKUE MEXaHU3-
Mol pa3Butust TMA (puc. 2).

Kinnnaunueckue niposinenust TA-TMA pa3zHooGpa3HBI,
a MOCKOJIbKY ITaTOJIOTHUSI HOCUT MYJIBTUCUCTEMHBIN XapakK-
Tep, TO CTPAJAIOT pa3IMIHbIC OpraHbI-MUIlIeHH (Tab. 1).

JlnarHocTHYeCKHEe  KPUTEPUH  TPAHCIUIAHTAIIMOHHO-
aCCOIMUPOBAHHOI TPOMOOTHYECKOIT MHKPOAHTHONIATHH

HecMmorpss Ha TO, YTO <«30JIOTBIM CTaHIAPTOM»
nuarHocTuku TA-TMA saBasiercss OMoTnicysl TopaXkKeHHO-
ro opraHa, B KJIMHMWYECKOHN IMpaKTUKE 3a4acTylO HEBO3-
MOXHO TOJy4UTh HeoOxoaummbie OuomnTaThl. ITosToMy
HauboJyiee 3HAUMMBIMU SIBJISIOTCS KJIWHUKO-JIabopaTop-
HbIe KPUTEPUM, YaCTh U3 KOTOPHIX MOXET YKa3blBaTh Ha
HeOJIaronpusATHBII TPOTHO3 (TabII. 2).

Kmmaugeckue ¢opmbl, pacnpocTpaHEHHOCTb, (haKTOPBI
PHUCKA ¥ NMPOTHO3 NMPH TPAHCIUIAHTAUMOHHO-ACCOUMMPOBAH-
HO#i TPOMOOTHYECKOI MUKPOAHTHONMATUH

TA-TMA, accouuupoBaHHasl ¢ IPUEMOM MHTUOUTO-
POB KallbLIMHEBPUHA, SIBJISIETCS KIMHUYECKON (opMoit
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KoHanumoHuposaHue

Mpotpom6oTtnyeckuit
anononmcaxapm,qbl MoBspexpaeHue NPOBOCAANMUTENbHI
NIOKaTOPbI KaNbLMHEBPUHA > sHpoTeNNA >
crartyc
PTNX
* / JKcnpeceus
aHTUTEeHNPEe3eHTUPYIOLLNX
TMA + KNeTok
nospexaeHue AkTuBauma T-tumdountos
opraHos PeuunueHT-cneyunduyeckme
4 N aHTUTeNa 1 aHTu-dpakTop-H
cad C5b-9 aHTUTeNa
+ * MyTaumum B reHax
CFH, CFI, CFB, CFHR1, 3, 5
c4 - (&) ( )

ANbTepHaTMBHbII NYTb aKTUBaLUKN
CUCTEMbI KOMRIEMEHTa

Knaccuueckuii nyTb akTuBaummn
CUCTeMbl KOMM/IEMEHTa

Puc. 2. Ilamoeenes TA-TMA (adanmuposano u3z [6])

Conditioning .
p ) . Prothrombotic
Lipopolysaccharides 3 Endothelial 3 .
Calcineurin inhibitors injury Ptrotlnflammatory
GVHD status
* Expression of Antigen
Presenting Cells
TMA + T-lymphocytes activation
Organ Recipient specific antibodies
damage and CFH antibodies
4 1N
Cad C5b-9
* * Gene mutations
(CFH, CFl, CFB, CFHR1, 3, 5)
¢4 —>»

Activation Complement
Alternative Pathway

Activation Complement
Classical Pathway

Fig. 2. Pathogenesis of TA-TMA (adapted from [6])

Tadmuma 1. Kaunuueckue nposenenus TA-TMA (adanmuposano u3 [2])
Table 1. Clinical manifestations of TA-TMA (adapted from [2])

Cunapom IIposiBaenns
Syndrome Manifestations
Bosnukinast de novo anemust
De novo anemia
Boznukinas de novo TpoMOOIIMTOTIEHUST
De novo thrombocytopenia

Manudecraius [ToBblIeHHAs MTOTPEOHOCTD B TpaHCHY3USIX
MUKDPOAHTUOIATH- KOMITOHEHTOB KPOBU

YECKOW FeMOJIUTH-
YeCKO aHeMuu
Manifestations of
microangiopathic
hemolytic anemia

Increased transfusion requirements

TMoBbileHue nakrataeruaporenassl (JIAI)

B CBIBOPOTKE KPOBU

Elevated LDH
[MoBbIILIEHNE KOJTUYECTBA LIM30LUTOB B KDOBU
Schistocytes in the blood

CHUXEeHNE KOHLIEHTPALUK TalTOrI00MHa

B CBIBOPOTKE KPOBU

Decreased haptoglobin

ManudecTanysi OpraHHOro NOPaKEHUs
Manifestations of organ damage

CHIMKXEHUE CKOPOCTH KITyOOUKOBOM
(uabTpan
Decreased glomerular filtration rate
ITporeunypus
Proteinuria
ApTepuasibHas TUTIEpTeH3Us (TpeOyromiast 1ist
KOPPEKIIMY Ha3HaYeHMs > 2 IpenapaToB)
Hypertension( >2 medications)

[Mouxkn
Kidney

Jlerkue
Lungs

lnokcemMust, pecriupaToOpHBIN AUCTPECC
Hypoxemia, respiratory distress
KenynouHo-ku-
LLIEYHBIN TPAKT
Gastrointestinal tract

ZKeynouHO-KuUIIEYHOE KPOBOTeUeHUE/
a0OMUHATBHBIN O0JIEBOI CUHAPOM/WIIEYC
Abdominal pain/gastrointestinal bleeding/ileus

LenTtpanbHas
TosioBHBIE 60JIM/CITyTAHHOCTH COZHAHUST
HepBHasi cucTeMa .
(LIHC) Headaches/confusion
TautonmHanm/cyaoporu
Central nervous o .
Hallucinations/seizures
system
PedpaxTepHblii K Tepanuu nepukaparnaibHbIi/
IIEBPAJIBHBIN BBITTOT U/WJIM acLUT Oe3
L ont e pET e COIYTCTBYIOIINX F€HEPATM30BaHHBIX OTCKOB
Polyserositis YICTBY P

Refractory pericardial/pleural effusion, and/or
ascites, without generalized edema

C XOpOLIMM MPOTHO30M, B TO BpeMms Kak TA-TMA, He
CBSI3aHHAsI C TMPUEMOM HWHTMOUTOPOB KaJbLIMHEBPHMHA,
UMeeT 3HAYMTEJIbHO XYAIIUI MPOTHO3 U TpeOyeT aKTUB-
HBIX TeparneBTHYecKux mep. KiamHudyeckue mposiBIeHUs
B cpegHeM MaHupecTtupyior ¢ +32-ro mo +40-ii gHM
nociae TTCK (> 92 % no nus +100).

YacroTa BCTpeuyaeMOCTH HEM3BECTHA M3-3a Pa3IMIUs
MPUMEHSIEMbBIX TUArHOCTUYECKUX KpuTepueB. CoriacHo
JIATEPATypHbIM JAHHBIM, OXBATHIBAIOLIUM ITyOJIMKAIIUU,
cBs13aHHbIie ¢ anmnoreHHoit TI'CK, pacmpocTpaHeHHOCTh
TA-TMA Bapsupyet ot 0,5 1o 76 %. B uccienoBaHuu
EBMT (xpurepun IWG), BxmiouaBimiem 406 aioreH-
Heix TI'CK, pacnpoctpanenHocth TA-TMA cocTtaBuia
7 % [10]; mo pe3yjabrataM MeTaaHaIM3a, BBHITOJIHEHHOIO
George and Selby (2004), BkItoyaBIIero faHHbie 0 5423
TpaHCIUIAaHTALUSX, 8,2 % |[11]; B mpocHeKTHBHOM
ucciaenosanuu S. Jodele et al. (2014) — 39 % [6].

OcHoBHBIMU (hakTOpaMu pucka pa3Butus TA-TMA
SIBJISIIOTCS TPUMEHEHWE WHTMOMTOPOB KaJIbIIMHEBPUHA
U CUPOJIIMYyca, BUPYCHBIEC (LIMTOMETraIOBUPYC, aleHOBU-
pyc, BK-Bupyc u . 1.) miu rpuokoBbie nungexkuuu, PTTIX,
TI'CK oT HepoACTBEeHHOTO/HEIOJHOCThIO COBMECTUMOTO
JIOoHOpa (BEpOSITHO, M3-3a OOJBIINEH YacTOThI Pa3BUTHUS
nHdekuuit u PTIIX) u monumMopdusm oTaeIbHBIX TEHOB.

Haxe mpu paspemieHun TA-TMA manmeHTbl MMe-
JOT TIOBBIIIEHHBI PUCK XPOHWYECKON OOJIE3HU TMOYeK
U apTePUAILHON TUINIEPTEH3UN.

IIpodunakTHka u JedeHHe TPAHCILIAHTAIMOHHO-ACCO-
HUMPOBAHHON TPOMOOTHYECKOI MUKPOAHTHONATHH

Cucrematuuyeckuii ckpuHUHr TA-TMA B paHHeM
MOCTTPAHCIUIAHTALIMOHHOM IIEpUOJie BKJIIOYACT CKPU-
HuHr JIIT 1 nmporenHypun 3 pa3a B Hezlelo, exXKeAHEeBHOE
HM3MEpEeHUEe apTePUaIbHOTO JaBICHMSI.

IIpu BBIIBIEHUM Kakux-aubo mpusHakoB TA-TMA
OLICHMBAIOT IIM30LUTO3 B mHepucepruIecKoil KpOBH,
KOJIMYECTBEHHYIO IPOTEUMHYPUI0 M  KOHIIEHTPALIUIO
B CBIBOPOTKE KpOBHU ranrtorioouHa u C5b-9-kommnoHeHTa
KOMIUIeMeHTa. B ciyyae BbISIBICHUS TUarHOCTUYECKUX
kputepueB TA-TMA 6e3 mpoTeHYpUU U O3 YBeTUYEHUS
C5b-9 mpousBoauTcsl OTMEHAa UHTUOUTOPOB KaJIbIIMHEB-
pUHa, yCTpaHsieTcs Jrobas Bo3MoxkHass npuumHa TMA
(madexmus, PTIIX u T. 1.). [Ipu Hanuuuu nNpoTenHypun
> 30 Mr/m1 WiIM TOBBIIIEHUSI YPOBHSI CBIBOPOTOYHOTO
C5b-9 10NOIHUTETBLHO MPUMEHSIOTCSI METOIbI CIeLIn(pU-
yeckoit Tepanuu (Taou. 3) [2].

B Hactosiee BpeMs MoOMyYeHBI OOHAIEKMBaIO-
IIMe pe3yabTaThl McciaegoBaHuii o JedeHun TA-TMA
c ucroab3oBaHueM geduodporuaa [15, 16]. Ha knBoTHBIX
MOJEJISIX M MCCIeAOBAaHMSIX Ha JIIOSIX ObLIO ITOKA3aHO,
YTO 3TOT IpenapaT BIUsIeT Ha arperaluio TpoMOOIIMTOB
[17] n ypoBeHb B 11a3Me psiia OEJIKOB C aHTUTPOMOO-
TUYECKON aKTUBHOCTHIO, BKitouas t-PA u PAI-1, npo-
CTalIMKJIWH, TpoMOoMoxynuH [18, 19], TeM caMbIM CHU-
XKas MPOKOoaryJssHTHYI0 akTuBHOCTH [20]. Kpome Toro,
nerOpOTHU 3alUIIAET SHAOTEIUN OT MOBPEKAAIOIIETO
BO3/I€IICTBUSI UHTUOMTOPOB KaJIbLIMHEBPUHA U CUPOJIM-
myca [21].
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Tabmuma 2. Juacnocmuueckue kpumepuu TA-TMA (adanmuposano u3 [2])
Table 2. Diagnostic criteria for TA-TMA (adapted from [2])

IIu3ouuThI > 2 B ione >4 % B 8 no- > 2 B rione
Schistocytes 3peHUs JISIX 3pEHUST 3pEHUsT
TMosbrmenune JIAT (panHuii KmmHUYecKuii mpusHak TMA) " " "
Elevated LDH (earlier clinical signs of TMA)

De novo TpoMOOLIMTONIEHUS _ i i

De novo thrombocytopenia

CHMXeHMEe TeMOTIo0MHA (MU TIOBBILIIEHNE TOTPEOHOCTH B TpaHCHY3USIX

3PUTPOLIMTAPHOI MaCChl) — + +
Decreased Hb (or increased red cell transfusion)

OrpunarenabHas mpoda Kymo6ea

Coombs (—ve)

CHMXKeHMEe KOHLIEHTpallMy TarTor1o01MHa

| haptoglobin

TToueuHasi/HeBposIOrMYecKast IMCHYHKIIMS

Renal/neurological dysfunction

Hopmoxkoarysiuus
Coagulation normal

+ = +
- + +
+ _ _
- - +

TTpoTenHypusi WK COOTHOILICHUE OETOK/KPEATUHUH > 2 MI/MT (paHHUIA
KImHuYecknii npusHak TMA) = — —
Proteinuria or protein/creatinine ratio > 2 mg/mg (earlier clinical signs of TMA)

ApTtepuanibHasi TunepTeH3us1, pedpakTepHasi K > 2 TUIIOTEH3UBHBIM IpernaparaM
(paHHUI KITMHUYecKUii ipu3Hak TMA) - - -
Hypertension refractory to > 2 antihypertensive drugs (earlier clinical signs of TMA)

TToBbliieHHBIH ypoBeHb C5b-9 B CBIBOPOTKE KPOBU
Increased serum C5b-9 levels

2020 11N

+

+

I+

I+

H+

Ilpumenanue. ' — Blood and Marrow Transplants Clinical Trials Network; > — International Working Group; + — o0s3amensHbiii Kpumepuii;

Heobs3amenvHblil 045 duaenocmuku TA-TMA, Ho eeo Haauuue ykasvieaem Ha nebaaconpusmuulii npoeno3 TA-TMA.

Note. + — required; = — factors not necessary for TA- TMA diagnosis, but their presence indicate a high-risk TA-TMA.

Tabmuua 3. Tepanus TA-TMA (adanmuposaro u3z [2])
Table 3. TA-TMA therapy (adapted from [2])

TTonnepxuBaroiast
Supportive

TepaneBTuueckuii
mazmooomeH (TIT)
Therapeutic plasma
exchange (TPE)

Putykcumad
Rituximab

Hedudbporna
Defibrotide

DKyauzymab
Eculizumab

OTMeHa MUHIMOUTOPOB KablIMHEBPUHA (3aMEHAa Ha MIIOKOKOPTUKOCTEPOUIbI I MUKODeHo aTa MOheTII),
Tepanus nHdexkmu u PTITX
Stop calcineurin inhibitors (substitute by glucocorticosteroids or mycophenolate mofetil) treat infection, GVHD

B HenaBHMX MPOCTIEKTUBHBIX MUCCien0BaHusIX 3hdekTnBHOCTb cocTaBmia 59—64 %
(TTpeUMYIIeCTBO PAaHHETO Havayla Teparumn)
In recent prospective studies, 59—64 % of CR (better if started early)
Y nanueHToB ¢ HATMYMEM aHTHUTE K (haKTopy KoMIIeMeHTa H mydiive pe3ysraTel HAOMIOAATNCh

npu couetanuu TI1 u putykcumaba (putykcumad cienyet BBoauTh nocie TIT)

In patients with antibodies anti-factor H, better/good results with TPE * rituximab
(rituximab should be administered after TPE)

Henbast couetats TII ¢ BBeneHueM akyau3ymada
Do not associate TPE with eculizumab

TTokazaHa 3¢heKTUBHOCTb MPUMEHEHMS puTyKcuMaoda B couetaHuu ¢ TITy 12 u3 15 nauuenros ¢ TA-TMA
(putyKcuMad BBOAWICS cpa3y mocie mpouenypsr TIT)
Reported 12/15 responses to rituximab + TPE (rituximab should be administrated immediately after TPE)

Coobuaercst 0 77 % addexkrrnBHOCTH TPpUMeEHEeHMS 1eUOpOTHIA B rpyIiIe U3 46 MalreHToB
(B3pocinbix u gereit) c TMA
Recent report with 46 adults and children: 77% of CR

IMonyueno 67 % otBeToB Ha BBeeHME aKyau3ymada pu TA-TMA ¢ nmpoTenHypueit
U YBEJTUUYEHUEM/OTCYTCTBUEM YBEJIMUEHUSI CBIBOPOTOUHOTO C5b-9
Indicated in TA-TMA with proteinuria = > sC5b-9: 67 % of responses

JleTsiM MOTYT IOTpeOOBaThCS O0JIee BHICOKKE 103bI Mperapara
Children could require higher doses

— NpUBHAK,

(2]

(2]

[12]

[13]

[14]

MexaHu3M TeparneBTUYECKOro IeiCTBUS pUTyKCuMaoa
npu TA-TMA B HacTosI1Iee BpeMs 10 KOHIIA HEU3BECTEH,
OIHAKO IPEANoJIaraeTcsl ero Beayllasi pojib B OJOKHUPO-
BaHUU ayTOAHTUTEJI, IIPX 3TOM OTMEYACTCS TOJOXUTEIIb-

[22-26].

HOE HMMMYHOPETYJISITOPHOE BO3ACHCTBUE pPUTyKCHMaba
y nauneHToB ¢ TA-TMA, y kotopsix nociae TI'CK 6butn
oOHapyKeHbI ayToaHTUTeda K (pakTopy KomriemMeHTa H
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DKynu3ymab MpeacTaBiisgeT co00i TyMaHU3UPOBAH-
HO€ MOHOKJIOHAJIbHOE AHTUTEJIO IIPOTUB KOMIIOHEHTA
kommieMeHTa C5, KoTopoe mpenoTBpalliaeT MOBPEXKIe-
HUe BHAO0TeNus, OJIOKMpPYS oOpa3oBaHUEe MeMOpaHO-aTa-
Kyroniero komiuiekea (puc. 3). B Poccniickoit @eneparinn
B HACTOSIILIeE BPeMsI LIMPOKO IPHUMEHSIETCSI ITePBbIii OMoaHa-
JIor 3Kyau3yMada (Dmuzapusi) [27], OMOaHATOTMYHOCTH
OPUTIMHAJIbHOMY IIperapaTy KOTOPOro ObLia MOATBEePXKACHA
pe3y/sTaTaMu psiaa KIMHUYECKUX MCCIeaoBaHmii [28, 29].

Mem6paHo-
aTaKylowmin
Komnnekc
Membrane
attack
complex

JHaoTenuin
Endothelium

3Kynu3ymab
Eculizumab

Puc. 3. Mexanusm deiicmeus sxyausymaba [ 14]
Fig. 3. The mechanism of action of eculizumab [ 14]

Kimaugeckuii mpumep

Ilauyuenmrka, 17 nem, nocmynuaa é omoenerue 0emcKoll
MPAHCRAGHMAUUY KOCMHO20 M032a U 2eMONOIMUHECKUX
CMBON0BBIX KACTNOK ¢ OCHOBHWIM OUACHO30M: OCIPbLLL AUM-
gobaacmuulii seilko3, npe-npe-B-ummynosapuanm, évico-
kuit puck, IL[HC-cmamyc I, no3dnuil KomoOuHuposaHHulii
peuuous (nopasiceHue KOCMHO20 M032a U NPasoil bonvuiebep-
Y0801l Kocmu), 2-51 KAUHUKO-2eMAMOA0UHeCKAsl PeMUCCUS.
Yuumwvieas omcymcemeue noanocmoio HLA-coemecmumoeo
podcmeenHo2o doHopa, nayueHmke oviaa evinoanena TICK
om eanaoudeHmu4Ho2o 0oHopa (mamepu). Pexcum KoH-
OUYUOHUPOBAHUS BKAOHAA mpeocyabaH, GayoapabuH,
yumapabux, 6opme30mMud, AGHMUMUMOYUMAPHYLI 2100V AUH,
npoghurakmuxa PTIIX — makpoaumyc.

B pannem nocmmpancnaaHmayuoHHoM nepuode y nayu-
EeHMKU OMMeHan0ch paseumue UHMEKYUOHHbIX, MOKCUYe-
CKUX U UMMYHHBIX 0CA0JCHeHUIL. []o MOMeHma 6occmaHnosae-
HUsL NelKON033a, KOHCMAmupo8arHo2o Ha + 17-ii OeHv, Obiau
JuazHOCMupoBansl (hedpulbHAs anaasus KpoeemeopeHus,
opoghapuneeanvuolii. mykosum do IV cmenenu, ycneuino
KYNUPOBAHHbIe HA3HAYEHUEM CUCEMHOU AHMUMUKPOOHOU
mepanuu. Tlocre 60ccmanosenus Aeiikonosza maHugpecmu-
p08AAG MOKCUYECKAs SHUeharonamus, accoyuupo8anHas
¢ NPUEMOM MAKPoOAUMYCd, — HA (POHE 8bICOKOIU KOHUEHMPA-
Yuu maKpoaumyca 6 Kposu y nauyueHmKu Ommeuanucy pas-
sumue mpemopa KOHe4HOCmel, HapyuleHue KoopouHauuu
OsudICeHUll, cMoUKas apmepuanbHas eunepmeH3us, Hapy-
wenus cHa, Hegpomuueckuii cunopom. Ilo danHbim MaeHum-
HO-PE30HAHCHOU MOMOPAPUU 20108H020 MO324 BbIA6ACHD
NPUBHAKU MOKCUHECKOU AeliKosHyeharonamuu, 6 cesa3u
¢ wem makpoaumyc 0vin ommeneH, npoguirakmuka PTIIX
6 danvHeliuiem npogooUNACh C UCHOAb308AHUECM 2AKOKOPMU-
Kocmepoudoe, cupoaumyca. O0Hako daree omme4anocs pas-
sumue TA-TMA, conposoxcoasuieecss MyabmucucmemMHbiM
NopasceHuem: pasgumuem 2eMoKoAUma, 2emoppacu4ecKoeo
yucmuma, mpomoOyUmMoneHul ¢ 8blCOKOLU MPaHc@y3UOHHOI

3a6UCUMOCIbI) OM  MPOMOOKOHUEHMpama, Nno8bIUEHHbBIM
yposuem JUII' (0o 1200 Ed/n), wuzoyumos (do 4—5 %).
Teuenue TA-TMA ycyeybasnoce manugecmayueii msice-
aoti ocmpoil PTIIX do IV cmenenu ¢ nopajicenuem Koicu
(puc. 4) — enaoms 0o s3nudepmosusa, neweHu ¢ pazeumuem
eunepouaupyounemuu 0o 400 MKkmonv/n, KUUeYHUKA, @ MAK -
Jce npucoeouHeHuem NOAUIMUON0UMHOZ0 UHPEKUUOHHOO
npoyecca, 00yca064eHHO20 YUMOMe2an08upyCHOl, a0eHo8u -
PYCHOIL supemueil, baKkmepuaibHbIMu 8030y0umensimu.

Puc. 4. Ilopaxcenue koxcu y nayuenmru npu ocmpoi PTITX

Fig. 4. Skin lesions in a patient with acute GVHD

B mepanuu PTIIX ¢ yyemom pazeumus TA-TMA ua
hoHe npuema UHSUOUMOPO8 KANbUUHEBPUHA U CUPOAUMYCA,
a makice cmMepoudHol pe3ucmeHmHoCcmuU OblaU HA3HAYe-
Hbl UHUOUMOPbL SHYC-KUHA3, 6edoauzymad, abamauenm,
pumykcumao, ¢ GHMUYUMOKUHOBOU Yeablo — MOUUAU3YMAo.
Ilo xcusnenuvim nokazanusm e yeasx mepanuu TA-TMA
Obln Ha3HaueH SKyausymad & cymmaproi dose 0600 me.
Tlocne gsedenus skyauzymada ommeuancs NOAOICUMENbHbLL
agpgpexm 6 meuenuu TA-TMA ¢ eude nopmaruzavuu JIAT,
CHUICEHUSI MPAHCHY3UOHHOLU 3A8UCUMOCIU O MPOMOOKOH-
UEeHMpPama, CHUNCeHUs WU30Uumo3a, KynupogaHus eemop-
pasuteckoeo yucmuma, eemoxkoauma. B danvheliwem Ha
hoHe KOMNAEKCHOU mepanuu KOHCMAamupoeaHo yay4uleHue
6 meyenuu PTIIX: cHuxcenue kKoHyenmpauuu OUAUpyOUHa
8 Kpogu, KYNUpoeaHue KO0XNCHO20 NOPANCEHUs. ¢ NOCAeOVIO-
wetl snumenuszayueil y4acmkog dNU0epmotusa, yayHueHue
xapakmepa Kaaa. OoHako nocie +60-20 OHsA omme4anocso
npoepeccuposare sunopyHKyuU mpaHcniaHmama 6naomy
00 azpanyr0yumo3a, no OGHHLIM AHAAU3A 2eMONOIMUHECKO-
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20 XUMepUu3Ma 6 KOCMHOM Mo3ee evisieaeHo 13 % coocmeen-
HbIX KAemoK no obujemy xumepusmy u 64 % cobcmeeHHbix
kaemok no CD34"-aunuu. Ilposodusace cmumynsyus
aetikonossa I-KCD 6e3 s¢ppexma. Ha pone eunogynkuuu
MPAHCHAGHMAMA Y NAYUEHMKU MAHUDeCMUposan eexepa-
AUB06AHHBIL NOAUIMUONOUUHDII UHPEKYUOHHDII npoyecc
¢ paseumuem Cencuca, noGvluleHUueM HNPOBOCHAAUMeNb-
HbIX MAPKepo8 & CblgopomKe Kpoeu (NpoKaNbUUMOHUH —
0o 1,26 ne/ma, C-peaxmuénslii beaox — do 197 me/a, unmep-
nelikun-6 — do 8159 ne/ma), 6e3 omeema Ha KOMOUHUPOBAH-
HYH aHMUMUKpoOHyto mepanuio. Ilocaedyrowee pazeumue
Y RAUUEHMKU Cenmu4eckKoe0 WoKa U NOAUOPEAHHOU Hedo-
CMamo4HOCMU NPUGeAU K AeMAaAbHOMY UCX00Y.

3akioyeHue

TA-TMA npencraBisgeT co00i TSKenoe OCTOXKHEHUE
TI'CK, koTopoe MMeeT CIIOKHBII MaToreHe3, CBI3aHHbI
¢ hakTOpaMU pUCKa, a TAKXKe C PSIOM APYIUX OCIOXKHE-
HUI, crielM(UUHbBIX IJIs1 TpaHCIUIaHTaluu. B yactHOCTH,
npu PTIIX TpurrepHbiM (HakTopoM MOXET SIBJISTHCS
MOBPEXICHUE SHIOTE/IMSI, IIOCIE Yero Pa3BUBAIOTCS YXKe
MMMYHOIIaTOJIOTMYECKME IIpoliecchl. B cBolo ouepenb
PTIIX MoXeT CIyKUTh MYCKOBBIM (haKTOPOM pPa3BUTHUS
TA-TMA. BeposiTHee Bcero, y maideHTKH B TTPOAEMOH-
CTPUPOBAHHOM BbIIIE KJIMHUYECKOM Cjyyae IIepBUY-
HbIM OBLIO Pa3BUTHUE SHIOTEIUAILHOTO ITOBPEXICHMUS,
KOTOPOE SIBUJIOCH TPUITEPOM HMMMYHOIIATOJOTUYECKOIO
npouecca ¢ pazsutueM PTIIX. CrneayeT oTMETUTh, YTO
y TNAUMEeHTKM LeJblii psifi (AKTOpPOB pHUCKA SBJISLICS
obmmMm mas pasputust PTIIX u TA-TMA, B yacTHOCTH

TarIOMACHTUYHBIM ~ JTOHOpP, XUMHUOTEPaINleBTUUECKUE
npenapaTbl, BKIIOUEHHbBIE B PEXXUM KOHIMIIMOHUPOBA-
HUsI, pPa3BUTHE TSKEIOro MHQEKIIMOHHOIO IIpoliecca
B IIOCTTpaHCIUIaHTallMOHHOM niepuonae. Kpome Toro, mist
pa3Butust TA-TMA 3HauUMBbIM (haKTOPOM pUCKa B TIpe/-
CTaBJICHHOM KJIMHUYECKOM Cllydae SBJISJIOCH IPUMEHe-
HuUe B KadectBe mnpodunaktuku PTIIX wmHruburopon
KaJbLIMHEBpUHA U cupoiumyca. CoueTaHHBIM XapakTep
ocioxHeHuit mocie TICK (MH(pEKIMOHHBIN, TOKCHYE-
CKMIT, UMMYHHBII) y ITaIllMeHTKU B MPEACTaBICHHOM KJIU-
HUYECKOM TIpUMeEpe SIBUJICSI OCHOBHOI MpPOOJIeMOIi TIpu
OIpeaeIeHUM TaKTUKU JICUCHUs U B UTOTE CTaJl TJIaBHOM
MPUIMHON HeOJAaronpusITHOTO UCXOa.

B nHacrosiee Bpems, Giarogaps yriiyoJeHUIO TIpe-
craBieHuii o maroreHe3e TA-TMA, Tepanusi JaHHOI
MaTOJIOTUM cTajia boJiee ycrelrHoi. B yacTHocTu, oOHapy-
JK€HHE POJIYM KOMIIOHEHTOB KOMILIEMEHTa B €€ pa3BUTUU
MO3BOJIMJIO YCIIEITHO MPUMEHSTh 9KYJIM3yMa0, a PUTYK-
cuMab MCIIOJb30BaTh JjIs1 OJIOKMPOBAHUS MMMYHOIIATO-
JIOTMYECKUX TIPOLIECCOB, BHOCSINMX BKJIaa B pa3BUTHE
9HAOTEIMABHOTO ToBpexneHus. OrmpeaeneHrne HOBBIX
mapkepoB TA-TMA mo3BoJiseT AUarHOCTUPOBATh IAaTO-
JIOTMIO Ha paHHUX 3TallaX, YTO 3HAYMUTEJbHO O0Jierdyaer
Tepanuto. CTaHOApTHBIE CTpAaTeruy JeUYeHHUsI, BKIIOYa0-
mue 0osee YeTKUe MOKa3aHMsS U CXeMbI IIa3MOOOMEHa,
MpUMEHEHUST pUTYKcuMaba, aKyianu3ymada u 1epuopoTu-
Jla, MOTYT OBITh OTIpeAesIeHbI Olarogapsi OOMEHY OIbITOM
MEXIYy TPaHCIIAaHTALIMOHHBIMU LIEHTPaMU M MPOIO0JIKE-
HUIO aHaJu3a JaHHBIX UCCICIOBAHUI Ha OOJIBIIUX TPYII-
nax nauueHToB ¢ TA-TMA.

NUTEPATYPA / REFERENCES

1. Jodele S., Laskin B.L., Dandoy C.E., Myers K.C., El-Bietar J.,
Davies S.M., Goebel J., Dixon B.P. A new paradigm: Diagnosis and
management of HSCT-associated thrombotic microangiopathy as
multi-system endothelial injury. Blood Rev 2015;29(3):191-204.
doi:10.1016/j.blre.2014.11.001.

2. Carreras E., Dufour C., Mohty M., Kréger N. (eds.). The EBMT
Handbook. Hematopoietic Stem Cell Transplantation and Cellular
Therapies. This Springer, 2019. 688 p.

3. Scully M., Cataland S., Coppo P., de la Rubia J., Friedman K.D.,
Hovinga J.K., Limmle B., Matsumoto M., Pavenski K., Sadler E.,
Sarode R., Wu H.; International Working Group for Thrombotic
Thrombocytopenic Purpura. Consensus on the standardization of
terminology in thrombotic thrombocytopenic purpura and related
thrombotic microangiopathies. ] Thromb Haemost 2017;15:312-22.
doi: 10.1111/jth.13571.

4. Jodele S., Zhang K., Zou F., Laskin B., Dandoy C.E., Myers K.C.,
Lane A., Meller J., Medvedovic M., Chen J., Davies S.M. The genetic
fingerprint of susceptibility for transplant-associated thrombotic
microangiopathy. Blood 2016;127:989-96.
doi: 10.1182/blood-2015-08-663435.

5. Khosla J., Yeh A.C., Spitzer T.R., Dey B.R. Hematopoietic stem cell
transplant-associated thrombotic microangiopathy: current paradigm

and novel therapies. Bone Marrow Transplant 2018;53:129-37.
doi: 10.1038/bmt.2017.207.

6. Jodele S., Davies S.M., Lane A., Khoury J., Dandoy C., Goebel J.,
Myers K., Grimley M., Bleesing J., El-Bietar J., Wallace G., Chima R.S.,
Paff Z., Laskin B.L. Diagnostic and risk criteria for HSCT-associated
thrombotic microangiopathy: a study in children and young adults.
Blood 2014;124:645-53. doi: 10.1182/blood-2014-03-564997.

7. Ho V.T., Cutler C., Carter S., Martin P., Adams R., Horowitz M.,
Ferrara J., Soiffer R., Giralt S. Blood and marrow transplant clinical
trials network toxicity committee consensus summary: thrombotic
microangiopathy after hematopoietic stem cell transplantation.

Biol Blood Marrow Transplant 2005;11:571-5.
doi: 10.1016/1.bbmt.2005.06.001.

8. Ruutu T., Barosi G., Benjamin R.J., Clark R.E., George J.N.,
Gratwohl A., Holler E., Tacobelli M., Kentouche K., Limmle B.,
Moake J.L., Richardson P., Socié¢ G., Zeigler Z., Niederwieser D.,
Barbui T.; European Group for Blood and Marrow Transplantation;
European LeukemiaNet. Diagnostic criteria for hematopoietic stem
cell transplant-associated microangiopathy: results of a consensus
process by an International Working Group. Haematologica
2007;92:95-100. doi: 10.3324/haematol.10699.

202011N



Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJOTUU

9. Cho B.S,, Yahng S.A., Lee S.E., Eom K.S., Kim Y.J., Kim H.J., Lee S.,
Min C.K., Cho G.S., Kim D.W., Lee JW., Min W.S., Park C.W.
Validation of recently proposed consensus criteria for thrombotic
microangiopathy after allogeneic hematopoietic stem-cell
transplantation. Transplantation 2010;90:918-26.
doi: 10.1097/tp.0b013e3181{24e8d.

10. Ruutu T., Hermans J., Niederwieser D., Gratwohl A., Kiehl M., Volin L.,
Bertz H., Ljungman P., Spence D., Verdonck L.F., Prentice H.G., Bosi
A., du Toit C.E., Brinch L., Apperley J.F.; EBMT Chronic Leukaemia
Working Party. Thrombotic thrombocytopenic purpura after
allogeneic stem cell transplantation: a survey of the European Group
for Blood and Marrow Transplantation (EBMT). Br J Haematol
2002;118:1112-9. doi: 10.1046/j.1365-2141.2002.03721.x.

. George J.N., Selby G.B. Thrombotic microangiopathy after allogeneic
bone marrow transplantation: a pathologic abnormality associated
with diverse clinical syndromes. Bone Marrow Transplant
2004;33:1073—4. doi: 10.1038/sj.bmt.1704513.

12. Uderzo C.C., Jodele S., Missiry M.E., Ciceri F., Busca A., Bacigalupo A.,
Corbacioglu S. Transplant-associated thrombotic microangiopathy
(TA-TMA) and consensus based diagnostic and therapeutic
recommendations: which TA-TMA patients to treat and when? J Bone
Marrow Res 2014;2:152-9. doi: 10.4172/2329-8820.1000152.

13. Yeates L., Slatter M.A., Bonanomi S., Lim F.L.W.I., Ong S.Y.,
Dalissier A., Barberi W., Shulz A., Duval M., Heilmann C.,
Willekens A., Hwang W.H.Y., Uderzo C., Bader P., Gennery A.R.
Use of defibrotide to treat transplant-associated thrombotic
microangiopathy: a retrospective study of the paediatric diseases and
inborn errors working parties of the European Society of Blood and
Marrow Transplantation. Bone Marrow Transplant 2017;52:762—4.
doi:10.1038/bmt.2016.351.

14. Jodele S., Fukuda T., Mizuno K., Vinks A.A., Laskin B.L., Goebel J.,
Dixon B.P., Chima R.S., Hirsch R, Teusink A., Lazear D., Lane A.,
Myers K.C., Dandoy C.E., Davies S.M. Variable Eculizumab
Clearance Requires Pharmacodynamic Monitoring to Optimize
Therapy for Thrombotic Microangiopathy after Hematopoietic Stem
Cell Transplantation. Biol Blood Marrow Transplant
2016;22(2):307-15. doi: 10.1016/j.bbmt.2015.10.002.

15. Uderzo C., Bonanomi S., Busca A., Renoldi M., Ferrari P., lacobelli M.,
Morreale G., Lanino E., Annaloro C., Della Volpe A., Alessandrino P.,
Longoni D., Locatelli F., Sangalli H., Rovelli A. Risk factors and
severe outcome in thrombotic microangiopathy after allogeneic
hematopoietic stem cell transplantation. Transplantation
2006;82:638—44. doi: 10.1097/01.tp.0000230373.82376.46.

16. Narimatsu H., Kami M., Hara S., Matsumura T., Miyakoshi S.,
Kusumi E., Kakugawa Y., Kishi Y., Murashige N., Yuji K., Masuoka K.,
Yoneyama A., Wake A., Morinaga S., Kanda Y. Intestinal thrombotic
microangiopathy following reduced-intensity umbilical cord blood
transplantation. Bone Marrow Transplant 2005;36:517-23.
doi: 10.1038/sj.bmt.1705099.

17. Corti P., Uderzo C., Tagliabue A., Della Volpe A., Annaloro C.,
Tagliaferri E., Balduzzi A. Defibrotide as a promising treatment for
thrombotic thrombocytopenic purpura in patients undergoing bone
marrow transplantation. Bone Marrow Transplant 2002;29:542-3.
doi: 10.1038/sj.bmt.1703414.

18. Davi G., Catalano 1., Belvedere M., Amato S., Mogavero A.,
Giammarresi C., Alaimo P., Notarbartolo A. Effects of defibrotide on
fibrinolytic activity in diabetic patients with stable angina pectoris.
Thromb Res 1992;65:211-20. doi: 10.1016/0049-3848(92)90241-2.

19. Cella G., Sbarai A., Mazzaro G., Motta G., Carraro P., Andreozzi G.M.,
Hoppensteadt D.A., Fareed J. Tissue factor pathway inhibitor release

induced by defibrotide and heparins. Clin Appl Thromb Hemost
2001;7:225-8. doi: 10.1177/107602960100700308.

1

—

20.Falanga A., Vignoli A., Marchetti M., Barbui T. Defibrotide reduces
procoagulant activity and increases fibrinolytic properties of
endothelial cells. Leukemia 2003;17:1636—42.
doi: 10.1038/sj.leu.2403004.

21. Palmer K.J., Goa K.L. Defibrotide. A review of its pharmacodynamic
and pharmacokinetic properties, and therapeutic use in vascular
disorders. Drugs 1993;45:259-94.
doi: 10.2165/00003495-199345020-00007.

22.Laskin B.L., Goebel J., Davies S.M., Jodele S. Small vessels, big
trouble in the kidneys and beyond: hematopoietic stem cell
transplantation associated thrombotic microangiopathy. Blood
2011;118:1452-62. doi: 10.1182/blood-2011-02-321315.

23.Richardson P.G., Corbacioglu S., Ho V.T., Kernan N.A., Lehmann L.,
Maguire C., Maglio M., Hoyle M., Sardella M., Sergio G., Holler E.,
Carreras E., Niederwieser D., Soiffer R. Drug safety evaluation of
defibrotide. Expert Opin Drug Saf 2013;12:123-36.
doi: 10.1517/14740338.2012.749855.

24.Marr H., McDonald E.J., Merriman E., Smith M., Mangos H.,
Stoddart C., Ganly P. Successful treatment of transplant-associated
microangiopathy with rituximab. N Z Med J 2009;122:72—4.
doi: 10.1182/blood.V112.11.4337.4337.

25. Carella A.M., D’Arena G., Greco M.M., Nobile M., Cascavilla N.
Rituximab for allo-SCT-associated thrombotic thrombocytopenic
purpura. Bone Marrow Transplant 2008;41:1063—5.
doi: 10.1038/bmt.2008.25.

26.Au W.Y,MaE.S, Lee T.L., Ha S.Y., Fung A.T., Lie A K.W.,
Kwong Y.L. Successful treatment of thrombotic microangiopathy after
hematopoietic stem cell transplantation with rituximab. Br ] Haematol
2007;137:475-8. doi: 10.1111/j.1365-2141.2007.06588..x.

27. Omuposa X.M., Opnosa O.M., My3ypoB A.JL., ['enepanosa I'A.,
IMankpatenko T.E., Abaceesa T.1O., lllaranos I1.A., Ko3una A.A.,
Wneunckuii B.B., Hlyctep A.M., Kyanait [.A. OnslT npuMeHeHUs
Onusapun® nNpu aTUHHYHOM I'€MOJIUTHKO-YyPEMHUYECKOM CHHPOME.
HMeauarpus. XKypnan um. I'H. Cnepanckoro 2019;98(5):225-9.
[Emirova Kh.M., Orlova O.M., Muzurov A.L., Generalova G.A.,
Pankratenko T.E., Abaseeva T.Yu., Shatalov P.A., Kozina A.A.,
Ilyinsky V.V., Shuster A.M., Kudlay D.A. Experience of using
Elizaria® in atypical hemolytic uremic syndrome. Pediatriya. Zhurnal
im. G.N. Speranskogo = Pediatria. Journal named after
G.N. Speransky 2019;98(5):225-9. (In Russ.)].

28.Itymxun B.B., Kynarun A /1., Jlyxuna E.A., Jlapeinkun M.JIL.,
Koncrantunosa T.C., Hlampaii B.C., Munaesa H.B., Kynnaii /1.A.,
lNanuenko E.B., MapkoBa O.A., boposuner A.1O. Pe3ynbrathl OTKpbI-
TOr0 MHOTOLIEHTPOBOT'0 KIIMHUYECKOTro HccienoBanus Ib daser mo
oleHKe 0€30MmacHOCTH, (PapMaKOKMHETUKH U (papMaKOIMHAMUKH Tep-
BOT0 OMOaHaJIora KyJIN3yMada y HelleUeHbIX MallHeHTOB C MapOKCH3-
MaJIbHOIT HOYHOI reMOrIo0nHypreil B paze HHIYKIUK TEPAInH.
Tepanesruueckuii apxus 2020;92(7):77-84. doi: 10.26442/00403660.
2020.07.000818. [Ptushkin V.V., Kulagin A.D., Lukina E.A.,
Davydkin L.L., Konstantinova T.S., Shamrai V.S., Minaeva N.V.,
Kudlay D.A., Gapchenko E.V., Markova O.A., Borozinets A.Yu.
Results of phase Ib open multicenter clinical trial of the safety,
pharmacokinetics and pharmacodynamics of first biosimilar of
eculizumab in untreated patients with paroxysmal nocturnal
hemoglobinuria during induction of therapy. Terapevticheskiy arkhiv =
Therapeutic Archive 2020;92(7):77-84. (In Russ.)].

29. Kulagin A., Ptushkin V., Lukina E., Gapchenko E., Markova O.,
Zuev E., Kudlay D. Phase III clinical trial of Elizaria® and Soliris®
in adult patients with paroxysmal nocturnal hemoglobinuria: results
of comparative analysis of efficacy, safety, and pharmacological data.
Blood 2019;134(Supp1):3748.
doi: https://doi.org/10.1182/blood-2019-125693.

Cratbst noctynuia B penakiuio: 05.08.2020. I[MpuHsTa B neuats: 15.08.2020.
Article was received by the editorial staff: 05.08.2020. Accepted for publication: 15.08.2020.

202011N

Practical questions of pediatric oncology-hematology

93



Practical questions of pediatric oncology-hematology

94

https://doi.org/10.21682/2311-1267-2020-7-3-94-101 [®)ey 20 |

BeHOOKKNIO3UOHHAA G0Ne3Hb neyenu
npu MpaHcnaaHmauuyu reMono3mu4ecKux CmBONOBbIX KNeMoK
U BbICOKO03HbIX pemumax Xxumuomepanuu. 0630p numepamypbol

N.0. Kocrapesa'-2, E.b. Maunesa'- 3, H.B. Cumoposa', K./ . Kupruzos'
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’OI'BY «HMHII] ATOH um. Imumpus Poeaueea» Munzopasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1;
JPIIKBb ®TAOY BO «PHUMY um. H.U. [Tupoeosa» Munzdpasa Poccuu; Poccus, 117997, Mockea, Jlenunckuii npocn., 117

Konmaxmnmuvie dannvie: Upuna Onecosna Kocmapesa kostareva 92@mail.ru

Benookkawozuonnas 6oae3ns newenu (BObB), 6 nacmosujee epems uauje 0003Ha4aemas MepMUHOM «CUHOPOM CUHYCOUOANbHOU 00CMPYK -
yuw» (CCO), npedcmasnsem coboil CUMNIMOMOKOMNACKC, PA36UBAIOWUIICA HA PAHHUX CDOKAX NOCAe MPAHCHAGHMAUUY 2eMONOIMUHECKUX
CMBON0BLIX KAEMOK U HEKOMOPbIX PENCUMO8 XUMUOMEPAnUU 8cAedCcmeue MOKCUMHOCMU PA0a NPUMEHSEMbIX NPenapamos U conpogoicia-
HOUULICS CAOVIOUUMU CUMNMOMAMU: 2UNEPOUAUPYOUHeMUS, 3a0epiicKa ICUOKOCmU, npubaska maccyl meaa u 6oae3HeHHas eenamomesa-
aus. To dannvim pasnvix ucmournukos, yacmoma ecmpeuaemocmu CCO/BOB y nayuenmoe oHK02emMamonoeu4ecko2o npoguas cocmags-
em om 3 0o 15 %. Hecmomps na wacmomy pasgumusi 0GHHO2O OCA0JCHEHUs!, 8 HACMOsUwee 8pemMs 00 KOHUA He onpedeneHbl CMandapmHbie
cxembl eeo npoguaakmuxu u mepanuu. B cmamve npedcmaenen kpamkuil 0630p aumepamypl, 0eMOHCMPUPYIOUUT MeNCOYHAPOOHbLEL
onvim 6 uzytenuu u neveruu CCO/BOB.

Karouesvle caoga: mpancnianmauyus 2eMONn0IMU4eCKUX CMeE0A08bIX KAeMOK, 6eHOOKKAIO3UOHHAS 00ae3Hb, dedhubpomud, cuHOpom
CUHYCOUOANBHOU 0OCMPYKYUU

Jlas yumuposanus: Kocmapesea U.0., Maunesa E.b., Cudoposa H.B., Kupeuzoe K.U. Benookkatosuonnas 601e3ub neuenu npu mpanc-
NAGHMAUUU 2eMONOIMUHECKUX CIBOA0BbIX KAEMOK U 8bICOKOO03HBIX pedcumax xumuomepanuu. 0630p aumepamypol. Poccutickuii scypran
demckoti eemamonoeuu u onkonoeuu 2020;7(3):94—101.

Veno-occlusive liver disease after hematopoietic stem cell transplantation and high-dose chemotherapy regimens.
Literature review

1.0. Kostareva®?, E.B. Machneva®>, N.V. Sidorova’, K.I. Kirgizov'
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1 Samory Mashela St., Moscow, 117997, Russia; ’Russian Children’s Clinical Hospital of the N.I. Pirogov Russian National Research
Medical University, Ministry of Health of Russia; 117 Leninskiy Prosp., Moscow, 117997, Russia

Veno-occlusive liver disease (VOD), now more often referred to as “sinusoidal obstruction syndrome” (SOS), is a symptom complex that
develops in the early stages after hematopoietic stem cell transplantation and some chemotherapy regimens due to the toxicity of a number
of drugs used and accompanied by the following symptoms: hyperbilirubinemia, fluid retention, weight gain, and painful hepatomegaly.
According to various sources, the incidence of SOS/VOD in patients with oncohematological profile ranges from 3 to 15 %. At present,
the standard schemes for the prevention of this condition are not fully recommended. The article presents a brief review of the literature,
representing international experience in the study and treatment of SOS/VOD.

Key words: hematopoietic stem cell transplantation, veno-occlusive disease, defibrotide, sinusoidal obstruction syndrome
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BBenenue

BriepBhie BeHOOKKITIO3MOHHAsI 6oe3Hb neueHr (BOB)
obuta orrcaHa B 1950 . 1 xapakTepu3oBaiach OBpEXKIe-
HUEM JINIIb IIEHTPaJIbHOM BeHBI IIeYeHU, 3a(pUKCHUPOBaH-
HBIM IIpU CBeTOBOI MukKpockomnuu [1]. B manbHelimem
KJIMHUKO-TIATOJIOTMYECKIE MCCICIOBAHUS PEIIUIINCHTOB
TEeMOITOATUYECKNX CTBOJIOBBIX KJIETOK C KJIMHUKOW CHH-
npoma cuHyconnanbHoit ooctpykiuu (CCO)/BOBb noka-
3aJIM, 9TO OKKIIIO3MSI ILIEHTPAJIbHON BEHBI OOHapyxKeHa
UG Y 55 % mauyeHTOB C JIETKUM U CPEAHUM TE€YEeHU-
eM 3abojieBaHMs U B 75 % ciydaeB Ipu TsLKesoi popme
MMOBpPEXIeHMS ITeueHn. MccaemoBaTey IMPUIILIA K BEIBO-
Iy, YTO BOBJICUCHNE B IIPOIIECC LIEHTPAIBHOI BEeHBI TIeUe-
HU HE SIBJISICTCA 00SI3aTCIbHBIM IS PAa3BUTHSI JAaHHOTO
COCTOSTHUSI 1 TIEPBOHAYAIBHO ITOBPEXACHNIE ITPONUCXOIUT
Ha YpOBHE CHHYCOMIATBHBIX 3HOOTCIHAIBHBIX KJICTOK,
B CBSI3M C YeM M OBLJIO IIPEIUIOKEHO MCITOIb30BaTh TEPMUH
CCO. B xoHTeKCTe TpaHCIUIAHTAIIUM T€MOIIO3TUICCKIX
ctBOJ10BEIX KJIeToK (TI'CK) Tepmun CCO/BOb ucnonb-
3yeTcs I ONMMcaHus TUC(HYHKIMHU TTEYeHW Ha YpOBHE
BEHO3HBIX CMHYCOB, BBI3BAHHOI BBICOKOI JT030I IIMTO-
ToKcuueckoi Tepanuu [2]. CoBpeMeHHBIC UCCICIOBAHUS
ITOKA3bIBAIOT, YTO ITAIIMCHTHI MOJyYaBIINE CTAHIAPTHYIO
xumMuoTtepanuio (XT) ¢ BKIOYeHNEM TaKKX IIperapaTos,
KakK 6-TMOryaHMH M aKTUHOMMUMH D Takxke IOaBep:Ke-
HeI pucky passutust CCO/BOB. YacroTa BcTpedaeMoOCTH
CCO/BOb cocraBnsier okoio 10—15 % mocne aio-
renHoit TIT'CK (amto-TI'CK) ¢ mcronap3oBaHneM Mue-
JI0A0JATUBHBIX PEXKMMOB KOHIMIIMOHUPOBAHUS W MEHEE
5 % mnocne KOHAULMOHUPOBAHUS C IMOHWXKEHHON NHTEH-
cuBHOCTBIO Mu ayronornaHoii TT'CK [3, 4].

IlaTorene3 cuHIpPOMA CHHYCOMIAJBbHOW OOCTpPYKIMH/
BEHOOKKJIIO3HOHHOIi 00J1e3HU NeYeHn

Bce ocnoxnenus TI'CK, cBsizaHHBIE ¢ TOBpexXie-
HUEM SHIOTeNMs, pa3BuBapInuecs mo +100-ro mgHs
Toclie TPaHCIUIAHTAIlUM, B HACTOSINEe BpeMsI OObemu-
HEHBI B TPYIIIY «paHHUX OCJIOKHEHUI 3HIOTEIHATBHO-
ro TIPpOMCXOXIeHUs» W BKiodaoT B cebss: CCO/BOB,
TpoMOOTHYeCKyI0 MuKpoaHruonatuio (TMA), nuddys-
HYIO aJbBeoJIsIpHYyIo TeMopparuio (JIAIl'), cuHmpom mou-
omatnyeckoir mHeBMoHUM (MII), cmHApOM CHCTeMHOI
MOBbIIIIEHHOW TpoHuiaeMocty Kanuuisgspos (CCIITTK)
W CUHIPOM TIPIDKUBICHUS. Bce 3TH COCTOSHUS MMEIOT
OOIIMIA TTaTOreHe3, YTO M a0 BO3MOXHOCTDH CTPYIIIIH-
poBaTh MX B OTIOEIBHBIA KJacc ocioxkHeHUil. IlepBbie
MopdoIorndecKrne M3MEHEHUsI TPOMCXOMSIT Ha yYpOBHE
CUHYCOUIAIbHBIX 3HIOTEIUATbHBIX KJIeTOK (puc. 1).
MaccuBHOE BBICBOOOXKIEHNE TTPOBOCITATUTEIBHBIX IIUTO-
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Puc. 1. Mopgonoeuueckue usmenenus npu CCO/BOB: a — okpacka eema-
meuH-303un-cagpanom; 6 — umnpeeHayus cepebpom. Ha uzobpasicenusix
npedcmasnerb NOBPeNCOCHHbIE CUHYCOUOANbHbIE SHOOMEAUANbHbIE KACMKU,
HeKPO3 2enamoyumog 60Kpy2 UeHmMpaibHbIX 6eH (YKa3ansl *)

Fig. 1. Morphological changes in SOS/VOD: a — hematein-eosin-safran;
0 — silver impregnation. The images show damaged sinusoidal endothelial
cells, hepatocyte necrosis around the central veins (indicated *)
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kuHOB (IL-2, TNF-a, IFN-y, IL-6), neiictBue npoayKToB
JIerpaHyJ/ISILUU U OKUCIUTEIbHOIO METab0IM3Ma HEUTPO-
(uoB, a TakxKe HENMOCPEACTBEHHOE BO3IACHCTBHE HEKO-
TOPBIX MPEIapaToB, TAKMX KaK MHTMOUTOPBI KaJbLIMHEB-
pUHA WX TPaHYJOLMTAPHBIN KOJIOHUECTUMYIUPYIOIINI
dakrop (I'-KC®D), gBAsioTCS TPUITEPOM IJIsI Pa3BUTHS
CUCTEMHOI0 3HJIOTeInanbHOro mospexaeHus [5]. Tlpu
auto-TI'CK  BaXHBIM MaTOTEHETMYECKUM MOMEHTOM
SIBJISIETCST  JCHCTBUE  LIMTOTOKCHMYECKUX LIMTOKMHOB
JIoHOpcKuX JuM@ouuToB. Bece a1 (hakTOphl BBHI3BIBAIOT
(bU3MOIOTMYECKYIO aKTUBALIMIO 3HIOTEIUAIbHBIX KJIe-
TOK, U €CIIM 3TO NEHCTBUE UIMTEIbHOE M/WUIA WHTCH-
CHUBHOE, aKTHBALMs SHIOTEIMOIIUTOB MOXET IepepacTu
B MOBpEXIECHUE OHIOTEIMsI. Pa3iM4yHble CUHIPOMBI
OIIPEIE/ISIOTCSI  IIPeo0IafatoliuM  [MaTOreHeTUYECKUM
¢daxTopoM (ITPOBOCTIATIUTENHHBIM, IIPOTPOMOOTUYECKIM,
MPOANnoONTOTUYECKNM) M eTo JoKanu3anueii [6] (puc. 2).

( MonnopraHHaa HegocTaTouHocTb (MOH) )
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Puc. 2. O6was cxema namoeenesza pannux ocroxcrenuti TICK sndomenu-
anvHoeo npoucxoxcoenus. DK — sndomenuanvras kaemka; JINIC — aunono-
aucaxapuost; UK — uneubumoput karvyuHespuna (aoanmuposaro u3 [6f)
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Fig. 2. Common pathogenesis of the vascular endothelial syndromes developed
early after HSCT. CLS — capillary leak syndrome; CNI — calcineurin
inhibitors; DAH — diffuse alveolar haemorrhage; ES — engraftment
syndrome; IPS — idiopathic pneumonia syndrome; L PS — lipopolysaccharide;
TAM — transplant-associated microangiopathy (adapted from [6])

WccnenoBaHus ex vivo W in vitro moKa3anau, 4To TIpU
ayroiornyHoil u amuio-TI'CK HaGmogaloTcss mpoBocma-
JIUTEJIbHOE U MPOTPOMOOTHYECKOE COCTOSIHUSI, BTOPUYI-
HBIE TI0 OTHOIIEHMIO K TOBPEXACHUIO dHA0Tenud [5, 7].
Tak, mocie moBpeXIeHusT CTeHKM COCyla XKUAKas 4acThb
IUIa3Mbl TIEPEXOIUT BO BHECOCYOUCTOE IPOCTPAHCTBO
¢ 0o0pa3oBaHUEM OTeKa, aKTUBalLMeil (paKTOPOB CBEPTHI-
BaHMS KPOBU, CJICACTBUEM UETO SIBJISICTCS pa3BUTUE CUHY-
COUJAJIBHOM OOCTPYKIIMU C MOCAEAYIOLIUM HEKPO3OM.
DTOT MaTONOrMYEcKUii KacKal MOXET MPUBECTU K pas-
BUTUIO TIOPTAJIbHON THUIIEPTEH3UH, TelaTOpPeHaTbHOMY
cunnpomy, ITOH (puc. 3).
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Puc. 3. Cxemamuuecxoe uzobpaxcenue namoeeneza CCO/BOb (adanmu-
posaro uz [7, 8])

Fig. 3. Schematic representation of pathogenesis of SOS/VOD (adapted from
[7,8D)

Kpurepun cHHIpOMa CHHYCOMIAJBbHOW OOCTPYKIMH/
BEHOOKK.IIO3UOHHOIi 00J1€3HU NeYeHn

OcHoBHBIMU KTMHUYecKuMu Kputepusmu CCO/BOb
SIBJISIIOTCSI: 3a/IepXKKa XKUAKOCTH, XKeaTyXa, 00JIe3HeHHas
rermaroMerajus U npubaska macchbl Tesa (ot 5 mo 10 %
B TeyeHue 3 gHeit). Mcropuyecku mis auarHoctuku BOb
HCITOIb30BAINCH 2 OMAaTHOCTUYECKUE IKaIbl: MOAUDU-
upoBaHHble CUaTIOBCKUE Kputepuu U bantumopckue
kputepun. Ho obGe 3TM cucTeMbl HE MOTYT CUMUTAThCS
«30JI0TBIM cTaHmgapToM» auarHoctuku CCO/BOBb. Taxk,
kputepun bantrmMopa MOryT ObITh IIPUMEHUMBI K Ial-
eHTaM 0e3 XeaTyxu, uto coctasister 30 % cpeau Bcex
MeauaTpUYeCKUX NalueHToB, a Kpurepund CHITIa MOIYT
npuBectu K runepauarHoctuke CCO/BOBb B ciayyae
Meperpy3k OpraHum3Ma XUAKocTblo [9—11] (tadm. 1).
TakKe CyIIECTBEHHBIM HEIOCTATKOM 3TUX CUCTEM SIBJISI-
eTcsl BO3MOXHOCThH TosBiaeHus npusHakoB CCO/BOb
M03Xe YCTaHOBJIEHHBIX CpoKoB. Pabouas rpynma EBpo-
MeiCKOro o0IecTBa 0 TPAHCIUIAHTALIMM KPOBU U KOCT-
Horo Mosra (European Society for Blood and Marrow
Transplantation, EBMT) B HacTosi1iee Bpems1 orpeneania
HoBbIe nuarHoctudyeckue kpurepun CCO/BODb y perteit
(TpebyeTcss Hanmuuue > 2 MPU3HAKOB): pedpakTepHOCTD
K TpaHc@y3UsIM TPOMOOUMTOB (He CBSI3aHHAsl C APYIru-
MM TIpUYMHAMMK), YBEJIMYEHME MacChl Tejia B TeYeHUeE
3 nHeit 6onee yem Ha 5—10 % wnm Gosee yem Ha 5 % oOT
M3HAYaJIbHOTO YPOBHS 3a 72 4 (He CBA3aHHOE C IPYTUMU
MIpUYMHAMU), HapacTaHue TeraToOMeraanuu, aClUT, IIOBbI-
ILIeHMEe KOHIICHTpaluu OuaMpyOrHa B I1a3Me KpoBHU (110
CPaBHEHUIO C MCXOIHBIM 3HAUYE€HWEM B TeYeHUe 3 AHei
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Ta6mma 1. Kpumepuu CCO/BOB (adanmuposano u3 [11])
Table 1. SOS/VOD criteria (adapted from [11])

MonuduiinpoBanHble CUITIOBCKUE KPUTEPUN
Modified Seattle criteria (McDonald et al., 1993)
baamumopckue kpumepuu

Baltimore criteria (Jones et al., 1987)
TNenuarpuueckas MmoauduKauus

Paediatrician modification (Corbacioglu et al., 2012)

+21

+30

Yes Yes = B =

Ja Ja 559 Ia touIupyonH+ > 2
Yes Yes ¢ Yes thilirubin + > 2
Ha Ha Ta

Yes Yes vo% Yes 22

TTOAPSII WUIK > 2 MI'/mJ1 B TedeHue 72 4). [1pu 3ToM BaxkHO
WUCKJTIOUUTh NIPYre MPUYMHBI BOZHUKHOBEHMS JaHHBIX
CUMMTOMOKOMILJIEKCOB [5].

