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UPBUH 2

MPBUH 2 - oTBeTCTBEHHbIN B3rNA4 Ha MeaunLnHCKoe obecneyeHne CTpaHbl

KomnaHusa UPBUH 2 cneunanmnampyeTtcsa Ha o6ecneyeHnm nekapCcTBEHHbIMIN CPeaCTBaMu,
MeAVLMHCKMM  000pydoOBaHVEM W U3OENUAMU  MEOUUMHCKOrO  Ha3HavyeHus e HO-,,
NPOMGUNAKTUYECKNX U anTEYHbIX YYPEXAEHUI, OCYLLLECTBNAA ANCTPUOYLIMIO HA TEPPUTOPUN BCE
cTpaHbl. boratbin onbIT, 6e3ynpeyHas penyTaums u Belcokasi r’MbKOCTb No3BonsiioT Ham ¢ 2001 r.
BCEeraga HaxoaMTbCs B CINCKE NMOEPOB CerMeHTa OI0AXKETHbBIX U FOCNUTANIbHbIX MPOAAX.

Mebl nocTaBnsiem fiekapCTBEHHbIE CPEACTBa AN HYXA, MyHNCTEPCTBA 34paBOOXPAHEHNS
1N obecrnedyeHns NbroTHbIX KaTteropuin rpaxpaH. VMPBUH 2 npuHumaet ak " € y4acrtue
B peanm3aunm coumanbHO 3HA4YMMbIX FOCYAaPCTBEHHbIX MPOrpamMm no npoqpmnajdlee 1 NIe4eHunto
pasnnyHbIX 3ab0NeBaHnii, BKlo4Yasa BbICOKO3aTpaTHbIE HO300M M. , ,9,/

Bnarogaps AnMTENbHBIM U NPOYHbIM OTHOLLEHUSM C KJIHOYEBbLIMU MPOU3BOAUTENAMU Mbl
chopmMmpoBany MakCUMasbHO LUMPOKUIA aCCOPTMMEHT, CMOCOOHbLIM yAOBNETBOPUTL JtoOble
Hy>XAbl OTpacnu 3apaBooxpaHeHns PP. Mbl Bcerga rotoBbl npegnoxuts 6onee 10 000 nosnumia
13 CBOEWN aCCOPTUMEHTHOM HOMEHKNATYpPbl Ans obecneveHnsa Bpayen Hanbonee ahPeKTUBHLIMA
7 COBpeMeHHbIMVIAgpeJJ,CTBaMI/I Tepanuun 3abonesaHnin N10O0M CIOXHOCTH.

B cBow %beub, HanM4ne npencTaBuUTeNbCTB B 00JbLUN ""tB.e PErvMoOHOB U YEeTKO
OTNAXEHHOW ndﬁx@ﬁmecmﬁ NHPPAaCTPYKTYPbI MO3BONIAET VIPBVIH 2 1 S CTBAATL MOHbINA LK
NOCTaBKM w_/3HeﬁiHO BaXHbIX, CJ}&fHeﬁﬁg&%éhapaTos C I0BEAUPHON TOYHOCTLIO N XECTKUM
cobnoaeHnem CTaHJJ.ap'I""‘ x'gaf-ieva m‘rpaLcﬁomepOBKM. % ;4

Komnanua VMPBUH 2 ‘Bxoout B%CT&B rpynnbl- koMnauuii MapmMako — POCCUIACKOro
BbICOKOTEXHOIOMMYHOI0  XONAMHIA, ‘ocﬁy- eCTBFIOWEro OedaTe/IbHOCTb BO BCEX CermMeHrax
oTpacnu 3apaBooxpaHeHusa, oT R&D HaykoeMKmx NeKapCTBEHHbLIX CPeACcTB OO0 NPOM3BOACTBA
1 Npoaaxu aBTomangmfaHHblx VMMYHOJIOMMYECKMX aHannM3aTopoB, Oka3biBasd CBOU YCNYrm Ha

BCe TeppuTopun PO, »7

¢ . “TK dapm MMEEeT COBPEMEHHbIE MPOM3BOACTBEHHbIE MOLLAAKN, CEPTUDULIMPOBAHHbIE
%GL\&P, NCMONb3yeMble Kak [/15 MPOV3BOACTBA COOCTBEHHbIX JIEKAPCTBEHHbLIX CPEACTB, TaK U [
JNlokanusaunm nponsBOACTBA M JalibHENLIEro MMMNOPTO3aMELLEHNS BaXHENLNX MHOCTPaHHbIX
npenapatoB. Mbl B MOJSIHOM Mepe OCO3HAaEM HEeOOXOOVMOCTb KOHCTPYKTMBHOIO pa3BUTUS
OTe4YeCTBEHHOW (apMaLEeBTUYECKOM OTpac/n, B CBA3U C YEM NpuiaraemM MakCUMyM YCUIINN
B peannsauum rocyaapcTBeHHom nporpammbel @apma 2020.

MoapoBHO 03HAKOMUTLCA C AeATeNbHOCTbIo 'K PapMako MOXHO Ha canTe www.pharmeco.ru

Poccuda, 115230, . MockBa, 1-n HaratnHckui np-a, 4. 10, ctp. 1, BL, «<HbtoTOH Nnasa»
Ten. : +7 499 800 77 87, +7 495 725 44 68; e-mail: irwin2@irwin2.ru




ONTUMAJbHbIWA BbIBOP NPU TEPANUY
BHYTPUBEHHBIMU UMMYHOIJ1I0BYJIMHAMU

B 2 pa3a MeHbluas Harpy3ka 061eMoM Mo CpaBHEHUIO C 5%-Mu
BHYTPMBEHHBIMA ~ MMMYHOrNOOY/IMHAMM 32 CYET  BbICOKOW
KOHLeHTpaumu npenapara !

OnTuManbHbIe XapakTepUCTMKKX Npenapara ansa bonee besonac-
HOV Tepanuy NaUEeHTOB C COMYTCTBYOWMMM 3aboneBaHmaMm 1.2

3HAUUTENBHOE CHKEHME YaCTOThl BO3HUKHOBEHMS MHADEKLIMIA
NaLMEeHTOB C NEPBUYHBIMI MMMYHOOEehMUMTaMK 3

bbicTpoe noBbiWweHVe 1 gauTeNibHoe COXpaHeHve B npegenax
HOPMbI YPOBHA TPOMOOLIMTOB Y MALMEHTOB C MAMONATAYECKOIA
TPOMOOLIMTOMNEHNYECKON NYyprypoii 4

BblpaXeHHbIn 1 ONMTEeNbHBIA  KMHUYeckuid  3dhchekT  npw
TepanuuM XpoHWYEeCKON BOCNanuTe/ibHOM OeMUEeNMHU3KPYIOLLEN

N

O abramglh imeio

No/IMHeBponaTum >

Kpatkas uHcTpykums no npenapary lamyHekc®-C

(MmyHOrNI06YNMH YenoBeka HOPMaNbHbIN, OUMLLIEHHBI XpoMaTorpacueck)

JlekapcTBeHHas hopma 1 cocTas: pactBop s MHehy3ui, 10%. B 1 Mi copepxuTca: MMMyHOro6ynvH Yenoseka HopMasbHbii (100
Mr), mvuvH (15 Mr), Boga Ana WHbekumid (0o 1 mn). MokasaHus K npuMeHeHnio: MepBUYHBIA ryMOpasbHbIA MMMyHOAEULAT
(BpoxpeHHas araMmariobynHemMms, 06 BapyabensHbIA MMMyHoRedULAT, MMMyHOAedULMT C rinepnpoaykuvedt Ig M, ceA3aHHbIA
€ X-XpoMOCoMOi, cuHppoM BrckoTTa - Onapuda, Tsixenble KOMOMHIPOBaHHbIE MMyHOAedMLTL); ViavonaTudeckas TpOMGOLMTONEHI-
ueckas nyprypa; XpoHndeckas BOCnanTesnbHas AeM envHI3vpyloLLas nonvHeBponaTia. MpotusonokasaHns: AHadunaktideckie unm
THAXENble CUCTEMHbIE Peakuuv Ha BBEAEHME WMMyHOrMobyMMHa YenoBeka. BombHble C TAXeNbiM CenektvBHbIM AeduumTom IgA
(cbiBOPOTOUHBIA IgA<0,05 /M) MpY HAYMM QHTUTEN K UMMYHONOBYIMHY A, MoryT mosyyatb amyHekc®-C ¢ MCKIIoUUTENbHBIMM
Mepami MpefocTOpoXHOCTA. Mepbl NpesoCcTOPOXHOCTA: VIMEIOTCA [jaHHble O TOM, YTO BHYTPUBEHHOE BBELeHWe MMMYHOrMobyvHa
yenoBeka MOXeT MPWBECTW K AVCYHKLMM NOYeK, OCTPOM MOYEUHON HeAOCTATOMHOCTM, OCMOTMYeckoMy Hedposy 1 cvepTn. Y
MaLMeHTOB, MPeApacronoXeHHbIX K OCTPOM NOYEYHOM HEOCTAaTOYHOCTI BHYTPUBEHHBIE UMMYHOMMOBYIMHBI AOMKHBI MPUMEHSATLCA B
MUAHMASTBHBIX 033X M C MUHAMAITBHOM CKOPOCTbIO BBedeHws. MobouHoe AeiicTaue: Mpn BBeAeHwn npenapara lamyHekc®-C moryt
Pa3BMBaTLCA T e PeakLyuy, YTO W MOCTe BHYTPUMBILIEYHOMO W BHYTPUBEHHOTO BBESEHUe ApYrvX MpenaparoB MMMyHOMMOByIMHa
uenoseka: pBoTa, TOLUHOTA, KPaniBHULA, GECMIOKOVCTBO, MPWAMBLI, OAbILLKA, 6O B XV1BOTE, MUANTVW, apTPATUs, FONOBOKPYXeHHe,
06MOpoK, 03H06, MMXopaaka, ronoBHas 6onb. Dopma Bbinycka: Bo hnakoHax no 25 ma, 50 mn u 100 mn. YcnoBus xpaHeHus/
TpaHcnopTposku: Mpn Temnepatype 2-8°C. He 3amopaxweatb. Cpok roaHocTv - 36 Mec. Bo3MOXHO XxpaHeHue nperapara npu
Temneparype Ao 25°C B TedeHue 6 Mec. B Mioboe Bpemst Ha MpOTAXEHUM CpoKa ro[HOCTH.

lMepen Ha3HaueHWeM npernapara, yroMsHyToro B AaHHOM MaTepuare, MoXanyicra, 03HaKOMbTeCh C NOMHOM MHCTPYKLMEN MO npuMeHe-
HMIO lekapCTBEHHOMO Mpenapara.

lpeTeH3wn HanpasnaTe no agpecy: AQ «P-®apmy», 123154, r. Mocksa, yn. bep3aputa a. 19, kopnyc 1.

Ten.:+7-495-956-79-37, hakc.:+7-495-956-79-38. E-mail: info@rpharm.ru, safety@rpharm.ru

Nurepatypa: 1. Gelfand E. W. Differences between IGIV products: Impact on clinical outcome. International Immunopharmacology.
2006; 6(4):592 - 599; 2. Siegel J. Safety considerations in IGIV utilization. International Inmunopharmacology 2006; 6 (4): 523-7;
3. Roifman C.M., Schroeder H., Berger M., et al, and the IGIV-C in PID Study Group. Comparison of the efficacy of IGIV-C, 10%
(caprylate/chromatography) and IGIV-C, 10% replacement therapy in primary immune deficiency: a randomized double-blind trial.
International Inmunopharmacology 2003;3:1325-1333; 4. Bussel J.B., Eldor A., Kelton J.G., et al, and the IGIV-C in ITP Study Group.
1GIV-C, a novel intravenous immunoglobulin: evaluation of safety, efficacy, mechanisms of action, and impact on quality of life. Thromb.
Haemost. 2004;91:771-778; 5. Hughes R.A.C., Donofrio P., Bril V., et al. Intravenous immune globulin (10%
caprylate/chromatography purified) for the treatment of chronic inflammatory demyelinating polyradiculoneuropathy (ICE study): a
randomized Placebo-controlled trial. Lancet Neurol. 2008; 7: 136-44.

P-®APM  AO «P-®apm», 123154, Mockea,

4 MHHOBaUMOHHbIE
o oo . Bep3apuna A.19, kopnyc 1.
Ten: +7-495-956-79-37

CI RI FOI.S thakc: +7-495-956-79-38

Jloka3sano Haykoi. MoaTBEePXaeHO NaLUeHTaMHu.
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K1ohapabliH

Ana neueHna ocTporo
num¢obnacTHoro nemkosa
(OJ1N1) y peten ctapuie

1 ropac peunanBom unu
pedpaKkTepHOCTbIO K Tepanmun
nocsie npuMeHeHunA

Nno KpanHen mepe AByX
npeAwWwecTBYIOLWNX CXEM
XMmmnoTtepanum n npun
OTCYTCTBUMN NHbIX CNOCO60B
AOCTUXKEHUNA CTONKON
pemMuccum.

SANOFI ONCOLOGY g

AO «CaHodu Poccuar. 125009, MockBa, yn. TBepckas, . 22
Ten.: 8 (495) 721-14-00, dakc: 8 (495) 721-14-11 www.sanofi.ru

*TrCK — TpaHcnnaHTaumsa reMono3TMYeCcKMX CTBOSIOBbIX KNETOK.
http://www.ema.europa.eu/docs/en_GB/document_library/EPAR_-_Product_Information/
human/000613/WC500031191.pdf (no coctoaHuio 17 deBpansa 2016 1.)

2JehaS., atal., J Clin Oncol. 2006 Apr 20;24(12):1917-23.




dy3apros YCTONUMBBIV K GAYKOHA30AY

WHBA3MBHbIA KAHAMAO3

Acnepruanés

KaHanpaemus

e Cuepocnopuros
y NauneHToB 6€3 HENTPONEHUM

1-¢ Mecmo
‘UHCCKUMU

iblU ache aHUMaem
B cmpykmype HI Ay Aemeu ¢ OHKoremamono
3a00AeBaHUAMU'

BudeHa - ypoBeHb pekomeHpaumn Al
npW MHBA3MBHOM acrepruanése y AeTen
(ECIL 4 pAst nepmMaTpUUeckux naumeHTos, 2012 r.)?

Haanune y BudpeHpa MHPY3MOHHON U
nepopanbHbiX GOPM MPEAOCTaBAAET
BO3MOXHOCTb MPOBEAEHUA
CTyneH4yaTon Tepanuu
(Avoduamnsart ana 8/ 200w,
cycneHausa 40mr/Ma, Tab. 200mr)3

*WUIN - nHBa3UBHbIE TPUOKOBbLIE MHOEKLMM

Kpatkaa uHpopmaumsa no npuMeHeHuto npenaparta BuoeHa®

Cnoco6 W Ao3b

HOM CHCTEMbI, AXOPAAKOIA M HEIITPONEHHEI, 3 TPYMbl BLICOKOTO PUCKA
I.MM TeMOMO3TUUECKHX CTBONOBBIX KAGTOK, GOALHBIE C PELMANBOM A€i1K03a).

: MGEHAR CAEAYET HauMHaTb C BHYTPUBEHHOMO BBEACHHA
B PEKOMEHAYEMOM HaCbiLIAIOWEN A03e, HTO6bI y)Ke B NEPBbIA ACHb AOGTLCA AACKBATHOM KOHLEHTPa-

AL S ! TDUGKOBLIX MHOEKUMI Y ALMEHTO rPYNNsI BHICOKOTO PUCKA, TAKAX LMW B NAG3ME KPOBM. KaK MUHAMYM 7 AHEH, 10CAE Hero
popma: e ma PACTBOPA AA UHOY3HiA, TAGAETKH, - Kak CTBOAOBBIX KAETOK. SGEMOXeH 1epeo Ha nepopaLILIA e Tpenapara fpU YEAOBM, 41O NaLIMEHT Crloco0eH M-

KpbiTble: , NIOPOLLIOK A CyCNIeHaMH AR NDHEME BHYTDb dena Soneram © K BOpHKo-  Malb ACKAPCTBGHHBIE CPEACTER AN MPHEMA BHYTDb.
_ A Npenapar WHPOKOTO  Hagony WA AOBOMY APYTOMY npime-  B3POCABIE M MOAPOCTKY OT 12 AeT A0 18 ioan NepBble CyTku Mo 6 Mr/Kr K)a)KAble 12 yacos (Hachilua-

towasi A03a), Aaee No 3-4 Mr/Kr kaxable 12 u (NoAAEPXUBAIOLIAs A033)

HeHue BuoeHaa cy6eTparbl CYP3A4 - acte-
2 A0 12 A€T 1 IOAPOCTKY OT 12 A0 14 AET C MACCOii TeAa MeHee 50 Kr: B nepsble CyTku 9

na 1 o
e SHT iR e PUGAMNMLMH, KApBaMA3ETMH M ANMTEAGHO  ACTH OT

naeckie
B ST U e Wl T Sl (i G U i
P450 - kaoueso-

e e 3procrepona. In vitro 06AGAeT WMPOKHM CrIeKTPOM

Ae/ICTBWA: aKTVBEH B OTHOLIEHWH Candida Sp. (BKNOUAR WTaMMbi C. KTUSei, YCTORUMBHIE K OAY-

B BHICOKMX A03aX (400 MT 1
BLWE OAVH Pa3 B CYTKH); PATOHABMP (400 NI W BbIWE ABA Pa3a B CYTKV); BAKBAOASI CTOPbIHBH

LY P T T C. glabrata w C. albicans), a Takxe NposBAReT
3h¢eKT B spp. 1 rpUGOB, CTaBLIMX
aKTYaNbHBIMK B HOCAGAHEE T, G Scedosporium spp. wav Fusarium spp., KoTopble

TokasaHws K npuMeHeH
- VHBa3HBHBI ACTepTUMES;

- y (3
- TAXEAble MHBA3WBHbIE KAHAMAO3HbIE HHOEKUMH (BKAtouasn C. krusei);

- KaHauaos nvwesoa;

- TAXenble rPUGKOBbIE MHEKLMH, Bbi3BaHHbIe Scedosporium spp. v Fusarium o
- AA\pyrve TAXEAble MHBA3UBHbIE rDMGKOBb\e MHGEKUMN NpH

CYP3A4; 38epoboii npo-

ii (MHAYKTOD P450 1 P-
BUGEHA NPOTHBONOKA3aH ACTAM B BOIPACTE MAGALIE 2 ACT, & TAKKE NPH ACOHUMTE CaXapaasl/u3o-
MaAbTasbl, OPYKTO3bI i
c K Apyrim -
s2oroehTeenc CTeieH eAoCrerouHool ¢y RAHIneueHi axeri crenitisHeacranoiooT

MI/Kr 2 pasa (HachiLLaIWAR A033), AAAEE N0 8 MI/K KaxAble 12 4acoB (NOAAEPXHBaIOUIAR A03a).
Haubonee ABARIOTCA
SPUTEABHbIE HAPYLLIEHIS, AUXODAAKA, Chiflb, PBOT, TOLUHOTA, AUAPER, FOAOBHAA GOAb, NepHpepHe-
GKIe OTeKM 1 GOAb B XNBOTE. HEXeAaTeAbHbIe PEaKLMN OBBIYHO AGTKO WAM yMEPEHHO BbIpaXeHb.
3peHus, UBETHOTO 3peHHs AU pOTodO6HS)
ABAIOTCA B CAYUAEB OHM UCUESAIOT CrIOH-
TaHHO 8 TeubntG 60 M. Bo BPEMS ACUEHUS MOTYT pszawhcn HAPYWEHMA GYHKUM NEveHH (ToKCH-
4ECKNVi TeNaThT, NEeYeHOUHaR HEAOCTATONHOCTS).

K APYTM AeKAPCTBEHHBIM CPEACTBa
 TIDOPHAEKTHIE *MPOPIEHKDS TPABKOBBX HHPERLHA Y MLAEHTS o CHAXEHHO YHKLHER UMY

CnUCOoK IuTepaTypbl

GYHKUMM NOYEK. Takue Kak c noa
Kanbunemus. CaxapHbiil Avaber. creayer Tb C y nsumemoa i WA MHAYKTOPbI STHX U30$EPMEHTOB MO-
c wnn uhrepsana QT ryT BbigBaT COOTBETCTBEHHO NOBBILUEHHE WAU CHIXEHME KOHUCHTPALMIA BOPHKOHA30AA B NAaSME
@ ; cukycosan HanM-  KpOBM.
une i apUTMIAM; 7 npuém YAMHEHHE  [oniag no Buden)
A s no
CLEEEREEE My npuMeHenmio
ELT Tb, KOrAa 310

1. Meirav Mor, Gil Gilad, Liora Kornreich, et al. Pediatr Blood Cancer 2011;56:1092-1097 2. ECIL 4 - Pediatric Group Considerations for Fungal Diseases and Antifungal

Treatment in Children, 2012 (http://www.ebmt.org/Contents/Resources/Library/ECIL/Documents/ECIL%204%202011%20Paediatric%20guidelines%20Fungi%20and%20

antifungals.pdf) 3. U no npi

000 «[daitzepr, Poceus, 123317, Mockea,

BudeHA®. Per

MpecHeHckas Hab., A. 10, BL «balwHsa Ha HabepexHow» (baok C)
Ten.: +7 (495) 287 50 00. dakc: +7 (495) 287 53 00.

HHble Homepa: M Ne 015539; M Ne 015540; AM-002080.
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C 2014 ropa «Poccuitcknit xypHan petckoit rematonormn C 2015 ropa anekTpoHHas Bepcus XypHAna NpeacTaBneHa
M OHKOJIOTMMU» BKNtoYeH B HayuHylo anekTpoHHylo 6UbnuoTeky B BeAyLMX POCCMMCKMX U MUPOBBIX 3N1IEKTPOHHbIX BMbnunoTekax,
u Poccuitckuit nuaekc HayuHoro uutuposanusa (PUHL), umeer B Tom uncne EBSCO.

MMNAKT-pakTop.

C 2015 ropa xypHan 3apernctpupoeaH B CrossRef, sce cratsu
6yAyT NPOMHAEKCMPOBAHbI € MOMOLUbIO LM$POBOro MAEHTUPH-
katopa DOI.

JNETCKOU
gl T'EMATOJIOI'UU
n OHKOJIOTUU

HauvoHanbHoOe obLW,eCTBEO AE€TCKUX FTEMATONIOFTOB U OHKOJNIOTOB

HOAro

AccounmnpoBaHHbii uned HaumonansHom meguumHckon nanatsel 1 Corosa neguartpoe Poccum

IJIABHBIN PEJAKTOP
Bapdoaomeesa Csernana PadasneBna, o.x.1., npogeccop, 3amecmumens dupekmopa Hncmumyma onkonoeuu, paduosoeuu
u s0epnoii meduyunvl DI'BY «Dedepanvibiii HAYHHO-KAUHUMECKUT YeHMD 0eMCKOU 2eMaAmon02ull, OHKOA0UU U UMMYHON0RUU
um. JImumpus Poeauesa» Munszdpasa Poccuu, enagnviii demckuii onkoaoe Llenmpansroeo gedepanvrhozo okpyea P®, ucnoa-
HumenvHolil dupekmop Hayuonanrsnoeo obujecmea demckux eemamono2o u onkonozos (Mockea, Poccus)

3AMECTUTEJIb INTABHOT'O PEJTAKTOPA
Kupruszos Kupuian Wropesmd, x.m.H., 3aeedyioujuii 0moesom HAy4HbIX UCCAEOC iU K KUX  MexHoA02uUll
QDI'BY «Dedepanviblit HAYHHO-KAUHUHECKUL YeHMDP OeMCKOU 2eMAMOA02UU, OHKOA0UU U UMMYHOA02UuY um. JImumpus Poeauesa»
Mun3zdpaea Poccuu, epay om()eﬂeuuﬂ mpancnaanmayuu Kocmuozo mozea PI'BY «Poccutickas 0emekas KAuHuveckas 60abHuya»
Munzdpasa Poccuu, o i cekpemaps He 16H020 00UeCMBa 0eMCKUX 2eMamon02o8 u oHkon0eos (Mockea, Poccus)

OTBETCTBEHHBIV CEKPETAPh
Iamanckas Tatbsina BuKTOpOBHA, K.M.H., cmapuiuil Hay4Hblil COMPYOHUK 0MOeAa OnMUMU3AyUU Ae4eHus CONUOHbIX HOBO00-
pazosanuit DI'BY «Dedepanvhblit HAYHHO-KAUHUHECKUL YeHMDP OeMCKOU 2eMAMON0UU, OHKOA0UU U UMMYHOA02UU UM. JImumpus
Poeauesea» Munzdpasa Poccuu, épau demckuii oHKoa0e, yueHwlii cekpemaps MHcmumyma oHKoao2uu, paouonouu u s0epHoil
meduyunvl DTBY «Dedepanvhbiii HAYMHO-KAUHUMECKULL UEHMP 0eMCK Ol 2eMAMON02UL, OHKONOUU U UMMYHOA0UY UM. JImumpus
Poeauesa» Munzdpasa Poccuu (Mockea, Poccus)

TOM 3

OCHOBAH B 2014 T.

Wsnarens: CraTby HANPABIIATH 1O AIpecy: ISSN 2311-1267 (Print)
000 «Ipadukar, 117997, Mocksa, yi1. Camopbt Mattera, 1, ISSN 2413-5496 (Online)
127055, Mocksa, yi1. HoBonecHast, 5. ¢ nnomeTkoii «Iist HOATO».
http://journal.nodgo.org/jour Teun.: +7 964-584-62-41 Poccuiickuii XypHat
Pyicosodumens npoeicma B.A. Kmoxosium vawp?dgo.org, HoIro.pd JIETCKOiA TeMaToIOrMK U OHKOJIOTHH.
E-mail: vak@nodgo.org -mail: nodgo@yandex.ru 2016. Tom 3. Ne 1. 1-76.
3asedyrowas pedaxyueii T.B. Kimokoskuna TIpH TTOJHO# WM YaCTHIHOI Tloanucroii nuaexe B Kataore
E-mail: tvk@nodgo.org TepereyaTke MaTepiaioB CCbLIKA «ITpecca Poccum» — 93505
Koppexmop B.JI. Mopososa Ha «PoccHIACKMiA KypHaIT IETCKOI
Todnucxa na ocypran reMaToJIOTUH M OHKOJIOTUM» 00sI3aTebHA. Otmeyataro B TANIOrpaguy
E-mail: podpiska@nodgo.org 000 «Ipaduka»

N Penakiuist He HeceT OTBETCTBEHHOCTH Tupax 1500 oK3.
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Om pegakyuu

s IETCKOU

TEMATOJIOTMU u OHKOJIOT MU

OT PEJJAKLIMH
0

15 anBapa 2016 r. OHKLL ATOW um. imutpua Porauesa ucnonHunoch 25 net. Mbl nonpocuny nepebix COTPYAHUKOB TOrAa

elle HayuHo-uccneoBatenbckoro MHCTUTyTa aetckoil rematonorun (HAW Ar) Bcnomuntb 1991 1. 11 0TBETUTD Ha BOMPOCHI

06 OTKPbITAN VIHCTI/ITyTa [JEeTCKOI remMaTonoruu.

BoT Ha kakue BOMPOCbI 0TBEYAJIN HALLW PeCNOHAEHTbI:

1. Mouemy Bbl npuHAnn peweHine Hayatb paboty B HAN 7
2. Kakue camble 3anoMuHaloLLuecs MOMeHTbI paboTbl Bbl MoXeTe BCOMHUTS?

3. Noxenanua LieHTpy Ha byayuiee.

Anekcaunp IpuropbeBuy PymsiHieB — 1.M.H., mpocec-
cop, akanemuk PAH, renepanbnbiii gupekrop @HKII
JAT'ON um. Imutpust Porauena.

1. CtaTh reMaToJI0TOM $I pEIInJI B CTYACHYECTBE, MO0~
paXkeHHBIIT caMOOTBEPKEHHOI paboToil Bpaueit (U3 KO-
TOPBIX CeiTUac XK1Ba TOJBKO 3aBeIyOlasi IEPBbIM B CTpa-
He oTaesieHreM remarojoruu npod. Juausa AnekceeBHa
MaxoHoBa), JICUMBIIMX CMEpPTEJbHO OOJIbHBIX HCTEH...
S IpUMHSLT 3TO pellieHUe U JBUTAJICS B 3TOM HaIlpaBJICHUMN
B TeueHue Bceit xxu3Hu. Korna B 1987 1. g1 cTan 3aBenyto-
MM Kadeapoil MOJUKIMHUYECKOI enuaTpuun Bo Bropom
MEIUIIMHCKOM MHCTUTYTE, (hopMabHO MOM Tpodeccuo-
HaJIbHbIE MHTEPECHI EPELLIN B IpYTMe 00JacT MeULIM-
HbI. Y1 4TOOBI MPOA0JIKATH TJIABHOE U JTIOOMMOE CBOE JIEJIO,
sl pELIWJI, YTO HACTYIIWIIO BPeMsl OpraHnu3oBaTh MHCTUTYT
nerckoit reMarosoruu. K rociaoBuiie «YMHBIN B Topy He
MOWIET...» y MEHsI Bcerna ObUIO JINYHOE OTHOIICHUE.

2. [ToHumalo, 4To KaxKablil IeHb 3TOM ABAALIATUTISITU -
JIeTHEW paboThl AupekTopoM MHCTUTYTaA OBLT OCOOCH-
HbIM. [ToMHI0 Bce mpeaiiecTBytomue co3nannio MHcTt-
TyTa BCTPEYM M Pa3rOBOPHI, KaK IIPUHUMAJIN peLIeHUE
BCTYIIaTh B 3TY UCTOPMIO MOM CIIOIBUKHUKU, YbU BIIC-

Omkpoimue omdenenus TKM ¢ yuacmuem M.C. Topbauesa

8

yaTJeHMs BbI IIpouTeTe 3aech Xe. Kak Bcex Hac mepe-
MOJHSJIM SMOLMHU, KOTAAa MOANMUCHIBAIUCH JOKYMEHTHI
o coznanuu HUM JIT 1 06 otkpeiTum LleHTpa umMeHun
Hwumbl PoraueBa. M ucropuueckyto IllIkony B [ToneHoBO,
rie 3amnaaHble KOJUIETH MOAPOOHO M OTKPOBEHHO pac-
CKas3blBaJiM O CBOeii paboTe, U Mmocjie KOTOPOil mpuria-
CUJIM HaIllMX TOKTOPOB Ha CTaXXUpPOBKY. M Kak, mpume-
HUB HOBBIE TMPOTOKOJBI JI€YEHUSI, Mbl YBEJIUYMIU
B 10 pa3 yuciao BeI3AOpaBIMBamIIuX nauueHToB. U npy-
rve OOCTUKEHUSI, U Oelnbl, U IHM, MPOBEICHHbIE Ha
cTpoiike LleHTpa...

A CYaACTIMB 1 CBOUMU YYEHUKAMU. DTO, IPUMEPHO,
200 yuyeHsIX ¥ Bpaueil, 70 u3 HUX — JoKTopa Hayk. Topx
HX ycTiexaMU 1 YBEPEH, YTO IIMPOKUM KPYT MOUX YIECHU -
KOB U MocJiefoBaTelieil — B pa3HbIX HAMIPaBJICHUSIX — MPO-
JOJKaT eJ10, KOTOPOMY 5T ITOCBSITUJT KU3Hb.

3. XKenato BceM, KTO OyaeT MpoaoJKaTh padoTaTh
B LleHTpe, coXpaHUTh YYBCTBO CBOOOIBI 1 YYBCTBO JIOKTS.
He xonkypupoBaTh ApPYr C IPYyroMm, a MOAJEp>KUBATh.
He otuauBaThcs, He OOSTHCSI OLIMOOK — 3TO HeTpaBsia,
YTO MOKHO HayYMThCsI HA OLIMOKAX IPyTMX. MHOTo 1 4ecT-
HO pa®oTaTh. 1 MOMHUTH INIaBHOE: MOXHO cAeaaTh Bee!

Ob6cyncoenue 6 omoenenuu TKM
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Anekceii Anekcanaposud Macyan — 1I.M.H., pocec-
cop, 3aMecTuTeNb reHepaiabHoro aupekropa ®OHKIL
JATOU nm. Imutpus Porayena.

1. 41 paborato B LleHTpe ¢ mepBOro AHS U ObLIT OTHUM
U3 CEMU YeJIOBEK, ¢ KOTOphIX 3TOT LleHTp Havasncs. [Toato-
My BONpPOC O TOM, KaK TMPHUHSI pelleHue pabdoTaTh
B LleHTpe, 3By4UT MPUMEPHO TaK Xe, KaK eCiu Obl MEHS
CIIPOCUIIM, KaK s PELIT POIUTHCS.

2. CaMble 3alTOMUHAIOIIMECT MOMEHTHI ObLTH B 1991 T,
KOrJa BO BpeMs IyTya IMOYTH BCe COTPYAHMKM TOIILIM Ha
bappukansl K beiromy momy, a AinekcaHap IpuropbeBud
PymsiHLIEB, KOTOpOTO HE OBLIO B MOCKBE, 110 BO3Bpallie-
HUM coOpaJ Bcex, ModaarogapuI U Mo3apaBuil ¢ ModeIoi.
KoneuHo, moMHsTCS U TpyaHbie 90-e Toabl, KOrga MBI,
HECMOTP# Ha CTPALLHbIE TPYIHOCTU, HULIETY U IIPUTECHE-
HUS, CIEIAIM KOJOCCAJIbHBIA PHIBOK, CTABIIMMA OCHOBOU
IIJISI TOTO, YTOOBI ITPETeHA0OBATh Ha CTPOUTEIBCTBO COOCT-
BeHHOro 3naHus. Becerna OymeM MOMHUTD Y BU3UT MPe3u-
nenta Poccum B.B. Ilyrmna B aBrycte 2005 T,
ocJjie KOTOPOro U Havanach HacTosIas uctopus LleHTtpa.

3. IMoxenanue — ToJabKO onHO. He cKypBUThCS U He
cTaTh TaKMMHU Xe, Kak Bce. [loMHUTD, YTO eAMHCTBEHHAs
1LIeJIb ¥ MeUTa JEeTCKOro reMaTojIora-oHKOJIora — BbUICYUTh
Kaxmoro nauueHTa. M cnenaTh 3TO Tak, YTOOBI HUA CaM pe-
OEHOK, HU €r0 CEMbsl HE UyBCTBOBAIM HU (PU3UUECKOI, HU
NyLLIEBHOU O0JIN.

Enena Baagumupona CamouaroBa — 1.M.H., mpocec-
cop, 3aBelylolas OTACIOM KIMHUYECKUX UCCIIeIOBAHUI
OHKI AMOU um. Imutpus Porauyesa.