CCO/BOb yaiie nuarHocTupyeTcsi o KIMHUYECKON
KapTHHE, HO CYIIECTBYET PsiI METOAOB HUCCIIEIOBAHUS,
KOTOpbIE€ MOTYT IIOMOYb YCTAaHOBHUTH OKOHYATEIbHBIA
nuarHo3 [12, 13]. Hanmpumep, TpaHCBHIOTYJSIPHOE TeMO-
JMHAMUYECKOe MCCIIe[IOBaHUE IIO3BOJIIET Oe30macHo
U3MEPUTH IPAAUEHT MEUYEHOYHOTO BEHO3HOIO aBJICHMUS,
KOTOpPBI IOKa3blBaeT HaAJIUMYKME BHYTPUIICUCHOYHOM
IMOCTCUHYCOUIAIbHOW TUIEPTeH3UU. TpaHCBEHO3Hast
OuornCcHUs TeYeHM SIBJISIETCSI TakKKe OJHMM M3 CIIOCOOOB
nuarHoctuku CCO/BOB, HO Tak Kak €€ BbIIOJHEHUE
aCCOLMMPOBAHO C BBICOKMM PHMCKOM TeMOpparmyecKux
OCJIOXKHEHMI, OHa IIOKa3aHa JIMIIb B cliydae HeoOXo-
JMMOCTH CpPOYHOU mudbepeHInaTbHONM IUarHOCTUKKI
(HanmpuMep, mexny CCO/BODb u peakiiueii «TpaHCIUIaH-
Tat npoTuB xo3sguHa» (PTIIX) ¢ mopaxkeHueMm IedyeHu).
ViIbTpa3ByKOBOE MCCIIEJIOBaHUE OPIOIIHOM  ITOJOCTH,
MOKa3bIBaollee M3BMEHEHNE CUHYCOUIATbHOIO KPOBOTO-
Ka, yalle MCIOJIb3yeTCs JUIS IMOATBEPXKIECHMS TUarHo3a,
TaK KaK OOBIYHO 3TU M3MEHEHMS BMIHBI Ha ITO3THUX
cragusix 3aboneBanust. B 2015 r. rpynna yyennix u3 CIIHA
u McnmaHuu mpoBeiu uccienoBaHKMe, IoKa3aBllee, YTO
CCO/BOb mnoreHUMabHO MOTYT OBITh JHWAarHOCTUPO-
BaHbl Ha OCHOBE OMNpEACJEHMSI TPYIIIbl IUIa3MEHHbBIX
OMOMapKepoB, C IOMOIIbIO KOTOPBIX BO3MOXHO Jaxe
IPOTHO3MPOBATh BEPOSTHOCTb MX BO3HUKHOBEHMS YK€
B AeHb MuejgonHdy3uu. Tak, anroputm baiieca mokasar,
YTO KOHIEHTpaluu L-(ukoinHa, rMaaypoHOBOM KHUC-
JIOTBI, MOJIEKYJIbI afAre3uu COCYIUCTBIX KJIETOK B IIa3Me
Ha 0-if JeHb MOC/Ie KOHAMIIMOHUPOBAHMS MOTYT ITOTEH-
LIMAJIBHO MCIOJIb30BaThCs B KaYECTBE MPOTHOCTHMYECKUX
ouomapkepoB CCO/BOB [12]. B kimuHUYeCcKOil MpaKkTH-
K€ B HACTOSIIIee BPeMsI 3TU UCCIeTOBAHUS IIPUMEHSIOTCS
penko.

IIpoduiakTuKa CHHAPOMA CHHYCOUIAJIbHOW OOCTPYK-
11K /BEHOOKKJIIO3MOHHO# 00JI€3H NeYeHH

HecMmoTpst Ha OTHOCUTENIBPHO PENKYI0 BCTPEUYaeMOCTh
U BO3MOXHOCTb CITOHTaHHOro pa3peuieHust CCO, B ciy-
yae Tspkesoro TeueHus v pasutus [IOH mannas mato-
JIOTHSI aCCOLIMMPOBAHA C BBICOKOI JIETAJIbHOCTBIO U TIPEI-
cTaBJIsieT COOO0M OIHY M3 BasKHBIX KIIMHUYECKUX ITPOOJIEM,
Bo3HuKaroux nocjie nmposeaeHus TITCK [11—13]. B cBs-
31 C 9TUM Yy IAIMEHTOB C BBICOKMM DHMCKOM Pa3BUTHS

CCO/BODb Heobxonnma ux npoduiakTuKa: BHIITOJTHEHUE
€XeTHEeBHOTO KOHTPOJISI MacChI Tejla 1 0ajlaHCca XXUIKOCTH
Bo BpeMs TI'CK, ucnojb3oBaHue €IWHBIX AUATHOCTHU-
YECKUX KPUTEPUEB U BO3MOXHOCTb IIPOBOJMTH COOTBET-
CTBYIOLIME JOMOJHUTENbHbIE UcchaenoBaHus [11]. Hau-
0oJjice BaxkHbIe (PaKTOPBI pUCKa, IIPU HAJTUYMU KOTOPBIX
HeobxoauMo HayaTh npoduiaktuky CCO/BOb, 6buin
copmynupoBanbl E. Carreras et al. B 2014 . (Ta6n. 2).
K nHemomuduiupyeMbiM (akTopaM pucka OTHOCSTCS:
nostropHass TI'CK, JIT B aHamMHe3e UM TepeHeCeHHOoe
paHee 3aboneBaHue neyeHu. K ¢akropam pucka, KOTo-
pble MOXXHO ycTpaHuTh a0 npoBedaeHust TI'CK, oTHocaT
Meperpy3Ky KeJie30M, MCIIOJIb30BaHUE TIeMaTOTOKCHUY-
HBIX JIEKAPCTBEHHBIX CPEICTB U MHTEHCUBHBIX PEKUMOB
KOHAUIIMOHMpPOBaHus. B Oikaiiliiee Bpemsi, BEpOSITHO,
nepen BeinosHeHUeM TT'CK ctaHeT BO3MOXHBIM ompe/e-
JIATh UCCIeNoBaHUE MOJUMOp(dU3Ma TeHOB, CIIOCOOHBIX
BJIMSITH HA METa0O0JIM3M JICKAPCTBEHHBIX CPEIICTB, UCIIOJIb-
3yeMbIX B peXXrMMaxX KOHAMIIMOHUPOBAHMS, YTO TO3BOJIUT
aganTUpoOBaTh UX I KaXIOTO OTIACJBHOIO IallMeHTa.
CornacHo manHbIM E. Carreras et al. (2011), ucrnosb3o-
BaHHUE PEXMMOB KOHIMIIMOHUPOBAHUSI C MOHMKXEHHOM
MHTEHCUBHOCTBIO 3HAUYMMO YMEHBIIMJIO 3aboJieBaec-
mocTtb CCO/BOBb [11]. Kpome Toro, cTano BO3MOXHBIM
CHUIKEHME TOKCUYHOCTHM PEXMMOB KOHIMIIMOHMPOBA-
Hus u pucka pazsutust CCO, Giaromapsi IpUMMeHEHUIO
BHYTPUBEHHOTO BBeJAeHUs1 OycyiabdaHa U duysapadbuHa
BMECTO KJIACCMYECKOTO MepOopaIbHOro mprueMa, a TakKe
KCIIOJIb30BaHNI0 (hpaKIIMOHHOIO METOAa TOTaJIbHOIO
obnyuenus teaa (TOT) [14]. He meHee BaxkHBIM (haKToO-
poM pucka pasputuss CCO/BOb sBisieTcss BO3MOXHOE
BO3HUKHOBEHUE a/UIOPEaKTUBHBIX ITPOLIECCOB, IS TIpe-
JOTBpAIICHUS KOTOPBIX HEOOXOAUM I10AO0p JTOHOPOB
C MaKCHUMaJIbHOM CTEMEeHbIO COBMECTUMOCTH I1O CUCTEME
HLA wunu BbimosHeHue T-meruienuu TpaHCIUIaHTaTa
[15]. Takxke HEOOXOOAMMO YUYMTHIBAaTb OCOOEHHOCTHU
npodpunaktuku PTIIX. OTmedyeHO, UTO y MalLlMEHTOB
C arIacTUYecKoil aHeMmuell n00aBlIeHHUE IIUKIIOCIIO-
puHa A X LI® yBenuuMBagIO 4acTOTY BO3ZHMKHOBEHMUS
CCO/BOb c 1 1020 % [16]. danbHeiiime uccaenoBaHKs
MOKa3ajiy, YTO MHIMOMTOPHI KaJbLIMHEBPMHA (OCOOEHHO
B COYETAaHUU C CUPOJIMMYCOM) MOBPEXIAIOT SHIOTEIM-
aJibHbIe KJIeTKU, crtocodctyst pazsutuio CCO/BOB [17].
Elie onuH BaXHBIM MOIXOJ 3aKJII0YAETCS B MCITOJIb30-
BaHMM MeaukaMeHTo3Hoil mnpodunaktuku CCO/BOB.
HccnenoBaHusi MOKa3bIBAIOT, YTO B HACTOSIIEE BpEeMs
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HET eIUHOM MNpopUIAKTUUYECKON CTpaTeruyd, OIHAKO
HU3KOMOJIeKyIsipHbIii rermapud (HMI'), mnpocrarnan-
nuH E1 (IITE1), ypcone3zokcuxomneBast kuciaoTa (YAXK)
u gepudporun (JAP) Hambojee 4YacTO IMPUMEHSIOTCS
Pa3IMYHBIMU TPAHCIUIAHTAIIMOHHBIMU LIEHTPAMU B LIEJISIX
npodunaktuku CCO/BOb. HMI' Hepenko MCIOIb3yeT-
csl, HECMOTPSI Ha OTCYTCTBUE YOEOUTEIbHBIX TaHHBIX 00
ero addexkruBHoctu [11]. PedynabraThl mpoduiiakTuKu
¢ noMotwio YJIXK Takke HeyOenuTeabHBI, OAHAKO BCE
HCCIIeI0BAaHUs TTOKA3bIBAIOT, YTO Y MAIIMEHTOB, MOTyJYaB-
LIKX 3TOT Iperapar, HabI0aaeTCsI MeHbIIAsl TIeYeHOTHAs
TOKCUYHOCTb, pexxe pa3BuBaetrcss PTIIX u Bwilie mokasa-
Teau BepKuBaeMocTt. B 2010 . rpynima yueHbix u3 Custia

Tadmuna 2. Daxmopwr pucka pazsumus CCO/BOb (adanmuposano u3
[9, 11]) (nauano)

Table 2. Risk factors for the development of SOS/VOD (adapted from [9, 11])
(beginning)

Mouonoit < B3pociiblit

Bospact
Age Young < adult

Tlon Myxckoit < KEHCKUA
Gender Male < female
WMunexc KapHoBckoro 100—90 < Huxe 90
Karnofsky index 100—90 < below 90

HesnokauecTBeHHOE < 37IOKAYECTBEHHOE
Non-malignant < malignant

Pemuccust < peauaus
Remission < relapse

JnarHo3 (3abosieBaHue)
Diagnosis (disease)
Craryc 3a00J1eBaHMS
Disease status

YpoBeHb acriapTaTaMu-
P P Hopwma < noBblleH

HotpaHcdepasbl 10 TTCK

Aspartate aminotransferase .

before HSCT Norm < increased
JIT Ha neyeHb Her < na
Radiation therapy to the liver No < yes

CocrosiHue NeYeHn Hopwma < ¢ubpo3, uuppo3, pak

Liver condition Normal < fibrosis, cirrhosis, cancer
Ieperpyska xene3om OtcyrcTByeT < IPUCYTCTBYET
Iron overload Missing < present
LIMB-cratyc OrpunaTeabHbIi < MOJOXKUTEIbHbIN
CMYV status Negative < positive
[MpenwecTBytoniee jeueHue Temty3ymab o3oraMmuiH

Prior treatment Gemtuzumab ozogamicin
ComnyTcTByiolIye [porectepoH, KETOKOHA30, IIMKIIO-
Tperaparbl CITOPUH, TAKPOJIIUMYC, METOTPEKCAT,

aMmdoTepulliH B, BAHKOMULIMH,
AIUKIIOBUP
Progesterone, ketoconazole, cyclosporine,
tacrolimus, methotrexate, amphotericin B,
vancomycin, acyclovir

Concomitant drugs

TeHeTuka Myrauuu B reHax GSTM 1, MTHFR
Genetics Mutations in genes GSTM 1, MTHFR
TICK
HSCT
Tun TTCK AyTto < ajio
Type HSCT Auto < allo
HLA-coBmMecTuMBIi
AU o cub6IMHT < HEPOJICTBEHHBII
Donor type

HLA-compliant sibling < unrelated
TloaHOCTBIO COBMECTUMBIH <
HETOJHOCTbIO COBMECTUMBII

Fully compliant < not fully compliant

CreneHb COBMECTUMOCTU
Compatibility degree

Nertenus < 63 AeTUIeIII
Depletion < without depletion

T-kIeTKy B TPaHCIUTAHTATE
T cells in the graft

Taomuna 2. Daxmopwr pucka pazsumus CCO/BOb (adanmuposano u3
19, 11]) (okonuanue)

Table 2. Risk factors for the development of SOS/VOD (adapted from [9, 11])
(end)

Pesxcum xom)uuuonupoeanuﬂ

Conditioning mode
DpakiroHUpoBaHHOE < TOIHAS 1032
Fractionated < full dose
TOT Hwuskas no3a < BeIcOKast 103a
Total body irradiation Low dose < high dose
Metnee 12 Ip < 6onee 12 Ip
Less than 12 Gy < more than 12 Gy
D < LD + TOT < kapmycTuH +
Cxema Benesun + Ld
Scheme Cyclophosphamide < cyclophosphamide +
total body irradiation < carmustine +
vepesid + cyclophosphamide RIC < MAC
BHyTpuBeHHO < nepopaibHO
Intravenous < oral
Bycynbhan Bycynbdan + apyroit ankuinpyommii
Busulfan areHT (MeJdanaH/Truorena)
Busulfan + another alkylating agent
(melphalan/thiotepa)
DynapabuH He BxuitoueH < BKIIIOYEH
Fludarabine Not included < included
Tpodumakaka PTIIX MHrnéurops! KanblMHEBPUHA < UHTU-
OUTOPBI KATbLIMHEBPUHA + CUPOTMMYC
Prevention of GVHD Calctne.urzrf t.nhlbltor‘s < .calcmeurm
inhibitors + sirolimus
L 3a 36 4 no TOT < LId 3a 124 o TOT
TaitmuHT Cyclophosphamide 36 hours before total
Timing body irradiation < cyclophosphamide
12 hours before total body irradiation
KomuectBo TTCK TlepBas < moBTOpHas
Number of HSCT First < repeated

Ilpumenanue. I[[MB — vyumomeeanosupyc; HLA (Human leukocyte
antigens) — enaguulli kKomnaekc eucmocoemecmumocmu,; RIC (Reduced
intensity conditioning) — pexcum KOHOUUUOHUPOBAHUS CO CHUICEHHOU
mokcuunocmoto, MAC (Myeloablative conditioning) — muenoabaamueHbiii
peducuM KOHOUUUOHUPOBAHUS.

npu3Haia, uro npuMeHeHue Y XK 6bu10 ogHUM 13 (pak-
TOpoB, yayummmBimx pe3yasratel TT'CK B ux LlenTpe [18].
OcHoBHble mnpeumyiiecTBa YIXK: KOHLEHTpUpYyeTCs
BXKeJTYM U 3aMEHSIET 00Jiee TOKCUYHbIE XETUHbIE KUCIOTHI,
YBEJIMUMBAET CEKPELIMIO XKeI4M, OMOAOCTYITHOCTD IIpera-
paTa mpu IepopajbHOM IipueMe coctasisger 30—60 %.
CommacHO [JAaHHBIM MEXIYHAPOMHBIX WMCCIeI0BAHMUIA,
HanOobIIyIO 3 GeKTUBHOCTD W Tpodmtaktuku CCO/
BOb nokazan P (tab6a. 3). HeckoabKo peTpocneKTUB-
HbIX MCCJIE[IOBAHUIA MOKA3aJIM IBHOE CHIXKEHUE YaCTOThI
CCO/BOBb cpeau nauueHton, noaydaiomux D [19, 20].
HanGonee ybOemuTenbHBIM OBLIO PaHIOMU3UPOBAHHOE
KOHTPOJIMPYEMOE MCCIIEAOBAaHUE C ydacTheM 356 mereit,
MIPOAEMOHCTPUPOBABIIEE HE TOJIbKO CHIUXKEHUE 3a00Jie-
Baemoctu CCO/BOb nipu ucnonb3oBanuu P, HO Tak-
ke u cHkeHue yactotel PTIIX [21, 22]. CoBpeMeHHBIe
peKoMeHIaluuu bpuraHckoro ooOlecTBa TpaHCILIAHTA-
LI KOCTHOTO MO3ra YKa3bIBaloT Ha 3(p(PEeKTUBHOCTH ITPU -
menenus J® y gereit (IA) u B3pocibix (IIA) ¢ BbicOKUM
puckom CCO (mpeniecTByoIIe 3a00JeBaHUS TIEYCHH,
nosTopHBie TT'CK) [23].
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Tabmma 3. Pexomenoayuu EBMT no npoguraxmuxe CCO/BOb
(adanmuposano u3 [9])

Table 3. EBMT recommendations for prevention SOS/VOD (adapted from [9])

Tenapun (2B), HMT (2B), anturpom6uH I11
(ATIII) (2B), IITE1 (1B)
Sodium heparin (2B), low-molecular-weight heparin

He pekomeHmy-
eTcs

Noérecommended = p) antithrombin ZII(2B), prostaglandin=1(1B)
YIXK (2C)
JonycTumMo Ursodeoxycholic acid (2C)
Suggested J®D: 115t B3pOCIIBIX M3 TPYIIILL prcka (2B)
Defibrotide: in high-risk adult patients (2B)
Pexkomenmyercst  J1D: wist neteii u3 rpynisl pucka (1A) (25 Mr/Kr/neHb)

Recommended Defibrotide: in high-risk children (14)
|

JledeHue cuHApOMA CHHYCOMIAIBHON OOCTPYKIMHN/
BEHOOKKJIIO3HOHHOIi 00J1€3HU NeYeHn

Teparmus CCO/BOB rnobanbHO Tompaszessercsl Ha
cUMNTOMaTu4eckyo 1 crneuuduueckyo (puc. 4). Ilep-
BbIM mmarom B jieueHun CCO/BOB saBisteTcs moamepska-
HHUE aleKBaTHOTO OajaHca XUAKOCTU U 3JICKTPOJIUTOB,
a TaKkKe KOPPEeKIWs 103 TpernaparoB, IMOTCHIIMATBLHO
o0ylajarolX renato- W HehPOTOKCUYHOCThIO. Ecim
nprbaBKa MaccChl Tejla MPOTPECCUPYET, B TEPAITMIO HEOO0-
XOIWMO BKJTIOUMTH JMYPETUKU, a TaKXke IMOAepKaHue
BHYTPUCOCYIMCTOTO 00beMa U TIOYEUYHON mnepdy3un
3a cueT TpaHCchy3uMm aibOyMUHa, IIa3MadKCIaHAepOB
W 9pUTPOIIMTAPHOU B3BeCH. B KauecTBe MOTTOTHUTEIbHBIX
Mep TSl CHYUKEHUSI TMCKOM(bOPTa, BBI3BAHHOTO aCIIUTOM
WJIV TUIEBPAJIBHBIM BBITIOTOM, MOTYT IIPUMEHSTHCS aHAJTb-
re3usl, rMmapaleHTe3, TOpaKoIeHTe3 M KUCIOpOIHAas Tepa-
must. B ciiydyae HEKOHTPOJIMPYEMOI 3aepKKU KUIKOCTH
MU TIOYEYHOW HEZOCTATOYHOCTH MOXKET ITOTPeOOBaThCS
MPOBEIEHNE TIPOLIEAYp TeMOIuain3a/TeMoMIIBTpaliiu
[24]. PexoMOWHAHTHBI TKaHEBOW aKTUBATOp ILJIA3MU-
HOTeHa TIpUMEHSJICS paHee C 3(PHEeKTUBHOCTHIO TIPU-
MepHO B 30 % ciydaeB, HO B CBSI3M C BEICOKOM YacCTOTOM
TreMOppParnyeckKnx OCIOXHEHUI B HACTOSIIIEEe BPEMS €ro
HCIIOJIb30BaHUe He peKoMmeHayeTcs [11, 24]. CylecTByioT
JIUTEpaTypHble TaHHBIE O TTPUMEHEHUN HU3KUX W BBICO-
KuX 103 Metuanpenausonona st gedenusi CCO/BOB,
OTHAKO €r0 HCIOJb30BaHUE OTPAHWIMBACTCS BBICOKUM
PUCKOM pa3BUTUS MHDEKIIMOHHBIX OCTOXKHEHUI [24].

Haub6onee 3(pheKTUBHBIM CPEeNCTBOM Kak il Mpo-
dunakTuky, Tak u g tedeaus CCO/BOB B HacTosIee
BpeMs sBisieTcs 1D, mpeacTaBiIsTIoNInii OO0 CTOXKHYIO
CMeCh OJHOIEMOYEYHBIX  OJINTONE30KCUPUOOHYKIIEO-
TUIOB, BIEPBbIE TOJYYEHHBIX B KOHIEe 1990-x romos
n3 JHK ciuzuctoil obonouku cBuHbM [25]. TouHbIid
MexaHusMm aeiictBust [P ere HeMOCTaTOUHO U3y4YeH, HO
M3BECTHO, YTO 3TOT Mpernapar objagaeT aHTUTPOMOOTU -
YECKUM, TPOMOOJIMTUYECKNUM, TIPOTUBOBOCITATTUTEIbHBIM
¥ IPOTUBOMIIEMUYeCKUM addekTamu |25, 26].

DdderTnBHOCTE M Oe3ommacHocTs A npu neyeHnm
CCO/BOb mmpoko mcciefoBaIuch MHOTUMY WHCTUTY-
Tamu [27]. [lepBoe KpynmHOE MYJBTULIEHTPOBOE UCCIEA0-
Banue 11 dazsr mpoBoamnock ¢ 1995 mo 2005 . B 35 1eH-
tpax CIIA, Uzpawng u Kanagel. B 310 uccienoBanue

CumnTomaTtuueckoe Cneunduyeckoe
Symptomatic pecific

Jito)
Defibrotide

OrpaHuyeHne Con, XUAKOCTU
Restriction of salt, liquid

NpumeHeHne anypeTnKoBs
Diuretic use

cToro obbema Prostaglandin E1
Maintaining intravascular
volume

L& + ATII
Defibrotide + antithrombin Ill

{l‘lop,p,epmaHMe BHyTpMCOCV,D,VI—] _[ MNrel

'TpaHCBeHoaHoe BHyTpuneye-
HOYHOE LYHTUPOBaHMe
NopTaNnbHOM cucTembl
Transvenous intrahepatic
bypass grafting of the portal
system

MapaueHTe3/TopakoLeHTes
Paracentesis/thoracocentesis

\ J

Hemodialysis/hemofiltration

Xupypruyeckoe
WYHTMpOBaHMe
Surgical bypass

NEerkmx
Artificial lung ventilation

\ J

_[emop,manMs/remodmnbrpaum]

McKyccTBEHHAA BEHTUNALNA ] —

TpaHcnnaHTauma nevyeHu
Liver transplant

O6e360nV|Ba]Hl4e ] ‘[

Anesthesia

Puc. 4. ITooxoowt 6 mepanuu CCO/BOb
Fig. 4. Approaches in the treatment of SOS/VOD

MPOCTIEKTUBHO BKITIOYAJIM TTAIIMEHTOB, TToryJaBmux 1D,
B TO BpeMsI KaK KOHTPOJBHYIO TPYMITy (hOpMHPOBAIN
PETPOCIIEKTUBHO Ha OCHOBAaHMM aHaIM3a MEIUIIMHCKUX
KapT MalleHToB ¢ ycTaHOBJIeHHBIM trnarHo3oM CCO/BOb
¥ 3apaHee OIpeneJICHHBIX KpUTepueB (Kpurepum bai-
timopa). 1P manmeHTaM BBOOWIN BHYTPMBEHHO B J03€
25 wmr/xr/cyt 3a 4 BBelNeHUs, IJTUTEIBHOCTh WHOY3UU
nperapata coctapisia 2 4. CpenHsisi TTPOAOJIKUTENb-
HOCTh Tepanuu cocraBuiaa 21,5 nust, 10,7 % GONbHBIX
MPEeKpaTUIA TIPUEM TIpeTiapaTa 3-3a CBSI3aHHBIX C Jieue-
HUeM MOOOYHBIX 3(hdeKTOB. Pe3ynbraTel nccienoBaHUs
MPOAECMOHCTPUPOBAIIN JIydIne TTokazaTtenn 100-1HeBHOM
BBDKMBAEMOCTH M TIOJTHOTO OTBeTa y rpymibl ¢ J1d (38,2 %
npotuB 25,0 % u 25,5 % npotuB 12,5 % COOTBETCTBEHHO)
[27, 28].

B 2016 r. rpynmoit yuensix u3 L Beiiapun ObUIH OIMy-
OJIMKOBaHBI PE3yJIbTaThl PETPOCTIEKTUBHOTO (B TIEPUOJT
¢ 1999 o 2009 r.) uccnenosanus pazsutusi CCO/BOb
y nanueHToB, noaydaBiux JI® B KOMOMHAIIMU C Tera-
PUHOM C —7-T0 JHS KOHANIIMOHUPOBaHUS 10 +20-T0 THSI
nocne TITCK. Hu y onHoro u3 248 OOJBbHBIX U3 IPYIIIbI
uccaenosanus He pa3zsuiicss CCO (kputepun bantumopa).
Kymynarusuast yactora CCO 3a 100 nHeit cocraBuia
0 % B rpynne J® no cpaBHeHUIo ¢ 4,8 % B KOHTPOJILHOM
rpymie, p = 0,00046 [29].

B2012r. 661710 01Ty0JMKOBAHO MPOCIIEKTUBHOE MYIBTH -
LIEHTPOBOE ucciienoBaHue 4actoTel pa3sutus CCO/BOb
y MalMEeHTOB, MOJIyYaBIIMX B KauyecTBE MPOGMMIAKTUKU
ATIII, n ucxoma CCO/BOB mocie KOMOMHUPOBAaHHOM
tepanuu Beicokumu nosamu J® u ATIII [30, 31]. B koH-
TpoJibHO¥ rpytne u3 71 6oabHoro BObB Obl1a ararHocTr-
poBaHa y 13 (18 %) nmereit, a B rpynie u3 91 mauueHra,
noayuyuBiiero mnpodunaktuky ATIII, xkiunuka CCO/
BOB passuace y 14 (15 %) neteii (cortacHO MOAUGBULIM-
poBaHHBIM CHATIOBCKUM KputepusiM). Hu y omHoro us
MalMEHTOB, COXPAHSIIOIIMX HOpMaibHbIN ypoBeHb ATIII,
He pasBmwiack CCO/BOB. Bee 14 6onpHBIX ¢ BOB, momy-
YyapIlIle KOMOMHUPOBAHHYIO TepaIuio, TOCTUIIM MOTHON
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Ta6mma 4. Kpumepuu EBMT 0as pewenus éonpoca o msycecmu u mepanuu CCO/BOB (adanmuposano u3z [34])

Table 4. EBMT criteria for severity grading SOS/VOD (adapted from [34])

Bpewms ot nosiBienust nepsbix cumnromoB CCO/BOb > 7 nHei

Time since first symptoms SOS/VOD > 7days

ITpubaBka B Bece

Weight gain S35

DyHKIUS TOYeK

(ot ypoBHs 10 TI'CK) <1,2

Renal function (baseline at HSCT)

Bunupybun (Mr/mn

Bilirullzzl, mg}dl/ ) 22u<3

Tpancamuna3zsl (x N) <2

Transaminases (% N) -
Ha6moznenune

Observation

5—7 nHei < 4 nHeit B nmo60e Bpems
5—7days < 4days Any time
>5%u<10% >5%u<10% >10 %

> 2 wim npyrue nanHsie o [TOH

< <
BUAmS L BlmE2 > 2 or other data of MOF
>310<5 >510<8 >8
>2nm0<5 >510<8 >8
AD? PN
Defibrotide? Defibrotide!!!

Hpume-tauue. N-— HOpMA/bHbIE 3HAYEHUS.

Note. N — normal values.

pemuccun u 93 % (13/14) noxunu go aust +100 mo cpas-
HEeHUIO ¢ 6 (46 %) BBLDKMBILMMU B KOHTPOJILHOI TpYIIIIE.
ABTOpPHI IPUIIIN K BeIBOMY, uTo mpodwnakTuka ATIII He
n3MmeHma yacrotry BOB, a koMOuHUpoBaHHAs Teparus
¢ JA® u ATIII nnponeMOHCTpHUpOBaia BEICOKHUE TTOKA3aTEIN
BeoKMBaeMocTH [31]. Hambonee adpdekTnBHAS 1 XOPOIIO
nepeHocumas go3a AP cocrasisier 25 mr/kr/cyt [32].

B 1998 r. rpynma HeMelKUX yYeHBIX M3 TioOMHTeHa
OITyOJIMKOBajla JaHHBIE 00 YCICITHOM OIIBITE JICUCHUS
CCO/BOBb vy 3 mereit mocne amno-TI'CK ¢ mpuMmeHeHH-
eM HenpepbiBHO# nHOY3un [1T'E1 1 remapuHa B HU3KUX
no3ax. IITTE1 — BazogunaTupymoliasi MoJIeKyJia, OJHUM
13 3 GEKTOB KOTOPOIl SIBIISIETCS CITIOCOOHOCTH MHTUOM-
pOBaTh arperamnuio TPOMOOIIMTOB ¥ aKTUBHUPOBATH TPOM-
o6ommzuc. [maBHBIM ipenMytiecTBoM IpuMmeHeHus [1T'E1
0Ka3aJloch OTCYTCTBHE BIMHU300B MAaCCHUBHOTO KpOBO-
TeUEeHUS B TIEPUOJL TITYOOKOM TPOMOOLIMTOIIEHUN. Y BCeX
3 manuenTtoB [IT'El BBomwmicss HempepbIBHO, HauWHas
¢ no3wr 0,075 mr/kr/g [33].

Ipynnoii EBMT 6bL10 MpeiiosKeHO HECKOIbKO CUCTEM
st panHero nporHosupoBanusi CCO/BOb u xmaccudu-
KISt IO CTETICHSIM TSDKECTH ¢ BEIOOPOM Teparu (Taod. 4).
Ora IIKaia MOXeT MPUMEHSThCA ocite Toro, Kak CCO/BOb
OBLT IMATHOCTHPOBAH C TIPUMEHEHMEM KPUTEPHUCB, YIIOMSI-
HyTbIX paHee. 1D siBiIsieTcs perapaToM BbIOOpa Py TsDKe-

JIBIX (hopMax OOJIe3HHM, pEKOMEHIyeMasl 103a Ipernapara —
6,25 MI/KT Kaxple 6 4 B TedeHue > 21 IHSI, B 3aBUCMOCTH
OT TEPEHOCMMOCTH TIpernapara. BaxkHo oTMeTuTh HeoOXo-
JMMOCTh He3aMeUTNTEJILHOrO Havajaa Tepanuu, IMOCKOJIBKY
MOKa3aHO 3HAYMMOE CHIDKEHNE BBDKMBAEMOCTH IIPA OTCPO-
YEHHOM JIcUeHUN (TI03mHee 2 aTHei oT MaHudbecTanmmn) [34].

3akmouenue

CCO/BOb sBastercsl pacipoCTpaHEHHBIM TSKETBIM
ocinoxHenneM TI'CK wu BpicokomosHoin XT. Pemrenwue
9TOM MPOOJIEMBI BKIIOYACT MHUIIMAIBHOE OIIPEIeICHIE
TPYIII PUCKa, KOMIUICKCHYIO JTMArHOCTUKY U CBOEBpeE-
MEHHOE Hayajo NMpoDWIaKTUKU U jJedeHus. [Ipu amek-
BaTHO (papMaKkooTnuecKoil n HedapMaKOJIOrHIeCKOi
npoduIakTUKe yaaeTcs: 3 (GEeKTUBHO CHU3UTD PUCK pa3-
Butuss CCO/BOBb. Tskenast popma CCO/BOB o6b19HO
accoumupyetcs ¢ [TOH u BBICOKUM ypOBHEM CMEPTHO-
ctu. CylecTByeT psio BO3MOXKHBIX CTPATETMil IJIS TIPO-
(UJIAKTUKY U JICUCHUST 3TOTO OCTIOXKHEHUS y ACTeil, Hau-
OoJiee TEPCIEKTUBHBIM IIpermapaToM Ha CETOMHSIITHUN
neHb sapasercs 1M, HOBBIN MOIMAE30KCUPUOOHYKIEOTHL
¢ (OUOPMHOIUTUYECKNM CBOMCTBOM. MHOTOYMCIIEHHBIE
WCClIenoBaHUs, BKmodas wucciaenoBanmst a3 1I/111,
MoKa3adl KIMHUYIECKOE IIPEHUMYIIECTBO IIPUMEHCHUS
J D B 1eTCKOI MPaKTHKE.
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Pe3onoyusa Cosema 3xcnepmoB, NOCBAUEHHOr0 aKmyanbHbIM
BonpocaM mepanuu nayueimos ¢ remothunuell A pagkmopom
ceepmbiBaHusd kposu Vill ¢ nponoHrupoBanHbiM nepuoom
nonysbiBeeHusa (MHH - achmopokmokor anbha)

Jlaa yumupoeanus: Pezonoyus Cosema 3Kcnepmos, NOCGAUWCHHO20 AKMYANbHLIM 80NPOCAM Mepanuu nayuenmos c eemoguaueii A
gaxmopom ceepmuieanus kposu VIII ¢ npononeuposannvim nepuodom noayswvigedenus (MHH — agpmopoxmokoe arvgpa). Poccuiickuii
JcypHan demckoii eemamonoeuu u onkonoeuu 2020;7(3):102—3.

Resolution of the Expert council on current issues in the treatment of patients with hemophilia A with clotting factor VIII
with prolonged half-life (INN — Efmoroctocog alfa)

For citation: Resolution of the Expert council on current issues in the treatment of patients with hemophilia A with clotting factor VIII
with prolonged half-life (INN — Efmoroctocog alfa). Russian Journal of Pediatric Hematology and Oncology 2020;7(3):102—3.

25 aseycma 2020 2. cocmosiaca IxcnepmHuulii cogem, 6 Xo0e KoOmopoz2o 00cyncoaiucs 60npocst 3gpghexmusnocmu
u 6eszonacnocmu npenapama gpaxmopa kpoeu VIII (3ghmopoxmorxoe aavgha) ¢ npoaonzuposannvim nepuodom
N04YyBbIBe0eHUS U NPUMEHEHUE €20 8 KAUHUMECKOl NPpaAKmuKe 04 Ae4eHus nayueHmog ¢ cemopuauei A.

Practical questions of pediatric oncology-hematology

B coBemanum npunsian yyactue 10 skcnepros:

e Pymsanues Anekcanap Ipuropbesuy, axademurx PAH, 0.m.1., npogpeccop, npezudenm DI'BY « Hayuonanvhwiii meduyunckuil uccaedo-
B8aAMeNbCKULL YeHMP 0emCKOl 2eMamonocuu, OHK0A0UU U UMMYHoro2uu umenu Imumpus Poeauesa» Munzdpasa Poccuu, e. Mockea;

e 3o3ynsa Hanexna ViBanoBHa, 0.:m.H., 3aeedyrowas omoenom koazyronamuii @I'BY « Hayuonanvhulii Meduyunckuil uccaedogament-
ckull yewmp eemamonoeuu» Munzopasa Poccuu, e. Mockea;

¢ Annpeesa TatbsiHa AHIpeeBHA, K.M.H., 3aedyioujas lopodckum yeHmpom no neveruro 60avHbix cemoghuaueii, CI16 'BY3 «lopodckas
noauxaunuxa No 37, e. Cankm-Ilemepoype;

e Momot Auapeii I1aBaoBud, 0.m.4., npogheccop, dupexmop Anmaiickoeo guauana PIBY «Hayuonanvhviit MeOuyuHcKui ucciedosa-
menbckull yenmp eemamonoeuu» Munzdpasa Poccuu, e. bapnaya;

e Bnosun Biagummp BukropoBud, x.m.H., épau-eemamonoe I'BY3 «Mopozosckas demckas eopoockas KauHu4eckas 00AbHUYA
Jlenapmamenma 30pagooxpanenus eopooa Mockewr», e. Mockea;

e JlerpoB Bukrop IOpwbeBuu, o.m.n., epau-cemamonoe I'BY3 «Mopososckas demckas eopodckas Kaunu4eckas 00AbHUUA
Jlenapmamenma 30pasooxpanenus eopoda Mockew», e. Mockea;

e Jlepuna @apuna FammmoBHa, epau-cemamonoe TAY3 Ceeponosckoii obnacmu «Obaacmuas demcKkas KAUHU4ecKas 60AbHUUA»,
2. Examepunbype;

e JKapkos I1aBen AnekcanapoBud, 0.m.4., epau-eemamonoe PIBY «Hayuonanvuviit MeOUYUHCKULL UCCAe008AMENbCKULL UeHMD Oem -
CKOll eemamonoeuu, OHK0A0UU U UMMYHOA02UU umeHu JImumpus Poeauesa» Munzdpaea Poccuu, e. Mockea;

e [lonsnckas Tarbsina FOpbeBHa, K.M.H., C.H.Cc. omdena eemopuauu u opyeux Koaeyronamuti PIbY « Hayuonansholi meouyunckui
uccaedogamenvckuil yuenmp eemamonoeuu» Murnzopaea Poccuu, e. Mockea;

¢ 3openko Bnagumup IOpseBuy, 0.:m.1., npogeccop, pykosodumens omoena eemogpuuu u opyeux koazysronamuii PIBY « Hayuonano-
HbLU MeOUYUHCK UL Uccaedosamenvckuil yenmp eemamonoeuu» Munzdpasa Poccuu, e. Mockaa.

POKTOKOT ajibha TakK Xe, KaK W DHIOTeHHbIA (hakTop
VIII, yyacTByeT BO BHyTpEHHEM MeXaHU3Me CBEPThIBaHUS

B xone 9KCHCpTHOFO coBeTa ObLIN PaCcCMOTPECHBI IaH-
HBIE€ KIMHUYECKUX UCCIIENOBAHUNA U KIIMHUYECKUIN OITBIT
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peaybHOM MPAaKTUKU MPUMEHEHUSI TperapaTta 3(MOPOK-
TOKOT aib(da, 3apeructpupoBaHHoro B sHBape 2020 T
B Poccuu nmst nedenust U mpouyiaKTUKU KPOBOTEUESHU
y MalMEeHTOB ¢ reMouineit A.

DdMopokToKor anbha — pPEeKOMOWHAHTHBIN (hak-
Top cBepthiBaHust kpoBu VIII ¢ mponoHrnpoBaHHBIM
niepuonoM nonyBbiBenieHust (rFVIIIFc), mpousBogumebrit
C TIOMOIIBIO YeJIOBEYECKOl KJIETOUHOU JMHUU. DPMO-

KpPOBHU. YBeJIMUeHUE TTepro/ia MOJyBbIBEIEHUST 3(DMOPOK-
TOKora ajiba Mo CpaBHEHMIO C SHJIOTEHHBIM (PAaKTOPOM
VIII npoucxoaut mocpeacTBoM cBs3biBaHUsl Fc-gomeHa
npernapara ¢ HeoHaTajlbHbIM Fc-pelientopoM, KOTOpbIit
9KCIPECCUPYETCs B TeUEHUE BCEel KU3HU U MPEACTaBISIET
c000Ii YaCTb €CTECTBEHHOTO MYTH 3allIUThI Ig OT TM30CcOM-
HO¥ Jerpanaluuu MmyTeM NOBTOPHOTO BKJIIOUEHMST JaHHBIX
0eJKOB B IMPKYJISIIINIO B Ti1a3Me Kposu [1—3].
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dapmakoKkrHeTHKa, 0€3011aCHOCTh U 3((GHEKTUBHOCTD
npernapara 3(pMOpPOKTOKOr anbda I MpopUIaKTUKKA
KpPOBOTEUEHUI y B3pOCIBIX U JeTeil ¢ remoduanein A
ObUIM OLIEHEHBI B 2 MEXIYHApOMHBIX HCCIEAOBAHMSIX,
C TIPOIOJDKEHUEM HaOJTIONeHUST B 00ObeIMHEHHOM HCCIe-
JIOBAHWHU MOCJIE UX 3aBeplueHust [4—6].

IIpuMeHeHMe TIperapaTa y B3pPOCIBIX ITO3BOJIIO
JIOCTUYbL MeIuaHbl Teproaa TodayBbiBeneHus: 19 4 ¢ ero
yBeJIM4IeHWEeM B 1,5 pasa 1Mo cpaBHEHUIO CO CTAaHOAPTHBIM
pekomouHaHTHBIM (hakTopoM VIII. ITpu onieHke achhekTnB-
HOCTH Y B3POCIIBIX OB OTMEYCHBI YMEHBIIICHIE MEIUAHbI
rOJI0OBOM YacTOThI BCeX KpoBOTeYeHMI 10 1,6, a crioHTaH-
HBIX — J10 0, KYITMpOBaHUE 3MU30I0B KPOBOTEUEHU I OHOM
unbekimein y 87,3 % u nByms — y 97,8 % mauueHTos [4, 6].

IIpu ouenke apdekTMBHOCTU Tipernapara 3(GMOpPOK-
TOKOT ajibda Mpu MpodUIaKTUIECKOM JIEYCHUU y NeTeit
OBITO OTMEUEHO YMEHbBIIIEHNE MEINaHbI TOTOBOI YaCTOTHI
BCeX KpoBoTeueHui 1o 0 B Bo3pacte 6 JIeT U MIIalie 1 10
2 B Bo3pacte 6—12 J1eT, a CoHTaHHBIX — 10 () B 06euX rpyI-
max. KyrmupoBaHue 3130108 KPOBOTEUCHU IIPOBOIMIIOCH
onHoi uHbekuuein y 87,3 % u nByms — y 93 % nereii [5].

B oboux mcciaemoBaHMSIX MeIMaHa YacTOTHl MHBEK-
LI cOoCTaBWIA 2 pa3a B HEACNIIO, a MeauaHa IToTpedJie-
Hus dakropa 6buta < 100 ME/kr/men. [1pu nnureasHOM
HaOJI0IeHUH He 3apeTUCTPUPOBAHO PA3BUTHSI MHTOUTO-
PpoB Ha (hoHe Teparuu MpenapaToM 3(PMOPOKTOKOT aibda
y paHee JIeUeHHBIX MallMeHTOB [4—6].

OueHb BaXHO OLIEHWTb IIPUMEHEHHUEe IIperapara
B peaIbHOW KJIIMHUYECKOU MPaKTUKE TTOCJIE €r0 PEerucTpa-
LU, AHAJIU3 AAHHBIX 00CEPBALIMOHHOIO UCCJIeI0BaHUS
IOKa3aj, YTo NpPUMEHEHMe MpernapaTa 3(MOPOKTOKOT
anb(da MO3BOISET JOCTUYh CHIDKCHUSI TOTOBOUM YaCTOTHI
KpoBoTreueHuit Ha 50 %, KoandyecTBa UHbeKLIMI — Ha 31 %,
rnorpebieHus mnpemnapara — Ha 16 % 1o cpaBHEHUIO CO
CTaHAAPTHBIMU peKOMOMHAHTHBIMU (pakTopamu VIII [7].

OtaenbHO ObUT pACCMOTPEH BOIIPOC O HALIMOHATBHBIX
KJIMHUYECKUX PEKOMEHIALIMSIX 110 JICUYEHUIO TeMOMUIUN
B pa3lIuYHbIX cTpaHax. Tak, B pekoMeHaauusx Bemu-
KOOpUTAaHMM YKa3aHbl KPUTEPUM Ipernapara ¢ MpPOJOH-
TUPOBAHHBIM TIEPHOIOM ITOJTYBBIBEICHUS: YBEIMUICHHE
rneproja rnojyBeiBeeHUs B 1,3 paza u 6oJjiee v CHUXXKEHUE
YacTOTHl MHBEKIWI IT0 CPaBHEHHUIO CO CTaHIapTHBIMU
daxkropamu VIII [8]. B pexomeHmanusix BcemupHoit
deneparn reMOGWINN TOKAa3aHUSIMHA K Ha3HAYCHUIO
MpenapaToB C IPOJOHTUPOBAHHBIM TIEPUOIOM ITOTYBBI-
BEICHUS SIBISIOTCS: Hed(h(GEKTUBHOCTD MPOGIIAKTUKHI
npenapaTaMyd CO CTaHOAPTHBIM IIEPHUOIOM IIOyBbIBE-
IeHus (CoXpaHEHUEe CIIOHTAHHBIX KPOBOTEYeHMI > 1)
U BBISIBJICHUE MOPaKEHUsI CYCTaBOB Yy MOJIOJBIX MallMeH-
TOB. HeoOXxoamMo OTMETUTh, UTO OLIEHKA YPOBHSI Mpera-
paTa C MPOJOHTMPOBAHHBIM TE€PUOJOM TOJYBBIBEACHUS
Ha ocHOBe Fc-momeHa B KpoBM He TpeOyeT pUMEHEHMS
HEeCTaHIAPTHBIX METOJOB W MOXKET IPOBOIUTHECS KakK
OJHOCTAAUMHBIM, TaK U XPOMOT€HHBIM aHaIU30M [9].

Ha ocHoBanum obcyxneHus yyactHuku CoBeTa 3KC-
TIEPTOB PEIIIIN:

1.  OcHOBBHIBasSICh Ha JaHHBIX TTPOBEICHHBIX MCCIIC-
JIOBaHUI, BHEIPEHNE B POCCUMCKYIO KIIMHUYECKYIO ITPaK-
TUKY W HaIlMOHAJbHBIE KIMHUYECKHE PEKOMEHIALIMU
npenapaToB ¢ IPOJOHTMPOBAHHBIM TEPUOIOM ITOTYBBI-
BEICHUS SIBJISIETCS aKTyaJIbHBIM.

2.  HeoOxoagumo pa3paboTaTh JIOKaJlbHbIE KpUTE-
PUU IJIsI Ha3HAYEHUs TIPerapaToB ¢ MPOJOHTMPOBAHHBIM
MEePHOIOM TTOJYBBIBEICHUS B LIEJISAX YIYUIICHUS PE3yJIb-
TaTOB Tepalvu y MalMeHTOB C HEIOCTAaTOYHBIM 3deK-
TOM OT TEKYIIIETO JICUEHMUS.

3. Ony6aukoBaTh pesoiouuio 3acenaHusi Cosera
9KCIepToB B razete «Ileauatpus ceromHsi» u B «Poccuii-
CKOM XXYpHaJie IeTCKOI TeMaTOJIOTUHN 1 OHKOJIOTUW».

Pesomonust mpuHsITa €IMHOTIACHO.
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NugdepenyuanbHad AuarHocmuka nHeBMOHUU Yy Aemeil
C OHKOremamonoruyeckumu 3abonesaHusmu
B YCNOBUAX HOBOUl KopoHaBupycHoii uHgexuuu GOVID-19

T.T. Bammes, E.B. 3axaposa, O.A. Urnarenko, H.A. BarmanoBa,

E.B. Muxaiinosa, K.. Kupruzos, C.P. Bapdoaomeena
DOIBY «HMHI] onkonoeuu um. H.H. broxuna» Munzdpasa Poccuu; Poccus, 115478, Mockea, Kawupckoe wocce, 23

Konmaxmmuuvte dannvie: Tumyp Teimypazoeuu Baaues timurvaliev@mail.ru

[Tneemonuu y 601bHbIX 2eM00AACMO3aMU, BOZHUKAIOUUE 8 NPOUECCe NeYeHUs HA (OHe MUENOMOKCUHECK020 AePaHYA0UUMO3d, S6ASHOMC
CUBHEYSPONCAOUUMU OCAONCHEHUSMU, MPEOYIOUUMU KOMNACKCHO20 N00X00a K OUaeHOCMUKe U AeveHuto. B ycaoeusx nandemuu Ho8oll
koponasupychoii ungexyuu COVID-19 dupgepenyuanrshas ouasHocmuxa NHEBMOHULL, CONPOBONCOAIOUUXCA USMEHEHUSMU 1e204HOU
MKAHU N0 MUNY <MAM08020 CMEeKAA», A8A8eMCs Kpailne aKkmyanvhoil. B nacmosuell pabome npedcmagaetsl MUpogvie OaHHble NO KAUHU-
K0-1a00pamopHoil U peHmeeH0A02U4eCKol OuazHoOCmuKe nHeeMoHuu y demell, evizeantoll supycom SARS-CoV-2 (severe acute respiratory
syndrome-related coronavirus 2). OmdenvHoe 8HUMaHue ydeaeHo 0COOeHHOCMAM DPeHMeeHOA02UEeCKOU KAPMUHbL 8 3d8UCUMOCTU OMm
6o3pacma pebenka. Ilpusedennvl 2 Kaunuueckux npumepa, Ha2aa0Ho UAAOCMPUPYROUiUE He00X00UMOCMb NPOBEOeHUs KOMNACKCHOU MUKDO-
0U0N02UUECKOll, UMMYHOA0SUHECKOIL, MONCKYAAPHOU U DeHMReHON02UMECKOl OUASHOCMUKY 015 ONpedefeHls eeHe3d U3MeHeHU 6 N1eeKUX
Y OHK02eMAmonoeUu4eckux 60NbHbIX.

Karoueevte caosa: nnesmonus, COVID-19, SARS-CoV-2, aumgpoma Xooxckura, ocmpuiii MueaouoHslil Aeliko3, OUazHOCMUKd, Ae4eHue,
demu

Jasa yumupoeanus: Barues T.T., 3axaposa E.B., Henamenko O.A., bammanosa H.A., Muxaiinosa E.B., Kupeuzos K. H., Bapgonomeesa C. P.
JNugpgpepenyuanvras duaenocmurxa nHeemonuu y demeii ¢ OHK02eMaMOA0UHECKUMU 3A00Ae6AHUAMU 6 YCAOBUAX HOBOU KOPOHAGUPYCHOUL
ungpexyuu COVID-19. Poccuiickuii scypran demckoii eemamonoeuu u onkonoeuu 2020,7(3):104—11.

Differential diagnosis of pneumonia in pediatric patients with oncohematological disease
in condition of new coronavirus infection COVID-19

T.T. Valiev, E.V. Zakharova, O.A. Ignatenko, N.A. Batmanova, E.V. Mikhailova, K.I. Kirgizov, S.R. Varfolomeeva
N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe shosse, Moscow, 115478, Russia

Pneumonias in patients with hempblastoses, arising during treatment in setting of myelotoxic agranulocytosis, are life-threatening complications,
which press complex approach for diagnosis and treatment. In condition of new coronavirus infection COVID-19 pandemia, differential
diagnosis of pneumonia with “ground glass” lung changes is a hot issue. In the current paper we present world data on clinical, laboratory
and X-ray diagnosis of SARS-CoV-2 (severe acute respiratory syndrome-related coronavirus 2) pneumonia in children. Special attention
is paid to X-ray features depending of child age. It is provided two clinical examples, demonstrating a necessity of complex microbiological,
immunological, molecular and X-ray diagnosis for detection of lung change genesis in oncohematologic patients.
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AKTyaJbHOCTD

B Hacrosiiiiee BpeMsi MUPOBOE COOOIIECTBO CTOJIKHY-
JIOCh C CaMOM KpPYITHOW MaHIeMUEeN KOPOHaBUPYCHOM
nHpexkunn (KBU), cszannoir ¢ COVID-19, nHapsmy
C TSIKEJIBIM OCTPBIM PECTTUPATOPHBIM CUHIIPOMOM (Severe
acute respiratory syndrome, SARS) 1 OJIMKHEBOCTOYHBIM
pecniupaTopHbiM cuHapoMoM (middle east respiratory
syndrome, MERS). 3apaxkxenme SARS-CoV-2 (severe
acute respiratory syndrome-related coronavirus 2) mmpouc-
XOIUT BO3MYITHO-KAIMeIbHbBIM WIM KOHTAKTHBIM ITyTEM,
YacTo MPU BHYTPUCEMEHOM KOHTaKTe. MHKYOaIIMOHHBII
TepUOJ COCTABIISIET OT 2 10 14 mHei, XOTs ONUCaHbI CITy-
Yyay MaKCUMaJIbHOM MHKyOaumu a0 27 mHei. TunmmaHoi
KJIMHUYECKOUM KapTuHOI Tipu 3aboneBaHun COVID-19
SIBJISTIOTCS  JIMXOPAaJKa, CyXOWl Kallesib, HeJoMOraHue,
MUQJITUU, TOJIOBHAasi 00Jib, puHOpesi, nuapes. OmHaKo
y psla MaiuMeHTOB pa3BUBAEeTCsl MHEBMOHUS U KpaliHe
TSDKEJTBI OCTPBIM pecriMpaTopHbIN AUCTPECC-CUHIPOM,
KOTODBII BeJEeT K BHIPAXKEHHON IbIXaTeTbHON HEI0CTa-
TOYHOCTHU. B cBsI3U ¢ OTCYTCTBUEM crieinUIECKOIl TIPO-
tuBoBupycHoii tepanuu COVID-19, kpaiiHe BakHBIMU
craHoBsATCS nuddepeHIaIbHas AUarHocTrka, 3ddek-
TUBHOE COIPOBOJUTENIBHOE JIEYEHWE W KYIUPOBAHUE
ocjoxHeHun [1-5].

3aboJieBaHMIO TIONBEPKEHO BCE HacesieHWe 3eMIlH,
onHako Haubombiryio yrposy COVID-19 npencrabis-
eT Uil TIAMeHTOB C XPOHWYECKUMU 3a00JIeBaHUSIMU
U VMMYHOIE(MDUIUTHBIMU COCTOSTHUSIMU  Pa3IMYHOTO
reHesa, a TakKe CO 3JI0Ka4eCTBEHHBIMU HOBOOOpPA30Ba-
nusimu (3HO). B psime paboT mokaszaHo, 4To WHMEKIIMS
COVID-19 xapaktepusyercsi 0ojiee TSKEIbIM TeUeHU-
eM y nanueHToB co 3HO, ocoGeHHO MOyJaronmx Uin
HeIaBHO NOy4yuBIIUX XUMUO- (XT), UMMYHO- WU JIy4ye-
Byto (JIT) Tepamnuio [6]. Y Takux GOTBHBIX MOBBIIIEH PUCK
Pa3BUTHUST TSIXKEIbIX (POpM C HEOOXOAMMOCTBIO HCKYC-
CTBEHHO BEHTUJISIIIUY JIETKUX U, COOTBETCTBEHHO, OoJiee
BBICOKOI JIETAJIbHOCTBHIO TIO CPABHEHWIO C TMallMeHTaMu
6e3 3HO [7]. Kpome TOrO, (hakropamu, OTATOIIAIONIN-
mu TedyeHne nHpekuu COVID-19, asnsiores Tepanust
YEeKTMOVMHT-UHTUOUTOPAMU, aJONITUBHASI UMMYHOTEPAIus
reHetndeckn MomudpunnpoBaHHbIMU CAR-T-kireTkaMmu
U TIPEIIIeCTBYIONIAs TPAHCTUIAHTAIMS TEMOTIOTUUECKUX
CTBOJIOBBIX KJIETOK [8§, 9].

Ocob6ennocTrio TatoreHeza COVID-19 sBisercs yya-
CTHE UMMYHHOI CUCTEMBbI, OTHAKO YPE3MEPHBII UMMYH-
HBII1 OTBET MOXET MPUBECTU K BBIPAKEHHOW CUCTEMHOM
BOCITAJIUTENIbHOM peakiuu (BCIENCTBUE TIOBBIIICHUS
YPOBHSI LMPKYTUPYIOIIMX MEAMATOPOB BOCTIAJICHUS),
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OpraHHOW M TIOJMOPTraHHOM HEZOCTATOYHOCTH. DTOMY
MPOILIECCY OTBOAUTCS 0co0asi pojib B IIPOTPECCUPOBAHUM
IbIXaTeIbHOM HegocTtaTrouHocTH [10].

Hecomuenno, mangemuu COVID-19 moaBep:KeHbI
u getu co 3HO, y koTopbix Ha ¢hoHE UMMYHOAEDUIIUT-
HBIX COCTOSIHUI, BO3HUKAIOIIMX TIPU MIPOBEACHUN TIPO-
TUBOOITYXOJICBOTO JIeYeHUsI, TIOBBIIIAETCS PUCK HebJja-
ronpustHoro ucxoma KBU. OnHako 3ayacTyio ciayyau
COVID-19 y meteii, moayJalolux MPOTUBOOITYX0JIEBOE
JIeueHUe, IPOTEKalT OeCCMMITOMHO WJIM B JIETKOM
dopme [11]. Takke MEIOTCS CBEIEHMS O TOM, UTO ML~
eHThl Ha (hOHE MMMYHOCYIPECCUU HMEIOT HECKOJIbKO
Oosiee OJArONPUSATHBINA UCXOMA MPU JEYCHUN UHOPEKIIUU
COVID-19 nmo cpaBHeHMIO C OOJBHBIMHU C IPYTUMU
COMYTCTBYIOIIMMM 3a00JIeBAaHUSMU, YTO MOXET OBITh
OOBSICHEHO OTCYTCTBMEM 4YpPe3MEpPHOM BOCHAJIMUTEIbHOMN
peakiMy Ha (poHEe CHUXKEHUS aKTUBHOCTU MMMYHHOM
cucreMsbl [12].

HecMmortps Ha penkoe couetanue 3HO u uHdumpo-
BaHust COVID-19 y neteit, BHUMaHUe Ha ce0s1 00OpaIaroT
2 IpyNIIbl TAIIMEHTOB: IETU TIEPBOTO roja XU3HU U 00JIb-
HbIE OCTPHIM JTUM@POOIACTHBIM JIEIKO30M, KOTOPBIM
MMPOBOIUTCS TOAAepXUBawIas Tepamnus. OrpaHUYeH-
HBII ONBIT HAOIIOACHMS MOKa3ajl, YTO B 00CUX IpyIlmax
OBLIY 3apEeTUCTPUPOBAHbI JIeTadbHbIE UCXOAbI. BeposTHo,
B OTUX CJIydasX MPUYMHBI HEOJIArONpUITHOIO TEUCHUS
3aKJIIOYAIOTCS B TSKEJIOM MMMYHHOM NUCOYHKIIUU,
00YCJIOBJIEHHOI, C OIHOM CTOPOHBI, BO3PACTHOI He3pe-
JIOCTbIO UMMYHHOM CHUCTEMBI, a C APYrO — HECOCTOS-
TeJIbHOCTBIO JTUM@OLIMTApHOTO 3BeHa. B 1menom getu co
3HO mnpeacTtaBisgioT coboil 0coOyI0 TPyMIly MaleHTOB
¢ COVID-19, TpeOyror1iryto KOHTpoJIs U nuddbepeHIIalb-
HOI AMAarHOCTUKU Pa3BUBAIOIIMXCS B MPOLIeCcCce Teparuu
cocTtosiHui [12].

Baxnoe mecto B seuenun gereii co 3HO um mocne
TPaHCIUIAHTALIMA TEeMOIO3TUYECKUX CTBOJIOBBIX KIIe-
ToK ¢ TeyeHueM KBW 3anumaer ombir Mtamum. Taxk,
A.A. Balduzzi et al. ommcaau OTHOCUTEIBHO JIETKOE
teueHue uHbexkuu COVID-19 y geTeit ¢ ocTpbIM JIUM-
¢G006IacTHBIM JICKO30M, OCTEOCAapKOMOIi, pabIouIHOM
OIlyXOJIbl0. BKIIIOUEeHHBIE B HUCCICIOBAaHME IALMEHThHI
WMEIU CTaHOAPTHBINA PUCK 3a00JIeBaHUS, B CBSI3M C YeM
aBTOPHI ClIeJIaIM BBIBOJ O HETSKEIOM TeUeHUM MHMEKITUKU
COVID-19 y nanHoii rpynmbl 6onbHbIX [13]. B uccneno-
Banuu W. Liang et al. mpoaHanu3upoBaHbl 18 maneHToB
¢ COVID-19, umeromnx 3HO B anamHe3e. bouio mpo-
JIEMOHCTpUpoBaHO Oojee Tsekenaoe TeueHue COVID-19
y 0onbHBIX co 3HO, u, Kak ciaeAacTBue, XyAIInuii UCXO[
3aboneBanus [14].

B HayuyHoI1 nmuTepaType ornucaHbl O0lIKe Mepbl TTPO-
dunaxktuku u nedenuss COVID-19y nereii co 3HO, koTto-
pble COOTBETCTBYIOT TaKOBBIM IMPH JICYCHUN MHOEKIIUU
B oO111ei momyssiiuy. B cBoto ouepenb, aBTOPBI PpEKOMEH-
IIYIOT, C OMHOI CTOPOHBI, IO BO3MOXKHOCTU HE MIPEePhIBaTh
Teparuio, Ha3HayaTb KOJOHUECTUMYIUPYIOIIe (paKTOPhI
yepe3 24 4 ot okoHuaHust XT, Bo3aepxKaTbcsl OT MHTEH-
cuBHOI XT ¥ B 0COOGHHOCTH UMMYHOTEpAIUU y IeTeit co
3HO npu noctukeHuu pemuccuu [12, 15].

Cpenu nabopatopHbix MapameTpoB mpu COVID-19
oOpaijaloT Ha ce0s1 BHMMaHME MOBbILIEHWE Yyuclia Hel-
TpodwioB, pocT gakrataeruaporeHassl (JIJI'), deppu-
tnHa, C-peakTuBHOro 6enka u D-ngumepa, HO HaMOOIb-
1ee TMPOrHOCTUYECKOE 3HAaueHHEe MMeeT JMM@OIeHus,
OTpakarolIlasl CTeIieHb IIPOrpecCUpOBaHMS 3a00JIeBaHMS,
KOTOpasi Habmonanach y 85 % KpUTUYECKMX MallEHTOB
¢ COVID-19, rnaBHBIM 00pa3oM 3a CYET YMEHBIIECHUS
konmmyectBa CD4* T-xenmepos [16, 17]. Ilymascokcu-
METpUSI U PEHTTEHOBCKAsl KOMITbIOTepHasT TOMoTpadus
(PKT) 1o3BOJSIOT BBISIBUTH CHIKEHME caTypaluun
¥ U3MEHEHMSI B JIETKHUX IO THUIIy «MaTOBOIO CTEKJIa».
OngHako KIIIOYEBBIM METOIOM JIUATHOCTUKU SIBJISICTCS
uIeHTUdUKAIMS BO30yIuTess B cpeaax opranusma [17].

Tem He MeHee, HECMOTPSI Ha KpaifHe CJIOXHYIO 3ITH-
JEMHUYECKYI0 OOCTAaHOBKY B MHUpeE, He CJIeAyeT 3a0bIBaTh
U O JpYTUX MPpUYMHAX MHGEKIMOHHO-BOCIATUTENIbHBIX
3a00JieBaHUI JIETKUX Y AeTell, moyJarolux JeyeHue mno
TMOBOAY TeMO0JIACTO30B.

Ilenbio naHHOM padOTHI SIBISIETCS JIEMOHCTpALMs
CJIOKHOCTU ITU(depeHINaTbHON TUAaTHOCTUKY U3MEHe-
HUIl B JIETKUX IO TUILy «MaTOBOIO CTEKJIa» Ha MpUMEpE
2 KIMHUYECKHUX CITyJaeB.