Henwss ckazath, uto HUUW JII" BO3HUK Ha MYCTOM Me-
cre. B CCCP 6butn 1OBOJIBHO CUJIbHBIE KOJIEKTUBBI, 3a-
HUMalOIIMecs MpobdeMaMy reMaToJIOTUH, 1aXkKe aKageMu-
YecKoro YpoBHSI. bBbulM M JeTCKHME TeMaToJIorH,
U OTIIEJICHUSI IETCKOI1 TeMaTOJIOTMK — He TOJIbKO B MOCKBe
u JIeHUHTpange, HO U B 00JIaCTHBIX OobHUIIaX. [emaToso-
TYIo IperofaaBanu Ha Kadeapax neauarpuu. beina mkona
C XOPOILIMMU YYUTEISIMU-IIPAKTUKAMU U JaXKe YICHBIMU.
Ho onu Bcerma HaXonMJIMCh B TEHU MOIIIHOM TepareBTH -

Busum P.M. Iop6auesoii 6 KauHuky

TEMATOJIOTMM u OHKOJIOT MU

YECKOM IIKOJIbI, BOCHPUHUMAINUCh CO CHUCXOAUTETBHOM
yABIOKOM. M1 Majio KTO UCKpPEeHHE BEPWI, YTO B BEIYILIMX
YHUBEPCUTETCKUX TeIUaTpUYeCKUX KIMHUKaX EBporbl
n CIIA yxe B 70-e rogbl XX BeKa HaydYWJIUCh JIEYUTh
MMEHHO NEeTCKMI OCTPhIi TuMbOOIaCTHBIN JEHKO3 C Be-
POSITHOCThIO TOJITOCPOYHOI BhIKMBaeMocTH 10 50—70 %,
BE&lb B HAIICH BEJIMKOM CTpaHe TOPAMIMCH ITOKA3aTeIsIMU
5—7 %. 3a00eBIIKX ACTEI BCEMU CUJIAMM CTaPAIUCh OT-
MpaBUTh B 3apy0OexkHble KITMHUKU. CTpaHa ObLIa 3aKphiTa
IISI COBPEMEHHBIX 3HAHUN — UMMYHOJOTUM, T€HETUKH,
COBPEMEHHBIX TeXHOJIOTU. M Beab BhIe3Kaau pPyKOBOIM -
TeJIW Hallleli MEeIUIIMHBI B BeayIIre 3apyOeKHbIe KITMHUKH,
HO KaK Oy/ITO HUYEro He 3aMevaliu, 1a U He MOTJIU TTOHSITh
MPOUCXOMSIIEro — 6e3 3HaHUs SI3bIKOB, 3apaKeHHbIE CO-
BETCKOM MIeoorueil 00sS3HU OTKPBITBIX OTKPOBEHHBIX
KOHTakTOB. M TyT momocmenu KOpPEeHHbIE W3MEHEHUS
B MHUpE, B Hallly CTpaHy MpUIILIIa MepecTpoiika. DTo ObLIO
BpeMsI BeJIMKUX TTIePEMEH, KOTJa pyIIUIUCh YyCTOU, JJoMa-
JIUCh KOCHBIE YCTAHOBKU, TIEPECTaIM ACHCTBOBATD IJTYIIbIe
3arpeThl W ycTapeBinue mpaBuia. [losBuiach BO3MOX-
HOCTh KOHTaKTHUPOBaThb C KOJUIETaMM I10 BCEMY MUY,
YUUTBCS, TIEPEHUMATD OIBIT. I MeuTa 00beIMHUTD Pa3po3-
HEHHBIX YHTY3MacTOB BOKPYI WOEU CO3MaHUs €IUHOTO
KOJUIEKTHUBA €IMHOMBIIIJICHHUKOB CTaja peaJbHOCTHIO.
bbin cozman umeHHo MHCTUTYT, Beab 11000€ HAyYHOE Y4-
pexneHue, paboTaBlllee B €IMHOM HAydyHOM TIOJie,
B CCCP ropno umeHoBanoch MHcTUTYTOM. HecMoTpst Ha
TO, YTO CPEIU TeX, KTO YUCIUI ceOsl JeTCKUM IeMaTosIo-
romM, ObUIM Jaxe akageMuku, uuaeto codmanusgs HUW AT
BOILJIOTWJI B XXM3Hb AnekcaHap IpuropbeBuu PymsiHIies,
U3BECTHBIA IIeAUaTp, INPENAHHbIA IeMaTOJOTMU, HO HE
MepBbIi cpenu MHOruX. B To, uto cymen caenatbh AJlek-
cannp [puropseBuy, TpyaHo ceituac noseputs. HUU AT
OBLT co3MaH, He UMesl cBoero nomMerneHus. CrenuaiucTos,
MMEHOBABILUXCS IETCKUMU reMaTojI0raMu, TOXe He ObLIO.
Kax Hu mapagokcajbHO, TaKMX CHELIUAIMCTOB HET U A0
cux nop! HeT Takoit MeIUIIMHCKO CIIeIMaIbHOCTH B T10-
HUMaHUM OIOPOKPATOB OT MeIUIIMHBI. HecMoTps Ha To,
YTO LIEHTPBI JETCKON IeMaTOJOTMU 3aCIyXKWIM M3BECT-

Compyonuku Llenmpa ¢ I. Xenye na mexncoynapooHoii KoHgeperyuu

1 2006 18
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HOCTb U yBaXEHUE B MUpE, JIOASIM, IMOCBSTUBIINM BCIO
CBOIO BHEPTUIO, CUJIbI U 3HAHMS pab0OTe UMEHHO C IETbMU,
Ha3bIBaThCsl NETCKUMU CIIeIMaJCcTaMy He IaHO IpaBa.
DTO — K CJIOBY! — OTpBIKKA MPOILJIBIX O€CIOMIE3HBIX CIO-
POB, B KOTOPBIX MOOEINIIN MaJIO3HAYMTEIbHbIE JIsI O011Ie-
IO CJIABHOTO JiejIa HauaJbHUKU.

41 ObL1a OMHOM M3 CEMU IITaTHBIX €AMHMIL, COCTABUB-
mmx nepBuuHbIii Komtektus HUM T Bro To, yem s rop-
Xychb. Jlaxke HU TeHM COMHEHMSI He ObLIO, Korma AJlek-
caHnp IpuropbeBMY TO3BaJI MEHS B 3Ty JOpPOry
U TIPEJIOXKUI CTaTh CBOMM 3aMECTUTEJIEM — Ha3bIBaJIOCh
9TO «I10 KJIMHUKE», a Ha CaMOM Jiejie (B HavyaJie IyTr) — 1o
BceM BorpocaM. JIioaeit 0bl1o Maio, HO Mpo0dJieM MHOTO.
boeinu cobwbiTus: YepHoobuts u Crniurak, mtypm besoro
noma u pasBas Coserckoro Coro3a. M netu ¢ TsSKeNbIMU
3a00JIeBaHUSIMU, KOTOPbIE HEBO3MOXKHO OBLIO TOJIKOM HU
MMarHOCTUPOBaTh, HU JICUUTh, U HE ObUIO HOPMaJbHBIX
HY>XHBIX JIeKapcTB U obopynoBaHusi. Ho OblIu npys3bs,
MpUe3Kaau CIeHUaTNCThl U3 pa3HbIX CTPaH, MOSIBUIACH
BO3MOXHOCTb IMCTBOBATh U B CTPEMUTEILHOM TEMIIE CO-
31aBaTh HOBbIE CTPYKTYPBI 1 JICUUTD, CIacaTh U OIISITh Jie-
yuTh. MBI Bce BMeCTe y3HaBau rematosioruto. Ilna nepe-
crpoiika. Mcuesnu nperpamsl...

Anexcanap [puropbeBud PyMsiHIIEB — KOHEUHO, Ue-
JIOBEK HEOPIMHAPHBINI, CBETJIOTO TOJIKA, 3aMeYaTeIbHbIN
Bpay, CMEJIbIN YeI0BeK 1 TPpUPOXKIEeHHbIN Tuaep. Koneu-
HO, OH HEMHOT'O aBaHTIOPUCT, HO MbI BepUJIM B Hero. OH
yMeJI UyBCTBOBATh BpeMsI U yBJIeKal CBOUMU UIACSIMU a-
K€ OMIOHEHTOB. JloKa3bIBal HEOOXOAMMOCTh PEIICHMUS
BaxKHBIX Mpo0OJieM, yoexaan, nmpoousai... Benb MHOrne
ero MIeu Ka3zaJMCh HeMBICIMMBIMU, HalIpUMep — opra-
HU30BaTh OTAEJCHUE TPAaHCIUIAaHTAlIMM KOCTHOTO MO3ra —
OIsITh 0€3 CIelMaabHOTO MOMeEIIeHUs, 0e3 AeHeT, 000py-
JIOBaHUS U cheuuanuctoB. MHocTpaHHBIe Kopudeu
JIETCKO OHKOTeMaTOJIOTUM CUMTAIU HAC CyMacCIlIeaIIN-
MU, yOexxaaau — HaydyuTech CHavyajla HOPMaJbHO JICUUTh
caMble YyacThie 00JIE3HU CUCTeMbl KPOBU Y IeTeil U T. 1.
Ho otneneHue cTano peaabHOCTBIO, B 9TOM «IIIKOJIE» Ma-
cTepcTBa Oblja MOATOTOBJICHA MHOTOUYMCIICHHAs TIIesiaa
CreLuaancToB Mg Beelt crpanbl. B otnenenusax @HKII
JATOU um. Amutpust PoraueBa u PIKB npoBonsT ceituac
6omee 300 TpaHcTIaHTAM TEMOTTIO3TUYECKUX CTBOJIO-
BBIX KJIETOK B T'OJl, BKJIFOUAsI CaMble CIOXHbBIE BUIbI 3TOM
BBICOKOTEXHOJOTUYHON rmoMolu. Bot Tebe 1 «aBaHTIO-
pa»! CKOIBKO ke OOJbHBIX OBIJIO CIIACEHO 3a 3TU IOIbI!

MpbI paboTanu BMecTe, TOHUMAaJI IpYT Apyra, He ObUIO
KOH(}IMKTOB Mo MeJioyaM, 3aBUCTU. E3nunum mo ctpaHe
U 3a pyOexX — yuduiauch U yuuau. Bo3Hukana oOIIHOCTh
MHTEPECOB U KOJUICKTUB MpeJaHHbIX ey JIoIei — CIo-
COOHBIX, MaJIO MTOKa 3HAIOIIIUX, HO HE OOSIIIUXCS OTBETCT-
BEHHOCTHM B3SThCS 32 HOBOE JI€JI0, 00YUarOIIMXCS TTOCTO-
gHHOo. Sl Obula camasg  «B3pocias», OCTaJbHBIE
Ha3bIBAJIUCh — «Madb4uKW». Ho oueHb coCOOHBIC U He-
opauHapHbie. I MeHs He ObUIO OIIYIIEHUS Pa3HUILIbI
BOCHPUSTUSI U 3TO OJHO M3 JYYIIMX BOCTIOMUHAHUI TeX
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JieT. Terepb MHOTHE HAIIIM KOJIJIETW TaBHO TOKTOpa HayK,
npodeccopa... U OTIMYHBIE Bpauu. Mory ¢ TOpAOCThIO CKa-
3aTh, YTO ObLJIa 3HAKOMa C HAIlIMMU KOJUIeraMy ITpaKThye-
CKM BO BCEX PeTMOHaX CTpaHbl. DTO 3aMeyaTeIbHbIe CBET-
nble moau. KoHeuHo, ObUIM TPYIHOCTH, BCTpEUYaUCh
MPOCTO TYIIbIe, 1a U HEMOPSIOYHbIE JTIOAM, HO 3TO Jaxke
U He OYeHb BCITOMUHAaeTcs. bbuto u nmponuio. OHU HE CMO-
IJIM TIOMEIIaTh HaCTOJIbKO, YTOOBI OCTAHOBUTH MOIIHBIMN
MpOLIeCC pa3BUTHUSI.

W ceituac, mo mpoIecTBUM MHOTHUX JIET, OTJIsIbIBa-
SICh HA JJIMHHBIN, HO TaKOW 3BOHKUI MyTh, 4 XXEJIal0 Ha-
memy LIeHTpy cOXpaHUTb 3TO OLIYILIEHUE OOIIEro aeaa —
YeCTHOE OTHOIIeHHEe K TIpodeccud U YyBaxkeHUE
K copatrHukaM. Korga-to Hac ObLJIO ceMepo, Tenepb —
Jlaxke He 3Hal0 CKOJIbKO. MHOT0O HOBBIX JTIOJEi, MOJTOIBIX
M CIIOCOOHBIX, Jaxe TaJaHTIuBLIE ecTb. Ho mycTb
W Jajblile 9TO OyAeT COO0IIEeCTBO €IMHOMBIIIICHHUKOB,
JIo[ieli, KOTOphIe He 3a0bIBAaIOT, YTO UM JI0BEJIOCH CIYKUTh
YAUBUTEJILHOMY /eIy M MPOIOJKaTh €ro, HECMOTPs Ha
TPyAHBIC BpeMEHa, KOTOpbIC OINATh HAac HACTUTraloT...
OTO He MpOo OTCYTCTBUE MpoOJieM M HEeJZOCTaTKOB,
a mpo TO, YTO KOTAa KaxXeTcsl, YTO BCe UAET He TaK, Kak
3TOTO XAAIH, KeJalo YTOObI XBaTUJIO CUJI U YMEHbSI TIPO-
JIOJKaTh MaKCHMaJbHO XOPOIIIO AeJaTh CBOE IEJI0 B TOM
MECTe U B TO BpeMsl, B KOTOPOM Thl oKazajcs — paiu
HaIIuX OOJbHBIX.

JpyxucHblii Koarekmus



JTETCKOU

[lepsas npemus «Ilpussanue», noaywennas Llenmpom ¢ 2003 e.

JIrogmuna BacunbeBHa baiinyn — K.M.H., 3aBeaytonias
LHuToJorndeckoii saboparopueit PIIKbB.

1. Korma mbI nmepenuin u3 Mopo30BCKOil OOJTbHULIBI
Ha 0a3y PIKb, HUW AT emuie He Obl10. BBIT BHOBL Op-
raHu3oBaHHbIll getckuit otmen BI'HLI. Ho wmeura
A.T. PymsgHueBa 06 MHcTutyTe yke Oblia. MBI Tiprcoe-
IUHWIKCH K 3TOU MeuTe, ITIOTOMY UTO OTKphIBajach mep-
CIIEKTMBA HOBOM MHTEPECHOU pabOThl, MOSIBIsIACh BO3-
MOXHOCTb TMO3HAHUS BIEYATISIOIIMX JTOCTUKECHUM
MHUPOBOM TeMaTOJOTUM U MPUOOIIEHUS K HUM. Y Hac
HUYEro ISl 3TOTO He ObLI0, HO MIes pa3BUTUS Bceraa
MpUBJIEKACT.

2. Takux MoMeHTOB MHOro. OueHb XOpPOILIO MOMHIO
neHb, korma O.M. KpbokaHOBCKUIT ¢ HECKOJIBKUMM JIH-
CTOYKAMU B pyKe (3T0 ObllIa 3KypHaJabHas CTaThs) PagoCT-
HO cOOOIIIaeT, YTO OH HaKoHell-To Haiiesl BFM-nportokoi,
U Mbl MOXEM HauyMHaTbh... Yepe3 HECKOJbKO MecCSIleB
B opauHaTopckyto 3axoaut E.B. CamouaToBa ¢ 00JbIIIMM
TomoM BFM-miporokona, npuBe3eHHBIM U3 MIoHCTepa,

Koanexmue Ilenmpa ¢ 2011 e.

TEMATOJIOTMM u OHKOJIOT MU

u roBoputr: <«Bor Temepp HaumHaeM...». [loMHIO
A.W. KapauyHCKOro, KOTOpHBIii BceX MOAPSIA OCTaHABIMBAa-
eT B KOPUIOPEe M C TOPAOCTbIO MpeljiaraeT mocMOTPETh
U Jaxe moTporaTh pe3epByap OMMaiis y TYJISIOIIMX B KO-
pugope neteit ¢ HelipopeuuauBamu. [ToMHIO McToprue-
CKUI1 IeHb OTKPBITUS OTACICHUS TPaHCIIaHTALlUU 1 MHO-
roe, MHOI'O€ IpYyroe...

3. [lmaBHOE MoXemaHWe — TOMYTHOTO BeTpa B Ballld
napyca! HoBbIX HayYHBIX JOCTHMKEHUI U HOBBIX, IOUCTUHE
JparolieHHbIX YCIIEXOB B JICUCHUN MaJeHbKUX MallUeHTOB!
3100pOBbsl, CYACTbsI M OJIATOINOIYYHUs IPYKHOMY KOJLICK-
tusy ®HKIL JITIOU um. Imutpus Porayesa!

Enena Bopucosna Biaaguvupckas — 1.M.H., Tipocdeccop.

1. Mos coBmecTHast pabota ¢ A.I. PymsiHIIeBBIM Hava-
Jacb no cosmanus HUW AL B 1989 1. AnekcaHap
IpuropreBUY BO3rIaBUI BHOBb 00Opa30BaHHbINM (B COCTaBe
HWMU remaronoruu u nepearBaHusl KpOBU) IETCKUIA OT-
nen. S1 mpuHsiia ero NnpeiioKeHue opraHu30BaTh U BO3-
IJIaBUTh HayYHYIO JaOOpaTOPHIO B COCTAaBE 3TOTO OTIea.

2. 3alIOMMHAIOIIMXCSI MOMEHTOB ObL1O0 MHOTO. OcTa-
HOBJIIOCH Ha MepBOM U3 HUX. Eciu He o1mmmbatock, 3To ObI-
J0o B 1990 ., mepBast MexxayHapoaHas 111KoJjia 1o IeTCKOM
reMaToJIOTMH, Ha KOTOPYIO MbI TIPUIJIACWIM BEIYIIUX AET-
CKMX TeMaToJIoroB 3amnajaa, ¢ KOTOPbIMU TTO3HAKOMUJIUCH
3a TOJ 10 3TOro Ha cummo3uymMme B [epmanun. beuio po-
MaHTHYECKOE BpeMsl TOpOayeBCKOM MepecTpORKN U MHO-
rue 3aragHble yYeHbIE CTPEMIUIUCH 0€3BO3ME3THO IOMOYb
HaM OpraHM30BaTh COBPEMEHHOE JIeUeHUE IeTeit ¢ 601e3-
HsIMU KpoBU. OcoOeHHOCTBIO 3T0i1 11IKOJIbI OBLIO U TO, YTO
Mbl TPOBOIMJIM €€ 3MMOI B 3aMeyaTeIbHOM MecTe —
Mysee-ycannbe B.JI. [Tonenosa mox MockBoii. [TpuHuman
Hac nupekTop mysest @enop Amutpresnd [TojaeHoB, BHYK
XyILOXHUKA, OJIM3KUM IPYr MOEro MyXa, B ITPOLLIJIOM TOXE
Mopckoit opuiep. Penop IMUTpHEBUY U B AabHEHIIIEM
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JNETCKOU

Ha cmpoumenscmee Ho6o20 30anus Llenmpa — dexabps 2008 e.

noMoral Hauemy MHcTuTyTy. Yepe3 HeCKOJIBbKO JieT, Oy-
JIy4dM TIpejaceaaTeieM KOMUCCUM T10 KyJbType Bepxos-
Horo Coseta PCOCP, oH BceMU crlaMi CIIOCOOCTBOBAIT
MOJyYEHUI0 HaMHU Y POCCUIMCKOIrO IIpaBUTEIbCTBA
1 MJIH 10JJTapOB Ha CTPOUTEILCTBO HEMELIKUMU CIIEIIH -
aJMCTaMM OTJAEJICHUs 10 Iepecagke KOCTHOTO MO3Ta
(pemieHue o pUHAHCUPOBAHUU OBLIO MPUHATO COBMU-
HoMm CCCP HenocpeacTBeHHO nepen pacnagom CoBeT-
ckoro Coro3za).

3. Kenaro LleHTpy 1 B JajbHeMIIeM YKPEIUISITh U pa3-
BUBAaTh COTPYAHMUYECTBO C BEAYIIMMU 3allafHbIMU KJIMHU-

12
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B.B. Ilymun 3nakomumcs ¢ obopydosanuem Llenmpa

Kamu. 2KeJaro Takke cTaTh OCHOBHBIM LIEHTPOM 110 (pyH-
JaMEHTaJIbHBIM UCCIENOBAaHUSIM B 00J1aCTU TeMaTOJIOTUH,
OHKOJIOTUM 1 UMMYyHoJioruu B Poccum.

Hwuna BacunibeBHa 3amapaeBa — 1.M.H., Bpay Jlabopa-
TOpUM KInHu4Yeckoit uMmmyHonoruu PIKB.

1. S mpuina B rpynmny Anekcanapa [puropreBuua Py-
MsHI1IeBa BMecTe ¢ EneHoii bopucoBHoii Bragumupckoii n3
HWW nenuarpuu AMH B 1987 ., ete no cozmanust HAUW AT
DT0 ObUT BHOBb CO3aHHBIN AeTCKUil oTaen [emaronornye-
CKOT'O HayJyHOT'O LIEHTPa, KOTOPbIi 1 BO3MIABISUT AJIEKCaHIP
IpuropbeBuu, a B 1991 . otaen ObuT TpaHCHOPMUPOBAH
B HUU JII'. [Touemy nipuHsia peiieHue — He cekpeT. Kak
Anexcanap IpuropnreBuu, Tak u Enena bopucoBHa moryr
YBJIEYb CBOUMU UESIMU, a B TO BpeMsI TeM OoJiee, Belb 3TO
ObLI1a uaes co3naHust MHCTUTYTa UMEHHO JETCKOM reMaTo-
JIOTMHU, B OCHOBE KOTOPOI1 JIexKaIi TeOPETUIECKIE BOITPOCHI
U HOBBII COBPEMEHHBIN TTOAXO/ K JICYEHUIO.

2. 3armoMHMHAIOIIMXCSI MOMEHTOB PabOThI OBIJIO MHOTO,
HO OCHOBHBIM cTajia rnepBasi MexayHapomHas IIKoJia 1o
neTckoit remarosioruud B I1ojieHOBO, 0 KOTOpPOI BhHI yXKe
MHOTO CJIBIIIAIM. DTO ObLT MPOPBIB U3 PYTUHBI I BO3MOX-
HOCTb IMOJYYUTh HOBbIC 3HAHUSI.

3. [ToxxenaHust — He pacTpPaTUTh B MOBCEIHEBHOM pa-
00Te MHTEpeC K HOBBIM UIIESIM U HAMPaBJICHUSIM B IETCKOM
reMaTOJIOTUU.



Pt TETCKOM 1
I'EMATOJIOTUUU u OHKOJIOT'UUN 2016 |

HOAro

Anekcanap lpuropbeBuy Pymanues — noyemublil npogpeccop @MrAy
«HayyHblii yenmp 3noposba Aemeli» Muusapasa Poccuu

TenepansHomy aupekropy @HKIL ITOU um. IMutpus PoradyeBa u mpe3uaeHTy
HOTI'O akanemuky PAH A.I. PymsH1IeBy Ha TOpXKECTBEHHOM 3aceAaHUM YYEHOTO CO-
Beta PTAY «HayuHblit 11IeHTp 310pOBbs aeTeii» Munsapasa Poccuu (HL3/1), mocss-
1meHHoro 252-netuto ocHoBaHus LleHTpa, Oblyia BpyyeHa rpamoTta «IToueTHblil mpodec-
cop HLI31».

B pamkax 3aceganus 12 Hosiopst 2015 . AnexkcaHap [puropbeBuY mpoues JeKIIUIO
0 COBPEMEHHBIX TEHIIEHIIMSIX B Pa3BUTUHU IETCKOM reMaTOJIOrMU-OHKOJOTMU M UMMYHO-
noruu B Poccun u mupe.

26 HoAOpA — neHb poxaeHud GnaromsopumennHoro goHaa
«[lopapu Hu3nb»

26 Hos10psa 2015 1. dona «ITomapu KU3HB» OTMETHII
cBoii neHb poxxkneHust! EMy ncnonnusiocs 9 nert!

HOJ/II'O mo3znmpaBiseT HalIUMX Apy3eil M MapTHEpOB
B Jiiiie PoHIa, KOTOPBIA yKe JT0JITHE FOAbl IOMOraeT He
TOJIBKO OTHEJIbHBIM MallMeHTaM, HO M BKJIaabIBacT 0O0JIb-
1IMe CPEICTBA U CUJIbI B HAYYHO-KJIMHUYECKe, 00pa3oBa-
TeJbHBIE U IPYTHE MPOEKThI, HAMPABJIEHHbIE HA TOMOIIb
netsm!

HOAI0 - accoyuupoBanubili yneH UIGC

MpbI pagbl cooOIUTh, uTO B HOsiOpe 2015 . HOAT'O Llenn Halreit coBMeCTHOI pabOThl OJHA — YTOOBI BCE

CTaJI0 aCCOLIMMPOBAHHBIM WICHOM MEXIyHapOIHOW JIUTK  JETH C FeMaTOJIOTMYSCKUMU M OHKOJIOTMYECKUMM 3a00J1e-
no 6oproe ¢ pakom (Union for International Cancer BaHUSIMU BbI3IOpaBIMBaIN!
Control — UICC). Oto Beayliass B MUpe opraHu3alus o
I7100aJIbHOMY M3YYeHUI0 OHKOJOTMYECKUX 3a00JIeBaHMIA,
KoTOpas BeaeT cBoto ucropuio ¢ 1933 . CeronHs mpe3u-
nentoM UICC apnsiercs nipod. Tesep KyTnyk, KoTopblii
coBceM HenmaBHo nocernan @HKIL ATOU um. IMutpust
Porauena, rae ¢ nmpe3uaenrom HOAT'O akapemukom PAH
A.T. PymsHIIeBbIM 00CyXIana Bonpoc moaroroBku KoH-
rpecca SIOP Asia — 2016.

bnaronaps Berymienuto B UICC mg HOAT'O oTkphiBa-
I0TCST HOBBIE BO3MOXKHOCTH ITO COBMECTHBIM HayYHBIM 1 00pa-
30BaTe/IbHBIM IporpaMmam. OIHIM U3 acIIeKTOB B3aUMOICH-
ctBud ctaHet ydactue npencrasuteneit UICC B Konrpecce
SIOP Asia — 2016 B Mockse. C apyroii ctoponsi, HOIAT'O
coBmecTHO ¢ UICC opranuzyet crieliuaabHbIN CUMITO3UYM IO
JIETCKOI OHKOJIOrMY Ha MUpPOBOM IIPOTHBOPAKOBOM KOHIPEC-
ce (World Cancer Congress, WCC) B 2016 1. B [Tapmke. Bniep-

BbIE Ha TAKOM KPYITHOM (DOpYME B KaU€CTBE OPTaHU3ATOPOB  Ha domo (caesa vanpaso): k.m.t. K.H. Kupeuzos, npesudenm UICC
U TOKJIQTYMKOB BBICTYTISIT CIIeUaanCThl U3 Poccun. npogp. Tesep Kymayk, axademux PAH A.I. Pymsanyes

Hawe coobwecmBo - npeasmenbHocmb HOATO
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likona «[lemckad remamonorud-oHkonorud: Bbi3oB XXI Bexa
Ha cmbiKe MeauUuHbl, 06wecmsa u IKOHOMUKU» cmana nyywed
llixonoiu NMepBoro MeAURUHCKOro KaHana

CosmectHbiit ipoekt @HKIL ITOU M. AMutpus
PoraueBa u HOJIT'O — Illkona «/leTckast reMaToIOTUS -
oHKoJiorust: Bei3oB XXI Beka Ha CThIKE MEAUIIMHbBI, 00-
11IeCTBa U 9KOHOMUKM» cTana jgydiieii [llkomnoii [Tepsoro
MEIUIIMHCKOrO KaHaja, 0 4eM ObUIO OOBSIBJICHO Ha BPY-
YeHUM exeromaHoil npemuu «JIyummit sekrop — 2015»,
KoTopoe coctosiyoch 17 nekadbps 2015 r. TopxkecTBEeHHYIO
Harpaay mnoJiydui pykKoBoauteb LIIKoJbl — akageMuK
PAH A.T. Pymsnues. JIumiomMaMu Tyqiimx JEKTOPOB ObI-
g HarpaxaeHbl K.M.H. J1.}O. KawyanoB u mpod.

L

A.N. KapauyHckuii. Heo6xoauMo OTMETUTD, YTO B TOJI0-
coBaHUM Ha caiite [lepBoro MenMIIMHCKOTO KaHaua ad-
coJioTHy1o 11ooeny onep:xai J1.}O. KauaHoB, 4To roBopUT
0 O0osbiIoM nHTepece K Hatel LIIkojie 1 BHICOKOM Mpo-
deccroHaIbHOM YpOBHE HalKX Kojuter. Cpeau JInaepoB
rojocoBaHusga Obuin I.M.H. M.A. MacyaH, K.M.H.
K.B. loopenbkoB, k.M.H. K.W. Kuprusos u apyrue co-
tpyaHuk @HKI ATOU um. Imutpus Porauesa.

Cnacu0o BceM, KTO TOAACPXKMBAET HAC U IPUHUMAET
aKTHBHOE YJ4aCTHE B TPAHCIISILIMSIX.

ApxnB nekumn LLIkonbl no geTckom reMmaToniormm-oHKONOrMm N OHMNANH-
TPaHCAALMN Bbl MOXETE YBUAETb Ha nopTtasne [epBoro MeanLmMHCKOro
kaHana 1Tmed.tv.

B anBape 2016 r. ®HKLY ArOW um. Amumpusa Porayesa
omnpasHoBan ceoe 25-nemue!

Lentp (B Te ronsl HUUW netckoit remaTonoruu) ObLI
yupexneH 14 suBaps 1991 r. mpukazom MuHucTepcTBa
31paBOOXPAaHECHMUSI.

ITo aTomy cayuyaro 15 suBapst 2016 1. cocTosTOCh TOP-
JKECTBEHHOE 3acelaHue, MOCBSIIEHHOE I001IeI0, B KOTO-
pOM TPUHSUIM YJYacTUe MUHUCTD 3ApaBOOXpaHEHUS
B.N. CkBopuoBa, npeactaButean MuUHUCTEpCTBA 3pa-
BooxpaHeHus, mpod. JI.M. Poians, npod. B.I. CaBueHko
U MHOTHUE IpYTrue.

Ha 3acenanuu npoxoauio BpydeHue Harpai, Kojie-
' IpMHUMAaIU To3apaBieHus. [1o okoHYaHUM TOpXKeCT-
BEHHOII YaCTU COCTOSIJICS KOHILIEPT apT-TPYMIIbl «XOp
Typeuxoro».

14

Buaeosannch TOPXKECTBEHHOMO 3aceaHusl Bbl MOXETE HalTV Ha kaHane
H Oﬂl ro «PHKL, ArOU nm. Imutpus Porayesa» B cetn YouTube.
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Je IETCKOM

TEMATOJIOTMM u OHKOJIOT MU

Oenerauua MHKL ArOM um. IMmumpusa Porayesa
u HOAr0 nocemuna Kyby

Heneraumsa @HKI ITOU um. Imutpus Porauesa
IOJi PYKOBOJACTBOM Te€HepallbHOTO aupekropa lleHTpa
akagemuka PAH A.I. Pymsanuesa 16—22 ausaps 2016 .
nocetuna Pecnyonuky KyOy ¢ opuiiaabHbIM BU3UTOM.
B pamkax nporpaMmmbl coTpynHuKu Hantero LleHTpa mpo-
WIM JIEKLIMU, IIPOBEJIU IePEroBOPhl O COTPYIHUYECCTBE
U TTOCETWIN YYPEXKICHUS, TPUHUMAIOIIKE YYaCTHUE B JIe-
YEHUHU IETEI ¢ TeMaTOJOTUYSCKUMU ¥ OHKOJIOTUYECKIMU
3a00JIeBaHUSIMU, a TAKXKe HayYHbIe MHCTUTYTHI.

B neneranmio @HKIL ATOU um. Imutpus Porauesa
Bouwu nmpod. Anekceit Anekcanaposud MacuaH, ripod.
Anexkcanap Mcaakosuu KapauyHckuii, npod. CBeTiaHa
PadasneBna BapgonomeeBa u npod. AnHa FOpbeBHa
[epouHa.

Bo Bpemst opuLiManbHOro BU3uTa COTpyaHuky LleH-
Tpa nmoceTuau MHCTUTYT MOJIEKYJISIPHOI UMMYHOJIOTHH.

ITo ero pesynabrataM OBIIM TOAIMCAHBLI COTJIAIIEHUS
o coTrpyaHuuecTBe. Takxe kosuiern u3 KyObl mpumyT
yuactue B Konrpecce SIOP Asia — 2016, KoTophlii cocTo-
utcs B Mockse 25—28 masl.

HayyHo-oGpa3oBamenbHblii CEMUHAp N0 NporpaMme
«[lanbHue perucHni» B0 Bnagumupe

19—20 Hos16ps1 2015 1. Bo Bnagumupe cocrosiics Hayd-
HO-00pa30BaTeJIbHbII CEMUHAp I10 porpamme «/lanbHue
PETMOHbI» JUIS CITELIMAIMCTOB 00JIaCTHOTO 3ApaBOOXpaHe-
Hus. MeponpusTue mpolio Ha 6a3e O61acTHOM AeTCKOM
O6onbHULBI T. Bragumupa. B opranuzanuuy ceMuHapa npu-
HUMaIu ydyactue [enapTtaMeHT 3ApaBoOXpaHeHUs oOia-
ctu, ®HKI AIOW wum. Omutpust Porayesa, HOAI'O
u 61aroTBopuTesbHbIe poHabl «[Tomapu xu3Hb» u KoHc-
TaHTUHA XaO0CHCKOTO.

Birangumupckast 06J1acThb SIBJISICTCSI OHUM U3 KPYITHEI-
KX pernoHoB LleHTpanbHOro (henepaabHOro OKpyra, riae
YUCJIEHHOCTh JETCKOIO HAaCEJICHUs COCTaBJISIET OKOJIO
200 000 yenoBek. IToMolIb AETSIM C TeMATOJOTUUECKUMU
M OHKOJIOTMYECKMMU 3a00JIeBaHUSIMM  OKa3bIBaeTCs
B OOnacTHOil neTckoil OonbHMIIE (TJaBHBIM Bpay —
C.A. MakapoBa, 3aMeCTUTE/b TJaBHOIO Bpaya —
H.A. [yHbKO) B oTAe/IeHUU NeauaTpun (3aBeaylolas OT-
nenenueM — H.B. ManuHkuHa), Ha 6a3e KOTOPOTo pa3Bep-
HYTHI CHeLuaaIu3upoBaHHbie Koliku. Kypupyer pabdoty
JlemapTaMeHT 3ApaBOOXpaHEeHUsT o0JacTu (IUPEKTOp —
A.B. Kuproxun, 3amecturens aupekropa — FO.B. ApceHuHa).

B Meponpustuu npunsiu yuactue 6onee 100 nenera-
ToB 13 Bnagumupckoit oonactu. HeodxonuMo oTMETUTS,
YTO CEMUHAp MPUBJIEK BHUMaHUE HE TOJILKO TeMaTOJIONOB-
OHKOJIOTOB M TIEAMATPOB, HO W APYIMX CIELMAINCTOB,
MPUHUMAIOIIMX YYacTHe B ICYCHUU JETCKUX TeMaTOI0T -
YECKHUX U OHKOJIOTUYECKHUX 3a0oieBaHuit. B akToBOM 3a71e
O0aacTHOM AETCKOM OOJBbHUIIBI COOpanvcCh KOJIJIETH U3
Pa3IMYHBIX YYPEKACHUI TOpoIa U 00IaCTH.

TpaguuoHHO ceMUHAp OOBEAMHUIT BEAYIINX JIEKTO-
POB B 00J1aCTU AETCKOM reMaToJIOTUM-OHKOJOTUM U TIpeI-
craBUTeNeil  OMaroTBopuTenbHBIX (GoHmoB «Ilomapu
KU3Hb» U «/leTckuii mamamatuB». OTKPbUIU MEPONPUITIE
npeacTaButeau emaprameHTa 3npaBooxpaHeHust Biamau-
mupckoit oonactu — FO.B. Apcennna, O6/1acTHO#R AeTCKOM
oonpHuLbl — H.A. Iyaeko u H.B. Manunkuna, ¢oHga
«[lomapn xusup» — E.A. Tlapunkas, ®HKI ATIOU
uM. JImutpus PoraueBa — nipod. C.P. Bapdonomeena.

CemuHap oTkpbuIa Jekius npod. C.P. Bapdonomee-
BOM MO MeauaTpUUYECKON MOAIEPKKE B TEMATOJIOIMM-OH-
Kosioruu. Jlajgee coCTOSUIMCH JISKIIMH 10 Teparuu XpOHU-
yeckoit Oomu y mereir (K.M.H. A.B. IlimoHKUH) U 10
OpraHM3alMOHHBIM OCOOCHHOCTSIM TpaHCIUIaHTALMK Te-
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HOAro

MOTIO3TUYECKUX CTBOJIOBBIX KJIETOK Yy HAeTeil (K.M.H.
K.H. Kuprusos).

ITocne mepepbiBa COCTOSIIMCH  JIEKUMU — MPOQ.
A.M. KapayyHCKOro, TOCBSIIIEHHBIC OITyXOJSIM KOCTei
u ueHTpanbHo# HepBHOI cuctemsl (LIHC) y neteit. K.Mm.H.
C.C. O3epoB IMpeAcTaBuI acleKThl XMPYPTrUIeCKOro jeye-
Hus onyxoJieit LIHC. 3aBepiunics 1eHb KPYTJIbIM CTOJIOM
110 HYyTPUTUBHOM MOIAECPKKE.

B 3aBepuieHuun 2-ro paboyero JOHSI COCTOSIACH COB-
MeCTHas nmpecc-KoHpepeHus ¢ ipeactaButensmu CMUA,
B KOTOPOI MPUHSI yyacTue W aupektop JlemapraMmeHTa
3apaBooxpaHeHus pernoHa A.B. KuproxuH.

[TpoBeneHue MogOOHBIX MTpecCc-KOH(MEPEHIINIA IBISIET-
Csl BaxKHOI 4YacThlO Hallle paboThl, BeAb ACTCKUI paK —
po6JieMa He TOJIbKO MEIULIMHCKAsT, a METUKO-COLIMaIbHAasI,

Kommenmapuii 3asepyiowero
ompeneHuem JHeBHOro
cmauuonapa MHKL Aron

um. imumpus PorayeBa
Anekces BagumoBuua
MuoHKuHa:

«bmaronapst nmpegocTaBIeHHOM BO3MOKHOCTH OOCYIUTh
MPpoOJIeMbI BeICHKsI 00JIEBOTO CUHIPOMA Y JISTei ¢ OHKOJIO-
TMYECKMMU 3a00JIeBaHUSIMU, TPEOYIOIIMX MaUIMaTUBHOM
ITOMOIIIM, B paMKaX ITporpaMMmbl «/lajbHre pernoHbl», yia-
JIOCh, KaK MHE KaXXETCsI, PEIIUTh HECKOJIBKO ITPOOJIEM.

1. Pacckazath nenuaTtpam . BraguMmupa 06 0co6eHHO-
CTsIX 0OJIM B IETCKOI OHKOJIOTYH, TIPO COBPEMEHHbBIE IO~
XOJIbI TEPAIMU 3TOIO TATOCTHOIO CUMIITOMA, OT KOHTPOJIST
KOTOPOT'0 B OCHOBHOM 3aBUCUT KauyeCTBO KMU3HU peOeHKa
B TEPMMHAJILHOM II€PUOJIE.
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M paccKaszaTb OOILIECTBEHHOCTH O PEaIbHOM ITOJIOKEHUU
JIeJ1, 3HAYUT TTOMOYb B MPEOI0JICHUU BaxKHOM MPOOIeMbl —
cTpaxe Iepel OHKOJOTUIECKUM 320016 BaHUEM.

B nmporpamme 2-1o IHS COCTOSUTMCH JIEKIIAM 10 PEAKUM
aHemusaM (ripod. H.C. CmeranuHa), numdonpoandepa-
TUBHBIM 3a0osieBaHugIM (1.M.H. H.B. MskoBa), Borpocam
MEePBUYHBIX HMMMYHOISMUIIMTHBIX COCTOSIHUI (mpod.
A.10. lllepOuHa).

B uenoM cemuHap cmocoOCTBOBaI TMPOIOKEHUIO
TECHOI pabOTHI MO YIYYIIEHUIO OKa3bIBAEMOI MEAUIINH-
CKOt TIOMOIIM AETSIM C TeMaTOJOIrMYEeCKMMU U OHKOJIO-
TUYECKUMU 3a00J1eBaHUSIMU BO Biianumupckoii ooiacTu.
Hama menp HeM3MeHHa — OINMHAKOBO KadyeCTBEHHasI
MOMOIIb JeTIM Ha Bceit Tepputopun Poccuiickoit Me-
JIepalnu.

2. TIpoKOHCYNbTUPOBATh MalIeHBKMX MallMeHTOB,
CKOPPUTUPOBATh MPOBOAMMYIO aHAJIbICeTUUECKYIO Tepa-
MU0 U I1aTh PEKOMEHIALIMU 10 UX JaJbHEHIleMy Bee-
HUIO.

ITonumas Bce nipoOJieMbl BEASHUST JaHHOM TSKEI0
KaTeropuu JeTeli, Oblja co3aaHa MajiiaTuBHas BbIC3I-
Has cy>k0a MOMOIIM JAETSIM B perMoHaxX ¢ OHKOJIOTHYe-
CKMMHU 3a00JieBaHUSIMU OJaroTBOPUTEIBHOTO (POoHIa
«ITomapu xu3Hb». B pamkax JIeKIMOHHOI 4acTu MpoO-
rpaMMbl «/ladbHUE perMoHbI» OBLIO paccKa3aHo O B3au-
MOJEMCTBUH CIYKObI C BpauaMM Ha MeCTaxX, I JCUUTCS
pebeHok. Kak mpaBuiio, 1eT¥ ¢ OHKOJOTMYECKMMU 3a00-
JIeBaHUSIMU, TpeOyIolI1e MaJIMaTUBHOMN MTOMOIIH, B Tep-
MHUHAJIbHOM IIepuoae OOCIYyXHUBAIOTCSI YYaCTKOBBIMU
neauaTpaMu, IS KOTOPBIX 3TOT peOEHOK MOXET OBITh
MEePBBIM B UX MEIUIIMHCKOM cTaxe. Bpauun-crenuaiucto
JaHHOU TIporpaMMbl (IT0 OCHOBHOMY MECTY pPaOOThl —
Bpauu KiauHudyecknx otaeneHuiin  POHKI ATOU
uM. Amutpus PorayeBa) oka3bIBalOT BCIO HEOOXOAMMYIO
KOHCYJIBTaTUBHYIO ITOMOIIIb ITearaTpaM, BIEPBbIe CTOJIK-
HYBIIIMMCS C OHKOJIOTUYECKUM MallMEHTOM>».
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Je IETCKOM

TEMATOJIOTMM u OHKOJIOT MU

Npoekm GnaromeopumenbHoro houaa <Mogapu KusHb»
«[lannuamusHas nomMouib feMAM B peruoHax»

OpraHu3zanus NajIMaTUuBHON MOAAEPXKKH IS TTally-
€HTOB C OHKOJIOTMYECKMMMU 3a0oJieBaHusIMU OT 0 10 25 JeT.
ConelicTBUE CTAHOBJIEHUIO CUCTEMBI MAJIJTMATUBHOM MTOMO-
1M B pernoHax Poccun.

KoncynsrupoBaHue MeIMKOB B pernoHax Poccuu o
BCEM BOIIPOCaM, CBSI3aHHBIM C JIeYeHUEM MaIMaTUBHbBIX
MalyeHTOB:

- B3aMMOJICICTBYE C POIAUTEISIMU MaJIMaTUBHBIX ITa-
LIMEHTOB;

- 00JIeBOI CUHIPOM U MHBIE TSIKEIbIE CUMITTOMBI 3a-
OoJieBaHUs.

KoHcynbprupoBaHue pomurtesieli majIMaTUBHBIX I1a-
LIMEHTOB II0 BCEM BOIIPOCAM, CBSI3aHHBIM C TSDKEJIBIMU
CUMITTOMaMM 3a00J1eBaHMs 1O TeJeOHY, TPU HEOOXOAM -
MOCTHU BbI€3/Ibl K peOCHKY JIJII COBMECTHOIO C BpayaMu
10 MECTY XUTEJILCTBA OCMOTPa OOJIBLHOTO.

KoHcynbprupoBaHne HEKOMMEPYECKUX OpraHU3aluil
10 BOIIPOCaM, CBSI3aHHBIM C OpraHM3alMeil MaJlJInaThB-
HOI1 MOIIePKKHY MAallMeHTOB Ha MeCTax.

Pykosodumenv npoexma — Aaaa Havunuuna Kunuuxosa
Tea.: +7(926) 117-02-17, e-mail: allaki57@gmail.com

Hayuno-obpa3oBamenbHblli cEMUHap no nporpamme
«JlanbHue peruoHbi» B Opne: monoabie nupepbl

21-22 nexadps 2015 r. B ropoae OpJie cocTosiics Hayu-
HO-00pa3oBaTe/IbHbI CeMUHAp 1o Iporpamme «JlaabHue
PETMOHBI» JUIS CITELIMAIMCTOB 00JIaCTHOIO 3IPaBOOXpaHe-
Hust. CeMMHap NMpoxoAua Ha 6a3ze HayuyHo-KiInmHUYecKoro
MHOTONPO(GMIBHOIO LIEHTPa MEIUIIMHCKOM ITOMOIL ACTSIM
nm. 3.1. Kpyroii. B ero opranuzanymy npyuHUMau yJactie
HemaprameHT 3npaBooxpaHeHus oonactr, ®HKIL ATOUN
nM. Amutpus PoraueBa, HOAI'O, MeauumMHCKWIT MTHCTU -
TyT OPpJIOBCKOTO TOCYIapCTBEHHOIO0 YHUBEpPCUTETa
nm. N.C. Typrenesa (OI'Y) u 6marorBoputenbHbIe (POHABI
«[Tomapu xku3Hb» 1 KoHcTanTrHA XaOEeHCKOTO.

B OpnoBckoii 061acTy TOMOILb AETCKOMY HaCeJIECHUIO
C FeMaToJIOTMYECKUMM Y OHKOJIOIMUYECKUMM 3a00JIeBaHMSI-
MM OKa3biBaeTcsa B HayuyHo-KIMHUYeCKOM MHOTOIPOMUIIL-
HOM LIEHTpE MEIMIIMHCKOM  TIOMOIIM  JETSIM

nm. 3.1. Kpyrmoii (rmaBHblii Bpau — K.M.H. A.W. MenBeneB)
B OT/IEJICHUM OHKOJIOTMM, TeMAaTOJIOTUU U aJUIEPrOMMMYHO-
sjornu (3aB. otaencHreM — M.B. ®ucioH). DTo Monomoe
OTJeJICHUE TEMOHCTPUPYET BbICOKME PE3YJIbTaThl PAOOTHI.
bonbimasa nomuepxkka ero padbore okaswiBaeTcs Jlemapra-

MEHTOM  3ApaBOOXpaHEHUsI 00JacTu (OUpPEKTOp —
A.A. JIamoxuH) 1 MeauuuHckuM nHetutyroM OI'Y (mm-
pexkrop — M. A. CHUMIIIUKOBA).

B cemunape npuHsiau yuactue 6osee 100 aeneratoB co
Bceit OpioBckoii obacTt. B miepBbIit AeHb MEPOTIPUSATUS
coctostuch nekuuu mpod. ILA. HoBuukoBoii, mpod.
A.N. KapauyHckoro, npod. C.P. BapdonomeeBoii, K.M.H.
H.C. Ipauéna, A.B. ITmonkuna, k.m.H. K.1. Kuprusosa.
Bo 2-ii neHb ceMuHapa ObLIIM TTPOYUTAHBI JIEKIIUU TPOd.
H.C. Cwmeranunoii, npod. A.}IO. IlepOuHbl, I.M.H.
H.B. MsxoBoii, 1.M.H. B.B. Kymupooii. [Tocie nexiuii
COCTOSUIACh KOHCYJIBTALIMS MALIMEHTOB, PSII U3 KOTOPBIX
OBLIM TIpUIJIALeHbl Ha rocriuTaiausanuio B @HKIL ATOU
uM. Imutpus Porayena.

[IpoBeneHHbIIA ceMUHAP TO3BOJIM YIYULIUTh KAaUeCTBO
0Ka3bIBaEMOI TTIOMOIIY JIETSIM C TeMaTOJIOTMYeCKUMU, OH-
KOJIOTUYECKMMU ¥ UMMYHOJIOTUYECKUMU 3a00JIeBaHUSIMU
B OpI0BCKOI1 00J1aCTH, Hallla LIeJb HEM3MEHHA — OJIMHAKO-
BO KayeCTBEHHAsI [IOMOILIb JICTSIM Ha Beell Teppuropun Poc-
cuiickoit depeparun.
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Hawe coobwecmBo - geamenbHocmb HOAIO

Yo TETCKOU

v

HoMMeHmapuii omemcmseH-
Horo cekpemapa HOAr0
K.M.H. Kupunna HropeBuya
Rupru3oBa:

«IIpe3unent Hamero O6mecTBa — Anekcanap Ipuro-
pbeBnY PyMsIHIIEB — He pa3 rOBOPMJI O TOM, YTO OJHUM U3
KJTFOYE€BBIX MOMEHTOB B YJIYUILICHUH PE3Y/IBTATOB JICYEHMUS
JIETeH ¢ reMaToJIOrMYEeCKMMHU M OHKOJIOTMYECKMMH 3a00J1e-
BaHUSIMHU SIBJISIETCS TO, 4TO B Poccuu ynaaoch opraHn3oBaTh
CeTh LICHTPOB U OTAEJICHUIA IETCKOI reMaToJIOrMi-0HKOJIO-

TEMATOJIOTMU u OHKOJIOT MU

run. Ho B Hallleit o61acTi paboThl HUYEro HEBO3MOXKHO 0e3
CIUIOYEHHBIX JICWCTBUIA KOMaHIbl €IMHOMBIIUIEHHUKOB
M OOJIBIIOTO AHTY3Wa3Ma JInaepoB. Takumu muaepamu B Op-
JIOBCKOI 00J1aCTH SIBJISIIOTCS TVIaBHBIM Bpay HayyHo-Kiu-
HUYECKOr0 MHOTOIPOMWIBHOIO LIEHTpa MEIULIMHCKOM
nomonu nerasm uMm. 3.UW. Kpyrnoii Anekceit MropeBuu
MenBeneB v 3aBeIyIOLINIA OTACICHUEM OHKOJIOTUM, TeMa-
TOJIOTMU U ajuieprouMMmyHosiorn MBaH BragumupoBua
®ucioH. Mbl BUAMM, Kak pa3BuBaercst 3TOT LleHTp, Kak
BHEIPSIIOTCSI HOBbIE METOIbI TEparuu, Kak ITPOJOJIKAeT
yaydIaThes ciiyx6a. Ho M KOJIIEKTUB OTAeIeHUS BbI3bIBa-
eT 0OJIbIIIOE YBaXKCHUE — HAIpUMEp, CPEIU COTPYIHUKOB
€CTh CIELUAIKCT MO JICTSIM PaHHEro BO3pacTa, YTo JacT
BO3MOXKHOCTb OKa3bIBaTh IIOMOIIb CAMBIM MaJICHbKUM I1a-
LIMeHTaM. A TakKe MHOTHE JIpYTve ITpeKpacHbIe Bpauu, cpe-
I KOTOPBIX €CTh U KOJUIETH, BBIHYKICHHO yeXaBILIKME U3
JloHel1Ka 1 IPpOJOJDKUBIIINME Kapbepy B OpJie.»

IV Me:xaucuunnuHapHblili KOHrpecc no 3aboneBaHusam
OpraHoB ronosbl U weu

25—27 mas 2016 . B Mockse coctoutcs [V Mexnucum-
IUIMHAPHBIM KOHTPECC 10 3a00JICBAaHUSIM OPraHOB TOJIOBBI
U 1men. B pamkax KoHrpecca OyayT ocBelleHbl TeMbI B 00-
JIACTH JICYCHMSI Y IMarHOCTUKU 3a00JIeBaHUII OPraHOB ro-
JIOBBI U IIEH.

KittoueBble TeMbI KOHTpecca: OHKOJIOT s, HEMPOXUPYP-
rvsi, o(PTaIbMOJIOTHSI, PEKOHCTPYKTUBHAS M TUTACTUYECKast
XUPYPrUsl, YeTIOCTHO-IULIEBAsI XUPYPIUsl, OTOPUHOJIAPUH-
TOJIOTHsI, JIydeBasi TUarHOCTUKA, paJluoTepaIs, CToMaTo-
JIOTUSI, IEPMATOJIOTHUSI, SHAOKPUHOJIOTHSI, pereHepaTUBHAsK
MeIMIIMHA, MOP(MOJIOrKsi, aHeCTe3UOJIOIHs, COMPOBOIM-
TeJIbHAsI Tepariusl.

LleneBoii aynuTopueii KOHrpecca sIBJISIIOTCS BCE CIICLM-
aJIMCThI, paboTalolre ¢ 3a00JICBAaHUSIMUA TOJIOBBI U IIICH:

18

XUPYPTY, OHKOJIOTY, OTOPUHOJIAPUHIOJIOTH, CTOMATOJIOTH,
HEUPOXUPYPTHU, COCYAUCTBIE XUPYPIH, YETIOCTHO-TUIICBbIC
XUPYPTY, SHIOKPUHOJIOTU, (POHMATPHI, IIACTUYECKUE XU~
pypru, HeBpoJIord, o TaIbMOJIOTH, IEPMATOJIOTH, TUETO-
JIOTU, MEIULIMHCKHE CECTPHI.

B pamkax KoHrpecca OyeT MpoBOAUTHCS KOHKYPC MO-
JIOJBIX YUEHBIX.

KitoueBble JaThl: HaYajao perucrpauuu ¢ 15 mekadpst
2015 ., mpuem Te3ucoB 1o 1 anpens 2016 1.

OduimanbHble SI3bIKM KOHIPECCa — PYCCKUI M aH-

TJIUACKAN.

Mecto nposeneHust: yia. bonwinas IMuporosckast, 1oM
6, ctpoenue 1.

www.headandneck2016.ru

UUNJMHAPHBIA KOHMPECC
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IXCbE3]
OHKONOroB U PAAUONOIOB

CTPAH CHT U EBPA3UN

15-17 HOHA, 2016 TOOA
MWHCK, PECTTYBJTUKA BEJTAPYCb
www.cis-oncology2016.org

ITpurnaiiraem Bac mpuHsTH yuactue B [X che3ae OHKOJOroB U painoioroB
ctpad CHI u EBpasuu (cexiius «AKTyallbHbIE BOITPOCHI IETCKOM
OHKOJIOTUM U TEMATOJIOTUM» ), KOTOPBIi OyIeT MPOXOAUTh

15—17 mions 2016 r. B ropone Muncke (Pecriyonnka bemapych).

B pamkax paboThl ceKIMU IJIaHUPYETCs 00CYK/IeHE BOIIPOCOB

0 CJICAYIOLIUM TeMaM:

" 1. MonexkyasspHO-0MOIOTHYECKHE ACTIEKThI, MPOTHOCTUYECKIE
/( An M o P (bakTOphI 11 3(h(HEKTUBHOCTH TEPAIIUHU JIEMKO30B, TUM(POM, HEMPOOIaCTOM,
' /)) OCTEOCaPKOM U IPYTMX OHKOJIOTMYECKUX 3a00JIEBAaHUI Y AETENA.

PHML OHKOJIOT UK
U MEQULIWHCKOI PARUONOTUM
um. H.H. AJIEKCAHIPOBA

Accoumauma iupexkropos o
LieHTPOB 1 MHCTUTYTOB OHKONOrMN 2. OpraHocoxpaHHaH TEpaIusd IMMpru OHKOJOTUYECKUX 3a00JIeBaHUSIX Yy AeTeu.

1 PenTreHopaanonormm 3. AkryanbHble Boripockl TTCK y ieteii ¢ OHKOreMaToIornyeckoi MaTtoiorueid.

cTpan CHI v Epasin 4. Cernicuc y ieTeii ¢ OHKOTeMaTOJIOTNYECKMMU 320016 BaHUAMU.

IToapoonas undopmanms Ha caiite www.cis-oncology2016.org
KonTtakTobie Tejedonsl: +375-017-265-42-22 (npuemnas),
+375-017-265-40-68 (Yraosa TaThsiHa AjleKceeBHA)
E-mail: druglova@mail.ru (YrioBa TaTbsiHa AjlekceeBHA)



10" KOHIPECC

A3WNATCKOIO NOAPA3AENEHUA
MEXOYHAPOOHOIO OBLLUECTBA
LOETCKOW OHKONOT K

IOth

w OIOP Asia
Congress

SOCIETE INTERNATIONALE
D’ONCOLOGIE PEDIATRIQUE 25_28 Mmas 201 6 r.

INTERNATIONAL SOCIETY M u H a‘a w‘a b'

OF PAEDIATRIC ONCOLOGY

Nyuwue ycaobus 9aq Aevenua paxa
y 9emed Auu u Beero Mupa!




Nloporue konneru u apy3bA!

10-it Konrpecc A3uatckoro nogpasaenenus MexayHapogHoro obwiectsa aetckoit onkonoruu (The 10™ SIOP Asia
Congress) npoiiaet B Mockse 25—28 mas 2016 1. 0T fnLia OpraHM3aLMOHHOT0 KOMITETA Mbl pabl CO06LMTL Bam 06 3Tom!

VI MexperuoHanbHoe coellaHie HaumoHanbHoro obuiecTBa AeTcknx rematonoros u oHkonoros (HOAM0)
Oynet npoBoAUTLCA B cocTaBe KoHrpecca 24—28 mas 2016 T.!

Mbl npurnatuaem Bcex CnewuanicToB, 0KasbiBatoLLMX MOMOLLb AETAM C FeMaToNornyeckumin U OHKONOTYeCKUMM
3a00N1eBaHNAMM, TPUCOEAUHUTBLCA K MEPONPUATMIO NA CO3J1aHNA €ro HEMOBTOPUMOI aTMOC(EPbI.

310 OYAYT 4 AHA HAAEXAbl — HAAEX /bl HA HOBbIE NEPCNeKTUBbI B leYeHn AeTCKOro paka!
lNMpe3udenm KoHepecca - akademuk PAH A.I. PymsaHyee
3amecmumens npe3zudenma Konzpecca - npodp. C.P. Bapghonomeeea

Cexkpemapb Konepecca - kK.m.H. K.U. Kupau3oe

Peructpauusa u nogaya Te3uncoB Ha caiite Konrpecca/Coselwanus.

www.siopasia2016.org

TEMbl KOHI'PECCA

CNEUNOUYECKWUE TEMbI OBLLUE TEMbI
[emaTonorna Tepanua n yxop
-0nn - Xupyprus
- OMN, MAC - Pagnotepanus
- Jlum¢ombl - HoBble npenapatbl/3KkcnepumeHTanbHas Tepanua
- [nctnoumTo3bI - [opaepxuBatoLas Tepanus/nannuaTueHas
NOMOLLb
ConupHble 3KCTPaKpaHUanbHbie ONyXonu - leuxonorua
- Heitpobnactomb - (eCTPUHCKNI yXoA
- Onyxonu noyex
- Onyxonu Kocreit nuaemuonorus
- CapKOMbI MATKMX TKaHel
- PetuHobnacTombl Mo3pHue 3¢pPpekTbl
- Onyxonu nevenn
-TKO 06LecTBEHHDbIE U POAUTENbCKME OpraHn3aLuu —
- Pegkue onyxonu acneKkTbl B3aMMOAenCTBUA
Onyxonu LIHC




MHeHUEe 3Kkcnhepma

Bonpoc-omBem

s IETCKOU

TEMATOJIOTMU u OHKOJIOT MU

«BOMPOC-OTBET: MHEHUE 3KCNEPTA~»

CerogHA Ha Bompoc Bpaueil PecnybnukaHckoii JeTcKol KnuHMueckol 6onbHuupl PK
(r. Cumpepononb) oTBeyaeT OTBETCTBEHHDIN cekpeTapb HaunoHanbHoro obuiecTea aer-
ckux rematonoros 1 oHkonoros (HOAT0) Kupunn Uropesuu Kuprusos.

Bonpoc

B ceoeii exnceonesnoii pabome mol ycneutHo ucnoav3yem
gedepaavnobte kaunuueckue pexomernoauyuu (PKP) no pazoe-
ay «Jlemckas eemamoaocus», Komopoie 0bL1U yMeEep’HcOeHbl
HOJTO. Odunaxo nepuodunecku y KOHmMpoAupyrouux opeanu-
3auuli 603HUKAIOM 60NPOCHL 0 ACUMUMHOCIU OGHHBIX PEKO-
menoauuil. Ilpocum damov nosicnenue no 3momy 6onpocy.

Omsem

DKP no pasneny «JleTckast reMaTOJIOTMsT» ObIJIN TTOM-
TOTOBJICHBI U OOCYXXICHBI B paMKaX COBMECTHOI pabOThI
JIIETCKUX TeMaToJI0roB-oHKosoroB Poccuiickoit Deaepa-
uuu (P®). B nporecce o6CyKIeHus TT0 PSILY HO30JI0THIA
OBLUIM PACCMOTPEHbBI HECKOJIKO aJIbTePHATUBHBIX BapUaH-
toB ®KP 1 onpenesieH KOMIPOMUCCHBII BapyUaHT.

KnuHunyeckue pekoMeHIALMKU ObUIM YTBEPKAECHBI HA
ouepenHoM V MexpernoHajibHoM coBemanuu HOJIT'O
6 utonst 2015 . ¥ corylacoBaHbI INIABHBIM JETCKUM CITCLIM-
aJIMCTOM-TeMaToJI0roM MUHUCTEPCTBA 3IPpaBOOXPaHEHUS
P® akanemnkoMm PAH A.T. PymsiaiieBeim. Takum oopaszoM,
JIaHHBIC KJIMHUYECKUE PEKOMEHIALINY JJeTUTUMU3UPOBAHbI
KaK CO CTOPOHBI MPOo(heCCUOHATBLHOIO COOOIIECTBa, TaK
1 MuHucTepcTBa 3npaBooxpaHeHyst PO (B julie r1iaBHOrO
CreLManCTa).

22

OnHUM U3 1IaroB MO IIUPOKOMY MPUMEHEHUIO yT-
BEPXKIACHHBIX peKOMEHAALIMI 1 UX CBOOOIHOMY ITPUME-
HEHUIO B PEeTMOHE MOXET CTaTh 3aKJIIOUEHUE TPEXCTO-
ponHero norosopa Mexay peruoHom, HOAT'O u ®HKI]
ATOUN um. Imutpusa Porauesa. JloroBop umMeeT UCKITIO-
YUTEJbHO He(PMHAHCOBBIN XapaKTep U CIYKUT 3alIUTOMN
MHTEPECOB CIIELMAINCTOB B peTMoHe. O BO3MOXKHOCTSIX
npuMmeHeHUst PKP MoxkeT OBITh TakXKe paccKa3aHO
B paMKaX CeMUHAapOB I10 MPOEKTYy «/laibH1E pEeTUOHBI».
YT006bI MOApOOHEE Y3HATH O 3aKJIIOYEHUN JOTOBOpPA BhI
MOXET€ HaNMCaThb Ha HaIl IIPEXHUN SIEKTPOHHBIA
anpec — info@nodgo.org.

CnpaBKa

HOJTI'O — npodeccroHanbHOE COOOIIECTBO CITeLIM -
aJIMCTOB, OKA3bIBAIOIIMUX ITIOMOIIb JACTSIM C FeMAaTOJIOTH -
YECKMMM UM  OHKOJIOTMYECKMMU  3a00JIeBaHMSIMU.
Ceroans uieHamu O61ecTBa sBasioTcs 6osee 770 crie-
LIMAJIMUCTOB MPAaKTUYECKHU U3 BCeX pernoHoB Poccum —
JIETCKUE reMaTOJIOrM-OHKOJIOTH, XUPYPIH U IPYrue Bpa-
YU, LIEJIbI0 KOTOPBIX SIBJISIETCSI BHI3AOPOBIICHUE BCEX ACTeil
C TeMaTOJIOTMYECKUMU U OHKOJIOTMYEeCKIMMU 3a00JIeBaHM -
amu. HOAI'O — unen HauumoHanbHOI MeIMLIMHCKON
nanatel P®.

KnuHnyeckue pekoMeHpaumm pasMeLleHbl U NerkogocTyrnHbl B CeTu
MHTepHeT. YToObl NPOCMOTPETb U ckadaTb MX, MPOCTO BBEAUTE 3TOT
apgpec http://nodgo.org/pekomeHgaumm
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JTETCKOU 1
TEMATOJIOTUU u OHKOJIOTUU 2016 [N

HOAro

Tpancnnanmayua reMono3muyeckux CmsosoBbIX RNEMOK y hauyueHmos
¢ anemueil MankoHu: onbim PAKD u MHKL ArOH um. AMumpua Porayesa

E.B. Ckopooorarosa', K.!. Kupruzos' 2, JI.H. baxamos?, I1.E. Tpaxtman?, 10.B. CksopuosaZ,
E.A. Ilpucranckosa', I 'A. HoBuukosa?, M.A. Macuan?, A.A. Macuan?, A.I'. Pymsanues®

IDIBY «Poccuiickas demckas kaunueckas 6oavnuuya» Munzdpasa Poccuu; Poccus, 117997, Mockea, Jlenunckuii npocn., 117;
2DI'BY «Dedepanvhblii HAYMHO-KAUHUMECK UL YeHMDP OeMCKOL 2eMAmoA02Ull, OHKOA02UU U UMMYHoA02uu um. Imumpus Poecavesa»
Munzodpasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1

Konmaxmmuuwie dannvie: Enena Braoumuposna Ckopoboeamosa skorobog.e @mail.ru

Beedenue. Anemus Dankonu (AD) — pedkuil cunHopom, Xapakmepusylouguics 6pONCOCHHbIMU AHOMAAUAMU, DPA3GUMUEM aNAA3UU
Kpoeemeopenus U nosvluleHHol uacmomoii onyxonei. Tpauwcnaanmayus eemonosmuyeckux cmeonosvix kaemox (TICK) seasemcs
€0UHCMBEHHbIM ~ MemOoO0OM  KOPPEeKUUU  2eMONOIMUHECKOl HedoCmamo4HOCmu, O00OHAKO CMAHOApmHble Me2ad03Hble — DelCcUuMbl
KOHOUUUOHUPOBaHUS Y hayuenmog ¢ AD Kpaiine moKcuuHbL.

TTayuenmot u memodot. 3a nepuod ¢ Hosops 1994 no anpeav 2014 2. mpancnaanmayuu 6viau evinonnenst 29 nayuenmam ¢ AD (18 desouer/
11 manvuukos, meduana éo3pacma — 9,5 eoda, pasbpoc — 3,7—15,4 e00a). Ilokazanusmu oas mpancnaanmayuu Obiau pasgumue
mMpanc@y3uoHHO-3a8UCUMOIL anaacmuyeckoli anemuu y 27 u mpancgopmayus 8 Mueao0UcnAacmu4ecKui CUHOPOM/0Cmpblil MUeaouo bl
neitkosy 2 nayuenmos. Y 17 (58,6 %) 6oavrbix 0bi1u ucnonvzosanst HLA-coemecmumole cemeiinsie donopel, y 12 (41,4 %) — Hepodcmeennvle
coemecmumble JoHOpbl. McmoyHukom mpancnaanmama cayxcun kocmuulii mose (KM) y 18, cmeonosvie kaemku nepughepuueckoii Kpogu
v 7, KM + nynosunnas kpoews (I1K) y 3 u IIK y 1 nayuenma. Oona uz podcmeennoix TICK Obira eévinoanena om 0oHopa, coemecmumozo
Ha 9/10, npu nepoocmeenHbix mparncnaanmauyusx coemecmumocms 9/10 6vira 'y 2 0onopos. Pedicum KOHOUUUOHUPOBAHUS 8KAIOUAN CAedyIolyue
npenapamoi: Oycyavpan 4—8 me/ke, uyukaogocpamud 20—40 me/ke, gaydapabun 150 me/M? u anmumumouumapHvli 2A00yAUH.
Ipogpunakmura peaxyuu <«mpancnasanmam npomue xozauna» (PTIIX): uuxaocnopun A/maxpoaumyc, memompexcam 5 me/m?
(Onu +1, +3, +6, +11)/+/— mukogenosama mogemus. Y 3 peyunuenmos HepoOCMEeHHbIX MPAHCHAAHMAYUL UCHOAb3084AACH
TCRay/p-0denneyus mpancnaanmama.

Pesyavmameut. Y 6écex nauyuenmos 0bL10 3aUKCUPOBAHO NPUNCUSACHUE MPAHCHAAHMama. Bmopuunoe ommopicenue Haba00ar0ch
y 4 (13,8 %) nayuenmos — uepesz 1, 2, 6 u 12 mec om TICK, npu smom ecem 6GoavHbim Obina evinoanena nosmopras TICK
¢ KOHOUUUOHUPOBAHUEM ANeMMY3YMAOOM, MOPAK0ab0OMUHANbHbIM 00nyeHuem u gayoapabunom. [locae 2-it TICK ymepau 2 nayuenma —
om PTIIX u adenosupycnoii nneemonuu. Y 18 6oavrvix ocmpoii PTIIX ne 6vi10, ocmpas PTIIX I—11 cmenenu passunace y 7 (24,1 %),
111V cmenenu — y 4 (13,7 %) nayuenmos. Oepanuuennas xponuyeckas PTIIX pazeunacs y 4 6oabHbix, sxkcmencuenas —y 2. Meduana
Haonodenus cocmasuna 31,9 (3,8—246) mec. Obwasn 5-remuss eviucueaemocmov cocmasuna 67,4 %. YV 2 nayuenmoe paseuncs
NAOCKOKAemounbLil pak nosocmu pma. Beeeo ymepao 11 6oavuvix — 10 om PTIIX u unghexyuit u 1 om naockokaemouHoeo paka s3vikd.
Bovieodvi. TICK ¢ ammenyuposanHbimMu 8blCOKOUMMYHOCYNPECCUBHBIMU DENCUMAMU  KOHOUUUOHUPOBAHUS NO038045em  000UBambCs
NpUNCUGACHUS MPAHCNAAHMAMA ¢ MUHUMAAbHOU 8UCUEPaNbHOl mokcuuHocmbio y nayuenmog ¢ AD. Yacmoma PTIIX u ungexyuonnoix
0cn0JICHeHuil ocmaemcs 8bicoKoll. Heeemonosmuueckue onyxonu a6450mes NPUMUHOI NO30Hel CMEPMHOCU.

Karoueenie caosa: 6podicoennbie aniaszuu kposemsoperus, anemus DankoHu, demu, n00X00bl K mepanuu, MpaHcnAGHMAUUs 2eMONOIMUHECKUX
CMBOA0BLIX KACMOK, UCX00bL, OCAONCHEHUS, PeAKYUsl «<MPAHCHAGHMAmM npomue xo3sauna», mukpo-PHK, napywenue penapauyuu JIHK
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Hematopoietic stem cell transplantation in patients with Fanconi anemia: the experience of the Russian Children's Clinical Hospital and
the Dmitry Rogachev Federal Research Center of Pediatric Hematology, Oncology and Immunology
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Background. Fanconi anemia (FA) — rare syndrome characterized by congenital malformations, high risk of bone marrow failure and
oncological diseases. Hematopoietic stem cell transplantation (HSCT) — is the only way of correction of hematopoietic insufficiency, but
standard very intensive regimens of conditioning are highly toxic for patients with FA.
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Patients and methods. During the period from November 1994 to April 2014 transplantations were performed for 29 patients with FA
(18 females/ 11 males, age median — 9.5 years, variation — 3.7—15.4). Indication for HSCT was the transfusion-dependent aplastic anemia
at 27 patients and transformation to myelodysplastic syndrome/acute myeloid leukemia at 2 patients. At 17 (58.6 %) patients HLA-matched
Sfamily donor were used, 12 (41.4 %) patients received unrelated graft. Source: bone marrow (BM) — 18 patients, peripheral blood stem cells —
7 patients, BM + umbilical cord blood (UCB) — 3 patients, UCB — 1 patient. One of the related HSCT was performed from 9/10 donor and
2 unrelated HSCT were from 9/10 donor too. Conditioning regimens: busulphan 4—8 mg/kg, cyclophosphamide — 20—40 mg/kg, fludarabine
150mg/sq.m., anti-thymocyte globulin. “Graft versus host” disease (GvHD) prophylaxis: cyclosporine A/tacrolimus, methotrexate 5 mg/sq.m.
(days +1, +3, +6, +11) /+/— mycophenolate mofetil. Three recipients of unrelated HSCT received TCRa/[ grafts.
Results. All patients engrafted. Secondary graft failure diagnosed at 4 (13.8 %) patients — after 1, 2, 6 and 12 months from HSCT. All these
patients received second HSCT with conditioning with alemtuzumab, thoracoabdominal irradiation and fludarabine. Two patients died after
the second HSCT, causes: GvHD and adenovirus pneumonia. Eighteen patients were free from GvHD, acute GvHD I—11 gr. was revealed at
7(24.1 %) patients, [1I—1V gr. — at 4 (13,7 %) patients. Limited chronic GvHD was observed at 4 patients, extensive — at 2 patients. Follow-
up median is 31.9 (3.8—246) months. Overall 5 years survival was 67.4 %. Two patients suffered from oropharyngeal squamous cell cancer.
Ten patients died in total — 10 from GvHD and one from the cancer.
Conclusion. HSCT with attenuated high immunosuppressive regimens of conditioning can obtain transplant engraftment with minimal visceral
toxicity at patients with FA. Frequency of GvHD and infection complications remains high. Non-hematopoietic cancers are the cause of late
mortality.

HOAro

Key words: congenital aplasia of hematopoiesis, Fanconi anemia, children, approaches to treatment, hematopoietic stem cell transplantation,
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Anemust @ankonn (AD) — BpoxkaeHHOE 3a00JIeBaHMNE,
BrepBble omucaHHoe B 1927 1. IBuno ®ankonu. [laHHas
MMaToJIOTHS, OTJIMYAIOIIasICs TEHOTUITMYECKOU U (peHOTH -
MMUYECKOM reTepOreHHOCThIO, XapaKTePU3yeTCsl BPOXKICH-
HBIMM  TIOPOKaAaMM  Da3BUTHUsI,  IPOrpeccupyroleit
KOCTHOMO3IOBOM HENOCTATOYHOCTBIO U 3HAYUTEIbHOU
MPEeaPaCIIOIOXEHHOCThIO K Pa3BUTHUIO 3JT0KAY€CTBEHHBIX
HoBooOpasoBauuit [1]. PacuetHas yacrota AD, KoTopas
SIBJIIETCSI CaMbIM YacTbIM BPOXICHHBIM CUHIPOMOM
KOCTHOMO3IOBOI HEZOCTaTOYHOCTH, OIIEHMBAETCS Kak
1 Ha 100 000 xXuBOPOXIESHHBIX [2].

ITemaTtosornyeckue HapyueHus npu AD, Kak npaBu-
JIO, pa3BUBAIOTCS B IETCKOM BO3pacTe (MeauaHa — 7 JIeT;
pa3opoc — ot 0 no 31 rona) [3]. [To manueim D.1. Kutler
et al. [4], y maumneHToB ¢ AD, KOTOphIE HE pa3BUJIM arlia-
ctruyeckyio aHeMuio (AA), k 40-meTHeMy BO3pacTy pUCK
Pa3BUTUSI MUEJIOMIHBIX (MUEIOIAUCIIIACTUYCCKUN CHH-
npom (MJIC) wim ocTpblii MueaounHblin jieitkod (OMJI))
M CONMMIHBIX ormyxosieit coctaniisieT 90 1 28 % cOOTBETCTBEHHO.

AD (peHOTUITMYECKN U TEHOTUITMYECKU SIBJISIETCS Te-
TeporeHHbIM 3a0ojeBaHueM. Hanbosnee yactbiMu heHO-
TUIMUYECKUMU aHOMAJIMSIMHU Y IMALIMeHTOB ¢ AD SIBJISIOTCS
HEOJHOPOIHASI METaHUHO-TTOA00HAsI TUTMEHTALIUS KOXU
(raTHa “café-au-lait”), xapaKTepHOE «IITUYbE JTUII0», HU3-
KU pOCT, aHOMaJIMU KOCTell ckeseTa (B 0COOEHHOCTU KU~
CTeil pyK M JIy4eBBIX KOCTEI), MUKpoledaus, aHOMaIun
yILIEH, cepaLa v moyex.