Kmmangeckwuii coygaii Ne 1

boavnoii /., 15 nem, duaenos: aumgpoma Xodyckuua,
CMEUWaHHO-KACMOYHbLI 6apUanm ¢ nopaxiceHuem 0eopeHHbIX
aumgpamuueckux y3nr06 (J1Y) ¢ obeux cmopon. CocmosiHue
nocne noauxumuomepanuu (urons 2011 e.). Peyuoue I ¢ nopa-
aceHuem bedpennvix JIY ¢ obeux cmopon (uronv 2012 e.).
Cocmosinue nocae noauxumuomepanuu 2-ii aunuu. Peyu-
dus 11 ¢ nopaxcenuem Hao- u nookaruuunsix JIY ¢ obeux
CMOPOH, CcPedOCmeHUsl, Ne20UHOU MKAHU, CeAe3eHKU (Mail
2019 e.). Cocmosinue nocae noauxumuomepanuu 3-il AUHUU
(okmabps 2019 e.), aymonoeuuHoil mpauncniaHmayuu
2eMONOIMUHECKUX CMB0A08bIX KaemoK (Hosops 2019 e.),
JIT na nao- u nookarwquynwvie J1Y ¢ obeux cmopon, JIY cpe-
docmeHrusi, ceaeseHky (gespans 2020 e.). Iloanas pemuccus
(NO3UMPOHHO-IMUCCUOHHAS TMOMO2PAPUL — HeeamUEHDbLIL
cmamyc) (mapm 2020 e.).

Ilocae nposedennoii JIT na nopaxcennvie npu Il peuyu-
duee 30HbI (cymmapHas ouaeoeas doza — 26 Ip) omme-
yanace mpomooyumonernuss IV cmenenu, mpebosasuias
3amecmumentHoll mepanuu MPOMOOKOHUEHMPAMOoM
(1—2 O0o3vt 6 Hedeaw). Jleiikouyumsl 6 o0uem aHaiu-
3e kposu (OAK) cocmasnsau 3 x 10°/a, eemoenobun —
89—104 ¢/a, spumpoyumst — 2,6—3,3 x 10%/a. (anpesv—
maii 2020 ¢.). B npoghusaxmuueckux yeasx 604bHOIU nOAY4AN
bucenmon, gaykonaszon.

30.05.2020 ommeueno maxuntos do 40/mun. Temnepa-
mypa mena 36,5 °C. KoxcHvie nokpoewt u udumvle cau3u-
cmole ymepeHHo OnedHble, yucmote. lepugepuueckue J1Y npu
nasvnayuu ue yeeauyersl. Ilpu ocmompe epyoHoil Knemku —
BMSAINCCHUE MEHCPEOEPHBIX NPOMENCYMK08. AYCKyabmamue-
HO ObiXaHue 0cAabAeHO N0 6CeM Ne20YHbIM NOASIM C 00eux
CMOPOH, Xpunog He Ovia0. ToHbl cepdya AcHble, pummutHble,
yacmoma cepoeyHvIX coKpauwjeHui — 88/MuH, apmepuans-
Hoe daesnenue (A) — 120/80 mm pm. cm. 2Kusom msekuil,
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0e3001e3HeH DL NPU NOBEPXHOCIMHOU U 2A1Y00KOU naivha-
yuu. Ilewenv u cenesenka npu nasvhauyuu U NepKyccuu He
yeeauuernvl. Cmya 1 p/cym, opopmaennsiit. Moueucnyckanue
peeyasapHoe, besbonesnennoe. Ommeuanocs CHUICeHUe camy-
pauuu 0o 86 %, 6 c853U ¢ Uem HAHAMa UHeANAYUS YBAANCHEH -
H020 Kucaopoda ¢ nosvluenuem camypauuu do 100 %. Ilpu
UCCA008AHUL KUCIOMHO-UEN0YHO20 COCMOSAHUS KPOGU —
cuuxcerue pCO, 0o 32 mm Hg (nopma — 41-51 mm Hg),
BEefc — 3,7 mmons/n (nopma — 1,0—2,5 mmons/n), euopo-
kapbonama do 20,0 mmons/a (Hopma — 26,0—32,0 mmons/n).

B OAK om 30.05.2020: aeiikouyumot — 5,9 x 10°/a, apu-
mpoyumot — 3,25 x 10"/n, eemoenobun — 104 2/, mpombo-
yumot — 29 x 10°/n, neiimpodpunvt — 53,3 %, aumepoyumor —
40,8 %, monoyumor — 5,9 %. I[lo danHoim GuOXUMUYECKO-
20 aHaauza kposu — 0Oe3 omkaoHeHui. B xoaeyroepam-
Me obpawjanro Ha cebsi eHumanue noevieHue D-dumepa
0o 4,5 Hopm.

Ilo daunvim PKT opeanos epyonoii knemxu om 30.05.2020
omme4eHo Oug@ysHoe cHuNICeHUe NHEBMAMU3AUUU Ae20H-
HOU MKAHU NO MUNY <«MAmMo8020 CMeKAQ» ¢ A0KAAU3ayuell
6 nepupepuyecKux omoeaax AeeKux u 4acmu4Ho 6 NPUKOpHe-
6bix omoenax. Ynaomuennvle Mexuc00AbK0Gble NepecopooKu
00pazyrm Ha IMoM QoHe uemKue epaHulbl ¢ HeU3MeHeHHOI
N€20YHOU MKAHbI, €030a8as 8UO «OYAbINCHOU MOCMOBOL».
B nepednem cpedocmenuu onpedeasomces ygeauuenHoie J1YV
do 1,4 cm 6 duamempe (puc. 1).

Puc. 1. ITayuenm JI. PKT om 30.05.2020. Cumnmom «mamogozo cmexkia»
6 COuemaHuu ¢ PEeMUKYAAPHLIMU UBMEHEHUSMU (CUMRMOM <«OYAbIHCHOU
MOCmogoi») — crazy parving. JleycmoponHue cummempuuHvie yY4aAcmKu
VHAOMHEHUs. 1e204HOL MKAHU RO MUNY «<MAM08020 cmekaa» — ground glass
opacity (GGO), pacnonodicerHblie CUMMEMPUHHO 8 nepughepuecKux omoe-
AaX, 4ACMUHHO 8 NPUKOPHEBbIX OMOeNax

Fig. 1. Patient D. X-ray computed tomography from 30.05.2020.
Symptom “frosted glass” in combination with reticular changes (symptom
“cobblestone”) — crazy parving. Bilateral symmetric areas of lung tissue
compaction according to the type of “ground glass” - ground glass opacity
(GGO), located symmetrically in the peripheral sections, partly in the basal
sections

boavromy Hauama mepanus dekcamemazoHom, Ha3Ha4e-
Hbl GHMUOUOMUKU WUPOK020 CHeKmpa elicmaus (nunepayui-
AUH + mazobakmam u aMuKayuH), nogvluleHa 003a Ko-mpu-
Mokcazona do aewebnoii — 10 me/ke/cym (no mpumemonpu-
my). Ilpu donoanumensHom paccnpoce 60AbHO2O BbIICHUAOCD,
4mo npPoBOOUMbLI NPOPUAAKMUHECK U npUeM KO-MPUMOKCa-
304a 6b1 HepeeyasapHoim. 31.05.2020 u 01.06.2020 — cocmos-
Hue 001bHO20 C He3HAUUMENBHOU NOAONCUMENbHOU OUHAMUKOLL
8 8ude ymeHvuleHUs 00bluKy 00 35—37/MuH.

01.06.2020 nposedena 6poHXOCKONUSL, NO pe3yAbmamam
KOmOopoil namoao2uu co CMOpPOHbl MPAxeoOPOHXUANbHO-
20 depeéa He OMMeHeHO, BbINOAHEH OPOHX0ANbBEOASAPHbLI
aasaxc (BAJI) eepxnedonesoeo Oponxa ne6020 ne2K020.
Yposenv mpomboyumoe 6 OAK cocmaensin 35 < 10°/a. Ilpu
Mukpobuonoeuveckom uccredogarnuu BAJl  obHapysucena
Prneumocystis jirovecii, dpodciicesbix u naecHegvix epubdoe He
0bL10, pOCM 6AKMepPUANbHOU (PAOPbL He NOAYYEH.

Ilo Odannvim noaumepasnoil yennoii peaxyuu (I1L[P)
MA3K08 U3 HOCOA0MKU, GbINOAHEHHOL 8 UYeasX UCKAIOHeHUs
Hoeoti KBH COVID- 19, necmomps Ha KapanmuHHble Mepo-
npusmust, 6 pedxcume cito, PHK SARS-CoV-2 ne onpedens-
aace. Ummynogepmenmuolil ananu3 Kpogu He Gblia8UN UMMY -
Hoenobyaunos M u G k koponasupycy SARS-CoV-2.

Cnedosamenvro, no 0GHHbBIM KOMHAEKCHO20 KAUHUKO-1d-
060pamopHo20 U UHCMPYMEHMANbHO20 00CA1e008aHUsL, YCma-
HOBA€eH 0uazHOo3 08YCMOPOHHell NHeBMOUUCMHOL NHe8MOHUU
(Pneumocystis jirovecii).

02.06.2020 u 03.06.2020 o0biuka yMeHbUUAACH
do 20-25/mun, camypayus nosvicusacy 0o 95 % Ha
ammocgeprom 603dyxe. boavnomy Obira npodoadceHa
mepanus nunepayuliun + mazobakmam, AMUKayuH, gay-
KOHA304 U KO-MPUMOKCA304 ¢ danbHeliulell noa0jicUmenbHoll
dunamuroil kauHuyecku u no dannoim PKT opeanoe epydroii
Kaemku (puc. 2).

Aumubuomuku Oviau ommenensl yepe3 2 Hed, mepanus
DAYKOHAZ010M U KO-MPUMOKCA3040M NPOO0AINCEHA 8 PO -
aaxkmuyeckoiidoseeuie e meuenue 1mec. Burone 2020e. 6 uensx
KOHmMPpOAs 2ene3a npoyecca npu Uccae0o8anuu Kpogu mMemo-
dom UMMYHOEepMeHMHO20 aHaau3a ummyHoerooyiunol G
Kk SARS-CoV-2 ne onpedensiauce. Iloanoe kynuposarue
PEHM2eH0N0_UYeCKUX NPOSIBACHULI NHEBMOUUCIHOLU NHEe8MO-
Huu ommeuero k 22.06.2020 (puc. 3).

Kmmaugeckwmii corygaii Ne 2

boavnas 2K., 11 aem, ¢ nauasra 2020 e. nepuoduuecku
ommeuanra kamapanvHule aeaenus. B mapme 2020 e. odHo-
KpamHblil 3nu300 auxopadku 0o gebpurvHbix yugp, Kama-
panvHble s6aeHus Obiau gvipadceHsl ymepenno. Tlepuoduue-
cku 6 mapme—anpene 2020 e. obpauiaru Ha cebs GHUMAHUE
nemexuanbHble 8biCLINAHUS Ha mee.

25.04.2020 ommemuna nosviuieHue memnepamypsl meaa
do 38,5 °C, kawens, 6 ca3u ¢ yem nposodunace mepanus
napayemamonom ¢ noA0NCUMenvHviM sgppexmom. B meue-
HUe HecKOAbKUX OHell Hapacmaiu caabocmv, CHUNCEHUE
annemuma, Kauieab YCUAUACS, MeMuepamypa 0ocmueand
39,5 °C. boavHas ocmompena 8pa#oM-neouampom, peKo-
MEHO0BAHO NPOOOAJICEHUe AHMURUPEMUHECcKOl Mmepanuu,
Ha3HauyeH amokcukaas. Iggexkma om npoeoouUMo2o neveHus
He Obvlr0. 04.05.2020 cocmosinue yXyouiunocs, NOSEUNOCH
3ampyoHeHHOe dbiXaHue U Opueadoil cKopoi NOMOUuU nayu-
EeHMKA 20CNUMANU3UPOBAHA 8 CIALUOHAD, 20e NPU NOCMY-
NACHUU COCOsIHUE PACUEHEHO KAaK msdcenoe, 00ycA081eHO
JbIxameavHol He0OCMAmMO4HOCIbIO, 4ACMOma  ObIXAHUs
26/mun. O6pawano sHUMAaHUe BMANCEHUE YCIMYNUUBHIX MECIN
2pyoHoil kaemku, camypauus — 92 % na ammocghepHom 603-
dyxe. B meuenue HeckoAbKUX MUHYM RPOU3OUINO CHUNCEHUE
camypayuu 0o 83 %, Hauama uHeaAAYUS YBAANCHEHHOO
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Puc. 2. llayuenm JI. PKT-kapmuna om 02.06.2020: meuenue nHeMOUUCMHOLU NHEGMOHUL C NOAOICUMEAbHOU OUHAMUKOL HA (hOHe AeHeHUs 6 GUde YMeHb-
WieHUsi nA0Wadu U NAOMHOCMU UHPUALMPAMOS, YACMUMHO20 80CCIAHOBACHUS 8030YUIHOCMU N€204HOI MKAHU 8 NPUKOPHEBbIX U nepugheputecKux omoenax

Fig. 2. Patient D. X-ray computed tomography from 02.06.2020: the course of pneumocystis pneumonia with positive dynamics against the background of
treatment in the form of a decrease in the area and density of infiltrates, partial restoration of the airiness of the lung tissue in the root and peripheral regions
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Puc. 3. Ilayuenm JI. PKT om 22.06.2020: kapmuha noano2o 60CCmMaHo8AeHUs NHeGMAMU3AUUY Ne20YHOU MKAHU

Fig. 3. Patient D. X-ray computed tomography from 22.06.2020: picture of complete recovery of pneumatization of lung tissue

Kucaopooa, Ha hone KOMOPOU camypauusi nogulcUAacs 00
98—99 %.

IIpu ocmompe na Kodice KoHeuHoCmeil, MyA08UULA — MHO-
JcecmeenHble IKXUMO3bl U nemexuu. Budumeie causucmole
uucmote. lemoounamuxa cmaodunvnas. Ilyssc — 110/mun,
Al — 110/60 mm pm. cm. 2Kusom cummempuuer, y4acmeo-
8an 6 ObIXAHUU, MSeKUl, 0e3001e3HeHHbII NpU NOBEPXHOCH -
HOUl U enybokoil nassnayuu. Puzuosoeuueckue omnpasienus
8 HopMme.

Dnudemuonocuneckuii.  anamues omseoujer. Poonas
cecmpa, ¢ Komopoi emecme npodcueara OoavHas XK.,
¢ 28.04.2020 maxodunace Ha cMAUUOHAPHOM AeHeHUU NO
noeody noeoti KB COVID- 19.

IIo daunoim PKT opeanos epyoroii knemiu om 04.05.2020
OMMEHeHO CHUMICeHUe NHeBMAMU3AUUY Ne204HOU MKAHU 34

“

cuem UHMepCMUUUANbHbIX USMEHEeHUN N0 MUNY <Mamoeo2o
CIMEKAQ» 6 COMeManul ¢ 6e36030YUIHBIMU YHACMKAMU KOHCO-
AUOauUlU, HA (PoHE KOMOPBIX NPOCACHCUBAIOMCS B030YUIHbIE
npoceemvl OpoHx06 («8030YuHASL GPOHX0SPAMMA») C Npeu-
MYUeCmeeHHOU A0Kalu3ayuell 6 gepxuell done npasoeo jnee-
K020 U HUdICHell done 1e6020 1e2Kk020 (puc. 4).

Ilpu nposedenuu maeHuMHO-PE3OHAHCHOU MOMOepaduU
0pearnoe GpIOUIHOL NOAOCMU ¢ KOHMPACMHbIM YCUACHUEM
Nnamonocuu bi6AeHO He Obiao.

BOAK om 04.05.2020: eemoenobur — 51 e/a, sapumpouu-
mot— 1,3 10"/, mpomboyumor — 17 % 10°/a, aetikoyumo: —
11,17 x 10°/a, 6azopunvt — 0,1 %, aumepouumor — 45,6 %,
monoyumot — 23,5 %, netimpogpuavt — 30,8 %. B 6uoxumuye-
CKOM aHaausze Kpogu obpawjano enumarue nogviuierue JIIT
do 1143 Ed/a, ¢peppumuna — do 1311 ne/ma, C-peaxmues-

ﬂ ]

b

Puc. 4. PKT om 04.05.2020: ywacmku yniomhenus 6 aeckux (6oavuie caeea) no muny <mamosoeo Cmekia» @ COYeMaHuy ¢ YHacmKamu KOHCOAUOauuU

Ne204HOU MKAHU

Fig. 4. Patient Zh. X-ray computed tomography from 04.05.2020: areas of compaction in the lungs (more on the left) of the “ground glass” type in combination

with areas of consolidation of lung tissue
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Hoeo bOeaxa — 0o 221 me/a, eunoanrvoymunemus — 30,5 e/a.
B koaeynoepamme — pocm D-oumepa do 10 nopm.

IT1]P-uccaedosanue maszxka u3 HOCO2A0MKU NOOMEepoUN0
COVID-19 (SARS-CoV-2).

B cea3u ¢ eaybokoii anemueil, mpomboyumoneHuell
8bINOAHEHA NYHKUUS KOCIMH020 M032a4 C UUMOA02UMECKUM,
UMMYHONOUMECKUM U UUMOLEHEMUYECKUM UCCACO08AHU -
AMU, NO 3AKAIOYEHUI0 KOMOPbIX Obld YCMAHOGAeH OUACHO3
0CMpo20 MUeAoUOH020 NeUK03d.

Takum obpazom, no OaHHbIM NPOBEOeHHO20 KAUHU-
K0-1a60pamopHo20 U UHCIMPYMEHMAAbH020 00cAe006aHUSA
ycmanoenen duaenos: Hoeaa KBH COVID-19, osycmopon-
HAS NHeBMOHUsL, mscenoe meuenue. Ocmpolii MUeaoUOHbLil
AeUK03.

boavuoil nposodunace ungysuonnas mepanus, 3ame-
CMuUmenbHas mepanus mpomMOOKOHUEHMPAMOM U 3pu-
mpoyumHoil maccoil, memunped, aHmubaKmepuaibHas
mepanus MeponeHemom U KAapumpomMuyuHom, a makice
BHYMPUBEHHOE 68e0eHUe UMMYHO2A00YAUHA Yenogeye-
ckoeo. Ha ¢hone nposodumoeo neuenus Kiunuveckuil
cmamyc nauueHmKU YAyYuucs, VMeHbUUAAC 00blUKA,
NOBbICUAUCH NOKA3AMeAU CAMYPayuu Ha ammochepHom
803dyxe.

PKT-kapmuna om 12.05.2020 ¢ noaoxcumenvroil
OUHAMUKOIL 6 8ude YACMUYHO20 60CCIMAHOBACHUS NHE8MA -
Mu3auuu napeHxXuMbl NPasoeo AeekKo2o 3a c4em yMeHbvlie-
HUsL 00BeMA NOPANCEHHOU Ne20MHOU MKAHU U YMeHbUleHUs]
UHMEHCUBHOCMU «Mamo602o cmekaa». [lpumepruiii 06sem
nopacenus — 5 %. B aeeom neekom ananroeuunas noaoicu-
meavHasi QUHAMUKQA, OCMAMOUHbIIL 00BeM NOpaANCeHUs —
20 % (puc. 5).

a o

22.05.2020 u 25.05.2020 no pesyavmamam I11[P-uccae-
dosanus maskoe uz pomoesomiu SARS-CoV-2 eenvt E, N,
SARS-like He eviasaenvl. C yuemom paspeuieHus A6AeHULL
nHesmonuu ¢ 26.05.2020 6oabHoll Obira Hawama mepanus

0Ccmpo2o MuenoudHoeo aeiikoda no npomoxoary HUH J[0ul-
OMJT 2012 [18].

OocyxaeHue

B nepuoa MUeTOTOKCMYECKOTO arpaHyJIolMTO3a, pa3-
BUBAIOLIETOCS B MOCTXMMMUOTEPANIEBTUYECKOM TEPUOIE
y JleTeil ¢ OHKOTeMaTOJOTUYECKUMU 3a00JIeBaHUSIMU,
THEBMOHMSI SIBJISIETCSI XKU3HEYTPOKAIOLIUM COCTOSTHUEM.
N makcuMaibHO (M @EKTUBHON Tepanmuu IMHEBMO-
HUUW KpaliHe BakHa MACHTUMOUKAIMS BO3OYAUTENSI, YTO
BO3MOXHO Tipu npoBeaeHun BAJI. JlaHHas mpouenypa
PEKOMEH/IOBaHa y JeTeil ¢ OHKOJOIMYeCKUMU W TeMa-
TOJIOTMYECKMMM 3a00JIEBAaHUSIMU TIPU WHQPUIBTPATUB-
HO-BOCHIAJIMTENIbHBIX M3MEHEHUSIX JIETOYHOW TKaHU.
Koppekuusi mpoBonquMoii aHTUOAKTEpUATbHOU Tepanuu
C YYETOM pe3yJIbTaTOB MUKPOOUOJOTMYECKOTO UCCIENO-
Banust BAJI moBbIIIaeT BbDKMBAeMOCTh TaneHToB [20].
ITokazaHo, 4TO 4acToTa MACHTU(UKALUU BO3OYIUTENS
npu BAJly nereii c remobactozamu coctaisiet 54,5—76 %
[19, 20]. WMHbekmmoHHO-BOCTIATUTEbHbIE U3MEHEHUS
B JIETKUX, BbI3BAHHbIE Prneumocystis jirovecii, pa3BUBaIOTCS
y 25 % neteii ¢ OHKOJIOTMYECKUMM 3a00JIeBaHUSIMM,, HAXO0-
JSIIUXCS HA UMMYHOCYTpecCUBHOM Tepanuu [21].

ITHeBMOHMM, BBI3BaHHbIE Pneumocystis  jirovecii,
PEHTICHOJOTUYECKU  TPOSIBIISTIOTCS U3MEHEHUSIMU
B JIETOYHOM TKaHM 1O TUITy «<MaTOBOTO CTEKJIa» B COYeTa-
HUU C YTOJIICHHBIMU MEXI0TbKOBBIMU TIEPETOPOIKAMMU,

6

Puc. 5. boavnas XK. unamuxa PKT-kapmunel na ghone nevenus: a — nepsuuras PKT om 04.05.2020; 6 — uepe3 nedearo, om 12.05.2020; 6 — uepe3 2 ned,

om 30.06.2020: soccmanosaerue nHeeMamu3ayiu 1e204HOH MKAHU

Fig. 5. Patient Zh. Dynamics of the X-ray computed tomography during treatment: a — primary X-ray computed tomography from 04.05.2020; 6 — in a week,
from 12.05.2020; 6 — after 2 weeks, from 30.06.2020: restoration of pneumatization of lung tissue
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

co3napIM 3G GEKT «I0CKYTHOTO ofesiia/OyIblKHOM
MOCTOBOIi», HO BycioBusx mangemuu COVID-19 nzmene-
HUSI B JIETKUX I10 TUITY «MaTOBOTO CTeKJIa» TPEOYIOT aHAJIH -
TUYECKOTI0 MoAxoAa K auarHoctuke. JludepeHimanbHas
MMATHOCTHKA KIMHUKO-PEHTIC€HOJIOTUYECKON KapTUHBI
nHeBMoHUM ¢ PKT-m3meHeHUSIMM IO TUIY «MaTOBOTO
CTeKJIa» B KJIMHMYeCKOM Tipumepe No 1 mpoBoauiach
C YYETOM TaHHBIX 00 SMUIEMHUOJIOTHISCKOM OKPYKEHUH,
pe3yabTaTOB MUKPOOHOJIorndeckoro uccienopanus bAJ,
a taxxke [1LIP u mMMMyHOJIOrMYeCKOro HCCIeAOBaHUS,
nckmounBIIMX poib SARS-CoV-2 B reHe3e MTHEBMOHUU.
Torma kak y 6onpHO# XK. (kimHuyeckuii mpumep No 2)
TIIATEILHO COOpPaHHBIN 3MUIEMUOJIOTUYECKUIT aHAMHE3
U JabopaTopHbIe METOABI OOCIEeIOBaHUS ITOATBEPIMIIH,
YTO KJIMHUKO-PEHTTEHOJIOTUYECKUE W3MEHEHUS OBbLIN
o0yciaoBiaeHb UMeHHO BHUpycoM SARS-CoV-2.

OOOOIIEHHBI OMBIT PEHTIEHOAUATHOCTUKU ITHEB-
MoHMH, BbI3BaHHOUW SARS-CoV-2, mo3sBoiser xapak-
TepU30BaTh TMOpPaKEHUE JIETOYHON TKAaHM KaK ydacT-
KA YIUIOTHEHUS MO TUIMY «MaToBoro crekia» (GGO)
¢ (opmMupoBaHUEeM 3JEMEHTOB KoHcomuaauuu. I[lpu
9TOM 3(P(PEKT «MaTOBOrO CTEKJIa» OTpakaeT YMEPEHHOE
MOBBILIEHWE TIJIOTHOCTU JIETOYHOM TKaHM («ITOJYIIpO-
3payHOE JIErKOe»), OOYCIOBJICHHOE BBITECHEHHEM BO3-
JlyXxa U3 aJbBEOJ] M 3alOJHEHMEM MX MaTOJIOTMYeCKUM
cyoctpaTom. CoxpaHsieTcsl BAAUMOCTD COCYAOB U CTEHOK
OpPOHXOB B 30HEe yIIOTHeHMs1. KoHconmmmauus J1eroaHoi
TKaHU OTOOpaxkaeT 0€3BO3AYIIHbBIM y4aCTOK YIUIOTHEHUS
JIETOYHOM TKAaHU C BU3yaIM3allMeld BO3MYIIHBIX IIPOCBE-
TOB OpoHxoB. CTeHKM OpOHXOB He BUAHBI. [Ipm olieHKe
MOSIBJICHUST YYaCTKOB YIUIOTHEHMS JIETOYHOM TKaHU IO
TUITYy «MaTOBOTO CTEKJIa» M KOHCOIUAAIIMY JIETOYHOI TKa-
HU CJIeoyeT YYUTHIBATh JOKAJIM3AIUIO IMAaTOJOTHMYECKMX
U3MeHeHul (mepudepudeckKue OTaeIbl JeTOYHOM MapeH-
XMMBl), HaJUYM€ OYaroB B IMapeHXUME, PETUKYJISIPHBIX
W3MEHEHUI, COCTOSTHUE OpTraHOB CpenocTeHus [24].

PasHuiia B MJIOTHOCTU MeXay WHQUIBTPUPOBAHHOM
JIETOYHON MAapeHXUMMOM U HAIOJHEHHBIMU BO3IYyXOM
OpoHXaMu 0OJIbIIIe, YeM MEXIy HEeM3MEeHEHHO JIETOUHOM
TKaHbIO M OpOHXaMMU, COAepKaIIMMM BO3AyX. Bbicokas
pa3HUIlA B IVIOTHOCTU MPUBOAMT K YBETUICHUIO BUAUMO-
¢t OpoHXOoB [22]. U3MeHeHuss aHaTOMUYECKUX CTPYKTYP
JIETKUX, pa3Mepbl KOTOPBIX HAXOASATCS 3a IIpeaeaaMu pas-
pemaromeit cnocooHoct PKT, Taknx Kak yTosiieHHbIe
MEXXaJIbBEOJIIPHBIC TIePEeropoaK, YaCTUYHO 3arOJIHEH-
HbI€ U YMEHBIIIEHHbIE B 00bEME aIbBEOJIbI, YBEIMICHHBIM
KanmWIISIPHBII KPOBOTOK, JeXaT B MOP(OJOruYecKoit
OCHOBE CUMIITOMA «MaTOBOTO CTeKJa» [24, 25].

Hannuwie PKT mpu nmHeBMOHMM, BbI3BaHHON SARS-
CoV-2, HecneuMUYHBI U MOTYT IIPUCYTCTBOBATH IIPU
pa3IMUYHbIX 3a00JIeBaHUSIX BUPYCHOM U HEBUPYCHOM IMpPU-
ponpbl. Tak, «MaTOBOE CTEKJIO» IPU OCTpoM Au(Gy3HOM
MMOpaXkKeHUH JIETOYHOI TKaHU Yallle BCETO BCTpeYaeTcsl MpU
ITHEBMOHMSIX (BUPYCHOM M IMHEBMOLIMCTHOM 3TUOJIOTUM),
OTeKe JIETKUX (B TOM YMCle KapAUOTeHHOM), T dy3HOM
aJIbBEOJIIPHOM TIOBPEXICHUU (OCTPOM PECIMPaTOPHOM
NIUCTPECC-CUHIAPOME, OCTPOM MHTEPCTULMAIBHON ITHEB-
MOHMY BUPYCHOTO TeHe3a), aCIIMpalliM XXKUIKOCTH [24, 25].

AKTyaJIbHOCTh TEKYIIEH 3MUAEMUOJIOTUYECKON CUTY-
aluu Tpedyer paccMmaTpuBaTh Hanuyre PKT-npusHakos
BUPYCHOTI'O TTOpaXXeHMs JETKUX Kak BepositTHyro KBU no
MOMEHTa TMOITBEPKACHUS MHOIO IMarHo3a (C y4eToMm
JaHHBIX MuKpoOuojornueckoii, ITLIP-, mMmyHomorn-
yecKoil auarHocTuku). [lopaxkeHue JIerOYHOI TKaHMU,
BeI3BaHHOe SARS-CoV-2, ycraHaBiIuBaeTCsd Ha OCHO-
BaHMM NaHHBIX 3MUACMUOJIOTUYECKOr0 aHaMHe3a, KJIu-
HUYECKOTO 00CIeN0BaHMS, PE3yJbTaTOB J1a00OPATOPHBIX
M JTyYeBBIX METOJIOB UCCICAOBAHMSI.

PykoBoncTBysICh ~ ONBITOM  HaIIMX KOJIJIET U3
Cankr-Iletepoypra [23], PKT-cemnoTnka mHeBMOHUMU,
BeI3BaHHOI SARS-CoV-2, y nereit crapiie 12 jer He
OTJINYAETCS OT TaKOBOM Y B3POCHBIX, XapaKTepU3yeTCsI
JIBYCTOPOHHUMM CYOIUIeBPAIbHBIMUA U3MEHEHUSIMU, TIPe-
MMYIIECTBEHHO B 0a3aJIbHBIX OTAEIaX MO TUITY «MaTOBOTO
CTeKJIa» Pa3IUYHON (DOPMBI, B HEKOTOPBIX CIIydasx IO
TUITY «OYJIbIKHOW MOCTOBOIi», 1 OoJjiee peaKo yyacTKaMu
KOHcoquaauuu. ¥ mereid mianmie 12 jeT, neteit paHHEeTro
BO3pacTa M MJIaJICHIIEB TIPOCICXKUBACTCS PsIl OCOOCHHO-
CTEU MOPaAKEHUS JIESTOYHOU TKAHU:

- YYaCTKU YIIOTHEHHS IO TUIY «MaTOBOTO CTEKJIa»
MMEIOT HEOOJNBIINYI0 TPOTSIKEHHOCTh, IPUUYYIUIUBYIO
(opMy, He Bcerma pacrnosaraloTcsl CyorieBpaabHoO;

- YBeJIMUEHUE IMaMeTpa COCYIOB HabII0aaeTcs Kak Ha
(boHe TTaTOIOrNYECKOTO YIIJIOTHEHMS JIETOYHOI TKAaHU T10
TUIY «MaTOBOTO CTeKJIa», TaK U B IPYTUX «HEIOPaXKeH-
HBIX» yJacTKaXx JICTKUX;

- YyYacTKM KOHCOJUIALIMU JIETOYHON TKAaHU HMEIOT
BBITAHYTYIO (DOPMY M MOIYT <«CHUMYJIMPOBATb» IUIEBPO-
MyJIbMOHAJbHBIC TSDKU B JICTOYHOI TTapeHXUME;

- MOTYyT HaOJI0AAThCsl YILUIOTHEHUSI CTEHOK OpOHXOB
0e3 CylIeCTBEHHOIO yBeINUeHUS UX auametpa [23].

3akiroyenne

Takum oOpazoMm, mudbepeHIIaIbHO-IUarHOCTUYE-
CKH€ acCIeKThl MOPaKeHHUsI JIETOYHOM TKaHU MpPHU TONIO0-
3peHun Ha COVID-19 y neTeit TUKTYIOT HEOOXOIMMOCTh
WHTEPIIPETallMM TIOJYYEHHBIX PE3yJbTaTOB C Y4EeTOM
BO3pPACTHBIX OCOOEHHOCTE! IOpakeHUs JIETKUX Y JeTeit
paHHEro BO3pacTa, UBMEHEHUM JIETOYHOM TKAHU Y JETEN,
MEePEHECIIMX OCTPhI pPECHUPATOPHBIN IUCTPECC-CUH-
JIPOM U CTpafalolInX OPOHXOJIETOYHOM aucriiasuei [23].

HecmoTpst Ha OTHOCHUTENBLHO HEOOJBIION MUPOBOI
Y1 OTE€YECTBEHHBI OIBIT TMAarHOCTUKU U JICYCHUS TTHEB-
MoHuHU, BbI3BaHHOI SARS-CoV-2 y nereil, OGOJIBHBIX
reMo0Ji1acTo3aMu, CTAaHOBUTCS OYEBHUIHOM pOJIb KOM-
TUIEKCHOTO ITMAarHOCTUYECKOro IOIXOda, BKIIIOYAIOIIETO
nposBenaeHre BAJl ¢ mocinenyiommumMu MUKpOOUOJIOruye-
CKMM U BUPYCOJIOrMYecKuM ucciaegoBanusamu, [N P-aua-
rHocTUKy SARS-CoV-2 1 UMMYHOIMAarHOCTUKY, HallpaB-
JICHHYIO Ha OmpelejeHNe MMMYHOIIOOYJIMHOB KJIacCOB
M u G x SARS-CoV-2.

B ycnoBusix mannemun COVID-19 eme 6onee akTy-
aJbHBIMM CTaHOBSTCSI IIPOTUBOSMIUIACMUYECKUE MEpO-
NpUSATUSL M HEYKOCHUTEIbHOE COOMIONEHUE peKuma
MEIUIIMHCKUM MEePCOHAJIOM, IMallMeHTaMU U UX POIUTe-
JISIMU.
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Kapuusoma mumyca y pebeHka 2 nem:
onucaHiue cnyyaa u 063o0p numepamypol

E.N. Kononnesa', /I.B. Illesuos?, I.P. Kazapan®, A.M. Cyxeiimanosa?, JI.C. Aopamos’, /I.T. Axananze!,
A.IL. Illepoakos!, A.E. dpyii', D.B. Kazapsan’, T.B. Illamanckas’, JI.FO. Kauanos', C.P. Bapdoiomeepa?
'QIBY «HMHUI JITOU um. Imumpus Poeavesa» Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Camopsr Mawena, 1;
2OIrbY «HMHUI] onkonoeuu um. H.H. broxuna» Munzdpasa Poccuu; Poccus, 115478, Mockea, Kawupckoe wiocce, 23;
3BY XMAO — FO2por « Husicneeapmogckas okpyscrHas kaunuueckas demcekas 6onvHuuya»; Poccus, 628609, Xanmoi- Mancuitickuii
asmoHomHblil okpye — t0epa, Tomenckas oonacms, Huxcnesapmosck, ya. Cesepuas, 30

Konmaxmmuuie dannvie: Enena Heanosna Kononnesa konoplevadoc@gmail.com

Kapyunoma mumyca (KT) omnocumes k epynne peoKux 310Ka4ecmeeHHbIX INUmeauanbHulx onyxoaeii mumyca.O0HUM u3 ycmano8aeHHbIX
npocHOCMU1ecKUux aKmopog sA6aaemcs 00cmudiceHue xupypeuieckoii pemuccuu. B céaszu ¢ ungpusompamuervim munom pocma KT, uacmo
Yyoice Ha MOMeHM NOCMAHOBKU OUACHO3A Pe3eKyusi ONYX0AU 8 NOAHOM 00seMe HeG03MOICHA, MO Y8eAUHUBAeH 3HAUUMOCMb CUCIEMHOU
mepanuu. B cesazu c uckaouumensioii pedkocmoto KT'y demeii u nodpocmioe makmuka ae4enus u bl00p cxem NOAUXUMUOMEPANUU OCHO-

BbI8AIOMCS HA ONbIMeE AeHeHUs NAUUEHIMO8 CIAPULe20 803Pacma.
B cmamve npedcmasnen cayuaii KTy pebenxa 2 aem. O630p aumepamypsl ONUCHIBAEM COBPEMEHHYI0 2UCMOA02UHECKYI0 KAACCUDUKAUUID

onyxoaeti mumyca, nooxoobl kK CUCMEeMHOU mepanuu U A0KAAbHOMY KoHmpoaio y hayuenmog ¢ KT.
Karouesnle caosa: demu, kapyunoma mumyca, INUMeAUanIbHble ONyXoiu mumyca

Jlasa yumupoeanus: Kononaesa E.U., lllesyos J.B., Kazapan I.P., Cyreiimanosa A.M., Abpamos /I.C., Axanaoze /I.I., lllepbakoe A.Il.,
Upyii A.E., Kazapsan D.B., lllamanckas T.B., Kauanos /1. 10., Bapghoromeesa C.P. Kapyunoma mumyca y pebenxa 2 sem: onucanue cayuas
u 0030p aumepamypul. Poccuiickuil scypran demckoii eemamonoeuu u onkonoeuu 2020;7(3):112—8.

Thymic carcinoma in a 2-year-old child: case description and literature review

E.I Konopleva’, D.V. Shevtsov’, G.R. Kazaryan’, A.M. Suleymanova?, D.S. Abramov’, D.G. Akhaladze’,
A.P. Shcherbakov', A.E. Druy’, E.V. Kazaryan®, T.V. Shamanskaya’, D.Yu. Kachanov', S.R. Varfolomeeva®

! 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.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia;
23 Kashirskoye Shosse, Moscow, 115478, Russia; ’Nizhnevartovsk Regional Children’s Clinical Hospital;
30 Severnaya St., Nizhnevartovsk, 628609, Russia

Thymic carcinoma (TC) belongs to a group of rare thymic epithelial tumours (TETs) arising from the anterior mediastinum. One of the most
relevant established prognostic factors is complete surgical resection. Given the high invasive potential of TC a lot of patents at the diagnosis
present with a locally advanced or metastatic disease, therefore complete resection could not be achieved, and a role of systemic therapy is
increasing. Due to the rarity of this tumor type in children and adolescents, treatment approaches based on the guidelines for management of
TETs in adults. In this article we report a case of TC in a 2-year-old boy. The literature review describes the current histological classification
of the TET, approaches for systemic chemotherapy and local control in patients with TC.

Key words: children, thymic carcinoma, thymic epithelial tumors
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

Beenenne

Kapuunoma tumyca (KT) oTHOCHTCS K IpyIIne peakux
SMIUTEIUATbHBIX onyxojieit Tumyca (BOT). ¥V mammeHToB
crapuiero Bo3pacta DOT mpeacraBiasiioT caMylo 4acTylo
IPYMIly 370KauyeCTBEHHBIX HOBooOpasoBaHuii (3HO)
nepemHero cpenocreHus. Exxeronno Hateppuropun CILA
peructpupyetcsa 500 HoBbIX ciaydaeB DOT, nmpu 3ToM Ha
nomo KT npuxonurces He 6onee 10 % [1, 2]. B otinune or
B3POCJION MOMYJISIIMKA CpeAau TMallMeHTOB Muamiie 18 jeT
JlaHHasI HO30JIOTMYEeCKasl IpyIila paccMaTpUBAaeTCs Kak
HUCKIIIOUMTENIbHO peakasi. Tak, EBponeiickoii rpymoii mo
nsyyeHuto peakux onyxoieit (EXPeRT) 3a mepuona ¢ 2000
1o 2012 r. 6bLIM omMcaHbl TOJBKO 20 MaleHTOB B BO3pac-
Te oT 4 1o 19 ner ¢ KT [3]. B ctpykrype 3HO y nereii Ha
nomo KT npuxonurcst meHee 1 % ciydaes [4]. B naHHoi1
cTaThe MpeacTaBieH KIMHUYeCKuil cirydait pa3sutust KT
y pebeHKa 2 JeT.

Kinmaugeckwmii coryqaii

B sospacme 2 nem y manvuuka 603HUKAU #cAA00bl HA
noxawiaueanue. Ha ¢pone cumnmomamuueckoic mepanuu
Habawdanroce yxyoduieHue cocmMosHUS 6 e6ude YCuaeHus
Kauwias, 603HUKHO8eHUs o0biuiku. Yepes 3 ned om momenma
NOsS6ACHUS NEPEbIX CUMNIMOMOSE NPU bINOAHEHUU 0030PHOIL
penmeeHoepammol opeanoe epyoHoii kaemku (OIK) 3ano-
dospeHo o0seMHOe 00paszoeanue nepedHezo0 CPedOCMeHUs..
Ilocae nposedenuss MyAbMUCHUPAABLHOU KOMNbIOMEPHOU
momoepagpuu (MCKT) OI'K noomeepicoero Haruuue 06s-
eMH020 00pa308anUs nepeoHe2o cpedoCmenus ¢ UHMPAKap-
OUanbHbIM KOMUOHEHMOM 00uum pazmepom 380 cm’, ¢ mHo-
JHCECMBEHHBIMU YHACMKAMU YHAOMHEHUS 1e20YHOU MKAHU
N0 8CeM Ne20UHBIM NOASIM 8MOPUHHO20 Xapakmepa (puc. 1).

Beudy b6bicmpoeo HapacmaHus cumMnmomos 0biXxamenbHoll
HeO00CmamoYHOCMU NAYUEeHM NepededeH Ha UCKYCCIMBEHHYI0
senmunayuro aeekux. [lposedenvt mopaxkomomus, ouoncus
00pazosanus mumyca. Yuumoieas comamuueckuii cmamyc
pebenka, a makice no0o3peHue Ha pazeumue AUMPonposu-
pepamusHoeo 3a004e6anusi 00 NOAYYEHUS UCTNOA0CUMECKO-
20 3AKAOYEHUS UHULUUPOBAHA Mepanus no cxeme UUKA0-
gocghamud/dexcamemason, baazodaps Komopoil 8 meueHue
2 Hed yoanocs docmuub 3PHeKmugHo20 camocmosmenbHo20
ObIXAHUS Y NAYUEHMA, 8 C8A3U C HeM OH Obla IKCMYOUpPOBaH.

Puc. 1. MCKT OI'K. Axcuanvras u KOpoHANbHAS NPOCKUUU, 6eHO3HAS (ha3a
ckanuposanus. ObsemHoe 00pazosanue nepedre2o cpedoCmeHus ¢ 8061e4e-
HueMm 1e6blx 0moenos cepoua (YKasaHo cmpexoit)

Fig. 1. Multispiral computed tomography (MSCT) of the chest organs. Axial
and coronal projection, venous phase. Pathological mass in the anterior
mediastinum with myocardium involvement (indicated by arrow)

OO0HaKO No pe3yabmamam 2UcmoN0eUeckK020 U UMMYHORU-
cmoxumuueckoeo (HMIX) uccaedosanuii 6 mkanu onyxoau
8bISI6NCHbL NPUSHAKU, XAPAKMEpPHble 045 AUMpodnument-
omonodobHoli kapyurnoms! (puc. 2). Takum obpazom, Ha
OCHOBAHUU OAHHBIX NAMOMOPPOA0UHECK020 UCCAeO08AHUS,
VUUMbBIBAS. PACHPOCIMPAHEHHOCMb ONYX01€8020 Npoyeccd,
nayuenmy YCmanoeaeH OUaeHo3: AUMPOINUMEAUOMONO-
doonas KT ¢ pacnpocmpanenuem ma nepuxapo, mMuoxkapo
n1e6oeo dceaydouxa. Cmaous 1Vb no kaaccugpukayuu Maca-
oxa—Koea, cmadus 1Vb no kaaccugpuxkauuu Amepuxanckoeo
o0sedunennoeo komumema no 3HO (American Joint
Committee on Cancer — AJCC) ¢ memacmamuueckum nopa-
JCeHUeM Ne2KUX, NAe8pPbl, AUMPAMuU1ecKux y3108 cpedocme-
Hus. Beudy maccusHoeo uHmpakapouaibHoeo KOMHOHEeHMA
npogedeHUe XUpypeuveckoeo 8Meuamenscmea Ha OaHHOM
amane ObLAO HEBOZMONCHO, NAYUCHMY UHUUUUPOBAHA Mepa-
nusi npenapamamu, akmueusimu 6 omuowenuu KT no cxeme
PEI (yucnaamun, smono3ud, ugocgpamud).

Gt i -
B =
: o

Puc. 2. Juaenocmuueckoe eucmonoeueckoe uccaedoganue Onyxonegoii
mkaHu: a, 6 — cpedu pe3udyanvHoil MKAHU MUMYCA OnPe0estomes Snume-
AUANbHBIE CKONACHUS UAU MANCU KPYNHBIX ONYXO0A€8bIX KACMOK ¢ 00UAbHOU
YUMONAA3MOU U KPYRHBIM NOAUSOHAALHBIM SOPOM, OKPACKA 2eMAMOKCUAU-
Hom u 303uHom, % 200; nposederno UTX-uccaredosanue; 6 — Kaemku onyxo-
nesvlx maxcell sxcnpeccupyrom Pancytoceratin, x 200; e — umerom vicoKuil
N0 CPABHEHUN) C OKPYICAOWUMU KAemKaMu yposeHs sxcnpeccuu Ki-67,
x 200; 0 — onyxonegvie anemenmsl carabo sxcnpeccupyiom EBV (LMPI),
x 200; e — 6 s0pax Heonaacmu4eckux kaemok yemkuii cuexnan 3onoa EBER,
x 200. Ioanocmoro omcymemeosana skcnpeccus k anmu- PD-1u PDL-1,
ghomo He npedcmagneHo

Fig. 2. Hystological examination of tumor: a, 6 — within the rest tissue of thymus

features of clusters, or so called “worm-like” shits of tumor cells with abundant
cytoplasm and large polygonal nucleus, stained with hematoxylin and eosin
x 200; performed immunohistochemistry, 6 — tumor cells express panepithelial
markers Pancytoceratin, x 200; ¢ — shows strong Ki-67 expression, compared
to the background tissues, x 200; 0 — they are also weakly express EBV
(LMP1), x 200; e — in neoplastic cell nuclei a clear EBER probe signal, < 200.
Expression of anti-PD- I and PDL- 1 was completely absent, photo not shown
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Konmponvroe obcnedosanue nocae 2 kypcos PEI ebis-
8UNO HACMUYHbLI OMEem HA NPOBOOUMYH) Mepanuro 8 eude
YMeHblleHUus. 00semMa 0nyxone6o20 odpazoearus cpedocme-
Hus Ha 93 % (V = 29,4 ¢cm?), odnarko unmpakapouanviolii
KOMNOHEHM NO-NpedCcHeMy HNPensmcmeosan nposedeHuo
XUpYpeuuecko20 3mana Ae4eHusl, 8 C3U ¢ Yem NayueHmy
ObL1a npodoadiceHa mepanus NO 8bIOPAHHOLL cCXeMe ¢ OUEHK O
omeema nocae 4-eo kypca PEI

B uensnx nposedenusi n10kanrbHo20 KOHMPOAs NAUUEHM
eocnumanusuposan 6 OI'BY «HMUI] ITOHU um. JImumpus
Poeaueea» Munzdpasa Poccuu, ede npogedeHo Komniekc-
Hoe obcnedoganue 6 ooseme MCKT OIK, cyunmuepaguu
Kocmell ckenema, o0Hako nocae 4-eo kypca PEI 6bira
evlsigaeHa npoepeccus 3a00ae6anus 6 eude ygeiuueHus
006eMH020 00paszosanus nepeduezo cpedocmenus Ha 127 %
(V = 66,2 cm?), yseauuenus pazmepos memacmamu4eckux
04ae08 8 AecKuX. Yuumovleas 803MOJCHbII mepanegmuye-
CKUU NOMEHYUan AKOKOPMUKOCMEPOUDO8, OMMEHEHHbII
Ha HA4AAbHOM mane AeyeHusi, NPUHAMO peuieHue o npo-
gedenuu 6 pamkax 2-u aunuu noauxumuomepanuu (I1XT)
xypca no cxeme CHOP (yukaogocghamud, dokcopyouyun,
BUHKDUCTUH, NPEeOHU3010H), 00HAKO, HeCMOmps HA HpPO-
6edenHoe nedeHue, 8HOBb KOHCMAMUPOBAHA NPOSPeCCus
sabonesanus. Coenacuo dannoim MCKT OI'K, y nayuenma
OMMeHanoch ygeauteHue pamepos 00seMH020 00pa308aHus
Ha 100 %, yseauuenue eHympuepyOHbiX AUMPBAMUUECKUX
Y3408, CYONAEBPANbHO20 0HA2d 6MOPUMHO20 XApaKmepa
8 1660M N€2KOM.

Besudy neagpgpekmusrnocmu nposooumoii cucmemnoil [XT
UHUYUUPOBAH NOUCK NOMEHUUANbHbIX MUWEHell 6 MKAHU
ONYX04u 0451 NPUMEHEHUS MapeemHOl UAU UMMYHOMepanuu.
Coenacno peayrvmamam HI'’X-uccaedosarnus, 6 mKkauu onyxo-
au omcymemeosana sxcnpeccuss PD-1/PD-L 1. Cexeenupo-
8aHue H08020 nokoaenus (Next generation sequencing, NGS)
N0360AUAO BbIAGUMY 8 KAEMKAX ONYX0AU HaAudue aKmuseu-
pyroweit mymauuu 6 eene FGFR3, npusodsaweii k akmusa-
yuu xkackadoe RAS-RAF-MEK u PI3K-AKT, 6 céasu c uem
npumeHenue copaghenuda npeocmaesasnocs eaecooOpasHviM.
Hruuyuuposana mepanus 3-ii Aunuu, KOMOPAs, OCHOBLIEAACH
Ha MeXCcOYHAPOOHOM Onbime, 8KAOUAAA NPENnapamyl NAKAU-
makcen u kapoonasamun. Ilapaninenvho Hauam exceOHeHblil
npuem copagenuda, pazoeas 003a Npenapama cocmasuld
200 me/cym. Ilocae 2 kypcog I[IXT no cxeme nakaumakcen/
KapOonaamun npu KOHMPOALHOM 00CcAe008AHUU OMMEUeHO
OypHOe npoepeccuposaniie 0CHO8HO20 3a001e6aHuUs 6 sude
yeeauuenus obsema onyxoau na 156 % (V =336 cm’), conpo-
godcoarouleecss  3HAYUMENbHbIM — G0GAEHEHUeM MUoKapoa
U npopacmanuem 6 1e6wlil GPOHX.

B ceéa3u ¢ npodoaxcarowumes npoepeccuposanuem
OCHOBH020 3a004€6aHUS 3a CHEM YGeAUuYeHUs pPa3Mepos
KaK nepeuyHol Onyxoau, max U 04ae08 Memacmamu-
YecK0e0 NOPAMNCeHUs 8 NeKUX, OMMeudanoch yxyouleHue
COMAMuU4YecKoe0 COCMOAHUS — HApacmanue CUMNMOMO8
ObIXameavHol HedoCmamoyHoCmu, NoséieHue 2UoOpomo-
pakca caega (puc. 3). I[layuenm noeubd Ha goue npoepec-
cupogaHus 3a0601e6anus uepe3 6 mec om MomMeHma nocma-
HOBKU JuaeHo3a.

Puc. 3. MCKT OlK. Axcuasvhas u caeummanvhas npoeKuyuu, 6eHO3HAs
@asa cxkanuposanus. Cocmosnue nocae 2 kypcog [IXT 3-ii aunuu mepa-
nuu. Obsemnoe 06pazosanue nepedne2o cpedocmeHrus ¢ 808AeHeHUEM N€6bIX
omadenog cepoya (ykazano cmpeaxamu). Koanabuposannoe aeckoe

Fig. 3. MSCT of the chest organs. Axial and coronal projection, venous phase.
Condition after 2 courses of 3rd line chemotherapy. The picture shows a large
mediastinal mass with greater involvement of myocardium (indicated by
arrows). Collapsed lung

Oo6cyxmenne

DO0T npencraBiasgioT cOO0i TeTepOreHHYI0 M0 CBOEMY
CTPOEHMIO, OMOJOTUYECKOMY ITOBEACHUIO M TPOTHO3Y
rpyniy 3HO nepenHero cpemoctenus [5]. CoBpeMeHHast
rucrosiornyeckast kiaccupukamus SO0T ocHoBbIBaeTCS
Ha CTETICHW aTUITNM SMUTEINAIBHBIX KJIETOK, BEIpaXKeH-
HOCTH JIMM((POIIUTAPHOTO KOMIIOHEHTA M CXOJICTBA C HOP-
MaJIbHOW apXUTEKTOHUKOW TuMyca. CorjacHO KJjaccu-
¢ukammu BcemMupHO# opraHM3aliy 3ApaBOOXPAHCHMUS
(BO3), Boigensior Tumombl Tuma A, AB, B. Tumombl Tuna
B nogpaznensitorcst B 3aBUCUMOCTH OT CTETIEHU MH(PUITb-
Tpauuu JUMQOLINTAMU 1 aTUMUU KJICTOK SIUTEINS Ha
tunsl Bl, B2, B3, rae creneHb aTUNuu yBeIUUYUBaeTCs,
a KOJIMYECTBO JIMM@OIINTOB YMEHBIIIAETCS COOTBETCTBEH-
Ho [6].

KT saBasgeTcs BbICOKO3JI0KAYECTBEHHOIN OITyXOJIbIO,
B OTIMYME OT TUMOM OOJIamaeT BBICOKOM CTEICHBIO
KJIETOYHOM aTUIMU, MaJbIM CPOICTBOM C HOPMaJbHOM
apXUTeKTOHUKON TUMyca. CieayeT OTMETUTh, YTO €Cn
no knaccudukamum BO3 1999 1. KT pacuenuanach Kak
i C TUMOMBI, TO, COIJIAaCHO HOBOM KjaccudUKaLUU
BO3 2015 ., KT npencrasisieT caMOCTOSITEIbHYIO HO30-
JIOTMYECKYIO TPYIIIY M HACUYMTHIBACT 15 r’MCTONIOrNYECKUX
tunos (tabJ. 1). [nockoknetounsiii Tun KT BeTpevaercs
Haubosee yacto (10 70 %), pexe HabIOAAIOTCS Oa3a1o-
WIHBIA, TUMQPOSIUTETMOMOITON00HbBIN BapuaHTHI [6, 7].

Otuonorug 0T ocraercs 10 KOHIIA HEU3YYEHHOM,
OTHAKO HAJIM4YMEe CUHIPOMAa MHOXKECTBEHHON 3HIOKPUH-
Hoit Heoriazuu 1-ro Tuna (MENT1) MoxeT ObITh accolu-
MPOBAHO C TIOBBIIICHHBIM PHUCKOM Pa3BUTHSI OITyXOJeil
tumyca [8]. UmeroTcst maHHbIe 0 poiv BUpyca DIITeiiHa—
bapp B pazButuu tumdbosnutensrnomononodHsix KT [4, 9].

D0T o00magaroT IIUPOKUM CIHEKTPOM KIMHUYICCKUX
MPOSIBJICHU I, KOTOPBIE 3aBUCST OT XapakKTepa pocTa U pas3-
MEepOB, a TAKKE OT OMOJIOTUIECKOW aKTUBHOCTH OTTYXOJIH.
MenaeHHO pacTyliue TUMOMBI B TPETHU CIIydaeB MOTYT
npoTeKkaTb OECCUMMOTOMHO, B HEKOTOpbIX ciydasx DOT
MOTYT MaHU(pECTUPOBAaTh CHUMIITOMAMM, CBSI3aHHBIMU
C JIOKaJIbHBIM pacIipoCTpaHEHMEM OITyX0J11 (Kallle/Ib, 00JIb
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Ta6mma 1. Knaccugurkayus BO3 oas KT, 2015 e. [6]
Table 1. 2015 WHO classification for thymic carcinoma [6]

[TnockokeTOYHas KapLuMHOMa
Squamous cell carcinoma
BbazaionaHast KaplimHoMa
Basaloid carcinoma

MykoanuaepMonHast KapiinHOMa
Mucoepidermoid carcinoma
JIumboanutennoMonoao6Hasi KapimHomMa
Lymphoepithelium-like carcinoma
CBeTJIOKJIETOYHAs! KapLIMHOMa

Clear cell carcinoma

CapkomaTonaHast KapLiHOMa
Sarcomatoid carcinoma

AneHoKaplHOMa
Adenocarcinoma
MANWUISIPHAS aJleHOKapIIMHOMA
papillary adenocarcinoma
TUMHUYECKast KapLMHOMA C PU3HAKAMU aJlCHOKUCTO3HOTO paKa
thymic carcinoma with signs of adenocystic cancer
MYILIMHO3HAST alecHOKapIIMHOMA
mucinous adenocarcinoma

alleHOKapIIMHOMA 0€3 TOTTOJTHUTEIbHOTO YTOYHEHUST
adenocarcinoma without further elaboration

NUT-kapumHoma

NUT carcinoma

HenuddepeHumpoBaHHas KapunHoMa

Undifferentiated carcinoma

Hpyrue Buabl KT

Other types of carcinoma of the thymus
aJIeHOCKBaMO3Hasi KapLMHOMa
adenosquamous carcinoma
rernaTouiHasi KapImHoMa
hepatoid carcinoma

KT 6e3 1onoJHUTeIbHOTO YTOUHEHUS

thymic carcinoma without further elaboration

B Ipyau, onpinka). [Ipu GoibIoil Macce Omyxojiu, Kak
U B ONMCAaHHOM HaMH CJIyyae, BO3MOXHO Pa3BUTHE KU3-
HEeYIrpoXalollnX COCTOSIHUI (KOMITpecCHs AbIXaTeJIbHBIX
nyTtei, octaHoBKa cepaua). 30T Takke 4acTo COMPOBO-
JKIAIOTCS Pa3BUTUEM MMapaHEeOIIaCTUYECKIX CUHIPOMOB,
YTO OOYCJIOBJIEHO POJIbI0O TUMYyCa B MMMYHHOI CHCTEMe.
Kaxaplii TpeTuii maliMeHT Ha MOMEHT TOCTaHOBKU JUa-
rHO3a MMeeT ayTOMMMYHHOe 3abojieBaHue, Jalle Mpen-
CTaBJICHHOE MUACTEHUEMN, Pa3sBUTUE KOTOPOM CBSI3aHO
C MOSIBJICHUEM aHTUTE K alleTUIXOJMHOBBIM pelielITOpaM
[10]. B meTckoii momyasiiuu onucaHbl ciiydau, korga KT
MaHU@ECTUPYET C TUTMIEPTPOGUIECKOI JIETOUYHOM OCTEO-
aptpomnatuu [3]. B npencraBieHHOM KJIMHUYECKOM CIIy-
yae MpU3HAKW ayTOMMMYHHBIX 3a00JeBaHUll OTCYTCTBO-
BaJIM, a TUTIepTpoduUecKas JeroyHasi ocTeoapTponaTus,
HECMOTpS Ha KajoObl MallMeHTa Ha 00N B IUCTaJIbHBIX
oTnejax IJIMHHBIX KOCTel, Oblla MCKIII0UEHA MO Pe3yJib-
tataMm MCKT u MarHuUTHO-pe30HaHCHOII ToMorpaduu
KOCTeil HIDKHUX KOHeuHocTel. TeM He MeHee TuTepaTyp-
HbI€ JaHHbIC YKa3bIBAIOT Ha BHICOKYIO YacCTOTY BCTpeua-
€MOCTH TUIIepTPO(PUUECKOIT JIETOYHOI OCTeoapTporaTum
y TMAaLUMEHTOB ¢ JUMMOIMUTEINOMOIIOT0OHBIM THUCTOJIO-
ruyeckuM BapuaHToM KT (4 13 9 maimeHToB, Mo JTaHHBIM
C. Hsueh et al.) [9].

lucTonornyeckuii BapuaHT OIYXOJIM M pacIpocTpa-
HEHHOCTb OIIYXOJIEBOIO IIpoliecca TECHO CBSI3aHbI IPYT
C IPYTOM U SIBJISIIOTCS KITFOUeBBIMU (haKTOpaMU IIPOrHO3a
B OTHOIIIEHUHU ucxona 3abojeBanus. Cpeayd TUMOM, BBU-
Iy UX HU3KOTO0 MHBA3UBHOIO IOTEHLIMAJIA, IIPe00IagatoT
JIoOKaJIbHBIe (hopMBbI 3a00eBaHus. Ha MOMEHT mocTaHOB-
KU IrarHo3a y MalMeHTOB ¢ TUMOMaMu TUIIoB A, AB, Bl
B 90 % ciyuaeB umerot Mecto 1 u 11 craguu o kinaccudu-
karuu Macaoka—Kora (ta6:1. 2) [11, 12]. B cryyae Tumom
tunoB B2 u B3 nokanbHbie ¢hopMbI BeISIBISIOTCS B 60 %
cJlyyaeB, BO3pacTaeT A0JSI MECTHO-PaCIpOCTPaHEHHBIX
M TeHepaln30BaHHBIX (opM. B TO BpeMs Kak TMMOMBI
tunoB A, AB, Bl xapakrtepusyiooTtcsa 0OoJiee moOpoKaye-
CTBEHHBIM TedyeHueM, rae 10-JeTHsisi 00llast BbLKUBAe-
mocthb (OB) cocrapiser 6onee 90 %, TumoMbl TUIIOB B2
n B3 xapaxktepusyloTcsl OTHOCHUTENIHLHO HEOIarompusT-
HbIM IIPOTHO30M, OCOOEHHO B CJIy4ae pacipoCTpaHEeHHbBIX
¢opmMm 3aboneBanus. ITokazarenn 10-netHeit OB B 3T0IM
rpyiirie mamyMeHToB He mpesbimaeT 50 % [11]. OnHako,
HECMOTpPSI Ha MHIOJIEHTHOE TeYeHUE HEKOTOPHhIX TMCTO-
JIOTUYECKMX BapHaHTOB, BCE TMMOMbI XapaKTepPU3YIOTCSI
arpeCCUBHBIM MOBEICHUEM M CUMTAIOTCS 3JI0KAYE€CTBEH-
HBIMU [6].

Kak yxe orMmeuanoch Beilie, DOT SBISIOTCS UCKITIO-
YUTEJIbHO PEeAKOI TpyImnoil HOBOOOpa3oBaHUI y AeTeit
U TIOAPOCTKOB. [ToabCcKMMU aBTOpaMM OIKCaHO 9 ciiydyaeB
KT y nmereii 3a mepuona ¢ 1992 mo 2008 . [13]. AHanmoruy-
HOE YMCJIO MalleHTOB TMpeACcTaBlIeHO B padore UTanbsaH-
CKOI1 rpyrmbl 1o peakuM onyxoism (Tumori Rari in Eta
Pediatrica — Rare Tumours in Paediatric Age) 3a mepuon
2000—2009 rr. [14]. B yxXe paHee MOPOLIMTUPOBAHHOU
nyonukanuu EBponeiickoii rpymmnbl Mo U3y4eHUIO pe-
KMX OITyxojeil 3a 12-JeTHUii mepuon B 5 eBpOIeicKuxX
cTpaHax ObLIM 3aperucTpupoBaHbl 36 mamueHToB ¢ DOT:
16 — ¢ Tumomamu u 20 — ¢ KT [3].