Ha ceromgHs oTKpbITO He MeHee 16 TeHOB, OTBETCTBEH-
HbIX 3a pa3BuTre AD. DTU reHbl KOOAUPYIOT OEJIKK MeTabo-
smnueckux myteit FA/BRCA, KoTopble UTpaloT peniarolyio
posb B penapauuu crienrduyeckux mospexaeHuit JHK
[5, 6], uTo 1 0OYCIOBIMBAET BEICOKMI PUCK Pa3BUTHsI KaK
KOCTHOMO3TOBOI HEIOCTaTOUHOCTH, TaK U 3JI0KaYeCTBEH-
HBIX HOBOOOpa3oBaHwuii [7].
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Jnarno3 AD yctaHaBIMBaOT Ha OCHOBaHUN OMOJIOTH -
YEeCKUX TECTOB, IIPOBOIUMBIX in Vitro, TAKUX KaK OMpeae-
JICHHE TIOBBILLIEHHO JIOMKOCTH XPOMOCOM B JIMM(OIIUTAX
WIN IUTOMETPUYECKH, HA OCHOBAHMHU ITOBBIIIICHHOIO Ha-
KoIIeHus1 KJIeToK B ¢aze G2/M mocie KyJbTUBALUU
B IIPUCYTCTBUM OM(PYHKIMOHAIBHBIX (T. €. BI3bIBAIOLINX
KaK BHYTPUIIETIOYCUHbIE, TAK U MEXKIICIIOUEYHbIC CIITMBKHU
JHK) ankunupyronmx areHToB (LIUCIIaTUH) UK KJIacTO-
TeHOB, TaKUX Kak MUTOMULIMH C WU AUANOKCUOYTaH
(IDb-Tect), a TakKe JEeMOHCTpALMU HApYILLIeHUST YOUKBU-
TuHUpoBaHus npoaykta FANCD2 — KoHeYHOro KomIio-
HeHTa ytu AD [6].

Tepanus

Ha cerogHsimHuit MOMEHT €IMHCTBEHHBIM METOIOM
OKOHYATEJIbHOM KOPPEKILIMU KOCTHOMO3IOBOM HEIOCTa-
TOYHOCTH Y TTallMeHTOB ¢ AD sIBJIsieTCs TpaHCIUIAHTALIS
reMonoatndeckux ctBoJioBeiX KieTok (TI'CK), omHako
MeIUKaMEHTO3Hasl Teparus aHApOoreHaMu, KOTOphble Ha
MPOTSKEHUM NEeCATUICTUI ObLIM CTaHAApPTOM KOHCEpBa-
TUBHOTO JICUCHUsI, U B HEKOTOPBIX CIyJasix TeMOIO3TUYE-
CKMMU POCTOBBIMU (haKTOpaMu y psifa MallieHTOB SIBJISI-
eTCsI pa3yMHBIM MaJUIMAaTUBHBIM MOIXOIO0M.

AHpOreHsl

1o 75 % nauumenToB ¢ AD MOTYT OTBeUaTh Ha TEPaIIUIo
aHJIpOreHaMU, €CJIM JIeUeHEe Ha4aTo B IcOI0TE LIUTOIICHUH
U €CTh (DYHKIIMOHAJIbHBII Pe3epB JIJIs1 ayTOJIOIMYHOIO BOC-
CTaHOBJIEHUS TeMoro33a [8]. OTBeT Ha aHAPOTeHbI pa3BU-
BaeTcs, Kak MPaBUJIO, OYEHb MOCTEIIEHHO C BBIXOJAOM Ha
miaTo 4epe3 12 mec, U B OOJbIIEH CTENEHU BbIpaxkKeH
B OTHOUICHUM 3PUTPOLMTAPHOTO POCTKA, YeM HEUTpPO-
¢unbHOrO M TpoMboiuTapHoro. CoxpaHeHUe reMaToJio-
TMYECKOro OTBETa IOCJe OTMEHBI JICYCHUs aHIpOreHaMu
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SIBJISIETCST XapaKTEPHBIM TOJIBKO JUIsSI OTAEIbHBIX 3THUYE-
ckux rpymmn. O61ast BeikuBaeMocTh (OB) mpaMaTtnyeckn
JIy4Ilie y MalMeHTOB, OTBETUBIIMX Ha JIeYCHUE aHApore-
Hamu (MeauaHa — 20 JeT), YeM y He OTBETUBILMX (Meaua-
Ha — 14 net) [5]. TlpenapatoM BbIOOpa MOXET CIYKUTh
OKCHMETOJIOH B 03¢ 2—5 MI/Kr/mneHb. [1o3a Koppurupy-
€TCsI B 3aBUCUMOCTHU OT oTBeTa. OJHAKO Yy JaHHOIO BUIA
Tepanuyd MMEIOTCS BbIpaXKeHHbIE MOOOYHBIC JCHCTBUSI,
TaKue KakK MacKyJIMHU3alusl, HU3KOPOCIOCTh, aIeHOMBI
MEeYeHU U renaTole Ui pHble KapiuHOMBI [9]. Kpome
toro, npu nposeaeHun TI'CK mocne Tepanuu aHapore-
HaMU MOXET OTMEUYaThCsI BhIpaXKEHHAsT IIEUeHOYHAsT TOK-
cuyHocThb [10]. TakuM 00pa3oM, aHIPOreHbl MOTYT OBITh
BapyUaHTOM Tepaluu B CIydae OTCYTCTBUSI COBMECTHMOIO
JoHOopa. KopTukocTepouabl B peAKUX CIIydasiX MOTYT IIpH-
BOJIUTB JIMIIb K KPATKOBPEMEHHOMY YJIYYIIIEHUIO TeMOITO-
533, 0COOEHHO Ha paHHMX CTAJMSIX TeMOMO3TUYECKOM He-
JIOCTAaTOYHOCTU, ¥ HE JTOJDKHBI MPUMEHSIThCS B Ka4eCTBE
MOHOTEpanuu y naiueHToB ¢ AD.

®akTopsl pocTa

V manuenToB ¢ AD GbUTH OIIPOOOBAaHBI TPaHYIOLIUTAP-
HBIN KoJloHnecTumyupytoimii pakrop (I'-KC®D), rpany-
JIOLMTapHO-MaKpodarajabHblii KOJOHUECTUMYIUPYIOLIMIA
daxtop u uHTepyeiikuH-3. Bo Bcex caydyasx oTBET ObLT
YaCTUYHBIM U HeNpoaokuTeabHbIM [9]. Kpome Toro, cy-
LIECTBYET T10 KpaliHEe Mepe TEOPETUYECKUI PUCK CTUMY-
nsuuu pazsutusg MIAC u OMIJI BcaeacTBue MpuMeHeHUs
KOJIOHUECTUMYJIUPYIOIINX (haKTOPOB, TIO3TOMY ITperapaThl
JMAaHHOW TPYIIbl HE AOKHBI MPUMEHSTHCS IJIUTEIBHO.
B 10 e BpeMs y MaiMeHTOB C TSIKEIbIMU «HEHTPOTICHM -
yecKnMmM» MHGeKkunamMu npumeHenne I'-KC® 6e3ycioBHo
MOKa3aHo.

DKCnepuMeHTAIbHAS Tepanus

B Havane 1990-x romoB Oblia MHULIMMPOBaHA MPO-
rpamMma reHHo# Tepanuu naiueHToB ¢ AQ, ogHaKo B UC-
clienoBaHue BOULIN TOJAbKO 10 60abHBIX. OCHOBHOI MTPO-
0J1eMOi1 JaHHOTO MOIXO0/a SIBUJIOCH TO, YTO 3(D(HEKTUBHOCTh
TpaHCHEKIIMU TeMOITOATUYECKUX CTBOJIOBBIX KJIETOK pe-
TPOBUPYCHBIM BEKTOPOM, CONEPXKAIIIMM HATUBHBIN TeH,
ObL1a HU3KOM M HEAOCTATOYHOM AJIsI 3HAYUMOTO YIydllie-
Hus remorios3a [11]. HemaBHO ObL10 OMyOJMKOBaHO He-
CKOJIBKO uccaenoBaHuit [12, 13], OCHOBHBIM BOIIPOCOM
KOTOPBIX SIBUICS TIOUCK ONTUMAaJbHOTO KJIETOYHOIO CyO0-
cTpara JUIs1 BO3JAEHCTBUS.

B nocnegHue roapl MosIBUIUCH pabOTHI IO MPUMEHE-
Huto peuentopa TNF-a (3taHepiient), MHTMOMPYIOILIETO B3a-
MMOJICICTBHE 3TOTO LIMTOKUHA ¢ KJIETKaMU-MUIIEHSIMH [ 14].
TeopeTnyecKM OCHOBaAHUEM JIJIsI TeparieBTUYECKOM 0J10-
kansl TNF aBnsiercst To, 4to y manmeHToB ¢ AD pe3ko mo-
BBIIIEH arnonTo3 B oTBeT Ha akTuBaiuio TNF-a, KoTopblii
peanu3yeTcsl TOCPENCTBOM IreHepaluy U30BITOYHOTO KO-
JIMYeCTBa aKTUBHBIX (DOPM KHUCIOPOIA, TTOBPEXKIAOIINX
KJIETKM KOCTHOT0 Mo3ra naiueHToB ¢ AD. OueBUIHO, O11-

TEMATOJIOTMM u OHKOJIOT MU

HAaKO, YTO TaKOM IMOAXO MOXKET ObITh 3P OEKTUBEH TOJIBKO
MpY HAJIMYMK JOCTATOYHOIO ITyJIa pAHHUX FeMOIO3TUYE-
CKMX MPEIIIECTBEHHUKOB, T. €. €Il 0 Pa3BUTHUS aria3uu
KPOBETBOPEHUSI, 1, CJIeIOBATEIbHO, JOJKEH ObITh HAavyat
MpoUIAKTUYECKU U POBOAUTHCS MOKU3HEHHO. [To00u-
HbIe Xe apdekTh amurenbHoi naruouuuu TNF-a xopo-
1110 U3BECTHBI.

TpancnaHTamus reMoNno3THIECKHX CTBOJIOBBIX KJIETOK

TI'CK sBasieTcst eIMHCTBEHHBIM 1e(OUHUTUBHBIM Me-
TOAOM KOPPEKIIMU TeMaTOJOTMUYeCKMX HapyIIeHUH y Ta-
ueHToB ¢ AD [15—17], XOTS TpaHCIUTAHTALIUST Y HUX CO-
NpsDKEHA € BBICOKOM  BEPOSITHOCTBIO  TOKCHMYECKOM
JIeTaJIbHOCTU. B 9acTHOCTH 0CO00 TOKCUYHBIMM /IS TTALIU -
eHTOB ¢ AD gBJISIOTCST BHICOKHE 03B LIMKIIOdochamuaa
U TOTaJbHOIO OOJIydeHUs Teja — 0a30Bble KOMITOHEHTHI
KJIaCCUYECKUX PEXUMOB KOHAMIMOHMpPOBaHUs. Tak, mo
naHHbM E. Gluckman et al. [18], onmyonmkoBaBimx B 1985 1.
cBou niepBble pesyasratel TT'CK y manmenTos ¢ AD, 2-71et-
Hsist OB nanmeHToB coctaBuia 29 %. B paGoTax 3Toii rpyI-
Mbl, HAKOIMBIIE! HAUOOJBIIMI OIBIT TPaHCILUIAHTALII
y nauyeHToB ¢ AD, BiepBbie OTMEUEHBI BBICOKAsI TOKCHUY -
HOCTh LIUKJI0dochamMuaa, OTCYTCTBUE MOJIb3bI (ppaKIiio-
HUPOBaHUS  CYMMapHOWl  JO3bl  raMma-oO0JydyeHus
U aHOMaJIbHasl TSKECTh OCTPOM M XPOHUYECKOM peakiivu
«TpaHcriaHTat npoTuB xo3siuHa» (PTITX). Ceronns, 6na-
rojgaps rnporpeccy B TexHosoruu nposeneHus TT'CK, non-
rocpouHas OB naunenToB ¢ AD nocrturaet 80—88 % [19].

Ilokazanusa k mpancnaanmauuu 2emMonoOIMUHECKUX
CIM60.106bIX KACMOK

Xopoiue pesynsrathl TT'CK, 1ocTUTHYTHIE B TOCIE -
HUe Toabl, B ocodeHHocT npu poactBeHHoi TT'CK, mps-
MO YKa3bIBaloOT Ha TO, uTo Npu Hainuuu HLA-coBmecTu-
MOTO JOHOPA TPaHCIUIaHTALlMS JOJKHA paccMaTpUBaThCs
Kak tepanus 1-ii nuHuu. [1pu mocTaHOBKe AMarHo3a eie
[0 Pa3BUTHUSA TAXKEIOM TEMOTMIOITUYECKON HEAOCTATOYHO-
CTU pa3yMHOI TaKTUKO SIBJIsIETCS HAOII0eHE U ITPOBE-
JIeHUe TPpaHCIIaHTALIMY TIPU TOCTUXKEHUU XOTSI Obl OTHO-
ro U3 CIeaylolIuX Iokasaresei: remornoouH < 80 r/m,
Hertpobmnasl < 1000 (500) ThIC./MKJI M TPOMOOIIUTHI
< 20 teIc./MKI. OueBUAHO, yTO MpoBeaeHue TI'CK ontu-
MaJIbHO TIPY MUHUMAaJIbHOM TpaHC(hY3MOHHOM aHaMHe3¢e
U OTCYTCTBUU OaKTepUaJbHBIX U OCOOCHHO TPUOKOBBIX
OocCJIoKHeHUI. B TeueHue Bcero repuona «BbDKMIAHUSI»
OYeHb BaXKHO PETYJISIpHO — | pa3 B roa — MPOBOIUTH 00-
cJieoBaHME Ha pa3BUTHE KJIOHATbHBIX U3MEHEHUI B KOCT-
HoMm mosre (KM) mwist mpenoTBpaliieHus TpaHcdopMaluu
B MJIC/OMUJI, ITpu npoenenuu TI'CK yxke B chase TpaHc-
¢opmaly BBLKUBAEGMOCTb MAllMEHTOB 3HAYUTEILHO XYXKe.

Br16op pexxnMa KOHIWUIMOHUpOoBaHus rpu AD Tnk-
TYeTCsI C OHOI CTOPOHBI HEOOXOIMMOCThI0 MAKCUMAIbHO
2 deKTUBHOI TIPOGUIAKTUKN OTTOPKEHUSI, OCOOEHHO
y MallMEHTOB C MHOXECTBEHHBIMU TpaHCDY3UsSIMU, a ¢ APY-
roit — BbICOKUM puckoM TokcuuHocTu 1 PTTIX. ITokaza-
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HO, 4TO (pirygapabuHCcoaepXKallue pesKMbl B KOMOMHALIUNA
C HU3KUMM A03aMU LUKJIodochaMuna u/wim oycyibbhaHa
1 aHTUTUMoLIMTapHoro riaooynuHa (ATI) mepeHocsaTcsa
CYILIECTBEHHO JIyyllle 00Jiee arpecCMBHBIX PEXUMOB CO
CpeIHUMU J03aMU LUMKIodochamMuaa U TOTaaAbHBIM WU
TopakoabaoMuHaIbHbBIM 00ydyeHueM (TAO) [19].

Tpancnaanmauus 2emono3musecKux CmMeo.106bIxX KAenoK
Ol COBMECMUMO20 POOCMBEHH020 OOHODPA

[Tpu nHanuuuu 3g0oposoro HLA-MaeHTUYHOTO pOACT-
BeHHoro goHopa TI'CK gokHa ObITh BbIITOJHEHA B 1-ii
JIMHUY TePaIlMM IIPU Pa3BUTUH KOCTHOMO3TOBOI HETOCTa-
TOYHOCTU. Hauaydimnmm MOMEHTOM ISl IIPOBEACHUSI
TpaHCIUIAHTALIMM SIBJISIETCS IIEPUOJT Hayasia TpaHChy3UOH-
HOM 3aBUCMMOCTU, IIPYM MUHMMAJIbHOM aHaAMHE3¢ TeMO-
TpaHchy3uit. Takke HeocmopuMbIM nokazanueM K TTCK
sBJsteTcs BoisiBieHrne M1 C-accounmpoBaHHBIX aHOMAaJTUi
XpoMocoM 1, 3 u 7 Ipu LIUTOreHETUYECKOM MCCIIeI0BaHUN,
a Takxe passutue MIAC/OMJL.

Tpancnaanmauus 2emono3musecKux CmMeo.106bIxX KAenoK
OM A1bMEPHAMUBHO20 00HOPA

Ecnn eme 20 neT Ha3am ycreniHbie clydau HEPOACT-
BEHHOI TpaHCIUIAHTALMKU Yy 00JbHBIX AD MCUMCIISIUCH
B OYKBaJbHOM CMBICJIE €IMHUIIAMU, TO CETOIHS TPaHC-
miaHTanuoHHas cMeptHocTh mpu TI'CK ot HeponcTBeH-
HOTO 0HOpa cHU3MIach ¢ 81 10 47 % 1 Npoa0JIKAeT CHU-
Xatbes [20]. BaxHyio pojib B yay4llIeHUM pe3yJbTaTOB
ChITPaJIo HECKOJIbKO (haKTOPOB — BHEAPEHUE MOJICKYJISIP-
HOTrO BhICOKOTOYHOro HLA-TUNIMpOBaHMS, ONTUMU3ALIUS
PEXMMOB KOHAULIMOHUPOBaHUS U npodunaktuku PTITX,
a TaKKe YCOBEPLICHCTBOBAHME METOIOB TOHKOI'O MaHMITY-
JIMPOBaHMS COCTAaBOM TpaHcIIaHTaTa [21].

Biiaronapst 3TMM yCOBEPIIIEHCTBOBAHUSM TEXHOJIOT UM
TI'CK, B HacTosIee BpeMsl TpaHCIJIaHTALMU C UCTIOJIb30-
BaHUEM HEPOJCTBEHHOIO WIM JaXe TallJIOUIEHTUYHOIO
JIoHOpa Yy nauueHToB ¢ AD yxe He SIBJISIIOTCS 9KCIIePUMEH -
TaJbHBIMU METOJAMU Tepaluu, XOTS MX IIPOBEICHUE
JIOJIKHO OBITh «3ape3epBUPOBAHO» TOJIHKO B KPYITHBIX CIIe-
LMAIM3UPOBAHHbBIX LIEHTPAX.

Pexcumot konouuuonuposanus

KiaccuueckMy MOXHO YCJIOBHO Ha3BaTh IOIXOIbI
JIBYX HWCCIIEeIOBATEIbCKUX TPyMIl — rocnuTans St-Louis
B I[Napuxe u FHCRC B Cuatne. [1epBroiit u3 Hux, paspa-
o6oTaHHbIH B KoHIIE 1980-x romoB komanaoii E. Gluckman,
BKJIIOYAET B ce0s1 HU3KKE O03bl LUMKIodochamuaa (cym-
MapHas no3a 20—40 Mr/Kr) B KOMOMHAILIMU C TOTaJIbHBIM
niu TAO tena (4 Ip 3a 1 ¢ppakuuio), 2-it moaXo1 OCHOBBI-
BaJICsl HA MPMMEHEHUH MOHOTepanuu uukiogochaMugiom
B cymMmapHoit no3e 100—200 mr/xr. Pexxum Cuatia xapak-
TEPU30BAJICS JIYYIIIMMU MOKA3aTeISIMU TIPUKUBJICHSI, HO
IIPY 3TOM BBICOKOM TOKCUYHOCTBIO, BCICACTBUE YETO 1032
nukiaodocdamMuga B JalbHE#IIeM OblIa CHUXKEHa OO0
60—80 mr/kr [22]. ITpu sToM nokasatenn OB B gaHHBIX
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KCCIIeI0OBaHMsIX Koebanuch oT 83 10 88%, a cMEpPTHOCTb,
cBsa3adHas ¢ TTCK, — ot 8 10 18,5 %. OTTop:KeHue TpaHC-
iaHTaTa 3acukcupoBaHo B 8 % ciydaeB, a PTIIX — B 12 %
[23]. B omHOM U3 MccenoBaHuii Oblla TOKa3aHa BhICOKast
noiist octpoit PTIIX — 36 % 6oabHbIX [24]. Takxke oTMe-
yajsics pocT yncia nmanreHToB ¢ PTIIX npu npuMmeHeHuu
036l HuKI0hochamuna 80 Mr/Kr, ogfHaKO IpyrIa mamu-
€HTOB, TIOJYUYMBIIUX JAHHBIIA PexkUM, OblJla HEOOBIION
[22]. BaxxHo otMeTtuTh, uto paszButue PTIIX He Toabko
3HAYMMO YXYAIIAeT KauyeCTBO XKU3HU IallMEHTOB, HO
M BITOCJICJICTBUY YBEIIMYMBACT PUCK PA3BUTHS ITIOCKOKJIE-
TOYHOTO paka s3bIKa, MUIIEBoAa U Biiaranuiia [25, 26].

IIpumeHeHMe peXXUMOB C BKIIOUeHUEM (GJyaapaduHa
no3Boyiniio noBbicuTh OB 10 82 % [27]. Beuio nokaszaHo,
4yTO KOMOMHaIU (iygapabuHa 1 uukiaopochamMuga n1aetT
cxoxue mo 3(p@GeKTUBHOCTU pe3yJbTaThl B CpaBHEHUM
¢ mpuMeHeHueM TAO [28, 29]. B HacTosiiee BpeMs B psiie
UCCeAOBaHUM ToKa3aTenu mnTenbHoit (o 8 net) OB
npesbimaioT 90 % [27]. Kpome toro, dirynapabuH MoxeT
CHU3WUTh PUCK IO3IHUX OHKOJOTMYECKUX 3a00JIeBaHUIA,
TaK KaK OH He SIBJISICTCS aIKWIUPYIOIIUM areHTOM.

CaMmoli CIIOXKHOM AUIEMMOM SIBJSIETCST TpaHCIIJIaHTa-
st nanreHToB ¢ AD B ctaguu TpaHcdopmaniu B M C/
OMUJI, y KOTOpBIX HU3KOMHTEHCUBHBIE PEXMMBI, 10CTa-
TOYHBIC JUIS YCIICITHOM TpaHCIUIAHTAIIMU 110 TTOBOAY AA,
He 00J1a1a10T CKOJIbKO-HUOYIb 3HAYMMBbIM aHTUJICAKEMU -
yecKUM 3 HEKTOM.

OcaoicHenus MPAHCHAGHMAUUN — 2eMONOIMUHECKUX
CMB0406bIX KACHIOK

ITpu nposeaenun TI'CK manuentam ¢ AD mmeercs
psn crienmguueckux cioxHoctei. KitoueBoit mpobaeMoit
SIBJISIETCSI TUIEPYYBCTBUTEILHOCTh KJIETOK IAlIMEHTOB
¢ AD x ankumupytommM arenTam |30, 31] u paguanun [32],
B CBSI3W C Ye€M CTaHIApPTHBIC J03bl XUMHUOIIPEIIApaToOB
U 00JIydeHHME MOTYT IIPUBOIUTD K TSDKEJICHIIIMM OCIOXKHE-
HUSIM, TAKMM KaK reMOopparn4eckue HUCTUTHI, M ITOpaKe-
HUSIM CJIM3UCTBIX TTOJIOCTH PTa U KEIYyI0UYHO-KHUIIIEYHOIO
TpakTta. Kpome TOro, kKak ObIJIO yXe OTMEUYEHO BBHIIIE,
y naiyeHToB ¢ AD 3HAYUTEIIBHO MOBBIIICH PUCK TSIKEIOM
xkusHeyrpoxkatomieit PTITTX [33—35].

Bropuunbie HeomIa3uu

IManuenTs ¢ A® MMEIOT CKJIOHHOCTh K BO3HUKHOBE-
HUIO OHKOJIOTMYECKUX 3a001eBaHuii, mpexae Bcero OMJI,
MJIC u paka roJioBbl, IIeH, MUIIEBOAA U MOYEBOTO MTy3bI-
ps. TT'CK B psime ciaydaeB MOXKET MOBBIIIATH PUCK MMOI00-
HBIX ocjioxkHeHui. [Ipumepro y 40 % manumento ¢ AD
B TeyeHue 15—20 net mocine TCI'K pasBuBaeTcs oryxob
[36], omHaKO pUCK pa3BUTHS paKa roOJIOBBI U IIEW 3HAYN-
TEJIbHO BO3PACTAeT B CJIydae UCIOIb30BaHUS KOMOMHALIN
nukjgogochamMuga U odJydeHUs] — CpeaHU rmepuomd 10
BO3HUKHOBEHMUSI OITyXOJIM COCTaBJIsSIeT OKojio 8 yer [25].
Kpowme Toro, ObL1a yCTaHOBJIEHA CBSI3b MEXKAY BO3HUKHO-
BeHueM PTIIX u mocienyomnmm pa3BUTHEM paka 001acTu
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rOJIOBBI U Iiier. TakuM 00pa3oM, OCHOBHBIM ITOJIXOJIOM
K YMEHbIIIEHUIO PYUCKa Pa3BUTHS OITyXO0JIei B OTIAJICHHOM
MePUO/IE SABISICTCS IMMUHALIUS O0JIyYEHUS U3 PEKMMOB
KOHIMLIMOHUPOBaHUs, cHuKeHue prucka PTTIX, nist uero
BO3MOXHO IPUMEHEHUE KOHIMLIMOHUPOBAaHUSI Ha Oase
¢daynapabuHa.

ITanueHTh M METOABI

B ananmse nipeacrasieH 20-meTHuit onbIT Oenepalib-
HOT'O Hay4YHO-KJIMHUYECKOIO LIEHTPa AETCKOW IeMaToJI0-
MU, OHKOJIOTMU U UMMYyHoJIoruu uM. JiMutpus Porauesa
(®HKL ArOX um. IAmutpus Porauesa) u Poccuiickoi
nerckoit knHrdeckoii 6oapHuUtbl (PIKDB). C Hosiopst 1994 1.
no anpenb 2014 1. B oTAeAeHUMY TpaHCIIJIAHTALIMU KOCTHO-
ro mo3ra (TKM) PAKDB u otnenenusax TI'CK No 1 u Ne 2
OHKIL AT'OU um. Imutpus Porauesa TI'CK momyumnu
29 nanueHToB ¢ AD.

Iloa u 6o3pacm. Cpenu NaLMEHTOB, MOJYYUBIINX
TI'CK, 60JbIIMHCTBO ObUIH AeBouKaMu (62 %, n = 18). Me-
JIMaHa BO3pacTa Ha MOMEHT ITPOBEACHUST TPAHCILIAHTALIMK
coctaBuna 9,5 (3,7—15,4) roma. IIpu 3TOM 3HAYUTETBHO
Pa3HWICS MHTEPBAJI OT IIOCTAHOBKM IUArHo3a 0 MOMEHTa
MPOBEICHNS TPAHCIIJIAHTALIMU — OT 7 MECSILIEB 110 3 JIET.

Anaauz ucmounuka xkaemoxk. Yaiie Bcero MCIoJib30BaI-
cs1 KM (62 %, n = 18), 3aTeM cJiemoBaIv CTBOJIOBBIEC KJIET-
ku niepudpepnueckoin kposu (CKITK) (24,1 %, n = 7),
koMOuHaumss KM u mynosunHoi kposu (ITK) (10,3 %,
n=23)u K (3,6 %, n = 1). UCTOYHUKOM CIIy>XIJIU KaK
POICTBEHHBIE, TaK M HEPOICTBEHHbIC JIOHOpPHL. Yaiie
TpaHCIIAHTALIMY BBIIOJIHSIIMCH OT POACTBEHHOTO IOHOPa
(58,6 %, n=17), yem ot HepoacTBeHHOrO (41,4 %, n = 12).
[1pu TpaHCTUIAaHTALMK OT POACTBEHHOTO JOHOpa HauboJiee
JacTo B KaYeCTBE MCTOUYHMKA KJIETOK McIob3oBaics KM
(72,3 %, n = 13). Bropoii 110 4acTOTe UCITOJIb30BaHUSI ObI-
n1a komouHarms KM u I1K (16,7 %, n = 3). CKIIK (5,5 %,
n=1)ulIlK (5,5 %, n = 1) uCIIOJIb30BAIUCH TOPA3I0 PEXKE.
[1py HEpOACTBEHHBIX TPAHCILIAHTALIMSAX B KAYECTBE NCTOY-
HUKa KJIETOK pPaBHO3HAYHO UCMOJb30Baiu Kak KM
(45,5 %, n=15), rak u CKIIK (54,5 %, n = 6).

Cpeau ponCcTBEHHBIX JOHOPOB CTEIIEHb COBMECTUMO-
ctu coctaBuia 10/10 Bo Bcex ciiyyasx 3a MCKJIIOUEHHUEM
1 mauueHTa, TOHOP KOTOPOIro UMeJI COBMECTUMOCTh 9/10
(pacxoxaeHue 1o jgokKycy A). Cpenn HepOJACTBEHHBIX 10~
HOPOB He TMOJHOCThIO coBMecTUMbIMU (9/10) ObLIM ABOE
(paznuuue 1o jokycy A). g 3 O0ONbHBIX, MOJYUUBIINX
TI'CK ot HeponctBeHHoro moHopa (1 monop — 10/10,
2 nonopa — 9/10), 6sina BeinoaHeHa TCRa/B/CD-19-ne-
IJICLMSI 10 IIPOTOKOJTY, YTBEPXKICHHOMY YYEHBIM COBETOM
OHKL AMOU um. Imutpus Porauyesa.

BaxxHo oTMeTuTh, UTO 2 ManKeHTa ObLIM TPaHCIIJIaH-
TUpOBaHHI Tocjie pa3Butus BTopuuHoro M C (RAEB).

Pexcumot konduyuonuposanus. B pamkax TpaHCIUIaH-
Taluii y manreHToB ¢ AD IpUMeHsUTICh pa3InYHbIe CXEMbI
KOHAMIIMOHMPOBAHUS B 3aBUCMMOCTH OT IIepHOJa BpeMe-
Hu u Buga TI'CK.

TEMATOJIOTMM u OHKOJIOT MU

B nmocienHue aecsTUICTUSI B CBS3U C pa3BUTUEM HO-
Boro HampaByieHus1 B odjgactu TI'CK — Ttak Ha3bIBaeMbIX
HEMUEI0a0JIaTUBHBIX PEXMMOB KOHIMIIMOHUPOBAHMS,
MOSIBUJIMCH apTYMEHTHI UCITOIb30BaTh 3TU PEKUMBI IIPU
He3JI0KaueCTBEHHBIX 3a001eBaHMsIX. OCOOEHHO aKTyasb-
HBIM IIPUMEHEHUE 3TUX PEKUMOB SIBJIIETCS JUIsl OOJIBHBIX
AD, TOCKOJIBKY TTPOOJIEMbl OPraHHON TOKCUYHOCTU, KO-
TOpasi MOTeHIIMAIbHO MOXET IIPUBOAMTD K PA3BUTHUIO BTO-
PUYHBIX OmyxoJieil, u Bbicokoi uyacToThl PTIIX ctosr
y 3TUX OOJBHBIX 0COOEHHO ocTpo. C ApPYyroil CTOPOHHI,
aJUTOCEHCUOMIM3alus, a, CJIeI0BaTeIbHO, BBICOKUI PUCK
HETPVKUBIICHUSI, a TAKKE «IIpeIIeKeMUYEeCKN» XapaK-
Tep AD ¥ HajauM4ue Y MHOTUX OOJIbHBIX KJIOHOB KJIETOK
C XapaKTepHbIMU 111 BTOpUYHBIX OMJI XpOMOCOMHBIMU
HapyIICHUSIMU CTaBSIT 101 COMHEHUE 11e1eCO00Pa3HOCTh
TOJIbKO HEMUEI0a0JIaTUBHOTO KOHAMIIMOHUPOBAHMSI.

B cxemy BbimonHeHHbIX 10 2001 . 3 poACTBEHHBIX
TpaHCIUIAHTALMiI B KOHIWUIIMOHWUPOBAHWE BKJIIOYAINCH
mukiopochamun 40 mr/kr m OycynbbaH 6—8 Mr/KT,
y 2 IeTeit He UCMoIb30Baach KOMOMHUPOBaHHAs TPOpU-
naktuka PTTIX (uuknocropuH A B MOHOpEXHMME), TOK-
CUYHOCTb pEXMMa KOHAMIIMOHMPOBAHUS IIPOSIBUIIACH
B Buae pa3putus Mmykosuta II—III crenenu, morpeboBas-
LIEro Ha3HAYeHUsT HAPKOTUYECKUX aHAJIbI€TUKOB, 1 aJl0-
neuunu. Y Bcex AeTeit orMevanach (heOpuiibHask HelTpore-
Hust. [1pu 5TOM NPUXKUBIIEHKE JICHKOLMTOB TOCTUTHYTO Ha
paHHUX CpOKax IMocje TpaHCIUIaHTaluu — Ha +9, +14,
+17-i1 nuu. [MaBHOI MpoOJIeMOli B TTOCTTpaHCIUIAHTALIA -
OHHBII TIepuo/ ctajno pa3sutue octpoii PTITX ITI—IV cre-
neHu y 2 nereit, kotopas B 1 ciydae Oblja pedppakTepHa
K TPOBOAVMMOI MHTEHCUBHOI MMMyHocyrnpeccun ATT
U BBICOKMM J03aM INIIOKOKOPTUKOMIOB 1 MOCTYKUIa IPH-
YMHOI cMepTy pebeHKa. Y 2 nereil pa3Buiach XpoHUYe-
cKast aKcTeHcuBHas popma PTTIX.

C 2001 . 6611 pazpaboTaH OPUTMHATBHBIN TPOTOKOJI
TI'CK y nmereit ¢ AD. B KOHIIEIIIMIO CO3JaHUsI HOBOTO
IIPOTOKOJIA MTOJIOXKEHO CHIDKEHUE TOKCUYHOCTH, B IIEPBYIO
odepesib 3a CYET YMEHbIIIEHUSI CYMMAapHOI J03bI OYCyJIb-
¢ana o 4 mMr/KT, 1 oTKa3a oT uukiIodochamuaa. B kaue-
CTBE UIMMYHOCYIIPECCUBHBIX ar€HTOB UCITOJIb30BaHbI (DJ1y-
napa6buH u ATI. Ilpodunaktuka PTIIX Obuta ycuieHa
Jn00aB/IeHUEM K LIMKJIOCITIOPUHY A METOTpeKcaTa U JaKJIn3-
ymaba. 3ameHa nukiogochamuga Ha ¢paygapadbus u ATT
U CHUXKEHHUE 103bI OyCybthaHa MPpUBEIU K MUHUMU3ALUU
OpPraHHOM TOKCUYHOCTH.

TakuMm oOpazoM, Wit naueHToB, moayyuBiux TTCK
OT POACTBEHHBIX HOoHOPOB (1 = 17) ¢ 2001 mo 2014 rr.,
HCITOIb30BAIMCH CJICAYIONINE CXeMBbI: OyCyabdaH 8§ MI/KT,
mukiiopochamun 40 mr/kr (n = 1); OycynbbhaH 6 Mr/Kr,
uukinodochamun 40 mr/kr (n = 1). Haubonee yacto
(n = 13) ucnoabp3oBajiach cXeMa, BKJIIoUaro1ias B ceost 0y-
cyabdan 4 mr/kr, baynapadbun 150 mr/m2, ATT (ATTAM,
TUMOTI00yIMH). B 1 cayyae B KOHIUIIMOHUPOBAHKE ObLIT
nobasieH Hukinodochamun 20 Mr/Kr, a y malydeHTa ¢ BTo-
puyHbiM MIC (7 = 1) ObLIO BBIMTOTHEHO 2 TpaHCIIaHTa-
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LMY, TIpYU IEPBOM M3 KOTOPBIX KOHIWUIIMOHUPOBAHUE
BKJII0YAJIO B ce0s1 teliMTabuH, Oycyabdan 6 Mr/Kr, duryna-
pabuH 150 mMr/m? u anemty3ymad. KoHnuimoHupoBaHue
npu 2-i1 TT'CK 151 naHHOTO MauueHTa ObIJI0 OCHOBAHO Ha
TAO 2 Ip.

ITpu HepoactBeHHbIX TTCK (7 = 12) Haubonee yacTo
(n = 8) ucnonb3oBajach CxeMa C BKIIIoUeHUeM OycynbdaHa
4 wmr/kr, daymapabuHa 150 mr/m2, uukiodochamuna
20 mr/xr u ATT (ATTAM /Tumorno0yauH). ¥ 1 maiueHTa
U3 KOHIULMOHUPOBAHUS ObLT MCKIIOUYEeH LMKiIodocha-
MU Y 2 60JbHBIX KOHIUIIMOHpoBaHUe BKItouano TAO 2 Ip,
dynapadbun 150 mr/m?, mukinodocdamun 20 mr/kr, ATT.
IMamuenT co BropnuHbiM MJIC mosiydnn XuMHUOTEPaTTUIO
B CJIe/IyIOIIEeM cocTaBe: OycyibthaH 6 Mr/Kr, dbiynapaduH
150 mr/m2, tmkintodocdamu 40 mr/kr, timrosap 900 mr/m?, ATT.

Ilpogpusaxmura PTIIX. B ocCHOBHOM MallMEeHTHI TTOCIIE
poncrBeHHoit TI'CK nomyvyanu npodunaktuky PTIIX Ha
OCHOBE IMKJIOCTIOprHA A (n = 15) B KOMOMHALIUU C METO-
TpeKcaTtoM B o3¢ 5 mr/m? (muu +1, +3, +6, +11) (n =9)
u/uan MukodeHoaTa ModeTsioM (7 = 4) U B BUIIe MOHO-
MpoUIAKTUKM UHTUOUTOpAMU KaJlbLIMHEBpUHA (n = 2).
JIBa OOMBHBIX MOIYYMIN MPOGUIAKTUKY Ha OCHOBE TaKPO-
JIIMyca.

Bce maumenTs! nocie HepoacTBeHHoi TT'CK nmonxyya-
1 Takpoaumyc. [pu 3Tom y 60IbIIMHCTBA OOTBHBIX JaH-
HBII TIpenapaT coueTaicsl ¢ MUKogeHomaTa MODETHUIOM.
¥ 2 nanmentos ¢ TCRa/B/CD19-nemnenuei 6pi1a MOHO-
npouIakTUKa TaKpOJIUMYycoM, a 1 601bHOMY OHa ITPOBO-
JINJIach COBMECTHO ¢ MeToTpeKkcaToM. [TogpoOHast nHdop-
Malys 1o nmalydeHTaM MpeacTaBieHa B Ta0uIIe.

Pe3yabTaTsl

Meouana nabarodenusa cpeny Bcex MalMEHTOB COCTa-
Buna 2,6 (0,3—20,2) rozaa.

Ilpuxcusaenue. Y Bcex MalMeHTOB ObLIO 3aDUKCHUPO-
BaHO TPVKMBIIEHUE, ogHako Y 4 (13,8 %) manueHToB npo-
M301IIO0 OTTOPKEHKME TpaHCIUTaHTaTa Ha 1, 2, 6 u 12-i
MecsI COOTBETCTBeHHO. [Ipu 3TOM y BCeX 3TUX OOJIBHBIX
ObL1a BBIITOJIHEHA [IOBTOPHAs TpaHCILIaHTalysl. MenuaHa
BOCCTaHOBJIEHUs Jielikoroa3a coctaBuia 15 (10—38) gHeii.
JlnuTenbHOE BOCCTaHOBIEHME JeliKonoa3a (38 nHeii) Ha-
Omroganock y namueHTa rmociie Tpancruiantauuu [K. Boc-
CTaHOBJIEHHUE JIeiikoIo33a npu ucnoyb3oBanuu [TCK ot-
Meyayoch paHbllle, YeM Mpu ucrnoab3oBaHuu KM.

Ilpsamasa moxcuunocmos KOHIUIIMOHUPOBAHUST BO BCEX
rpyInax MalueHToB OblIa MUHUMAJIbHOIA.

Ocmpas PTIIX. VY 18 u3 29 naiimeHToB He ObLIIO OOHA-
pyxeHo npusHakoB PTIIX, uto cocraBuio 62,1 % ot 00-
mero yucia nanueHToB. [Ipu atom y 7 (24,1 %) GoJbHBIX
obu1a Bepuduuuponana PTIIX I-II cremenn m nuiib
y 4 (13,7 %) naunenroB — PTTIX III—1V crenenu. Y 6oiib-
muHcTBa 6ombHBIX ¢ [—II ctenennio PTIIX nmopakanach
koxa. Y nauueHToB ¢ [II-IV cTteneHbio oTMeuanoch coue-
TaHHOE MTOPaKEHUE KOXKU, XKETYT0YHO-KUIIEYHOTO TPaK-
Ta 1 nedyeHu (B 2 caydasax). Jdusg repanuum octpoit PTIIX
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MIPUMEHSIIUCH MperapaThl HECKOJIbKUX IMHUI Teparuy —
COJIy-MEJIIPOJI, 3TAHEPLEIT, ajJeMTy3yMa0. KyMyIsITUBHBIIA
puck pa3Butus octpoit PTIIX npeacrtasien Ha puc. 1.

KymyJISTHBHBIH PHCK Pa3BUTHSA 0CTPOii

PTIIX
1
a8
oA
07
(k-]
0
o
03
02
a1
]
r 50 o 150 00
Bpems, mec

Puc. 1. Kymyaamuenviit puck pazeumus ocmpoit PTIIX y nayuenmoe ¢ AD
nocae TICK

Xponuueckass PTIIX. Y mallMEHTOB, BOBJICYECHHBIX
B MCclIeqoBaHue U ToXKUBIIMX 10 100-ro aHs, B 6 cirydasix
pas3Bunachk xpoHnueckast PTTIX. Y 4 601bHBIX 0OTMEUaI0Ch
pa3BuTHe TUMUTHpoBaHHOM opmbl PTIIX (koxa, ciau-
3uCThie), a B 2 caydasx PTIIX Hocuia 9KCTEHCUBHBI Xa-
pakTep (C BOBJIeUeHUEM JIeTKMX). KyMymIsITUBHBIN pUCK
pa3Butus xponnueckoit PTIIX npeacraBieH Ha puc. 2.

KyMyasiTHBHBII pUCK pa3BUTHS
xpounyeckoii PTIIX

na
0o
e

0z

o 0 100 150 200

Bpemsi, mec

Puc. 2. Kymyasmuenoiii puck pazeumus xponuveckoti PTIIX y nayuenmoe
¢ AD nocae TICK

Iloemopnsbie TICK. /17151 4 Tall€HTOB B CBSI3U C OTTOP-
JKEHMeM (KyMYJISITUBHBII PUCK OTTOPXKEHUSI TIPEACTaBIICH
Ha puc. 3) ob11a BeinosaHeHa mopropHas TTCK. I1pu aTom
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OpuruHanbHbie uccnenoBanua/063opbl numepamypol

JNETCKOU

HOAro

JIBOE JIETeI BBDKWIM — ObLI0 3a(DMKCUPOBAHO MPYKUBIIC-
HUe, BhIpakeHHbBIE TTOO0YHbBIE 3(PHEKTH OTCYTCTBOBAJIU.
JBoe npyrux maireHToB yMePJIU MOcie TOBTOPHOI TpaHC-
MUIAHTALIMU: Y OJHOTO U3 OOJbHBIX ObLIa 3ahUKCHpOBaHA
pedpakrepHas PTIIX, y 2-ro — aneHoBUpycHast THEBMOHMSI.

KymyasiTHUBHBIH PUCK OTTOP:KEHUS

L] =0 L] 150 200
Bpems, mec

Puc. 3. Kymyasmuenoiii puck ommopicenuss mpancnianmama y NauueHmos
¢ AD nocae TICK

Bbourcusaemocme. B Hactosiee BpeMst MearaHa HaOJTio-
neHust coctapisier 31,9 (3,8—246) mec. I1pu aToM S-eTHSIS
OB — 67,4 % (puc. 4), a 6eccoObITUITHAS BbLKMBAEMOCTb —
62,7 %. BaxkHO OTMETUTb, YTO JIISI TALIUEHTOB, TPAHCILIaH-
TUPOBAHHBIX B MOCJICAHME 5 JIET, [I0KAa3aTe/I BbKMBAEMOCTH
npuomkarores K 80 %. [IpuunHamMu cMepTeii IBUIMCh: KOM-
ounanuys PTTIX 1 MHMEKLMOHHBIX OCIOXHEHUi (n = 5),
WH(PEKIIMOHHBIE OCJIOXHEHUS (1 = 3), ocTpast U XpOHUYE-
ckag PTIIX (n =2), pak si3bika (n = 1).

Ilo3onue 3ghgpexmobt. Ocoby10 BAXKHOCTh B KOHTEKCTE HC-
caeaoBaHus nmanyeHToB ¢ AD nmesa olleHKa MO3IHUX (-
¢ekroB nocie TT'CK. B uccnenyemoii rpyrrne y 2 malieHTOB

o Jaepn. ¢ Upenmwp,
10 s e - e
08 .
0E ;
or p o et
(17
g s
04
03
0z
o1
oo e
i 10 0 30 40 50 6
Bpewms, mec

Puc. 4. [Tamunsemusn OB nayuenmos ¢ AD nocae TICK
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TEMATOJIOTMU u OHKOJIOT MU

B OTAAJICHHOM II€PUOIE Pa3BUIICS IJIOCKOKICTOUHBIN pak
nonocTu pra yepes 11,9 u 19,2 rona mocne ycrnenHoi TpaHe-
miaHTamu. [1epBblii malMeHT MOoTyYWT XMMUOTEPareBTH-
yeckoe JeueHue Oe3 addekra, oTKazajacs OT ornepauu
U yMep, 2-11 3KUB MocjIe paaguKaaIbHOTO OIepaTUBHOTO Jieue-
Hus. KpoMe Toro, y 2 00JbHBIX OTMEYAIOCh Pa3BUTHUE XPO-
Huyeckoii PTTIX skcreHcuBHOI (hopMmbl. JIBoe TaliMeHTOB
YMEPJIU B CBSI3U C Pa3BUTUEM JIETOUHOI (hOPMbI XpOHUYECKOI
PTIIX yepe3 1,3 u 9,6 rona or TTCK.

Oocyxnenune

Hamm pesynsrarsl mokasbisaioT, uto ceroqHs TI'CK kak
OT POACTBEHHOI'0, TaK U OT aJIbTEPHATUBHOIO JOHOPA SIBJISI-
ercst 9((PEKTUBHBIM METOJOM JICUEHUS B CIIydae pa3BUTHUS
KOCTHOMO3TOBOI HEIOCTaTOYHOCTU, KJIOHAJbHBIX aHOMa-
quit, necpekra xpomocoM 1 MJIC/OMIJI ripu AD, uro mox-
TBEP3KAAeT OIbIT 3apyOeXKHBIX UccenoBanuii [1, 4, 8, 18].

B nacrosiiiee Bpems mst nauyeHToB ¢ AD yaanoch pas-
paboTaTh HauMeHee TOKCUYHBIE, HO MPU 9TOM 3(PHEeKTUBHBIE
PpeXMMBI KOHAULIMOHUPOBAHUSI ¢ BKITIOUeHUEM (Iryaapadu-
Ha [20, 21, 27, 29], Kotopnie mokazanu 3hGhEeKTUBHOCTh
YU B Hallleli Koropte mainueHToB. [IprMeHeHue moaoOHbIX
COBPEMEHHBIX DPEXUMOB M aIeKBaTHOWM IPOMUIaKTUKU
PTIIX criocobcTBOBam yayuieHuto ncxonos TI'CK.

Haitre nccnenoBaHue 1mokasano BaKHYIO POJIb COBMECTH-
MOCTHU A0HOpa [22], 4TO MOATBEPKAAET BBHICOKYIO TTOABEP-
JKEHHOCTh ManueHToB K pasButuio PTITX u cBg3aHHBIX
C BTUM pa3BUBAIOIIMXCST ocyoxkHeHuit [24]. [1pu aToM MbI
COOOILMIIH, YTO MALEHTHI TOABEPKEHBI PUCKY OTTOPKEHMSI,
a TIOBTOPHBIE TPAHCIUIAHTALIMN XapaKTEePU3YIOTCSI BBICOKMM
PUCKOM OCJIOXKHEHUI U CMEPTHOCTHIO, cBsizaHHoM ¢ TTCK.
Taxk, oTTOp:KEHME TpaHCIUIAaHTAaTa 3aperncTpupoBaHo y 13,8 %
(4/29) nmauyeHToB. B cBs3U ¢ MOCTeNEHHBIM BHEAPEHUEM
TEXHUKU OLIEHKY XMMepU3Ma MOI00HBI aHaIu3 ObLT IIPOBe-
JIeH He BceM OOJIbHBIM, HO Y PA/a MALIMEHTOB, KOTOPBIM 3TO
HCCIeI0BaHUE ObLIO BBIMOJIHEHO B MOCTTPaHCIUIAHTALIMOH-
HOM TIepHO/Iie, OTMEYAICS TPAH3UTOPHBIN WX MePCUCTUPY-
JOIIUI CMELLIAHHBIN XUMEPHU3M, He BIVSIONINI Ha (DYHKIIMIO
TreMoI1I033a.

C ofHOIi CTOPOHBI, 3TUM OOJILHBIM TPeOyeTCsl CBOEBpE-
MeHHas afnekBatHas Tepanysl, rpexuae Bcero TTCK, ¢ apyroit
CTOPOHBI, TTOKA3aHO JIUTEIbHOE PEry/sipHOe HaOMoIeHUE
B CBSI3U C PUCKOM OTJaJICHHBIX HEOIaronpusaTHBIX 3G {PeKToB
(mo3mHee orTopkeHue, xpounueckast PTTIX, pa3Butue paka
00J1aCTH TOJIOBBI U 111eH) [26], B 0COOEHHOCTH Y TTAlIMEHTOB
C BbIpaXKEHHBIMU OCJIOXKHEHUSIMU B paHHEM TTOCTTPaHCILIaH-
TallMOHHOM TIEpUOJIe.

AJropuT™ BBIOOPA TEpaNMU

OnbIT IeyeHrs ameHToB ¢ AD Mo3BoiniI pa3padoTaTh
anroputM noaroroBku K TI'CK. B panHeM nepuose mocie
TOCTAHOBKM IMarHO3a HEOOXOIMMO PEIIUTh BOITPOC O HAJIU-
yuu 100 oTcyTcTBUM Aedekta dhyHkuuu KM u/unm Kio-
HaJIbHBIX U3MEHEHMIA, a TAKXKE JTFOObIX OHKOJIOTMYECKUX 3a-
0oJIeBaHUIA.
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Je IETCKOM

IlocTaHoBKa AuarHosa
AP

J

1. 06cei0BaHKe POACTBEHHUKOB NALMeHTa Ha HaJIMYHe
3a6osieBanus 1 HLA-coBMecTHMOCTB

2. HabusroieHue 3a nalueHToM:

- cTeneHb KOCTHOMO3rOBO# He/[0CTaTOYHOCTH;

- HaJINYKe KJIOHAIbHBIX U3MEHEeHHH, aHOMaJIni XPOMOCOM,
M/IC/OMJI 1 ;pyTrHX OHKOJIOTHYEeCKUX 3a60/1eBaHUH

J

COBMeCTHMBIN POJICTBEHHBIH JOHOP
HaizeH?

N

HayaTb nouck
HEpPO/ICTBEHHOT0 J0HOPA. <—
JloHop HaiigeH?

S

AH/iporeHbl +
KOPTHKOCTEPOU/IbI

\

JKcrepuMeHTalbHas
Tepanus (3TaHepLenT,
reHHasi Tepanus)

Beinosinute TI'CK B ciryyae:

- CHKEHMs MIoKasaTeJiell KpOBH:
remMoryio6ut < 80 r/,
HelTpodub < 0,5 ThIC./MKJI

1 TPOMBOLUTHI < 20 ThIC./MKJI;

— HaJIMYMUA IUTOreHeTUYeCKoro
KJIOHA, aHOMaJIMK XPOMOCOM,
passuTHs M/JIC/OMJI

HckyccTBeHHOE
< OIJIOJ0TBOPEHHE, OTGOP
3MGPHUOHOB

Puc. 5. Areopumm mepanuu nayuenmog ¢ AD

IIpu 3TOM pOICTBEHHUKHU MalueHTa (B 0COOEHHOCTHU
CUOJIMHIY) TOJKHBI OBbITH TTPOTECTUPOBAHBI Ha TOBBIIICH-
HYIO JIOMKOCTb XpomocoM (JIDb-Tect) misi mMcKiroueHus
ckpbiToit AD. [Mpu naeHTHGUKAIMN POACTBEHHOIO TOHOPA,
He crpanatonero AD, HeoOXOMMMO MOIHMMATh BOIIPOC
o nipoBeaeHuun TT'CK. Kpurepun nposeaenus TTCK 6butn
0003HaYeHHI BhIIIE, a TAKXKe TTpUBeAeHbI Ha puc. 5. Kpome

TEMATOJIOTMM u OHKOJIOT MU

2016

TOTO, TpAaHCIUIAHTALIMSI ITOKA3aHa B CJIyJae HaJIMYMSI LIUTOTe-
HETUYECKOTro KJIOHA U aHOMAJIUIA B CTPOSHUU XPOMOCOMBI 7
(0COOEHHO ec/u pevb ST O MOHOCOMUM) U XPOMOCOMBI 1.
B ciyyae Hamuuss MAC/OMJI TT'CK momkHa ObITh BBITTON-
HEeHa, KaK TOJIbKO OylieT HaiineH aoHop. [1py aToM kesateb-
HO BO3IEPXKAThCs OT XMMMOTEPAIMK C LEJIbI0 CHIDKCHUS
TOKCUYHOCTHU.

Eciu He ymanoch HaiiTU COBMECTMMOIO POACTBEHHOIO
JIOHOpPa, HEOOXOIMMO MHULIMMPOBATH IMTOMCK HEPOACTBEHHO-
ro noHopa. Kpurepuu BoinoaHeHust HepoactBeHHoi TTCK
CXOITHBI C TAKOBBIMU ITPU POACTBEHHOM TpaHCILIAaHTAIUU.

B ciyyae oTCyTCTBUSI HEPOICTBEHHOIO JOHOPA U IPOrpec-
CHPOBaHUS KOCTHOMO3IOBOM HEIOCTATOYHOCTH MOT'YT OBITh
PacCMOTPEHbBl aJlbTepPHATHBHBIC TMOAXONbI — Ha3HauYeHUE
KOMOMHAIIMM aHAPOI¢HOB M KOPTUKOCTEPOU/IOB MJIM, HATIPY -
Mep, dTaHeplenTa. B ciiydae 1MTeIbHOTO OTCYTCTBUS COB-
MECTMMOTI'O HEPOICTBEHHOIO JOHOPA MOXET OBbITb PACCMO-
TpeH BapuaHT TICK OT ramioMaeHTUYHOIO 310pOBOTO
JIOHOpa JIMOO POXKICHUS 30POBOrO COBMECTMMOIO IOHOPA
C TIOMOIIIBIO METOIa 0TOOPa SMOPUOHOB [25].

3aKmoyeHue

Ha cerognstinauii nens TTCK mist narenToB ¢ AD sB-
JISIETCS. €MUHCTBEHHBIM PaIMKAJIbHBIM METOIOM TEpaIriu
¢ JoKa3aHHOI 3(hpeKTUBHOCTHIO. CBOEBpEMEHHOE MPOBE/IEe-
Hue TI'CK cnocoOCcTBYeT CHUXKEHWIO PUCKOB OCTIOXKHEHUI
U OTTOPKEHMsI TpaHCIUIaHTaTa. [1py 3TOM JIydIiM JOHOPOM
saBisieTcss TonMHoCcThio HLA-cOBMECTMMBIN pOICTBEHHBIIA.
C BHEOpeHHWEM COBPEMEHHBIX TEXHOJIOTMI PaclIupUIOCh
KCITOJIb30BaHKE aIkTePHATUBHBIX TOHOPOB.

PesynbraTel Tepanuy MOCTOSTHHO YJIydIlaioTcs. 3a Io-
cJIeTHee NeCATUIETHE YAaI0Ch 3HAYUTEIbHO CHU3UTD PUCK
OCJIOKHEHU, OJ1arofapsi BHEAPEHUIO B PEKUM KOHIMIIMO-
HUpoBaHUs (ulynapabuHa, penyKiMu 103 aTKWIUPYIOIIUX
areHTOB 1 TMPOBEACHUS NCTUICLIMM TpaHcIUiaHTaTa. Kpome
TOT0, YIaeTCsl CHU3UTD unciio anu3onoB PTITX u BupycHbIx
HMHGEKIIMIA, YTO B ITOCJICAYIOIIEM MOXKET ITOJIOKUTEIBHO OT-
pa3uThCs Ha YMEHbBILIEHUY PUCKA KaHIIEpOreHe3a.

B Poccuiickoit Denepariyy CylecTByeT psii TpaHCIIaH-
TALIMOHHBIX LIEHTPOB, CIOCOOHBIX BBIMOMHATL TITCK mist
nanyeHToB ¢ AD, B TOM YKMCIIe U OT aJIBTEPHATUBHBIX IOHO-
POB, C XOPOILIMMU Pe3y/IbTaTaMMU.
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One of the main risk-factors of acute lymphoblastic leukemia (ALL) is age. The most favorable age group is children from 2 to 9 years old,
and the adolescents and young adults have the worst prognosis. Treatment of ALL at adolescents and young adults is a unique problem of
modern hematology now.

This work presents the analysis of 368 cases of patients with primary ALL 15— 18 years old, which were registered in the database of Russian-
Belarussian group from April 2002 to November 2014. The aim of the analysis was the estimation of effectiveness of different generations of
protocol for adolescents and prognostic significance of different factors to reveal the ways of future therapy optimizing in this age group.
FEvent-free survival of adolescents 15— 18 years old according our study was 56 £ 5 % in ALL-MB-2002 study and 57 = 6 % in ALL-MB-2008
study. We did not received any differences in survival based on immunophenotype of blast cells. But the risk group analysis showed the worst
results at patients with ALL from pre- B-precursor cells of high risk. No difference was revealed according the gender.

One of the general problems remains high toxicity of therapy at patients of this age group. Treatment related mortality (TRM) was 13.2 and

OpuruHanbHbie uccnenoBanua/063opbl numepamypol

12 % at ALL-MB-2002 and ALL-MB-2008 accordingly. Main cause of deaths remains infection.

Key words: acute lymphoblastic leukemia, adolescents, therapy effectiveness, survival, early response

Octpolit IuMdoobaacTHbIi Jeiiko3 (OJIJ) 3aHumaer
BeJylllee MECTO B CTPYKTYPE OHKOI€MaTOJIOTMYECKOM ma-
TOJIOTMM B JIETCKOM M IOAPOCTKOBOM Bo3pacte. Ha ero
nouo npuxoauTcs 10 20 % Bcex 3710KaueCTBEHHBIX 3a00-
JeBaHuii u 10 75 % Bcex Jeiikemuii [1]. 3abosieBaeMOCTh
OJIJI ymeHblIaeTcs ¢ BO3pacToM, HaunHas1 ¢ 9—10 ciyyaeB
Ha 100 000 yesoBeK B roj, B AETCKOM Bo3pacTe (UYTO COCTaB-
nset 30 % Bcex ciiydaeB JIETCKUX OHKOJIOTMUYECKUX 3a00-
neBaHuit) u 1o 1—2 cayyaeB Ha 100 000 yemoBeK B roj
y B3pocCbIX. Y moapocTKoB 3aboneBaemocTh OJIJI cocTaB-
siger 3 ciyyas Ha 100 000 yenoBek B rof (6 % Bcex ciryyaes
paka B jaHHOM Bo3pacte) [1, 2].

OnHuM 13 0ocHOBHBIX (hakTopoB pucka OJIJI saBisercs
Bo3pact [3]. HaubGonee GnaronpusTHast B IPOrHOCTUYE-
CKOM OTHOIIIEHUM TpymIia — JeTU OT 2 10 9 JeT, a 'y moj-
pocTkoB M Monoabix B3pocibix OJIJI xapakTepusyercs
Oosee TI0XUM TIporHosom [ 1, 3].

B 1977 . axcniepThl BceMupHoIi opraHusanyu 3apaBo-
OXpaHEHUs TIPEIUIOKUIN CUYUTATh IOAPOCTKAMM JIMIL
B Bo3pacTte oT 10 10 20 neT. C (pU3M0oI0ornyecKux mo3uLmii,
OJIHAKO, HEBO3MOXHO YE€TKO OIPEIEIUTh IPAHUIIBI IO~
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POCTKOBOTO Tepuoaa, TaK Kak ero Hayajao U OKOHYaHUE
SIBJISTIOTCSI UHAMBUAYaIbHBIMU. B HEMHOTIMX MHOCTPaHHBIX
MCTOYHMKAX, OCBEIIAIOIINX MPOOIEMbI 3]I0KaYeCTBEHHBIX
HOBOOOpa3oBaHUIt, B TOM YMCJIe U TeMO00J1acTO30B, IO/~
POCTKOBBII Bo3pacT orpaHuyeH 10—19 ronamu ¢ gejeHrueM
Ha Bo3pacTHble rpynnbl 10—14 u 15—19 get. Takue xe Bo3-
pacTHbIE OTPaHUYCHUS UCTIOJIb3YIOTCS U B O(UIIMATBHBIX
CTaTUCTUYECKUX OTYETaX O COCTOSIHMU 3[0POBbs Haceie-
Hust Poccuiickoit denepaliiu — JaHHBIC 11O €O YUCICH-
HOCTHU TIPUBOISITCS AJ1s1 BO3pacTHBIX rpymil 10—14 u 15—19
ner [4].

JledeHne MoapoCcTKOB U MOJIOABLIX B3pocibix ¢ OJIJI
MpeACTaBISIET COO0M YHUKAIBbHYIO TPOOIEeMY B COBPEMEH-
HOI1 TeMaToJIOTUM U Bpay B Mpoliecce Teparuu CTaIK1Ba-
eTcsl C TAKUMU OCOOEHHOCTSIMHU JaHHOIO remMo0J1acTo3a,
KOTOpbIC HE BCTPEYAIOTCS B IPYTMX BO3PACTHBIX TPyIINax.
Xota appexkTuBHocTh Tepanuu OJIJI y moapocTkoB 1 MO-
JIOBIX B3POCJIBIX YCTYTAET pe3yabraTaM Teparnuu y AeTei,
TEM HE MEHEE BBKMBAEMOCTD B IAHHOM BO3PACTHOM IPYII-
e yBeJIMYMIach 3a rociaeaHue aecsarmietus 1o 70 % npu
HUCITOIb30BAaHUM B KadyecTBE CHelUGbUIECKON Tepamuu



JTETCKOU

HOAro

«IETCKUX» TIPOTOKOJOB [5]. OgHako BbIOOp MPOTOKOJIA
JedeHus1 («meauaTpuueckre» MPOTUB «B3POCIBIX») IS
MOAPOCTKOB U MOJIOABIX B3POCIIBIX B IIOCJICAHEE BPEMSI SIB-
JISIeTCsl MIPEAMETOM TUCKYCcCulii [6].

C 1991 . HUM nerckoii remarosnoruu (HeiHe PI'BY
«DenepalbHbIN HAYYHO-KJIMHUYECKUI LICHTP AETCKOM Te-
MAaTOJIOTUU, OHKOJIOTUU Y MMMYHOJOTMHU UM. JAMUTpus
PoraueBa» Mun3anpasa Poccun, MockBa) UCITOJIB3YET IS
JIGYEHUST MalKUEeHTOB 10 19 JleT opuTrruHaIbHBIM OTe4YecT-
BeHHBIII TpoTokon MockBa—bepnuH. Llenbio gaHHOTrO
aHaju3a SIBJISIETCS OLieHKa 3(@MEKTUBHOCTU Pa3IUYHbBIX
reHepanuii IpoToKoJa Y MOAPOCTKOB U MTPOTHOCTUYECKO-
ro 3HaUYCHUS pa3IMYHbBIX (DaKTOPOB PUCKa IS IOUCKA ITy-
TEU JaJIbHEMINECH ONTUMU3ALIMU TEpAIIU B 9TOU BO3pacCT-
HOM rpymme.

Marepuajbl 1 METOIbI

Iayuenmut

C ampensa 2002 no HosiOpb 2014 T. B Mccleq0BaHUS
ALL-MB-2002 u ALL-MB-2008 6bu11 BKJTI04eHbI 368 11a-
uueHToB ¢ nepBuyHbIM OJIJI B Bospacte 15—18 net, us
aHajiy3a ObLIM MCKIIIOYEHBI IO Pa3IMYHBIM IIPUYMHAM
53 manumeHTta (taba. 1). M3 BKIIOYEHHBIX B aHalu3
315 OonbHBIX 115 momyyanu JedeHUE IO MPOTOKOJY
ALL-MB-2002, 200 — o nporokojy ALL-MB-2008.

Jluaenocmuxa u onpedeaenue codvimuil

Juarnoctuka OJIJI mpoBoauiack BO BCeX CIydasix 00-
LIETTPUHSITBIMUA METOIAMM ITyTEM LIMTOJIOIMYECKOTO U LI~
TOXUMMYECKOTO UCCICIOBAaHUS Ma3KOB KOCTHOIO MO3ra
(KM) ¢ mopdonoruueckoii oueHkoit cornacHo FAB-kpu-
tepusMm. JuarHo3 OJIJI ctaBuics mpu Haauyum Oosee
25 % numdbobiactoB B KM.

Tabmuna 1. [Ipuuuns: uckarouenus u3 aHaiu3a NAyUenmos,
3apeeucmpupo8aHHbIX 6 UCCA008aAHUSX

3aperucTpUpOBAHO MAIUEHTOB 368
IIpenuiecTByroias XuMruoTepanus 13
Tsxenbie comyTCTBYIOLIME 3a00IeBaHUST 2
Oxxupenue [11-1V crenenn 2
OTKa3 poauTeieii OT Teparnuu Ha J00M 3Tare 7

Jlpyrue mpoTOKOJIbl, U3MEHEHUE Tepariy Bpava- 10
MU 0€3 MEIULIMHCKUX 00OCHOBAaHUIA

Ilepeesn B KIIMHUKY, HE YYACTBYIOLILYIO B CCIIE-

TIOBAHUY
OurboYHOE onpeae/ieHre TPyIIibl pucka 2
PerpocrniekTBHas perucTpauus 2
VYyactue B nuioTHOM uccienoBanuu (2002; IOT- 8

acriaparnHasa B MHIYKIIUN)

TTauuenTos B anaam3e 315

TEMATOJIOTMM u OHKOJIOT MU

NmmyHodeHoTUIIMpoBaHUe OJ1aCTHHIX KJIeTOK B KM
MPOBOAMIM Ha MPOTOYHOM IIMTOMETPE COIJIACHO CTaH-
JapTHBIM TpolienypaM. OnpeaeieHue UMMYHOJIOTMUECKIX
BapuaHToB OJIJI Takxke MpoM3BOAMIIOCH COTJIACHO CTaH-
JapTHBIM peKoMeHaauusMm [7]. MccnenoBaHue BBIMOIHSI-
JIOCh B J1a0OpaTOpUsX LIEHTPOB-YYACTHUKOB MCCJIEIOBa-
HUS, UMEIOIIMX HeoOxoaumoe obopynoBaHue. 1o 2008 t.
MpoBeleHNe HUMMYHOMDEHOTUIIMPOBAHMUSI HE SBISIOCH
00s13aTeJIbHBIM KPUTEPUEM Il yJacTUs B MCClIeA0BaTE b-
ckoit rpynne. B uccnenoanun ALL-MB-2008 BriepBbie
B Poccuu onpenenenrie uMMyHO(EHOTHIIA OITyXOJIE€BBIX KJle-
TOK CTaJI0 00s13aTeJIbHBIM TSI BCEX YUACTBYIOIIMX KIIMHUK.

JlnarHo3 «MHULIMaIbHAs HeposleiKeMusl» YCTaHaB/I -
BaJIM TIPU CJICAYIOIIMX MOKa3aTesIX:

—  HajJuyue OJIACTHBIX KJIETOK IPH IIUTOJOIMUYECKOM
HCCJIeIOBaHMY JIMKBOpa rpu 1urose 10/MM* u Gostee;

— HajguMyue Mapajnya 4eperHO-MO3TOBBIX HEPBOB
Jaxe MpY OTCYTCTBUM OJIACTHBIX KJIETOK B JIMKBOPE U OT-
CYTCTBUMU BHYTPMMO3TOBOIO OOpa30BaHUSI MO JaHHBIM
KOMIIbIOTEpHOIT ToMOrpaduu;

—  BBISIBJICHUE OITyXOJIEBBIX OOpa30BaHMI B rOJIOB-
HOM MO3TI'¢ U B MO3TOBOI1 000JI0UKE ITPU TTOMOIIN UHCTPY-
MEHTaJIbHBIX METOAOB O0CJIEIOBaHU.

PeMuccuio auarHocTupoBau TIpU  OOHApPYXKEHUU
B KOCTHOMO3TOBOM IYHKTaTe He 6ojiee 5 % 01acTHBIX Kile-
TOK MpU MOJUMOP(HOI LUuTOoNOTHYecKOoi KapTuHe KM,
HOPMaJIbHOM aHaJu3e KPOBM U JIMKBOpPA U OTCYTCTBUM
9KCTPAMENYJUISIPHBIX TTPOSIBIEHUM JIEMKO3A.

W30onupoBaHHBIIT KOCTHOMO3IOBOM PELIUANB pETU-
CTpUPOBAJICI TPU HaJIW4YWM, O KpaiiHeir mepe, 25 %
JmuMpobacToB B KM 6e3 mpru3HAKOB 9KCTpaMeayIsip-
HOM JieiikeMru4yecKoi nHUIbBTpaluu. B ciayyasx ¢ moka-
3aHHOM DKCTpaMeayJIIPHOM JIeiiKeMU4eCcKoil MH(PUIb-
Tpalureil KOMOMHUPOBAHHbBI KOCTHOMO3TOBOM peLIINB
JMarHOCTUPOBAJICS MPU Haanauu 6osee 5 % aumdoodiia-
ctoB B KM. M3onupoBaHHbI 3KCTpaMeayUISIPHbBIA pe-
LIMAUB OMPEISIsICS MPU HATMYUU KIIMHUYECKUX DKCTpa-
MENYJUISIPHBIX TIPOSIBJCHUIN JIGHKEMUU M OTCYTCTBUM
neiikeMnyeckoi mHuapTpaunu (< 5 % numdobracToB)
B KM. JluarHo3 «HeiipopeuuInB» yCTaHABAUBAIU MPU
MOSIBJICHUY TIPU3HAKOB MOPAXKEHUSI LICHTPaJbHON HEPB-
Hoii cuctembl (LITHC) (xputepun aHanOrMYHbBI KPUTEPU -
sIM MHUIIMATbHOM HelpoJieiKeMUH) Mocje KOHCTaTalluu
pPEeMUCCUU.

[NanyeHTsl, He TOCTUTIINE PEMUCCUN K KOHITY MHIYK-
LIMOHHOM Tepanuu (36-if JeHb JISYeHNs ), HEe CYUTATUCh HE
OTBETUBIIMMHU, a MPOJOJIKAIM Tepamnuio Mo MporpaMme
JUTS TAITMEHTOB TPYMIIbI BHICOKOTO pricka. Pe3rcTeHTHOCTh
K Tepanuu (non-responder) y HUX onpeaesisiiach Kak OT-
cytcTBUe pemuccuu B KM nocie nepBbix 3 GJI0KOB BHICO-
KOMO3HOM Tepanuy COIJIAaCHO MporpamMMe ISl TPYIIIbI
BBICOKOI'O PHCKa.

CMepTh B MHAYKIMY (paHHSISI CMEPTh) peruCTpUpOBa-
JIach y TAlIMEHTOB, MOTUOIINX 1O OKOHYAHUST MHIYKIIMOH-
HOI1 Tepanuy Wix 10 MOMEHTa KOHCTaTallud PEMUCCHUU.
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CMepTh B peMUCCUU KOHCTATUPOBAJIN ITPU TUOEIH e~
Tei OT pa3IMYHBIX MPUYMH TPU OTCYTCTBUU MPU3HAKOB
JIEWKO3a.

Bropas onyxoib — pa3BuTHE 2-T0 OHKOJIOTUYECKOTO
3a00JIeBaHUS TTOCJIe OKOHYaHMS UK Ha (poHE XMMUOTepa-
nuu o osoxy OJIJI.

[ManweHTa cuyuTaIv MOTEPSIHHBIM U3-T101 HAOIIOACHUS
(lost of follow-up — LFU) npu oTcyTcTBUM MH(pOpMaLUU
0 HeM OoJiee 1 rona.

PanHwuii oTBeT Ha Tepamuio — HaJIW4Me Ha 8-i1 IeHb
WHAYKLIMOHHOM Tepanuu B nepudepnyeckoii kposu (1K)
MeHee 1000 6;1aCTHBIX KJIETOK B MKJI («XOPOIIUii» OTBET)
unu MeHee 10 % GnactHbIX KieToK B KM Ha 15-if neHb
Tepanuu («XOpOoLIUii» OTBET).

Jeuenue

B nepuon 2002—2007 rr. mamyeHTHl MOJydalu Tepa-
nuio cornacHo nporokony ALL-MB-2002. O61ias cxema,
UCMOJIb3yeMble TIpernaparbl U T03UPOBKHU YK€ ObUIA OIy-
OMKOBaHBI paHee [8].

B uccnenosanun ALL-MB-2002 mauueHThl pacmnpe-
JeJistich Ha 3 Tpynibl pucka: ctangaptHoro (SRG), mpo-
mexyrouHoro (ImRG) u Beicokoro (HRG) pucka.

PacnpeneneHnue 1o rpymnmnamM pucKa IPOU3BOAMIOCH
COIJIACHO CJICIYIOIIUM KPUTEPUSIM.

1. HWHuumanbHBIA JEHKOIUTO3 (€CIM UMEeTCs He-
CKOJIBKO aHaJIM30B KPOBM, HAIlpMMep B BBIIMCKE U IIPU
MOCTYIUIEHUU B KJIMHUKY, TO [UISI pacrpeaeieHus Bbiorpa-
€TCSI aHaJIM3 KPOBU C MAKCUMAaJIbHBIM KOJIMYE€CTBOM JIeii-
KOILITOB).

2. Bospact nauueHTa (ornpeaeiasieTcsi B MOMEHT I10-
CTaHOBKM JIMarHO3a, HO HE B MOMEHT IOCTYILJICHUS B KJTU-
HUKY).

3. HWnuunmanwsHoe nopaxenue LHHC.

4. PreT/T-uMMyHONOIUS U/WIIHA YBEIMUECHUE CPEO-
CTCHMSL.

5. Hanuuwme tpaHcaokaumii t(4;11) u t(9;22).

6. JoctmxeHue pemuccuy Ha 36-i 1eHb Teparnu.

K SRG oTHOCUINCH TAIMEeHTHI, €CJIM Y HUX UWHULIM-
aJIbHBIN JefikonuTo3 06u1 MeHee 50 000/MKIT; Bo3pacT 60-
Jiee 1 roxga; He O6bUT0 MHULIMATBHOTO MopaxkeHus: LIHC; He
obL10 preT/T-uMMYHOIOTUY W/WIH TTOPaXKeHUSI CPenocTe-
HUSI; HE BBISIBICHBI TpaHcaoKauu t(4;11) u/unu t(9;22);
pemuccus Ha 36-i1 neHb Tepanuu. s Toro 4To0s! mamm-
eHT ObLT onpeaesicH B SRG, 1OKHBI ObLTM BBITTOJHSTHCS
Bce 6 KpUTEPHEB.