Tadmma 2. Cmaduposarue DOT no kaaccugpuxayuu Macaoxa—Koea, 1994 e. [5]

Table 2. Staging of thymic epithelial tumors according to the Masaok—Kog
classification, 1994 [5]

Craaus Onpenenenne
Stage Definition
I [ToTHOCTBIO MHKATICYTMPOBAaHHOE 00BbEMHOE 00pa30BaHUe
Grossly and microscopically completely encapsulated tumour
A MuKkpocKomyecKasi HHBa3usT KAICyJIbl OITyXOJI!

Microscopic transcapsular invasion

Makpockornuueckasi ”HBa3usi B TKAHb TUMYCa WA
3M0POBYIO KUPOBYIO KJIETYATKY, MM TECHOE TTPHJIeKaHUE
K [UIEBPE WU MepuKapay 6e3 HapyIIeHUs! LeJOCTHOCTH/
11B 0e3 NUHBAa3UU
Macroscopic invasion into thymic or surrounding fatty tissue,
or grossly adherent to but not breaking through the mediastinal
pleura or pericardium

Makpockonuueckast UHBa3Msl B MPUJIEXKAINe OPTraHbl
(TIepuKap, KpyImHble COCYJIbI, JTIETKHUE)
Macroscopic invasion into neighbouring organ
(i.e. pericardium, great vessel or lung)

Hammune ruteBpaibHBIX U TIEpUKAPIUATEHBIX METACTA30B
Pleural or pericardial metastasis

111

IVA

Hanuuune otnaneHHbIX TUM(OTeHHBIX U TeMAaTOTeHHBIX
IVB METacTa3oB
Lymphogenous or haematogenous metastasis
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B cBsi31 ¢ BBICOKMM METaCTaTUYECKUM ITOTEHILIMAIOM
KT, a Tak:ke cmoCOOHOCTBIO TIEHETPUPOBATh B TIpUIIEXKa-
1€ OpraHbl ¥ TKAHU, HA MOMEHT IIOCTAHOBKM IMarHo3a
10 45 % nmauueHTOB UMEIOT MECTHO-PACIPOCTPAHEHHYIO
dopmy 3aboneBanus u He MeHee 40 % oTnaneHHbIE MeTa-
crasbl [5]. [To panHbIM A. Litvak, 5-netusist OB cocTaBis-
et 100, 81, 51, 24 u 17 % nns cragmii 1, 11, 111, IVa u IVb
y nanneHToB ¢ KT cooTBETCTBEHHO, UTO HAMPSIMYIO KOppe-
JIUPYET C BO3MOXHOCTBIO IPOBEACHMUsI OIIEPaTUBHOIO BME-
LIaTeIbCTBA U TOCTIDKEHUSI XMPYpPrUdecKoit pemuccuu [ 15].

ArpeccuBHOE KJIMHUYECKOE TEUCHUE XapaKTePHO IJIst
KT u B neaguarpuyeckoit momysiuu. Tak, u3 20 manueH-
toB ¢ KT, onucannsix rpynmnoit EXPeRT, naunmanbHoe
panMKaibHOE BMEIIATEIbCTBO ObUIO BBIIIOJIHEHO TOJILKO
B 1 ciiyyae, y 11 (55 %) 60J1bHBIX OTMEYEHBI OTAAJICHHbIE
meracrtasbl [3]. [Tarmirernss OB cocrasuna nnib 21 %.

CorlacHO CYIIECTBYIOLIMM Ha CETOOHSIIHUI JeHb
peKOMeHJaLMSIM Mo JiedeHUIo nanueHToB ¢ DOT, cTpaTe-
rUs1JICYSHUS OIIPEIE/ISIETCS B IIEPBYIO OUepeib BOBMOXKHO-
CTBIO TTOJTHOM pe3eKLnu ormyxoun [5, 16]. B tex cayyasx,
KOTJIa XUPYPrudecKasi pe3eKIusl OIyXOJIU B IIOJTHOM 00b-
eMe SIBJISIETCSI BOBMOXKHOI, OIIePaTUBHOE BMEILIATEILCTBO
JIOJIKHO BBIIIOJIHATBLCSI Ha IIEPBOM 3Talle JiedeHus. BBumy
BBICOKOM PaalO4yBCTBUTECIBHOCTA ONYXOJM B paMKax
JIOKQJIbHOT'O KOHTPOJISI IIOCJIe OIePaTMBHOIO BMEIIATe b~
CTBa WJIM BMECTO HEro JAOJ/DKHA OBbITh paCCMOTpEHA JIyde-
Bas tepanus (JIT) [5, 16].

B cayyae HepesekTabelbHOM Ha TMEPBOM 3Talle OITy-
XOJIM THMYyCa BO3HUKAET HEOOXOIMMOCTb ITPUMEHEHMUSI
CHCTEMHOTIO JICYCHHUsI B LIEJISIX YMEHBIIECHHUSI MacChl OIy-
XOJIM M IOSIBJIEHUSI BO3MOXHOCTH ITPOBEIEHMS OIepa-
tuBHOTrO sNeyenus wiu JIT [5]. basucHbIMU 1IUTOCTATH-
Kamu B oTHoleHUr DOT gBasIoTCs mpernapaThl INIaTUHBL
U aJKWIMPYIOIIUEe areHThl. [1peanoyTUTeIbHbIM PeXK-
moMm ITXT B pamkax 1-if TMHUY Tepanuu s MaleHTOB
¢ KT, cornmacHo MeXXayHapoIHBIM peKOMEHIAIUSIM, SIBJISI-
ercsl KapOoruiaTuH/makiaurakcen [5, 16]. Yactora 00b-
E€KTUBHBIX OTBETOB CpEAM TMALMEHTOB NAHHOU TPYIIIIbI,
COITIAaCHO pa3HbIM JaHHbIM, cocTasiser 21,7—36 % [17,
18]. Pexxumbl PEI (ucratux, aTono3ua, udocdamun),
CAP (umknodochamua, AOKCOPYOMIIUH, IIUCITJIATHH)
n ADOC (uucruiaTuH, IOKCOPYOMIIMH, BUHKPUCTUH,
mukiaodochamun) Takxke o01amal0T 3DHEKTUBHOCTHIO
B oTHoweHU DOT, ogHaKO accOIMMPOBAaHbBI C OOMbIIEH
TOKcMYHOCTBIO [17]. Tak, ucnonb3oBaHMe aHTPALMKIM-
Hocoaepxamux cxeM IIXT accolmupoBaHO ¢ BBICOKMM
PUCKOM Pa3BUTHS KapIUMOMUOIIATUM U CEPACYHOM HEI0-
CTaTOYHOCTH, 0COO0eHHO Ha ¢oHe napaeabHoi JIT. Tem
He MeHee MpeACTaBJIEHHbIE MEXIyHapOJHbIe PEKOMEH-
Januu no cucteMHoi tepanmuu DOT oCHOBBIBAIOTCS Ha
CKPOMHBIX pe3yJibTaTax UCCleIOBaHUI, HE paccMaTpuBa-
fomnx TumMoMmy u KT 1o oTmeabHOCTH BBUIY MCKIIIOUM-
TEJIbHOW PENKOCTU TIOCJIENHEN, YTO 3HAYUTEIBHO Orpa-
HUYMBAET IPUMEHEHNUE JaHHBIX peKoMeHaalui. JlaHHble

00 apdpextuBHocTu TIXT y mereit n moapocTkoB ¢ KT
CBUIETEJILCTBYIOT O TOM, UTO OOBEKTUBHBIN OTBET MOXKET
ObITh 3aperucTpupoBaH B 69 % ciydaeB Ha (hOHE MpUME-
HEHMS IUCIUIaTHHA, TOKCOPYOMIIMHA W aJKWINPYIOIINX
areHTOB, TaKUX Kak 1ukJodochamun u udochamun [3].
Ipynmoit EXPeRT pekomennyercst npumeHenue ITXT Ha
OCHOBe LMCIIaTMHA, udochamuga u storno3uaa (PEI).
IMpumenenue JIT y nereit MOXeT OBITH OTpaHUYEHO HEOO-
XOIWMOCTBIO TIOABEACHUSI BBICOKUX H03 OOJYyYEHMS M,
KaK M B HallleM cllydae, Bo3pacToMm pedeHka. [TonBeneHue
JMOCTAaTOYHBIX JUISI JTaHHOTO BUAA OIYXOJIM 03 aCCOLIMU-
POBaHO ¢ HEOJArOMPUSATHBIM BO3IEHCTBUEM Ha COCETHUIE
OpraHbl U TKaHU M BBICOKMM PHUCKOM BO3HUKHOBEHMUSI
OCTPOM 1 OTCPOYEHHOU TOKCUYHOCTHU.

B memsx yaydineHusl mokasaTesieil BBIKMBAeMOCTHU
B TeUECHHUE MOCJICIHUX HECKOJIbKMX JIET BEAETCS MOMCK
TepareBTUYCCKUX areHTOB, aKTUBHBIX B oTHoIIeHUn KT.
Hcnonb3oBaHue CyHUTMHMOA PEKOMEHIOBAHO IIJIST Tl -
€HTOB C BBISIBJIEHHOW MyTalueil B reHe c-Kif, OgHaKO
oHa BcTpeuyaercst MeHee yeM B 10 % ciayyae KT [16, 19,
20]. IMembponm3ymad TakxKe MPOAEMOHCTPUPOBAJ CBOIO
akKTUBHOCTH B oTHolIeHnn KT B pamkax 2-ii TMHUM Tepa-
MUU, 9aCTOTa OOBEKTUBHBIX OTBETOB cocraBuia 22,5 %,
OIHAKO €ro MpPUMEHEHHE aCCOLMUPOBAHO C BHICOKUM
YPOBHEM TSIKEJIBIX MMMYHOOIIOCPEIOBAaHHBIX HeXesa-
TEJIbHBIX IBJICHMIA [21].

B mpencraBieHHOM HaMM KJIMHUYECKOM Ciydae Ipu
o0cJieoBaHUY y TTallMeHTa Oblia BhIsSIBJIEHA TEHEPaJIu30-
BaHHas ¢popma KT. Pesexkiius onyxojiu Ha TiepBOM 3Tarie
JICYEHMST BBUAY €€ IpopacTaHMs B IepuKapid U MUOKapPII
HE MpeacTaBisylach BO3MOXKHOM, B CBA3M C 4YeM ObLia
MPEATIPUHSTA TOIbITKA CUCTEMHOIO BO3/ICCTBUS B BUIE
kypcoB PEI B pamkax pekomenmauuii rpyrnmnbsl EXPeRT.

HecMoTps Ha HaaMyuMe 4aCTUYHOIO OTBETA Y MallM-
€HTa Ha (hOHE CHCTEMHOTIO JICYCHMSI, TIPOBEIACHUIO PaIu-
KaJbHOTO OITepaTMBHOIO BMeEIIATEIbCTBA ITO-TIPEXKHEe-
My TIPeMsITCTBOBAJ MHTpPaKapAWaIbHBI KOMIIOHCHT.
IMponomxurensHocTh otBeTa Ha [1XT coctaBuna 4 mec.
B nmanbHeiineM y 001bHOTO BOIIPEKU MTPUMEHEHUIO TIpe-
napaTtoB 2-i1 u 3-it tuHuii [TXT orMeuanoch HEyKIIOHHOE
MporpeccupoBaHue 3a00jeBaHUsI, YTO ITOATBEPXKIACT
OIMCaHHOE B JIUTEpaType arpeCCUBHOE ITOBEICHUE ITaH-
HOTO BHUAA OIYXOJM MU OBbICTpoe (OpMUPOBAHHUE pE3U-
CTEHTHOCTH K cylecTBytomum cxemaMm [1XT.

3akioyenne

JlaHHOe KJIMHUYECKOe HaOIIoIeHUE IIPEACTaBISICT
MHTepeC BBUAY UCKIIOUNTeNbHOMI penkocTu KT B neTckoit
MOIYJISILIMHY, a TAKXKE ITOIYePKUBAET KpailHe arpeCCUBHOE
TeyeHue 3a00JieBaHUsI, PE3UCTEHTHOCTh JAHHOIO TUIIA
3HO K yXe CyIlIecTBYIOIIMM CXeMaM Tepaluu U HeoO-
XOOUMOCTh B ompeneieHUN 3(POEKTUBHON CcTpaTernuu
JIeYEHMSI IMallMeHTOB 10 18 JIeT ¢ ucrnojib30BaHUEM MHHO-
BallMOHHBIX TIOJIXOI0B.

202011N

I cases

Clinica

117



I cases

Clinica

118

Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

202011N

NUTEPATYPA / REFERENCES

1. Engels E.A. Epidemiology of thymoma and associated malignancies. 13.

J Thorac Oncol 2010;5(10 suppl 4):260-5.
doi: 10.1097/JTO.0b013e3181f1f62d.

2. Ruffini E., Detterbeck F., Van Raemdonck D., Rocco G., Thomas P.,
Weder W., Brunelli A., Guererra F., Keshavjee S., Altorki N.,
Schutznerr J., Arame A., Spaggiari L., Lim E., Toker A., Venuta F.

Thymic carcinoma: a cohort study of patients from the European 14.

Society of Thoracic Surgeons database. J Thorac Oncol 2014;9(4):541-8.
doi: 10.1097/JTO.0000000000000128.

3. Stachowicz-Stencel T., Orbach D., Brecht I., Schneider D., Bien E.,

Synakiewicz A., Rod J., Ferrari A., Cecchetto G., Bisogno G. 15.

Thymoma and Thymic Carcinoma in Children and Adolescents:

A Report from the European Cooperative Study Group for Pediatric
Rare Tumors (EXPeRT). Eur J Cancer 2015;51(16):2444-52.

doi: 10.1016/j.ejca.2015.06.121.

4. Sekihara K., Okuma Y., Kawamoto H., Hosomi Y. Clinical Outcome 16.

of Thymic Lymphoepithelioma-like Carcinoma: Case Report
of a 14-Year-Old Male. Oncol Lett 2014;8(5):2183—6.
doi: 10.3892/01.2014.2475.

5. Girard N., Ruffini E., Marx A., Faivre-Finn C., Peters S. Thymic

Epithelial Tumours: ESMO Clinical Practice Guidelines for Diagnosis, 17.

Treatment and Follow-Up. Ann Oncol 2015;26 Suppl 5:40-55.
doi: 10.1093/annonc/mdv277.

6. Travis W., Brambilla E., Burke A., Marx A., Nicholson A. WHO

classification of tumours of the lung, pleura, thymus and heart. 18.

TARC Press, 2015.

7. RosaiJ., Sobin L. Histological Typing of Tumours of the Thymus.
Springer, Berlin, Heidelberg, 1999.

8. Kojima Y., Ito H., Hasegawa S., Sasaki T., Inui K. Resected invasive
thymoma with multiple endocrine neoplasia type 1. Jpn J Thorac

Caridovasc Surg 2006;54(4):171-3. doi: 10.1007/BF02662474. 19.

9. Hsueh C., Kue T., Tsang N., Wu Y., Yang C., Hung I. Thymic
Lymphoepitheliomalike Carcinoma in Children: Clinicopathologic
Features and Molecular Analysis. J Pediatr Hematol Oncol

2006;28(12):785-90. doi: 10.1097/MPH.0b013e31802d3a83. 20.

10. Evoli A., Lancaster E. Paraneoplastic disorders in thymoma patients.
J Thorac Oncol 2014;9(9):143-7.
doi: 10.1097/JTO.0000000000000300.

11. Chen G., Marx A., Wen-Hu C., Yong J., Puppe B., Stroebel P., Mueller-
Hermlink H. New WHO histologic classification predicts prognosis of 5
thymic epithelial tumors: a clinicopathologic study of 200 thymoma
cases from China. Cancer 2002;95(2):420-9. doi: 10.1002/cncr.10665.

12.Kondo K., Monden Y. Therapy for Thymic Epithelial Tumors:

A Clinical Study of 1,320 Patients from Japan. Ann Thorac Surg
2003;76(3):878—84. https://doi.org/10.1016/S0003-4975(03)00555-1.

Crarbs noctynwia B penakuuto: 24.01.2020. IMpunsTa B nevats: 25.03.2020.

Stachowicz-Stencel T., Bien E., Balcerska A., Godzinski J.,
Synakiewicz A., Madziara W., Perek-Polnik M., Peregud-Pogorzelski J.,
Pietras W., Pobudejska A., Kurylak A., Mankowski P. Thymic
carcinoma in children: a report from the Polish Pediatric Rare Tumors
Study. Pediatr Blood Cancer 2010;54(7):916-20.

doi: 10.1002/pbc.22482.

Carretto E., Inserra A., Ferrari A., Conte M., Di Cataldo A., Migliorati R.,
Cecchetto G., Bisogno G. Epithelial thymic tumours in paediatric age:
a report from the TREP project. Orphanet J Rare Dis 2011;5(21):6-28.
doi: 10.1186/1750-1172-6-28.

Litvak A., Woo K., Hayes S., Huang J., Rimner A., Sima C., Moreira A.,
Tsukazan M., Riely G. Clinical Characteristics and Outcomes for
Patients With Thymic Carcinoma: Evaluation of Masaoka Staging.

J Thorac Oncol 2014;9(12):1810-5.

doi: 10.1097/JT0O.0000000000000363.

National Comprehensive Cancer Network (NCCN). NCCN Clinical
Practice Guidelines in Oncology. Thymomas and Thymic Carcinomas
2.2019. 2019 Mar 11. National Comprehensive Cancer Network.
Abstract available at https:/www.ncen.org/professionals/physician_
gls/pdf/thymic.pdf.

Lemma G., Lee J., Aisner S., Langer C., Tester W., Johnson D.,
Loehrer P. Phase II Study of Carboplatin and Paclitaxel in Advanced
Thymoma and Thymic Carcinoma. J Clin Oncol 2011;29(15):2060-5.
doi: 10.1200/JC0.2010.32.9607.

Hirai F., Yamanaka T., Taguchi T., Daga H., Ono A., Tanaka K.,
Kogure Y., Shimizu J., Kimura T., Fukuoka J., Iwamoto Y., Sasaki H.,
Takeda K., Seto T., Ichinose Y., Nakagawa K., Nakanishi Y.

A Multicenter Phase II Study of Carboplatin and Paclitaxel for
Advanced Thymic Carcinoma: WJOG4207L. Ann Oncol
2015;26(2):363-8. doi: 10.1093/annonc/mdu541.

Petrini I, Zucali P., Lee H., Pineda M., Meltzer P., Walter-Rodriguez B.,
Roncalli M., Santoro A., Wang Y, Giaccone G. Expression and
mutational status of ¢-Kit in thymic epithelial tumors. J Thorac Oncol
2010;5(9):1447-53 doi: 10.1097/JTO.0b013e3181e96€30.

Thomas A., Rajan A., Berman A., Tomita Y., Brzezniak C., Lee M.,
Lee S., Ling A., Spittler A., Carter C., Guha U., Wang Y., Szabo E.,
Meltzer P., Steinberg S., Trepel J., Loehrer P., Giaccone G. Sunitinib
in patients with chemotherapy-refractory thymoma and thymic
carcinoma: an open-label phase 2 trial. Lancet Oncol 2015;16(2):177-86.
doi:10.1016/S1470-2045(14)71181-7.

. Giaccone G., Kim C., Thompson J., McGuire C., Kallakury B.,

Chahine J., Manning M., Mogg R., Blumenschein W., Tan M.,
Subramaniam D., Liu S., Kaplan I., McCutcheon J. Articles
Pembrolizumab in patients with thymic carcinoma: a single-arm,
single-centre, phase 2 study. Lancet Oncol 2018;19(3):347-55.
doi: 10.1016/S1470-2045(18)30062-7.

Article was received by the editorial staff: 24.01.2020. Accepted for publication: 25.03.2020.



Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJOTUU 2020 I I.

https://doi.org/10.21682/2311-1267-2020-7-3-119-124 [®)ey 20 |

HethporeHnblie ocmamku u Heppobnacmomamo3s:
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Konmaxmmuote dannvie: Jlroomuna Heopesna Illay mila.shats@gmail.com

Hedghpoeennvie ocmamru (HO), uau nepcucmupyrouas Hegppoeennas baacmema, — COXPaHeHUue 04a208 IMOPUOHANbHOU MemaHe@dpO2eHH O
mKanu 6 nouke y naooa nocae 36-il Hedeau eecmayuu, K020a QopMuUposanue NOHEUHOU MKAHU Yice Q0ANCHO 3a8epuiumncs. Imu ovaeu
seaames npeduiecmeeHHukamu onyxoau Buavmca (OB), eviseasomes ¢ 30—40 % nouek npu o0HocmopoHHeil Hegppobaacmome u noumu
6 100 % cayuaes dsycmoponne2o nopaxcenus. Ilogviuiennslii puck pasgumus Heghpobaracmomvl ecms 6 cayuae nepcucmupyrouel Hegpo-
2eHHOIL baacmembl 1100020 MUNA, HO OH @blule Yy Demell 6 o3pacme maadwe 12 mecsaues, a makace y nayuenmos ¢ unmpanobapuoimu HO.
Huoice mbl npu6ooum 0arHble Aumepamypbl, Haubosee NOAHO OMPAdNCaroujue 832450 Ha NEPCUCMUPYIOUYIO HehpoceHHYIo baacmemy, eapu-
AHMbL MeUeHUs. IM020 npoyecca, 0C00eHHOCMU OUAZHOCMUKU U c653b ¢ pazeumuem OB, a makoice deaumcsi coOCmEeHHbIMU KAUHUMECKUMU
Habao0eHusmMu.

Karouesnie caosa: onyxonv Buavmca, negppobaacmoma, neghpobracmomamo3s, Hegppocernvle 0CmamKu, Onyxonb NOYKU

Jas yumuposanusa: Illay JI.U., Konopamvee b.B., benoeyposa M.b. Heghpoecennvie ocmamku u Heghpodoaacmomamos: coocmeentvlie
HabawodeHus u 0030p aumepamypeol. Poccuiickuil scypHan demckoii eemamonozuu u onkoaoeuu 2020;7(3):119—24.
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Nephrogenic rests and nephroblastomatosis describe persistence of embryonic renal parenchyma (metanephric blastema) beyond 36 weeks
of gestation, when nephrogenesis is normally complete. This persistent metanephric blastema may transform into the Wilms tumor, and
are detected in 30—40 % of unilateral nephroblstoma and nearly 100 % in bilateral cases. The risk of Wilms tumour is increased in any
type of nephrogenic rests/nephroblastomatosis but it is higher in infants and in patients with intralobar nephrogenic rests. We cite below
several studies described different types of nephrogenic rests, their connection with nephroblastoma development and the details of diagnostic.
We refer to clinical examples, in that regard. Two cases are presented: bilateral diffuse hyperplastic perilobar nephroblastomatosis in one
child and an infant with combination of perilobar nephrogenic rests in one kidney and Wilms tumour in the other kidney.
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Beenenne

Hedporennnie octarku (HO), unm nepcuctupyoiias
HedporeHHas OjacTemMa, — COXpaHEHHE O4aroB SMOpU-
OHaJIbHOI MeTaHe(pPOreHHOM TKaHM B TOYKE Y TIIoaa
nociie 36-it Hegenu recrauu [1]. J.B. Beckwith ykassi-
BAaeT, UTO TP ayTOICUSIX IeTeil paHHero Bo3pacta B 1 %
cllyyaeB B OYeUHOM nmapeHxume ooHapyxusawoT HO [2].
DTU oyaru MOIYT OBbIThb IPEAIIeCTBEHHUKAMU OIyXO-
nu Bunbmca (OB), BoisiBistiorcst B 30—40 % nodexk npu
OIHOCTOpPOHHEN Hedpobractome 1 routu B 100 % ciryya-
eB outarepanbHoii OB [2, 3]. Huxke Mbl TpuBOIUM JaH-
HbIE JIUTEPATYphl, HaMOOJIee MTOJHO OTPaKaIOIINe B3IJIsI
Ha TIepCUCTUPYIOIIYI0 He(pOoreHHYIo OjlacTemMy, BapuaH-
ThI T€YEHUsI ITOTO poliecca, 0COOEHHOCTH AUArHOCTUKU
U CcBsI3b ¢ pazButueM OB, a Takke neanumcst COOCTBEHHBI-
MM KJIMHAYECKUMU HAOIIOACHUSIMU.

OO6cyxaeHue

[Tpu BBISIBIEHUM MHOXECTBEHHBIX 04aroB MEPCUCTU-
pyloleii HeporeHHo# OJlacTeMbl WJIM MX IEPUBATOB,
a takke npu auddy3sHOM XapakTepe MOopakeH!s aua-
THOCTUPYIOT Hedpoobdiactomarod (HBM) [2]. HO moryT
OBbITh €IMHUYHBIMU, MHOXECTBEHHBIMU, (POKATbHBIMU
nu tudy3abimu [2]. PaznuuaroT Takke nepuaodapHbie
(ITJTHO) u untpanodapusie (MJITHO) HO, a Takke cme-
1aHHbIe (KOMOMHUpOBaHHbBIC) Win auddy3Hbie. [IJTHO
OTrpaHMUYEHBI MOYEYHOM KOPOM, UMEIOT YETKMUE TPAHUILIbI
U HEpenKo SIBISIOTCS MYyabTU(OKaabHBIMU. HarpoTus,
MJTHO yacTo ObIBalOT eAMHUYHBIMU, UMEIOT IJIOXO O4ep-
YeHHbIC Kpasi, XapaKTepHBIM sIBJsIETCS TIpeobagaHue
ctpombl [2]. Cpean HO o0oux TUIOB Ha pa3HbIX Tarax ux
pa3BUTUST MOPGHOIOTUYECKU BBIACSIOT TaKXe 3apoxKia-
foruecs (chopMupypolecs) B HeOHaTAIBHOM TIeproae
WIX APEeMIIIOIIME B OCTAJIBHBIX ClIydasx; perpeccupy-
IoIlIMe WKW CKJIEPO3UPYIOIIMECs], a TaKXe aleHOMaTO3-
HbIE, CTapelollle U TUIepIUIacTUIecKue. 3a MoCIeaIHNe
2 JecSTUICTUSI HAKOIJIEHO 3HAUYMTEJbHOE KOJMUYECTBO
HaOJIIOIeHUI acCoIMaIlMy TIEPCUCTUPYIOIIel HepporeH-
HOI1 OJ1aCTEMBI C Pa3IMYHBIMUA CUHAPOMAaMMU.

IIJTHO wyame accouuupoBaHbl C MAMOTNATHUYECKOM
remururneptTpodueii, cuHapomom bexkButa—Buaemana.
B To Bpems kak MJTHO Hepenko AMarHOCTUPYIOT y Maly-
eHToB ¢ cuHapomamun WAGR n [lenuca—/pama [5].

Tunepnnactnueckuit nepunodapusiii HBM, kak mpa-
BWJIO, ObIBa€T IBYCTOPOHHUM WJIM HOCUT AU(Y3HbIIA
xapakrtep [6]. DTa ¢opma accouurpoBaHa C MOBBILICH-
HbIM puckom OB [7].

ITo manneiM E.J. Perlman et al., cpegHuii Bo3pact
nauueHToB ¢ OB, pasBuBiieiicsa Ha pone MJTHO, cocra-
B 16 mecsues [6]. B aToM ke ncciaenoBaHUM MOKa3aHo,
yTo HedpobdiacTtoma, accouuuposanHas ¢ [TJIHO, nua-
THOCTUPOBAJIACh MO3Xe (Ha 3-M romy KM3HU).

Yacrora, Mopdonornuyeckre XxapaKTepucTUKN 1 acCo-
Hyanyst ¢ BPOXIECHHBIMM AHOMAJUSIMU TMPOAHAIU3U-
pOBaHbI U OIYOJIMKOBAaHbBI MccienoBaTesIMu U3 Besu-
kobopuranuu. G.M. Vujani¢ et al. onrcanu OpUTaHCKYIO
Koropty mauueHToB uccienoBanus SIOP WT 2001 [8].
B rpynne u3 705 nauuenToB B 45 % BoisiBiaeHbl HO mnu
HBM. V nauuenTtoB ¢ omHoctopoHHeil OB BbIsIBIeHBI
HO wnu HBEM y Gosnee yeM TpeTu OOJIbHBIX, TIPU IBYCTO-
poHHeM nopaxkeHuu — B 30 (94 %) cayuasx u3 35. UJIHO
BCTPEYAIUCh peXe M ObUIM JTOCTOBEPHO 4Yallle acCOLIMU-
POBaHbI CO CTPOMAJIbHBIM I'MCTOJIOTMYECKUM BapuaHTOM
OB. ABTOpHI 00paIalOT BHUMaHUE Ha MEHBIINI BO3pacT
MalveHTOB B cllyyae OuiaTepaibHO 00JIe3HN (MearuaHa —
1,8 rona). B 4 ciyuasix pa3Bunach metaxpoHHast OB B cpo-
K1 ot 6 10 21 mec. BpoxaeHHble aHOMaJIMM ObUTU BBISIB-
JeHbl y 12 % naiueHToB.

OnucaHbl ciiydau BoisiBaeHUs auddysHoro HBM nipu
najabliauvy yBeJInyeHHoU mouku [3]. OgHako mo cob-
CTBEHHOMY OTIBITY U OIIBITY KoJuier [9], mpu coBpeMeH-
HOM pacCIpOCTpaHEHUU YJIbTPa3ByKOBOM JAMArHOCTUKU
MalMeHT HaIpaBJISIETCSI K IETCKOMY OHKOJIOTY, KaK Tpa-
BWJIO, B CBSI3U C MOJO3PEHUEM Ha OITyXOJIb ITOYKHU I1OCIIEe
BBIMOJTHEHMSI BU3YaJIM3UPYIOIIUX METOIOB 00CjeI0Ba-
HUSI, UHOIJA XapaKTepHble M3MEHEHUs SIBJISIOTCS CIIy-
YaliHOM HaXOJKOW MNP BBINOJHEHUU YJIBTPA3BYKOBOTO
nccnegosanus (Y3N).
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IIpu Y31 HO 0OGBIYHO TOMOTEHHO TUITO3XOT€HHBI
WJIM U303XOTEHHBI TI0 OTHOIIEHUIO K HOPMaJIbHOM TToUey-
HOI1 TKaHU, nHoraa — rurepaxoreHHH [10]. Y3U BoIco-
KOTo pa3pelleHus] MOXeT BbISIBIATh MasieHbkre HO, Ho
B 1ICJIOM 3TOT METOJ 3HAUYUTEJIBHO YCTyIaeT KOMITBIOTep-
Hoit (KT) m marHutHo-pe3oHaHcHoii (MPT) Tomorpa-
¢uM 1Mo YyBCTBUTEIBHOCTU AJIsI HEOObIIUX o4aros [10].
OpnHako Tipy ouarax 0oJiblIero pa3mMepa win gudgy3HOM
XapakTepe MopaxkeHUsI TaKoe MCCIe0BaHUE MOXKET ObITh
VCIIEITHO WCIIOJIb30BAaHO, BBISBISISI COJMUOHBIC OYaru
WIM XapaKTEepHYIO IIMPOKYIO TMIIO3XOTEHHYIO TKaHb,
00paMJISTIONIYI0 HOPMAJIBHYIO TTOYEUHYIO TapeHXUMY.
Jduddy3upiii HBM 00bIYHO TUITO3XOT€HHBIN, TIPU MYJIb-
TU(OKATBHOM TIOPaXeHWM OYark 4acTo M303XOTE€HHBI
IO CPAaBHEHMIO C HOPMAJbHOM ITOYEYHOU MAapEeHXUMOM.
Takum obpazoMm, B psae ciaydyaeB Y3M nmocratouHo ajis
HaOMOmeHUs 3a pa3MepaMu, (OpPMOIf, 3XOT€HHOCTBIO
04YaroB B IMHAMMKE B CBSI3U C €I0 IIPOCTOTOM, HEBBICOKOM
CTOMMOCTBIO Y OTCYTCTBUEM JIyY€BOI HATPY3KHU.

JletanbHasi  Bu3yaiu3alMsi CHOOCOOHA  BBISIBIISITH
HEOOJIBbIIIE 0Yaru B IMMOYKe, 3HAYEHUE TaKOI TUarHOCTH-
KJ BO3POCJIO B TIOCJIEIHNE TOMBI, TaK KaK OHA yIydIacT
IUTAaHMPOBaHUE JIeYeHUST KaK 10, TaK W TOCAe XUPYpru-
yeckoro BMemartenabctBa npu HBM u Hedpobiaactome
[11]. MPT ¢ KOHTpacCTHBIM YCUJIEHUEM WM MYJBTHIE-
tekTopHast KT ¢ MyJbTUIUIaHAPHBIMU PEKOHCTPYKIIUSIMU
WMEIOT HaMOOJIBIIIYIO Pa3pelIarolylo CIIOCOOHOCTD ISt
BoisiBieHuss HO/HBM [11]. KT u MPT pyTtuHHOo MoryT
BBISIBJISAITh 00pa30BaHud Mopsaka S MM B nuametpe. dud-
depenuunanbHas nuarnoctuka HBM u OB 6a3upyercst Ha
COYETaHUU TMCTOJOTMYECKOTO UCCIIeIOBAHNS YIATEHHBIX
obpaszoBaHuit u Busyanuzauuu. duddy3Hblii tuepria-
ctuyeckuil mepunodapHeii HBM wmmeeT xapakTepHbIid
BUJI CIMBAIOIINXCS Tepru(pepUIeCKIX MacC, CAaBIUBAIO-
KUX U 1ehOPMUPYIOLIMX TTOYKY, C IIUPOKUM OJHOPO.I-
HBIM ciioeM natojorndeckoii Tkanu [11]. [Tpu KT u MPT
6e3 koHTpacTupoBanuss HO u OB mnoxo nuddepeHum-
pYIOTCSI OT KOPKOBOTO BelllecTBa moyku. Ha mocTkoH-
TpacTHBIX n3o0paxkeHnssx HO oT4eTIMBO TMIIONEHCUBHEI
Ha KT 1 uMeloT HU3KYI0 MHTEHCUBHOCTb CUTHajJa MpPU
MPT B cpaBHEHUU C aKTUBHO HAKATUIMBAIOLIEN KOHTPACT
MOYEYHON TMapeHXMMOM. XOTsI U He CYIIECTBYET OIHO-
3HAYHBIX KpuTepueB nuddepeHInaibHON TMarTHOCTUKI
OB 1 HO/HBM npu Busyanu3ammu, 00JIbITMHCTBO aBTO-
poB eauHoOnyIIHbI, YTo OB, Kak mpaBuIo, UMeeT 0OJIbILINE
pa3Mephl, OKPYIIyio (opmy, TeTeporeHHa 10 CTPYKTYype
M YaCTMYHO HakarjuBaeT KoHTpacTHoe BellecTBO (KB)
[12]. BBeneHue mMOCAEAHErO TMOBBIIIAET BBISBISIEMOCTD
1 HedporeHHOM OylacTeMbl, Aenas ee Jydlle BUIANMOM
Ha ¢oHE KOHTPACTUPOBAHHOW TMOYEYHOUN TapeHXUMBI,
HakoruteHne KB HO HexapakTtepHo.

[ToBbIIEHHBIN PUCK pa3BUTUSI HEDPOOIACTOMBI €CTh
B cllydyae IepcUCTUpylollleii HedporeHHoi OiacTeMbl
JII00OTO TUTIA, HO OH BBIIIIE Y IeTeil B Bo3pacTe muiaiie 12
MecsiieB, a Takxke y nanmeHToB ¢ UJTHO [6, 13]. CeromHst
Bcem mnauueHtaM ¢ HBM mnpeanaraercsa xumuoreparust
(XT), BxiaovamoIiass BUHKPUCTUH W JAKTUMHOMMIIMH,
B TeueHHe 12 mec B paMkax mportokoija UMBRELLA

Protocol SIOP — RTSG 2016; nerckue onkonoru B CIITA
npoBoaat XT mig I cragum HedpobracToOMbI TTaleHTaM
¢ nuddysubiv HBM [6]. [laHHast cTpaTerusi HarpapieHa
Ha CHIXKeHue pucka passutust OB [6, 14].

Jajiee MbI TPUBOAUM COOCTBEHHBIN ONBIT TMATHOCTH -
KM U JIEUeHUSI TTAlMEHTOB C JBYCTOPOHHUM MPOLIECCOM.

Kimmnnyeckwii ciydait Ne 1

Y nauuemmwxu H. 6 e6o3pacme 3 aem cayuaiinas
Haxodka npu Y3HU: obuapyxceno obpazoeanue neeoil
nouku. Ilpu KT ¢ KB evisieaeno 08ycmoponHee nopa-
Jacenue nouvek. B npoexyuu eepxmeco, eepxHe-nepeoHe-
20 U 3a0He20 ceeMeHmo8 AeBOll NOYKU BU3YANUUPOBAHO
0bsemHoe obpaszoganue pasmepamu 3,1 x 3,9 x 50 cm
(puc. 1). B npaeoii nouke obHapyycenvl 2 00seMHbIX 00pa-
308anus: pasmepamu 1,98 x 2,35 x 3,1 cm — 6 npoexuyuu
HuxcHeeo ceemenma; pasmepamu 0,4 x 0,8 x 1,08 cm —
6 npoexyuu 3adneeo ceemenma (cm. puc. 1). Ilpu KT epyonoii
KAemKu namoaoeuu He 00HaApPYICceHo.

Puc. 1. KT 6prownoit norocmu u 3a0prouunHo20 NpocmpaHcmea nepeo
Hauanom nevenus, (hpoHManvHas nPoexuus, 00semMHble 00pa308anus 6 0beux
noukax

Fig. 1. CT scan of the abdominal cavity and retroperitoneal space before
treatment, frontal projection, masses in both kidneys

boviau  vinonnenst aanapockonus u - acnupayuoHHAs
OuoncUs ONYXoauU HUJNICHe20 NOAKCA NPABOU NOUKU. 3aKio-
yeHue yumonoeuveckoeo uccaedosanus: OB ¢ npeobradanu-
em baacmemul U NPUMUMUBHBIX INUMEAUANLHBIX CIPYKIMYP.
Heobxooumo ommemumop, umo dauHbLil cayuail umen mecmo
7 nem Haszao, Koeda mul euje Hepedko npubeeanu K acnupayi-
OHHOIL buoncuu npu nodosperuu Ha vegpooracmomy. Taxum
obpazom, bvira duaenocmuposarna V cmaous OB. [Iposodu-
aacy npedonepayuonnas XT coenacno npomokoay SIOP WT
2001 (cxema AV — 0ak mUHOMUUUH U BUHKPUCMUH OAUMENb-
Hocmoro 5 Hed). Tlpu nosmopuoii KT pasmepsr obpazosanus
8 8epXHeM NoACce Ne60l NOUKU YMEeHbUUAUCH 00 3,3 X 3,7 X
3,9 em (puc. 2a), ommeueHa Kucmo3HO-CONUOHAST HEOOHO-
POOHas cmpykmypa onyxoau, Haxonsenue KB. B uuicrem
nosloce Npasoil NOUKU, 8 MeOUAAbHbIX OMOeNax, UHMpana-
PEHXUMAMO3HO, MOAbKO HA NOCMKOHMPACMHbIX U300pa-
HCEHUAX  BUYANUBUPOBANOCH OKPYeAoe UNOBACKYAAPHOE
obpazosanue pazmepom 1,0 % 1,4 (puc. 26). B nepednesame-
PAAbHBIX 0MOeAax HUNCHE20 NOAI0CA NPABOLl NOUKU — 00pa-
308aHue HenpasuabHoti gpopmol pazmepamu 1,0% 0,8 % 0,7 cm
(puc. 28). OmmeueHo Hexomopoe YMeHblUeHUe pasme-
P08 00pazoeanull, ygeiuueHue KUCMO3HO20 KOMHOHEHMA.
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Puc. 2. KT 6prowroit nonocmu u 3a6prouurto2o npocmparcmea vepes 5 Hed XT: a, 6 — ¢pponmanvuas npoekyus; 6 — cacummanwvHas npoekyus. OmmeueHo
HeKomopoe yMeHblUleHUe PazmMepos 00pa308aHuil, yeeaudeHue KUcmo3Ho2o0 KOMNOHEeHMA

Fig. 2. CT scan of the abdominal cavity and retroperitoneal space after 5 weeks of chemotherapy: a, 6 — frontal views; ¢ — sagittal view. There was a slight

decrease in the size of the formations, an increase in the cystic component

Coenacho  npunyunam aeveHuss busramepanvuoil OB,
1-52 onepayus nposodumcsi Ha MeHee NOPANCEHHOU NOUKe.
Ilocae 5 Hed npedonepayuonroii XT evinoaneHo onepamusroe
6MeulamenbCcmeo: 6epxXHe-noneperHas Aanapomomus cieed,
Pe3eKyUs 8epXHe20 NOAKCA Ae80Ll NOUKL ¢ ONYX0AbH, Napaaop-
manvHas aumpadensxmomus. Mumpaonepayuonto: neeas
nouxa pasmepom 10,0 % 6,0 cm (puc. 3); uz eepxueeo noawca
ucxoouna onyxons okpyeaoil gpopmot pazmepom 5,0 x 5,0 cm,
NAOMHO-2AACMUYHOU KOHCUCMEHYUU, COAUOHO2O CIMPOEHUS,
8 Kancyne, 6eaecosamoeo uyeema. Onpedensauco eOUHUYHblE
J1amepanbHble NApaaopmanbHble AUMGAmu4ecKue y3nvl pas-
mepom 0o 0,3 % 0,3 cm. Tlpoussedena pezexuyus c omcmynom
npokcumansiee Ha 1 cm om 0emapKayUOHHOU AUHUY — ONY-
Xoab yoasena. lucmonoeuueckas Kapmuna coomgemcmeyem
ougpghyznomy eunepnaacmuueckomy nepusobapHomy HBM.
Yepez 14 Oneil nocae onepayuu 8bINOAHEHA PEHOCUUHMU-
epaghus, noomeepricoeHo coxpaneHue QYHKyUU obeux novex

Puc. 3. Qomoepagus, coerannas 6o eépemsn I-eo onepamusnoeo emeuia-
meavemea: Aeeas nouxa (neped peszexyueit) pazmepom 10 % 6 cm; 6 sepxmem
noaroce — ONYxXoav OKpy2aoli (popmvlL pazmepom 5 x 5 cm, RAOMHO-94aCMuY-
HOUl KOHCUCMEeHUUU, COAUOH020 CMPOeHlsl, 8 Kancye, 6eaeco8amozo yeema

Fig. 3. Photo taken during the I surgical intervention: the left kidney (before
resection) measuring 10 x 6 cm;, in the upper pole — a tumor of a round shape
measuring 5 < 5 cm, densely elastic consistency, solid structure, in a capsule,
whitish

nocae 1-ii onepayuu ¢ y4yemom nAGHUPYOUe20cs 2-20 3ma-
na Xupypeuueckoeo feveHus. 3amem 86edeH SUHKPUCHUH.
Yepes 3 ned npogeden 2-ii sman onepamueHo2o ne4eHus —
6epXHe-NonepeyHas Aanapomomus cnpasa, yoaienue onyxo-
AU npasoii nouxu (HegpypemepIKmomus), napakaganbHas
aumepadensxmomusi. Mumpaonepayuonro (puc 4): npasas
nouka 6vina pacnonodicena munuyto, pazmepom 10,0x 5,0cm,
6 001aCMU HUJICHE20 NOAKCA U NO 3a0Hell ROBEPXHOCMU NOY~-

Puc. 4. Qomoepagus, cdesannas 6o eépems 2-20 onepamueHoeo éme-
wamenvcmea: npasas nouka (nocie HegpypemepIKmomMuu), pazmepom
10 % 5 cm, 6 obaacmu HudICHE20 NOAKOCA U NO 3A0Hell NO8EPXHOCIU NOYKU —
MHOdMcecmeenHble ouazu, pazmepamu om 0,5 do 2 cm 6 duamempe, no éceii
NOBEPXHOCMU UX HACHUMbIBANOCY 5, Oeaeco8amozo yeema, RAOMHOU KOHCU-
cmeHyuu, He dehopmupyroujie KOHmyp

Fig. 4. Photo taken during the 2" surgical intervention: the right kidney (after
nephrureterectomy), 10 % 5 cm in size, in the region of the lower pole and on
the posterior surface of the kidney — multiple foci, 0.5 to 2 cm in diameter, on
the entire surface of them there were 5, whitish color, dense consistency, not
deforming the contour
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KU — MHOJIcecmeeHHble ouaeu, pasmepamu om 0,5 do 2,0 cm
6 duamempe, 0eneco6amoeo ygema, NAOMHOU KOHCUCHEH-
yuu, pacnoaazaguiuecs 8 napeHxume noyku, He deghopmu-
pytowue konmyp. IIpunumas 6o 6HUMAHUE MHONCECMBEHHOE
nopasicenue npagoii NO4KU, 8 MoM 4ucie o4azu, He eu3ya-
ausupyrouwuecs npu Y3U u KT, a makice yuumoieas adex-
B8AMHYI0 (PYHKUUIO N€80L NOUKU, NPABYI0 NOUKY OblA0 PEULeHO
yoaaums. Ilpu mopghonoeuueckom uccredoganuu npasoii
nouku duaenocmuposan oughgysusiii HbEM 6e3 npuznakog
UHOYUUPOBAHHO20 NOCMMEPANe8mu4ecKo20 namomopghosa.
B meuenue eoda nayuenmka c bunramepanvruim oupghysHoim
eunepnaacmuyeckum nepunobapuoim HEM u nocne negpy-
PemepIKmMomMuu cnpasa U pe3eKyuu 1e6oil noYKu noay4aida
BUHKpUCMUH U dakmuHoMmuyux (eemewv dass HbEM npomo-
xona SIOP WT 2001). Jlas ouernku cocmosHus €60 noy-
Ku 8 danvueiuem ucnoavsosanucy Y3HU u MPT (puc. 5).
B nacmosawee epems nepuod wHabaodenus npeasvicun
7 aem, coxpansiemcs pemuccus, YyHKYUs A€ol NouKu He
Hapyuiena.

abdomen” =H
d_'.'ibé_bh'. 1

Puc. 5. MPT opeanog 6piowiHoil nosocmu u 3a6pIOUUHH020 NPOCMPAHCMEA
nocae OKOHYaHUsl NeUeHUsl

Fig. 5. MRI of the abdominal and retroperitoneal organs after the end of
treatment

Kmmnnaeckmii ciydaii Ne 2

Bo 2-m npedcmasnsemom Hamu cayuae OuaamepanrbHoe
nopadceHue nouex 6visieaeHo y 0esouku 2 mecsuyes npu Y3U
60 8peMsl NAAH08020 00cAed08anuUsl, U makice ObL10 Oeccum-
nmomuuiM. Pebenok Obin eocnumanusupoear 6 CMayuoHap
obuezo npoghuns, 6 eospacme 2 mecauee 11 Oneil 8binoane-
Ha KT (puc. 6) ¢ KB. Ilpu uccaedosanuu 6 HUdICHEM NOMIO-
ce npaeoll NouKu GU3YAAU3UPOBANACH ONYX0Ab PA3Mepamu
2,9 x 3,6 x 3,5 cm, ebixodsuas 3a KoHmyp nouku u degop-
MUpYOWas ee; OMMEHeHO He3HAYUMeAbHoe HAaKONAeHue
KB. Obpazosanue ne6oii nouku pazmepamu 1,9 x 1,8 %
1,8 cm mak xce pacnonazanoce é HusicHem noaroce. Yuumoi-
6as1 08YCMOPOHHULI XapaKkmep NOPAdCeHUsl, 803PAcm, 6ec
< Ske, nposodunace npedonepayuontas XT, c pedykyueil 003bl
BUHKPUCMUHA U UCKAHOUEHUEM OGKMUHOMUUUHA, CO2AACHO
pexomendayusm npomokora UMBRELLA Protocol SIOP —
RTSG 2016. Ilpu MPT uepe3 7 ned npedonepayuonnoti XT
noomeepicoer oueHb XOPOULULl 0meem Ha JeveHue, 3Ha4u-
menbHoe yMeHblleHUue 00pa3oeanuii 6 obeux nouxax (puc. 7).
Ha 10-ii Hedene neuenus evinonaneHa pe3eKyus €60t NOUKU.
Tucmonoeuueckas kapmuua padukanbHo yoareHHo2o 06pa-
308aHUs 1601l nouku coomeemcmeosana ouaey ILJIHO negh-
POCEHHOU CMPOMbL ¢ Mepaneemu4ecku UHOYYUPOBAHHbIMU
usmenenusmu. Ha 8-ii dens nocae onepayuu 66eder sunkpu-
cmuH. Yepez 3 Hed 6vinoaHeHO NOGMOpPHOE XUpypeuueckoe

Puc. 6. KT oprownoii norocmu u 3a0pWUHH020 NPpOcmMpancmea nepeo
neveruem. DpoHmanvHas u aKcuanbHas RPOEKUUU: 8 HUICHUX NOAI0cax ode-
ux nouex — o0seMHble 00pa308anUs

Fig. 6. CT scan of the abdomen and retroperitoneal space before treatment.
Frontal and axial projections: in the lower poles of both kidneys — masses

Puc. 7. MPT 6prownoii nonocmu u 3a6powuHHo20 npocmparcmea uepes 7 ned npedonepayuorioi XT: no0meepicoen oueHv Xopowuii omeem Ha AeueHue,
3HaUUMeNbHoe YyMeHbUleHue 00pa308aHuil ¢ 06eux cmopoH

Fig. 7. MRI of the abdominal cavity and retroperitoneal space after 7 weeks of preoperative chemotherapy: a very good response to treatment was confirmed,

a significant reduction in masses on both sides
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BMEUamenvCmeo, pes3eKyus Npasoil NOYKU ¢ ONYXO/ablo.
Mopdghonoe Ouaenocmuposan Hegpobracmomy, MmMomanbHO
HeKpOMu3UpOBaHHbLIL MuUn, A0KarbHyr cmaduro 1. B danb-
HeliuleM nayuenmia noayuasa nocieonepauuonnyio XT
edxcemecsiuHo, eemeb o5 aevenus HBEM (obwas oaumens-
Hocmb mepanuu cocmasuaa 1 200), mak kax OB I cmaduu
U3 epynnvl HU3K020 2UCMOA02UMECKO20 PUCKA He mpebyem
daumenvroeo neuenus. Habardenue 3a nayuenmkoil npo-
dondiceHo, 0aumenbHOCmy pemuccuu cocmasasem 28 mec,
paseumue 0esoUKU COOMEEMCMEyem 603pacmy, (QYHKYUsl
nouex He HapyuieHd.

BriBoapl

®dopma, xapakTep U pa3Mep 04aroB He BCerja I103BO-
gsoT  auddepeHpoBath  Hedgpobdiactromy or HO/
HBM, kpome Toro, Bo3MOXHa MX KOMOMHauMs1 (Kak

B MpeACTaBIeHHOM HaMHM KJIMHUYEeCKOM ciydae No 2).
B cBsI3M €O CXOXECTbIO ILIMTOJIOIMYECKOM KapTUHBI
OB wu mepcucrtupylomieii He@poreHHoi OGiacTeMbl
LIMTOJIOTMYECKOE HCCJICIOBAaHUE HE MOXKET OBITh PEKO-
MeHJIOBaHO 1 JuddepeHIInanbHOi IUArHOCTUKU.
Hannuue BepucdunupoBaHoro HBM onHoii moukm
He To3BojsieT UcKmounuth OB ¢ apyroit cTopoHbI Npu
HaJIMYUMK JIBYCTOPOHHEro mnopaxeHus. OKOHYaTeIbHAas
JIUAarHOCTHKA BO3MOXHA TOJIBKO IOCJIE PEe3eKLMM odyara
n Mopdonorndeckoro ucciaenoBaHus. CoOBOKYIHOCTb
KJIMHUYECKUX MaHHBIX, XapakKTepHoil KaptuHbl MPT
u/wm KT, orBer Ha XT B psme ciaydyaeB MHO3BOJISIOT
MPEANOIOXUTh XapakTep mpolecca. Heb3s 3a0bIBaTh,
yto mauueHTsl ¢ HO/HBM TtpebyroT Oosee miutennb-
HOro AMHAMMYECKOTO HAOJIOACHUS IMOC/Ee MOCTKEHUS
PEMUCCHM.
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AmunuyHas npe3eHmayus MemacmamuyecKux 04aros
y nauueHmoB ¢ 4S cmapauel Helipobnacmombl rpynnbl HabnwoaeHus:
OnucaHue KNUHUYecKoro cnyyas

JI.A. CmupHosa, /I.10. Kauanos, A.II. Illepoakos, /I.I'. Axananze, M.B. Tenemosa, 0.H. JIukaps, T.B. Illamanckas
OIBY «<HMHUI] JITOH um. Jimumpus Poeauesa» Munzopaea Poccuu; Poccus, 117997, Mockea, ya. Camoper Mawena, 1

Konmaxmmuuvie oannvie: Jluaus Anopeesna Cmuprosa Liliya.smirnova94@mail.ru

s camoii wacmoii 3KCMpaxKpaHuanrbHoil coOAUOHOL 310Ka4eCmeeHHOU Onyxoau demckoeo 6o3pacma — Heiipooaacmomol (HB) xapakmepro
Haauyue 2 memacmamuueckux gpopm (4 u 48 cmaouu). Ipu 48 cmaduu ommeuaemces memacmasupoganue 8 neueHb, KOICy U MUHUMANbHOE
nopaicerue kocmnoeo mosea (KM). Onpedenennvie pedkue das Hb rokarusayuu memacma3zos (naeépa, auuku u 0p.) Mocym He yxXyouameo
npocHo3 y Odemell Nepe02o 200a JICUZHU NPU OMCYMCMEUU BbIPANCEHH020 Memacmamuyecko2o nopaxcenus KM u kocmeil ckenema.
B cmambve npedcmagneno onucanue KAUHU4eCK020 cayuas sabprouunnol Hb ¢ amunuunoim memacmasupogsanuem 6 niegpy y pebeHka
NePebIX MeCAUes HCUHU ¢ OAA2ONPUSMHBIM UCX000M HPU NPOBEOHUU MUHUMAALHO20 00B6eMAa XUMUOMEPanuu.

Karouesnie caosa: neiipoonacmoma, 4S cmaous, demu, epynna Habao0eHus, memacmaswl, KOMIbIOMeEPHAas momoepadus, cyuunmuepagus
¢ P [-memaiiodbensuncyanudunom

Jas yumupoeanus: Cmupnoea JI.A., Kauanoe /1. 10., lllepbakoe A.1l., Axaraoze /I.I., Terewosa M.B., Jluxaps FO.H., lllamanckas T.B.
Amunuunas npezenmayuss MEMacmamu4eckKux 04azo8 y nayuenmos ¢ 48 cmadueii netipobaacmomot epynnol HAOAIOO0EHUs: ONUCAHUE KAU-
Huueckoeo cay4as. Poccuiickuii scypran demckoii eemamonoeuu u onkonoeuu 2020;7(3):125—31.

Atypical presentation of metastatic disease in patients with stage 4S neuroblastoma of the observation group:
description of the clinical case

L.A. Smirnova, D.Yu. Kachanov, A.P. Shcherbakov, D.G. Akhaladze, M.V. Teleshova, Yu.N. Likar, T.V. Shamanskaya

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

The most common extracranial solid malignant tumor of childhood — neuroblastoma (NB) is characterized by the presence of two metastatic
forms (stages 4 and 4S). Stage 45 is described to have metastatic spread to the liver, skin, and minimal bone marrow invasion. Certain rare
localisations of NB metastases (pleura, testicles, and others) may not worsen the prognosis in children of the first year of life in the absence
of severe bone marrow invasion and metastases to the skeletal bones. The article describes a clinical case of retroperitoneal NB with atypical
metastasis to the pleura in a child of the first months of life with a favorable outcome with a minimum amount of chemotherapy.

Key words: neuroblastoma, children, stage 4S, observation group, metastases, computed tomography, scintigraphy with
123 [-meta-iodobenzylguanidine
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BBenenue

Heiipoodnacroma (HB) — camas yacTast akcTpakpaHu-
ajibHasl COJIMIHAsI OMYyXOJb JETCKOro Bo3pacTa, pa3BUBa-
o1asicsl B Ipoluecce aMOpUoreHe3a u3 KieToK HEpBHOTO
rpe6Hst [1]. HB cocraBnster okono 7—8 % Bcex 310Kaue-
CTBEHHbBIX HOBOOOPA30BaHUi B 1eTCKOM momysiiuu. [Tuk
3aboneBaemoctu Hb nmpuxoautcs Ha neteil mepBoro roga
xku3Hu. [Ins Hb xapakTepHbl 2 MmeTacTaTudeckue (opmbl
3abosieBaHUs — cTanuu 4 u 4S, xapakTepusylolyecs: pas-
JIMYHOM JIOKQJIM3AlMEN METacTa3oB, TAKTUKON BEICHUS
MaleHTOB U MPOTHO30M.

IMpumepHo y 80 % OGOJIBHBIX BCTpeYaeTCsl MeTacTa3u-
poBaHue B KOocTHbIM Mo3r (KM) u koctu. MeTacTtasupo-
BaHUE B MEYEHb M KOXY OOJIbIlIe XapaKTepHO ISl AeTeil
MepBoro roma ku3Hu u 4S craguu. MeTtacTtaTuyeckoe
pacnpocTpaHeHUe B JieTKue, IJIEBPY U LEHTPAIbHYIO
HEpBHYIO CUCTEMYy HaOJIofaeTcsl KpailHe peako U BbISIB-
nsiercsiy S5 % nalueHTOB.

Jng ximaccuueckoit 4S cTtaguu xapakTepHO MeTacTa-
3UpOBaHUE B IEYEeHb, IMOAKOXHO-KUPOBYIO KJIETYATKY
1 MUHUMabHOE TopaxxeHue KM (mipu Hanuuuu He 6osiee
10 % ormyxoieBbIX KJIETOK OT YMCJa SIAPOCOMEPKAIINX
KJIeToK) [2].

B psne cnydaeB y mereli mepBoro roja XuW3HU BO3HU-
KaloT CJIOXHOCTU B UHTEPIpeTalliM JOKAIM3allMi MeTa-
CTa30B U OoNpenejeHur crtaauu 3adosneBaHus. [Ipu aTom
OTMEYEHO, YTO OIpe/esIieHHbIE JOKAIM3allMd METACTa30B

y 9TOW TIpyNIbl MalUEHTOB HE YXYAILIAT OHKOJOTU-
YECKHI IMPOTHO3, B CBSI3M C YeM OOJIbHBIC MOTYT ITOJIy4aTh
MeHee MHTEHCHUBHYIO TepaIInio.

B cratbe mpencraBlieHO OIMMCAaHWE KIMHUYECKOTO
caydJasl ¢ aTUITMIHOM JIOKaJIM3alueil MeTacTa3oB Ipu 4S
craguu HB.

Knunuveckwuii coryvai

B so3pacme 1 mecaya npu naanogom nposedeHuu yaom-
paseykoeoeo uccaedosanus (Y3H) opeanos oprowHoil noao-
cmu (OBII) y desouku obHapyyceno obpazosarnue 6 npoexKuuu
npasoeo nHaonoveunuka. Ilpu gusukarvhom ocmompe 6ois6-
AeHbl YeeauHeHue pasmepos icueoma 6 obseme, a maxice
VHAOMHEHUS: 8 NOOOWBEHHOU 00AACMU NPABOU CINONbL.

Ilo mecmy xcumenvcmea amOyaamopHo ObiAO 8bINOAHEHO
doobcaedosanue 6 00veme MyAbMUCRUPANbHOU KOMNbIOMeED-
Hoti momoepaghuu (MCKT) OBII u opeanos epyonoii knemiu
(OrK), no dannvim komopbsix 6 3a0PIOUUHHOM NPOCMPAHCIEe
Ccnpasa onpedensiioce MAaccusHoe 00pazosanue pamepamu
4,6 x 6,2 x 5,8 cm (obvemom 0o 86 cm?), nHeoonopooHoe no
ceoeli cmpykmype 3a cuem HAAUYUsL 2UNePOeHCUBHBIX KOMNO-
HEeHmo8, eeposimHee 8ce20 — KAAbUUHAMOE, HePaABHOMEPHO
Hakanauearouee KOHMPACMHbLU Npenapam, pacnosolNceH-
HOe 6 NpoeKuuu npasoeo HAONOHeYHUKA, He Gbixodsujee 3a
cpedunnyio auHuro dcueoma. Takce 6 npoexyuu S2 npagoeo
AN€2K020 U3YAAUUPOBANOCH 00pazoeaHue obsemom 0o 0,5 cm’.
Ypoenu onkomapkepos coleopomku Kposu cocmasunu: Heli-
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poHcneyuguueckas enoraza — 99ue/ma (nopma < 16,3 ne/mn),
geppumun — 306 mxe/n (Hopma — 20— 140 mre/n), aak-
mamaoeeudpoeenasza — 333 Ed/n (nopma < 451 Ed/n).

ITlayuenmke ambysamopHo Obina npogedeHa CUUHMU-
epagua ¢ '#I-memaiiodbensuneyanudunom (ZI-MHUFEI),
no O0aHHbIM KOMOPOU OMMEHanoch AKMUeHoe HAaKONAeHue
paduogpapmnpenapama (PDII) obpazoeanuem 3a6prouiuH-
H020 NPOCMPAHCIMBA CHPABd, Ymo YKA3bleano HA e2o Heli-
poeenHyro npupody. [lamonoeuueckoeo uakonnenus PDIT
8 Opyeux ynacmkax meaa He évis6aeHo (puc. 1).
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Puc. 1. Cyunmuepagus ¢ >I-MHUBT (unuyuanshoe uccaedosanue). Ila-
HapHvle uzobpaxcenus.. Onpedeasiemcs ouae NAMONOLUYECKO20 HAKONAe-
nus 'ZBI-MHBT 6 o6aacmu o6pazosanus npagoeo nadnowewnuxa (YKasan
cmpeakamu): a — eud cnepedu; 6 — ud c3adu

Fig. 1. Scintigraphy with '*I-MIBG (initial study). Planar images. The focus
of the pathological accumulation of '>I-MIBG in the neoplasm of the right
adrenal gland (indicated by arrows) is determined: a — front view; 6 — rear
view

Jla ycmanoenenus Ouaenosa u mMakmuku eedeHus
pebenok Gvin eocnumanuzuposan ¢ OI'BY «HMUI] 1TOH
um. Imumpus Poeauesa» Mun3zopasa Poccuu.

Ilpu nocmynaenuu obujee cocmosiHue NAyUeHMKU He
0bl10 HapyuwleHo, npu QUIUKALbHOM OCMOMpe OMMeudncs
YyeeauueHHvlll 6 obsemMe JHCUBOM U Haiuuue HOOKONCHbIX
YHAOMHEeHUl 8 NOOOUIBeHHOIl 00aacmu NPasoil CMonbl.

IIposeden nepecmomp MCKT OBII ¢ oyenkoit ghakmo-
poeé pucka no danHwvim eusyaaruszauuu (Image-Defined Risk
Factors, IDRF), ommeuanoco obpazosanue, ucxoosuee u3
npagoeo0 HAONOYEeHHUKA, Npu SMOM Gbis8AeHbl cAedyroujue
IDRF: ungunvmpayus eopom neueru, 8ogaeveHue OPHOUIHO-
20 omdeaa aopmvi 6oaee yem Ha 50 %, umeasus 6 npasyr
noueynyro Hoxcky (puc. 2a). Taxxuce no dannoim MCKT OI'K
6 npoexyuu S2 npagoeo nezko2o onpedessinocy 06pazoearue
pasmepamu 1,1 x 0,7 x 1,3 cm (06sem — 0,5 cm?), pacnono-
JCeHHOe CYONAeapanbho, ¢ YeMKUMU POBHbIMU KOHMYPAMU,
Hakanaugaroujee KOHmMpacmuwiil npenapam (puc. 3a).

Puc. 2. Komnsromeprnas (KT) u maenumno-pesonancnas (MPT) momo-
epauu OBII ¢ koumpacmubim ycunrenuem: a (UHUUUAAbHOE UCcaedosanue,
KT) — 6 npasom Haonoueunuke onpedensemcs maccugroe, He0OHOPOOHOe
no ceoell CmpyKmype 3a cuem MHO2OYUCACHHbIX KAAbUUHAMOE 00pa306anue
(0o6sem — 86 cm’), npedcmaesnentoe KOH2AOMEPAMOM ONYXOAEB0U MACChl
U namonocuvecKy UsMeHeHHuiMU aumpamuueckumu yramu (J1Y) ¢ uem-
KUMU, POGHbIMU KOHMYpamu, akmuero nakanausarouee POII; 6 (MPT) —
cokpauenue oopazosanus na 53 % (06sem — 40,5 cm?) nocae 2 kypcos I1XT;
6 (MPT) — nocae 3 mec Habat00eHUs 8blI6AEHO COKPAUleHlUe 00pa308aHUs HA
89 % (06sem — 9,5 cm’) om uHuyuabHO20 Uccre008aHUS

Fig. 2. Computer (CT) and magnetic resonance imaging (MRI) tomography
of OBP with contrast enhancement: a (initial study, CT) — in the right adrenal
gland, a massive, heterogeneous structure due to numerous calcifications is
determined (volume — 86 cm?), presented a conglomerate of tumor mass
and pathologically altered lymph nodes with clear, even contours, actively
accumulating a radiopharmaceutical; 6 (MRI) — reduction of neoplasm by
53 % (volume — 40.5 cm?) after 2 courses of chemotherapy; ¢ (MRI) — after
3 months of follow-up, a 89 % reduction in neoplasm was revealed (volume —
9.5 em?) from the initial study

Puc. 3. MCKT u MPT OI'K ¢ konmpacmusim ycunrenuem (cmpeakoii 060-
3Hauen Memacmamuyeckuil o4ae): a (unuyuaivhoe ucciedosanue, KT) —
6 npoexyuu S2 npasoeo neekoeo onpedensiemcsi 00pa308anHuUe pazmepamu

1,1 x 0,7 x 1,3 cm (0o0sem — 0,5 cm?), pacnonoscennoe cybniegpanvho,
¢ HeMKUMU POBHBIMU KOHMYPAMU, HAKANAUBAIOUWee KOHMPACMHbII npena-
pam; 6 (MPT nocae 2 kypcoe I[1XT) — na yposre 4—5-20 pebep no kocmans-
HOUl naeepe ommeuaemcsi 00pa3zoeanue OKpy2nol opmoel, nexcaujee Ha
naeepe, 6e3 dunamuru om npedvioyueeo uccaedosatusi; ¢ (MPT nocae 3 mec
Habaodenus) — cokpauernue oopaszosanus Ha 97 % (o6sem — 0,03 cm?)
OM UHUUUANBHORO UCCA008AHUS

Fig. 3. MSCT and MRI of the chest organs with contrast enhancement
(the arrow indicates the metastatic focus): a (initial study, CT) — in the
projection S2 of the right lung, the formation is determined by the dimensions
1.1 x 0.7 % 1.3 cm (volume — 0.5 cm’), located subpleurally, with clear
even contours, accumulating a contrast preparation; 6 (MRI after 2 courses
of chemotherapy) — at the level of the 4—5" ribs along the costal pleura,
a neoplasm of a round shape lying on the pleura is noted, without dynamics
[from the previous study; ¢ (MRI after 3 months of observation) — a reduction
in neoplasm by 97 % (volume — 0.03 cm?) from the initial study
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B uensx onpedenenus opeaHonpuHaonejicHoCmMu o4a-
2a 6 npoekyuu npagoeo ne2kozo 0vlio evinoaneno Y3HU
NAeBPANbHOL NOAOCMU, NO OAHHBIM KOMOPO2O ONPedessincs
MACKOMKAHHbLI o4ae pasmepamu 15 < 8§ mm, pacnonoxcet-
Hblil Ha hosepxHocmu S2 npasoeo Aeekoeo.

ITlayuenmka 6vi1a obcysicoena c yuacmuem epadeii-oem-
CKUX OHK0/10208 U PEHM2eH010208, COeAAH 8bl600 0 MOM, 4MO
Memacmamu4ecKuii 04ae 10Kaiu3yemcs 6 niespe.

Yuumuieas evicokue xupypeuueckue pucku 6 cayuae
NONbBIMKU  paduKanbHo2o yoaneHus o00pasoeanus, 66udy
MHOJICECMBEHHBIX (PAKMOPO8 PUCKA NO OAHHBIM 8U3YAAU3A-
yuu (IDRF F1, F3, F4), pebenky o6vi10 npogedero onepa-
MUBHOE BMeULamenbcmeo 6 00seMe GUONCUL ONYX0AU NPABO-
20 HAONOYeHHUKA U YOareHUs MACKOMKAHH020 00pA308aHUs
nodoweenHoi obnacmu npaeoii cmonsl. lucmosoeuueckoe
uccaedoganue 8bINOAHEHO 8 1abopamopuu Namomopghoroeuu
HMMUAIL] JITOH um. JAmumpus Poeauesa, no danHbim Komo-
D020 8 MKAHU ONYX0AU HAONOYEUHUKA U MACKOMKAHHO2O
KOMNOHEHMA CMonbl Cnpasa 6blseaeHa HU3Koougpgdepenyu-
posannas HE ¢ Huskum umoexcom Mumo3a-kapuopexcuca.
Taxum obpazom, eucmonocuyecku NOOMEEPI’COeHO Mema-
cmamu4ecKoe nopadlceHue KONcu.

Ilumoeenemuueckoe uccaedosanue memodom ¢hayopec-
YeHmMHOU eubpudusayuu in situ He NOKA3AA0 HAAUYUS HeOAa-
2ONPUSIMHBIX MOACKYAAPHO-2eHETNUHECKUX MAPKEPO8, MAKUX
kax amnaugurayus eena MYCN, deaeyus 1p u deneyus 11q.

[lo pezyasvmamam KOCMHOMO320801 NYHKUUU OGHHBIX 3
nopaxcernue KM e gviaaeHo.

Taxum 00pazom, HA OCHOBAHUU NOAYYEHHBIX OAHHBIX
00caedoganus pebeHKy Obia NOCMABACH OKOHYAMEAbHbII
duaeno3: Hb npasoeo nadnoueunuka, 4S cmaous no Medic-
OYHApOOHOUl cucmeMe OUeHKU PACHPOCMPAHEHHOCMU NpO-
yecca npu HB (International Neuroblastoma Staging System,
INSS), MS cmadus no MexcoynapodHoii cucmeme cmaou-
posanus npu Hb, ocnosannoii na anaausze paxkmopos pucka
npu euzyaauzauuu (International Neuroblastoma Risk Group
Staging System, INRGSS) (memacmamuueckoe nopaice-
Hue naeepul, Kodcu). Pebenox cmpamudgpuyuposan 6 epynny
HabAOeHUss 8 PAMKAxX MOOUDUUUPOBAHHO2O NPOMOKO0AA
NB-2004, npunumas 60 eHuUMaHue OAA20NPUSIIMHBLIL MOe-
KYAAPHO-2eHeMuU4ecKuil npoguab onyxoau u omcymcmeue
amnaupurayuu eena MYCN.

Yuumuieas 6oaviuue pazmepvl, KOMAPECCUOHHOE 8030eii-
cmeue Onyxoau Ha OKpyucaroujue 0peansl, 0aHHoe COCMosHUe
pacuereno Kkak ycuzneyepodxcarowee (XKYC). B yeasx kynu-
posanus XKYC npunsmo peuterue o nposedeHuu cneyuguye-
ckoil mepanuu no cxeme N4 moougpuyuposarroeo npomoxo-
aa NB-2004 ¢ pamkax epynnst Habato0eHus (8UHKPUCMUH,
dokcopyouuyun, yuxaiogocghamud).

Ilo pesyasmamam KT nocae 1-e0 kypca noauxumuome-
panuu (IIXT) ommeuena nosoxcumenvHas OUHaAMKa 6 gude
cokpaujenus onyxoau Ha 53 %, obpazoeanue naespul cnpasa
BHAYUMO He YMEHbUIUAOCD.

Buiro pewero npodoaxcums nposederue IIXT no npeac-
neii cxeme (kKypc N4). Ilo danubim KOHmMPOAbHO2O 00CAe-
dosanus 6 obseme MPT OBII u OIK nocae 2-e0 kypca N4
OMMeHANach NOA0NHCUMENbHASL OUHAMUKA 8 8uUde COKpalye-
HUs pazmepos onyxoau npasoeo Haonoueunuxa (cm. puc. 20).

OOHaxo, y4umoleas omcymemaeue OUHAMUKU CO CHOPOHbL
04aea 6 NAeepANbHOU NOAOCMU, 8 UeasX onpedeseHus 0anb-
Hellell MaKkmukuy 6edeHus NayueHmxa 0biaa 006cyicoeHa
8 DAMKAX 3Q04HOU KOHCYAbMAUUU C COPYKO8ooumensimu
Hemeuyxoii epynnot no uzyuenuro Hb npogheccopom T. Simon
u B. Hero (Yuueepcumemckas kaunuxa, Keavn, lepmanus).
Jannoe cocmosinue pacyeneno kax 4S8 cmadus c amunuunsim
Memacmasupoganuem, 0Obl10 PEKOMEHOOBAHO OCMABUMb
001bHYI0 OO MUAMENbHBIM OUHAMUYECKUM HAONI00eHUEM.

Tlockoavky, HecmMomps Ha 3HAYUMENbHOE COKpAaUjeHUe
pasmepo8 Onyxoau npasoeo HAONOHEUHUKA, COXPAHAAUCH
gakmopul pucka no 0aHHLIM BU3YAAU3AUUU, BKAOUAS 608~
AedeHue MAcUCMpPanbhbix cocydos, Om OnepamueHo2o emMe-
Wamenbemed Ha NePeUMHOM 04dee DPEeUleHO 8030ePICAMbCsl
€O cmpo2um coonto0eHueM CpoKo8 NPeonucaHHblX KOHMPONb-
HbIX 8U3YANUZAYUOHHBIX UCCA008AHUIL.

Ilo dannoim koumpoawvroii MPT OBII u OI'K uepe3 3 mec
OUHAMUYECK020 HAOANOCHUS OMMeYeHa NOA0ICUMEeNbHAs
JuHaMUuKa 6 @ude yMeHvlUleHUs 00seMa ONYXoau Npasoeo
Haonoueunuka Ha 89 % u ymeHvueHus 06pa3oeanus é niegpe
cnpasa Ha 97 % (cm. puc. 38).

Taxum obpazom, yuumoleas NOAOHCUMENbHYIO OUHAMUKY,
npodondceHo OuHamuveckoe HabArOeHUe 8 PaAMKAX peKo-
MeHdauuu moduguuyuposannozo npomokoara NB-2004.

B nacmoswuii momenm OaumenvHOCMb HAOAIOOEHUS
cocmagasem 12 mec.

Oo0cyxneHne

B otinuue ot Apyrux BUAOB 3MOPUOHATBHBIX OTYXO-
JIE y neTel, IpU KOTOPBIX HAJIMYME OTHAJICHHBIX METa-
CTa30B acCOLIMMPOBAHO C TUIOXMM IIPpOrHO30M [3], mpu
Hb cymecTByer yHMKajabHas MeTacTaThdeckas (opma
3aboneBaHus — 4S cramgms, 1T KOTOPO# XapaKTepeH
OnaronpusTHBIA TporHo3 [4]. JlaHHas TMcceMUHUPOBaAH-
Has ¢dopma HB (4S/MS cragun) xapakTepHa TOJbKO IS
neTeil paHHero Bospacra (< 12 MecsleB 0 KPUTEPUSIM
INSS u < 18 mecsiieB — mo INRGSS) [5].

B nauvanme XX Beka ObLIM ONMMCAHBI 2 TUIIA TUCCEMM-
HupoBaHHoli HB, xapakrepusyoiimecs pa3InyHbIM O01O0-
JIormyeckuM noseaeHueM: «cuHapoM [lenmepa» (1901 1),
IJIS1 KOTOPOTO THUITMYHBIM OBLIO MAacCHMBHOE MeTacTa-
TUYECKOe TMOpakeHue IeYeHU, 4YTO, B CBOIO OYepelb,
KJIMHUYECKU MPUBOAMIO K BBIPAXKEHHOM rermaToMeraauu
[6], 1 «tun XatunHcoHa» (1907 1), XapaKTepU3yIOLIUIACS
MeTacTaTM4YeCKUM TopaxkeHuem Kocteit [7]. OcobeH-
HOCTb «cHHApoma Ilemrepa» 3akioyajach B 4acToi
perpeccuu oIyxoJu 6e3 Kakoro-yan0o JieueHUs UJIn Iocje
MPOBEICHNSI MUHUMAJIbHOM LIMTOTOKCUYECKOM TEPAIIUU.
B 1970-x romax A. DBaHc OblTa pa3paboTaHa cUCTeMa
cragupoBanus it Hb n «cuaapom Ienmepa», BKitoua-
IOIIUKA HaJIMYMe JIOKAIM30BAHHOMW MEPBUYHOMU OITyXOJIU
M MeTacTasbl, orpaHn4YeHHble KM, TedyeHbio U KOXeid,
cTaj ornpeaenaThes Kak 4S cranus. Bee octanbHbIe MeTa-
cratndyeckue popmbl HB ObLIM OoTHECeHBI K 4-11 cTanuu
(8, 9].

B nocnenyroniem Kputepuun ycTaHOBIeHUS 4S ctaguu
ObUTM paciIupeHbl U, cornacHo INSS, BkimoualoT Bo3pact
nauueHTa (0—12 MecsueB), Haauyue JIOKAJIU30BaHHOM
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MEPBUYHOM OMyXOoJdu (COOTBETCTBYIOLIEH KpPUTEPUSIM
1-i1 m 2-%1 craguu o INSS), He mepecekarolieii cpe-
IUHHYIO JTUHUIO Tejla, C MeTacTa3aMM, OrpaHUYCHHBIMU
neyeHwlo, koxeir 1 KM (nipu Haimmuun He 6ojee 10 %
OITyXOJIEBBIX KJIETOK OT YMCIA SIAPOCOACPKAIIMX KIETOK
U OTCYTCTBUMU TopaxkeHus kocteil 1 KM 1o maHHBIM
cumHturpadun ¢ 'ZI-MUBT) [10].

CremyeT OTMETUTh, YTO B HACTOSIIIIEE BPeMSI B paMKax
HOBOI1 CICTEMBI OLIEHKHU PacIpOCTPaHEHHOCTH IIpoliecca
npu Hb INRGSS, ocHoBaHHOIi Ha aHanu3e (aKTOpoB
pUCKa 1Mo JaHHBIM BU3yalu3aluu, BeiaeaeHa MS cranusa
3a0oseBaHus [5]. OHa B 1IeJIOM COOTBETCTBYET 4S cTaguu
3a MCKJIIOUeHHEM 2 BaxKHBIX JOIOJIHEHWI: BO3pacTHOM
MOPOT TIOBBIIIEH 0 18 MecsleB, MepBUYHAS OITyXOJb
MOXKET MepeceKaTh CPEIHIO JUHUIO U XapaKTepru30BaTh-
Csl MECTHO-MHBA3MBHBIM POCTOM.

TakTukoi BeaeHMs maiueHToB ¢ 4S/MS (B majabHeii-
1lIeM B TEKCTe CTaTbu OyaeT o0o3HavaThes 4S) cTanusamu
60e3 ammummpukaunm reHa MYCN saBnsiercss nuHaMuye-
ckoe HabOmoaeHue npu orcyrcTBumn KYC, oOyciaoBiIeH-
HBIX OCHOBHBIM 3a00JieBaHueM. JIaHHbBII MOAX01 K TAKUM
OOJBLHBIM OOYCJIOBJIEH CIIOCOOHOCTBIO OMyXOJu Tipu 4S
CTaguy K CIIOHTAHHOM perpeccuu, 4To acCOLIMMPOBAHO
¢ 0JIarOIPUSATHBIM ITPOTHO30M.

IManuenTs! ¢ 4-i1 ctagueit HBb MoryT OBITh OTHECEHBI
B 3aBUCMMOCTH OT BO3pacTa HA MOMEHT IMOCTAaHOBKHU JHa-
rHo3a u cratyca reHa MYCN K rpyIine poMeXyTOYHOTo
WJIM BBICOKOTO pucKka. B otnmuue ot 4S, mig 4-ii ctagun
Hb xapakTepHO mnopaxkeHue KOCTHBIX CTpyKTyp, KM
(6osee 10 % oT ymncia syApocoaepXKalIUX KJIETOK), OTIAICH-
HbIx JIY, IeHTpaIbHOI HEPBHOM CUCTEMBI, JIETKUX U JIpY-
rux opraHoB. OgHaKO, HECMOTpPS Ha YETKUE KPUTEPUH,
pasnensioniye 4S u 4-10 cTannu, B KITMHUYECKON MPaKTUKe
JIETCKOTO OHKOJIOTa BO3HUKAIOT TPYAHOCTHU TIPH OIpenese-
HUU CTaauu y MJaneHIIeB ¢ MeTactatudeckoit Hb.

Br10op TakTUKM BemeHMS MallMeHTa TPeOyeT MOJTHOIO
00cIe1oBaHUS /IS OIIPEACICHUS CTETICHU PacTIPOCTPaHEH -
HOCTHU TIpoliecca, a TaKKe OLICHKU CTaauu 3a00JIeBaHMUS.
Mertonbl BU3yau3alliM, UCITOIb3YeMbIe 11T JMAarHOCTUKU
HB, Bximouator Y3U, KT u MPT. B HacTosiimii MOMeHT
BBICOKOUYBCTBUTEIBHBIM U CIEUM(MUUHBIM ~ METOIOM
nuarHocTuku HB sBnsercs cumnTurpadus ¢ '21-MUBT.
Hanuuue mo0oro oTmajieHHOro ovyara IaTOJOTMYECKOTO
HakorieHnst PDIT no/mkHO paccMaTpuBaThCs Kak MeTa-
craTuyeckoe mopaxeHue. IIpoBeneHue maHHOro Meroda
00cenoBaHus SIBISIETCS 00sI3aTeIbHBIM IS PaBUIbHOM
OLIEHKU PacIpOCTPaHEHHOCTH IIpoliecca.

B ommcaHHOM BbIIE KIMHUYECKOM Caydyae IIpu
anamu3ze KT OI'K B mpoekuum S2 mpaBoro Jerkoro
OIpeAe/IsUIOCh TOCTaTOYHO MAacCHBHOE OOpa3oBaHUE,
PacIIOJIOXEHHOE CYOIUIEBPAIbHO, C YETKMMU POBHBIMU
KOHTYypaMH, HaKaIlJIMBalolllee KOHTPACTHBIM IIperapaT
(cM. puc. 2). OmHako omnucaHue JIOKaJIu3aluu oopaso-
BaHUS (B MapeHXMMeE JETKOro/B ILIEBPaJbHOI TTOJIOCTH)
BbI3BaIO 3aTpydHeHMsl. TonbKo Osaromapsi KOMILIEKC-
HOMY TIOAXOOy K o0OciemoBaHUIo, TpoBeneHuno Y3U
rmieBpaibHbIX Tojocteii 1 MPT OI'K ymanocek ompene-
JIUTh OPTaHOIIPUHAIJIEXKHOCTh oyara (IieBpa).

Jlokanmuzanus metactazoB npu HB MoxeT ObITH pas-
HooOpasHoii. Ilpu HB waie Bcero xapakTepHO MeTa-
crasupoBaHue B mnedeHb, KM, KocTu, opOuTy, KOXY
un otganeHHble JIY. Pexe BcTpeuaeTcsl BHyTpUUepermHoOe
nopaxeHue [9]. Meractasbl TakKe MOTYT OBITH OOHApY-
>KEHBI B IUIEBPAJIbHOM ITOJIOCTH, JIETKUX, a TAKXKE B MbIIII-
Lax, sU4YKe, MapaTeCTUKYISIPHBIX TKAHSX U MHTPAOKY-
qaspHo [9, 11, 12]. Takoe pacmpocTpaHEeHHE METacTa3oB
cuuraeTca atTunuuHbIM 111 HB u HaGmomaeTcst kpaiiHe
penKo, cocTaBiisis Iopsiika 5 % Bcex IMalueHToB [9].
MeTactatnyeckoe pacnpocTpaHeHMEe B Jierkue 0OoJiee
XapaKTePHO IJISI IPYTUX 37I0KaYeCTBEHHBIX OIMyXO0JIeil A1eT-
cKoro Bo3pacra. Tak, npu HedpobdiacTome MeTacTaTuye-
CKO€ TopaKeHue JIETKUX BeTpedaercs: 6osee yeM B 50 %
cay4aeB, IpU ocTeocapkoMe — B 75 %, mpu capkoMme
IOunra — B 70—80 % HaGmoaeHWI OT YKCIia MAllMEHTOB
C OTHAJCHHBIMM METacTa3aMU Ha MOMEHT IIOCTAaHOBKU
nuarHosa [13—15].

Hewmenxkoii rpynmoii (T. Simon et al.) Obl1a oryoJIM-
KoBaHa cTaThsl [11], B KOTOpOil MpoaHaIU3UPOBAHBI
naHHble 317 mamuenToB ¢ HB, nmpoBeneHo cpaBHeHMe
pacrpocTpaHEeHUs] METaCTaTUYeCKUX YYaCTKOB B 3aBU-
cumoctu ot cramuu HB (4S nubo 4-s) U mporHosa.
Yale Bcero Meracrasbl B IIEUEHU BCTPEYAINCh Y AeTei
¢ 4S cranueii (80 %), a nopaxenue KM uvaiie HabI10-
Janoch y 0onbHBIX ¢ 4-it cramueit (81 %). YmenbHBbIN
BeC IAIlMEHTOB C aTMIIMYHBIMM MeTacTazaMu mpu 4S
u 4-it cragusix coctaBus 9 % u 3 % COOTBETCTBEHHO.
MeracTa3bl B KOCTSIX cKejeTa, oTaaJeHHBIX JIY u BHY-
TpUYEpEeIHOe MeTacTa3upOBaHUE HAOJIIOAAIUCh TOJIBKO
y HeTeii ¢ 4-1 cranueil u cocrasunu 66 %, 18 % u 17 %
COOTBETCTBEHHO.

B maHHOM McCemOBaHMM aTUIIMYHAS JIOKAJIA3aLMs
METacTa30B OblIa OOHapyKeHa y MallMeHTOB ¢ 4-ii cTanu-
€l B OCHOBHOM B COYETAaHMU C OOLIMPHBIM MeTacTaTUye-
CKMM pacripocTpaHeHueM ¢ nHwibrpanueii KM 6oree
10 % u/vnu MeTactazaMu B KOCTH.

ITo MHEHUIO PKCIIEPTOB HEMELIKOM TPYIIIbI, aTUIINY-
HbIe MeTacTa3bl y MalMeHTOB ¢ 4-ii cragueil SBISIINCH
MPU3HAKOM BBICOKOM OITYXOJIEBOM Harpy3Ku, TOTIa Kak
aTUITMYHBIE METacTa3bl y MalMeHTOB ¢ 4S cTamueil, Kak
M Y ONKCAHHOW HaMU MallMEHTKU, TIPEACTABISAIN cO00it
JIMIID JOMOJHUTEIbHYIO JTOKAIN3aLMIO OITyXOJIN.

Takoke TaHHO TPYMITON YYEHHBIX Obl1a OMyOJIMKOBaHA
elle oJHa HayyHas padora [11], B KOTOpoi1 orucaHa rpyr-
I1a MalMeHTOB C METACTa3UPOBAHUEM B SIMUKM 1 MOLIOH-
ky nipu HB (mpoananusupoBano 15 ciydaes). CorsnacHo
kputepussMm INSS [10], Bce 2T OeTU OOKHBI OBUIM
cTpaTUUIIMPOBATHCS B 4-10 CTAAUIO, OMHAKO 4 OOJIBHBIM,
yuntbiBas uHGwisTpaunio KM menee 10 % u orcyrcTBre
IPYIMX OTHAJICHHBIX METacTa3oB, OblLTa IMOcTaBieHa 4S
craaus. bbut caenad BBIBOI O TOM, UTO caMo I10 cede TaH-
HOE MeTacTa3upOoBaHUE He BJIMSUIO Ha MCXOl 3aboJjieBa-
Husl. PaHHUIT BO3pacT Ha MOMEHT IOCTAHOBKM JHMarHo3a
CIIOCOOCTBOBAJ JIYYILIEMY IPOTHO3Y Yy 3THX MallME€HTOB.
ITporHo3 3akoHOMepPHO OKa3aJjics 0oJiee OJaronpUsITHBIM
IUIS1 IeTeit paHHero Bo3pacra (mo 12 MecsilieB) B OTIM4ue
OT JETEN CTaplile roaa.
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INpoananusuponaB rpymiy nanueHtoB ¢ Hb ¢ meta-
CTaTUYECKUM TMOpPaXE€HUEM, BKIIOYAIOIIMM aTUIIMYHOE
MeTacTa3upoBaHue, ObUIO II0KAa3aHO, YTO 3HAYMMBIM
dakTopoM IJisd cTpaTU(UKALUMU TALMEHTOB MexXay 4S
" 4-1i cTagusIMU SBIsIETCS CTerneHb nHuabTpanuu KM.
[MauyeHTHI, HE UMEIOIIME METACTATUYECKOTO IOpaxe-
Huss KM unmu nMeroniye ero MUHUMaIbHYI0 MH(OUIIb-
tpanuio (MeHee 10 %), uUMeIM XOpOIUMIA IPOTHO3,
Toraa Kak 0oJIbHbIE C MaCCUBHOM MHGMIbTpanueit KM
(6osee 10 %) xapakTepu30BaauCh HeOJArONPUSITHBIM
IIpOoTrHO30M [9].

Takum o6pasom, T. Simon et al. (2000 r.) moka3zanu,
YTO Yy JeTel MepBOro roga XXu3Hu ¢ 4-it u 4S cragusiMu
creneHb uHGuUAbTpauuu KM umena craTUCTUYECKU
3HAUMMOE BJIMSIHME Ha IIPOrHO3, OAHAKO aTUIIMYHbIE
30HBI MeTacTa3upoBaHUs (IUIeBpa, SIUYKU M 1p.) HE
BIMSIIM Ha OTHajlieHHbIe pe3yabTaThl [9]. Hexotopnie
JIOKaIM3allui MeTacTaTUYeCKHUX OYaroB y IeTeli MepBo-
ro rojakKM3HU, He YKJIaJAbIBasICh B KJIACCUYECKHUE KPUTE-
puu 4S craguu, MOTYT He TpeOOBaTh MHTEHCU(PUKALIUKA
Teparuu 1 [Py 3TOM BO3MOXHO JTOCTUXEHME YIOBJIET-
BOPMTEJIbHBIX TIOKa3aTejIeil BBKMBaeMOCTH. B yacTHO-
CTHM, OIMCaHa BO3MOXKHOCTb CIIOHTAHHOW perpeccuu
y NAlMEeHTOB IEPBOrO roja XW3HM C MeTacTa3aMu
B MbIIIIIHI [12].

ITo MHeHUIO 3apyOeKHBIX KCIIEPTOB, OOJIbHBIE, UME-
IOLLIME aTUIIMYHbIC METACTAa3bl, HO IIPOSIBJISIIOIIME YEPTHI,
XapakTepHble 1 4S cTaguu, Mpy YCIOBUM OJIarompusiT-
HOIO MOJIEKYJIIPHO-TEHETUYECKOro IPOGUIS OIyXOJIu
He Bceraa JOJDKHBI CTpaTU(ULIMPOBATHCSA B 4-10 CTaIuIO
u ntoay4yaTh nHTeHcuBHYIO [TXT. B MexxayHapomHo TuTe-
paType 00CYyxXaaeTcsi BOIPOC O IIEPeCMOTpPe KPUTEPUEB
craguu 4S (pacuInpeHue 3TUX KPUTEPUEB C BhIACICHUEM

«atunmuyHoi hopmbel» HbB 4S ctanum) ¢ HE0OX0TMMOCTBIO
aHaJM3a Ha 0OJIbllIeM YKcie TaiueHToB [9].

BoiBoasl

TakuM o00pa3oM, HalM4yMde AaTUIIMYHO JIOKAJIM30-
BaHHBIX METACTa30B Y IMAalLIMEHTOB IIE€PBOIO roja >KU3HU
npu orcyretBun MUBTI-nonoxutenbHbIX oyaroB B KM
M KOCTSIX HE BO BCEX CIIydasix yXyIllaeT IIPOrHo3 3a0oJie-
BaHUs.

B HacTosiee BpeMst HEOOXOAUM TIEPECMOTP KPUTEPU -
eB 4S craguu HB ¢ BhieneHneM ee «aTUMMMIHOM (hOPMbI».

BoIsiBIeHMe aTUITMYHBIX METAcTa30B TpeOyeT o0si3a-
TeJIbHOTO pedepeHca BU3yalIM3alMi U KOJUIETMaJIbHOIO
MYJIBTUAMCLIUIUIMHAPHOIO 00CYXIeHMsI Ha YPOBHE HaLlM-
OHAJIbHBIX LIEHTPOB MJISI IPUHSATHUS PELICHUS] O TaKTUKE
BeICHUS JaHHBIX OOJbHBIX.

BaaromapHocTh

ABTOpBI BBIpaXaloT IIYOOKYIO OJIaromapHOCTh COpY-
koBonuTensiMm Hemeukoit rpynmbel mo usydyeHuio HbB
U COTPYIHMKAM YHMBEPCUTETCKON KIMHUKU I. KenbHa
(Tepmanust) mpodeccopy T. Simon u moxropy B. Hero
3a MHOTOJIETHEE IUIOAOTBOPHOE COTPYAHUYECTBO U KOH-
CYJIbTATUBHYIO IIOMOIIlb, HAIIPABJICHHYIO Ha BBHIOOp TaK-
TUKU BeICHUS TAaLIMEHTKM, OIIMCAHHOM B CTAThE.
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KNunuyecruil cnyyail ycnewHoro npuMeHeHusa
pekombuHanmuoro akmusuposanHoro Vil hakmopa cBepmbiBaHus
Yy HOBOPOKAGHHOr0 C cencucom
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B nocaednee épemsi npu npogedeHuy UHMEHCUBHOI mepanuy npuobpemeHHbIX Koazyaonamuil y oemeil U HOBOPOICOCHHBIX BAICHOE MECMO
3AHUMANOM CUHmMemu4ecKue haKmopsl C6epmvleanUs Kposu, NPU IMOM 6ce uauje ucnoavsyemcs pekomounanmuoiii VII akmusuposanmbiii
gaxkmop ceepmuiearnus kposu (rFVIla). On unuyuupyem eemocmas 6 mecme noapedicoenus cocyoos, popmupyem KOMHACKC ¢ MKAHEGbIM
axmopom, obecheuugaem MAKCUMAAbHYH AKMUBAUUI) MPOMOOuUmos. O0paz08asuuiicss KOMNAEKC Cmumyaupyem nepexoo gaxmopos
ceepmuiéanus kposu 1X u X ¢ axkmuenyto gpopmy [Xa u Xa, 3amem gpaxmop Xa npusodum K ycunenuro cunmesza mpomouHa u gpopmuposa-
HUI cmabdunbHo2o ubpunosoeo ceycmka. Msnauanvro rFVIla 6vin paspaboman u npumensncsa 045 AeveHus: KposomeueHull U npogederus
XUpypeuueckux onepayuii y NayueHmos ¢ Hacae0CmeeHHol uau npuobpemeHHol eemopuauell u 8bicOKUM MUMpPoM UHeubumopa K gaxmo-
pam ceepmuieanus VIII uau IX. B Hacmosujee 6pems NOKA3AHUS K €20 NPUMEHEHUIO 3HAYUMEAbHO PACUWUPSIOMCS, MAK KAK OH A6451emcs
IppekmusHbiM npU UHMEHCUBHOL Mepanuu Opyux npUoGpPemeHHbIX Koa2yaonamuuli, 8 mom Yucae npu 603HUKHOBEHUU KOA2yA0namul,
00ycn06aenHoll cencucom. B dannoli cmamove npedcmasneH KAuHu4eckuil cayyail ychewHoeo npumenenus rFVIla y noeoposcdentoeo
C cencucom u HapyuleHusmu eemokoayaayuu. Onucanue Kaxcoo2o Haba0eHUs umeem 6axicHoe 3HaueHue 015 HAKONAeHUs ONbIMa U pas-
PAGOMKU OanbHeluux aneopummos AeeHus HoBOPOICOCHHBIX C CENCUCOM, CONPOBONCOAIOUWUMCS HAPYUICHUSMU 2eMOKOARYAAUUU, MAK KAK
e0uHas 3peKkmusHas maKmuxka 8e0eHus MaKux NayueHmos8 Ha ce200HAUWHUL 0eHb OMCYMCmeEyem.

Karouesnle caosa: cencuc, Hapyuienue eeMoK0oazyAayul, peKomounanmuoiii axmusuposannsiii VII gpakmop

Jlas yumuposanus: Tpyxanosa U.I., Kpyeosa JI.B., Kymvipesa FO.I. Knunuueckuii cayuail ycneuinoeo npumeHeHus: peKOMOUHAHMHO20
akmusuposarnoeo VII pakmopa ceepmouléanus y H080podicdenoo ¢ cencucom. Poccuiickuii scypran demckoii eemamonoeuu u OHK0A02UU
2020;7(3):132—7.

A clinical case of the successful use of recombinant activated VII coagulation factor in a newborn with sepsis
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-

g Recently, in the intensive care of acquired coagulopathies in children and newborns, synthetic coagulation factors have occupied an important
= place, with recombinant VII activated coagulation factor (rFVIla) being used more often. It initiates hemostasis at the site of vascular
= damage, forms a complex with tissue factor, and ensures maximum platelet activation. The resulting complex stimulates the transition of
© blood coagulation factors IX and X to the active form IXa and Xa, then factor Xa leads to increased synthesis thrombin and the formation of

a stable fibrin clot. Initially, rFVIla was developed and used to treat bleeding and surgery in patients with hereditary or acquired hemophilia
and a high titer of an inhibitor to coagulation factors VIII or IX. Currently, indications for its use have expanded significantly and it is effective
in intensive therapy of other acquired coagulopathy, including the occurrence of coagulopathy due to sepsis. This article presents a clinical
case of the successful use of rFVIla in a newborn with sepsis and hemocogulation disorders. The description of each case is important for the
accumulation of experience and the development of further algorithms for the treatment of newborns with sepsis, accompanied by impaired
hemocoagulation, since there is currently no single effective management strategy for such patients.

Key words: sepsis, impaired blood coagulation, recombinant activated factor VII
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Bgenenue

CoracHO COBPEMEHHBIM TIPEICTABIICHUSIM, CETICUC —
MaTOJOTUYECKUI TMPOLIECC, B OCHOBE KOTOPOTO JIEXUT
peakiusi opraHu3Ma B BUJE T€HEPATIM30BAHHOTO BOCIIA-
JIEHUS Ha WHQEKUUIO pa3iIudHoil mpuponabl. Henzdex-
HBIMU TPOSBICHUSIMU TE€HEPAIU30BAHHOU WHOEKIUN
SIBJIIIOTCSI BBIPAXXEHHbBIE U3MEHEHUS B CUCTEME FeMOCTa3a
[1]. BocmanutenbHasi runepeprudeckasi peakiius, BO3HU-
Kalolas y MaiueHTOB C CeTICUCOM, 3a4acTyl0 TTPUBOIUT
K M3MEHEHWIO pabOThl CBEpPTHIBAIOIIEH, MPOTUBOCBEP-
ThIBalOIIEl M (UOPUHONUTUYECKUX cuUcTeM. MHulma-
uusi paboOThl CBEPTHIBAIONIECH CUCTEMbI KPOBH, KOTOpast
MpeJCTaBIeHa TPOMOOLUTAMU U (haKTOpamMu CBEpPTHIBA-
HUST KPOBU B KOHEYHOM WTOTE TIPUBOMIUT K CPBIBY KOM-
MEHCATOPHBIX BO3MOXHOCTEN U pa3dalaHCUPOBAHHOMY
B3aMMOJIEVCTBUIO TMPOKOATYJISHTOB, AHTUKOATYJISTHTOB
" Ta3MuHa [2].

MexaHu3M pa3BUTUS OTUX U3MEHEHWI CBSI3aH
C BBIPDAXEHHBIM TOBPEXICHUEM 3HIOTEIUS COCYAOB
U DIUMKOKaiukca. MIMEHHO mopaxeHue 3TUX CTPYKTYp
TPUBOAUT K Pa3BUTUIO CUHIPOMA JTUCCEMUHUPOBAHHOTO
BHyTpHcocyaucTtoro cBeptbiBanus (ABC) mpm cencu-
ce [3]. YeM Oodblile TUIOMIAIb TTOPAKEHHOTO SHIOTEIHS,
TeM 0oJjiee BBIPAXEHbl TUMITOKOArYJISLMOHHBIE W3MEHe-
HUS, CBSI3aHHBIE C MOBBIIIEHHBIM MOTPEOJEHUEM TPOM-
601UTOB U (PaKTOPOB CBEPTHIBAaHUS KPOBU. IHTEHCUBHAs
aKTUBALMSl TPOMOOIIMTOB TIPU CETICUCE W yBeJTWYeHUeE
B3aMMOJNEUCTBUS MOCIEAHUX C IHAOTEINEM MPUBOAUT
K TpOMOOLUMTONEHUM M KOaryjaomnmaTuu. BwipakeHHas
KOAaryJIonatusi moTpedaeHusl BeneT K nepepacxony dak-
TOPOB CBEPTBIBAHUSI KPOBU, UYTO KIMHUYECKU MPOSIB-
JISIETCSI TIOBBILIEHHOW KPOBOTOYMBOCTBIO M TUIIOKOAry-
JISIMOHHBIMU M3MeHeHusimu [4]. KpoBoreueHue Oonee
BEpOATHO, KOTIA KOAaryJoMaTusl YCyryOJsieTCs COITyT-
CTBYIOIIIEY TPOMOOLUTOTIEHUEH, HAPYIIIEHUEM CUHTETH-
yeckoi MYHKIUY MeYeHU, MPUMEHEHUEM TerapruHa Win
5KCTPAKOPIOPATbHBIX METOJIOB JIeueHUs [5].

TpanuiimoHHOE OOIIETIPUHSTOE JIEUEHME KOaryjao-
MaTUYECKUX KPOBOTEUEHUI TPU CETiCUCe BKITIOYAET
B cebsl mepenvBaHNEe KOMIIOHEHTOB KPOBH, TaKUX KakK
cBexezaMmopokeHHas 1asma (C3I1), kpuomnperunurar
W KOHIIEHTpAT TPOMOOLMTOB. DTa Tepamusi He Bcerna
addexkTuBHA U, Kak TPaBUIO, UMEET OTCPOUYCHHBIN
addeKT, HacTynarmi yepe3 HeCKOJbKO YacoB [6]. Uem
Oosbiie neuuuT (HakTOPOB CBEPTHIBAHUS KPOBU, TEM
0oJiee BhIpaKeHbl KIMHUYECKUE TIPOSIBICHUSI U OTCPO-
YeH reMocraTudeckuii achdekT. B To e BpeMs BBefeHUE
pekoMOuHaHTHOro akTuBMpoBaHHoro VII ¢akTopa cBep-
teiBanus (rFVIIa, anrakor anbda) obecnieunBaet ahhekT
B T€UeHUE HECKOJbKUX MUHYT. B cocTtaBe KOMILUIEKCHOM
TeMOCTAaTUYECKON M 3aMeCTUTETbHOUW Teparuu OH CIO-
COOCTBYET OCTAHOBKE KpOBOTEUECHUsI, Oyiarogapsi €ro
WCTIOIb30BAHUIO TIOTPEOHOCTD B TIEpeIMBaHUN TpaHCDY-
3MOHHBIX CpeJl 3HAYUTETbHO CHUKaeTcs [6].

Ieabio HACTOSIIEH MyOJMKAIMH SIBJISICTCSl OIMMCAaHUE
KJIMHUYECKOTO Ciiydyast ycrienrHoro npumeHeHus rFVIla
Y HOBOPOXKJIEHHOTO C CETICHCOM.

Knunuueckuii coyvai

B poduavnom dome I'BY3 CO «TIKE No 2» Hamu
Habawdancs Hoeopoxcdenuvii K. ¢ pannum nHeonamanvHoim
cencucom. Cocmosnue pebenka ocaoxcrusocy J[BC-cun-
dpomom, npu Komopom nompebosanroce eeedenue rFVIla
(Koaeun-VII). H3 anammneza: manvuux poouics om
2-i1 bepemeHHOCMU, KOMOPAsl NPOMeEKAAa HA (OHe aHemuu
A€2KOll CmeneHu, XpOHU1ecKoeo nueionedpuma y mamepu.
Bo epems nabawdenus u eedenus bepemeHHOCMU peeyasp-
HO NpoBoouUAUCh AaOOPAMOpHble UCCAe008AHUS: PeaKyus
Baccepmana, ananusvl Ha supyc ummyHooledpuyuma, eupy-
cot eenamuma B u C — ompuyamenvruvie. Yavmpaseykosoe
uccaedosanue 6 I mpumecmpe Gepemennocmu 6e3 0co-
oennocmeti. Camocmosmenvras podogas 0esmenbHOCMb
paseunace Ha 41-ii Hedese bepemeHHOCMU U OCAONUCHUAACH
crabocmovlo podogoil desmenvHocmu. Yuumoieas omcym-
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cmeue aghgpekma om npogoouUMo2o aeveHus, OblL1O peule-
HO BbINOAHUMb IKCMPEHHOe Kecapeso ceueHue. Manrvuux
Dpoouacs ¢ NPUSHAKAMU NEePEeHAUUBAHUS, MAcca meaa npu
pocoeruu — 3960 e, pocm — 55 cm. Obwee cocmosinue npu
podicoenuu maxcenoe. Koxcrnole nokposst uucmeole, posossie,
aKpoyuaHo3, NepuopanbHblil yuano3s. vixanue cnonmantoe,
ocaabaenHoe NYIPUAbHOE NO 8CeM Ne2OHHbIM NOASAM, BbICAY-
WUBAIOMCS BAAJICHBIE MEAKONY3bIPUAMble XPUnbl, 4acmoma
Ovixanus — 60/mun, camypauus — 85 %. Ouenka no wkane
Aneap — 4 u 5 6annos. Ouenxa no wkane Jaynca — 7 6an-
/108, HMO C8UAEMEeNbCMB08AN0 O MANCENOL CMENeHU 0CMPO2O
pecnupamoprozo ducmpecc-cunopoma. B podoeom 3ane obin
npogedeH KOMNAEKC NepeUYHON pPeanumMayuu ¢ canayuei
MEKOHUS U3 MpaxeoOpoOHXUANbHO20 Oepesa. Yuumvieas Kau-
HuYecKue nposeaeHus ObiXameabHol HedoCmamouHocmu,
Obln ocyuecmener nepeeod HOBOPOICOCHHO20 6 omoeneHue
PeanuMayuu, Hayamo nposedeHue UCKYCCMEeHHOU GeHmU -
asyuu aeekux (UBJI) ¢ napamempamu: PIP —25 cm 600. cm.,
PEEP — 5 cm 600. cm., wacmoma oOvixanus — 60/muH,
FiO, — 65 %. Ilocae nepesoda nogopoxcdennoeo na UBJI
AYCKYAbMAMUBHO — 8bICAYUWUBAAOCH — JICeCMKOe  ObiXaHue
¢ OonbWUM KOAUUECTNBOM BAAJICHBIX U KPENUMUpPYrUUxX
Xpunos, u3 mpaxeu CaHupogaracv euoiunas mokpoma. Co
CMOPOHbL  CEPOCUHO-COCYOUCTNOLL  CUCEMbl  OMMeUaNacs
maxukapous, 4acmoma cepoeunsix cokpawenutl — 145/mum,
meHOeHyUsi K eUnoOMmoHUU — CpeoHee apmepuanvroe 0ae-
Aerue — 48 mm pm. cm., cumnmom b6aednozo namua — 4 c.
Ilpu nanvnayuu sxcusom MmsaeKkuil, nNepucCmMarbmuka Gs1as,
neueHb NANbNUPOBANACH HA 2 cM HUice pebepHoll dyeu, cene-
senxa Ha 0,5 cm nuxce pebeproil dyeu. Moueucnyckanue no
YDEmPanvHOMy Kamemepy, MO4ad MeMHO-JCeAmo20 yeema,
0MMeuanocy CHuyceHue memna ouypesa metee 0,5 ma/xe/u.
Hoeopooicoennomy 0Ovin  6bINOAHEH KOMNAGKC CPOUHBIX
UHCIMPYMEHMANbHBIX U A1A00PAMOPHBIX MEM0008 UCcAed08a-
Hus. Tlo dannbim HellpocoHoepaguu ommeuanocs HapyuieHue
M03208020 KPOBOMOKA U OblAU BbIAGAEHbI IXO-NPUSHAKU
NOCMEUNOKCUYECKUX U3BMEHEHULl 6 NepUSeHMPUKYAADHBIX
ooracmsx. Ilo dannvim penmeenoepaguu opeanos epyoroil
KAemKU — NPU3HAKU O8YCMOPOHHElU OPOHXONHEeGMOHUU
(npeumyujecmeeHHo NpasoCcMopoHHell), KapouoMuonamuu
(puc. 1). Ilo danubim penmeenoepaguu opeanos OPHOULHOL
noaoCmu — YMepeHHbli eUNePnHe8MAamo3s Hceay0oUHO-Ku-
weuHo2o mpakma (puc. 2).

B obwem ananuse kposu (OAK) obpawano na cebs enu-
MaHue Haauuue aetikoyumosa — 37 x 10%2/a, nasouxosdep-
Hoeo cosuza éneeo — 14 %, nosenrenue muenoyumos — 1 %,
memamuenoyumoe — 5 % u mMoKcuueckoll 3epHUCmocmu
Helmpoghunos. B Ouoxumuueckom ananuze ommeuanocsv
Hapacmanue yposus ouaupyoura — 0o 81,6 mxmoaw/n, C-pe-
aKkmueroeo 6eaka — 00 6 me/a, cHudjceHue uopuHoceHa —
2,3 e/a, Hapacmauue acnapmamamuHompaHcgepasvl —
405 Eo, ananunamunompancgepazvt — 269 E0, wenrounoil
gocpamazer — 377 Ed/n. [lokazamenu Kucaomwo-ocHog-
HO20 COCMOSIHUSL C8UO0eMeNbCcmeosanu o epyoom mema-
boauueckom ayudose (pH — 7,32), eunoxannuu (pCO, —
35 mm pm. cm.), nopmoxcemuu (pO, — 60 mm pm. cm.).
Jlannsie eemocmasuoepammsl ceudemenbcmeos8at 0 @uipad-
JICEHHbIX 2UNOKOARYAAUUOHHBIX UBMEHEHUAX: aKmMuUeupo-

Puc. 1. Penmeenoepagus opearog epyoHoii knemku

Fig. 1. Radiography of the chest organs

Puc. 2. Penmeenoepaghus opearnos oprowHoli norocmu

Fig. 2. Radiography of the abdominal organs

6anHoe yacmuyHoe mpomobonsacmunogoe gpemsi (A4TB) —
57,5 ¢; mexcoynapooHoe HOPpMAAU308AHHOE OMHOUIEHUE
(MHO) — 1,4, npompombunosoe epems (IIB) — 21 c;
Qubpunoeen — 2,3 2/n; mpombouyumer — 127 x 10°/a;
D-oumep — 1450 mre/n. Yuumvisas kaunuueckue nposeéne-
HUS, OQHHblE UHCIPYMEHMANbHBIX U AA00PAMOPHBIX MEMOO08
uccaedosanusl, Ha4amo nposederHue UHMeHCUGHOU Mmepanuu:
npodoaxcena HUBJI, ungysuonnas mepanus Kpucmaniiouo-
HbIMU DACMBOPAMU 6 DedCUMe YMEPeHHOU HOPMOBOAEMUU
(25 ma/ke/cym), uHomponuas nododepyucka (aopeHarun —
0,1 mke/Ke/mun), 0e3ICKANAUUOHHAS AHMUOAKMEPUANbHAS
mepanus (yegpomaxcum — 10 mxe/ke/cym), 6gederue ummy-
Hoenobyauna (nenmaenobun — 5 mMa/ke), eemocmamueckas
mepanus. B meuenue 3y om Hauana nposedenus UHMEHCUB-
HOU mepanuu coCmosiHue HOBOPOJNCOEHHO20 NPOPECCUBHO
YXYOuLanocs, pasguALCs MACCUBHOE 1e204HOe KPOGOMeUeHUe
u JIBC-cundpom. Ommeuanoce oaumenvHoe KposomeueHue
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U3 Mecm UHBEKYULL, NOAONCUMENbHbI CUMIMOM <UUNKa»
u <«uceyma». JlaHHble 2eMOCmasuoepammol CeUAemenbcmeo-
8aNU O BbIPANCCHHBIX 2UNOKOACYAAYUOHHBIX USMEHEHUsX
U no wkane ouazHocmuku s6Hoeo JBC-cundpoma coom-
eemcmeosanu 6 6ainam (maba. 1). Ommeuanoce cHuice-
Hue ypogHs ubpunoeena do 0,7 e/n, mpombouyumoe 0o
85 x 10°/a, yeeauuenue MHO — do 1,5, AYTB — 78 c,
IIB — 32 ¢, D-dumep — 1850 mke/n. B OAK obpawan na
cebs eHumanue aeiikoyumosz — 43 x 107/a, cosue neiiko-
YUmapHoii hopmyavl 6460 ¢ Nos6ACHUEM IOHBIX POPM, Hell-
mpoghunvhulil uHdexc — 0,45, mokcuueckas 3epHUCMOCMb
Hellmpogunos.

Ta6muua 1. [llxana duaenocmuku senoeo J{BC-cundpoma

Table 1. Diagnostic scale for explicit disseminated intravascular coagulation

Konuuectso > 100 % 10°/n 0
TPOMOOIIUTOB 50—100 x 10°/1 1
Platelet count <50 % 10°/n 2
<3c 0
Yeenuuenue [1B
or3106¢
Increased 1
L from3to6s
prothrombin time
>6¢ 2
Her yBenuuenus
. . 0
TTpoayKTHI ferpana- No magnification
1 hbudprHa ‘YMepeHHOoe yBeTuYeHe )
Fibrin degradation Moderate increase
products 3HAYUTENILHOE YBEIUIEHNE 3
Significant increase
DUOGpUHOTEH >1r/n 0
Fibrinogen <lr/n 1

CymmMa > 5 6aiioB — siBHbIM JIBC-cuHapom
Amount > 5 points — obvious disseminated intravascular coagulation
|

Ha ocnosanuu kaunuueckux OAHHbIX, UHCMPYMEHMANb-
HbIX U 1A00PAMOPHLIX Mem0o008 UCCAe008aHUS Obl NOCMAG-
AeH OUA2HO3: pAHHULL HeOHAMANAbHBLI CENnCUC, 08YCMOPOHHSAA
opouxonneemonus. Cenmuueckuii wok. JBC-cundpom.
Jlecounoe kposomeuenue. Acnupauus mekonuem. Ileperno-
WeHHOCMb.

C eemocmamuueckoil yeawvio 045 60CROAHEHUS (PAKMOPO8
ceepmoieanus kposu Havyamo eeedenue C3II 6 do3uposxe
15 ma/ke u kpuonpeuyunumama e dozuposke 15 Ed/ke. Ha
hoHe nPOBOOUMOI eeMOCMamMu4ecKoll mepanuu ¢ NPUMeHe-
nHuem C3I1 y nayuenma coxpausauce npusnaku /IBC-cun-
dpoma u ae2ouH020 KpogomeueHus. B yeasx eoccmanosne-
HUSL 8MOPUHHO20 2emocmasa Obll 86edeH snmaxoe anivgha
6 dosupoeke 90 mke/ke. Ha gpone nposodumoil unmencuenoi
eemMocmamu4ecKkoll mepanuu ¢ mevenue 6 4 1e2ouHoe Kpogo-
meuenue Kynuposeasocw. Ilokazameau eemocmasuoepammol
NPaKmu4ecku HOPMAAU308aAUCh, COXPAHAAACL MEHOeHYUs
K eunokoazyasayuu: mpomooyumosr — 97 x 10°/n, AYTB —
48 ¢, MHO — 1,3, ¢ubpunoecen — 1,5 e/a, IIB — 25 c,
D-dumep — 1375 mxe/n (maba. 2).

B nocaedyrougue cymku 6vi1a npoooadiceHa UHMeHCUBHAS
mepanus, HAnpaeaeHHas Ha 80CNOAHEHUe 800HO-21eKMpPo-
AUMHO20 6anauca, 00sema YUpKyAupyruel Kposu, a maxice
AHUMUOAKMEPUANbHAS U UMMYHOKOPPe2UPYIOUas mepanus,
Ha 2-e cymKu ommeHeHa UHOmMponHas noddepicka. B meue-
Hue 7 cym ommeuanacs cmabuau3ayus CoCmosiHusi Hoopo-
HCOCHHO20, HOPMAAUZAUUS AYCKYAbMAMUBHOU U PEHM2eHO-
A02UMEeCKOL KapMUHbL Ae2KUX, 1a00PaAmopHbIX NOKa3ameneil.
Ilepesod na camocmosmenvroe dvixarue 6bla ocyujecmeneH
Ha 7-e cymku. Pebenok uepe3 12 Oneil scusnu Obin nepegedeH
6 omodeneHue namoaoeuu Hogopoxcoernvix. Ilocre noanoeo
Kypca ae4eHus: 61a20n0ay4Ho 8bINUCAH GOMOLL.

OocyxaeHue

B xnunnueckoii npaktuke rEVIla 3aperucrpuposan
M UCIIOJIb3YeTCs IS JIeYeHUsT KPOBOTEUEHUIA Y OOJIbHBIX
¢ uMHruoutropHoii dopmoit remodpuauun A u B [7-9].
B HacTosiiee Bpems Iperapar Hallesl IIMPOKOE MpH-
MEHEHUE Yy IalMEHTOB XUPYPru4ecKoro, akyllepcKo-
TMHEKOJIOTMYECKOro mpoduiisi, Tak Kak OH IIPOIEMOH-
cTpupoBall 3(PPEKTUBHOCTD B JIEUEHUM MACCHUBHBIX KPO-
BOTEUEHMI U KU3HEYTpoXaloumx coctossuuii [10, 11].

®axrop VII urpaer HeMaIOBaXKHYIO POJIb B aKTUBALIMN
M 3allycKe KackKajaa cBepThiBaHUS KpoBHU. Kak u 00b-
LIMHCTBO (haKTOPOB CBEPTHIBAHUS, OH CUHTE3UPYETCS

TaﬁJmua 2. OcHosHble mechibl SKcnpecc-oueHKU cocmosHus eemocmasda 6 JuHamuxe

Table 2

KonnuecTBo TpOMOOLIUTOB

Platelet count 150-450 < 10°/m 127 x 10°/n
Fibvinogen concentraton 2.5-41/n 231/a
II\}/:tle_zlr(r)lational normalized ratio 0,85-1,1 14
j;{t;ll:sred partial thromboplastin time 24-35¢ 57,5¢
Er]gthrombin time 13—17¢ 21¢
e 0-500mkr/1 1450 MK/

. The main tests of rapid assessment of the state of hemostasis in dynamics

85 % 10°/n 97 x 10°/n 102 x 10%/n 158 x 10°/n
0,7 t/n 1,5t/n 1,9t/n 3.2t/n
1,5 1,3 1,2 1,1
78 ¢ 48 c 38c 34c
32c¢ 25¢ 23¢ 17 ¢
1850 Mkr/7 1375 Mkr/n 1200 MkT/7 <500 mMxT/n
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BIICYCHM U SIBJISIETCSI BUTAaMMH K -3aBUCHMMBIM ITMKOIIPO-
TenHoM. B akTuBUpoBaHHOI (popMe 3mTakor amnbda —
MepBbIli U3 (PAKTOPOB BHEIIHEIO IIyTU CBEPTHIBAHUS
KpoBu. B cocraBe KOMILJIEKCHOI TeMOCTaTUYECKOM
U 3aMECTUTEJIbHOM Tepaluyd OH CIIOCOOCTBYET OCTa-
HOBKE KpPOBOTEUEHHS, Ojlaromapsi ero MCIoJb30BaHUIO
MOTPeOHOCTh B TEpeIMBaAaHUU TPaHCHY3MOHHBIX Cpend
3HAYUTENbHO cHUXaeTcsd [12, 13]. MexaHusm neiicTBUS
VII ¢pakTopa cBepThIBAHUSI KPOBU OCHOBAH Ha B3aMMO-
JefiCTBUU ¢ TKaHEeBbIM (pakTopoM. B nanpHeiimemM oopa-
30BaBIINICS KOMILIEKC (TKaHeBO (akTop + (akTop
VII akTuBUpPOBaHHBII) CIOCOOCH MHUIIMUPOBATD Nallb-
HEHMIIMI KacKal CBEPThIBAHUS, YTO B KOHEYHOM HUTOIE
CIOCOOCTBYET TeHepalluu TpoMOMHA U 00pa30BaHUIO
¢ubpuHoOBOrO crycTKa [7, 14].

IMpumenenue rFVIla moxeT ObITb 000CHOBAHO TIpU
CIIEYIOIINX KU3HEYTPOXKAIOIINX COCTOSTHUSIX:

- HEKOHTPOJUPYeMble MAaCCHUBHBIE KPOBOTCUCHMUSI,
HEe OTBEYaloIlMe XUPYPTUYECKUM METOdaM OCTaHOBKM
KPOBOTCUECHHUsSI B TIOJHOM OOBeME M KOHCEpPBaTUBHOM
reMOCTaTUYECKOU Teparuu B TTIOJTHOM 00BbeME;

- JIOKaJIbHbIe KPOBOTEeUeHUsT Ha (hoHEe OCOOEHHOCTE
XUPYPTUYECKOrO BMeEIIaTebCTBa, KOIJa XUpyprudeckast
TaKTUKa HEBO3MOXHA (PEe3eKIIMs MOSICHUYHBIX MBIIIIII,
OosblIast paHeBasi TOBEPXHOCTD U JIP.);

- KpOBOTeUYeHHUS Ha (hOHE TIEYCHOYHOM KOaryIonaTuu;

- UCIIOJb30BaHME B KayeCTBE aHTUAOTA IIPSIMBIX
U HEMPSMBbIX aHTUKOATYJISHTOB TIE€pel XUPYPTUYECKUM
BMEIIATEILCTBOM;

-neuenue JIBC-cuHapoMa i TeM caMbIM PO UIaKTHKA
Pa3BUTHSI OCTPOTO PECIUPATOPHOIO MUCTPEeCcC-CUHIpOMaA
Y1 CUHApPOMA MOJIMOPTaHHOM HEAOCTATOYHOCTH [ 14].

AOCOMIOTHBIMU TTPOTHUBOIIOKA3AHUSIMU K IIPUMEHEHUIO
MperapaTta SIBJSIOTCS TMIIEPUYYBCTBUTEIBHOCTh K JIeH-
CTBYIOIIIEMY BEIIECTBY WJIU JIIOOOMY 13 BCIIOMOTaTeIbHBIX
KOMITOHEHTOB MperiapaTta, a TakKe auIepruyeckKue peak-
LIMY Ha O€JIKM KMUBOTHOT'O IMPOUCXOKIECHUS, TIPY STOM IS
rFVIla xapakTepHa HU3Kast UMMYHOTEHHOCT®b [15].