K ImRG oTHOocuauch malmeHThl 0e3 TpaHCIoKaluii
t(4;11) n/vnu t(9;22), AOCTUTILIE PEMUCCUM Ha 36-i1 IeHb
Teparuu, s KOTOPbIX ObUT BEPEH XOTs Obl OIUH U3 HIKE
MPUBEICHHBIX KPUTEPUEB: WHMIIMATbHBINA JICHKOIIUTO3
50 000/mxu1 1 60J1€€e; Bo3pacT MeHee | roga; MHULMATIbHOE
nopaxenue LIHC; preT/T-ummyHonorust OJIJI u/vnu yBe-
JmyeHue cpegpocTenust. Kaxnoro Kpurepusi B OTIEIbHOCTH
JIOCTaTOYHO JJISI TOTO, YTOOBI TaHHBIN cilydait ObLT OIpe-
neneH B ImRG.
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K HRG oTHOCUIMCH MALMEHTHI, IJIsI KOTOPHIX ObLI
BEpPEH XOTs1 Obl OIMH U3 IIPUBEACHHBIX KPUTEPUEB: HAJIU -
yue TpaHcaokauuu t(4;11) wim t(9;22); oTCyTCTBUE peMUC-
cuu Ha 36-1 neHb Tepanuy. Kaxkiaoro Kpurepust B OTAEIb-
HOCTHU OBLIO TOCTATOYHO IS TOTO, YTOOBI IMALIMEHT ObLI
onpeneneH B HRG.

B nepuon 2008—2014 rr. manMeHTH MOJyYaaIu Tepa-
nuto coraacHo rpotokoiay ALL-MB-2008. 1o cpaBHeHUIO
C TIPOTOKOJIOM MPEIbIIyIleil reHepaly B HeM ObLia U3-
MeHeHa cTpaTuguKauus Ha rpymnnbl pucka. I[Toporosblit
ypoBeHb JieiikouuToza i1 SRG  ObLT CHMXKEH 10
30 000/MKJ1, TakKe BBEIACH HOBBIM KPUTEPUil CTpaTUhU-
KallM¥ — MaJIbIIATOPHBIN pa3Mep celie3eHKU (IIpU yBeIu-
YeHUU cesie3eHKM < 4 ¢M OT Kpast peOepHO AyTy MalueHT
otHocuJicsa K SRG, nipu yBennuenuu > 4 cm — K ImRG).
Taxxe 1o HoBo# crpatudukaunu namueHTs ¢ OJIJI u3
B-xnerok-npenmecrseHHUKOB (BCP-OJIJT), nmeroiiyie nHU-
LHUaTbHBIN JeiikouTos > 100 000/mK1, otHocuceh K HRG.

B xauecTBe 6a30BOro MHAYKIIMOHHOIO CTEpOUAa ObLI
BoIOpaH DEXA B 103¢ 6 Mr/m?; B Te4eHUE MHAYKLIMU TIPO-
BOJIWJIOCH paHIOMM3UPOBAHHOE MccienoBaHne a3(PpdeKTrB-
HocTu npuMeHeHus 1D -acnaparunasbl B o3¢ 1000 mr/m?
Ha 3-it ieHb Tepanuu. Takke ObLIM BBEACHBI 3 TOMOJHU-
TEJIbHBIX JTIOMOAJIBHBIX TTYHKIIMU C LIEJIbIO YCUJICHUS IIPO-
(GUIaKTUKKU HeiponelikeMuu B 1-1i KOHCOIUIALIM TIJIst
o6ombHBIX SRG. BbI10 MpogomkeHo Havatoe enie B ALL-
MB-2002 paHZOMU3MPOBAHHOE CpPaBHEHUE BBICOKUX
(2 /M%) n Huskux (30 Mr/m2) mo3 MetoTpekcara. B ocrab-
HOM Tepanus He IpeTepIieia CyleCTBEHHbIX U3MEHEHU I
1o cpaBHEHMIO ¢ uccaeaoBanuem ALL-MB-2002.

Opeanuzauus uccaedo6anus u CMamucmu4ecKull anau3

B uccaenosanun ALL-MB-2002 (nepuoa mpoBefe-
Hus: 01.05.2002—01.01.2008) mpuHUMAaIK y4acTHe Malu-
eHTBI 13 36 KimuHuK Poccun n benopyccun.

B uccnenoanuu ALL-MB-2008 (miepuon mpoBeaeHus:
21.02.08—14.11.14) mpuHMUManIM ydacThe TIALIMEHTHl M3
54 xmuuuk Poccun, benopyccun, Y3oekucrana u ApMEHUM.

Pesyabratel Tepanuu OJIJ1 olieHMBaNIM MO YKUCTY Ma-
LIMEHTOB, ¥ KOTOPBIX OblJIa JOCTUTHYTA MOJIHAS PEMUCCHUS
(ITP), konuuecTBY paHHUX CMepTell, pelIuAUBOB, JIETallb-
HbIX UcX0a0B B [1P M 4mclly manueHToB, HAXOMSIIMXCS
B nnpopokutenasHoii [TP (ITITP), a Takke mo moxkaszatensim
OeccobbITHiTHOM (event-free survival — EFS) u o0111eit BbI-
JKMBAaEMOCTH, pacCUMTaHHBIMU 1o MeTony Karnana—Maii-
epa [9]. st cpaBHeHUsI KPUMBBIX BIKMBAEMOCTHU UCITOJIb-
30BaJIM HemapameTpuueckuii log-rank xputepuii [10].
BbDKKMBaeMOCTh pacCUMTHIBAIACh OT JAThl AMATHOCTUKU
OJIJI no naThl HACTYTUICHUST HEOIarONPUSITHOTO COOBITUS
WJIY JaThI ITOCJIEIHEr0 KOHTaKTa ¢ marueHToM. I1pu oneH-
ke EFS coObITMSIMU CUMTAIUCh: CMEPTh B MHIYKINU,
CMEPTh B PEMUCCHUU, PELIMINUB, BTOPAst OIyX0Jib, pedpak-
TepPHOCTh K Tepanuu (non-responder). ¥ mauueHTOB, He
JOCTUTIIHUX PEMUCCUM, JaTOU HACTYILJICHUS COOBITUS CUM-
Tajlach HyJieBasi TOUKa (gaTa IMarHosa).

1 2006 18



s IETCKOU

HOAro

[Ipu cpaBHEHMU TIPYIIN MALIMEHTOB 10 KaTeropyralib-
HBIM TIPU3HAKAM KCITOJIb30BATN KPUTEPUI ¥2 MU KpUTe-
puit @uiepa.

CTaTUCTUYECKUE BBIYMCICHUSI OBUIM BBIITOJIHEHBI
¢ momolplo TiporpamMm Prizma Graphpad Bepcum 3.0
(GraphPad Software Inc, Can-duero, CILIA), Statistica 6.0
(Statsoft Inc, Tanca, CILIA) u nporpammsl R Bepcuu 2.4.0.

Paznmuuust Mexxy cpaBHUBaeMbIMU ITapaMeTPaMM CUl-
TaJIM CTAaTUCTUYECKU 3HAYMMBIMU 1ipu p < 0,05.

Pe3yasraTst

WHunmanpHble XapaKTepUCTUKKM IALIMEHTOB IIPE.i-
cTaBJIeHBI B Ta0/. 2. Bcero B maHHBIN aHAINU3 BKJIIOUEHBI
315 maumeHToB ¢ nepBudHbIM OJIJI, 3aperucTpupoBaHHbBIX
B McClieoBaTeIbcKOM 0a3e qaHHbIX rpynibl MockBa—bep-
quH 3a nepuon 2002—2014 rr. Cpenu uccienyeMbIX
npeobanany Manbuuku (68,3 %). Y 265 nalreHToB B MO-
MEHT ITOCTAHOBKM JMarHo3a KOJUYECTBO JICHMKOLIUTOB
B I1K 6pu10 < 100 % 10°/1 (84,1 %); y 50 —> 100 x 10°/n
(15,9 %). I1pu aTOM y 6 GOIBHBIX MHUIIMATBHBIA JICHKO-
uuto3 coctaBui 500 x 10°/n (1,9 %). Pacnpenenenue na-
LIMEHTOB COIJIaCHO MMMYHOJI0rnYeckuM roarunam OJIJI:
BCP-OJIJI nnarnoctupoBan y 79,2 %, T-nuneitnbiii OJLT
(T-OJIJT) — y 20,8 %. boabHbIe ¢ pa3MepaMK CeJIe3eHKU
< 4 cM cocraBuiu 69,2 %, >4 cm — 30,8 %, ¢ HULIMATb-
Hoii Heviponelikemueit (LUHC III) — 5,1 %. Y 19 (5,5 %)
MaLMEHTOB IIPU CTAHIAPTHOM LIMTOT€HETUYECKOM HCCIIe-
JIOBAaHWM ObLIM BBISIBJICHBI CIIELIM(UUECKUEe TpaHCIOKa-
uyu, u3 KoTopeix y 2 (0,8 %) 60J1bHbIX BbIsiBlIeHa t(12;21),
v9(3,7%) —t(9;22) ny 8 (3,3 %) oGHapyxeHa TpaHCJIOKa-
s t(4;11).

OO611Me pe3yJbTaThl Tepalliy B 3aBUCMOCTH OT IIPO-
TOKOJIa TIpeJcTaBlIeHbI B Tab/1. 3 1 Ha puc. 1.

Tabmua 2. Muuyuanvhsle Xxapakmepucmuku RAYUEHmMos 8 603pacme
15—19 2em

Iloa

Hmmynoaocus
Masnbuuku 215 68,3 He T-OJIJT 232 79,2
JleBouku 100 31,7 T-OJIJT 61 20,8

Huunuanvhoui aetikoyumos, x 10°/a  Cneyugpuueckue mpancioxayuu

<10 124 39,4 t(12;21) 2 0,8
>10<100 141 44,8 t(9;22) 9 3,7
> 100 < 500 44 14,0 t(4;11) 8 3,3
>500 6 1,9

Ilopaxcenue ITHC Pazmep bl;:;:;;z;f’sy;‘f om kpa
Her 296 94,9 <4 218 69,2
Ja 16 5,1 >4 97 30,8

TEMATOJIOTMM u OHKOJIOT MU

Y 2 nauMeHTOB 3aperuCTPUPOBAHO PAa3BUTHE BTOPUY-
HBIX OITyxojieil. OIMH M3 HUX JICYWJICS IO Iporpamme
ALL-MB-2002 (ocTpblit Muea00JacTHBIN Jeiiko3) u 1 —
no mporpamme ALL-MB-2008 (capkoma FOwuHra).

EFS maumeHTOB cTapiieii MOAPOCTKOBOIM TPYMIIbI
B ucciaenoBaHusx ALL-MB-2002/ALL-MB-2008 He ot-
JIMYaJiach B 3aBUCMMOCTHU OT IPOTOKOJIA TePAITM1 U COCTa-
BwiIa 56 £ 5 % u 57 = 6 % COOTBETCTBEHHO.

Tadmana 3. Pesyavmamur mepanuu nayuenmos 6 eozpacme 15— 18 rem
6 3A8UCUMOCIU OM NPOMOKOAA

115 100 200 100

n

CMepTh B MHIYKIIUN 8 7,0 13 6,5
min (nonvespondery 3 262 L0
Jocturaun ITP 104 90,4 185 92,5
PenmmuBe! (Bcero) 31 27,0 38 19,0
Bropas omyxonb 1 0,9 1 0,5
CMepTb B peMUCCUM 7 6,1 11 5,5
LFU 11 9,6 8 4,0
II1P 54 47,0 127 63,5

EFS 1518 study

1mi

20% th

T0% "':-l'\

m I-.-.\"I.-_-‘-—l..._.
z S ey B
W 50%
i
S oml

-+~ MB-2002; n = 115; 54 in CCR; 56 + 5 %

W%y — MB-2008; n = 200; 127 in CCR; 57 + 6 %

0%

0%}

0%

0 2 4 8 8 0w 12 14 18

Yaars

Puc. 1. EFS nodpocmkog 6 3asucumocmu om npomokosa mepanuu

PesynbraTel Tepanuuy 1o IpyIiaM pUckKa ITPOTOKoJIa
ALL-MB-2002 npeacrasieHsl Ha puc. 2. B SRG 6b11u 3a-
peructpupoBanbl 73 manuenTa, B ImMRG — 32 u B HRG —
10 6onbHBIX. MHAYKIIMOHHAS JIETAIbHOCTD OblJIa COIOCTa-
Bumoit B rpymax SRG u ImRG u cocrasuna 6,8 1 6,25 %
cootBercTBeHHO; B HRG 1 (10 %) matyeHT ymep B Ipoliec-
ce nHaykunonHoi repanuu. B HRG 3 mauneHTa He oTBe-
TWIM Ha crneuuduyeckyo Tepanuio (non-responder).
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HOAro

YacToTa JOCTIKEHHST PEMHICCHH K 36-My [HIO Tepanuu pa-  1a0mua 5. Jokausayus peyuousos

KTHYeCcKM He ommmuainack B rpymmax SRG u ImRG _—
u coctaBuia 93,2 u 93,75 % COOTBETCTBEHHO; B TpyIITie

HRG pesynbratsl 66111 Xyke — 60 % malyeHTOB TOCTULIN
KM 13,9 10,5

pemMuccnu Ha 36-i 1eHb Teparu. CMepTh B pEMHUCCUM ObI-
Ja 6ompiie y nanueHToB IMRG 1 HRG u cocraBuia 9,4
u 20 % cootBeTcTBeHHO; B rpynine SRG naHHbIi TokaszaTenb  LTHC 4 3,5 5 2,5
ob1 2,7 %. YactoTta permauBoB B rpymmax SRG, ImRG

1 HRG cocrasuia coorBerctBeHHO 24,7; 31,25 n 30 %. Testis ! 09

He 3aperucTpupoBaHO CYIIECTBEHHbIX M3MeHeHmit KM+ IHHC 4 3,5 5 2,5
B MHIYKLIIMOHHOI JIETAJIbHOCTH B 3aBUCHMOCTH OT TIPOTO- KM + testis 3 2.6 3 15
kosa — 8 (7 %) nauyeHToB Ha nporokoje ALL-MB-2002
u 13 (6,5 %) naumentos B mpotokoie ALL-MB-2008.  APYradrokamsaums & o7 : 1
CTpyKTypa MHIYKLIMOHHOM JIETAJIBHOCTU TIPEACTaBIeHA  Heussecta 1 0,9 1 0,5

B Ta0OJ1. 4. [TpyUUMHBI MHIYKIIMOHHOM JETATHHOCTI Ha 000~
X IIPOTOKOJIaX B ITOAABIAIOLIEM OOJIBIIIMHCTBE CJIydyacB * — % om 00we20 4ucaa 60NbHBIX.

CBSI3aHBI C TSKEJIBIMU UHMEKITMOHHBIMU OCTOXHEHUSIMMU.

KonnuecTBO cMepTeil B peMUCCUU 0Ka3ajaoCch COMOCTaBU- EFS nauuenroB SRG cocrasuia 64 + 6 %, ImRG —
MbIM B uccienoBanuu ALL-MB-2002 (6,1 %) u ALL- 52+ 9 % u HRG — 10 = 9 % (puc. 2a).

MB-2008 (5,5 %). I1pyuuHbBI JETaJbHOCTU B PEMUCCUU
TakkKe CBs3aHbl ¢ MHDEKIIMOHHBIMU OCTOXXHEHUSIMMU.

100%
YacroTa pa3BUTHUS PELIUIUBOB ObljIa OOIbIIIE B [IEPBOM a
ncciaegoBanuu. Cpeau TamuMeHTOB mpoTokojna ALL- %
MB-2002 peunanBbl perUCTPUPOBAIIUCE B 27 % ciydaes, 80%
ALL-MB-2008 — B 19,0 %. CTpyKkTypa peliAMBOB IIpE/I- 0% |
cTaBpJieHa B Ta0JI. 5 e -
£ : L N
Ta6muna 4. [Tpuvuns: cmepmu (uHOyKUUs1) % 0%
m -- ImRG;n=32; 14inCCR; 52+9%
++*HRG; n=10; 1inCCR; 10+9%
OcTpast movevHast He- p=0,0002
1 noctaroyHocts (OTTH), Cercnc
CHUHIOPOM OCTPOTO Jin3uca o 2 4 6 & 10 12 14 16
(CO.H) ]'ﬂp’
Tpom603MO0IMS JIerou-
2 OITH, COJI HOIi apTepuu Ha (hoHe 6
cercuca
3 Cerncuc Cerncuc
4 OHMK Cercuc
5 Cercuc Cerncuc g
£ E
6 OHMK Cericuc il i
7 Cencuc Cerncuc 4 40% ¥
8 Cerncuc Cencuc »
20% | — SRG; n=74; 52in CCR; 66+ 10 %
2 Cencne -- IMRG;n=94; 63inCCR; 60+7%
10 Ceneic 0% p=0,0001 HRG; n=32 12inCCR; 30+9%
0%
11 Cencuc 0 1 2 3 4 5 ] T 8 9
Yiears
12 Cerncuc
13 Iporpeccust Puc. 2. Pesyavmams mepanuu noopocmkog 8 3a8UcUMOCIU OM epPYnnbl

e pucka: a — ALL-MB-2002; 6 — ALL-MB-2008
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Pe3ynbraThl Tepanuu 110 rpymiaM pucka IIpoToKoJja
ALL-MB-2008 npenctaBieHsl Ha puc. 26. B SRG 0bu1n
3aperucTpupoBaHnsl 74 mamueHta, B ImRG — 94
n B HRG — 32 GonbHbIX. UHAYKIMOHHAA JIETaIbHOCTh
obuta conoctaBumoil B SRG u ImRG u cocrasuina 4,1
u 5,3 % coorserctBeHHO, B HRG 5 (15,6 %) nauneHTOB
yMepJIM B TIpoliecce MHAYKLIIMOHHOM Tepanuu. JIBa 6071b-
Hbix 13 HRG He otBeTMIN Ha crieduUuecKyio Teparuio
(non-responder). Yacrtota AOCTUXEHUSI pPEMUCCUU
K 36-My JHIO Tepaluy IpakKTUYeCKUM HE OTJIMYajach
B rpynmax SRG n ImRG u cocrasuia 95,9 u 94,7 % co-
oTBeTCcTBeHHO; B rpynrie HRG pe3yabrarsl Ob1IM XyXKe —
78,1 % MalUMEHTOB MOCTUINIM PEMMCCUM Ha 36-i IeHb
Teparuu, OJHAKO 10 CPABHEHUIO C pe3yJibTaTaMU IIPOTO-
koja ALL-MB-2002 njist rpyniibl BHICOKOTO pUCKa B IIPO-
Tokosie 2008 I. yacToTa JOCTUKEHUS PEMUCCUU BBIILIE —
78,1 % mnporuB 60 %. CmepThb B pemuccuu Oblia
conocraBuma y naumeHToB SRG u ImRG u cocraBuna
2,71 3,2 % coorBercTBeHHO; B HRG manHBbIi TOKa3aTeslb
obL1 18,75 %. Yacrora peuuauBoB B SRG, ImMRG u HRG
cocTaBMJIa COOTBETCTBEHHO 16,2; 20,2 11 21,9 %; B Kaxmoit
rpyrmne pucka B nporokoje 2008 . yacTtoTa peluInMBOB
Obuta Huke, 4yeM B Tiporokone ALL-MB-2002 —
24.7; 31,25 u 30 % cOOTBETCTBEHHO.

EFS mnamuentoB SRG cocraBuina 66 =+
B ImRG — 60 + 7 % u B rpynnie HRG — 30 = 9%.

[Ipu 3TOM He 3aperucTPUPOBAHO YBEINYCHUS BHIKM -
Bae€MOCTH TTallMEHTOB, pecTpatuduinpoBaHHbiXx B ImMRG
COTJIACHO HOBBIM KpuTepusM npotokona ALL-MB-2008
(c yBeJIMYEHUEM CEeJIe3eHKHU > 4 CM U/WIN UHULIUATbHBIM
serikonuTo3zomM > 30 000 < 50 000/mxu1): EFS cocraBuia
59 £9 % (ALL-MB-2002) 1 49 + 11 % (ALL-MB-2008);
p =0,8879. C npyroit CTOpOHBI, BBIKUBAEMOCTb MallUeH-
ToB ¢ BCP-OJIJl U WHMUMAIBHBIM JIEHKOLIMTO30M
> 100 000/mMK, TOTyYaBIIMX TEpaIMi0 COIJIACHO IpPO-
rpamme 11 HRG mporokona ALL-MB-2008, cymect-
BEHHO yBeJmuuiaachk v gocturia 71 = 17 % no cpaBHeHUIO
¢ ALL-MB-2002 (29 £+ 17 %), riue 2T¥ NaLMEHTHI JICUM-
ek 1o nmporpamme 1t ImRG 0e3 ncnonb30BaHUS Bbl-
COKOJIO3HOM TepaIluu.

B pamxkax mpotokosia ALL-MB-2002 B crapiueii moa-
POCTKOBOI TpyTIIie ObUIM 3aperUCTPUPOBAHBI 79 MaTbuKOB
u 36 neBouek. HIyKIIMOHHA JIETATbHOCTE ObLi1a 00JIbIIIE
y MaJIbYMKOB U cocTaBuia 7,0 % 1o cpaBHEHUIO C AeBOY-
Kamu — 2,8 %. PedpakTepHbIMU K TepaIriuu ObLIN 1 Majib-
YUK U 2 AeBOYKHU, Bce oHM oTHocuauch K HRG. Yactora
JIOCTVDKEHUST PEMUCCUU K 36-MY JTHIO TepaIriiy IpakThye-
CKM HE OTJIMYajlach B 3aBUCMMOCTH OT I10JIa MAallMEHTOB
u coctaBwia 89,9 u 91,7 % y MaJb4MKOB U I€BOYEK COOT-
BeTcTBeHHO. CMepTh B peMUCCUY Obljia 0OIbIIIE Y TTallueH-
TOB MY>KCKOTO 110J1a ¥ cocTaBuiIa 7,6 %, y 1eBoYeK JaHHbII
rokasareJib 0b1 2,1 %. YacTtoTa peliuiBOB y MaJIbulKOB
cocraBuia 26,6 %, y neBouek — 27,8 %.

EFS nauneHTOB My>KCKOTO 11oJj1a 0b1a 53 + 6 %, xeH-
ckoro rona — 61 + 8 % (puc. 3a).

10 %,
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Puc. 3. Pesyromamosl mepanuu nodpocmkos 6 3asUCUMOCMU OM HOAA:
a— ALL-MB-2002; 6 — ALL-MB-2008

B nporokone ALL-MB-2008 ObL11 3apericTpupoBaHbI
136 manpunKoB 1 64 n1eBoYKM B Bo3pacte 15—18 net. MH-
JOYKIIMOHHA JIeTaIbHOCTh OblIa OOJIbIIIE Y IeBOYEK U CO-
craBuia 10,9 % no cpaBHeHUIO ¢ MaabuukamMu — 4,4 %.
PedpakrepHbiMu K Tepanuu ObUIM 1 MaTbuuK U 1 1eBoUKa,
Bce oHM oTHocuiauch K HRG. Yacrora nocTukeHust pe-
MUCCHH K 36-My JIHIO TepaItiy Oblj1a 0OJIbIIIE Y MATBYMKOB
u coctaBuia 94,9 %, y neBouek — 87,5 %. CMepThb B peMuC-
CHUM MPAKTUYECKU He OTJIMYAIach B 3aBUCMMOCTH OT I10JI1a
MalueHTOB U cocTaBwia 5,9 u 4,7 % y MaJIb4MKOB U JIEBO-
YeK COOTBETCTBEHHO. YacToTa peliMIMBOB Y MaJIbulKOB
Obl1a Gojibie U coctaBwia 22,8 %, y AeBOYEK JaHHBIA
nokasaresb — 10,9 %.

EFS nauneHToB MyKckoro rnoJjia 6suta 55 £ 7 %, keH-
ckoro noja — 63 = 8 % (puc. 36).

PesyabraThl Tepanuu B 3aBUCMMOCTH OT UMMYHODe-
HOTHUIMA TIpeJCTaBlIeHbl Ha puc. 4. Y MOIPOCTKOB HE Ha-
omonanoch pasnuuuii B EFS B 3aBUCMMOCTH OT UMMYHO-
deHoTHIIA OJIACTHBIX KJIETOK; TaK X€ KaK W pas3inyuid
B BbiKMBaeMocTH natueHToB ¢ BCP-OJIJI u T-OJIJI B 3a-
BUCUMOCTU OT mpoTokosia Tepanuu. EFS manueHton
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Puc. 4. Pezyabmametr mepanuu nodpocmgos 6 3a8ucumocmu om UMmyHogpe-
Homuna: a — ALL-MB-2002; 6 — ALL-MB-2008

¢ BCP-OJIJT u T-OJIJI cocraBuna Ha mpoTtokoye ALL-
MB-2002 63+ 6 % 1 63 *+ 12 % cOOTBETCTBEHHO; Ha IIPO-
tokosie ALL-MB-2008 — 58 =7 % u 56 = 8 % cooTBeT-
crBeHHO. OgHako, eciu B uccnegoBanu ALL-MB-2002
y naiueHToB ¢ BCP-OJIJI rpynmsl Beicokoro pucka EFS
coctaBwia 0 % (HU oguH U3 7 MALMEHTOB HE HAXOIUTCS
B I1T1P), To B uccnengoBanun ALL-MB-2008 oHa cocra-
Bwia 29 = 11 % (n = 24; 10 manueHTOB HaXoIATCs
B I1I1P).

B Tabn. 6 mpenctaBieH paHHUI OTBET Ha TepaIlUio
(8-i1 1 15-i1 feHb MHAYKUUN) Y MAaUMEHTOB, MOTYYaBIINX
pa3nuuYHble BapuaHThl MHAYKLMOHHON Tepanuu: ALL-
MB-2002 — yacTh MaMEHTOB (COTJIACHO paHAOMM3aLINHN )
ToJIyyajia MeTuiInpeaHn3onoH 60 mr/m?; ALL-MB-2008 —
YyacTh NMalMeHTOB (cornacHo paHaomusanuun) — DEXA +
[I9I'-acnaparunasy 1000 mr/m2. Cpenu MalueHTOB, Jie-
YUBIIMXCS corjlacHO mpotokoiy ALL-MB-2002, panHuii
OTBET HE OTJIMYAJICS IIPU KMCIIOJIb30BaHUU IeKCaMeTa30Ha
MPOTUB METUJIIIPEIHU30JI0HA: 8- IEHb, «XOPOIIUA» OT-
BeT — 92,7 1 89,1 % COOTBETCTBEHHO; 15-i1 IeHb, «XOPO-
muii» otBeT — 79,6 1 79,2 % cooTBeTCTBeHHO. B Mccieno-
Banuu ALL-MB-2008 panHuii OTBeT Ha Teparnuio
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(15-1 menb) ObLT Jydle MpU AOOABICHUM B MHIYKIIAIO
I15TI-acmaparunassl (Tadd. 6).

Oo0cyxaeHue

OO0I11IeU3BECTHO, YTO OJHUM U3 OCHOBHBIX IIPOrHOCTU-
yeckux (akropon npu OJIJI sBasiercst Bo3pacT. Dpdek-
TuBHOCTH Tepanuu OJIJI ymeHbI1aeTcs: ¢ BO3pacToM, Ipyr-
yeM KaK 3a CYeT YBEJMYCHUs KOJIMYECTBAa PEILUIMBOB
U cliydaeB pepakTepHOCTH, TaK M 3a CUCT YBEIMUYCHMS
TOKCUYHOCTH, U KaK CJIEACTBUE PAHHENW U PEMUCCUOHHOM
JICTAJIbHOCTU. YBEJIMYEHME C BO3PACTOM YaCTOThI PA3BUTHS
HeomaronpusaTHbIX moaTuiios OJIJI u ymeHbIlIeHUE YacTo-
Thl BCTPEYAEMOCTU OJIArONPUSITHBIX IIUTOTCHETUYECKMX
aHOMaJIMA BHOCUT CBOM BKJaZJ B yXyALIEHUWE NPOrHO3a
y TIOAPOCTKOB U B3pocibiX [3]. [To maHHBIM Halllero uccie-
JIOBaHUSs, Y MOAPOCTKOB 15—18 neT vaiie peructpupona-
Jmck caydan T-OJJI, BeicOKMIT MHULIMANBHBIN JTeHKOLIM-
103 (> 50 000/™Km), TpaHcaokauuu t(4;11) u t(9;22).
W HaoOOopoT, MpakKTUYECKU HEe BCTPeYaIuCh CIydyan oOHa-
pyxenus t(12;21) — Bcero 2 (0,8 %) mauueHTa.

EFS nmoapocTtkoB 15—18 1eT, 1Mo JaHHBIM HAIIIETO UC-
cienoBaHus, cocraBuia 56 £ 5 % B ucciaenopanuu ALL-
MB-2002 u 57 + 6 % — B ALL-MB-2008, uto HuXe, yeM
y MalMeHTOB MJIalIero Bo3pacta [8], oAHaKO COOTBETCT-
BYET pe3y/IbTaTaM, ITOJIyYEHHBIM B IPYTUX MEXIYHAPOIHBIX
uccnegoBanusx [3]. Ilpu atom B SRG EFS cocraBuna
66 £ 10 %. Yacrora pa3BuTus peliMaMBOB coctaBuia 27 %
B uccienoBanun ALL-MB-2002 u 19 % — B ALL-
MB-2008, uTt0, BepOSITHO, CBSI3aHO C MEHBIINM CPOKOM
HaOmoaeHus. B cTpyKType peuuanBoB Mpeobiagain u3o0-
JIMPOBaHHbIE KOCTHOMOBTOBBIC PELIMIAMBBI, YACTOTA M30-
mupoBaHHbIX LTHC-penmanuBos cocrasuna 3,5 u 2,5 %
COOTBETCTBEHHO.

MBI He OJIYYMJIU Pa3InYrii B BBLDKMBAEMOCTH B 3aBH-
CUMOCTHU OT UMMYHO(MeHOTHA 61aCTHBIX KJIeToK. OIHaKO
IIpY aHaJIM3e 110 IPYIIaM prcKa HauboJiee TUIOXUE Pe3yib-
TaThl ObLIM TIOy4YeHbl Yy mauueHToB ¢ BCP-OJIJI HRG.
B uccienoBannm ALL-MB-2002 EFS y nux cocrasuia 0 %
(13 7 mauueHTOB 1 yMep B MHAYKLMU, 2 OKa3aJlUCh pe-
(pakTepHbIMM K Teparuu, y 2 OTMEYeH pelUauB U ellle
2 ymepau B pemuccuu). B mporoxkone ALL-MB-2008 pe-
3yJBTaThl OKa3aJIUCh CyIIeCTBeHHO Jyuiie, HO EFS atnx
MalreHTOB Bce paBHO He npeBbimana 30 %.

Pectpatndukanus namyeHToOB ¢ YBEJIUUYEHHON cee-
3€HKOW M MHUIMAIbHBIM JelikouuTo3oM > 30 000/MKI
B ImRG He npuBena K 0xkugaeMoMy YBEJTUUESHUIO BbIKU -
Bae€MOCTH B 3TO# BO3pAaCTHOM IpyIire, Kak 3TO ObLIO TO-
KazaHo Jis1 TanyeHToB Miamiie 15 net. B 1o Xe Bpems
y narmeHToB ¢ BCP-OJIJI 1 uHUIIMaIbHBIM JIEUKOIIUTO30M
> 100 000/MKJT OTMEUEHO YBEIMUYEHHUE BIKMBAEMOCTH IIPU
WUCNOJIb30BaHUY WHTEHCUBHOM BBICOKOAO3HOUW Tepanuu
B uccienoBanuu ALL-MB-2008. OgHako majnoe 4ucio
TaKUX MAllMEHTOB U HeOOIBIIOI CPOK HAOIOAESHUS HE IO~
3BOJISIIOT TIOKA C/eJIaTh HUKAKUX BBIBOIOB M3 3THUX PE3YJIb-
TaToB.
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Tabmua 6. Omseem na mepanuto nayuenmog 6 eozpacme 15— 18 rem

TEMATOJIOTMM u OHKOJIOT MU

8-ii neHn
<1000 51 92,7 % 41 89,1 % 29 96,7 % 37 97,4 %
0,779 0,580
>1000 4 7,3 % 5 10,9 % 1 3,3% 1 2,6 %
15-i1 nenp
<10 43 79,6 % 38 79,2 % 29 85,3 % 39 95,1 %
0,851 0,290
>10 11 20,4 % 10 20,8 % 5 14,7 % 2 4,9 %

MBI He MOJIYYMIN CTATUCTUYCCKU 3HAYMMBIX pasjiv-
YUl B BBIKMBAEMOCTH MallieHTOB 15—18 j1eT B 3aBUCHUMO-
CTH OT I10JIa HU B OJTHOM U3 HcciaenoBaHuii. OmHako odpa-
maeT Ha cebs BHMMaHUE B 2 pa3a MeHbIlas 4acToTa
pa3BUTHUSI PELIMIMBOB Y JeBo4YeK B ucciaemoBaHu ALL-
MB-2008, u B To ke BpeMsl B 2 pa3a OoJiblllasl 4acToTa
CMepTeil B MHAYKIUK Y HUX Xe.

OnHOI 13 OCHOBHBIX ITPO0OJIEM OCTAETCsI BHICOKAs TOK-
CUYHOCTh Tepaluu y NAlMEeHTOB NAaHHOW BO3pacTHOM
IPYIIbL. YPOBEHbD JIETAIbHOCTH, CBSI3aHHOM C Tepamnueit
(treatment related death, TRD), coctasui 13,2 u 12 %, o
naHHeIM ALL-MB-2002 u ALL-MB-2008, cooTBeTCTBEH-
Ho. OcobeHHO BbICOKMIT ypoBeHb TRD HaOmomaeTcs
B HRG, rae on nocturaer 30 %. [laBHOI TPUYMHOI CMep-
THU SIBJISIIOTCSI KaK OakTepuasibHbIe, TaK U IPUOKOBBIC MH-
(hex1u, 4TO TOBOPUT O HEOOXOIUMOCTH 00JIee IPUCTAIIb-
HOT'O BHMMaHUsI K alleHTaM JaHHOM IPYIIIIbL.

Ha HacTosiimii MOMEHT HET YCTOMYMBOTO MHEHMS OT-
HOCUTEJILHO MpenapatoB, 3(PHEKTUBHBIX Y ITOAPOCTKOB
1 MoJionbix B3pocibix ¢ OJIJI [3]. belio mokazaHo, 4To (-

(eKTUBHOCTb KOPTUKOCTEPOUIOB y MOAPOCTKOB HIKE,
YeM y MaJICHbKMX JIETei, HO OHU IO-TIPEXKHEMY BXOJST BO
BC€ M3BECTHBIE MPOTOKOJbI mis aeyenus OJIJT [3, 11].
B HalleM McciieoBaHMM paHHMIT OTBET Ha Teparuio ObLI
XYK€ Y MOJIPOCTKOB IO CPABHEHUIO C IEThMU MIIAIIIETO
BO3pacTa, IMPY 3TOM OH He 3aBUCEJI OT THUIIA UCITOJIb3YeMO-
ro crepousa (IeKcaMeTa30H, METUIITPEAHU30JIOH), U TOJIb-
Ko nobasnenue [1DI-acnaparnHasbl IpyUBEIO K YBeIMYE-
HUIO YaCTOThI pAHHETO OTBETA.

TakuM 06pa3oM, 1o pe3yJbraTaM Halllero UCCICIOBaHMS
teparmust OJIJ1 y mompocTKoB a0 19 JieT o mpoToKojiaMm, pas3-
pabOTaHHBIM JIJIS ICTEH, TIPEICTABIISIETCST BITOJIHE OITPaBIaH-
Ho#. OIHAKO ONTUMAJIbHBINM PEXUM TePAITUU JUISI ITIOAPOCT-
KOB 1 MOJIOJIbIX B3POCJIBIX €1lie He pa3paboTaH 1 HEOOXOIUMbI
JaTbHEUIIMEe MHOTOLIGHTPOBBIEC MCCIIEIOBAHMS C BKIIIOYECHU -
eM OOJIBILIETro YKCIa MAIMEHTOB IS TOUCKa 3(DGhEKTUBHBIX
KOMOMHALIMIA ¢ BOBMOXKHBIM BKJIIOYEHHEM MHHOBALIMOHHBIX
npenaparoB. Oco6oro BHUMaHUS 3acCIy>KMBaeT M3y4eHUE
TOKCUYHOCTHU TEPAIIMU B 3TOM IPyIIIe OOJBHBIX C pa3padoT-
KO TAJTbHEMIIIMX Mep 110 ee IPEOI0JICHUIO.
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HHBa3uBHbIe MUKO3bl Y PeUUNUEHMOB anioreHHol mpaichnaimauuu
remono3amu4eckux CimsosioBbIX KJIEMOK NOAPOCMKOBOIo Bo3pacima
U MONOAbIX B3POCIbIX

M.O. ITonosa!, K.A. Exymos', O.B. Aiiscuiauekc', A.I'. Boikosa', O.H. IIunernna’, C.M. Urnarsesa?,
0.A. Caecapuyk', M.JI. Baragosckas', C.H. bonmapenko!, JI.C. 3yoaposckasa', H.H. Kmumko' 2, B.B. Adanacnes’

! Hayuno-uccaedosamenvekuii uHcmumym 0emcKoll OHKoA02ul, eemamonouu u mparcnaiawmonoauu um. P.M. Topoauesoit TEOY BIIO
«Ilepeviit Cankm-Ilemepbypeckuii eocydapcmeennbiii meduyunckuil yuueepcumem um. axao. M.11. [laerosa» Munsopasa Poccuu;
Poccus, 197022, Canxkm-Ilemepbype, ya. Penmeena, 12; °ITBOY BIIO «Ceéepo-3anaodublii 20cy0apcmeeHHblil MeOUYUHCKULL
yrueepcumem um. U.U. Meunurxosa» Mun3zopasa Poccuu; Poccus, 191015, Cankm-Ilemepoype, ya. Kupounas, 41

Konmaxmmuuie oannvie: Mapuna Onecosna [lonosa marina.popova.spb@gmail.com

Bemynaenue. Hecmomps Ha énedpenue cospemeHHbIX Memo0o8 OuazHOCMUKUY, NPOGUAAKMUKY U AeHeHus, UHBa3usHvle Mukoswl (U M)
0CMarmcs aKmyanbHoll npooaeMoll nocie aAN02eHHOU MPAHCHAGHMAUUU 2eMON0dIMUYecKUx cmeonosvix kaemok (arro-TICK). Oma
npobaema y nauuenmos 603pacmmuoil epynnvl 15—25 nem oceewjena HedocmamouHo.