B Hacrosiiiee BpeMsi UMeeTCsl OrpaHMYEHHOE YUCIIO
JTAHHBIX U OTCYTCTBYIOT PaHIOMU3UPOBAHHBIE KOHTPO-
JIMpyeMble KJIMHUYECKHE MCCAEHOBAHUS IO MpUMEHEe-
HUIO BMTaKora ajabda y malueHTOB ¢ MPUOOPEeTeHHBIMU
KOaryJaonaTu4eCKUMU KU3HEYTPOXKAIOIMIUMU HEeXUPYp-
THYECKMMU KPOBOTCUCHUSIMU, B CBSI3U C UeM IipernapaT
y TakuX OOJBHBIX MCIIOJb3yeTCs] BHE OMUIIMATIbHBIX

nokasaHuii K npumeHeHuto. Beegenue rFVIla y maum-
€HTOB C CEeTICCOM, Ha Halll B3IJISII, SIBJISIETCS ITaTOTeHe-
TUYECKM O0OCHOBAHHBIM, TaK KaK HEM30EXXHBIMM IIPO-
SIBJICHUSIMU TE€HEpaJUu30BaHHOU WMHQEKIIUM SIBISIOTCS
BBIpaXXCHHBIE U3MEHEHHUS B CMCTeMe remMocTa3a. Mexa-
HU3M Pa3BUTHS 3TUX U3MEHEHU CBSI3aH C BBIPa’XKEHHBIM
MOBPEXACHUEM 2HIOTEIUS COCYIO0B M TIIMKOKAaJIMKCa.
MMeHHO mopaxeHue 3TUX CTPYKTYP MPUBOIUT K pa3Bu-
o JIBC-cungpoma npu cencuce [3]. IToBpexaeHue
SHIOTENUS U TIUKOKAIMKCA MOXKET IMPOMCXOIUTHh KakK
MOJ HEIOCPEICTBEHHBIM BIMSHUEM JIMIIOMOJMCAXapu-
Jla KJIETOYHOM CTEHKM I'paMOTpULIATEbHBIX OaKTEpUId,
TaK M 4Yepe3 MOHOLMTapHO-MakKpodarajlbHbII IyTh,
KOTOPBII TIPUBOAUT K BBIOPOCY pa3IMUYHBIX MEIUATO-
poB BocnaneHus. IlpoBocmanuTenbHbIE MEIUATOPHI
U3MEHSIOT CTPYKTYpPY TIeieo0pa3HOTo TIJIMKOKalIuKCa,
MPUBOIAIT K TOBPEXICHUIO SHIOTEIUAIBHBIX KJIETOK
¥ UHUIMMPYIOT TEPBUYHBIM M BTOPUYHBIM TIeMOCTa3.
[Ipu moBpexxaeHUN SHAOTEIUSI TKAaHEBOM (haKTOp Ioma-
JaeT B KPOBOTOK 1 B PUCYTCTBUY NOHOB KaJIbIIUs 0Opa-
3yeT CBSI3aHHBII KoMIIeKC ¢ ¢akTtopoM VII, BBI3bIBas
KOH(OpMaIMOHHBIe U3MeHeHus TtocneaHero [7]. Oopa-
30BaBIINICSI KOMILIEKC CIIOCOOEH aKTUBHUPOBAThH Hajlb-
HEWIINKA KacKal CBEPTHIBAHUS, YTO B KOHEYHOM UTOIE
crocoOcTBYeT (pOpMUPOBAHUIO (PUOPUHOBOTO CryCTKa.
CnenoBatenbHo, BBeneHue VII ¢axropa cBepThIBaHUS
KPOBH CIIOCOOHO MHUIIMMPOBATh BTOPUYHBIN TeMOCTa3
U TIPEIsITCTBOBATh Pa3BUTUIO CENTUUYECKOU Koaryorna-
TUM Ha Ha4aJbHOM 3Tarle.

CyuraeM, 4TO HEOOXOOUM JAJbHEUIINI cOOp U aHa-
JIN3 KIMHUYECKUX JaHHBIX, TaK KaK IPUMEHEHME TIpera-
paTa MOXXHO CUMTaTh OOOCHOBAaHHBIM B HEYIPaBJISIEMbIX,
KPUTUUECKUX CUTYaLIMSIX.

BoiBoan1

IIpencraBneHHbId HAMU KIMHUYECKUN Caydyail CBU-
JIeTeNbCTBYET 00 addexTuBHOCTU NMpuMeHeHus rFVIla
B cocTaBe KowmruiekcHoil Ttepanuu JIBC-cunmpoma
y HOBOPOXIEHHBIX ¢ cerncucoM. IIpuMeHeHMe yKa3aH-
HOTO TIperapaTa B COCTaBE 3aMECTUTEIbHON Tepamuu
ABC-cunapoma sBisieTCsl IMaTOTEHETUYECKM OOOCHO-
BaHHBIM. HeoOxomuMbl HajgbHeEiIIe HCCIea0BaHus,
KOTOPBIE TTO3BOJISIT OILICHUTh BO3MOXKHOCTh PaCIIUpPEHUS
nokaszaHuii misg npuMmeHeHus rFVIla y maimeHToB peaHu-
MAallMOHHOTO IPpOoduJIs.
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Ysaxcaemoie konnezu!

(erogHA Mbl MPeACTaBAAeM BalleMy BHUMAHWUID OPUTMHANBHYI0 CTaTblo, HAMUCAHHYH
KONNEKTMBOM aBTOPOB COBMECTHO C PYKOBOAWTENEM HaMpaBfieHMA CeCTPUHCKOTO [Jena
[nobanbHoli nporpammbl [eTckoro uccnegoBatenbckoro rocnutana (Batoro Wyabr (CLUA)
KopThu CannuBaH. 310 YHUKaNbHbIiA OMbIT HAY4HO-06Pa30BaTENbHOI PaboTbl, KOTOPbIil OyaeT
WHTEpeceH BCeM CMeLManuctam, paboTalolMm B [ETCKOA OHKONOTAM W TemaTonoruu.
OnbIT nybnKawyn AaHHOI 0pUrVHabHOI CTaTby BbINOAHAETCA B pamkax coTpyaHuuecta HOAM
n [letckoro uccnepoBatenbckoro rocnutana (eatoro Myapl.
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NMompe6Hocmb B chneyuanu3upoBaHiHom obpa3oBanuu
MeJUUUHCKUX cecmep no AemcKoil remamonoruu/oHkonoruu
B 9 cmpanax EBpa3uu*

K. Cammsan!, M. I'anc?, T. SIkumkosa’', b. Dpaux', O. Mumkoa', A. Ary1bHHK!
'Omoenenue anobanvroil neduampuyeckoi meduunst lemckoeo uccredosamenserozo cocnumans Cesimoeo Hyowt, Memguc, Tenneccu, CIIA;
2flenapmamenm cecmpuHcko2o 06paszoganus Jlemckoeo uccaedosamenvcko2o ocnumansi Cesmozo Hyowvt, Memgpuc, Tenneccu, CIIA

Asmopot nepesoda: M. M. E¢humosa, I.5. Cacosn, C.P. 3abuposa

Konmaxmmuuvte dannvie: Kopmuu Canauean courtney.sullivan @stjude.org

Axmyaavnocmo uccaedosanusi. B 2018 2. unenvt Eépazuiickoeo anvsanca no demcekoti onxonoeuu (EurADO) onpedeaunu obpazoéarue med-
cecmep 6 obaacmu 0emcKoil 2eMamono2uu/oHK0A0UU 8 Kauecmee pecuoHaNbho2o npuopumema. B 6onvuiuncmee eepasutickux cmpam-
yuacmuuy, 0emckas eemamonoeusi/OHK0A0US. He NPUSHAeMCs 8 Kayecmee Y3Koil CHeyuarsHoCmu; maKum o0pasom, npedaodceHus no
V3KOCHeuUanu3upo8anHomy odpazoeanuro mocym 6vims oepanuyetsi. boira cpopmuposana pabouas epynna, umoobst onpedesums RPUOPU-
memul Medcecmep 045 pazgumusi neOUaAmpU4ecKol OHK0A0SUYEeCKO NOMOWU U CReUUANU3UPOBAHHO20 00PA308aHUs 8 KANCOOM pecuoHe.
B kauecmee nepsonauansroeo npoekma yuacmuuku Ha38aiu HeoOXo0UMOCMb paspabomKu Kypca nod2omosku UHCMpYKmMopos 8 uesx
VAYHUeHUs: CReUUanbHbIX 3HAHUI Medcecmep 0451 HeOpPeHUs. Ha PecUOHANbHOM YPOGHE.

Ileav/3a0anu. Bviia npogedena oyenika nompeOHOCHell e8pasuiicKux MeOUYUHCKUX cecmep 8 00pa308anu no 2emMamonocuu,/OHKoA0UY
6 neduampuu 6 yeasx paspabomxu Kypca no02omogku UHCmpykmopos é dannot ooaacmu 6 Eepaszuu.

Juzaitn/memooot. C aseycma no cenmsops 2019 e. ankemvt Ha aHeAUTICKOM U PYCCKOM A3bIKAX C OUEHKOL nompebHocmell Obiau pacnpo-
cmpanensl cpedu YaeHo8 padoyux epynn, 0emcKuxX OHKOA02UYeCKUX medcecmep 8 MeOUUUHCKUX yupexcoenusix. Tlynkmol exarouaiu 6o-
npochl ¢ HECKOAbKUMU 6apuanmamu omeema, oa/nem, wikany Jlaiikepma u omkpsimote gonpocwi. Bonpocwt ouenusanru democpaguueckue
XapaKmepucmuky yHacmuuKos, uHmepecyruue memo! Y3K0Cneyuaibho2o 00pazosanus u paKmopvl pucka 045 medcecmep u NAyUeHmos.
Pesyabmamot. Omsemoi Oviau noayuensvt om 233 medcecmep u3z 13 6oavhuy 6 9 cmpanax. Ipuopumemusie memvt, npedcmasasOuUe uHme-
pec, eKaoHaiu 0630p 0emMCKUX OHKOA02UMECKUX 3a001e6aHULl U UX NeveHue, 86edeHUe XUMUOmepanuu u noboyHsle 3ghghekmot om Hee, He-
OMA0JICHbIE OHKO0UMECKUe COCMOSHUS U cocyducmbtii docmyn. Medcecmpol coobuanu, ¥mo nayueHmsl 8 UX yupercoeHusxX no0eepeacs
8bICOKOMY DUCKY UHQUUUPOBAHUS, Oenpeccuu/Ncuxonoeuteckux npooiem, noGouHbIX 3Qpdexmos U 0CA0NCHEHULL, CEA3AHHBIX C AeHeHUeM.
IIpednonaeaemvie obaacmu nogvluieHH020 PUCKa 0451 Medcecmep 8KAI0YAIOM CIPEcC/8ble0panue, 8blCOKYI0 pabouyIo Haepy3Ky/HexeamKky
nepcotana, 6030elicmsue OnacHvIX 1eKapcme U namo2eHos8, Nepeoarouuxcs uepe3 Kpogo, U Hexeamixy 000pyO008aHus..

Sakarouenue. Pesyromamol uccaedosanus NOKa3bl6aiom, 4mo meocecmpsl, NPaKmMuKyouue 8 eapasuiickux 601bHULax, He UMeOm 603-
MOJICHOCIMU ROAYHUMb CReUUANU3UPOBAHHOE 00pa306aHue 8 0baacmu 0emcKoll eemamonoeuu,/onkonrocuu. Kypce neduampuuecikoii eemamo-
A02ul,/oHKoN02UU OblA PA3Padoman Ha OCHO8e Pe3yAbmamos onpoca U @ Hacmosiujee pemsi 6Hedpsiemcs 6o écex Llenmpax peeuona.

Page of the nurse

Karoueevie caosa: demckas onkonoeus, neduampus, cecmputckoe deno, oopasosanue, Eepazus

Jlas wumuposanus: Canausan K., Ianc M., Hxumxosa T., Opaux b., Muwkosa O., Aeyavnux A. [lompebHocmy 6 cheyuaruzupo8aHHom
00pa306anHUU MEOUUUHCKUX cecmep no 0emcKoll eemamonoeuu/onKosoeuu ¢ 9 cmpanax Eepaszuu. Poccutickuil scypran demckoii eemamo-
noeuu u onkonoeuu 2020;7(3): 138—44.

* Opueunanvras cmamos “Survey identifies need for subspecialized pediatric hematology/oncology nursing education in nine Eurasian countries” onyoaukosana
Ha caiime https.//journal.nodgo.org/jour. Bce npasa 3aujuuers..
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Survey identifies need for subspecialized pediatric hematology/oncology nursing education in nine Eurasian countries

C.E. Sullivan', M. Hans?, 1. Yakimkova', B. Ehrlich’, V. Mishkova’, A. Agulnik’

!Department of Global Pediatric Medicine, St. Jude Children’s Research Hospital, Memphis, TN, U.S.A.;
2Department of Nursing Education, St. Jude Children’s Research Hospital, Memphis, TN, U.S.A.

Background. In 2018, FEurasian Alliance in Pediatric Oncology (EurADO) members identified pediatric hematology/oncology nursing
education as a regional priority. In most participating Furasian countries, pediatric hematology/oncology nursing is not recognized as
a subspecialty; thus, subspecialized education offerings may be limited. A working group of nurse leaders was formed to set nursing priorities
to advance pediatric cancer nursing and subspecialized education in the region. As an initial project, members determined a need to develop
a train-the-trainer course for regional implementation to improve nurses’ subspecialty knowledge.

Purpose/Objective. A needs assessment was conducted to evaluate Eurasian nurses’ pediatric hematology/oncology education needs to inform
the development of a pediatric hematology/oncology nursing train-the-trainer course in Eurasia.

Design/Methods. From August to September 2019, a paper-based needs assessment was disseminated in English and Russian to working
group members for dissemination to pediatric cancer nurses in their hospitals. Items included multiple choice, yes/no, Likert-type scale and
open-ended questions. Questions assessed participant demographics, subspecialty education topics of interest and perceived high-risk issues
for nurses and patients.

Results. Responses were received from 233 nurses representing 13 hospitals in 9 countries. Priority topics of interest included overview
of pediatric cancers and treatment, chemotherapy administration and side effects, oncologic emergencies and vascular access. Nurses
reported that patients in their settings were at high-risk for infection, depression/psychological issues, treatment-related side effects and
complications. Perceived high-risk areas for nurses included stress/burnout, high workloads/short-staffing, hazardous drug and blood borne
pathogen exposure and limited equipment.

Conclusion. Survey findings reveal a lack of subspecialty pediatric hematology/oncology education opportunities for nurses practicing in
FEurasian hospitals. The Eurasia Pediatric Hematology/Oncology Nursing Course was developed based on survey results and is currently
being implemented across centers in the region.

Key words: pediatric oncology, pediatric, nursing, education, Eurasia

For citation: Sullivan C.E., Hans M., Yakimkova T., Ehrlich B., Mishkova V., Agulnik A. Survey identifies need for subspecialized pediatric
hematology/oncology nursing education in nine Eurasian countries. Russian Journal of Pediatric Hematology and Oncology 2020;7(3): 138—44.

W3 noutu 400 000 mpeamnojaraeMbIX HOBBIX CIy4YaeB
paka y JeTeil U MOAPOCTKOB €XEroAHO CYIIECTBYIOT pa3-
JM4rs B OpeMeHU OoJie3Hel M MoKa3aTelsiX BbIKMBae-
MOCTU MEXIYy CTpaHaMU C HU3KUM U CPEAHUM YPOBHEM
noxoga (CHCJI) u ctpaHaMu ¢ BBICOKMM YPOBHEM J10XO-
noB (CBJI). BocembaecsaT NMpoOLIEHTOB neTeil, OOJbHBIX
pakowm, nipoxxuBatoT B CHCJI, a cpenHuii KoadduimeHT
BbkKMBaeMocTu coctaiisieT 30 % [1]. Hanportus, cpeaHsist
BoikuBaeMocTh B CBJI npesbimaet 80 % [1]. EBpasus —
9TO KYJIBTYPHO U IMHTBUCTUYECKU Pa3HOOOPa3HbIi peru-
oH, coctosimmit u3 LlenTpanbHoit EBponbl, BocTouHoit
EBponbl u LleHTpanbHoil A3uu. BoablIMHCTBO CTpaH
EBpasuu otHocsitest K CHC/I [2, 3]. XOTs umeroTcs orpa-
HUYEHHbIE JaHHbIE O 3a00J1€BaeMOCTM PaKOM Yy JAeTeil
U BBDKMBAEMOCTU B PErMOHEe, CTAaTUCTUYECKHE MOAEIU
ouieHuBaloT 6osiee 7000 HOBBIX clTyyaeB exxeroaHo B Boc-
TouHoli EBporme, mpu 3TOM BbIKMBAaeMOCTb IPU OCTPOM
JMM@OoOIaCTHOM Jiekiko3e KoebseTcst ot ~ 50 go > 80 %
[4, 5]. OnHako B Takux cTpaHax, Kak MOHTOJIMSI, BBIXKH-
BaeMocTb 0siu3ka K 20 % [5]. [ToMuMO OrpoMHOTo Hepa-
BEHCTBAa B Ka4eCTBE M pecypcax INeAraTpuyeckKoii OHKO-
JIOTUYECKOM TOMOIIU OTCYTCTBUE CIELMATM3UPOBAHHON
MOJATOTOBKU Yy MelrepcoHana, BepOsSITHO, CIIOCOOCTBYET
BBICOKOMY YPOBHIO cMepTHOCTU B EBpaszuu.

s okazaHMs KaueCTBEHHBIX MeAUaTpUIECKUX OHKO-
JIOTUYECKUX YCIYr HEOOXOAMMBbI KOMIMETEHTHBIE, BbICO-
KOOOpa3oBaHHbIE MeacecTpbl. MeacecTpbl HECYT OTBET-
CTBEHHOCTb 332 OKa3aHue 0OJIbIIEN YacTH MeAUaTPUIECKOMN
OHKOJIOTMYECKOM ITOMOILIM [6], KoTopast BKJII0YaeT B cebst
¢uzryecKre 1 MCUX0oColaabHble OLIEHK, MOHUTOPUHT
U3MEHEHUI COCTOSIHUS, BBeAeHUe xumuoTtepanuu (XT)/

KOMIIOHEHTOB KPOBH, 00OyYyeHHUE MAllMEHTOB U UX CEMEI,
a TaKXKe paHHee BbISIBJICHUE M BMEIIATeIbCTBA B HEOT-
JIOXKHBIX OHKOJIOTUYECKUX COCTOSIHMSIX W YXYIIIEHUU
COCTOSIHUS TIallMeHTa (HampuMep, CEeNTUYECKUIl ILIOK).
VY3kocnenuanu3upoBaHHbIE CECTPUHCKUE KOMITETEHIIUU
yacToO He BKJIIOYAIOTCS B yuyeOHbIe IIaHbl (haKyJbTETOB
BBICIIIETO CECTPMHCKOIro 00pa3oBaHMsI, TAKUM OOpa3oM,
CrelMagu3MpoBaHHas TOATOTOBKA YacTO JIOXUTCS Ha
ieynd padotofaTesieil B MEAULIMHCKMX OpraHu3aiusx.
Bo muorux CHCJI meacecTpbl mpoxoasiT oOydyeHue Ha
paboueM MecTe ¢ orpaHMYEeHHOI yueOHOoI 6a30ii 1 KOM-
MEeTeHLUMSIMU B 00JaCTU AETCKOM reMaTojOruu,/OHKOJIO-
rum. M3-3a CIOXKHOCTH U OBICTPOI 3BOJIIOLIMN OKa3aHUs
MEIULMUHCKOM IOMOIIM, OPUEHTUPOBAHHOW HaA HOeTei
C OHKOJIOTUYECKMMU 3a00JeBaHUSIMU, HaliM, OOy4YeHUe
U yIepXXaHue Y3KOMmpohUJIMPOBAaHHBIX MEACECTEp ObLIU
MpPU3HAHbI [100ATbHBIM MPUOPUTETOM JJISI TOCTUXKEHUS
ONTUMAJIbHBIX PE3YJILTaTOB JIeUeHUs paka y aereit [7].

B 2018 r. 6611 co3man EBpasuiickuii anbsiHC MO AET-
ckoii onkosoruu (Eurasian Alliance in Pediatric Oncology,
EurADO) coBmecTHoO ¢ St. Jude Global, mexxayHapoaHoii
WHULMATUBOM JIeTcKoro ncciegoBaTeIbcKOTro TOCIUTaS
Casitoro Mynwer B CIIA [8]. Ynensr EurADO npeacraB-
JISIIOT PYKOBOAWTEJEH MNEeTCKOW TIeMaToJIOrMy/OHKOI0-
TMU U TIpeACTaBUTEEH MUHUCTEPCTB 3ApaBOOXPaHEHUS
u3 15 crtpan pernoHa Oosbwioit EBpazuu. Ha nepBom
pernoHanbHOM 3acenaHuun EurADO uneHbl omnpenenav-
JI1 oOpa3oBaHME MeENcecTep B 00JacCTH IMeauaTpruyecKoin
OHKOJIOTUM B KaueCTBE pPETHMOHAJIbHOIO MPUOPUTETA.
B GosbIIMHCTBE CTpaH-y4YacTHUIL MeIcecTpa OTAeIeHMUS
NEeaUaTPUYECKON OHKOJIOTMU HE SIBJISIETCS MPU3HAHHOM
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Y3KOI CIEeIIMAaIbHOCThIO, 1 TIPEAJTOXKEHMUS 110 Y3KOCIIeII-
alM3UPOBaHHOMY O0Opa30BaHUIO OrpaHMYeHBbl. Paboyas
Ipy1Iia Mo CECTPUHCKOMY NIy B 00JIaCTH IETCKOM rema-
ToJ0TMM/OHKOJoruu EBpasuu Oblia copmMupoBaHa U3
pykoBoauTeneit meacectep u3 19 6oapHuI B 11 cTpaHax
(Apmenus, AzepOaiimkan, benapych, Kazaxcran, Kbip-
rei3cTad, MonnoBa, Monronust, Poccus, TagkukucraH,
VYkpauHa, Y30eKuCTaH) IJIs OIIpeneSieHUs IPUOPUTE-
TOB CECTPUHCKOTO nejia, IS Pa3BUTUS CECTPUHCKOTO
nejaa B IEAUaTPUYECKON OHKOJOTUM M BO3MOXKHOCTHU
MOJIy4eHUST Y3KOTIPO(PUILHOIO 00pa30BaHUs B PeTMOHE.
B xauecTBe mepBoHAYaIbHOTO MTPOEKTA YYACTHUKU OIpe-
JIeJIVIM HeOOXOAUMOCTh pa3paboTKM Kypca IOATOTOBKHU
MHCTPYKTOPOB JUISI BHEIPEHUS HA PETHOHAIIBHOM YPOBHE
B LIEJSIX YJIyUYIIEHUs CIIeIMaJbHBIX 3HAHUI MeacecTep.
Brina mpoBeneHa olleHKA IOTPEOHOCTEl e€Bpa3HCKUX
MeacecTep B 00pa30BaHUM MO TMEAUATPUIECKOI remMaTo-
JIOTUH/OHKOJIOTUM JUISI Pa3pabOTKM COOTBETCTBYIOIIETO
Kypca IOAroTOBKY MHCTPYKTOPOB B EBpazum.

JIu3aiid ¥ METOIbI HCCIIEA0BAHUS

Buibopka

Jlns vccnenoBaHus Oblj1a UCITOJIb30BaHa 1eJeHaIIpaB-
JIeHHasl BBIOOpKA IO METOIY CHEXHOro koma. YieHbl

OopazosarenbHbie noTpedHocTH eppazuiickoii paboueil rpynnet no

CECTPHHCKOMY [eJy B JETCKOil OHKOJIOTHH / TEMATONOTHH
Leasio  fanmoroe  onpoca y m O BAIHX HAHNEX B KAMCCTHE
i cecTpul,  OKATH TOMOUL  JIETAM € OHKOTIOTHMECKHMH  H
3aech HET BEPHEIX W HEBEPHBIX oTBETOB. Bawm oTeeTH ocTaMyTCR

paboueil TPyIIbl MeacecTep MO IETCKOM reMaTojioruu/
oHkonorun EBpa3um ObLIM MpUIIalleHbl JJIs pacIipo-
CTpaHEeHUsI 00pa30BaTEIbHOIO OMPOCHUKA CPEIu Me.-
TepcoHaia OTACICHUM 1eTCKOI TeMaTOJIOTM1,/OHKOJIOTUMN
B cBoux OoJbHUIIAX. [IBaallaTh pyKOBOAUTEIICH MeIcecTep
n3 18 6onbHUI B 11 cTpan EBpa3uu ObLIM 3a/1€i1CTBOBAHBI
B pacIpoCTpaHEHUM OIPOCHUKA CPEear MEIACECTED.

Onpocruk

ByMaxHBIll OITPOCHUK, COCTOSIINI U3 57 BOIPOCOB,
OBLI pacIIPOCTPaHEH 10 2JIEKTPOHHOI IMOYTE Cpeau pyKo-
BonMTeNnel Meacectep B EBpasuu ¢ aBrycra no ceHTsIOpb
2019 . ®opmaT BOIIPOCOB IOIpa3yMeBall MHOXECTBEH-
HBIIf BBIOOP, COCTOSIIIMIT M3 OTBETOB: J1a; HET W IITKaJIbl
JIaKepTOBCKOIo TUIIA. TakKe ObLIN MPEITOXKEHBI BOIIPO-
CBl OTKpBITOro Tuna. Llenpo onmpocHMKa ObLIO OLIEHUTH
neMorpacdudeckue XxapakTepruCcTUKY y4aCTHUKOB OIIpoca,
«5 OCHOBHBIX» 00pPa30BaTEIbHBIX TEM ISl BKIIIOUCHUS
B Kypc oOy4yeHUsI, a TaKxe IpeariojiaraeMble MpoOaeMbl
BBICOKOT'O pMCKa JUISI MeIceCTep U MalMeHToB. OMPOCHUK
pacmpocTpaHsICcs Kak Ha aHTJIUICKOM, TaK U Ha PYCCKOM
s3bIKax (puc. 1).

Anaaus

I aHanmu3a pPYCCKOSI3BIYHBIX OIMPOCHUKOB OTBE-
Thl OBIIM TIepeBeleHbl Ha AaHTJIMACKUI S3BIK JIBYMS

St.Jude Children's
Research Hospital

Eurasia Pediatric Hematology/Oncology Nursing Working Group
Education Needs Assessment

W ByayT i zna 969“'“:““‘1 BHLEEMATERATION. AR, SANIENO The purpose of this survey is to gain better understanding of your knowledge as a nurse who takes care of
¥IpEEIEH  CoRENDO SBNIIE BREUA, Y ASNEHHOE JTaMy npoy | children with cancer and blood disorders. There are no right or wrong answers. Your responses will
Obuan nudopmauns T B remain anonymous and will be used develop nursing education materials at your institution. Thank you

Hasmanue yupesaems,
oTaenetHe

lopoa, cTpana

for your time in completing this survey!

General Information Additional Comments

Hospital Name, Unit

City, Country

202011N

Bawa cavan secoxan

O Buiciiee ynusepentercroe

= CTCMCHbL CGCTPHI!CWIU oﬁpamaallm‘
obpaoania’ O Creusanmsaums no What is your highest level | [0 University degree
neAHATRII of nursing education? [J Pediatric specialty training
O Marucrparypa [ Master’s degree

O Jlowropekas crenein

Tipyroe.

0O 1-2 years
Croneko fer su pabotaere 8 | O Menee | roga 0 3-5 years
KAUCCTBE MEANUHHCKOT O 1-2 rona
. 2 = 0 6-9 years
-5 ner [ 10 or more years
O 69 ner How many years have you | [J Less than | year
: - 0 10 uam Gonee nev worked as a nurse caring 0 1-2 years
Cronbko aeT Be paboracte & | O Menee | roga for children with cancer 0 3-5 years
KIHECTBE MEAMIHHEROT 0 1-2 rooa and/or blood disorders? 4
CCCTPL, OKAIMBAR NOMDUS | (13 & o U 6-9 years
:f:;:g::x;::cwun " O 69 ner _ , [ 10 or more years ] .
aGaneaHHAMNT 0 10 uam Bonee aer Hac;/_ety_ou participated in COYES ONO If yes, please describe:
[Mpsnstsani an vt yaactive | CIA OHET Ecii an, nowanyiicra, onuunrme: pediairic

B TPEHHHIAX An8
MEIHUHHCKHX CeeTEp no
DETCROA OHKNIOTHK
TEMATOAOIMN {HANp., B
CEMHHAPAX MW
wondepenimax)?

Copyright 5t. Jude Children's Research Hospital 2019

[0 Doctoral degree
Other

How many years have you
worked as a nurse?

[ Less than 1 year

hematology/oncology
nursing training (e.g.
workshops or conferences)?

Copyright St. Jude Children's Research Hospital 2019

Puc. 1. Onpocruku Ha pycckom u aneauiickom A3bIKax
Fig. 1. Questionnaires in Russian and English
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Ta6mma 1. Yuacmuuku no cmpanam (n = 233)
Table 1. Participants by country (n = 233)

benapych
Belarus 6,6

Poccus
Russia 45 19,3

Kazaxcran
Kazakhstan 10 4.3

V36ekucran
Uzbekistan 30 12,9

Kuprususg
Kyrayastan 10 4,3

MonpaBust
Moldova 25 10,7

AszepbaiikaH
Azerbaijan 1o i

ApMmeHus
Armenia 16 6,9

YkpanHa
Ukraine 25 10,7
|

OUJIMHTBUCTUYECKUMU MEAUUMHCKUMU  CIEeUUAIACTa-
Mu. OnmcarenbHasl CTaTACTUKA, OLICHUBAIOLIAsl 4acTOTy
7 TTPOLIEHTHOE COOTHOILIEHNE, OblJIa PACCUUTAHA JIJIS IEMO-
rpauyeckux XapaKTepUCTUK YYACTHUKOB OMPOCHUKOB
U TeM oOy4yeHus, MpeAcTaBasonmx uHtepec. OTKpbITbIE
BOIIPOCHI, OTMMCHIBAIOLLIKE BBICOKUE PUCKU JIJISI MENICECTED,
MaleHTOB/YWIEHOB CEMbU ObUTY TTPOAHATIM3UPOBAHBI IBY-
MsI TIEIATPUIECKUMU TeMaTOJIOTMIeCKUMM,/OHKOJIOTHYE-
CKMMM MEJCECTPaMU U CTPYHITUPOBAHBI MO TeMaM. TeMbl
00y4YeHMS U BBICOKUX PUCKOB ObUIM PACCMOTPEHBI YieHA-
MU paboyeil rpynIbl B XO[€ OHJIAH-BCTPeY /151 TOMOJIHU -
TEJbHOW OOPATHOI CBA3U U JOCTUXKEHUSI KOHCEHCYyca.

PesynbTaTbl

3anojHeHHbIe OMPOCHUKU ObLIMA TMOJy4YeHbl OoT 233
MeJICecTep OTAEJeHUI JETCKOW TeMaTOJOTUH/OHKOJIO-
ruu, npeactapisiomux 13 6oapHul U3 9 ctpaH (Tada. 1).
Bosee MoI0BUHBI PECTTOHAEHTOB COOOIIWIIN, YTO UMEIOT
OmbIT paboThl MeacecTpoii 10 net u 6osee. TpeTh Mence-
CTEp COOOIIWIN, YTO Y HUX 5-JIETHUN U MEHEE OTIBIT
paGotel. bonee 40 % Mencecrep paboTaau B OTAEIEHUU
JIETCKOW TeMaTOJIOTUU/OHKOJIOTUM B TeueHue 10 et wimn
6osee u 40 % — 5 ner u meHee. M3 233 pecroHaeHTOB
ToNIbKO 15,9 % (n = 37), KOTOpbie ObUIM B OCHOBHOM U3
VYkpaunsl u Poccuu, mnpouutd crenuaiu3upoBaHHOE
obOyueHue, 64 % (n = 149) mencectep COOOILIMIN, YTO HE
MPOXOUIN JTOTIOJIHUTEBHOTO CIENaTN3UPOBAHHOTO
00y4yeHus B 00J1aCTU reMaToJIOIrMU U OHKOJIOTHHU (Tab. 2).
PecrioHIeHTBI-MEICECTPbI CUMTAIU, YTO WX TMAlUEeHTHI
TOABEPKEHBI BHICOKOMY PUCKY WHQEKIINI, aernpeccun/
TCUXOJIOTUYECKUM TIpo0sieMaM, a TakXke IT000YHBIM
addexraM U OCIOXHEHUSIM, CBSI3AHHBIM C JICYCHUEM.
MencecTpbl OTMETWJIM CJIEAYIOIIME 30HBI TOBBIIIEHHO-
TO pHCKa: CTpecc/BbITOpaHWE, BBICOKME HArpy3ku, He
YKOMIIJIEKTOBAHHOCTh TepCOHaa, OMacHbIe MperapaThl,
MaToreHHbIe TeMOKOHTAKTHbIE PUCKU, OrPaHUYEHHOCTD
obopyaoBaHuUs obecrieurBalolero 6€30MmacHoOCTb. YyacT-
HUKOB OIpOca TOMPOCWIN OTPEIECIUTh «5 OCHOBHBIX»
0o0yyaloluMx TeM I BKJIIOUYEHUsSI B 00pa3oBaTeIbHBIN

Tadmma 2. Jlemoepaguueckue xapakmepucmuru y4acmHuxos onpoca (n = 233)
Table 2. Survey participant demographic characteristics (n = 233)

Jlonoanumeavnoe neduampuueckoe

obpaszosanue (0a) 37 15.9
Pediatric specialty training — ’
university (yes)

To0v1 pabomvr medcecmpoii
Years working as a nurse

S 1
e 2 98
= 2
2:%;g;rs . i
2 103ears 123 528
He otseTnim 3 13

No response

To0b1 pabomobr medcecmpoil 6 demcKoii 2emMamoao2uu/onKo. 02uu
Years working as a pediatric hematology/oncology nurse

<1 roma

< 1year 23 9,9
=2 o 24 10,3
1-2years ’
3-5 ner

3—5 years 2 21
6—9 ner

6—9 years — <
> 10 et

> [0 years 98 42,1
He otBeTunu 6 25

No response

Ilpedvidymee hopmaasvroe obpazosanue é ob.aacmu demckoi
2emamo.o2uu/onKoa02uu
Previous formal pediatric hematology/oncology education

Ha

Yes 75 32,2
Hert

No 149 63,9
He otBeTnan

No response 9 3,9

Kypc u3 24 BapuanToB (puc. 2). K Haubosee npuopu-
TETHBIM TeMaM OOYYEHUSI OTHOCSITCS: OHKOJOTUYECKUE
ype3BblvaiiHbie cutyaruu (n = 99; 42,1 %); 0630p 3510-
KauyeCTBEeHHBIX HOBOOOpa3oBaHuii y neteii (n = 86, 37 %);
no6ounble adektb XT u ux neueHue (n = 74; 31,5 %);
CEeCTPUHCKUIA YXO[/BeleHue jeTeil C 3abosieBaHUSIMU
kpoBu (n = 71; 30,5 %); 0630p ne4eOHBIX MOAXOIOB
B Tepanuu paka y aereit (n = 66; 28,3 %).

B xome obGcyxneHus uyieHaMu paboyeil TpyImbl ObLT
JOCTUTHYT KOHCEHCYC TI0 CJIEMYIOITUM TeMaM JIJIsl BKITIoue-
Hust B EBpasuiickue reMaToiornueckrie/OHKOIOrnIecKre
MeJICECTPUHCKUE Kypchl: 1) 0030p BUIOB paKa y AeTelt U ux
JledeHue; 2) cooOpaxeHusl, Kacalollluecss MeACEeCTPUH-
CKOTO yXOfa ISl TIequaTpUIeCKrX TMallMeHTOB, OOTbHBIX
pakowm; 3) BBeneHue XT u ee modouHbie 3 eKThl; 4) OHKO-
JIOTUYECKUE Ype3BblYaliHbIE CUTYalluu; 5) MEHEIKMEHT
YCTPOWCTB COCYAUCTOro A0CTYyMa. JIoNMOIHUTEIbHbIE TEMbI
00y4eHUsI, TakKue Kak 00Jib M TaJJIMaTMBHAs ITOMOIIb,
OyIyT paccCMOTpeHbl B OTAEIBHOM 3aIlUIAHUPOBAHHOM
MHOTONPOMWIBHOM Kypce, TpoBoaMMoM EBpasuiickoit
paboueil rpynIoi no najiuaTMBHOM MOMOIH.

202011N
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Hypene Espaswn (N = 233)
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Puc. 2. [Ipuopumemmnsie memol 05 00y4enus medcecmep Eepasuu

Eurasian Nurses’ Priority Topics for Education Course (N = 233)

Oncologic

and nursing o0
Owverview of pediatric cancers 86
c side oMocts
Care of children with i 7
Overview of pediatric cancer treatment 66
Pain and palliath 56
Care of children undengoing radiation therapy  EE——
c istration and safety 54
Prevention and treatment of infections

Long-term side effects of cancer and cancer treatment
Care of children with brain and CNS tumors
Central vascular catheter care
Caroof " ?
Psychosodaljemational care of children with cancer
t b el a5
Care of children with lewk il by phy 42
Care of the child and family at the end-ol-ife  Ee————— 7
i o ehildren 3
Care of children with solid Tumor:  E———
Effictive team tegies/ 35
Fatient and Tamily educition  EEEE——
Poripharal vascular cathater core  EEEE—— 70
& fatig a7
& child ren wil and 24

Education Topics

burnout

o 0 a0 &0 8 w00
Frequency of Topk Selection

Fig. 2. Eurasian nurses’ priority education topics

Oo6cyxaeHue

DTO wucclegoBaHUE TIPEICTaBIsieT Cco00il TIepBYIO
KOMIUIEKCHYIO OLIEHKY 00pa30BaTe/IbHbIX IPUOPUTETOB
MEIULIMHCKUX CecTep B 00JIaCTU JAETCKOM IeMaToJOTuu/
oHkoysoruu B EBpasum Ui ompeneieHuss OCHOBHBIX
MoTpedHOCTEe pernoHaabHoI porpaMMmel EurADO. Ot
MPUOPUTETHI COOTBETCTBYIOT 0Aa30BbIM CTaHAAPTAM yXOIa
B IIeAUATPUIECKOM OHKOJIOrMU MeXIyHapogHOTro o01IIe-
ctBa 1o perckoi oHkosoruu (SIOP) [9] u mnobanbHOM
MHULIMATUBE B JIETCKOM pake BceMMpHOIT opraHu3anuu
3napaBooxpaHeHus [7, 10]. Pe3ynbraThl Halllero ucciaeno-
BaHUsI MOATBEPKIAIOT HACYIIHYI0 HEOOXOAMMOCTb pac-
LIMPEHUS CECTPUHCKOM CIleliMali3aliy B HallpaBIeHUU
JIETCKOM TeMaTOJIOTMM,/OHKOJIIOTUM YYUThIBasi, 4To 64 %
PECIIOHICHTOB HE MMEJIM HUKAKOIO IIPeAllIeCTBYIOLIE-
ro opMalbHOTO OOYYEHUSI MO AETCKOM reMaTojoruu/
OHKOJIOTMM, HECMOTpsI Ha TO, YTO B HACTOSIIEE BpeMsi
OHM paboTalOT B 3TOI 00JIACTH.

DTU pe3yJbTaThl HEYAMBUTEIbHbI, YUUTBIBAsI, YTO MEI-
cecTpa B 00JIaCTH TeMaTOJIOTUM,/OHKOJIOTMHU O(UITMATBHO
He IPU3HAHA CIIeLIMAIbHOCTBIO BO MHOTUX CTPAaHAaX PErto-
Ha. boabIIMHCTBO MporpamMM 00y4YeHUsT MeicecTep 110 Cy0-
CIIELMAIbHOCTSIM B €BPa3UiCKUX YYEOHBIX YUPEKICHUSIX
HE IIpeArojaraloT o0yYalollMX IIporpaMM II0 JETCKOM
reMaToJIOTMH1,/OHKOIOTUH (TOJIBKO 16 % pecrioHIeHTOB (13
Ykpaunsl 1 Poccun) cooOmmim, 4To noayJyaay JOMOTHU-

TeJIbHOE CIELUAIM3UPOBAHHOE MEICECTPUHCKOE 00pa3o-
BaHUe). MeacecTpbl, 3aMHTEPECOBaHHbBIC B 3TOM 00J1acTH,
JOJDKHBI MCKATh BO3MOXHOCTU TOJIy4eHUsI 00pa3oBaHUs
B JAPYIrOM MECTe WJIM HAaYMHATh KIMHUYCCKYIO MPAKTUKY
¢ HedhopMaJIbHOTO 00yUeHUsI. DTO TTOXOXKe Ha Pe3yJIbTaThl,
nonyyeHHble B ipyrux CHCJI, ¢ orpaHMueHHbBIM J1OCTYTIOM
K 00pa30BaHUIO B O0JIACTH MEeAUATPUIECKOM reMaToIOrun
¥ OHKOJIornueckoro yxoaa [11].

YT0OBI BOCIIOJHUTD TaHHBINM MPOOET, MBI IPUMEHUIN
pe3yJIbTaThl 3TOI OLIEHKM IJIsi pa3paboTKU Kypca MOAro-
TOBKU MHCTPYKTOPOB IO IeIUaTPUIYECKOM reMaToIoruu,/
OHKOJIOTMU ISl PETMOHA. DTOT KypC IpeaHa3HaYeH s
MeJcecTep, IPaKTUKYIOIIMX B YCIOBUSX OOJIbHULIBL,
C ISITBIO MOIYJISIMM, HAIlpaBJICHHBIMU Ha YIOBJIETBO-
peHue Hauboyiee BBICOKO BOCTPEOOBAHHBLIX OOpa3oBa-
TeJIbHBIX ITOTPEOHOCTEM PECIIOHACHTOB, B COOTBETCTBUM
C pelleHHEeM YICHOB pabo4yux rpymn. BhIsiBIeHHbIE
TeMaTUYeCKUe HaIpaBICHUS OTpaXkaloT IPUOPUTETHI
CEeCTPUHCKOTO 00pa30BaHUsI B 3TO 00J1ACTH, OIIMCAHHbIE
B ApYTUX pernoHax [12], mpenmosarasi, YTo cTaHIapTHasI
yueOHast IporpaMma MOXeT ObITh aJalTUPOBaHa Ha Peru-
OHAJIbHOM YPOBHE [UIsI O0ECIICUYEeHUSI MPEEeMCTBEHHOCTH
[JI00aJIbHBIX 00Pa30BaTEIbHbBIX IIPOIPAMM.

OTta paboTtanpoBoauiack yepe3 cetb EurADO c nmpubie-
YEHUEM MECTHBIX 3aMHTePECOBAHHBIX CTOPOH JJIsI UHGOP-
MMPOBaHUS O CO3TAaHUU U PACIIPOCTPAHEHUN OLIEHOYHOTO
MHCTPYMEHTa M pa3paboTKu ompocHuKa. B xome pa®oTsl
MEJICECTPhI CO3[AIM PETMOHAIBHYIO 9KCIIEPTHYIO TPYIIILY,
KOTOpasi MCIIOJIb30Bajia MHCTPYMEHThI KOJUIEKTHUBHOIO
obcyxaeHus, Takue Kak co3nanue SMART (KOHKPETHBIX,
U3MEPUMBIX, JTOCTMKUMBIX, PEaTMCTUIHBIX/aKTyaTbHBIX,
OrpaHMUYEHHBIX 110 BpeMeHn) 1eneit [13] u rpadpukoB pea-
JIN3alMK IpoekTa. Pabouas rpymia IMocTOSHHO pacImpsi-
JIACh 3a CYET BKJIIOUEHUsI B HE€ PYKOBOIUTEJICH MeacecTep
M3 Bcex cTpaH EBpasuu, 4To MO3BOJIMIIO OBICTPO pacIpo-
CTPaHUTh 00pa3oBaTeIbHbIC MEPOIIPUSITHS IT0 BCEMY PETH-
oHy. Pabota nipeacrasisier coboii nepeIoBoii 1 0000IIeH-
HBII OMBIT B 00J1aCTU MEACECTPUHCKOI TTOMOIILH.

B Coenunennbix IITaTax AMepuKi B paMKax pa3BUTHS
MejicecTep B OO0JIACTM JETCKOM reMaToIOrMy/OHKOJIOTUN
MeICeCTPhI MPO(heCCUOHAIBHO Pa3BUBAIMCH IIOCPEICTBOM
oOMeHa OIBITOM, ITPOTpaMM OOYYEeHMST U cepTU(UKALIN.
OHu chopMHUpPOBaAIM COBMECTHBIE TPYMIIBI, TaKhe KakK
Accoranmsi MencecTep B JAETCKON TeMaTOJIOTMM/OHKO-
gorun (APHON) [14], u ocHOBaau MEICECTPUHCKYIO
KOOITEPaTUBHYIO IPYIIITY 10 KIMHUYECKUM MCCIICI0BAHM -
aM — JleTcKyro oHKoJIorndecKkyto rpymmy [15]. DTu rpym-
Ibl TO3BOJISIIOT MEACECTpaM OOMEHMBATLCS 3HAHMSIMU,
pecypcamMu U OIBITOM. B IoMmonHeHne K CBOMM PEryIsIpHO
n3aaBaeMbIM XypHajiaM 1 Kauram 4ieHsl APHON coszna-
JIM KypC II0 OCHOBaM JIETCKOIl IeMaTOJIOrMU/OHKOJIOIUK
U MezacecTep U Kype mist mocraBikoB APHON nerckoit
XT u 6uoreparnuu, 4ToObl 00eCTIEYNTD MOCIeI0BaTEILHOE,
OCHOBaHHOE Ha (pakTax oOpa3oBaHME IJIsI MEICeCTep 0
Y3KOI CIeLMaJIbHOCTU. DTU KypChl MPOXOISAT B paMKax
HEMpPEePBIBHOTO 00pa30BaHUsl ISl MeficecTep B OOMbHULIAX
no Bceit Tepputopun CIIA. 2XKypHanbl, KHUTU U KypChI,
npenoctasissemble APHON, mocTynmHBI Kak Ijid 4IeHOB,
TaK M He WICHOB ACCOITALINH.
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Anrnos3eiaHbie MeacecTpbl B CILIA n npyrux ctpaHax
MOTYT TaKXe IMOJy4YUTh cyocrenuanusaunio «Ceptudu-
LIMpOBaHHAsI MEICECTPa B IETCKOI reMaTOJOIMU 1 OHKO-
norumn» (Certified Pediatric Hematology Oncology Nurse,
CPHON) uepe3 OHKOJOTUYECKYIO CEePTU(MUKALIMOHHYIO
kopropauuio. Ceptudukatr CPHON nemMoHcTpupyer,
YTO MeACecTpa 001agaeT CrelMaaIu3MpoOBaHHBIMY 3HAHN -
SIMM B 00JIACTU AETCKOM reMaToJIOrMi/OHKOJIOTUM, UMEET
KJIMHUYECKUI OTIBIT B 3TOI 001aCTU U OyJEeT IMPOAO0JIKATh
MMPaKTUKOBATh 1 UCIIOJIb30BaTh BO3MOXKHOCTHU ITpodeccu-
OHaJILHOTO pa3BUTHS B Heil. MHorue 6onbHULIbI B CLIIA
ceifyac TpeOyIOT OT MeACEeCTep MOMyYeHHUS CIIeIIalbHBIX
cepTU(UKATOB B KauyeCTBE TMOATBEPXKICHUS UX OIIbITA.
Mencectpnl, paborarolime B 00JacTM TeMaToOJIOTUM/
OHKOJIOTUM, MOIYT TakXke IOJYyYUTh YYEHYIO CTeIeHb
(T. . MarucTpa WM AOKTOpa Hayk). PacimupeHHast pojb
MeIcecTep B KIMHUYECKON MpPaKTUKE YBEIUYUBACT
00J1aCTh MX OTBETCTBEHHOCTH, BKJIIOUAIOIIICH, HAIIpUMeED,
Ha3HAYCHUS JIGKAPCTBEHHBIX IPEerapaToB W AUArHOCTH-
YeCcKMX TecToB. [IporpaMmbl MeICeCTpUMHCKUX ITPaKTUK
(GOKYCHPYIOTCSI B CPOYHOI TeAMaTpUYeCKOi TTOMOIIIN,
MeIuaTpUIeCcKOl TIeMaTOJIOTUH/OHKOJIOTUM, a TaKxke
B IPYTUX CEJICKTUBHBIX HampaBleHUsIX. Pa3Hble ypoBHU
CNEeUATU3UPOBAHHOTO CECTPUHCKOIO 00pa3oBaHUSI HeE
TOJIBKO PACIIUPSIOT BO3MOXHOCTHU IJIs1 TIpOheCcCuoHab-
HOTO POCTa MeEAcecTep, HO U YKPEIUISIIOT CIIOCOOHOCTh
CHCTEM 3IpaBOOXPaHEHUS YIOBICTBOPSTH PaCTYIIUA
CIIPOC Ha CIIeIMATN3POBaHHBIC MEAUIIMHCKIE YCIYTH.

BaxxHO OTMETUTH 00JACTH BHICOKOTO PUCKA, BBISIB-
JICHHBIC PECTIOHACHTAMM U CBSI3aHHBIE C BBITOPAHUEM,
BBICOKOI1 paboueit Harpy3koil, HeXBaTKOl KaapoB, BO3-
neiictBueM XT M maToreHoB, IepenarolInxcsl ¢ KPOBbIO
(Ipy mepenuBaHUU KPOBU/TIPOAYKTOB KPOBM), U OTrpa-
HMYEHHOIO KOJIMYECTBA 0OOPYIOBaHUS, HEOOXOLMMOIO
NI OKa3aHWsl 0e30ITacHOl MOMOIIM. DTU PE3yIbTaThl
COIJIACYIOTCSI € pe3yJbTaTaMy HeJaBHETo 0030pa 0a30BbIX
craHmaptoB cectpuHckoro gema SIOP [11, 16]. W3 101
oonpHUIEI B 54 ctpanHax (CHCI u CBJl) moutu moso-
BuHa (44,6 %) He COOTBETCTBOBAIM PEKOMEHIOBAHHBIM
TpeOOBaHUSIM B OTHOIIEHUHU TIePCOHAJIa, U TOJBKO TPETh
(37,6 %) coobuiana O JAOCTATOYHOCTU PECYPCOB ISk
obecrnieyeHus OGe30macHOro yxoaa (B TOM 4uCjie CPeICTB
WHAWBUIYAJIbHON 3alllUTHI UISI BBEICHUS XUMMOTEpa-
MeBTUYECKUX TiperniapaTtoB) [17]. Bbicokme Harpysku
MeIcecTep M He OTBeyalollMii TpeOOBaHUSIM YpPOBEHb
MepcoHaia ObUIH IIIMPOKO CBSI3aHBI C BHITOPAHUEM U CMe-
HOI1 coTpynHMKOB [18]. DTO TakKe BIMSIO HA Ka4eCTBO
00CIy>KMBaHUs IMAllMEHTOB M HCXOIbl MX 3a00JieBaHUIA

1. Lam C.G., Howard S.C., Bouffet E., Pritchard-Jones K. Science and
health for all children with cancer. Science 2019;363(6432):1182—6.

2. Bank T.W. World Bank Country and Lending Groups. 2020.
https://datahelpdesk.worldbank.org/knowledgebase/articles/906519-
world-bank-country-and-lending-groups (accessed 6/15/2020.

3. (WHO) WHO. Definition of regional groupings. 2020. https:/www.
who.int/healthinfo/global_burden_disease/definition_regions/en/.

4. Ward Z.J., Yeh J.M., Bhakta N., Frazier A.L., Atun R. Estimating
the total incidence of global childhood cancer: a simulation-based
analysis. Lancet Oncol 2019;20(4):483-93.

[19]. g mocTrzKeHUsT ONTUMAJIbHBIX PEe3yJIbTaTOB PEeKO-
MEHAYIOTCS BMEIIATEIbCTBA B CO3MaHME OJIarompUsTHOMN
1 0e30MacHO cpeabl MPaKTUKU IS MeIcecTep, MalueH-
TOB U1 YJIEHOB X cemeit [18, 19].

Hama pabouas rpyrmia B HacTosilee BpeMsl COCpeo-
TOYEHa Ha paclpoCTpaHEHUU 5 0OydalolMX MOMIYJEH st
eBpa3uiCKIX MeAcecTep, padoTalollux B JETCKON rema-
TOJIOTMY/OHKOJIOTY, Pa3pabOTaHHBIX B Pe3yJIbTaTe 3TOil
OolLeHKU. MBI TIaHupyeM oOy4aTh PyKOBOIMTENEH Mece-
cTep BO Bcex LigHTpax cotpynHnuectsa EurADO npu momo-
I aTaNTHPOBAHHBIX K PETUOHAIBHBIM YCJIOBUSIM MaTepy-
aJIOB U KOHTPOJIMPOBATh MPOBEACHUE O0YJaIOIINX KypPCOB
Ccpear MeIcecTep B UX yUpeXKIeHUsX. MBI HameeMmcsl, 4To
9TU IIIar¥ MOATOTOBSAT HAIMX KOJUIET UIS TUTAHUPOBAHMUS
pPETMOH-aNaNTUPOBAHHBIX CEPTUMDHUIIMPOBAHHBIX KYypCOB
APHON no XT/6uotepanuu. DTOT Kypc SIBISIETCS] CTaH-
JapTHBIM TeauaTpuiyeckuM kKypcoM mno XT/0uorepanuu
B CIIA c 6onee ueM 19 000 BoIimyckHUKOB. HenaBHO OH ObLT
aIarTUpOBaH I UCIIAHOSI3BIYHBIX MeficecTep B JIaTuHCKOM
Awmepuxke [14, 20]. Llenbto Halieil pabOTHI SIBIISIETCS YBEIU-
YeHHUe 3HAaHUI MeacecTep B 001aCTH AETCKOM reMaToIoruu,/
oHkojiornu B EBpasuu, u TeM caMbIM JOCTHXKEHUS OOIIei
LEJM B TIOBBILIEHUM TIOKAa3aTeJie BbDKMBAEMOCTH NETEU
C OHKOJIOTUYECKUMM 3a00JIEBAaHUSIMU B PETMOHAX.

BoiBoasl

Takum o00pa3omM, crenUaaTu3MpOBaAaHHOE MEICECTPUH-
cKoe obpa3oBaHMe B 00JIaCTH TeAMATPUUYECKOM TeMaToJIO-
TUH1/OHKOJIOTUY MMEET OTPOMHOE 3HAYCHUE [UISI pa3BUTHUS
CIIeLIMATM3UPOBAHHOTO  MEICECTPUHCKOIO  IIepCcoHana,
CMOCOOHOTO YIOBJIETBOPUTH PACTYIIIME U OYEHb CJIOXHBIE
TpeOOBaHUSI IPEIOCTABICHUS MEIMLIMHCKOW TOMOILIN
B JIETCKOI OHKOJIOTMU. Pe3ynbTaThl OMpOCHUKA TTOKAa3bIBa-
IOT OTCYTCTBME BO3MOXKHOCTEH IUISI MeIcecTep, MPaKTUKY-
JOIINX B €BPa3UICKNX OOJIbHUILIAX, B TTOJyYEHUM CyOCTIeI-
QTbHOCTM B JETCKOW TIeMaTOJOTMM/OHKOJOTHHU. TeMbl,
BBISIBJICHHbBIE B XO/I€ OLIEHKI OTPEOHOCTe B 00pa3oBaHUU,
TOCTY>KMIM OCHOBOM IS pa3pabOTKU PETrMOHAILHOTO
Kypca MOATOTOBKM mperojaBaTeneii EBpasuiickoro mem-
CEeCTPMHCKOTO Kypca JETCKOI IeMaToJI0TU,/OHKOJIOIUH,
KOTOPBII B HACTOSIIIIEee BpeMsl peaanu3yeTcsl B peTUOHeE.
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9KCIIEPTHYIO OOpaTHYIO CBSI3b 110 pa3paboTKe KypCoB, a TaK-
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Kommenmapuii K cmambe Cabubl Puamoshbl 3a6uposoii —
3aMecmumens pyKoBoAUMENs CuMynAuUOHHo-
ammecmauuoxoro uesmpa ®rbY <HMML oxkonoruu

um. H.H. Bnoxuxa- Mun3ppasa Poccuu:

«JleTckast OHKOJIOTHSI M TeMAaTOJIOTUSI UMEET CBOM OCO-
OCHHOCTH, KOTOPBIE TPEOYIOT OT Bpadya M MEIUITMHCKOMN
CecTphbl Ompene/iecHHBIX 3HAaHMI, BBICOKOTO IIpodeccu-
OHaJIN3Ma, CITOCOOHOCTU TBOPYECKU MBICIUTD, COIepe-
KWBaTh, OKa3bIBaTh MaKCUMAJIbHYIO TIOMOIIb OOJIBHOMY
peOEHKY 1 COTPYIHMYIATH C €T0 POACTBEHHUKAMM.

CornacHo ompeneiaeHnio BcemMupHo#t opraHu3zannm
3IPaBOOXPAaHEHUS, «Ka4eCTBO MEAUIIMHCKOM ITOMOIIIN» —
9TO conep:kKaHNe B3aMMOICUCTBUS Bpavya M IIallMEHTA,
OCHOBAaHHOE Ha KBATU(MUKAIUN METUIIMHCKUX paboT-
HUKOB, M, TIpEXJe BCEro, Bpaueil, KOTOpPOe ITO3BOJISICT
WM CHIXaTh PHUCK IIPOTPECCUPOBaHUS 3a00JIeBaHUS
W BO3HUKHOBEHUSI HOBOTO ITaTOJOTMYECKOTO IIpoliecca,
OINTUMAJIbHO MCIIOIB30BaTh PECYpPChl MEIUIIMHBI U 00e-
CIIeYMBATh YIOBJICTBOPEHHOCTh MalleHTa OT €T0 B3au-
MOEICTBUS C MEAULMHCKOM IToacucteMoin» (1986 r.). 1o
HelaBHEro BPEMEHM IIPUOPUTET B BOTIPOCAX ITOBBIIIICHUS
Ka4yecTBa MEAUIIMHCKOM ITOMOIIIN OTIABaJICSI B OCHOBHOM
BpauyeOHBIM CITy>k0aM KaK HamOoJjiee CaMOCTOSITCJIEHBIM
1 JOCTaTOYHO KBATM(DUIIMPOBAHHBIM.

Benukuii npeBHerpeueckuii Bpau [unmokpar yrBepx-
nman: «McKyccTBO MEOWIIMHBI BKJIIOYAeT 3 BEIIW: Bpadya,
0051e3Hb 1 00JIbHOTO». 3a 2500 JieT, mpoIIeaImx co Bpe-
MeH [ummokpaTta, K 3 Ha3BaHHBIM WM COCTaBJISIOIIAM
IobaBMIIACh €IIe OTHA — MEICECTpa.

Cy1ecTByrollee 10 HeTaBHETO BpeMEeH MHEHHE, YTO
CeCTpUHCKAs NeATeIbHOCTD SIBIISICTCSI TOJIBKO BCITOMO-
raTeJIbHOM 110 OTHOIICHUIO K BpaueOHOM, He TTO3BOJISIIO
B JOJDKHOM Mepe OIPEeIeIUTh CTEIICHD BIMSHUS KadecTBa
CEeCTPUHCKUX YCIIYT Ha Ka4eCTBO MEAUIIMHCKOM TTOMOIIN
B 11e710M. COTJIacHO COBPEMEHHOM KOHIISIIIIUN Pa3BUTHUS

CECTPUHCKOTIO JieJla, MeMIIMHCKAsl cecTpa OJIXKHA ObITh
BBICOKOKBaJTM(PUILIMPOBAHHBIM CITEIIUAIMCTOM — ITapTHE-
pOM Bpaua U IMamureHTa, CIIOCOOHBIM K CAMOCTOSITETbHOM
paboTe B cocTaBe eIMHON KOMaH/Ibl.

[ToBbillleHME KayecTBa CECTPUHCKOM TPAaKTUKKA
B CHEUMAJIM3UPOBAHHBIX JIEYEOHBIX  YUPEKIACHUSIX
BO3MOXHO 3a CyeT yrIyoseHus: mpodeccuoHaIbHOI
MOJATOTOBKM CECTPMHCKOTO TepcoHasa. [ToBBIIIEHHBIN
YPOBEHb CpeAHero MnpodeccuoHalbHOTO 00pa3oBa-
HUS peaiM3yeTcss B MEIMIIMHCKUX KOJUIeIKaxX W BYy3ax.
OOyyeHHe CEeCTPMHCKOIro MepcoHaja MPOBOAUTCS IO
BBIOpAaHHBIM HaMpaBICHUSIM YIIyOJEHHON ITOATOTOB-
K1, YTBEPKIACHHBIM 00pa3oBaTeIbHBIM cTaHmapToM. Ha
CETOHSIITHUI IeHb CIeIMaTu3UPOBAHHON TTOATOTOBKHI
MEIUIIMHCKUX cecTep IS pabOThl B Y3KOIMPOMUIBLHBIX
CTallMoHapax He MpeaycMOTpeHo. OTCYTCTBUE TaKoii
MMOJTOTOBKM MOXET SIBUTHCSI OTHUM M3 CIEPKUBAIOIINX
(bakTOpOB B COBEpPIICHCTBOBAHMM KauyecTBa OKa3aHUs
MEIUIIMHCKON TTOMOIIM OHKOJOTMYECKUM TMalMeHTaM
JIETCKOro Bo3pacra.

[ToBBIIIIEHHBII YPOBEHb CECTPUHCKOTO 00pa3oBaHUs
JOJKEH 00EeCIeYnTh BBICOKMI YPOBEHb TEOPETHUYECKOM
CTIEIMAIU3NPOBAHHONW  TIOATOTOBKM, CITOCOOCTBOBATh
pPa3BUTHIO TPO(ECCUOHATBHBIX HAaBBIKOB, TOBBICUTH
CaMOCTOSITEJIbHOCTb CECTep B PEIICHUU MEIUIIMHCKUX
3aja4y, a TakXke O00eCleUYUThb MCUXOJIOrMYecKylo MOAro-
TOBKY K paboTe C TSKETbIMM OHKOJIOTMYECKUMM  TTalu-
eHTtaMu. KpoMme Toro, [T OIlIeHKU Ka4eCcTBa CECTPUHCKOM
TTOMOIIIY B AETCKUX OHKOJIOTUYECKMX CTallMOHapaxX HeoO0-
XOIMMBI CTAHIAPTHl. YYWMTHIBasE NAHHOE OOCTOSITEIIb-
CTBO, 0COOYI0 aKTyaJlbHOCTb MPUOOPETAlOT pa3paboTKa
Y3KOCTIEIIMATM3UPOBAHHBIX 00pa30BaTeJIbHBIX KYpPCOB,
Hay4YHBIX MCCJIEIOBaHUI B 00J1aCTH pa3pabOTKK KPUTEPH -
€B OILICHKM KavyeCcTBa CECTPUHCKOI MTOMOIIIM, 3aBUCSIIINX
OT YPOBHS MPOdeCCUOHATBHOM MTOATOTOBKHU CECTPUHCKO-
TO MepcoHasIar.
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Beenenne

OcobeHHOCTH MeTabonM3Ma TIPpU  OHKOJOTMYECKUX
U HACJICICTBEHHBIX 3a00JIEBaHUSX, HAPSITy C arpecCHUB-
HBIM BO3JEHCTBUEM METOMOB JICUCHUSI — IIMUTOCTATHYe-
CKOI Tepanmuu M TPaHCIUIAHTAIIMU TeMOITO3TUYECKMX
ctBoioBbIX KieToK (TI'CK), moryr HapymaTth (QyHK-
LIMOHMPOBAHWE OPraHOB MUIIEBAPUTECIBHON CHUCTEMBI
U IPUBOJIUTH K UCTOIIEHUIO opraHn3Ma. Hanbonee yacto
pa3BMUBAIOTCS M3MEHEHMSI BKyca, CHUXXCHME alllleTHUTa,
TOILIHOTA, PBOTA, MYKO3WT, SHTEPOIIaTUSl B pe3yibrare
NOOOYHOIO JAEMCTBUS JIeKApCTB, AMCOMO3a KUIIEUHUKA,
MHGEKIMOHHBIX OocloXHeHuid u B ciaydyae ¢ TICK —
peaKiuy «TPpaHCILUIAHTAT IMPOTUB XO3SIMHA».