Ileab uccaedosanus — oyeHums pacnpoCcMpaHeHHOCMb, SIMUOAORUID, KAUHUYeCKUe NPUSHAKU U pe3yrsmambl aeuenus UM y peyunuenmoé
anno-TICK nodpocmkosoeo 6o3pacma u moa00bixX 83pOCAbIX.

Mamepuaavt u memoowst. B pempocnekmusHoe uccaedosanue 6viau exarouenst S0 nayuenmos é éo3pacme om 15 do 25 nem, komopwvim Obiaa
svinoanena nepsas arno-TICK 6 nepuod ¢ aueaps 2013 no dexabpe 2014 e. ¢ kaunuxke HUH demckoii onkonoeuu, eemamonoeuu
u mpancnaanmonoeuu um. P.M. Topoauesoii [ICII6TMY um. akaod. U.11. Ilasnosa. luaenos HM ycmarnoéaen coenacto kpumepusm EORTC/
MSG 2008. «Axmuensim» UM cuumanu muko3, duaenocmuposanHuiii Henocpedcmeento neped aino-TICK.

Pesyavmamot. Yacmoma UM, evisierentvix 0o arno-TICK, cocmasura 18,8 % (n = 15): uneazuenviii acnepeunrtes (MHA) (n = 11),
uHeasusHulii Kanoudos (UK) (n = 3) uy 1 nayuenma 6vino 2 UM (HA + UK). [loanbiit omeem na npomugoepubkosyro mepanuro ommeueH
vy 40 %, wacmuunviii omeem — y 26,7 %, «akmugnoiir> UM — y 33,3 %. Dmum 604vHbiM NPO60OUAU MOPUHHYIO AHMUDYHEANLHYIO
npoguarakmuky, npeumyuecmeento gopuxkornazonom (80 %). Ocmanvnvie nayuenmol (n = 65) noayuaru NepeUMHy0 aAHMUPDYHeANbHYIO
npoguarakmuky npeumyujecmeeno gaykonasonom (85 %). Kymyasmuenas wacmoma UM 6 meuenue 1 2oda cocmasuna 15 %, 6 meuenue
2nem — 18,8 %, exarouas noswiti UM (n = 14) u peyuoue UM (n = 1) nocae anno-TICK ¢ meduanoii ous eoznuxnosenus J+43 (14—577).
Yacmoma HA — 15 %, UK — 2,5 %, nnesmoyucmuoii nneemonuu (ITI1) — 1,25 %. Paxmopwr pucka paseumus UM nocae arno-TICK
(< 0,05): 6o3pacm < 18 nem, ne3nokauecmeenHvle 3a4001€6aHUS, AKMUBHOE OCHOBHOe 3abonesanue Ha momenm TICK, meiimponenus
1V cmenenu 6onee 20 dueil, ocmpas peakyus <mpancnAaHmMam npomue Xo3auna». Anmugyneanvras mepanus 1-ii aunuu: HA — eopukonason
(58,3 %), UK — asxunoxandunst (100 %), 111 — ko-mpumorcazon (100 %). Obwasn evixcusaemocms (OB) nauyuenmos 6 meuenue 12 ned
om duaenocmuku UM — 93,3 %, HA — 91,7 %, nayuenmot ¢ UK u IT11 ncuewr. OB ¢ meuenue 100 oneit nocae anno-TICK — 85 %, uepes
2e00a — 67,5 %. Hanuuue UM 6 anamnese, a maxxce pazeumue UM nocie mpancnaanmayuu ne eausno Ha OB nocae arno-TICK.
3axarouenue. Yacmoma UM y peyunuenmos anrno-TICK nodpocmkogoeo éospacma u monoowix e3pocavix do ano-TICK cocmasuna
18,8 %. Toavko y 1 nayuenma 6vin duacnocmuposan peyuoue HA nocae anno-TICK. Yacmoma UM nocae anno-TICK (1 200) — 15 %.
OcHoeHoil 6030ydumens — Aspergillus spp. OB ¢ meuenue 12 ned om duaenocmuxu UM cocmasuna 93,3 %. Y nayuenmos 6 eozpacme om
15 0o 25 nrem naauuue UM 6 anamnese u pazeumue UM nocae mpancnaanmayuu He yxyouiaem pesyavmamot aino-1TICK.

Karouesvie caosa: uneasusHoiii MUKO03, acnepeuines, ¢alcm0pb1 PUCKa, ain0eeHHas mpaHCnaanmayus eemonod3muvecKux cneo106ulX KAenok,
05u¢£l}l eblicueaemocms
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Invasive fungal infections in recipients of allogeneic hematopoietic stem cell teens and young adults
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Background. Despite of modern methods of diagnosing, prevention and treatment, invasive fungal disease (IFD) remains actual problem after allogeneic
hematopoietic stem cell transplantation (allo- HSCT). Data of IFD in adolescents and young adults (15—25 y.o.) after allo- HSCT are limited.

The aim of the study was to estimate of incidence, etiology, clinical signs and outcome of IFD in adolescents and young adults recipients
of allo-HSCT.

Materials and methods. In retrospective single center study from Jan 2013 to Dec 2014 were included 80 pts after first allo- HSCT in the clinic
of Raisa Gorbacheva Memorial Research Institute of Children Oncology, Hematology and Transplantation, First Pavilov State Medical
University of St. Petersburg. EORTC/MSG 2008 criteria for IFD diagnosis were used. “Active [FD” means IFD diagnosed just before HSCT.
Results. Incidence of IFD before allo-HSCT was 18.8 % (n = 15): invasive aspregillosis (IA) (n = 11), invasive candidiasis (IC) (n = 3) and
1 patient had two IFD (IA + IC). Complete response to antifungal therapy was in 40 %, partial — 26.7 %, “active” IFD — 33.3 %. Secondary
antifungal prophylaxis was made predominantly with voriconazole (§0%). Patients without IFD before HSCT (n = 65) received primary
antifungal prophylaxis predominantly with fluconazole (85 %). Cumulative incidence of IFD-events at 1 year after allo-HSCT was 15 %,
at 2 years — 18.8 % including new cases of IFD (n = 14) and relapse of IFD (n = 1) afier allo- HSCT with median day of oncet +43 (14—577).
Incidence of [Awas 15 %, IC — 2.5 %, pneumocystis pneumonia (PCP) — 1.25 %. IFD risk factors after allo- HSCT (< 0.05) were: age < 18 years,
non-malignant diseases, active disease at the moment of HSCT, neutropenia grade 1V more than 20 days, acute “graft-versus-host” disease.
First-line therapy were: IA — voriconazole (58.3 %), IC — echinocandins (100 %), PP — co-trimoxazole (100 %). 12-weeks overall survival
(OS) from day of IFD diagnosis after allo-HSCT was 93.3 %, IA — 91.7 %. All patients with IC and PCP alive. 100-days OS after allo- HSCT
was 85 %, 2-year OS after allo-HSCT — 67.5 %. There was no difference in OS in patients with or without IFD before allo- HSCT.
Conclusion. Incidence of IFD in adolescents and young adults before allo- HSCT was 18.8 %. Only one patient relapsed with IA after allo-
HSCT. Incidence of IFD after allo- HSCT (1 year) was 15 %. The main IFD was invasive aspergillosis. 12-weeks overall survival from IFD
diagnosis after allo- HSCT was 93.3 %. IFD before and after allo- HSCT did not impair the outcome of the transplantation in adolescents and

young adults.

Key words: invasive fungal infections, aspergillosis, risk factors, allogeneic hematopoietic stem cell transplantation, overall survival

Berymienne

WndexunoHHble OCTOXHEHUS — aKTyaJbHasl Mpo-
OseMa IpU JICUCHUU 3710KAYeCTBEHHBIX OITyXOJeil Kpo-
BETBOPHOI U TUM(PATUYECKON TKAHU y AeTeil U TOAPOCT-
KOB KaK TpU XMMHUOTEpanuu, TakK U MpU MPOBEACHUU
aJUTIOTEHHOU TpaHCIUIaHTALlMU TeMOITO3TUYECKUX CTBOJIO-
BeIX KjeToK (amno-TI'CK) [1]. MHBasuBHBIE MUKO3BI
(UM) — 310 00yCIIOBIECHHBIE MUKPOCKOITUYECKUMU TPU-
6amMu MHMEKIMU, KOTOPBIE YaCTO BO3ZHUKAIOT Y TTallMeH-
toB nocjie auo-TICK [2—4], B ToMm 4ucie y O0JbHBIX
JIETCKOIo ¥ MOAPOCTKOBOTO Bo3pacTa [5—11]. UM — ogHa
M3 TJaBHBIX MPUYUH JeTaabHocTU mocie amto-TICK
y MeauaTpuyecKMX MallMeHTOB C OCTPhIM MHUEI00JIacT-
HbiIM (OMJI) u ocTpbiM AUMGOOJACTHBIM JIEHKO30M
(OJIJT) [12].

PacnipocTpaHeHHOCTb, 3TUOJIOTHUS, (PaKTOPBI pUCKa,
0cobeHHOCTHU TeueHus 1 ucxoa UM y perlunueHTOB ani-
70-TT'CK moapocTKoBOro Bo3pacTa U MOJIOABIX B3POCIIbIX
HU3y4eHbI HETOCTaTOYHO.

Marepuajbl 1 METOIbI

B perpocniekTrBHOE MccaeI0BaHUE ObUTA BKIIOYEHBI
80 maieHTOB B Bo3pacTe oT 15 10 25 neT, KOTOpbIM Oblila
BoinosiHeHa nepBas anno-TICK B nmepuog ¢ ssHBapst 2013
no aexadpb 2014 1. B knunuke HWUU neTckoit oHkom0TNN,

reMaToJIOTUM U TpaHcTiaHTonoruu uMm. P.M. TopbaueBoii
[ICII6I'MY um. akan. W.I1. I1aBnoBa. 111 ycTaHOBAECHUS
JUarHo3a v oleHKU 3¢ @ekTnBHOCTU Tepanuu UM uc-
nojb3oBaiu Kputepuu EORTC/MSG 2008 . [13].
O0cnenoBaHue PELIMITUEHTOB TEMOITIO3TUYECKUX CTBO-
JoBeIX KieTokK (I'CK) u mpoTuBorpuOKoByio mpoduiak-
TUKY BBIIOJHSUIM B COOTBETCTBUU C PEKOMEHIALIMSIMU
EBMT (European Group for Blood and Marrow
Transplantation), ECIL 2—4 (European Conference of
Infections in Leukemia patients). [TpodunakTnky mHeBMo-
uctHoit mHeBMoHMu (ITIT) mpoBoauaN HEMPEPLIBHO TPU-
MeToIpuM/cysibdhameTokcazoaoM. Bee pertunmeHTs aio-
TI'CK B mepuon HelTpONeHUM HAaXOAWJIMCh B MajaTax,
obopynoBaHHbIX cuctemoit HEPA-bunsTpoB. UHCTpY-
MEHTaJIbHbIE METOMbI JMATHOCTUKU BKJIIOUAIN KOMIIbIO-
TepHyio Tomorpaduto (KT) opraHoB rpyaHoii MOJOCTH,
OpPraHoB OPIONIIHOM MOJIOCTH 1 3a0PIOIIMHHOTO MPOCTPaH-
CTBa, MPUIATOYHBIX M1a3yX HOCA; MATHUTHO-PE30HAHCHYIO
TOMOrpauio TOJOBHOIO MoO3ra; (GpuOpoOPOHXOCKOMUIO
(®BC) ¢ bponxoanbBeossipHbIM JaBaxkoM (BAJT). Muko-
JIOTMYeCcKoe 00c/Ie10BaHKe BKIIIOYAJIO: OIPEACICHUE YPOB-
H# ranakTomanHaHa (I'M) MeTogoM UMMYHO(EPMEHTHO-
ro aHaju3a, MUKPOCKOIMIO U II0CEB KPOBU M IPYTHX
ouocyocTtpaToB. MneHTU(DUKALINIO KYJIBTYP MUKPOMMUIIE-
TOB TIPOBOIMIN MO MOP(POPU3NOIOTNYECKIMM CBOCTBaM
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B COOTBETCTBMM C OIPEACIUTEIEM IPUOOB, a TAaKXe C 0~
mouibio MALDI-TOF MS. Jlns onpeaenenus I'M B cbI-
BOPOTKE KPOBU, XKUAKOCTU BAJI 1 CTMHHOMO3TOBOM XK1/~
koctu (CMZK) uCronb30oBajii METOH OJHOCTaAUITHOTO
MMMYHO(MDEPMEHTHOrO aHajiu3a C ITOMOIIbIO TUarHOCTH-
yeckoii Tect-cucreMbl PLATELIA® Aspergillus (Bio-Rad
Laboratories, CIIIA). B ceiBopoTke kpoBu, CM2K 1 BAJI
JMarHOCTUMYECKU 3HAYMMBIM CUMTAIM MHAEKC Bhiie 0,5.
HwuarnHos ITI1 6s11 moaTrBepxaeH TectoM Monofluo u/unu
obHapyxxeHueM Prneumocystis jirovecii B BAJl ¢ moMolbio
MMMYHOTUCTOXMUMUUYECKOTO HccleaoBaHusa. MukKpoouno-
JIOTUYECKUE, CEPOJIOTUYECKME U TUCTOJIOTMYECKIE UCCIIe-
noBaHust mpoBoauau B nadopatopusx ITCII6GIMY wum.
akan. W.I1. ITaBnosa, HUUM MeauiimHCKOI MUKOJIOTUU VM.
I1.H. Kamkuna C3IMY um. U.1. MeunukoBa.

Jnsg uccnepoBanust anuaemMuoaoruu UM ucnonb3o-
BalM CJy4al TOJBKO BEPOSITHOTO M JoKazaHHoro MM
B cootBeTcTBUM ¢ KputepusiMu EORTC/MSG 2008 r.
DD DEeKTUBHOCTh AHTUMUKOTUYECKOM Tepary OLIeHUBAIN
C TIOMOIIIBIO OLIeHKM 00111eii BbkuBaeMocT (OB) B Teue-
Hue 12 Hepn mocne yctaHoBaeHus nuardo3a M. Tlepuon,
HaOJII0IeHNS 32 MallMeHTaMM COCTaBWI OT 1 110 3 JieT mocye
anno-TI'CK, ¢ MmeaguaHoit HabmoneHus 2 roga. OB mocne
anno-TICK u xkymynaTuBHylo yactoty UM oueHuBanu
B TeyeHue 1 u 2 get nocne auo-TI'CK. s onpeneneHus
Hamnuust UM no anno-TI'CK u3yuanu aHamHe3, B UCCIe-
JIOBaHKME BKJIIOUEHBI CJIy4au TOJbKO BEPOSTHOIO M JOKa-
3aHHOro UM B cootBercTBUM ¢ KpuTepusmu EORTC/
MSG 2008 1. Bcem nmanmenTam nepen aio-T1T CK Beimosn-
Hsnach KT nerkux. I[Tpu Haanmauy n3MeHeHu i 1o JaHHBIM
KT Boimosnsiach ®BC ¢ KOMILIEKCHBIM 00C)IeIoBaHUEM
xuakoctu BAJI. «AkTuBHBIM» UM cuuTanm MUKO3, Iuar-
HOCTHUPOBAHHBIN HermocpeacTBeHHo nepen amio-TICK.

JInst MaTeMaTu4eckoii 00pabOTKM UCITOIb30BaId COB-
pEeMEHHbIC OOILEIPUHSATHIC METOIbI MPUKJIATHON CTaTU-
ctuku. CTaTMCTUYECKU JOCTOBEPHBIMU CUMTAIM PA3TUIMS
npu p < 0,05. AHaIU3 BBDKMBAEMOCTHU ITPOBOIUIIM T10 Me-
tony Kannana—Maiiepa [14, 15].

XapakTepucTHKA MAIMEHTOB

B uccnenoBanue BkitoueHbl 80 MaleHTOB B BO3pacTe
ot 15 no 25 net (MenuaHa Bo3pacta — 20 JieT), KOTOPbIM
ObL1a BeITIONHeHA niepBas auto-TI'CK B mepuon ¢ sHBaps
2013 mo gexkabpp 2014 . XapakTepUCTHKa TMallMEHTOB
npeactaBieHa B Taoauile. COOTHOIIEHME IO TIOMY:
XeH:MyxK — 35:45. OcHoBHOe 3a00JieBaHUE: OCTPBIE JIeii-
KO3bl — 71,5 %, numdombl — 15 %, He310Ka4eCTBEHHbBIE
3aboneBanus — 7,5 %, npyrue — 6 %. Bun nepBoii anio-
TI'CK B 3aBUCMMOCTM OT THUIA AOHOpA: HEPOACTBEHHAas
amo-TICK — 67,5 % (n = 54), poiacTBeHHast ajlio-
TICK — 23,8 % (n = 19) u ramjiouaeHTUYHAs ajlo-
TICK — 8,6 % (n = 7). Mcnionb3oBalUCh CTaHIAPTHbBIE
PeXUMbl KOHIMIIMOHUPOBAHUSI Ha OCHOBe OycyJibdaHa,
MPEUMYILIECTBEHHO CO CHIKEHHOM TOKCUYHOCTRIO — 72,5 %,
MHKe10a0IaTUBHBIE peXUMbL — 27,5 %. J1ist mpobuiaKTh -
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Xapalcmepucmulca nauyueHmoes

Boszpacm 20 (15=25)
Jluaznos
OJl1 34 42,5
OoMJ1 23 28,8
JIumdombl 12 15,0
Cmamyc ocnosnozo 3aboaesanus na mo-
menm aano-TICK
Pemuccus 52 65,0
AKTHUBHOE 3a00JIeBaHIE 28 35,0
Pexcum Konouyuonuposanusn
MuenoabaaTUBHBII 22 27,5
HemuenoabiatuBHbIN 58 72,5
Ilpogpusaxmura PTIIX
ATTAM 23 28,7
Huknodochan 57 71,3
Buo aano-TICK, donop
HepozncteeHHBII 54 67,5
PoncrBeHHBIN 19 23,7
TannonaeHTUYHBI 7 8,8
HLA-coemecmumocmy
TTOJHOCTBIO COBMECTUMBIE 61 76,3
HemonHocThbIO cOBMeCTUMBIE 19 23,7
Hcemownux ICK
KoctHbrit Mmo3r (KM) 31 38,7
IMepudepuueckue CTBOJIOBBIC 49 613
kietku kposu (ITCKK) ’
Teuenue nocmmpancnianmayuonHo20
nepuoda
Heiirponienus IV crenenu 6onee
20 nHei 2 o
Octpas PTIIX (I-1V crenenn) 32 40,0
Pennans ocHOBHOTO 3a00J1€BaHUSI 9 11,3
Xponunueckast PTTIX 26 32,5
IIpomueoepubroeas npoghuraxmuxa
TlepBuynas (n = 65) — durykoHasosn 55 84,6
Bropuunast (n = 15) — BopuKoHa3071 12 80

KM peaklUU «TpaHCIUIAaHTAT MpoTuB xo3siuHa» (PTIIX)
HCIOJIb30BaI KOMOMHAIIMYA UMMYHOCYTIPECCUBHBIX ITpe-
[apaToB Ha OCHOBE IMOCTTPAHCIIAHTALOHHOTO LIMKJIO-
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¢dochamuna B nHu +3 u +4 nocne anno-TI'CK wnm aHTH-
JTUMQOLUTAPHBIN TJIOOYAMH M IUKIOCIOPUH A, WU
takpoaumyc 10 JI+180 B couetaHuM ¢ MUKOo(eHoaTa
modetunoMm o J+35 mocne amno-TI'CK. B kauectBe
HWCTOYHMKA TPaHCIUIaHTaTa ucrojb3oBaiu KM u cTBoso-
Bble KJIeTKU, cobpaHHble 3 [ICKK, KoTtopble moayyanu
IPpU COOJTIOACHUM MEXIYHAPOIHBIX CTAHAAPTOB I10 3ar0-
toBKe. Kommuectso CD34*-kinetok B KM cocTaBisiio
3,0—5,0 x 10%/kr, CD3"-knetok — 2 x 107/xr; B [ICKK —
5,0—8,0 x 10%/kr, CD3*-knerok — 27 x 107/kr.

Pe3yabraTsl

KymynatuBHas 4yacToTa pa3BUTHUSI COOBITHSI, CBS3aH-
Horo ¢ UM, B TeueHue 1 roga nmociue amuio-TI'CK cocTaBu-
na 15 %, B teuenue 2 et — 18,8 % (n = 15), Briroyas
BIIepBBIe BBISIBACHHBIM VUM (n = 14) u penuauB paHee
nuarHoctupoBanHoro UM (n = 1) mocae amno-TI'CK
(puc. 1). MenuaHa gHs BOBHUKHOBEHUS COOBITHSI, CBSI3aH-
Horo ¢ UM, mnocne anno-TI'CK cocraBuna 43 (14—577)
JHs1. Otuonoruss UM: rpubsl pona Aspergillus spp. — 80 %
(n = 12), Candida spp. — 13,3 % (n = 2), Pneumocystis
Jjirovecii — 6,7 % (n = 1). YacToTa MUHBAa3MBHOTI'O ACITEPII-
ne3a (MA) cocraBuna 13,7 % (+ 1 ciyvait peuuausa A
nocine amno-TI'CK) ¢ MenmaHOil AHS BO3HUKHOBEHMS
H+27,5 (14—577), yacToTa ”HBAa3UBHOI'O KaHAU103a,/KaH-
nunemun (MK) cocraBuna 2,5 % ¢ MenuaHOM THS BO3HUK-
HoBeHust [1+226,5 (54—399); III1 — 1,25 %, pa3Buiach
B JI+43 nocine amno-TI'CK. OCHOBHBIM OpraHOM TOpaxe-
HUsA ObLIM Jierkue — 86,7 %, npyras nokanmiszauus — 13,3 %.
KnnHuyeckue mposBiaeHUs HecTeIU(PUIHBI, 00YCIOBIIE-
HBI OPraHOM TopakeHus: Jinxopaaka Beiie 38 °C — 93,3 %,
KalleJib, oablka — 86,7 %.

C yuetrom Hanmnuusg UM no anno-TI'CK ¢ nenbio us-
YYEHHMSI SIMUIEMUOIOTMYECKUX XapaKTePUCTUK (4aCTOThI,

Hiyuynamisman uacToTa

[E o

LEy

[Fg
N j/’._,_-_l—‘*r“_

o (R = 00 0 00 500 Lo ) Lo

AEE necne anne-THCK

Puc. 1. Kymyasmuenas wacmoma pazeumus cobimusi, ceszannoeo ¢ UM,
6 meuenue 1 200a (15 %), 6 mewenue 2 nem (18,8 %) nocae arno-TICK
Y RAyUeHmoe NoOPOCMK08020 803PACMA U MOAOObIX 83POCAbIX

TEMATOJIOTMM u OHKOJIOT MU

3TUOJIOTUHN, (AaKTOPOB PUCKA) MALMEHThI, BKIIOUECHHBIE
B MCCJiefoBaHKe, ObUIM pa3aeeHbl Ha 2 Tpymiibl. [1epByio
TPYIITY COCTAaBWIIM NalueHThl ¢ UM, mMarHocTMpoBaHHBIM
1o amno-TI'CK (n = 15). Bo 2-10 rpynmny BOLUTY MallMEH-
ThI, He MeBIIe UM B aHaMHe3e (n = 65).

An102eHHASE MPAHCHAGHMAUUS 2EMONOIMUHECKUX CINGO-
A06bIX KACMOK Y RAUUEHMO08 NOOPOCHMK08020 603pacma
U MOA0OBIX 63POCALIX C UHBAZUGHBIMU MUKO3AMU, OUAZHOCMU-
POBAHHBIMU 00 MPAHCHAGHMAUUU

¥V 15 mamyeHToB ITOAPOCTKOBOIO BO3pacTa M MOJIOABIX
B3pocbix nuarHo3 MM Ob1n yctaHoBjeH 10 amio-TI'CK.
Yacrota UM npo tpancraHTtanuu coctaBuia 18,8 %
(n=15). 1o anno-TI'CK ObL1M AMAarHOCTUPOBAHHI CIEAY-
omue UM: UA (n = 11), remaroareHaNbHbIN KaHAUI03
(I'IK) (n = 3) my 1 maumenra 6nu10 2 UM (UA + TJIK).
IMonHbIA OTBET HA IPOTUBOTPUOKOBYIO Teparuio ObLI
y 40 %, yacTuHbIiA OTBET — ¥ 26,7 %, «aKTuBHBI» UM —
y 33,3 %. KymyIsaTMBHAsT 4aCTOTa pa3BUTUS COOBITHSI, CBSI-
3aHHoro ¢ UM, B Teuenue 2 et nocie auio-TI'CK B rpyr-
ne mauueHToB ¢ MM B anamuese cocraBwia 13,3 %
(n=2). OnuH ciyyait peuuanBa paHee JUarHOCTUPOBAH-
Horo WA, oGycioBineHHoro Aspergillus niger, Ha J1+106
nocne anno-TICK, u 1 ciyuait HoBoro UM — TI1I1, pas-
BuBlielics B J1+43. 3HaunMbIX (paKTOPOB pUCKa pPa3BUTUS
WM nocnae anno-TI'CK B rpyrnne nauueHTOB, UMEIOIINX
B aHamHe3e UM, He BBISIBJIEHO.

Ana02eHHASE MPAHCHAGHMAUUS 2EMONOIMUHECKUX CINEO-
A06bIX KACMOK Y RAUUEHMO08 NOOPOCHMK08020 603pacma
U MOA00bLX 83POCABIX, HE UMEBUIUX 6 AHAMHE3€e UHGA3UGHDIX
MUK0306

B uccnenyemoii rpyrire 65 peumnuentos amio-TICK
MOIPOCTKOBOT'O BO3PAcTa U MOJIOABIX B3POCIbIX HE UMETH
WM B anamuese. Yactota UM B TeyeHue 2 jeT mocJe ajiio-
TI'CK cocraBuna 20 % (n = 13). A nuarHoctupoBan y 11
(84,6 %) nanmentoB, Kanaunemusi — y 2 (15,4 %) GOJIbHBIX.
VYV 7 naumenTtoB ¢ A ycraHOBiIeH BO30yauTe b 10 BUAA
(xynsrypa BAJI). Yaiie Bcero Bo3oynurteneM VA ObutH rpu-
ob1: Aspergillus flavus — 44,5 %, Aspergillus niger — 33,3 %,
Aspergillus fumigatus — 22,2 %; y 2 NallMEHTOB BBIIEIECHO
2 Bo3oynutens: Aspergillus flavus + Aspergillus niger (n = 1)
u Aspergillus flavus + Aspergillus fumigatus (n = 1). Bo30yau-
tensmu MK ovum: Candida krusei (n = 1) u Candida
guilermondii (n = 1). ®@akropamu pucka pazputus MM
y peuunueHtoB amto-TI'CK moapocTkoBoro Bo3pacTa
U MOJIOZIBIX B3POCIbIX, He uMeBIIMX M B aHamHe3e, ObLIu:
BospacT mianmie 18 jer (p < 0,033); HesTOKaYeCTBEHHBIE
3a00J1eBaHMs CUCTEMbI KPOBH (ariacTuyeckast aHeMust, Oe-
Ta-Tanaccemusi) (p < 0,003); akTHBHOE OCHOBHOE 3a00J1€e-
BaHue Ha MoMeHT ajio-TI'CK (p < 0,014); HeliTponieHUsT
(IV crenienn) 6omnee 20 aueit (p < 0,004), HajmMuue OCTPOit
PTIIX (p < 0,008).
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Ouenka 3¢pghexmuenocmu mepanuu UH6A3UBGHBIX MUKO-
308 y nauueHmos NoOpOCMK08020 603pAcCma U MO100bIX
63POCABIX NOCAC AAN02EHHOU MPAHCNAGHMAUUN 2eMONOINTU -
UeCKUX CMeo0.106bIX KAemOoK

B xauecTBe cTapTOBOII MPOTUBOIPUOKOBOI Teparuu
nmanueHTsl ¢ MA mosydanu BopukoHason — 58,3 % (n=17),
JIMITAIHBIA KoMmITieke amporepunmaa B — 25 % (n = 3),
apyrue npenapatel — 16,7 % (n = 2). IBa 601bHBIX ¢ UK
nosiydaiau sxuHokaHauHbel (100 %) u nauuent ¢ ITIT —
TPUMETONPUM/CyIbdaMeToKca3oI.

JBeHaguatuHeneabHass OB mociie ycTaHOBICHUST AU~
arHo3za MM y maumenrtoB mnocie amio-TI'CK cocraBuna
93,3 % (puc. 2). ®akTOpoB, BIUSIONIMX Ha 12-HeaeabHYIO
OB mnamuenToB ¢ MM, BbIsiBIeHO He ObLI1O. IlarmeHTsl
¢ UK u ITIT xuBbI B TeueHue 12 Hea mociie yCTaHOBIEHUS
muarHo3a UM. JIseHaguatuHenenbHas OB y malmeHTOB
¢ UA cocraBuina 91,7 %. IlpuMeHeHre BOPMKOHA30J1a
B KauecTBe CTapTOBOI Tepanuu y 60abHbIX ¢ A yiydiia-
J10 OB B Teuenue 12 Hen — 100 %, B cpaBHEHUHU C IPYTUMU
MPOTUBOrPpUOKOBBIMU TipernapaTamu — 80 %, HO pas3anJus
CTaTUCTUYECKU HENOCTOBEPHHI (p = 0,2).
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JInu nocie nuarnoza UM

Puc. 2. Jlsenaoyamunedeavnas OB nocae ycmanosnenus duaenosa UM
y nayuenmos nocae arno-TICK nodpocmkosoeo eospacma u Moa00bix
83pocavix (93,3 %)

Bausnue uneasuenvix MuKo306 Ha pezyabmamol a1102€H-
HOUl MPAHCNAGHMAUUL 2eMONOIMUMECKUX CMBO.106bIX KAe-
MOK y nauuenmos nodpocmK06020 603pacma U Mo100bIX
63pOCAbIX

Jsyxnetnsass OB nocne amno-TI'CK B uccnenyemoii
rpymmne coctaBuia 67,5 %. Hamumane UM no amno-TI'CK
u pazsutue UM mnocine anno-TI'CK He BAUsI0O Ha pe3yib-
TaThl AJJIOTEHHOM TPAHCIUIAHTALIMY Y TTALIMEHTOB IOAPOCT-
KOBOTO BO3pacTta M Moaonbix B3pociibix: OB B TeueHue
2 net nocie amio-TI'CK B rpymnmne mamueHtoB ¢ UM
B aHaMmHe3e coctaBmia 53,3 %; ¢ UM, nnarHocTupoBaH-
HBIM B IIOCTTPaHCILIAHTALIMOHHOM riepuoje, — 76,9 %; 6e3
UM — 69,2 % (p = 0,46) (puc. 3).
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JI1u nocae quardoza UM

Puc. 3. Zleyxaemnsas OB nocae aino-TICK y nayuenmos noopocmkoozo
603pacma u moa00biX 83pocavix 6 3agucumocmu om naauuus UM: epynna
nayuenmog 6e3 UM (epynna 1), UM do anno-TICK (epynna 2), UM nocae
anno-TICK (epynna 3); p = 0,46

Oo6cyxaeHue

VY NanueHTOB MOAPOCTKOBOIO BO3pacTa M MOJIOABIX
B3pOCIBIX, B TOM uucie peuunueHToB auio-TICK, pac-
MPOCTPAHEHHOCTh, 3TUOJIOTHS, (PaKTOPBI PUCKA, a TAKXKe
0CO0eHHOCTH TeueHus1 1 ucxoa UM n3ydeHbl HegocTaTou -
Ho. M3BecTHO, 4TO ¥ AeTeli B MaHudecte UM Het crieniu-
(puyecKrx KIMHUYECKUX U PAIMOIOTMYECKUX CUMIITOMOB,
MOCEBbl KPOBU PEIKO MAIOT IMOJOXUTEIbHBIN Pe3yJibTar,
KT-kapTuHa oTIMYaeTCs OT TAKOBOM y B3POCIBIX U MU-
KpOOUOJIOTMYECKUEe METOIbl Bepu(pUKaALIMKA JMarHo3a He
nocruratotr 100 % uyBcTBUTENIBHOCTH |3, 4, 12, 16, 17]. 1a
UK 65110 TTOKa3aHo, 4yTo MeHee 50 % malKreHToB ¢ ToKa-
3aHHBIM Ha ayTOICUU JAMATHO30M MMEJIU POCT KYJIBTYPhI
W3 KPOBU MU XKU3HU [16]. 11 rccemyeMoi rpymibl IoI-
POCTKOB M MOJIOZIBIX B3POCJIBIX JaHHBIX 10 UyBCTBUTE/Ib-
HOCTU U CHEHU(PUIHOCTY KIMHUYECKUX, PATUOJIOrUye-
CKUX U JIabOpaTOpHBIX KpUTepueB auarHoctuku MM He
OITMCAaHO, YTO MOTIJIO MOBJIMSThH Ha PE3YJIBTaThl IPOBEACH-
Horo aHanu3a. Hacrosiee uccienoBaHre MOXKHO CUMTATh
BaJIMIHBIM, TaK Kak OOJbllIash 4yacTh marueHToB (87 %)
ObLIa 00C/IeI0BaHa C MCIOJIb30BaHNEM CTaHAAPTHBIX Me-
TOJOB IMArHOCTUKU, MccaenoBanuss BAJI, moaydyeHHOTO
¢ nomonibio KT-HanpasnenHoit ®BC ¢ Mukpockonueit
BAJI, noceBa u nipoBeneHust Tecta Ha 'M, 4To mokasano
BBICOKYIO 3((EKTUBHOCTb B AuMarHocTuke MM nerkmx
y geteii [17].

B npoBeieHHOM KMCCIeI0BAaHUN KyMYJ/ISITUBHASL 4aCTO-
Ta UM B Teuenue 1 roga nociue auio-TI'CK y mauueHTOB
B Bo3pacte 15—25 neT coctaBwia 15 %. Her ornyGoimMkoBaH-
HBIX JJaHHBIX 0 YyacTtore UM B McCIeMOBaHHOM TOITYJISLIAN.
IMonyyennas yacrora UM nocne amno-TI'CK cpaBHMMa
C B3POCJIOM KOTOPTOM MAlLlMEHTOB, IIOJYYEHHOM B UCCIIE-
nosaHuu C. Garcia-Vidal et al., aHaTM3UPOBABILINX KYMY-
ngatuBHYyI0 yactotry UM B TeueHme 1 roma mocie aiio-
TI'CK cpenu mauueHTOB B Bospacte oT 18 mo 69 ier,
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KoTopas coctaBuia 12 % 1 3HaYMMO He MEHsUIaCh U3 TolIa
Broxa ¢ 1998 mo 2002 r. [18]. Torma kak B CpaBHEHUH C UC-
caenoBaHueM, re nepuoa BKmodeHus obut ¢ 2000 mo 2009 T,
u yactota UM 6bu1a 23 % B IOMYJISILIMU B3POCIIBIX PELIM-
nueHToB amno-TI'CK, yacrora UM B ucciemoBaHHOM
IpyTIie NalueHToB Obla 3HaUuTeIbHO HIKe [2]. YacToTa
UM nocae anno-TI'CK B nmeguarpuyeckoii MOmyJassuun
B pabote T. Simms-Waldrip et al. 3a 15-neTHui1 nepuosn co-
craBuia 14,5 %, 4To CpaBHUMO C pe3yJIbTaTaMu ITPOBEICH-
HOTO MCCJIeIOBaHMS Y TTAllMEHTOB ITOAPOCTKOBOIO BO3pa-
CTa 1 MOJIOJBIX B3pOCHbIX [19].