B cBs13u ¢ 3TUM MOHUTOPUHT TTOKa3aTeseil HyTPUTUB-
HOTO CTaTyca 1 ero KOPPeKIus SIBJSIOTCS HEOTheMJIEMOM

YacThIO COIMPOBOIUTEILHON TepaIruu, Tak Kak OHU CIIO-
COOCTBYIOT TIOBBIIIEHUIO 3(P(PEKTUBHOCTU JIeYEHUS 3a
CYET CHUKEHMS YaCTOTHI U TSDKECTH OCIOKHEHMUI, COKpa-
LLIEHNIO CPOKOB peaduIUTaLIIN.

Buapl nmuTaHus B cTanoHape

Jns muTaHUs MAlMeHTOB CYIIECTBYET JIeueOHOe MUTa-
HUe B BUJIE OO/, MPeIOCTaBIsSIeMbIX MTUILIE0JIOKOM Jieueo-
HO-TIPO(PUIIAKTUYECKOTO YUPEKIACHUSI, TPYIHOE MOJOKO
Yy MaJIeHbKUX JIeTeil M pa3lIMYHbIe BUABI MEAUIIMHCKOIO
MUTaHUS: CUTTMHT, 2HTepaibHoe (DI1) n mapeHTepaabHOE
(ITIT) nmuTaHwue.

Benyiast poibs mpu peaqn3aluy MUTAaHUS OTBOIMUTCS
MEIUIIMHCKOM CecTpe — Ha KaxKIOM 3Tare OHa MpUHUMa-
€T HeMOCPEACTBEHHOE aKTUBHOE YJYacTHeE.
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

JleyeOHOE MuTaHNE, IHETA

Ilpn coxpaHHOW (DYHKUMU MUIIEBapUTEIBHON
CHCTEMBI TAIMCHT TMUTACTCS TMINCH, MPUTOTOBICHHOMN
B YCJIOBUAX TMUILEOIIOKA CTALIMOHAPA, COTTIACHO JUETOJIO-
TUIECKOMY CTOJY, YKazaHHOMY BpadyoM. OJTHO 13 TJIaBHBIX
YCJIOBUI MUTaHUS TPU LIUTONIEHUN U UMMYHOAE(UIIUT-
HBIX COCTOSTHHUSIX — COOJIIOIeHNE TIPUHIIMITOB HU3KOMU-
KpOOHO AUETHI, TIPU KOTOPBIX MPOAYKTHI U 0J110[1a COAep-
xkat < 500 KOE/r mponykra [1].

3agaun MeIUITMHCKOM CECTPHI:

- KOHTPOJIb MPaBUJIBHOCTU COOJIOJEHUSI HU3KOMU-
KPOOHO TUETHI;

- oOpalaTh BHUMaHHME U YTOUHSITH Yy COIIPOBOXKIIA-
JOIIMX MallMeHTa JIUI O COCTOSTHUM amIieTUTa, HaJTUuIun
TOITHOTHI/PBOTH/MMaper, ©OOJieli B POTOBOM ITOJOCTHU
U K1BOTE;

- KOHTPOJb MAacChl Tella TallMeHTa, y4eT BOIHOTO
OanaHca.

IpynHoe BckapmiuBaHue

MaTteprHCKOe MOJIOKO SIBJISIETCS JIyJIIeH MUILLeR 1715
rpyaHbIx geteit, B oM uncie npu TT'CK [2], Tak Kak moJ-
HOCTbIO 00ecreyrBaeT MOTPeOHOCTH OpraHu3Ma B MUILe-
BBIX KOMITOHEHTAX 3a CYET JIETKOTO YCBOCHHUSI, YIACTBYCT
B CO3IaHUM OCHOBBI HecHelndHUIeCKO UMMYHOJIOTH-
YeCKON pe3UCTeHTHOCTU, CIOCOOCTBYET (POPMUPOBAHUIO
IMUIIEBOM TOJEPAHTHOCTH U KOHTPOJUPYET (PU3MOIOTH-
YeCKUii MUKpOOUOLIEHO3 KUIIeYHUKa pedeHKa [3].

3agaun MeIUIIMHCKOM CECTPHI:

- 00BSACHATH MaTepu pedeHKa 0 BaXKHOCTU 1 Oe30I1ac-
HOCTH IPYIHOTO BCKapMJIMBAHUS IIPYU IIUTOITCHUH;

- OOBSICHUTh U KOHTPOJIMUPOBATH COOJIIOAEHUE TPaBUI
JINYHOM TWTWEHBI MaTepH, YXOIa 3a TPYIbI0 Ha pa3HbBIX
sTanax KOPMJICHMSI, TEXHOJIOTHIO CTepMJIN3aIUU OyTHI-
JIOYEK M COCOK IS TUTaHUS, YIET CheICHHOTO peOEHKOM
MOJIOKA.

Hytpunmmonnas noanep:xkka. Cunuur

CunuHTr (0T aHTJI. Sip — TATh MAJICHBKUMU TJIOTKaMU)
MpeaCTaBsIeT OO0 MepopaabHOE YIIOTpeOIeHUE CIIe1 -
aTM3MPOBAHHBIX MMUTATCIBHBIX CMeceil B XKMIKON WIN
MOPOIIKOO0pa3HOI (hopMe [J1s1 BOCTIOTHEHUS AeuinTa
MaKpo- U MUKPOHYTPUEHTOB ITPU CHUXKEHHOM €CTECTBEH-
HOM nUTaHuUu. B HacTos1Iee BpeMsl CyllecTBYeT OOJIbIIIOE
KOJIMYECTBO CMECEil ISl CUITUHTA, KOTOPbIEe OTIMYaOTCs
IO COCTaBY, BKYCY, BO3PACTHBIM OTpaHNICHMSIM U TI0OKa3a-
HUSIM K IPUMEHEHUIO.

3agauu MeTUIIUHCKOMN CECTPBI:

- OCYILIECTRIISITh IIPUTOTOBJIEHUE CMECH, COOTIONATH PEXKUM
BBEJIEHUS 1 03y B COOTBETCTBUHU C HAa3HAUEHMEM Bpaya;

- 00YYMTH COTIPOBOXKIAIOIINX PeOCHKA JIMII TIpaBUIaM
CUITMHTIa, 00paTUB 0C000€ BHUMaHWE Ha CPOKU XpaHEHUS
IIPUTOTOBJICHHOI CMeCH, TeMIlepaTyPHBIN pexkuM, HeoO-
XOJIMMOCTD €€ YIOTPeOIeHUSI MaJIeHbKUMMU TJIOTKAMU.

DHTepaabHOE MUTAHKE
OI1 — mnpeacraBasieT coOOl Mpolecc BBEASHUS
ClHeUMaIu3MPOBAHHBIX IIMTATEJIbHBIX CMeCeil uepes

30HJ WMJAU TacTpo-, eroHocTtomy. Hambojee pacmpo-
CTpaHEHHOU SIBJISCTCS METOAMKA IMUTAHUS C TTIOMOIIIBIO
Ha30racTpaJibHOTO 30HAA, KOTOPBIA MpPEeACTaBIIsSCT
o001l TpYOKY pas3sJiuYHOM JJIMHBI U Pa3MepoB U3 MOJIU-
BUHWIXJIOPUIA, CUJIMKOHA WJIN ITIOJMypeTaHa, KOTO-
past BBOOUTCS Yepe3 HOCOBOM XOJ B MUILEBOI U Jajiee
B Xkeaynok. I[Tomumo BIT 30HA MOXET MPUMEHSTHCS
NI BBEJIEHUS JieKapCcTB (MallMeHThl 0e3 COo3HaHus),
IEeKOMITPECCUN KeJTyIKa IPU Tapese KeJTyTOIYHO-KU-
meuHoro tpakta (KKT), acmmpamum comep:KuMoro
xeJrynka (Ipy OTpaBIIeHUSIX), KOHTPOJISI KPOBOTEUEHUS
u3 opraHoB XKKT.

3agauu MEeIMIMHCKOM CECTPHI:

- BJIAZeTh TEXHUKOW MOCTAHOBKM HA30TacTPaJIbHOTO
30H7a (MIPU JTIOOBIX COMHEHMSIX/3aTPYIHEHUSIX OOPaTUTD-
CsI 3a TOMOUIBIO K Bpauy);

- TIOMHHUTh O HEOOXOAMMOCTH YIaJleHUs MeTauImde-
CKOIo MPOBOJHMKA TMPU €ro HAJIMYMU MOCJe YCTaHOBKU
30H/A;

- 3HaTh YCJAOBUSI TPABUJIBLHOTO TIOJIOXKEHMST 30HIA
B XeJylKke: Mpoba C BO3MyXOM, TOJydeHWE acrmupara
JKeJIYIOYHOTo copepxumoro, pH-merpus;

- OCYIIECTBIISITh KOHTPOJIb ITOJIOXKEHMSI 30HIa ¥ CPOKU
HCITOTb30BaHUS B 3aBUCHMOCTH OT €TI0 MaTepraja, CMCHY
(bukcupyro1Iero mIacTbIps 10 Mepe 3arpsi3HEHUS, IPOBO-
IUTH MTPOPUIAKTUKY 3aKyTIOPKH 30HA;

- OCYIICCTBJISITb IIPUTOTOBJICHUE CMECHU/IeKapCTB,
BBeIEHNWE TPaBUTALIMOHHO-KAIEIbHBIM W OOJIOCHBIM
METOIOM WJIM C TIOMOIIBIO 3HTepoMaTa, HEe IOIyCKaThb
BBEACHUS OXJIaXIEHHOM/Topsiueil cMmecu, coOJoaaTh
CPOKM XpaHEHUS (I MCXOTHO XXUAKNX — IO 24 9, IS
MPUTOTOBJIEHHBIX K3 ITOPOIIKa — He 0osiee 6 4);

- BECTHM y4eT OCTaTOYHOTO 00beMa XeJlynKa Ipu pac-
yeTe BOAHOTIO OajlaHca;

- TIpU TOSIBJICHUU TIaTOJOTMYECKUX TpuMeceit
B KEJTYIOIHOM COACPKUMOM (KPOBb, BO3IYX), M30BITOU-
HOM €ro IOCTYIUIEHUU WM AJUTEIbHOM OTCYTCTBUH,
MOSIBJICHUY/MHTEHCU(UKALIUM PBOTHI — HEMEIICHHO
M3BECTUTH Bpaya.

B cinyuyae HeoOxoaumocTu mautenbHoro DII, cHu-
JKeHHO ITepeHOCMMOCTH Ha30TacTPaIIbHOTO 30HIa ¥ IIPU
OTCYTCTBMM MPOTUBOIOKA3aHUI BO3MOXHa yCTaHOBKA
WHEPTHOI TacTPOCTOMUYECKON TPYOKM — TacTPOCTO-
Mbl. CoBpeMEHHbBIE MyHKIIMOHHBIE METOIbl YCTAHOBKM
TacTPOCTOMBI OTHOCSATCSI K MaJIOMHBA3UBHBIM OTIepaIiy-
SIM ¥ MOTYT OBITh MCIIOJIb30BaHBI Y ICTC ¢ MacColl Teja
<3 kr (puc. 1).

B panHeM mociecorepalliOHHOM TEpUOAe W IIPHU
HaJW4YUM OCJIOXHEHUM MeIUIIMHCKasl cecTpa oOsizaHa
OCYIIECTBJIATh YXOA W BBEIACHHUE IMUTATEIBbHBIX CMeCE
yepe3 TacTpOCTOMY COBMECTHO C BpauyOM-XHPYPIOM.
BaxHo cBoeBpeMeHHO MH(POPMUPOBATH €ro 00 U3MEHe-
HUM LIBETa OKPYXKAIOIINX TaCTPOCTOMY TKaHel, TosIBIe-
HUM KPOBH, XEJYTOYHOTO COAEPKUMOTO, OOJIEeH.

ITapeHnTepasbHOE MATaHKE
ITIT npumeHsieTcs npu AIUChHYHKIMU TUILLEBAPUTEIb-
HOIl CHCTEMBI U HEBO3MOXHOCTU TOJHOIIEHHOTO THTA-
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Puc. 1. lacmpocmomsi: a — Huzkonpoguavras (Avanos), pomo A.H. Illee-
yoesa, 2018 2.; 6 — nyukyuorHo-umnranmupyemas (Nutricia)

Fig. 1. Gastrostomy: low-profile (Avanos), photo by A.N. Shvetcov, 2018;
6 — percutaneous endoscopic (Nutricia)

Hus yepe3 2KKT, kak mpaBuio, peaqnsyercs ¢ ITOMOIILIO
LIEHTPaJIbHOTO BEHO3HOIO KaTeTrepa M TpebyeT CTPOroro
cO0JII0feHUs] TIPAaBUJ aCeNTUKM U KOHTPOJISI CKOPOCTHU
BBEICHMS PACTBOPOB ISl HEAOMYIIEHUsT pPa3BUTHSI MeTa-
0OJIMIECKUX OCIIOKHEHUIA.

3agauyn MeIULIMHCKOM CECTPHI:

- KOHTPOJIMPOBAaThb CKOPOCTb BBEACHUS PACTBOPOB
[1T1, mpu 3TOM MCTIOIB30BaTh MH(PY3MOHHBIE MEPUCTAIb-
TUYECKUE HACOCHI WJIM KaleJbHUIIbI C PErYJISITOPOM CKO-
poctu (puc. 2);

- OLICHMBATh BHELIHMI BUIl pACTBOPOB — OHU JOJIXKHBI
OBITh TTPO3pAaYHBIMM (MCKITIOUCHUE — JKMPOBBIC SMYJIb-
CHH) ¥ OTHOPOIHBIMU;

- IpU HAJIMYMKM HECKOJIbKHUX XOIOB LIEHTPaJibHOIO
BEHO3HOI'0 KaTreTepa — MCIOJb30BaTh XEJITbIil X0/, BO3-
MOXKHO BBeIIleHUE B TUCKO(GUKC (OJIOK KPaHOB);

4 =
s I ‘ ‘I'&
4
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)/
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- /

Puc. 2. Kaneavrnuya c peeynsmopom ckopocmu (Exadrop, BBraun)

Fig. 2. Intravenous dropper with speed control (Exadrop, BBraun)

- He JOIYyCKaeTcsl ObICTPOE BBEIEHME PACTBOPOB IS
I («moxambIiBaHUE»), €CAN 110 KAaKUM-JIM00 TIpUYMHAM
CyTOUHas 1o3a He Oblla BBEJIEHA;

- TIpU WUCIIOJIb30BaHMU (lIakoHHON Metomuku [1T1
pacTBOp IJIIOKO3bl, AMUHOKMCJIOT, XHUPOBas 3MYJIbCHS
JIOJDKHBI BBOJIUTBCS ITApaUIeIbHO, a HE TIOCJIEI0BATE/IBHO;

- B nepuepruecKkue BeHbl MOTYT BBOIUTHCS TOJIBKO
cnenanbHble pacTBopsl 111 ¢ moMeTKoi1 «T1iepu» 1 XKupo-
BbI€ SMYJIbCUMN.

Opranu3anus HYTPUIMOHHOM NMOIIEPXKKH Ha aMOy.a-
TOPHOM 3Tare JeYeHus

K MOMeHTy BBITIMCKM TTallMeHTa Ha aMOyJIaTOpHOE
JICYeHNE W TIpU HEOOXOAMMOCTH WHULIMALIMUA WJIU IIPO-
nomxkenus DI u/umu I1I1 MeauumHCKas cecTpa Mpo-
BOJIMT COOTBETCTBYIOIICE OOYYCHHE COIPOBOXKIAIOIINX
pebenka mui. OOpamiaeT uXx BHUMaHUE Ha TIpaBUIa
JIMYHOU TUTHEHBI TIPU paboTe ¢ 30HI0M,/TaCTPOCTOMOM,
CHCTEMO# BEHO3HOTO JOCTYIa, OOBSICHSIET U MOKa3hbIBa-
©T TEXHOJIOTUIO TIPUTOTOBJICHUSI, XpAaHCHUS U BBEICHUS
cMeceit, UHCTPYKTUpPYeT 00 aJroputMe ACUCTBUN MHpU
pa3BUTUM HAMOOJIee YaCThIX U TUITMIHBIX KIMHUICCKMUX
CUTyaLlUA.

3akiroyeHne

Hamnexaree yyactve MEIUITMHCKON CECTPBI MOBBI-
maeT 3(ppeKTUBHOCTH U 0€30IMaCHOCTD TPU OCYILIECTBIIE-
HUU JICUeOHOTO MUTAHUS Y HYTPUIITMOHHOM TTOIIEPXKKHU.

Bompocam opraHuzanuy HYTPULIMOHHOM TTOMIEPK-
KA B TPAaHCIUTAHTAlIMOHHOM IIEHTPE MOJDKHO YACTSTHCS
JOTOTHUTEIbHOE BHUMAHKE U OCYIIIECTBISTHCS KOHTPOJIb
Ha OCHOBaHMU CTaHIAPTHBIX ONEPAIIMOHHBIX TIPOLICAYD —
MOKYMEHTAJIbHO O(hOPMJICHHBIX HAa0OPOB MHCTPYKIIUIi/
aJITOPUTMOB TIOILIATOBBIX IEMCTBUI. AZMUHUCTPATUBHOE
3BEHO JICUeOHO-TPOPUIAKTUICCKOTO YUPEKICHUS TOJIK-
HO 3a00TUTHCSI O PETYJISIPHOM OOYYEHUM U TIOBBIIIEHUU
KBAIM(UKALINK MEIUIIMHCKUX CecTep, B TOM YHCIE
B BOIIPOCaxX HYTPUIIMOHHOM MOIIEPKKH.

BaaromapHocTh

Bnarogapio 3a momols B HallMCaHUM CTaTbU PYKO-
BOIMTENS OTAena KinHudyeckoro nurtanuss HUU JOIuT
M. P.M. TopbaueBoit Makcuma AHaTonbeBuya Kydepa
u 3aBenytouiero orneposokom HUUM JOIuT um. P.M. Top-
baueBoit Anekcanapa Hukonaesuua IlBeriosa.
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OT PEJAKLMH
0

Mbl npogom«kaem nybnukauuo B pybpuke «Te, KTO CunbHee Hac» pekomeHJaunii AnA JeTeil, U3NeyeHHbIX 0T 3M0KaueCTBeHHbIX
HOB000pa30BaHuii (MepeBOAMMBIX COTNIACHO TaHAeMHomy AoroBopy ¢ MccnepoBatenbckum rocnutanem Ceatoro Myabl (CLUA) u no
CMeLyanbHOMY pa3peLLeHuo aBTopoB). B 3Tom Homepe peub NOIAET 0 NO3JHMX IPYeKTax co CTOPOHbI OPraHoB Cyxa 1 3peHns. BeayLas
pasgena no nybnukauuu AaHHbIX pekomeHpaumit — rnaeHblil Bpay HUW JOul HMUL owkonoruu wm. H.H. bBnoxuna
k.M.H. Ty3enb MapaToBHa MydraxoBa. Jxkcneptamu BbicTynatT Beaywye cneyunanuctbl HMALL ITOW um. imutpus Poravesa
n AW J0ul HMIALL oHkonorum um. H.H. bnoxuHa no KOHKpeTHbIM HanpaBeHUAM.

Hukonaii Cepreeuy lpauéB — A.M.H., 3aBefytoLLMil OTAENEeHEM OHKonoru 1 feTckoit xupypriuv HMIALL
JTOW um. Imutpusa PoraueBa, 3kcnept B 061aCTIN OHKONOTMM 1 XMPYPIUW TONOBDI 1 LLIEU, YENIOCTHO-NLLEBOI
1 JIOP-xupypruu. B 2006 r. ¢ otnnumnem okoHuun MockoBCKyto MeanumHcKyto akagemuto um. U.M. CeyeHosa
10 CreLanbHoOCTI «ieyebHoe eno, B 2018 . 3aluTin AuccepTaLmio Ha Conckame yueHoli CTeneHu JOKTopa
MEAMUMHCKNX  HAayk Ha  Temy: «KnuHuueckoe 3HaueHme  MUKPOXUPYPrUYeckuX — TeXHONOMWi
N NepcoHNPULMPOBAHHOA peabunutaumn B neyeHun JeTeli ¢ HOBOOOPA3OBAHWAMM TONOBbI U LUew».
H.C. Tpaués sBnAeTca aBTopom 6onee 200 nybauKaLmil B 0TEUECTBEHHBIX U 3apyOeXHbIX M3AAHNAX, 5 NaTEHTOB
Ha n306peTeHns. Hukonaii CepreeBuy — uneH EBpomeiickoil accoumaumm KpaHuodauuanbHoii Xupypruu
(EACMFS), EBponeiickoro puHonoriyeckoro o6LuyecTsa.

«Jlns Hac He cywecmayem «pymuHH020» OHKO0A02UMECK020 3a004e6anus uiu nayuenma. Kaxcoviii pebeHok u aroas
KAUHUMECKAs CUMYayusi, HeCMOMPs HA HAAUYUE CIAHOAPMU3UPOBAHHBIX NPOMOK0A08, Mpe6yiom UHOUBUOYAAbHO20
NAQHA Ne4eHUS U PeaduIumayuu».

TatbAHa JleonnpoBHa YinakoBa — J.M.H., Bpay-o$Tanbmonor, BeAyLuii HayuHblit COTPYAHUK 11 KypaTop
0(TanbMOoOHKOOrMYeCKol rpynnbl oTaeneHna onyxoneit ronosbl U wen HAW A0ul HMUL onkonorum
um. H.H. broxuHa. OcHOBHOe HampaBneHue HayyHo-npakTuyeckol AeatenbHoct TJI. Ywakogoit — 310
pa3paboTka 1 BHeZipeHue MeTOA0B COBPEMEHHOI KOMMNEKCHO 0)TanbMOOHKONOTNYECKOI NOMOLLM AETAM
€0 BCEMU BUAAMU OMyXoNeBblX 3ab0neBaHmil opraHa 3peHua. TJI1. Yiuakosa — aBTop 150 HayuHbIx nybaukavumii
B OTEYeCTBEHHbIX 1 3apybexHbIX XypHanax 1 cbopHukax. TaTbAHa JleoHNZ0BHA — [eACTBUTENbHDIIA UeH
Mex pyHapoaHoro obuecTsa opranbmooHkonoros (1S00), Poccuiickoro oiwectsa fetckix oHkonoros (POJ10)
1 Mex ayHapopHoro o6LuecTBa aeTckux oHkonoro (SIOP). OHa cTaxupoBanach no conpoBOAUTENbHOI Tepanuu
B JIETCKOIA OHKonorun (Hoabpb 1997 1. — depanb 1998 r., Knunuka LUAPUTE, bepnuH, fepmanus); no
WHTpaapTepuanbHoi 1 UHTPABUTPeanbHOl XuMuoTepanuu peTuHobnactombl y Aeteii (Hoabpb 2010 r.,
HawuoHanbHbIi oHKoNornyeckni LieHTp, Tokuno, AnoHus).

«Y demell, nepenecuiux u ycneuwHo u3ne4eHHbIX O OHKOA0UHECKUX 3a001e8AHUlL, MOZYM BO3HUKAMb OMOAAeHHble
0CA0JICHEeHUS U 3a001e8aHUsL OpYeUX 0PeaH08 U CUCMEM, 8 MOM Yucie opeana 3penus. [lpedcmasaennble cnpagouHle
danHbvle 0YO0ym NOAE3HbL He MOAbKO OHKO0A02aM, O(DMAAbMOA02AM U 8pa4am Opyeux cneyudibHocmell, HO 8 NepeyHo
ouepedv pooumensm, demu KOmopbix cmpaoarom OHKONamoAno2uell.

U3 nawux pexomenoayuil evl y3Haeme:

- Kak pabomaiom enasa;

- Kakue mozgym Obimb nPobAeMbl CO CHOPOHYL 21a3 NOCAe MePanuu NAuUeHma ¢ OHK0A0UYeCKUM 3a001e8aHueM,
nepeHeceHHbIM 8 0emCKoM 603pacme;

- KaKoll 8u0 mepanuu yeeauuusaem puck pazeumus 0CA0JNCHeHUL cO COPOHbL 2143,

- KaKoll MOHUMOPUHE PeKOMEHOYemcs 051 8blsl8AEHUS NPOOAEeM CO CMOPOHbL OP2AHA 3DEeHUS U KAK UX AeYUMb».
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TaTbAHa BuktopoBHa lop6yHoBa — K.M.H., CTapLumil HayuHblii coTpysHUK HAW 10ul HMIL, oHkonoruu
um. H.H. brioxiHa, 3KcnepT B 061aCcTy ieueHna 3n0KauecTBEHHbIX OMyXoNei ronoBbI 1 Wwei y aeteit. B 2003 .
TatbAHa BuktopoBHa oKoHuMNa neguatpuyeckinii Gakynsret Poccuiickoro rocyapcTBEHHOr0 MeAULMHCKOMO
yHuBepcuteta um. H.M. Tuporoa, 3atem Tam e obyuanacb Ha Kaedpe OTOpUHONAPUHTONOMUN
1 B akafiemnyeckoli opauHatype HAN 0ul POHL, um. H.H. broxuna. OcHOBHbIMI HayuHbIMIN HanpaBaeHNAMM
pabotbl TaTbAHbI BUKTOPOBHBI ABNAKTCA U3yueHINe NeueHNA CapKOM FO0BbI U LLel, paka HOCOTNOTKN Y fieTeil,
T.B. fopbyHoBa — aBTOp 60nee 20 HayuHbIX TPyA0B, ONY6NNKOBAHHDIX B HayUHbIX XypHanax. UneH Poccuiickoro
obLecTBa CneynanuctoB no omyxonam ronosbl v weu, POJO. Mpowna obyueHne no UHEKLMOHHOMY
KoHTponto B oHKoneguatpuu B CLLUA B 2020 T.

«baazodaps couemannomy npumeneHur paznutHbIX 1e4e0HbIX 100X0006 3a nepuod 1965— 1981 ee. yoanocs nosvicums
8bLIICUBACMOCb Oemeli CO 310KauecmeeHHbiMU 3abonesanusmu ¢ 10 do 70 %, a npu Hexomopwix onyxoasx u 0o 98 %.
B c6s3u ¢ bicoKuMU NOKA3AMENIMU BbIICUBAEMOCHU 0CO00€ BHUMAHUE 00PAUEHO HA COXPAHEHUEe Ka4eCmea JHCU3HU
usneyeHHolx nayuenmos. Eeo nodoepycanue — coemecmuas 3adaua 0emcKux oHK010208, neduampos u pooumeneil.
Hugpopmuposanue o 603MONUCHBIX PUCKAX U NOCACOCMBUSX CHEUUANBHOO AeHeHUS HANPABAECHO HA YCMAHOBAeHUE 83a-
UMONOHUMAHUS MeXcdy pOOUMENsIMU U 8paHamu, a makice Ha NosvluleHue 0C6edOMAEHHOCMU 8 0NPOCAX NPoPuaaK -
MUKU U CAMOKOHMPONSL.

bopuc CepreeBuy lNepiunt — Bpay-odpTanbMONOr-XMpypr 0TAENEHNA OHKoONOrM 1 AeTckoil xupypriav HMIL|
QITON um. Imutpua Porauesa, skcnepT B 06nacTv 3aboneBaHnii rnasHoro A6m0Ka U ero NpuAATOYHOro
annapara. B 2006 r. okoHuun Poccuiickuit HauMoHaNbHbIR UCCNefoBaTeNbCKUIT MEANLMHCKINI YHUBEPCUTET
um. H.W. Tiuporosa no cneumanbHocTi «neguatpus». OCHOBHbIM HanpaBneHUeM HayyuHoli paboTbl bopuca
(CepreeBnya ABNAETCA U3yyeHue 3aboneBaHnii masHoro A6N0Ka 1 ero NPMAATOUHOTO annapara y AeTeli o
3/10KauecTBeHHbIMI 3aboneBaHuaMu. bopuc CepreeBuu [lepwmH — aBTop 46 HayuHbIXx MybnuKauwii
B 0TeYECTBEHHbIX U 3apyOeXHbIX U3AaHMAX. [IPOBOANT XUPYpriyeckine BMELLATeNbCTBA, HaNPaBeHHbIe Ha
NeyeHre KatapakTbl, rMayKoMbl, KOCOrNa3na W BUTPeOpPeTUHaNbHOI natonoruu. Paspabotan u BHeapun
B KNUHUYECKY0 NPAKTMKY NPOTOKOMbI AUArHOCTUKN U NIeYeHUA LUTOMEranoBupycHOro peTuHuTa y aeteil,
nepeHecLUnX TPAHCNAAHTALI0 reMON03TYeCKIX CTBONOBbIX KNETOK.

«Y demelil, nepenecuiux 310Ka4ecmeeHHole 3a001€6aHUSL, MOCYM PA3BUBAMbCS NOPAJICEHUS 2AA3H020 A0A0KA, NpU-
600sUUe K CHUMICEHUIO 3peHUs. JIns yayHuleHUs KaYecmea ux JICU3Hu 4acmo ovieaem HeobXoouma 3pumenvHas peaou-
AumMayus, nposedenue Komopou 16A51emcs a0CoAMHO PeanbHoll, 00HAK0 MHo2ue 00 3mom He 3Harom. S dymaio, umo
pexomenoayuu Oydym noaesHvl Kak 045 pooumeneii mex demeil, KOMopble NepeHecau 310Ka4ecmeeHHble 3a004e8aHuUs,
max u 05 epaueii-opmanbmon0208, Komopvle pabomaiom ¢ OaHHbIM KOHMUHREHMOM NAYUEHMO8».
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Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

Mo3nHue 3thhermbl CO CMOPOHDLI OPraHoB cnyxa u 3peHus™

Asmoput nepesooa: I'. M. Mypmaxosa, H.C. [pauée, T.JI. Yuaxosa, T.B. lopoynosa, b.C. [lepuiun

Konmaxmmuuie oannvie: Iyzenv Mapamosna Mygmaxosa muftakhova@mail.ru

Jannas paboma noceéaweHa aHaiu3y npoonem, CéA3aHHbIX ¢ OP2AHAMU CAYXA U 3PEHUS, Y NAUUCHMOB, NePeNCUBUIUX 310KAHECMECHHOE
H08000pazosanue 6 demckom eospacme. Paccmompervl 0CHOBHbIE 30001€8aHUS U NAMOAORUMECKUE COCMOSHUS, KOMOPble MO2YM Pa36u-
samvcs 6 0anHoU nonyasyuu. ONUCAHbL PUCKU PA38UMUS NAMOAOLUMECKUX USMEHEHUL CO CHOPOHbL OP2AHO8 3DEHUS U CAYXA, AeHCHUEe
u npoguaakmuxa. OmoeabHo NPOAHAAUUPOBAHbI BONPOCHL KAMAPAKMbL, KOCO2AA3US, AMPOPUU CAE3HbIX NPOMOKOS, NOMepu CAyXd

u MHo2ue dpyeue.

Karouesvie caosa: enasa, ywu, cayx, 0emu, 3/10Ka4ecmeeHnoe Hoeooﬁpasoeaﬁue, Kamapakma, Kocoeaasue, amp0¢u;1 C/NE3HbIX NPOMOKoes,

myaoyxocmy

Late effects of the organs of hearing and vision*

The authors of the translation: G.M. Muftakhova, N.S. Grachev, T.L. Ushakova, T.V. Gorbunova, B.S. Pershin

This work is devoted to the analysis of problems associated with the organs of hearing and vision in patients who survived a malignant
neoplasm in childhood. The main diseases and pathological conditions that can develop in this population are considered. Risks of the
development of pathological changes in the organs of vision and hearing, treatment and prevention are described. The issues of cataracts,
strabismus, atrophy of the lacrimal ducts, hearing loss and many others are analyzed separately.

Key words: eyes, ears, hearing, children, malignant neoplasm, cataract, strabismus, tear duct atrophy, hearing loss

CoxpaHUTb 370pOBbe A3 MOCJE JieYeHHs MalueHTa
C OHKOJIOTHYECKUM 3200JIeBAHIEM B IETCKOM BO3pacTe

Bnaromapst 3penuto 4yenoBek BocrpuHumaer 80 %
nH@opMaiu 06 okpyxatoieM mupe. CHIKeHUE 3peHUs
MPYBOIUT K 3HAYUTEIIbHOMY YXYIAIICHUIO KAYECTBA KU3HU.
JleyeHre OHKOJOTMYECKUX 3a00JIeBaHUII YacTO COMPOBO-
KIaeTcsl pa3BUTHEM BTOPUYHBIX OCJIOKHEHMI CO CTOPOHBI
3pUTeNIbHOTO aHanm3atopa. OHU MOTYT OBITh CBS3aHBI
HETIOCPEICTBEHHO C OIMYyXOJIEBBIM ITPOIIECCOM U TIPUBOIUTH
K HapylIeHWIO0 TPO(GUKHM TIIAa3HOTO sS10J10Ka, MOBPEXKICHUIO
3pUTEIBHOTO HEpBa WIM WHTPaKpaHWAIbHBIX CTPYKTYD,
TaKuX Kak JiaTepaabHOe KOJICHUYATOE TEJIO WU 3pUTEIbHAS
KOpa TOJIOBHOT'O MO3Ta, a TaKKe K HApYIICHUSIM IJ1a30/IBU-
rateJibHbIX (PYHKIMII Kak CJIEACTBUE TIOPaKeHUS siaep
[JIa30[IBUTaTeIbHOTO, OOKOBOTO WMJIM OTBOISILIETO HEPBOB.
IToMuMO 0003HAYEHHBIX BBIIIE, BCTPEUYAIOTCSI OCIOXK-
HEHUS, HEIOCPEACTBEHHO HE CBSI3aHHBIC C OITYyXOJEBBIM
nporeccoM. Beicokue 10361 00IydeHusT Ha 00JIacTh Yyepe-
Ma, I1a3 WIA TJIa3HULBl (OpOUTHI) B IIPOLIECCE TepaIruu
OHKOJIOTUYECKOTO 3a00JIeBaHUSI B IETCKOM BO3pacTe MOTYT
MPYBECTH K XPOHUIECKMM OCJIOKHEHUSIM CO CTOPOHBI TJ1as3.
Pamunoitoarepanus u XpoHUYeCcKast peakilusl «TpaHCIUIaHTaT
npotuB xo3suHa» (PTTIX) (kak *MMYHHBIIi OTBET, KOTOPbIA
MOXET Pa3BUTKLCS MOC/IE TPAHCIUIAHTALIUKM KOCTHOTO MO3Tra
(TKM) nm CTBOJIOBBIX KJIETOK) MOTYT TaKKe IOBJIUSThL Ha
3M0pOBBE IJ1a3. Tak Kak 3peHHre MMEET OTPOMHOE BIIMSTHUC
Ha TIOBCEIHEBHYIO XXM3Hb, TO MAlIMEHTaM, U3JICYCHHBIM OT
OHKOJIOTUYECKOTO 3a00JIeBaHMSI B ICTCKOM BO3pacTe, KOTO-
pBIC TIONTyJaIi TaKue BUIBI TEPaIMK, HEOOXOIMMO TIPOBE-
PSITh 3pEHIE PETYIISIPHO.

Kak pa6oraror rmaza?

[1a3 sBnsieTCS yOMBUTEIBHBIM OPTaHOM, ITO3BOJISIIO-
IIMM CBETY MpeBpaIiaThCs B UMITYJIbCHI, TIepeaaBacMble
B MO3I, Ilie BOCIIPMHMUMAaETCS M300paxeHue. Iaza pac-
roJjlaraloTcs B 00JacTU 4yeperia, M3BECTHOM Kak opbuma
vy ria3Huia. TOHKMI CJIO TKaHU, Ha3bIBaeMbIil KOH®-
FOHKmMueoli, TIOKPhIBAeT U 3alllMIIAcT Tja3a U BHYTPEH-
HIOIO TOBEPXHOCTD BeK. Clie3bl BbIPaOATHIBAIOTCS CAC3HOU
Jiceaesoli, PaCIlOOXEHHOW B BEepXHE-HAPYXKHOM OTHeJe
IJIa3HUIIBI, HAaJl IJIa3HBIM s10J10KoM. Clie3bl, OMBbIBas Ij1a3,
00ecreynBarOT CMa3Ky 1 CTEKalOT B KPOILICYHBIM KaHal Ha
BHYTPEHHEM YTIJIy TJla3a, Ha3bIBaCMbI C.1e3Hblil NPOMOK.
CBeT IPOHMKAET B IIa3 Yepe3 MPO3payHy0 O00JIOUKY —
pozosuy, KOTopasl IIPeJIOMJISICT CBET U IMTOChIIACT €T0 uepe3
BJIary MepeaHeil KaMephl Ila3a B OTBEPCTHUE, U3BECTHOE
Kak 3pavyok. 3pavyoK KOHTPOJMPYET KOJIMYECTBO CBETA,
MOMAaaaroIIero B I1a3. 3pauoK MOXKeT MPUCIIOCadIMBaTh-
cs TI0 pa3Mepy W IIpU TYCKJIOM CBETE OBITh IITMPOKUM,
a IIpu SIPKOM — y3KMM. 3a 3pauKOM HaXOIUTCS JTMH3A TJ1a-
3a (XpycTalluK), KoTopas (hOKyCHUpYeT CBET Ha ceTdyaTKe,
caMoil BHYTpeHHell 00oj0uke riaza. HepBHBIE KileTKU
CeTYATKM MEHSIIOT CBET Ha 3JIEKTPUUYCCKUE HMITYJIbCHI
¥ TIOCHUTAIOT UX TI0 3pUmeabHOMYy Hepay B TOJJOBHOI MO3T,
rIe BOCIpUHUMaeTcs u3oopaxenue. Korna aunza cmarno-
GUMCA MYMHOU U3-30 KAMAPaxmot, N300pakeHUe, TOCTaB-
JISIEMO€ B CETYATKY, CTAHOBUTCS pa3MBITHIM.

Kakue mMoryt ObITh MP00JIEMbI CO CTOPOHBI IJIa3 MOCE
Tepanuu y NANMEHTA C OHKOJIOTMYECKHM 3a00JieBaHUEM,
niepeHeceHHbIM B JIETCKOM Bo3pacTte?

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

Ceamoeo Hyovi (CIIIA) u no cneyuanvnomy paspeuienuro agmopos.
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Kamapakma — 3To TOMyTHEHUE XpyCTajuKa, IIpU
9TOM CBET HE MOXET IPOXOIUTH B IJIa3 CBOOOIHO, UTO
MOXKET MPUBECTU K 3aTyMaHUBAHUIO B30pa U CHIDKCHUIO
OCTpOTHI 3peHus. OOILIMEe CUMIITOMbI KaTapaKThl BKITIO-
yaloT 0e300JIe3HCHHOE pa3MbITOC 3pEHME, CHUXKCHME
SIPKOCTH CBETOBOCHIPUSITHS, TTOBBIIIIEHHYIO YyBCTBUTEIb-
HOCTB K CBETY, IUIOX0€ HOYHOE 3peHNe, 00ecIIBeUYBaHUE
WIN TIOXKENITeHNE 1IBETOB, HEOOXOIMMOCTD YaCTO MEHSITh
pelLenTsl Ha OYKW WM JUH3BL. Ecim y mereii crapiiero
BO3pacTa M Yy B3POCJBIX CHIKEHHE 3pEeHHUs M3-3a Kara-
PAKTBI HOCUT 00paTUMBII XapaKTep, TO Y AeTeH MJIaIIIEro
BO3pacTa IOMYTHEHME XpycTajludKa 3a4acTylo HapyllaeT
pa3BUTHE 3PUTEIHHOIO aHAJIM3aTOpa M HECBOEBPEMEH-
HOe JieYeHME KaTapaKThl MOXET IPUBECTU K Pa3BUTHUIO
amomonuu. DPPeKTUBHOE JIedeHNe KaTapaKThl — TOJIb-
KO xupypruyeckoe. Omnepaius 3aKI04aeTcs B yIaleHUN
MYTHOTO XpYCTaJIMKa M YCTaHOBKE BMECTO HEro HCKYC-
CTBEHHOTO, KOTOpPBI pPacCYMTHIBACTCS II€PCOHAIBHO
IIJIS KaXIoro yejoBeka. Bormpoc 00 omepaiuu pernaeTcs
B UHAWBUIYaJIbHOM TOPSIAKE.

Kocoeaasue. 3noxkadyecTBeHHBIE HOBOOOpa30BaHUS
(B3HO) neHTpaibHOI HEPBHOM CHCTEMBI (OMyXOJb Yep-
Bs1 Mo3xeuka 1 IV keaynouyka roJJoBHOro Mo3ra) o4eHb
JacTO OCJIOXKHSIIOTCSI KOCOIJIa3MeM BCJIEACTBUE MOpaKe-
HUS SIApa OTBOIAIIECTO HEepBa, YTO MPUBOAUT K Iapajiy-
TUYECKOMY KOCOIVIa3UI0 C HapylIeHWEeM BO3MOXHOCTHU
OTBEACHUS TIJlaza B CTOpOHY. [ToMMMO KOCMETHMYECKOTo
nedekTa cTpamaeT 3pUTeIbHOE BOCIPUSTHE BBUAY TOTO,
YTO MO3T MOJydaeT 2 pasHbIX M300paxkeHus. Y aereit
MJIAIIIETO BO3pacTa 3TO MPUBOIUT K YXYAIICHUIO 3pSHUS.
[Mocne pocTuXeHUsT PEMUCCUU OCHOBHOTO 3a00JIEBAaHMS
BO3MOXHO XMPYPrUIecKoe JIeueHnue KOCOTIa3usl.

Cunopom «cyxoeo eaaza», uau Kcepopmaavmus, — 310
CYXOCTb TIJIa3, BbI3BaHHAsl YMEHbIIICHUEM IPOAYKIIUU ClIe3
n3-3a O0JydeHUus] WM BciencTtBue xpoHumdeckoir PTITX.
CuMIITOMBI BKJTIOYAIOT YyBCTBO MHOPOIHOTO Teja, IOKpac-
HEHUeE TJ1a3a 1 OLIYIICHUS XCKeHUs, CIe30TeUeHre, CBEeTO-
00513Hb, 00JICBbIC OLIYIICHUS MPU 3aKallbIBAHUU KaTleb.

Ampogus cae3HviX npomoxkoé — CyXeHUE CIE3HOTO
MMPOTOKa, II0 KOTOPOMY CTEKAIOT CJIe3bl OT IJ1a3. ATpodus
CJIE3HOTO KaHajla MOXEeT IIPUBECTH K ITpodIeMaM C YBeJI-
YEHMEM CJIE30TeUCHHUS. DTO MOXET OBITh BBI3BAHO JIyue-
Boit Tepanueit (JIT) Ha obGnacTh a3 wiuM OpOUTHI WK
panuoiioarepanuei ('), mpuMeHseMOi Ipu JeYeHUU
paka IIUTOBUIHOM XKEJIE3bI.

JIpyrue npo0JieMsl ¢ LIa3aMu

HwuxeonucanHble mpoOJieMbl ¢ TJla3aMy MeHee pac-
IPOCTPAHEHbI M OOBIYHO BCTPEUYAIOTCS Y M3JICYCHHBIX
MaLMEHTOB OT OHKOJIOTMYECKOro 3a00JIeBaHuUsI, KOTOPbIE
moyJyanu Bbicokue no3bl JIT mpsiMo Ha 061acTh IJ1a3 WK
OpOUTHI.

Thasnas eunonaasus (cybampogpus) — Hepa3BUTHE TJia-
3a U OKpyXXawIlux TKaHei, BcaeacTsue JIT Ha obnacTh
IJ1a3a Uil OpOUTBI. DTO MOXET MPUBECTU K MaleHbKUM
pa3mepam I1asza Ujiu OpouThI.

Anopmaasem — 3amamaroliee IMOJOXKEHUE TIJIa3HOTO
s6;10Ka B opouTte B pesynbrare JIT.

Kepamum — BocmiajieHre pOrOBUIIBI C HAPYIIICHUEM €€
MPO3PaYHOCTU. DTO MOKET BHI3BATh 00JIb U CBETOOOSI3HD
Ha TIOBEPXHOCTH TIJla3a U IOBBIIICHHYIO CBETOYYBCTBU-
TEJbHOCTb.

Teaeaneuosxmaszuu — pacliMpeHUe KPOBEHOCHBIX
coCyzIOB Ha Oestoii yacTu ria3a. OOBIYHO CUMIITOMOB HET,
HO MHOTA UX MOSIBJIICHNE BhI3bIBACT OECIIOKONCTRBO.

Pemunonamus — moBpexneHue ceTyaTKu (BHYTPEH-
Helt 000JIOUKM TJaza), IIe 3puTesabHas HHbOpMaIus
MEePexXOauT OT IJ1aza B MO3r. CaMblii pacIpoCTpaHEHHbIM
CUMMNTOM PETUHOMNATUM — 0e300JIE3HEHHOE CHUXXEHHE
3pPEHUS BIUIOTH 0 €T0 IMOTEPH.

Maxkytonamus — TOBpeXXIeHNE XKEJITOrO IISITHA IJa3a
(00yacTh LIEHTPAJIbHOTO 3peHUs] B ceTyaTKe), KOTOpoe
MOXET IIPUBECTU K CHIKCHUIO U TIOTepe 3peHUs.

Heiiponamus xuasmvt (nepexpecm 3pumensHvlx Hep-
606) — TIOBPEXICHUE HEPBOB, KOTOPHIE MOCHIIAIOT 3pU-
TeJIbHYI0 MH(pOpPMaIUIO OT Iia3a K MO3TY. DTO MOXKET
MPUBECTU K TIOTEPE 3pEeHUs.

Ampogus 3pumeavrnozo Hepea (om HaxaivHoi 0o noa-
HOIl) — TIPOSIBIISICTCST CHMKEHUEM 3PEHUSI, TUCK 3PUTEIIb-
HOTO HepBa IPU 3TOM ITOCTEIIEHHO OJIETHEET 1 CO BpeMe-
HEM CTaHOBMTCS OEJIOro 1IBeTa.

Thaykoma — MOBBIIIEHHOE BHYTPHUIJIA3HOE JaBJICHMUE.
DTO MOXET MOBPEIUTh 3pUTEIbHBIN HEPB, B pPe3yJbTaTe
Yero BO3MOXKHA TOJIHAS ITOTePsT 3peHUSI.

Kaxkoit 6u0 mepanuu yeeauuueaem puck pazeumus
0CA0MCHEHUTl O CMOPOHbL 24a3?

« JIT B mo3e 30 Ip (3000 cIp/pam) unu BeIlIe HA HUXKE-
OIMCaHHbIE 00JIACTH YBEJIMYMBAET PUCK PA3BUTHUS IIPO-
0J1eM CO CTOPOHBI TJ1a3:

- TJ1a3a;

- opOuTa;

- TOJIOBHOM MO3T (KpaHHUAJIBHOE).

*  Jlpyrue ¢hakTopbl, KOTOPbIE MOTYT YBEIUYMUBATh PUCK
Pa3BUTHS HEKOTOPBIX ITPOOJIEM CO CTOPOHHI IJ1a3, BKIIO-
YaloT:

- pamguoiioarepanus (') mpu pake IIUTOBUIHOMN
KeJie3bl (YBEIUIMBACT PUCK Pa3BUTUS aTPOMUN CIE3HBIX
TIPOTOKOB);

- xpounueckast PTIIX B pesynsrate TKM, mynoBuH-
HOI KPOBM WJIM CTBOJIOBBIX KJIETOK (YBEJIMYMBAET PUCK
pa3BUTHUS KCepOPTaTbMUN);

- caxapHbIit TuadeT (YBeIMIMBAET PUCK Pa3BUTHUS IIPO-
0J1eM ¢ BOBJIEUEHUEM CETYATKU U 3pPUTEJIbHOTO HEPBA);

- BBICOKO€ apTepualibHOE AaBicHMHE (YBEIUUMBACT
PUCK pa3BUTHUS HEMPOIIATUY X1Ua3MBbl);

- (bakTOpBI pUCKa IS Pa3BUTHUS aTPODUU 3PUTEb-
HOTO HEepBa: JIUTEJbHOE CAABJICHME 3PUTEILHOIO HepBa
OITyXOJIbI0, XMPYPrUYecKue BMeIlaTebCTBa MpU yaajie-
HMU OITYXOJIU, CIABJIMBAIOIIEI 3pUTEIbHbBINA HEPB;

- 4acTO€ BO3/IEIICTBUE COTHEUHOTO CBeTa (yBEIMYMBa-
€T PUCK Pa3BUTUS KaTapaKThl);

- HEKOTOphbIe XMMHOTEepareBTUYECKUE IIperapaThl,
TakKyde KaK aKTUHOMHUIIMH D M moKCOpyOUIIMH, KOTOPhIE
MOBBIIIAIOT PUCK PAa3BUTHS MPOOJIEM CO 3pEHUEM TIPU UX
HazHayeHuu BMecTe ¢ JIT.
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Kaxkoii MOHUTOPUHT peKoMeHIyeTCs?

OcMoTp BpayoM-0(TaIbMOJIOTOM 10 MHIWBUIYaTb-
HOMY I'padUKy peKOMEHIYETCSI BCEM, Y KOTO:

- OIIyX0JIeBOE MOpaxKeHHUeE IJ1a3a, OPOUTHI U CMEXHBIX
00J1acTeil, B TOM 4uCIie MapaMeHUHIeabHbIX, U C UHTpa-
KpaHUaJIbHBIM POCTOM OIYXOJIM;

- obta JIT Ha o6macTh roJIOBHOTO MO3ra, Tjla3a Wiu
opoutsl. Beisisnena PTIIX (B pesyasrate TKM, mymno-
BUHHOI KPOBU WJIM CTBOJIOBBIX KJIETOK).

B HeKOTOpBIX CiIydasiXx MOXET OTPeOOBATLCSI HEMEI-
JIEHHOE HallpaBjeHue K Bpady-o(pTalbMOJIOTy. DTO 00sI-
3aTeJIbHO MPU CICAYIOIINX CUMIITOMAX:

- 3aTyMaHMBaHKE 3PEHMUSI;

- IBOGHUE TIPEAMETOB;

- BbIMaZicHUE T10JIs 3peHUs (ClIeTble TSITHA);

- CBETOOOSI3Hb ¥ YYBCTBUTEIBHOCTD K CBETY;

- IUIOXO€ HOYHOE 3pPEHUE;

- IOCTOSIHHOE pa3ipaskeHue OBEPXHOCTH IJ1a3 UM BEK;

- Ype3MepHOe CJIe30TeueHe/HaMOKaHUE [J1a3;

- OoJb B TJ1a3ax;

- CYXOCTb IJ1a3.

Kak jeuntb nmpo6siemsl riia3z?

Kamapaxma. He Bce KaTapaKTbl HEOOXOIUMO JICUUTD.
Bo MHormnx ciyyasix oTaabMOJIOTM MOTYT TIIATETEHO KOH-
TPOJMPOBATH 3peHKE B TeUEHUE MHOTHX JIET ¥ OYIyT peKo-
MEHI0BaTh OIEPaINIo, KOTIa B Heii OyeT HeoOXOIUMOCTb.

Thasnaa eunonaasusa. OObIYHO He TpeOYeT JIEUEHUS.
B TsKenbix cirydasix BO3MOXHO BOCCTAaHOBJIEHUE KOCTHO-
TO CKeJieTa BOKPYT IJia3a.

Anogpmansom. MoXeT UCOIB30BATHCS TLIACTUYECKAS
XUPYPTUST JJIsl PEKOHCTPYKITUU OPOUTHI.

Ampogus cae3nvix npomoxos. MoXeT OBITb UCIIONb-
30BaHa XMPYpruyeckasi ornepamusi B LeJsIX paclIupeHust
CHUCTEeMBI CJIE300TBEICHMSI, €CJIU TTPoGJIeMa CIe300Taee-
HUSI SIBJISIETCST 3HAYUTETbHOI.

Kcepopmaavmua. JleyeHue CyxoCcTH TIJja3 BKJIIOYa-
eT B cebsl yacTtoe HCII0JIb30BaHME MCKYCCTBEHHBIX Cle3
(T7a3HBIX Karlelb) WM Mas3eil IS YBIaXKHEHUST TOBEpPX-
HOCTH J1a3. B TsDKeIbIX cltydasix cuctema cie300TaeIeHUsT
MOXET ObITh 0JIOKMpPOBaHA C MOMOILBIO XUPYPru4ecKoi
onepaluu, YTo0bl CHU3UTH CJIE300TACTICHUE OT TJIa3.

Kepamum (mpoguueckuii). PexomeHmyeTcsl dacToe
WCIIOJIb30BaHKME UCKYCCTBEHHOM Clie3bl (I1a3Hble Karlin)
WJTY Ma3eil, YBIaXHSIOIIMX MOBEPXHOCTH r1a3. [1inactuka
MyTeM BPEMEHHOTO TOTIPYXXEHMSI POTOBUIIBI IO COO-
CTBEHHYIO KOHBIOHKTUBY U Oiedapopadus (cClumBaHue
BEK) IJIs1 YaCTUYHOTO WJIM TOJIHOTO 3aKPbITUS TJIa3HOM
LIEJIN MOXKET CITIOCOOCTBOBATH 3a3KUBIICHUIO.

Kepamumoi, 6évt136annvie unghexyueii, nedatcsi ¢ TIOMO-
IIbI0 AaHTUOMOTUKOB B TJIa3HBIX KaILIsIX UM Massix. Peako
HEoOXOAUMO XHUPYPruIecKoe 3aMellieHue (TpaHCIIaHTa-
1I1ST) POTOBUIIBI.

Teaeaneuosxmasuu. Jleuenue He TpedyeTCs.

Pemunonamus uau maxyionamus. I1lpu peTuHOTIATUN
MOXET paccMaTpuBaThCs JieueHHe JazepoM. TpebyeTcs
JlazepoJsiedeHre Ui GoToKoaryssius.

Heiiponamus xuasmot. Het neueHus.

Kak M0oKHO 3aIIMTHTD CBOE 3peHne?

BaxHo 3amuinaTh BalliM Ijla3a HE3aBUCHMMO OT TOTO,
€CTb JIM Y BaC PacCTPOMCTBA, CBI3aHHbLIE C TEpAIMEH, WK
HeT. Mepbl MpPeaoCTOPOKHOCTH, KOTOPBIE BbI MOXKETE
HCITOJIb30BaTh:

- HOCUTb OYKHM C 3allUTON OT yabTpacduojera Mpu
SIPKOM COJTHIIE;

- IpMHUMAasl yJ4acThe B CIIOPTUBHBIX COPEBHOBAHMSIX,
00s13aTe/IbHO BBHIOMpANTe 3alIUTHBIC OYKH, MOIXOISIINE
ns criopta. Oukuy, HameBaeMble IJISI CIIOpPTa, JOJKHBI
OBITH HaJIeXallMM O0O0pa3oM MOJOOpaHbl BpayoM-o@-
TaJbMOJIOTOM;

- n30eraiiTe Urpyiiek ¢ OCTPHIMHU, BBICTYHAIOIIUMU,
BBIIBUTAIOIIMMMCS YACTSIMMU;

- HUKOTIa He urpaite ¢ deiiepBepkaMy I JIOOBIMU
BUJAMU CBEPKAIOIIMX MPEIMETOB, YTOO M30€XaTh Ciy-
YaliHBIX NOBPEXICHUIA;

- OyIBTE OCTOPOXKHBI IMPU PabOTE C OMACHOI OBLITOBOIA
XUMUEH;

- WCTIOJIb3YIUTE 3aIllUTHBIC OUKM MPU MCITOIb30BAaHUU
ra30HOKOCWJIKY U TIpU paboTe ¢ ONacHbBIM 000pYIOBaHU -
€M B MaCTEPCKOM;

- B CJIyyae MOJIyYeHUs TPaBMBbI IJ1a3a He3aMeUIUTeIb-
HO 00paTUTEeCh K Bpauy.

KarapakTa nociie ie4eHns1 OHKOJIOTHYECKOro 3a0071eBa-
HMS B IETCKOM BO3pacre

[Tpu neyeHNM OHKOJIOTMYECKOT0 3a00IeBaHMS y ALV -
€HTa B IETCKOM BO3pacTe MHOIAA TPeOyeTCsl UCITOIb30Ba-
HUE JeKapCTBeHHbIX IpernapatoB win JIT, Koropbie MOryT
YBEJIMYUTh PUCK Pa3BUTHsI KaTapakKThbl. Tak KakK 3peHMe
HMMeeT 3HAUUTEIbHOE BJIMSHUE HA TTOBCEIHEBHYIO KU3Hb,
TO M3JIEYECHHBIM OT OHKOJIOTMYECKOTo 3abo0JieBaHUs
MalueHTaM, KOTOpble IOJy4ald IOA00HYI0 Teparuio,
OYEHb BaXXHO PEryJIIpHO IIPOBOAUTH IIPOBEPKY 3PEHMSI.

Ymo maxoe kamapaxma?

Kartapakta — 3T0 IOMYTHEHME HOPMAaJbHOIO IIPO-
3pavyHOro Xpycrajiuka riasa. Karapakra yacTo pa3BuBaeT-
Cs1 OUEHb MEJIJICHHO, HO TaK KaK ITIOMYTHEHME YBEIMYMBa-
€TCs1, 3pEHUE CTAHOBUTCSI BCE XYXKeE.

Cumnmombol Kamapaxmol

OO011Me CUMIITOMBI KaTapakKThl BKJIIOYAIOT 0e300/1e3-
HEHHOE Pa3MbITOE 3peHUe, CHIUKEHUE SIPKOCTH CBETOBOC-
MPUSITUSI, IIOBBIICHHYIO YYBCTBUTEIHLHOCTD K CBETY, ILJIO-
X0€ HOYHOE 3peHKe, 00eCLiBeUMBAHUE MU IOXKEITCHUE
LIBETOB, HEOOXOAMMOCTD YACTO MEHSITh PELIENThl Ha OUKU
WIN JIMH3BL.

Kaxoii 6uo npomusoonyxo.aeeoii mepanuu yeeauvusaem
PUCK pazeumus kamapaxmot?

* Hexkorophble JJeKapCcTBEeHHbIE IIpenaparhl:

- Oycyavpan;

- Kopmuxocmepouodbl, TaKe KaxK IPeIHU30JIOH U K-
CcaMeTa30H;

e JITHa cienyooune o0JacTu:

- I71a3 ¥ OKpYyzKalolre TKaH! (OpOUTaTbHOE O0TyUeHHE);

- TOJIOBA WJIM TOJIOBHOM MO3r (KpaHUalbHOE 00JIyde-
HUE);

- TotajbHoe obsryyeHue tena (TOT);
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*  Puck pazeumus xamapaxmo! yeeautueaemcsi c:

- BBICOKMMM J03aMU OOJTYYCHMS;

- YaCThIM BO3[EMCTBUEM COJIHEYHOI'O CBETA;

- C TeYEHMEM BpeMEeHU (ITUTEeIbHAS TePaITHs).

Kaxue pexomendayuu no monumopuney cyuwecmeyrom?
« IIpoBoguTh oOcCnenoBaHME TJ1a3 KaxKIblii TOJ BO Bpe-
MsI PETyJISIPHBIX IIPOBEPOK.
* KoHcynbTupoBaThcsl € BpadyoM-0(TalIbMOJIOIOM,
€XEeTroIHO IPOBOAUTDL IIOJIHYIO IIPOBEPKY 3pEHMS, €C/Iu
y Bac ObUIM MCIIOJIb30BaHbI:

-TOT;

- Beicokue o35l (30 Ip mmu 3000 clp/panm nim BhIIIe)
JIT Ha 00J1aCTb TOIOBHI, TOJIOBHOTO MO3Ta WJIX IJ1a3;

- OIIyXOJIEBOE ITOPaKeHME IJ1a3,
« Kaxnple 3 roga, ecim y Bac ObUTH UCITOJIb30BaHbI HU3-
kue 10361 JIT.

Kax aeuumo kamapaxmy?

KarapakTy Hanmo neuuThb He Bcerna. Bo MHoTMX ciiyva-
SIX Bpay-0(PTaJIbMOJIOI MOXET TILATEJIbHO KOHTPOJIMPO-
BaTh 3peHUE Ha MPOTSIKEHUM MHOTHUX JIET U OyIeT peKo-
MEHIOBaTh TePaIMio, KOraa BOSHMKHET HEOOXOIMMOCTD.
EnvHCTBEeHHbBI METO/I JIEYCHUsI KaTapaKThl — 3TO XUPYP-
rMYecKoe yaajleHue XpycTaanuka 1 3aMelleHUe ero NCKyC-
CTBeHHBIM. Ha ceromHsIIHU AeHb JieueHue (orepariysi)
KaTapaKThl — 3TO MaJIOMHBA3MBHAasl IpoLeaypa (HU3KOro
prcKa), KoTopasi MOXET OBITh IIpOBeIeHA B aMOyJIaTop-
HbIX YCJIOBUSIX U 3peHKUE 00OBIYHO BOCCTAHABIMBACTCSI.

IIpodunakTHKa CHIZKEHHS CIyXa Y JeTeil C OHKOJIorHde-
CKHMH 3200/1€BAHUAME

CoBpemeHHbIe NPOTOKOJBI jedeHuss 3HO y nereit
BKJIIOYAIOT JieKapcTBeHHoe JieueHue, JIT u xupypruye-
CKO€ yHaJieHue OIlyxoju. biaromapst coueTaHHOMY IIpU-
MEHEHUIO pa3M4YHbIX JIEYeOHbIX ITOAXOAOB 3a IEPUOI
1965—1981 rr. ymajaoch MOBBICUTh BbDKMBaeMOCTb ¢ 10
10 70 %, a mpu HEKOTOPBIX OIyxoysiXx — 10 98 %. B cBs-
31 C BBICOKMMM I1OKa3aTeJsIMU BBDKMBAEMOCTH 0C0O00e
BHUMaHMe OOpallleHO Ha COXpaHEeHWE KauyecTBa XKU3HU
M3JICYCHHbIX MalueHToB. K coXajleHMI0, HEKOTOpbIe
XUMUOTEpAIlleBTUYECKUE, JICKAPCTBEHHbIE  Iperapa-
Thl pa3auuHbix rpyni, JIT MOryr mpuBoauTh K MOTEpe
ciyxa. PacrmonoxeHue omyxojin BOJM3M OpraHa ciyxa
WM HEIMOCPEACTBEHHAS CBSI3b C YXOM TakKKe MPUBOMIST
K TYroyxocTH. TyroyxocTb MellaeT IOBCEIHEBHOM KU3HU.
[ManueHTaM 1OC/Ie IPOBEACHUSI MPOTUBOOIYXOJEBOIO
JIeUeHUsT HeOOXOAUMO TIpOBePsSIThH ciiyX. CBoeBpeMeHHOE
oOHapykeHUe HapylIeHU CIyXOBOi (DYHKIIUM CIIOCO0-
CTBYeT paHHElN KOPPEKIIUM 1 B Psiic CIydyaeB IPeaoTBpa-
LIAET ITOCICACTBUS ITOJIHOM yTpaThl CIyXa.

Cumnmombol HapyuweHus cayxa

VY nmanueHToB, KOTOPLIM MPOBOASATCSA XuMuo- uiau JIT,
IEePBBIM CUMIITOMOM HeOJIaronojy4yust SIBJISeTCs 3BOH
B yiiax. B najbpHeiiieM HapyIaloTcs BOCIPUSITHE 3ByKOB
B IIYMHOM ITOMEIIIEHUM U Pa300PYMBOCTh PEUH.

[ManmeHTsl MIIAAIIETO AETCKOrO BO3pacTa He Bcerma
MOTYT IIOHSITh, YTO IIPOM30IILIO HapylieHue cyxa. Ponure-
JIei TOJKHO HACTOPOXUTD, €CJIM PeOEHOK YacTo repecipa-
LLIMBaeT, yBeJIMYMBAET I'POMKOCTD TEJIeBU30pa UM BOBCE HE
pearupyet Ha rpoMKkue 3ByKu. OcoOeHHO BHUMATEJIbHBIMU

HYXHO OBITh, €CJI B CEMbE €CTbh CJTyIar BPOXKICHHOM TyTro-
YXOCTU WY MOTEPH CayXa ITOC/Ie MPOBEACHUs aHTUOAKTe-
puanbHOI Tepanuu. Takast popMa TYyroyxocTH, BO3MOXKHO,
CBsI3aHA C TEHETMYECKUMU HAPYIICHUSIMMU.

VY neteit paHHEro Bo3pacTa CIyX JIETKO MOTYT ITPOBE-
puth ponuTenu. s 3TOro HyXXKHO IPUBJIEYb BHUMaHUE
pebeHKa 3Byyvalieil urpyiikoit. [1pu 3Tom onuH M3 poau-
TeJeil MOJDKEeH OepXaTh peOeHKa Ha pyKax, pacriosaras
€ro JIMIIOM K cebe, a 2-if — HaXOAUTbHCS 3a CIIMHOM pebeH-
Ka Tak, 4TOObl OH HE BHUICJ UIPYIIKY, U3TAIOIIYIO 3BYK.
IToBoOpOT ro10BBI peOeHKa B CTOPOHY 3ByYallleil UrpyIIKI
WIM MOMCK MCTOYHHUKA 3BYKa YKa3bIBaIOT Ha COXPaHHYIO
CITYXOBYIO (DYHKIIHIO.

JmiTeTbHO CYIIeCTBYIOIIAS HE paClIO3HAHHAS TYTOYXOCTh
MOXET MPUBOIUTH K HAPYIIIEHUSIM peuu, 3aTPYIHSTh OOIIe-
HUE U BBI3BIBATh TPYAHOCTH OOYYEHUS TUCHMY M YTCHUIO.

Ilomepsa cayxa nocae aevenus onkon02u1ecko2o 3abone-
GaHUS 8 0eMCKOM 803pacme

HekoToppie XumuoTepaneBTMUECKHE IIperaparhl,
npyrue tekapcTsa wiu JI'T, KoTopble HEOOXOIMMO UCITOJb-
30Bath 1 JedeHus: 3HO, Moryr nmpuBoauTh K MoTepe
cayxa. TyroyxocTb MelIaeT MmoBceaHeBHOM Xu3Hu. Ecian
BBI TTOJTYYaJIM MIPOTUBOOITYXOJIEBbIE METOIbBI Teparuu, TO
HEOOXOIMMO MPOBEPSITH CIYX U MIPOBOAUTD JIEYCHHE TYTO-
YXOCTH B CJIydae ee 0OHapyKCHMSI.

Kax pabomarom ywu?

J1s moOHMMaHMS MeXaHU3MOB HapyIIIEHUS Cyxa pac-
CMOTPUM cTpoeHHMe yxa. OpraH ciiyXxa COCTOUT 13 3 OCHOB-
HBIX YacTeli: Hapy>KHOe, CpeaHee U BHYTPEHHEe yXO.

Hapycnoe yxo

3BYKOBBIC BOJIHBI, IIPOXOISI TTO BO3MYXY, CHavaJIa Iorna-
AT B HapyXHoe yxo. YacTh yxa, KOTOPYIO MbI BUIUM,
Ha3bIBaeTCs HapyXKHBbIM yXxoM. HapyxkHoe yxo cobupaet
M COCpeIoTauynBaeT 3ByKM B Hapy>KHOM CIIyXOBOM KaHa-
Jie. HapyXHbIi1 CIyxoBO# KaHaa MOXOX Ha TyHHedb. OH
JeaaeT 3BYK rpoMyue M HaIpaBiIsieT ero B CpeaHee YXO.
Ecnu B Hapy>kKHOM CJIyXOBOM IIPOXOJIe CKAILJIMBAEeTCs cepa
WIA CHYLIEHHBIA 3TMUTEINNA, TO BO3HUKAET MEXaHUYe-
CKO€ TPEIATCTBUE, MELIAIoLIee MPOBEAECHNUIO 3BYKOBOM
BOJIHBI. Takoe COCTOSTHME HepeaKo HaOogaeTcs Ipu
M30BITOYHOM IIETYIIEHUN KOXHU Y MallueHTOB, KOTOPHIM
MPOBOANUTCS XUMHUOTEPAIIEBTUICCKOE JICUCHHE.

Cpeonee yxo

bapabannHas mepenoHKa OTIEIsSIeT HAPY:KHOE YXO OT
CPEIHEro yxa, IMOJIOCTH, KOTOpasi B HOpPME 3aloJIHeHa
BO3IyXOM. BHYTpHU cpeaHero yxa HaxomsITCsl KPOIIIEUHbIE
(MeIKue) KOCTOUKHM, KOTOpbIe 00pa3yloT 1LIeMOUKY, COe-
JIUHSIONYI0 6apabaHHYIO TIEPEIOHKY C OTBEPCTHUEM BHY-
TPEHHETO yXa. 3BYKOBBIC BOJIHBI BBI3BIBAIOT BUOPAIIUIO
OapabaHHOI TIepenoOHKU. DTa BUOpaLIMs 3aCTaBIsSIeT 3TU
3 MeJIKMe KOCTOUYKHM CPEIHEro yxa IIeBeUThC, Tepeaa-
Basl 3BYK BO BHyTpeHHee yxo. [Ipu pasBuTuu BocmajieHus
U3-3a MPOCTYIbI, aJUIEPIMU WU, HAIpUMeEp, Jy4eBOTO
BO3ICHCTBUSL B TIOJIOCTM CPEIHET0 yxa CKaruIMBaeTcCs
BBIMOT (3KMIKOCTh, THOI), KOTOPBII HapyllaeT KoJyeba-
HUs 6apabaHHOM nepernoHku. Eciu 3To cocTosiHMe 100
HE JIEYUTh, TO BBIIIOT CTAHOBUTCS 00JIee TIJIOTHBIM U TIPU-
BOIUT K ITOJTHOMY IIPEKpPAICHUIO ABMKEHUS CIYXOBBIX
KOCTOYEK.
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Buympennee yxo

BHyTpeHHee yX0 COCTOUT U3 YAUTKU 1 CUCTEMBI TTOJTY-
KPYXHBIX KaHAJIOB. BHYTpeHHEE yXO BBIIIOIHSIET BaXKHBIC
(GYHKLIMK: TIOAACPXKMBAET paBHOBECHE U IIpeobpasyeT
MEXaHMUYECKYI0 SHEPrui0 3BYKOBOM BOJHBI B 3JIEKTPO-
XMMMUYECKYIO PeaKIUIoO M CO3MaeT YCIOBUS IJIST BOCIIPH-
STUS 3BYKOB. I10J0CTh YIUTKU 3allojHEeHA KUIKOCTHIO
U COIEPXKUT THICSYM KPOIIECYHBIX HEPBHBIX OKOHUYAHUA,
M3BECTHBIX KaK BOJIOCKOBBIE KJIETKHU. 3BYKOBasl BOJIHA,
JIOCTUTAsI BOJIOCKOBBIX (UYBCTBUTEJBHBIX) DPEIIEIITOPOB,
CIIOCOOCTBYET MX KOJIeOaHUSIM, U TIPU 3TOM (POPMUPYIOT-
Csl HEPBHBIE MMITYJIbChI, KOTOPBIE ITOCHLIAIOTCS B MO3T T10
CIIyXOBOMY HePBY (TakxKe M3BECTHBIN KaK 8-51 rapa uepern-
HO-MO3TOBBIX HEpBOB). B ylIuTKe BOJIOCKOBBIE KIETKH
pacIiojioXeHbl B MOpPsIAKe BBICOTHI ToHa. Kaxmas Boso-
CKOBasl KJIeTKa YYBCTBUTEIbHA K OIPEAeICHHOMY IMaria-
30HY 3ByKa — OT HM3KOTO (Hampumep, TyAeHue Moe3/1a)
JI0 OYeHb BBICOKOTrO (TakKuX, KaK YMPUKAHbE MTHULIBI).
BonockoBeie KIeTKH, KaK MpaBUIO, CTPanamT MepBbIMU
B pe3yJbTaTe TOKCUYECKOTO BO3MEICTBUS HEOJIaromnpu-
STHBIX (haKTOPOB, HaIpuMep 3a00JieBaH1E TPUTITIOM WIIU
IOCJIe BO3IECTBUSI TOKCUYECKUX BelllecTB. JIeKapcTBeH-
HBIE MpernapaThl Pa3IUYHBIX TPYII TaKXKe MOTYT IIPUBO-
JIUTh K TUOEIN BOJIOCKOBBIX KJIETOK.

Kaxue euovt nomepu cayxa cywecmeyrom?

CHIXKeHUe cyxa, BbI3BAHHOE HapyLIeHUSIMU (PYHK-
LI Hapy>KHOTO WJIM CPEIHEro yXa, Ha3bIBaeTCs KOHOYK-
mMueHoil myzoyxocmoro. 3T0 O3HAYaeT, YTO MOTepsI Cayxa
CBSI3aHA C MPETSITCTBMEM Ha MYTU Iepeiauyud 3BYKOB IO
BO3IyXy BO BHYTpeHHee yxo. IIpumMepomM 3Toro Moryr
OBbITh M3MEHEHHUS CiIyXa H3-3a HAKOIUICHUS KUIKOCTHU
B CPEeIHEM yxe, BBI3BAHHOTO MH(EKIMOHHBIM ITPOIIEC-
coM. JKnakocTh «3amiyiaer» 3ByK, KOrjaa OH IepeMelia-
eTcsl B IOJIOCTU OapabaHHOI MepeoOHKU.

HapyiieHue 3ByKOBOCHPHUATHSI, KOTOpOE BO3HUKAET
B pe3yJbrare MOBPeKACHUS BHYTPEHHETO yXa WK CIIyXO-
BOTO HEPBa, HA3BIBACTCSI HElPOCEHCOPHOIU MY20yX0CHIbIO.
Hanpumep, noBpexaeHue 1 TMOeIb BOJIOCKOBBIX KJIETOK
BO BHYTPEHHEM yX€ M3-3a JENCTBUS XMMUOIIpPeIapaToB.
HecMoTpsi Ha coxpaHeHMe TIepeABUKEHUs 3BYKOBOM
BOJIHBI Yepe3 Hapy:KHOe U CpelHee YXO, He IIPOMCXO-
IUT TpPEeBpalleHUEe MEXaHUYECKOW IHEPIrMU B HEPBHBIN
nMnyiabe. BolockoBbie KIETKM, KOTOpbIe 00padaThIiBalOT
BBICOKOYACTOTHBIC 3BYKU, OOBIYHO IOBPEXIAIOTCS Iep-
BBIMH, a 3aT€M HapyIIaeTCsl BOCIIPUSATHE HU3KUX 3BYKOB.
HeiipoceHcopHasi TyroyxocTb BO3HHMKAaeT B pe3yJbTaTe
BO3JIEMCTBUSI XUMUONpPENnapaToB, aHTUOMOTUKOB U JAPY-
T'UX JICKAPCTBEHHBIX BEILIECTB.

[pyroit mpuunHOM, BIUSIONIEH HA HapyllIEHUE BOC-
MPUSATUS 3BYKOB, SIBJISIETCS THOEIb JIM TpaBMa CIIyXOBOTO
HepBa B pe3ysIbTaTe CIABJICHUS OITyXOJIbI0. DTO MPUBOIUT
K ITpeKpalleHUIO Iiepeaadr HEPBHBIX UMITYJIbCOB B BUCOU-
HBIE JOJIU TOJIOBHOTO MO3ra.

[1pu cmemannoii myzoyxocmu coueTaroTcsi KOHITYKTHB-
HBI U HEUPOCEHCOPHBIM KOMIIOHEHTHI.

Kakue cpaxmopot  yseauuusarom puck pazeumus
myeoyxocmu?

DakTophl, CBA3aHHBbIE KaK C pPa3BUTUEM U POCTOM
3JI0KaYECTBEHHOM OIYXOJIM, TaK U C IIPOTUBOOITYXOJIEBBIM

JIEYEHUEM, TTIOTCHIIMATIbHO MOTYT IIPUBECTHU K TYTOYXOCTH:
* PacnonoxeHue OInyxoiaud B OKOJIOYIIHOW 00JacTu,
CpelnHEeM U BHYTPEHHEM yXe, TOJIOBHOM MO3Te.

* Xumuoripernaparbl, 00JiaaolIMe HEWPOTOKCUYe-
cKuM 3(p(peKkToM, HarpuMep, U3 TPYIIIBI IIAaTUHOCOAEP-
JKaIlMX, TaKue KakK IUCIIATHH ¥ KapOOoIUIaTHH.

+  XuMuoTepamnus y AeTeit epBoro roga KU3HM.

* Tlomsenenue no3wl JIT 30 Ip Ha 00aCcTh TOJOBBI MU
FOJIOBHOTO MO3ra, OCOOEHHO KOrjga IoJjsl OOJydeHus
HarpaBJIeHbl Ha BUCOYHYIO T0JI10, CTBOJI TOJIOBHOI'O MO3Ta
WIH yXO.

* VimajgeHue OIyXOJM TOJOBHOTO MO3ra, CpeIHero,
BHYTPEHHETO yXa UJIM CIIyXOBOTO HepBa (8- Imapa uepern-
HO-MO3TOBBIX HEPBOB).

*  AHTHOMOTUKM (TIpernapaThbl, KOTOPbIE HCITOJIb3YIOT-
cs IS JiedeHUsT UH(PEKIUM) U AUYPETUKU (JIeKapCcTBa,
KOTOpBIE MTOMOTAIOT OPraHU3MYy M30aBUTHCS OT JIMIITHEM
KMIKOCTH).

* CoueTaHHOE BBEIECHHWE OTOTOKCUYHBIX AHTUOMO-
TUKOB (HapylIAIOIIUX CIyX) HM/WIM XUMUOIpenapaToB
C MOYETOHHBIMU CPEICTBAMMU.

* BosgeiicTBUe I'pOMKMX 3BYKOB KaK pe3yJabTaT UIM-
TEJIbHOTO IIPOCIYIIMBAHUS TPOMKON MY3BIKUM 4epe3
HayITHUKH, KOTOPbIE BCTABISIIOT BHYTPD YIITHON PaKOBU-
Hbl. Tako#t Bua mocyra Haubosiee TOCTYIIeH ISl MalueH-
TOB, MPOXOSIINX KYPChl IPOTUBOOITYXOJIEBOTO JICUSCHUS,
MO3TOMY MBI paccMaTpuBaeM €ro B KadyecTBe hakTopa
pHCKa IMMOBPEXIACHMS CIyXa.

Kaxkoevt nocaedcmeus eosdeiicmeus nHebaazonpusmnoix
daxmopos na cayx y oemeii?

XuUMuoIpenaparbl, MpUMEHSIeMble B COUYETaHUU
C AHTMOMOTMKaMM (aMMKalMH, TeHTaMMLMH W Ap.)
¥ MOYETOHHBIMU CPEICTBAMU, MOTYT IPUBOIUTH K HEll-
poceHcopHoOil Tyroyxoctu. Kak mpaBuio, HeOIarompu-
SITHOE BO3NECHCTBUE pa3BUBACTCS NPU BBEIACHMU BBICO-
KMX Pa30BBIX 103 XMMMOIIPEIapaToB WM B pe3yJbTaTe
HakonureabHoro aggekra. Ilpu 3TOM B OJHUX Ciydasx
pa3BUBAETCSI ABYCTOPOHHSSI TYTOYXOCTb, a B JAPYTUX —
CJIyX CTpajaeT TOJbKO C OAHOU cTopoHbl. [ToBpexaeHust
opraHa Cjyxa, BbI3BaHHBIC TOKCHMYECKUM BO3ICHCTBUEM
XUMMYECKUX BEIIECTB, YaCTO SIBJISIIOTCS HEOOpaTUMBIMMU.
HauGonee mnonBepkeHbl HEHPOCEHCOPHON TYroyXoCTH
JIeTH TIEPBOTO ToMa XW3HU, MAIMeHTHl ¢ HAPYIICHUSIMU
MOYeYHOUW (YHKLMU M TP HAJIUYUU B CEMbE CIIydyaeB
BPOXIEHHON MJIM MPUOOPETEHHON B MOJIOAOM BO3pacTe
TJIyXOTHI.

ITocnencTBus TydeBOro BO3ACHCTBUS HAa OpraH Cyxa
3aKJII0YalOTCs B pa3BUTUM (prOpo3a 1 pyo1IOB B HAPYKHOM
/WM CPeTHEM yXe U/ (hOPMUPOBAHUU TYTOITOABIIK-
HOCTH CJIYXOBBIX KocTouek. [1pu 3ToM pa3BuBaeTcsi KOH-
IYKTHUBHAs TYTOYXOCTb. [110eJIb BOJTOCKOBBIX KJIETOK (TIpHU
00JIydeHMM BMCOUYHBIX KOCTEI) WM CIyXOBOTO HepBa
(ipu nonBeaeHun 10361 JIT K ONyX0JIsIM BUCOYHBIX A0JIEH
¥ CTBOJIa TOJIOBHOT'O MO3Ia) IPUBOMISAT K HEPOCEHCOPHOI
TYTroyXocTH. B pe3ynabraTe MOTryT OBpPEeXXIaThCsl OTHO WIN
00a yxa B 3aBUCMMOCTH OT obyiacTi oonyyeHus. KoHmyk-
TUBHAsl TYTOYXOCTb, Pa3BUBILASICS BCIACACTBUE JTYYEBBIX
peaxkiuii, MOXeT ObITh M3JIeunMa, a HelpoceHCopHas,
K COXXaJIeH!I0, HeoOpaTuMa.
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Memoobt uccaedosanus cayxa

[lepBuuHbBIC CCIEIOBAHUS CTyXa OOBIYHO ITPOBOISIT-
¢Sl BpauOM-OTOPUHOJIAPUHTOJIOTOM, a IPU BBISIBICHUU
HapylIeHU MalMeHT HaIlpaBseTcsl K Cypaosaory (mpo-
deccroHabHBINA CcHeUraaucT B 00JAaCTU HapylIeHUIA
clyxa).
+ Ilepen mnpoBemeHUeM UCCACAOBAHMSI Clyxa Bpad
OoCMaTpuBaeT IalMeHTa U MPU HEOOXOOMMOCTH YHAISIeT
CKOITMBIIYIOCS CEPY U SMUTEIIUIA.
* CaMbIM IPOCTHIM U AOCTYIIHBIM CITOCOOOM MCCIIEIO0-
BaTh CJIYX SBJSIETCS OLIEHKA IIEMOTHOM U Pa3rOBOPHOU
peun. DTOT METOJ UCITOIb3YeT Bpau-OTOPUHOIAPUHTOJIOT
U JIJISI €TO MPOBEICHUS He TpeOyeTCs crienalbHOEe 000py-
JIOBaHUE.
*  JIOMOMHUTEIBHO CJIyXoBasi (bYHKIMSI OLIEHUBACTCS
¢ momolplo KaMepToHoB. KameptoH — 3To mpubdop,
KOTOpPBIN M3JaeT 3BYK OIpEIeJICHHOM YacTOThl. YcTa-
HaBJIMBas 3ByYallluii KAMEPTOH Ha pa3IMYHbIe 00JacTh
yeperna U YITHOW paKOBUHBI, Bpad CpaBHUBACT JIMTEIIb-
HOCTB pacIIpOCTpaHEHUs 3ByKa I10 CIyXOBOMY HEPBY U IO
BO3IYXY.
¢ OroakycTU4ecKas SMUCCUS — METOJ OLEHKU (PYHK-
LIMM BOJIOCKOBBLIX KileToK. Ilo ogHOMY KaHaiy mpuoop
MoJaeT 3BYK B CIYXOBOI ITPOXO/I, a IT0 BTOPOMY YJIaB/IMBa-
€T OTBETHBIC KOJIeOaHUsI BOJOCKOBBIX KJIETOK. MeToa He
TpeOyeT HeOCPEACTBEHHOIO YJacTHs IMallieHTa, MOIX0-
IWT JUISI UCCIIEAOBAHUS JeTell M B3POCHBIX, B TOM UYMCIIe
U MJIQJICHIICB.
*  TummaHoMeTpus IMPOBEPSIET COCTOSTHME CPETHETO yXa
U IBUXKEHUE OapabaHHON MeperoHKM.
e Jlymg OlLeHKM HEIOCPeICTBEHHO CIYXOBOH (DYHKUMU
HUCTIONB3YIOT aynuoMmeTpuio. Bo Bpems aymmomMeTrpuu
YeJIOBeK HaleBaeT HAYIIHUKHN, B KOTOPBIC MTOIA0TCS 3BY-
KM pa3HOil 4acTOThI U TpOMKOCTU. Bpau pukcupyet orBe-
THl MallMeHTa. DTOT METO CJIIOKHO IPUMEHSTh y AeTeit
JIOIIKOJIBHOTO BO3pacTa, IMIO3TOMY JUISl HUX UCTIOJIB3YeTCs
UTpoBasi ayaIMOMETpHsl, I1Ie BMECTe CO 3ByKaMU ITOSIBISI-
I0TCS pa3auyHble KapTUHBL. MrpoBas aymmoMeTpus Tpe-
OyeT TepIeHMsT OT UCCIIeI0BATE.
* VYV mereli paHHero Bo3pacrTa, MalleHTOB C HapyIIeH-
HBIM MHTEJJIEKTOM, NP 3aTPYJIHEHHOM OOILLEHUHU Bpaya
1 00JIBLHOTO UCITOJIb3YeTCS] METONMKA UCCASTOBAHMS CITy-
XOBBIX BBI3BaHHBIX ITOTEHIIMAIOB. Bo Bpems ee BhITIOTHE-
HUS TIPOBOAMTCS 3aIllMCh PeaklMy MO3ra Ha pa3IMYHbIC
3BYKHU. DTOT METOJ OLIEHKH ciayxa 3¢ (GeKTUBEH B COCTO-
SIHUY (PU3NOJOTMIECKOTO WIM METMKAMEHTO3HOIO CHA.

Kaxoevt cumnmomut myzoyxocmu?

CUMITOMBI TYTOYXOCTH BKJIFOYAIOT:
*  3BOH B ylIax.
e [Tlnoxyioo CABIIMMOCTL TIpU HaIWYUM (HOHOBBIX
LIIyMOB.
* YenoBek He oOpalllaeT BHUMaHUS Ha 3BYKU (TakKwue,
KakK roJyioca, IIyM OKpYKaloIlero M1upa).
» IIpoGyeMsl C ycIIeBaéMOCTbIO B ILIKOJIE.
* YV HEKOTOpBHIX JIoAeil MOXET He OBITb CHMIITOMOB
(HayaJbHBIE CTAINU TYTOYXOCTH).

Kozoa neobxooumo nposodums nposepky cayxa?

Bo Bpems npoBeaeHMST XMMUOIYYeBOI Teparuuy mpo-

BepKa cJIyxa JO0JDKHA BBHITTOJHSITHCS Ha TI0OOM 3Tarie Jieue-
HUsI, Cpa3y MpHU MOA03PEHUN Ha Pa3BUTHE TYTOYXOCTH.

ITpoBepsaATh CiyxX Mocie 3aBepIIeHUs] CIELMATIbHOIO
JICYEHUST HEOOXOMMMO €XETOJAHO, MOTOMY 4YTO MHOTIIA
TYTOYXOCTh pa3BUBaeTCsl OTcpoueHo. [Ipu BEHIIBICHUM
TYTOYXOCTH MAIIMEHTHI HaOIIOAAIOTCS Y CypaoJiora U OTO-
pUHOJIapUHTOJIora. B 3THX ciyyasx pemaeTcss BOIIPOC
0 KOppeKIuu. B 3aBUCUMOCTH OT BUIA U CTEIIEHU TYIoO-
YXOCTH TMALIMEHTY MOTYT OBITh MPEIOKEHBI XUPYypTruye-
CKO€ JIeYeHNE WJIX HOIIIEHNE CIYXOBBIX allllapaToB.

Ymo neobxo0umo deaams 6 cayiae oOHaApyyceHUS Nome-
pu cayxa?

Jlexapcmeennoe aeuenue TYroyxoCTH HaIpaBJICHO Ha
KyMpOBaHUE BOCIIAJEHUsI, CHIDKEHHUE TOKCHUYECKOTO
BO3ICICTBUS, YIYUIIEHNE KPOBOCHAOXKEHMS U TIepeaadyn
HEPBHOTO MMITyJIbca BO BHYTPEHHEM yX€ U T'OJJOBHOM
mosre. JledeHne mnomOupaeTcsl OTOPUHOJAPUHTOJIOIOM
VHAWBUIYAJIBHO UTSI KaXKIOTO MallMeHTa, UCXOsI U3 KOH-
KPETHOM MPUYMHBI, BbI3BABIIECH HAPYILIEHUE CIIyXa.

Cayxoeoii annapam nenaet 3ByKu rpomye. CyIiecTByeT
HECKOJIPKO BHIOB CIIYXOBBIX amIiapaToB B 3aBUCHMOCTH
OT BO3pacTa MallMeHTa, CTEIeHU MOTepU CiyXa. 3ayll-
HBIA CJIyXOBOM arrapar JOCTYIEH B pa3jIMYHBIX 1LIBETaX,
YTO CIIOCOOCTBYET MPUHATHUIO ero pedbeHKoM. [ToapocTku
1 B3pOCJIbIE MOTYT MCIIOJIb30BaTh BHYTPUYIIHYIO WIA
BHYTPMKaHAJIbHYIO MOfeb. BaxkHO He 3a0bIBaTh BOBPEMSI
MEHSITh OaTapeiiKy B CIIyXOBBIX amlliaparax.

Cayxoevte (ayouo) uncmpyxmops: (TaKKe U3BECTHBIC,
Kak «FM-UMHCTPYKTOpBI») — 3TO YCTPOMCTBA, KOTOpPBIE
OCOOEHHO TIOJIe3HBI MPU o0ydyeHnU. YenoBeK, KOTOPHIii
ToBOPUT (OOBIYHO YYMTENb), HMCIIOAb3YeT MUKPOGOH,
KOTOpHBIN mepeaaeT 3ByK yepe3 FM-pagnoBonHbl. Yesno-
BEK C MOTEPE cilyXxa HOCUT IPUEMHUK, KOTOPHIM yCuU-
JIUBAeT 3BYK. DTO YCTPOMCTBO MOXHO HOCHUTH OTIAEIHHO
WIM MIPUKPETIUTh K CIYXOBOMY aIlmapaty, YTO ITO3BOJISIET
YeJIOBEKY C ITOTepei cIyxa YeTKO CJIBIIIATh AMHAMUK Jaxke
B LIIyMHOI Cpele.

Jlpyeue ecnomozameavnvle ycmpoiicmea, Takue Kak
teneoHHble yeunurtenau u tenerainepsl (TTY, Talk To
You (teletype)), MHOIrIa TakkKe Ha3bIBAIOTCS TeJIe(POHHBI-
mu yerpoiictBamu mis tiayxux (TDD, Telecommunications
for the deaf). [Ins moaeii ¢ moTepeii ciayxa BbIITYCKAIOTCS
OyIWIBHUKM, KOTOPbIE BUOPUPYIOT, U NETEKTOPHI IbIMa
¢ MuTarIKUMu orusiMu. IIpocMoTp GpuiIbMOB ¢ cyOTUTpa-
MU 1 VIHTepHET SIBJSIOTCS MOJIE3HBIMM MHCTPYMEHTAMU
00y4YeHMs U KOMMYHUKALIUU IS JIIOJIEH C IoTepet ciyxa,
MPEeaOCTaBIsAsI TaKMe BO3MOXKHOCTU, KaK 3JICKTPOHHAasI
1oyTa, OHJIAH-00CYXIeHue M NOCTYN K MHMOpMaIun
yepes BeO-caliThl.

Koxaeapnuiii  (yaumrkoeotit) umnaanmam T103BOJISIET
CJIBIIIATh IIMPOKUI AMara30H 3BYKOB 0€3 CYIIEeCTBEH-
HBIX moMeX. KoxieapHblli MMILIAaHTAaT yCTaHaBIMBAETCS
BO BpPEMSI XMPYPTUUYECKOTO BMEIIATEIbCTBA. DJIEKTPOH-
HOE YCTPOMCTBO pa3MeIlaeTcs 3a YXOM, a DJIEKTPOIbI
HaBMHYMBAIOTCS BO BHYTpEeHHee yX0. 3aTeM MUKpOoGhOH
¥ PEYEBOI1 TIPOIIECCOP UCTIONB3YIOTCS IS Iepeaavyu 3BY-
Ka Ha 3JIEKTPOIBI, TIPYU 3TOM CTUMYJIUPYS CIyXOBOI HEPB
M TI03BOJISII MO3TY BOCIIPMHUMATH 3BYKU. [1ocie yctaHOB-
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KU KOXJICapHOTO UMILIaHTaTa HEOOXOAMMO MPOUTH CITyXO-
BOM TPEHUHT B TEYCHUE ONPEICICHHOTO BPEMEHM, YTOOBI
Hay4YUThCS PacTIO3HABATh M MHTEPIIPETUPOBATH 3BYKH.

ArvmeprnamueHvie uiu 0onoaHumeabHvle Memoovl Kom-
MYHUKauuu — 9TCHUE I10 Ty0aM, sI3bIK XKECTOB M coueTa-
HUE SI3bIKA XKECTOB C ABIDKEHUEM T'yO MCITOIb3YIOTCS IS
OOIIEHUS JIIONIEil ¢ MOTepei CiyXa TSXKeJIOH CTEeIeHU.
VYerHasg peub Takke MOXKET OBITh BApUAHTOM OOILEHMUS,
HO OOBIYHO TPEOYET MHTEHCUBHOTO OOyUYEHUSI.

Umo s mo2y cdeaamv, Hmoovl 3auuUmMums ceoil cayx?

* Bo BpeMsI XMMMOJTy4eBOM TepalIUuM CASAUTD 32 CTPOTUM
cobmoneHreM OajaHca BBEICHHON M BBIBEACHHOM XKUII-
KOCTH.

+ MHB3berath camocToATeNLHOTO BBedeHUS (0e3 Ha3Ha-
YeHMSI Bpaya) JIOOBIX JIEKAPCTBEHHBIX ITPEIapaToB.

* CBoeBpeMEHHOE OITOBEIICHNUE Bpaya O JI000M Hapy-
LIEHUY B COCTOSIHMU pebeHKa.

* He 3aHuMaTbcs caMojieYeHUEM TIPOCTYIHBIX 3a00J1e-
BaHUI 1 MH(MEKINIA.

* He ucnonp30BaTh TSI OYUILEHUS CIYXOBBIX IPOXOIOB
BaTHbIE NAJIOYKU M Apyrue npeamersl. [Ipu nossreHun
M30bITOYHOM cephl 3aKarnaTh B CIyXOBOI IMPOXO, Ba3eJIMHO-
BOE MacJIo, MepeKUCh BOAOPO/IA UK CIIeIMaIbHbIC KaILIu.

* Ilpu BO3HMKHOBEHMM HAcCMOpPKa OCTOPOXHO OYM-
1IaTh HOC, U30erasi MHTEHCUBHOTO CMOPKaHUS 4epe3 oba
HOCOBBIX X0/1a. {7151 BBiIcMapKUBaHMSI TPUKATh OHO KPbI-
JIO HOCa K TIePEeropoike, a yepe3 JPyroe BBIAYTh CTPYIO
BO3/yXa C YMEPEHHOM CUJION.

* He BbIcMapKuBaTbCS IMPU TOPU3OHTATHLHOM PACIIO-
JIOXXEHUU TOJIOBbI, TaK KaK 3TO CHOCOOCTBYeT 3abpocy
WHQUIIMPOBAHHOM CIU3U B CIIYXOBBIE TPYOBI.

* He mpombiBaTh HOC PeOEHKY MJAAIIEro BO3pacTa,
KOTIJa OH JIEKUT TOPM30HTAIBLHO Ha CITMHE, ITyTeM HarHe-
TaHUS KUIKOCTU B HOCOBBIE XOIbI. DTO TOXKE MOXET IPH-
BECTH K BOCITAJICHUIO CPEIHEro yxa!

* Tlocne 3aBeplieHUsT CIEIMAIBLHOTO JIEUEHUST 00s13a-
TEJbHO MCCIIeI0BaTh CayX. B ciayyae BbIsIBIeHUS Hapy-
IIEHUN TPOBECTU KOPPEKIINIO. YUUTHIBAS BO3MOXHBIC
HeOJAaronpusaTHbBIC ITIOCIASACTBUS BO3ICHCTBUS XMMHUO-
MperapaToB U O0JIydeHUs Ha CIIYXOBYIO (DYHKIIMIO, OLIEH-
Ky CJIyXa CJIeAyeT IIPOBOAUTD €XKEeTOMHO.

¢ IloMHUTH O HEOJIATOMPUATHOM BO3IECHCTBUM IIyMa
¥ BUOpaIMM HA OpraH ciyxa.

[TpuMepbl MpeaAMETOB M BUIOB AESATEIbHOCTH, KOTO-
pbIe MOTYT OBITh OITACHBI JUISI BaIlIeTO Cyxa, IIpecTaBlie-

HbI B TaOJIULIE.

BeiroBasi texunka  Pox 3ansitmii/mpodeccnss  Passieuenusi/cnoprt
benzonuna TToxapHbrit Oxota
JlonouHas nporynka
Isinecoc Crpoutenb o pory.

VJTM BOJHBIE JIBIKU

MOTOLMKIIETHBIN

lasoHokocuka ®epmep CIIOPT WJIY €312 Ha

BHEIOPOXKHUKE
Tpummep unu
CoTpyIHUK a3poropTa CrepeoHayITHUKHI

BO3IYXOIyBKa

Boaurenb Takcu,

Yewnurenu 3ByKa
rpy30BHKa, aBTo0yca

IMapukmaxep (13-3a 1mo-
CTOSTHHOTO BO3[I€MCTBUS
TPOMKOTO ITyMa eHa)

IIpodunakTuka HapymieHuii cayxa

Ecm ne yaaceTcsda n30exaTh B03,£LeI7ICTBI/I${ TPOMKOTO
nryma, BaM MOXET ITOMOYb.
* HouweHnue cpencts MHAWBUAYAJIbHOM 3aLIMTHI ClyXa,
TaKMX KaK OepyIlIyd WA IPOTUBOIIYMHBIC HAYLIHUKU.
° OFpaHI/I‘{eHI/Ie nepuoaa BOB,E[CfICTBPIH I'POMKOTO IIIyMa
(HammpuMep, ecim BbI HaXOAWTeCh Ha KOHIIEPTE, Iepe-
XonuTe B 0oJjiee CMOKOWMHYIO 30HY Ha HEKOTOPOE BpeMsl,
YTOOBI aTh BAIlIM yIIIaM OTIOXHYTBH).
e Jlng WHOMBUAYAJILHOIO TIPOCIYILIMBAHUSI MY3bIKU
I/ICHOJ'IL3YI7[TC HayYIIHMUKMW, KOTOPbLIE KPEIIATCA Ha CIICLIM-
AJIbHOM OﬁOL[Ke. B stom cJiygya€ yMCHbIIACTCA BPECIHOC
BO3,Z[€fICTBI/IC 3BYKOBOTO JAaBJICHHA N CHMKACTCA BEPOAT-
HOCTb OﬁpaBOBaHI/ISI M30BITOYHOIO KOJIMYEeCTBa y1.LIHOI71
CEpPHI.
° ITocie 3aBCPIICHUA CIICIIUAJIbBHOTO JICUCHUA Heo0Xo0-
ANMO COBMECTHO C BpadyOM-II€AMaTpOM COCTaBUTb MHAM-
BUIOYAJIBHBIM TpaduK TMpohWIaKTUUECKUX TPUBUBOK
HEKMBbBIMM BaKIIMHAMM 1JIsd CHHM2KCHMA PUCKA TJIIYXOThI
I10CJIC TIEPEHECECHUA NJETCKUX I/IH(i)GKLII/IfI.
° B,J'[H CHM2KCHUA pHUCKaA pa3BUTHUA OTHUTA IIPOBOAUTE
POMUIAKTUKY CE30HHBIX TTPOCTY/I.

3akiouenue, WM 3a4eM POJTUTEISIM 3HATD O TYTOYXOCTH?

IMonaepxaHue XOpPOLIEro KayecTBa XKU3HU U3JIe-
YEHHOTO peOeHKa — COBMECTHAs 3ajayda IeTCKUX OHKO-
JIOrOB, MeAuaTpoB M poauTeneit. MHbopMupoBaHue
0 BO3MOXHBIX PUCKAX U IOCJIEACTBUSIX CIIELIMATIbHOIO
JIeYeHMs] HAIpaBJIeHO Ha yCTAHOBJIEHME B3aMMOITOHM-
MaHUS MEXIY POAUTEISIMU U BpadyaMM, a TaKKe ITOBbI-
LIEHNE OCBEAOMJIEHHOCTU B BOIIpOCaxX MPO(UIAKTUKU
1 CAMOKOHTPOJISL.
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H6uneii A.®. bpoBKuHoil

Akanemuk A.®. bpoBkuHa — BbIIAIO-
IIUIACS Bpay-odTaIbMOJIOT, OHKOO(Talb-
MOJIOT, O(DTaIbBMOXUPYPT, TOKTOP MEIUIIH-
cKkux Hayk, npodeccop, akamemuk PAH,
3aC/IyXKEHHBIN nesaTenb Haykn PD, yaeHblit,
OCHOBaTeNb oTeuecTBeHHON I1IKkompl OHKO-
o TaTbMOJIOTUN.

Ponunace B Mockse B 1930 . B 1954 .
AnerrHa Men0poBHA € OTIMYMEM OKOHYM-
J1a teyeOHbIi akynbsreT [TepBoro Mockos-
ckoro OppeHa JleHnHa MEIUIIMHCKOTO
WHCTUTYTA.

B 1959 1. okoHYMIa KITMHUYECKYIO OPIU-
Hatypy MOCKOBCKOM IJIa3HOU KJIMHUYECKOM
O6ospHUIIEL, e B 1953 . mox pykoBoncTtBoM lanuusr [pu-
TOpbeBHBI 3MaHTUPOBOI OB OTKPBIT IEPBLINA B CTpaHe
KabuHeT o(PTaTbMOOHKOJIOTHN. DTO HaIpaBJIeHUEe 3auH-
tepecoBaiio Anedruny ®enoposHy. CBou nepBbie padOThHI
OHa ITOCBITHJIA PaKy KOXH BEeK, 3aTeM TMarHOCTUKE I1aTo-
JIOTUW OPOMTHI, TIO 3TOM TeMe 3allUTh/Ia KaHIUIATCKYIO
(1965 1), a 3aTem u gokTOpcKyio (1970 r.) nucceprauum.

B 1970 . A.®. bpoBkuny npuriacwii 8 MHUU
IJIa3HBIX OOJe3Hel uM. [erpbMrosiblia co3gaBaTh OTAEe-
HUe oPTaTbMOOHKOJOTUM. Bckope BbIIen Tpukas o0
opranuzaunu 14 1meHTpoB 0(TAILMOOHKOJIOTUM 10 BCEA
cTpaHe, MX paboTy KypHpoBaja U KOOpAMHUPOBajia AjeB-
tuHa MegopoBHA: OHA ITpUe3Kaia, IpoBoauIa 00ydeHUeE,
KOHCYJIETUPOBaJjia 00IbHBIX.

C 1993 1. Bo3mIaBsieMBIii €10 oTael ctan Beepoccuii-
CKMM ILIEHTPOM O(MDTAIBMOOHKOJIOTUY U PATUOJIOTUUA —
KPYNHEUIINM B CTpaHE.

-

B 2000 . A.®D. bpoBkuHy M30paan 4ie-
HOM-KoppecrnoHaeHToM Poccuiickoii aka-
IeMUM MeIUIMHCKUX Hayk, a B 2005 . oHa
cTaja ee IeiICTBUTEIbHBIM YJICHOM.

B 2004 1. oHa BepHynach Ha Kadeapy
odranmemonoruun B Poccuiickyro memu-
IIMHCKYIO aKaaeMMIo Mpo¢heCCHOHATBLHOTO
obpazoBaHusi, B ODTaTbMOJOrMYECKYIO
KJIMHUYECKYIO OOJIbHUILY Ha HTOJDKHOCTh
npodeccopa Kadpeapsl ohTaTbMOIOTUH.

B 2014 r. OosbHMIIA BOLIUIa B COCTaB
Toponckoit KAMHUYECKON OOJbHUIILI WM.
C.I1. borkuHa u nojayunia ctatyc MocKoB-
CKOTO TOPOACKOTO OMTaIbMOJOIMYECKOTO
LIeHTpa, B paMKaX KOTOpPOro IpojoJikaeT padory [opona-
CKOI LIEHTP HOBOOOpAa30BaHUIA opraHa 3peHusl.

ITpodeccop A.D. bposkuHa — aBTop GoJiee 420 Hayy-
HBIX paboT, 18 U3 KOTOPBIX 3TO MOHOTrpadUU U Y4eOHU-
KU IS CTyAEHTOB By30B. AjieBtuHa DemnopoBHa ObLIa
pykoBoauTedaeM 32 KaHmumaTckux M 10 JOKTOpPCKMX
nuccepramuii. OHa co3gana HaydyHYIO IIKOJY M TIEpPBBIi
OTEYECTBEHHBIN YYEeOHMK IO OHKOJIOTUYECKON o(dTaib-
MoJsioruu. AeBrriHa ®@egopoBHA BXOIUT B COCTAB MHOTHX
HayYHBIX OOINECTB, SBISIETCS WICHOM pPEeIaKIIMOHHBIX
KOJUISTUI CITeIIMaTU3UPOBaHHBIX O(TaTIbMOJOTMYECKIX
JKypHAJIOB.

Tpyn A.®. BpoBKMHOII BBICOKO OLIEHEH IpaBM-
TEJbCTBOM Haleil ctpanbl. B 1984 1. oHa ObL1a ymocTo-
eHa JocymapctBenHoit mnpemun Coerckoro Coio3a,
aB 2002 r. — mpemun [1paBurenbcTBa Poccun. Harpaxne-
Ha opaeHoM JIpy>kKObI HApOHOB.

Tyboroysancaemasn Anesmuna Dedoposna!

Kommexktns HU U neTckoit OHKOJIOTUH ¥ TeMaTOJIOTUI
®I'bY «<HMMWII onkomnornu um. H. H. brroxuxa» MuH-
3mpaBa Poccrm ot Beeit mymu rmo3apasiisieT Bac ¢ roomreem!

BBl — co3marens poccuiicKoit o(pTaIbMOOHKOIOTHYC-
CKOU IIKOJIBI, JlaypeaT MPeCTIKHBIX TIPEeMMi, aKameMIK
PAMH u PAH. Bammu HayyHble JOCTMXEHUSI BBICOKO
OLICHECHBI B HaydyHOM Mmpe, mpaBureiabctBoM CCCP
n Poccum, Bammmmu KojieraMu ¥ ydeHUKAMM.

AnestuHa ®enmopoBHa, Bel m30panu omgHYy M3 caMBbIX
IpaMaTHYHBIX B O(PTAIBMOJIOTUN HAYUYHYIO M ITpaKTHUde-
CKYIO IIesITeIbHOCTD, OT Balero MacrepcTBa Kak Xupypra
B IIEPBYIO OYepeab 3aBUCEIIO M 3aBUCUT HE TOJIBKO COXpa-
HeHne (QYHKIIMOHUPYIOIIETO OpraHa 3peHusI, HO M KU3Hb
OHKOJIOTHYECKOT0 OOJIBHOTO.

VYBepeHbI, K HAIlIUM IT03IPaBICHUSIM IIPUCOCTUHSITCS
Bce, KOMy BBI coxpaHWIM XXK1U3HB, U T€, KOTO BBl JcumnTe
ceifgac. MBI OYeHb IIEHMM BBICOUYAUIIIYIO TpeOOBaTEIIb-
HOCTB K cebe, pameHue 3a Ie10, KOTOPOMY CIIYKUTe MHO-
TUe TOOBI, CIIPABEIINBOC M YECTHOC OTHOIICHME K KOJI-
JIeraM, MalMEHTaM M CTyIEeHTaM, TOTOBHOCTBH B JIIOOYIO
MWHYTY IIPUATH HA TTOMOIIb.

Bamr tamaHT y4uTens-pyKOBOOUTENS IToMor Bammm
YUeHUKaAM IIepeHSITh HABBIKM MacTepCTBa, MHOTHE M3 HUX

B.T. Iloasikos u A.D. bposkuna
V.G. Polyakov and A.F. Brovkina

CcTaJIv TIpojoJrKatesisMu Balrero iejta Ha pa3HBIX JTOJIK-
HOCTSIX, B TOM YHCJIC PYKOBOIST OTACICHUSIMH U CIBIMA
otaeamu!

OT Bcero Hallero KoJIeKTuBa xeimaeM BaM kperkoro
37I0POBbSI, XKMU3HEIO0MS, HOBBIX CBEPIICHNI, a POJHBIM,
IPY3bsIM, KOJUIeTaM M YICHHKAM — OIIMYIICHUSI CUYACThS
KaK MOXHO JIOJIbIIIe OBITH psiaoM ¢ Bamn!

202011N
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

Xl cnve3 oHkonoros u paguonoroB cmpan CHI u EBpa3suu

C 23 o 25 anpens 2020 1. B (popMaTte OHJIAIH COCTO-
ancsg XI cwe3nm oHKoioroB M paauoisioroB crpaH CHI
u EBpazuu, B KOTOPOM TIPUHSIIA YYaCTHE CIICIIMATUCTHI
n3 26 cTpaH Mupa.

B pamkax Cpe3ma mpoliia aeTckasi CecCHsl, Ha KOTO-

pOii BBICTYNWJIU crieudanuctsl u3 Poccuun, benopyccuu,
Kazaxcrana u AsepOaiimkaHa. Jlokjagbl ObUIM TTOCBSI-
1IEHbl BOMPOCAM JICYEHUS COJIMAHBIX 3JI0KAY€CTBEHHBIX
HOBOOOpa30BaHUIl y IeTell, TeiiK030B 1 TUM@OM, a TaKXKe
TEXHOJIOTMSIM COMPOBOAUTEbHOM TEPAITUU.

B Pecny6nukanckoil pgemcKoii KnuHuyeckoi 6onbHuUYE
umM. E.I. TnuHku B F'po3HOM OMKpbINOCh OmaeneHue
JIeMCKOil OHKONOruu u remamonoruu

20 aBrycta 2020 . B IJIaBHOM JIE€TCKOM KIIMHUYECKOM
neHtpe YeueHckoii pecnyonuku — I'BY «Pecnybnukan-
ckag netckast knaumHudeckast OoibHuua (PIKB) mmenn
E.Il. TiuHku» — OTKPBUIOCH OTAE/NEHWE OHKOJIOIUU
U TeMaTOJIOT UM,

Ilo cayyaro 3amycka HOBOIO OTAENEHUS B OOJBbHULIE
npoiea JeHb OTKPBITHIX JIBEpeil, B paMKax KOTOPOIO
CrelMaJIMCTaMu TOJ PYKOBOACTBOM akagemuka PAH
B.I. TlonsikoBa NMpOKOHCYJIBTUPOBaHbLI Oojiee 35 nereid.
Kpome Toro, Obu1 moamucaH ngoroBop «0O HaydHOM,
KIMHUYECKOM U 00pa30BaTe/IbHOM COTPYJIHUYECTBE»
mexny HMUII onkonorun um. H.H. bnoxuna u PIIKb
uMm. E.IT. Tiunku.

ODULMAABHO I'KPBITHE

Omkpovimue omoeneHus OHKOA02UU U 2eMAamon0eul
Opening of the Department of Oncology and Hematology

HayuyHo-o6pasoBamenbHblil Kpyrablii cmon «feMaHruomol y aemei»

B konHue uioHs1 Ha [lepBoM MenuMIMHCKOM KaHaje
cocTosiiach  OHJIAMH-TPaHCISLMSL ~ HaydHO-00pas3o-
BaTeJILHOTO KPYIJIOTO cTojila «[eMaHTMOMBI y ACTeii»,
KOTOPBIM TIpoIe] MpW MOmIep:KKe KomItaHuu Pierre
Fabre. B MeponpusiTum OpUHSJIU ydyacTuUe Beayllue
CIelIMaJNCThl B 00JacTU reMaHTHUOM: akamemMuk PAH
A.I. Pymsgumen, am.H. T.C. Dbensimesa, K.M.H.
K.M. Kwupruzos, x.Mm.H. J.Bb. XecraHoB, na.M.H.
H.I1. Koraykosa, n.m.H. B.B. Porunckuii, m.M.H.
I0.A. Tlonges, n.m.H. C.A. Kynesa, k.m.H. E.K. JToHow1
uMHorue n1pyrue. Bo BpeMs Kpyrjaoro ctoia 00Cyknaauch
ITOIXOMBI K TMaTHOCTHUKE 1 JICICHUIO TeMaHTOM, COCYIM -
CTBIX aHOMAaJInii, MPOOJIeMbl B Je4eHUN MH(PAHTUIBHOMK
TeMaHTHOMbBI, BOMPOCHI 0E30MacHOCTU IPUMEHEHUS
MpoIpaHoJioa y feTeit, uHaHCUpOBaHUE MEIUIIMHCKOMN
TTOMOIIM TIPA TeMaHTHOMaX, a TaKKe MOCJIEAYIONINE 3Ta-
ITbI ¥ CPOKU CO3IaHUS KIIMHUYECKUX PEKOMEHIAIWA 110
JICYCHHIO 3TOTOo 3aboeBanms B Poccun.

ITo pe3ynpraTaM KpyIJIOTO CTOJIa OYAET ITOATOTOBIIC-
Ha Pe30JTIOLNSA C IIPEITOXKCHUSIMU T10 ITaTOTeHETUIECKOM
Tepaliy TeMaHTHOM.

ITocMmoTpeTh Bce MaTepraIbl KPYTJIOTO CTOJIA MOXKHO
Ha YouTube-kanaxe POO HOITIO.

—

Kpyrnbin cton

femaHrnombi
y Aeten

NaHenbHana ANCKYCChA
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PEBOMERA

(aniTpombonar)

3KOHOMWYECKI 050CHOBAHHbIN
BblBOP ATOHMCTA PELLENTOPA TO'

Mpenapat rpynnbl aroHMCTOB
peuentopos TNO, umerownit YETbIPE
NoKa3aHus K npuMeHeHuto B PP?

—

Mpenapat PeBoneiif® NokasaH AnA neyeHnA NaLneHToB B BO3pacTe 3 NeT 1 CTapLue ¢ UMMYyHHOI TpombovuToneHueir (ATM), gnaweiica
6 1 6onee mecALEB C MOMEHTa NOCTAHOBKM 411arH03a, y KOTOPbIX OTMEYaNCA HeZloCTaTOYHbI OTBET Ha MPeALUIECTBYIOLLYI0 Tepanito (Hanpumep, rOKOKOPTU-
KOCTEPOUZAaMM, UIMMYHONIO6YNINHAMK) C Liebl0 YMEHbLIEHIS PUCKA KPOBOTEYEHNIA, 2

N

. Mpenapar PeBoneiig® NokasaH AnA NeyeHins NaLMeHTOB B BO3pacTe CTaplue 18 JIeT C XPOHNYECKIM BUPYCHbIM renatutom C ¢ Lienblo obecrneyenms
BO3MOXHOCTIA IPOBEAEHIAA UM ONTUMI3aLMIA IPOBOANMOI MPOTUBOBMPYCHOI TepanuiA, BKIoUaloLLeil npenapartbl nHtepdepoHa. ?

. Mpenapat PeBonelif® nokasaH B COCTaBe Tepanuu NepBO IMHUY B KOMOMHALMY CO CTaHAAPTHOM MMYHOCYNPECCUBHOV Teparnieil y NaLNeHTOB C TAXENO
annactuyeckoil aHemment (TAA) B Bo3pacte 3 nieT 1 cTaplue.?

[#4]

B~

. TMpenapat PeBoneiia® nokasaH AnA eueHns NaLneHTOB B BO3PacTe CTaplue 18 NIeT ¢ TAKENON annacTMYecKol aHeMIelt, y KOTOPbIX He Gbll JOCTUTHYT
[LOCTaTOYHbIi OTBET HA MMYHOCYMPECCUBHYIO Tepanuio.

KPATKOE OMMCAHVE PEBONIEV®

Tabnerku, it if, 25 Mr w50 mr. PY Ne JICP-010032/09. MHCTPYKUWeit [10KA3AHA. Mpenapar Pesoneiin® nokasa, CTe 3 71eT ¥ CTapiuie CUMMYHHOI it (W) il

CMOMeEHTa N0CTaHOBKY AIATH033, Y KOTOPbIX OTMEanca Heﬂmﬂm"'”b'“ OTBET Ha "PEAWEUBWUWK) Tepanito (Hanpumep, Tepougamy, Cuenbio PUCKa KD it ﬂpenapaT Peoneiin® TI0Ka3aH /1A NIeeHitA NaeHTOB B B03pacte Crapuue 18 JIET C XDOHUHECKIIM BHPYCHbIM FenaTuTom Ccuenblo obecneverms
BO3MOXHOC Tepaniu, Mpenapar Pesoneiin® Tage it D: y pacte 3 net M crapue. lpenapat Pegoneiin® nokasan

B03pacTe CTapuue 18 ner ¢ i i yKoTop JOCTUTHYT A0C i Tepanutio. CM10COB MPUMEHEHNA U 103b. « Pexim T8a y [103a npenapata Pesoneiin
© cocTaBAAeT 25-50 Mr 1pa3 B CyTKM. i B3agucumocTi o 1103 He 75-150 mr. Ocob 3
Peoneiin® y aeteit ¢ xpoHnyeckim BIC wnu TAA He ycTaHoBNEHbI. » KNMHMYCKM 3HAUMMbIX pasnnymii npenaparay BBO3PACTE 65 N1ET 1 CTapILIE HE BbIABNEHO. « MaLMeHTbI ¢ : Npenapar PeBonefiA® CnlenyeT NPUMEHSTL C OCTOPOXHOCTBHO U TLLIATEIbHO KOHTPONMPOBATD tU(YDHHInE naumema TaleHTbi ¢
HapyLLeHVeM GYHKLMK Nedern: npenapar PeBoneiin” ceaye NPUMEHATb € OCTOPOXKHOCTbIO U TILATeNbHO CTOSHIIE NaLUEHTa, HayanbHas /103a npenapata Peonei{n® y AaHHol Kateropum nauweumx CocTaaAer 25mr 1 pa3 B cytku. MPOTVBOMOKA3AHIA. TunepuyBCTBUTENbHOCT K
npenapara. (B CBA31 COTCYTCTBIEM AaHHbI ™ Ty i . «Qcobble yKasaHyis». bepemeHHoCTb 1 nepiuoz TMnaawe 3 net (AnA faHHoii i ). 0COBbIE YKA3AHIAA VI MEPbI ﬂPEJlO(TOPO)KHO(WI ﬂpMMeHeHwe
3TPOMGONara MOXeT Bbi3BaTb HOPMbI il QYHKLAN NedeHi, W TTOPAKeHMe MeyeHi C BO3MOXHbIM NIETA/IbHbIM HOXOZOM. * QYHKUUM neveHn ¥ NAUVEHTOB € XP BIC 1 yuppo30M NeveHyt Ny NedeHin UHTepdepoHamit anba MoxeT
quec 0 nydanX ¢ oxogom. MauenTos 0 . Tp 70X HeHNA: penapar cezyeT NPUMEHAT COCTOPOXHOCTbIO Y MalieHToB
(neﬂyﬂ IPOCO CHIDKeHMN, [ p uenteBble 3aueHs.  Mogbilex oc 4 ey

310KA4ECTBEHHbI .+ ﬂauwenm C it: it VI BEPEMEHHOCTU W JTAKTALIVV. BepemeHHocTb: «
npw 6epeMeHHOCTH BO3MOXKHO ML B TOM CTy4ae, ii puck pna it 1A Matepu. laKTauus: « leayer
i epamvua g warepr. 10601HOE ECTBIE H D TR C YaCTOTOi BCTpedaemocTy): MauwenTsl CHTT: « Ouenh wacrbie (=10%): WHORKIIMH BEDKHHX, Yo (1-10%) gapin, MH¢€KWW| s
nyTed, napecmm CYXOCTb. maza, YXOCTb CUBHCTOf 0607104Kut MOOCTH pTa, PBOTA, TUIUHUTB [Avapes®, ™pTa, an (ACT), (AT), HaueHu,
anonewus, MUnT, apTpantus, it 6onb B KoCTAX, b TAX, OLLYLLIEHH TAKECTH, PUHHT, 601b BXHBOTE, 3yﬁnan 60nb, Kaluienb, oMb B poTornoTKe, pmuapew,nmxopanxa TMalMeHTb CXPOHHMYECKUM B[( Quep! uamle1>10%) aHemma, mmenwe
anneTiTa, GeccoHHML, FonoBHaA G0, Kaluetb, TOLLHOTa, AUapes, 3y, anoneuys, Muanmﬁ, 3ypus, y T, NXOPAIKa, ACTEHU, orek, 03406 + YacTble: nyTe nyTeii, 6powxuT, UM, OpabHbif repec,
TACTPO3HTEPUT, GAPHTUT, 3N0KaUECTBRHHbIE neyeH, aHemus MACChl Tena, ACPeCcHs, TEBOra, HapyLLeHUe CHa, CocToskie cry TH CO3HAHMA, HapyLLieHHe BHUMAHNA, AUCTeB3UA, NIeYeHOuHas JHUedanonaTus, NeTapris, HapyLieHite
NaMATH, NaPeCTe3i, KaTapaKTa, KCCYAATb CETUaTH, CyXOCTb F1a3a, KENTyWIHOCTb CKItep, oabiluka, Gonb B poTornoke o i Kalwen, PBOTa, acuT, 6o B xiBoTe, o JKUBOT, MCNENCAS, CYXOCTb BO PTY, 3aop,
3y6Han G0, CTOMATHT, FaCTpO330()areantHas PeioKCHas 60Me3Hb, remoppoil, AUCKOMGOPT B XUBOT, FacTpHT, o3l CTOMATYT, p BeH MILLEBOJA enmyxa, Tpombo3 it IeYeHOUHaA HEJIOCTATONHOCTb, 1eKaAPCTBEHHOR TIOPAKEHIE NedeHH, Chilb,
CYXOCTb KOXHM, 3K3eMa, IPUTEM, i 311, HOUHas NOTNMBOCTb, apTpanrus, 6oy , TAX, KOC 60onb B KoCTAX, Tb, 60Mb, DEaKLIMA B Me it oTeK,
CbINb B MeCTe UHBEKLIMM, AUCKOMGODT B FPYAHOI KAeTKe, 3y B MecTe LM, yBenyeHme 6GunupybuHa B Kpos, Maccol Tena, fiefikonenus, TBA HETPOY) NefiKOLUTOB, yBENUYeHIe Y1
4aCTM4HOrO TPOMGONAACTUHOBOTO Bpemeku (AYTB), =Mwwz BKPOBH, ar MaumenTb! ¢ TAA « OueHb YacTble (=10%): ronoBHas 6o, kalwenb, ofibiLLka, 607b B poTornoTKe, pHopes, 6o B mwame Aapes, TOLWHOTa, ™
aprpanrus, i , 6071b B KoHeuHoCTSIX, ymmnsemocn,, eoy « Yactble: peakun: » Yactble (1-10%): Hapy) TOKPOBOB, BK/I0Yast peaKLMM € Bo3pacTaiolLieii acToToii: » OueHb yactble (>10%):
H HRHHBIM TOCTper 19%): T octpoii i HeZOCTaTOuUHOCTb.  Heltsgec IOKpOBOE. i

npenapara. B3AUMOJENCTBUE C PYTUMIA NEKAPCTBEHHBIMI (PEH(TBAMM W IPYIVE BMﬂb\ B3AMMOHEVI(TBVI$] Poxyxacramu UlefiyeT PACCMOTPETb BOMPOC O CHIDKEHIM [J03bl PO3YBACTATHHA, A Takke NPOBOAWTD: ii MoHUTOpYHT. [pi 1 npoux cybctpatos
aHmoHos (OATP1B1) u BCRP nepyer cofy TOPOXHOCTD. RP): KOHTPONb B Teuekite 2-3 Hefjenb, TV B yBENM4EHIN A03bI N Il npenapar Pegoneit” UeayeT IPUKMMATb, M0 Kpaiiteli Mepe, 33 2uacago
Wi yepes 4 MIPOAYKTOB, L. CleziyeT obI0aTb OCTOPOXHOCTH, HEOBXOZMM i TBa Teuenvte 2-3 Herienb. HOBAPTVIC OAPMA AT, LUBELIAPYA

* AHanu3 <BIUAKIA Ha BIO/PKET» 10Ka3an, 4To NPUMEHeHUe peniapaTa NTPOMGONar N03BOTAET CyUIECTBRHO CHUUTb GIO/PKeTHbIE PACXOAbl CUCTeMbI 31IpABOOXPAHEHIA Ha Tepariuio Xpowueckoit UTII npu coxpaneHui 3deKTUBHOCTI 1 Ge3onacHocTi Tepanuu.
T Mapywkuta E. A, Oponos M. 10., Lllysaes B. A., Poros B. A. O KWl aHanu3 AroHNCTOB P p ANA Tepanuu XpoHNYecKkoi it Koii Mypnypbl y B3pocnblX, «KauecTBeHHan KNUHNYECKaA NpakTUKay,
N 12018, cTp. 4-13. 2 MHCTpYKUMA N0 MeMLMHCKOMY NPUMeHeHulo npenapata Pesoneiin® JICP-010032/09 Ha 31.08.2020.

TonHyto nkopmavmio o npenapate moxHo nonyunts B 000 «Hosaptuc Gapmar:
U N OVA RT I S 125315, MockBa, JleHUHrpackuii npocneKT, 4om 72, Kopryc 3.
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