OTuosioruss U cpoku pa3Butuss MM y moapocTKoB
U MOJIOJIBIX B3POCJIBIX HEM3BECTHBI, IyOnuKaruii HeT. Kak
Uy APYIUX UCCIIeAoBaTeICi, B IIeAMATPUUECKOM OIS~
LIMU ¥ Yy B3pOCbIX MauueHToB cpea UM y ucciaenoBaH-
HOM rpyIbl MaueHToB npeodnagan UA (80 %), camoit
YacTOM JloKalM3alueil okasanuch jerkue (86,7 %), uto
TakKe COOTBETCTBYET JTUTEPaTYyPHbIM NaHHBIM [3, 19—21].
B uccrnenoBaHHOI HaMM IpyIe MeAuaHa BPEMEHU BO3-
HukHoBeHUs1 UM mocne tpaHcruiantaiuu KM Oblia He-
CKOJIbKO MEHbIIIe, 4YeM Yy Opyrux aBTopoB, — J1+43
(14—-577): A Bosuukan Ha J+27,5 (14—577), UK — Ha
+226,5 (54—399), I1I1 — na I+43 [19, 20, 22]. OxHaxo,
N. Harrison et al. onmucbIBaay rpyIiny B3pOCIbIX NallueH-
TOB; B IpYIIe NeauaTpUIecKuX MalueHTOB TakKe OTMe-
yaJioch npenmyiecTseHHoe passutrie UM mo JI+100 [16].

OcHOBHBIMU (DaKTOpaMM prCKa BO3HUKHOBeHUst UM
y peuuneHToB ['CK 1100bIX BO3pacTOB ABISIIOTCS ITpUME-
HEHUE LUTOCTATUYECKUX IIPEerapaToB B PeKMMax KOHIM-
nuoHupoBaHus (paymapaduna, ATT), PTIIX, nmutenbHbie
repuoasl TnMdornennu, Heitrrpornennu (< 0,5 x 10°/1 6o-
nee 14 mHeit), UCIIOIb30BaHUE TTIOKOKOPTUKOCTEPOUIOB
B TeueHue 10 gHeitr, couetanue MM ¢ nuromeraaoBupyc-
Hoil uHbek1mel [2, 4]. 3HAYMMBIMM UMMYHOJIOTUYECKH -
MU M TPAHCIUIAHTAIIMOHHBIMU (haKTOpaMU PUCKA Pa3BUTHS
UM nocne amno-TI'CK, BwienseMbiMu B JUTEeparype,
craiu dakt Hamuust octpoit PTTIX [6—8], Tsxkenmast Xpo-
Huveckass PTIIX, peruanB ocHOBHOTO 3a00jieBaHUs Ha
MOMEHT TpaHcrutanTtanuu KM, HecoBMeCTMMOCTh IOHOpa
U PELIMTIMEHTAa, UCTOYHUK CTBOJIOBBIX KJIETOK, PEXKUM KOH-
IuLMoHupoBaHus, npodunakTuka PTIIX, nnutenbHas
HeliTponieHus [7, 8]. B HacTosiieM MccienoBaHUU He Bce
MOJIy4E€HHBIC Pe3YJIBTaThl COBIIAAAIOT C STUMU JaHHBIMU:
CTAaTUCTMYECKU 3HAYMMO Ha 4acToTy pa3Butust UM Biusi-
Ji iinb akT Hajauaus octpoit PTITX (p = 0,008), peru-
JIMB OCHOBHOT'O 3a00JIeBaHMsI HA MOMEHT TPaHCILIAHTALIMKI
KM (p = 0,014) u Hefitponienus (IV crenenu) 6omee 20
nHeit (60 % vs 16,7 %; p = 0,004). OcoOeHHOCTbIO KCClIe-
JIOBAHMSI SIBJISIETCSI OOHAPYXKEHUE CTaTUCTUYECKU 3HAYU -
MOT0 BJIMSIHUS TaKMX (PaKTOPOB pUCKa, KaK BO3PACT MJIal-
e 18 get (p = 0,033) u He3T0KaYeCTBEHHbBIE 3a00JIeBaHUS
cuctembl kposu (p = 0,003).

OCHOBHOI IpynIioi pucka Kak y IeTeit, Tak U 'y B3po-
CJIBIX, ABJSIIOTCS ManueHThl ¢ OMJI 1 peuanuBoM OCTporo
neiiko3a [12, 23]. HeanokauecTBeHHbIE FeMaTOJIOTMYECKIE
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3a00J1eBaHUST OTHOCSTCS K 3a00JIeBaHUSIM C OJ1aronpusIT-
HBIM MporHo30M 1o pa3sutuio UM [18, 20]. Ho B paboTte
I'A. HoBMUYKOBOI1 1 COABT. TOAYEPKUBAETCS aKTyaTbHOCTh
MM y nanieHTOB ¢ He3J10KauyeCTBEHHBIMU TeMaTOoJIOTye-
ckuMu 3aboneBanusamu [24]. B uccnenosanum C. Garcia-
Vidal et al. mpu ananuze 1248 peuunueHTon amno-TICK
B Bo3pacTte oT 18 10 69 JieT moka3aHo, 4TO C yBeJIMYCHUEM
Bo3pacTa yBeaunuuBaeTca yacrora UM [24]. HesacHocTb
B BOITPOCE O TOM, KaKOil UMEHHO BO3pacT SIBJIsIeTCs (hak-
TopoM pucka pa3putusi UM nocne anno-TI'CK, tpebyer
MPOBEICHUS JaTbHEMIIINX UCCICIOBAHUM.

JlnuTenpHOE BpeMs CYUTAIOCh, UyTO Hanuuue UM
B aHaMHe3e Wiu oboHapyxeHne UM npu mjaHupoBaHUM
anmno-TICK gBnseTcss HeOGIaronpusTHBIM  (akTopoM,
yxyamatomum OB mamueHTOB mocjie TpaHCIIaHTaLUK
[25]. AxtyansHOCTb mipoOseMbl UM y maimeHToB, KOTO-
pbIM TIaHupyetcs npoBeaeHue amio-TI'CK, Bo3pacraeT.
Tak, B uccnegoanuu 2015 1., Ha GOJIBIIIOI BEIOOPKE peLiy-
nmeHToB ayuto-TI'CK nokasano, uto B 22,5 % ciyyaeB MA
OBLT AMAarHOCTUPOBAH 10 TpaHCIUIaHTalMu. KymynaTuBHas
yacToTa peluarBa U/Wiu mporpeccupoBaHus MA mocie
auo-TI'CK y malieHTOB ¢ J0Ka3aHHBIM WU BEPOSITHBIM
WM cocraBuna 12,4 %. ®akTopoM pucka ObUI pelUaUB
OCHOBHOTIO 3a0oJyieBaHUs. OIHAKO PELUMIUB U/UIU MPO-
rpeccupoBanue MA nocne amno-TI'CK He moBnusiio Ha
OB 6onbHBIX. Tak, B padotax 2015 1. ObLIO MPOAEMOHCTPU-
POBaHO, YTO MPU UCIIOJIH30BAHUM COBPEMEHHBIX METOIOB
JMarHOCTUKM, MPOMWIAKTUKY U JIedeHUs Hanmnuue UM no
amno-TI'CK nHe Bnusier Ha OB manueHToB mocie ee mpo-
BeneHus [26—28].

BropuuHas npotuBorpruoKoBas pogujiakTuKa peko-
MeHJ0BaHa ISl mpeJoTBpalleHus peuuanba MM manmeH-
TaM, TIOJYYalOIIMM BBICOKOIO3HYIO ILIMTOCTATUYECKYIO
nomuxumuoTepanuio (ITXT) B mepuoabl BeIpaxkeHHOIM
HelTponeHuu, a Takxke peuunueHTam auto-TI'CK ¢ anam-
HECTUYECKMMU JaHHbIMU o Hanuuuu VM. Mcnonb3oBa-
HUE BTOPUYHON MPOGUIAKTUKY TTPU IIOBTOPHBIX MNU301aX
arpaHyJIOLIMTO3a Y IUIUTEJIbHOM MMMYHOCYIIPECCUBHOM
Tepanuu rnojioxkuresbHo Bauset Ha OB [4]. BaxHo oTMme-
TUTb, YTO JUIS1 PELIMTTMEHTOB aJJIOTEHHBIX TPAHCIJIAHTATOB
I'CK xapaxkTtepHbl 0oyiee BbIpak€HHbIE MUMMYHOJIOTUYE-
CKMe HapyIIECHUS 110 CPAaBHEHUIO C TTOTYYarOIIMMU IIUTO-
cratnyeckyro [TXT nmamueHTamMu. 910 00yCI0BIMBACT TSI~
KecThb TeyeHus1 UM u HeoOXomMMOCTh BOCCTAaHOBJICHUS
OIpEeACTICHHBIX MMMYHOJOTUYECKUX MoKa3aTeaeit s
OJIarONMPUSATHOTO UCX0Ja TAKOTO MH(MEKIIMOHHOTO OCI0X-
HeHus [29].

B HacTosieit pabote mponeMOHCTPUPOBAHO, YTO BO-
PUKOHA30J1 B KayecTBE CTapTOBOM Tepamuy YyIydiiaa
12-HenenbHyto OB cpenn nauuenToB ¢ MA nmocne ano-
TI'CK (100 % vs 80 %; p = 0,2). R.L. Wattier et al. B cBoeM
MPOCTIEKTUBHOM HUCCJIEAOBAaHUM, I1Ie¢ OHU MCITOJIb30BaIN
y neTeil pasiuyHble KOMOMHAIUM aHTUMMKOTMYECKUX
npernapaToB CO CMEHOI Ha BOPUKOHA30JI, TTIOKa3ajIu, YTO
nporpeccupoBanus MA B TeueHue 12 Hel HE TPOUCXOAM -
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J10 'y 68 % malMeHTOB, a CMEPTHOCTD B TEYCHUE 3TOTO I1e-
puona nocturaia 30 %, ogHako B JaJIbHEIIIIEM OHA pocia
u gocturia 73 % [30]. Dtu gaHHbBIE YKa3bIBalOT Ha HEOO-
XOIMMOCTb JUTUTEIbHOTO HAOIIOACHNS 3a IeANaTPUICCKI -
MM IalMEHTaMU T10Cie OKOHYaHUS Tepaluyu aHTUMUKO-
TUYECKUMU TpernapataMu ¢ pacyetom OB B TeueHue
HECKOJIbKHUX JIET.

Taxke MpoBeIeHHOE UCCIIEAOBaHUE TEMOHCTPUPYET,
yt0 pazsutue UM y naumenrton nocyie TI'CK v Hannune
MM B aHamMHe3e 3HAaUMMO He BJIMSUIO Ha 2-JeTHiolo OB.
[To nuTepaTypHbIM JaHHBIM, Bo3pacT Miamiie 20 et aeii-
CTBUTEJILHO SIBJISICTCS OoJiee 01aronpusiTHBIM (haKTOPOM
st TTCK, yem Bospact crapie 20 [31]. [Tpu aTom He-
ckoabko aBTopoB (N. Harrison et al., A.K. Omeret al., Y.C.
Liu et al.) coobmiamoT o 3HauuTeIbHOM yxyaieHun OB y
B3pOCJIBIX TTallMeHTOB ¢ pa3BuBInMcsa UM mnocne TICK
nnu umetomux peuuans UM nocne TI'CK [20—22].

B pesyibraTe mpoBeIeHHOIO MCCIICAOBAHUS CIIEAYeT
OTMETUTDb ycrexu Tepanuu MM, xopollyio KpaTKoCcpod-
Hyto OB B Teuenue 12 Hen oT nuarHoctuku UM u 2-net-
Hioto OB nocite ayuto-TI'CK ¢ UM (53,3 % ¢ UM B aHaMm-
Hese u 76,9 % c¢ MM, nuarHOoCTMpPOBaHHBIMU IIOCJIE
anno-TI'CK), BHe 3aBucumoctu ot Buga UM (MA unu
MK) y manueHTOB MOAPOCTKOBOIO BO3pacTa MU MOJOIBIX
B3pocibixX. Tak, B psiie paboT Mmoka3zaHo, UTO Cpeau AeTeit
¢ A cMepTHOCTB B TeueHue HeckonbKux JieT mocie TTCK

TEMATOJIOTMU u OHKOJIOT MU

noBbiaercst ¢ 50 1o 88 % [30]. OB neteii ¢ KaHAMIEMUEH,
Pa3BUBIIENCS B XOAE MPOTUBOOITYXOJIEBOM XUMUOTEPATTAN
OHKOIeMaToJIOrMYecKuX 3a0ojieBaHUii, B TeUeHUE 5 JeT
cocrasuia 37 % [11].

TakuMm o0pa3oM, HECMOTPST Ha BbICOKYIO yactoty MM,
pPa3BUTHE 3TOTO OCIOXHEHHUS B HAIlIEM UCCJICAOBAaHUM 10~
CTOBEpPHO He BJIMsIO Ha 2-JieTHIo0 OB y malueHToB mocie
anmno-TI'CK, uro cBuaeTenbCcTBYET 00 aJeKBaTHOM Kaye-
CTBE paHHEl TMarHOCTUKU U Teparuu.

BoiBoanl

1. Y noapocTKoB ¥ MOJIOABIX B3poCbIx yacTota UM
10 auto-TI'CK cocraBuia 18,8 %.

2. KymynaruBnHas yactora UM B Teyenue 1 roma mo-
cie amno-TI'CK cocraBuna 15 %.

3. OcHoBHoIi Bo30ymuresib UM — Aspergillus spp. (80 %).

4. ®@akrtopsl pucka pasputus MM tmocie amio-
TI'CK: Bo3pact miaaiie 18 ieT, He310KaueCTBEHHbBIE 3a-
OoJieBaHUS CUCTEMBI KPOBU, PELIMIMB OCHOBHOTO 3a001e-
Banus Ha mMoMeHT TI'CK, neittponenus (IV cremenn)
oonee 20 gHeit u octpasg PTIIX.

5. OB mamueHToB B TeueHue 12 Hen Mocje TuarHo-
ctuku UM cocrasuna 93,3 %.

6. Y maumeHTOB B Bo3pacte oT 15 10 25 et Hanuuue
WM B aHamMHe3e U1 eTo pa3BUTHE TTOCIe TpaHCIIJIaHTaLlMK
He yxyauiaeT pe3yabraTthl ano-TICK.

1 2006 18

NUTEPATYPA

1. ABepbsiHoBa M.10., BaBunos B.H., boH-
napeHko C.H. u n1p. bakrepuanbHbie MH(pEK-
LMY Y TTALIUEHTOB JAETCKOTO ¥ MOJPOCTKOBO-
TO BO3pacTa MmocJjie TpaHCTUIaHTAlUN
AJJTIOTEHHBIX TEMOMOATUYECKUX CTBOJOBBIX
KJIETOK: 9TUOJIOTHSI, CTPYKTYpa, (haKTOpbl
pucka. KypHain undexronoruu 2013;5(1):
35—43. [Averyanova M.Yu., Vavilov V.N.,
Bondarenko S.N. et al. Bacterial infections in
pediatric and adolescent in allogeneic
hematopoietic stem cell transplantation
recipients: etiology, structure, risk factors.
Zhurnal Infektologii = Journal of Infectology
2013;5(1):35—43. (In Russ.)].

2. IMonosa M.0O., 3y6aposckas JI.C., Kium-
ko H.H. u np. UHBa3uBHbIE MUKO3bI TIPU
TpaHCIIAaHTALMU FeMONO3TUYECKHUX CTBOJIO-
BBIX KJIETOK. TeparneBTuuecKuii apxus
2012;7:50—7. [Popova M.O., Zubarovskaya L.S.,
Klimko N.N. et al. Invasive fungal infections
in transplantation of hematopoietic stem
cells. Terapevticheskiy archive = Therapeutic
Archives 2012;7:50—7. (In Russ.)].

3. Kimvko H.H., Xoctemmu C.H., bopsosa FO.B.
u 1p. UHBa3uBHBII acniepruiiies y neteit

B Cankr-IletepOypre. Poccuiickuii XKypHai
JIeTCKOIi TeMaTOJOrMU U OHKOJIOTUU
2014;3:37—43. [Klimko N.N., Khostelidi S.N.,
Borzova Y.V. et al. Invasive aspergillosis in

50

children in Saint-Petersburg. Rossiyskiy
zhurnal detskoy gematologii i onkologii =
Russian Journal of Pediatric Hematology and
Oncology 2014;3:37—43. (In Russ.)].

4. Kimumko H.H., [llagpusosa O.B., Xocre-
suau C.H. u np. MHBa3uBHbII aciiepruiiies:
pe3yJIbTaThl MHOTOLIEHTPOBOTO MCCIIEI0Ba-
Hust. Onkoremarosorus 2014;2:13—9.
[Klimko N.N., Shadrivova O.V., Khostelidi S.N.
et al. Invasive aspergillosis: results of
multicenter study. Onkogematologiya =
Oncohematology 2014;2:13—9. (In Russ.)].
5. Mor M., Gilad G., Kornreich L. et al.
Invasive fungal infections in pediatric
oncology. Pediatr Blood Cancer
2011;56:1092—7.

6. Hale K.A., Shaw P.J., Dalla-Pozza L. et al.
Epidemiology of paediatric invasive fungal
infections and a case-control study of risk
factors in acute leukaemia or post stem cell
transplant. Br J Haematol 2010;149(2):
263-72.

7. Burgos A., Zaoutis T.E., Dvorak C.C. et al.
Pediatric invasive aspergillosis: a multicenter
retrospective analysis of 139 contemporary
cases. Pediatrics 2008;121:¢1286—94.

8. Rosen G.P, Nielsen K., Glenn S. et al.
Invasive fungal infections in pediatric
oncology patients: 11-year experience at

a single institution. J Pediatr Hematol Oncol
2005;27:135—40.

9. Zaoutis T., Coffin S., Chu J. et al. Risk
factors for mortality in children with
candidemia. Pediatr Infect Dis J
2005;24:736-9.

10. Kanuuuna M. A., Tletposa Y.H., TopoH-
koBa O.B. u 1p. HbeKk1mu, BbI3BaHHBIE
PEeIKUMU TUIECHEBBIMU IPUOAMU, B TeMaTo-
snorun. Oukorematosiorust 2012;4:35—42.
[Kalinina I.1., Petrova U.N., Goronkova O.V.
et al. Infections caused by rare mold fungi in
hematology. Onkogematologiya =
Oncohematology 2012;4:35—42. (In Russ.)].
11. Kanuuuna W.W., baitnunbauna 1./1.,
Cynmnosa E.B. u np. Pesynbrats! Tepanuun
KaHIUAEMUU y JeTell ¢ pa3IMYHbIMU reMa-
TOJIOTMYECKUMU ¥ OHKOJIOTHUECKUMU 3200~
JIEBAaHUSIMU B YCJIOBUSIX OJHOTO LieHTpa. OH-
korematonorus 2011;3:24—34. [Kalinina I.1.,
Baydildina D.D., Suntsova E.V. et al. Results
of candidemia treatment in children with
hematologic malignancies: single center
experience. Onkogematologiya =
Oncohematology 2011;3:24—34. (In Russ.)].
12. Tragiannidis A., Dokos C., Lehrnbecher T.,
Groll A.H. Antifungal chemoprophylaxis in
children and adolescents with haematological
malignancies and following allogeneic



By IETCKOM
FTEMATOJJIOTHN u OHKOJIOT 1A

1 2006 18

HOAro

haematopoietic stem cell transplantation.
Review of the literature and options for
clinical practice. Drugs 2012;72(5):685—704.
13. De Pauw B., Walsh T.J., Donnelly J.P.

et al. Revised definitions of invasive fungal
disease from the European Organization for
Research and Treatment of Cancer/Invasive
Fungal Infections Cooperative Group and the
National Institute of Allergy and Infectious
Diseases Mycoses Study Group (EORTC/
MSG) Consensus Group. Clin Infect Dis
2008;46(12):1813—-21.

14. BykosnoB D.A. OCHOBBI CTATUCTUYECKOTO
aHanu3a. [IpakTKyM Mo CTaTUCTUYECKUM
METO/IaM U UCCIIEIOBAHUIO OTIEpaIlnii ¢ UC-
rnosib30BaHMeM nakeToB Statistica u Excel.
YyeGHoe nmocobue, 2-¢ u3M., UCIp. U IOTI.
M.: «@opym», 2008. C. 464—511. [Vukolov E.A.
Basics of statistical analysis. Workshop on
statistical methods and operations research
using Statistica package and Excel. Study
Guide, 2" edition, revised and expanded.

M.: Forum, 2008. Pp. 464—511. (In Russ.)].
15. Ay6no I1.}0. O6paboTka cTatucTude-
cKoit uHdopmaimu ¢ nomoiibio SPSS. M.
000 «M3znarensctBo ACT», «HT Ilpecc»,
2004. C. 221-286. [Dubno P.Yu. Statistical
processing using SPSS. M.: Publisher AST,
NT Press, 2004. Pp. 221-286. (In Russ.)].
16. Dornbusch H.J., Groll A., Walsh T.J.
Diagnosis of invasive fungal infections in
immunocompromised children. Clin
Microbiol Infect 2010;16:1328—34.

17. Bonkosa A.T", TTortoBa M.O., ExymieB K.A.
u 1p. Pob GpoHXOCKONUYU B AMATHOCTUKE
WHBA3UBHOTO acTieprusie3a Jerkux

y JIeTeil MocJie TpaHCTUTAHTALIMK TeMOI03-
TUYECKUX CTBOJIOBBIX KJIeTOK. Poccuiickuii
JKypHAJT IETCKOU TeMaTOJIOTUU ¥ OHKOJIO-
ruu 2015;2:72—6. [Volkova A.G., Popova M.O.,
Ekushev K.A. et al. The role of
bronchoscopy in diagnosis invasive
pulmonary aspergillosis in children after
hematopoietic stem cell transplantation.
Rossiyskiy zhurnal detskoy gematologii i
onkologii = Russian Journal of Pediatric
Hematology and Oncology 2015;2:72—6.
(In Russ.)].

18. Garcia-Vidal C., Upton A., Kirby K.A.,
Marr K.A. Epidemiology of invasive mold
infections in allogeneic stem cell transplant
recipients: biological risk factors for infection
according to time after transplantation. Clin
Infect Dis 2008;47(8):1041—50.

19. Simms-Waldrip T., Rosen G., Nielsen-
Saines K. et al. Invasive fungal infections in
pediatric hematopoietic stem cell transplant
patients. Infect Dis (Lond) 2015;47(4):218—24.
20. Harrison N., Mitterbauer M., Tobudic S.
et al. Incidence and characteristics of invasive
fungal diseases in allogeneic hematopoietic
stem cell transplant recipients: a retrospective
cohort study. BMC Infect Dis 2015;15:584.
21. Omer A.K., Ziakas P.D., Anagnostou T.
et al. Risk factors for invasive fungal disease
after allogeneic hematopoietic stem cell
transplantation: a single center experience.
Biol Blood Marrow Transplant
2013;19(8):1190—6.

22. Liu Y.C., Chien S.H., Fan N.W. et al.
Incidence and risk factors of probable and
proven invasive fungal infection in adult
patients receiving allogeneic hematopoietic
stem cell transplantation. J Microbiol
Immunol Infect 2015. pii: S1684—
1182(15)00026-2.

23. Sahbudak Bal Z., Yilmaz Karapinar D.,
Karadas N. et al. Proven and probable
invasive fungal infections in children with
acute lymphoblastic leukaemia: results from
an university hospital, 2005—2013. Mycoses
2015;58(4):225-32.

24. Hosuukosa I'A., Toponkosa O.B., bana-
woB I.H. u np. ilnarHoctrka, KIMHUKa

Y JleyeHUe MHBAa3MBHOIO acrepruiiesa y ae-
Teil ¢ MPUOOPETEHHOI arIacCTUYECKO aHe-
MMeil: peTpoCcreKTUBHbII aHau3 20 ciyya-
eB. [emaronorus u TpaHcdy3uonorus
2006;51(6):17—23. [Novichkova G.A.,
Goronkova O.V., Balashov D.N. et al.
Diagnosis, clinic and treatment of invasive
aspergillosis in children with acquired aplastic
anemia: a retrospective analysis of 20 cases.
Gematologiya i transfuziologiya =
Hematology and Transfusiology
2006;51(6):17—23. (In Russ.)].

25. Fukuda T., Boeckh M., Guthrie K.A.

et al. Invasive aspergillosis before allogeneic
hematopoietic stem cell transplantation:
10-year experience at a single transplant
center. Biol Blood Marrow Transplant
2004;10:494—503.

26. Penack O., Tridello G., Hoek J. et al.
Influence of pre-existing invasive
aspergillosis on allo-HSCT outcome:

a retrospective EBMT analysis by the
Infectious Diseases and Acute Leukemia
Working Parties. Bone Marrow Transplant
2016;51(3):418-23.

27. Popova M., Volkova A., Elias Soulaiman S.
et al. Allogeneic hematopoietic stem cell
transplantation in patients with invasive
aspergillosis. 41 Annual Meeting of the
European Society for Blood and Marrow
Transplantation, 22—25 March 2015,
Istanbul, Turkey. Bone Marrow Transplant
2015;50(Suppl 1):S33.

28. Popova M., Volkova A., Elias Soulaiman S.
et al. Outcome of allogeneic hematopoietic
stem cell transplantation in patients with
prior invasive aspergillosis. 57" Annual
Meeting American Society of Hematology,
Orlando, FL, 5—8 December 2015. P. 33.

29. lllanpusosa O.B., ®ponosa E.B., Yue-
BatkuHa A.E. u np. [IporHoctuueckoe 3Ha-
YeHre UMMYHOJIOTMUECKUX TloKa3aTesiei

Y PELUITUEHTOB TPAHCILIAHTATOB AJIJIOTEH-
HBIX TEMOITOATHYECKUX CTBOJIOBBIX KIIETOK

C UHBA3MBHBIM acrniepruuie3oM. [Ipobnembl
MeIMLIMHCKOI Mukojoruu 2015;17(1):14—20.
[Shadrivova O.V., Frolova E.V., Uchevatkina A.E.
et al. Prognostic meaning of immunological
indexes in recipients of allo-hematopoietic
stem cell transplantation with invasive
aspergillosis. Problemy meditsinskoy
mikologii = Problems in Medical Mycology
2015;17(1):14—20. (In Russ.)].

30. Wattier R.L., Dvorak C.C., Hoffman J.A.
et al. A Prospective, International Cohort
Study of Invasive Mold Infections in
Children. J Pediatric Infect Dis Soc
2015;4(4):313-22.

31. Gratwohl A. The EBMT risk score. Bone
Marrow Transplant 2012;47(6):749—56.

51

OpuruHanbHbie uccnefnoBanua/063opbl numepamypbl



OpuruHanbHblie uccnepgoBanua/063opbl numepamypbl

JNETCKOU
'EMATOJIOT'MM 1 OHKOJIOT'U

Macku nepBuUYHbIX UMMYHOAE(hULUMHBIX COCMOAHUI:
npo6nembl AUArHOCMUKU U mepanuu

A.1O. IIleponna

DIBY «DHKI] ITOU um. JImumpus Poeauesa» Munzopasa Poccuu;
Poccus, 117997, Mockea, yar. Camopsr Mawena, 1
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[lepsuunsie ummynodegpuyummusie cocmosnus (I1HC) npedcmasastom coboii eenemuuecku 00ycaosaeHHble OeeKmbl UMMYHHOU CUCTIEMbL.
[lomumo peyudusupyroujux, msixceno npomexaroujux unghexuyuil k nposierenusm ITH/IC omnocsmes cocmosnus napyuieHus moaepaHmuocmi,
XPOHUUECK020 80CNANeHUS, AYMOUMMYHHble U Onyxonegble 3abonesanus. Pannss nocmanoska duaeHosa u cgoeepemennas Namo2eHemu1ecKas
mepanus 03604s10m gvlaedums muoeux 6oavHbix ¢ [TH/C, a 6 dpyeux cayuasx obecnevums um HopmaisHoe Kawecmeo ycusnu. K ocnogrvim
namozeHemu4eckum Memooam AeueHus OMHOCAMC MPAHCAAGHMAYUS 2eMONOIMUHECKUX CIBON0BbIX KAeMOK U 3aMecmumenstas mepanus
npenapamamu 6HympueerHno2o ummyroaro0yasuna (BBHUT). [Ipumenenue npenapamos 10 % BBHUI nossonrsem ymenouiums épemeHHbie
U IKOHOMUH"ecKue 3ampamel Ha mepanuto nayuenmos ¢ [THJ]C.

Karouesvie ca06a: nepsuutvie UMMyHOOQUUUMHBLE COCMOSHUS, MPAHCHAGHMAUUS 2eMONOIMUYECKUX CIMEO0N08bIX KACMOK, GHYMPUBCHHbLLL
UMMYH02100YAUH
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Masks of primary immunodeficiency disorders: diagnostic and therapeutic problems

A. Yu. Shcherbina

Federal Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitriy Rogachev, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia

Primary immunedifficiencies (PID) are genetically driven defects of immune system. Apart of relapsing severe infections, PIDs characterized
by immune folerance disturbance, chronic inflammation, autoimmunity and high risk of malignant diseases. Early diagnosing and in-time
pathogenic therapy allows treatment of the majority of patients with PIDs and providing normal quality of life in other cases provides. Main
pathogenic methods of treatment are hematopoietic stem cell transplantation and intravenous immunoglobulins (1VIGs) substitutional therapy.
Usage of 10 % IVIGs allows decreasing time and economical costs of PIDs therapy.

Key words: primary immunodeficiency disorders, hematopoietic stem cell transplantation, intravenous immunoglobulin

OO0ue BONMpoChl MEePBUYHbIX MMMYHOAeuIMTHBIX co- Union of Immunologic Societies — IUIS), nenut [MTUIC

CTOSTHMIA Ha 9 OCHOBHBIX I'pYIII, MHOTHE U3 KOTOPBIX B CBOIO OYe-
[lepBuuHble  MMMYHOIEMUUMTHBIE  COCTOSHHUS  peIb ITOAPA3IC/ISIIOTCS Ha TIOATPYIIIIbL.
(I AC) npeacTaBiasiioT COO00 IPYIINY TSKEIbIX TeHETU - 1. JedeKTbl KJIECTOYHOrO M TyMOpPaJIbHOTO 3BEHA

1 2006 18

YeCKM JIeTEPMUHMPOBAHHBIX 3a00JIeBaHUI, BBI3BAaHHBIX
HeoOpaTUMbIM HapyIIEHUEM TOTO I MHOTO 3BeHa UMMY-
HuTeTa. Ha ceromHsIHuMiA 1eHb onmucaHo 6ojee 250 reHe-
TMYecKux aedekrToB, gexammx B ocHoBe I[THMIC [1].
B xnaccudukannu [TUIC cocTossHUS CrpylmMpoBaHbl Ha
OCHOBaHMM BeJIyILEro MaToreHeTUYeCKOro MexaH1u3Ma 3a-
ooneBanus. OgHako HekoTopble [TMJIC MoryT ObITH OTHE-
CEHBI K HECKOJILKMM IPYIIIIaM, B CBS3U C 3TUM KJlacCudu-
Kalusl TpeTeprieBajia HEOTHOKpaTHbIE W3MEHEHMUS.
Knaccudukanus 2015 ., npeaoxkeHHass MexIyHapo-
HBIM COI030M MMMYHOJIornyeckux oomects (International
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(B TOM 4HMCIIe BApMAHTHI TSKEJI0M KOMOMHUPOBAHHOM UM-
myHHoOI HemoctaTouHoct (TKMH) m meHee Tsbkenbie
KOMOMHUpPOBaHHBIE Ne(EKTHI).

2. Komb6unuposanubsie [IMJIC, accounnpoBaHHbIE
C CUHIPOMAaJIbHBIMU TTPOSIBICHUSIMU (B TOM YHUCIe AeheK-
1ol penapauvu JHK u ap.).

3. IlpeumyiiecTBEHHO TyMOpalibHble  JIe(heKThbl
(C OTCYTCTBMEM, CHIDKEHMEM WJIM HOPMAaJIbHBIM YKCJIOM
B-numdouuTos).

4. TIMJC ¢ uMMyHHO# nucperyiasuueii (HacaeacT-
BeHHBIE TeMadarouuTapHble CUHAPOMBI, AedeKThl T-pe-



JTETCKOU

HOAro

IYJSATOPHBIX KJIETOK, ayTOMMMYHHbBIE JIMMorponndepa-
TUBHBIE  CUHIDPOMBI, MMMYHHasE  JTUCPEryJIsLusI
¢ MOpakeHWeM KUILIeYHUKa, MHTepdepoHonaTuu 1-ro Tura).

5. KonnuecTBeHHbIC U KaYeCTBEHHBIE 1e(heKThI (ha-
TOLIUTOB (BPOKIAEHHBIC HEUTPOIIEHUH, 1e(EKThI MOIBIXK-
HOCTHU (paroumnToB, Ae(PEKTH peCIIMPaTOPHOTO B3PhIBA).

6. JledeKThl BpOXICHHOTO MMMYHUTETA (MEH/IEICB-
CKasl 4YyBCTBUTEJIBHOCTh K MUKOOAKTEPUSIM, SITUACPMO-
IJ1a3Ksl, YyBCTBUTEJIBHOCTb K BUPYCHBIM WHQEKIIUSIM,
YYBCTBUTEIBHOCTb K MHBA3MBHBIM MUKO3aM M JIp.).

7. AyToBocmajquTe/lbHbIC 3a00JI€BaHUS.

8. JleeKThl cucTeMbl KOMILIEMEHTA.

9. ®enokormu [TW/IC, BbI3BaHHBIE COMAaTUYECKUMU
MyTaLMSIMM.

IMoapobHoe obcyxkneHue paznuuHbix popm [THUJIC BbI-
XOIIUT 3a PaMKH JaHHOM MyOJIMKaIiK, ¢ 3Tol MHMOopMaLei
MOXHO O3HAKOMUTBCS B CIIEIMAIM3UPOBAHHOM JIMTEpaType
[2, 3]. BpauaM HEMMMYHOJIOTMUECKUX CIELIMATbHOCTEN HET
HEeOOXOIMMOCTH IOCKOHAIBHO 3HaTh Bce (hopMbl [TU/IC, on-
HaKo BaxKHO MMETh OOILIME MTPEACTABICHUS O TUITMYHBIX KJTH-
HUYECKUX ITPOSIBJICHUSIX UMMYHOIE(DUIIMTOB, OOLIMX 3aKOHO-
MEPHOCTSIX MX IMAarHOCTUKU U JICYCHUSI.

3a Bpems uzyuenust [1MJ1C nusmeHeHus npereprena He
TOJIBKO KJIacCU((PUKaLIUs 3TUX COCTOsTHUI. YacToTa BcTpe-
YaeMOCTH 3THX 3a00JIeBaHUI OKa3ajach HAMHOI'O BBIIIIE,
YeM CUMTAJIOCh PaHee, ¥ 10 MHOTOUMCICHHBIM MCCIIeI0Ba-
HusM ceifuac oHa npeBbiiaet 1 Ha 10 000 Hacenenus [4].

IIposBieHus nepBUYHBIX HUMMYHOAE(UIIMTHBIX COCTOSTHHIA

IIpu 6onpmmHcTBe [TUIC KnuHUYecKue Mpu3HaKu
3a00J1eBaHUs TIOSIBJISIIOTCSI B paHHEM JIETCKOM BO3pacTe.
OnpHako Bce OOblIE CTaHOBUTCS KOropTa OOJBHBIX
¢ [MUJIC, nepemarnysimx 18-netHuii pyoex. Tak, Henas-
Hee HcclieoBaHUME Ha OCHOBE bpasuiabcKoro perucrpa
oKasajo, 4YTO YMCJIO MalueHToB crapiie 20 JeT cocTaB-
nsget okoJjio 30 % [5]. Bro cBsI3aHO, BO-MEPBHIX, C YJIy4IlIe-
HUEeM O0ILIei MeIULIMHCKON MTOMOILM OOJIbHBIM C pa3iny-
HBIMM  MATOJOTUSIMM, a Takxke C  YIydllleHUeM
IMATHOCTUKU U crieluaausupoBaHHoi tepanuu [TUIC.
OmHako MHTEpeC MPEeACTaBISIET U IPYroi (hakT: ¢ mosiBie-
HHUEM HOBBIX METOAOB I'€HETUYECKOTO 00C/IeI0BaHNSI OBbLIO
IOKa3aHO, YTO MHOTHE COCTOSIHMSI C IeOI0TOM B IIOJIPOCT-
KOBOM U JIaxke B3pOCJIOM BO3pacTe UMEIOT B CBOCI OCHOBE
BpOXIEHHbIE Ae(PEKTHl MUMMYHHOI cucTteMbl. [Iprumepom
MOXET CIY:KUTh aKTUBUpYlIoIasg MyTauus reHa PIK3CD
(pochorHO3UTHA-3-KMHA3BI AEIBTa), TPUBOISIIAS K CUM-
nToMam JuMbonpoaudepalunu, ayTOMMMYHUTETA
U IUCUMMYHOITIO0YIiHeMUH [6]. MHOrMe GoJIbHbBIE C 3TUM
nedeKToM BIepBbIe pa3BUIN MAaTOJIOTUYECKUE CUMITTOMBI
TOJIBKO BO B3pOCJIOM Bo3pacte [7].

E1e omqHa KoHIlIenus, peTepIieBIinas U3MEHEeHUS 3a
MOCJIeAHNE AECATUIICTUS, KOCHYJ1ach TiposineHuit [TUIC,
U, KaK CJIeJCTBUE, Ha 0oJiee T100aJIbHOM YPOBHE — (DYHK-
LM UMMYHHOU cucteMmbl. YacTble, XXU3HeyTrpoxKalole
nHbeKInn Kak ocHoBHoe mposiBacHue [MTUAC umeroT

TEMATOJIOTMM u OHKOJIOT MU

00BSICHEHHE C MO3UIIMM OCHOBHOI (DYyHKIIMU MMMYHHOM
CUCTEMBbI — 3aIIUThI OT TeHETUYECKU UYKEPOTHOI0 MaTe-
puana (B MepByI0 ouyepelb — MUKPOOpPraHu3mMoB). [eiicT-
BUTEJIbHO, Hau0OoJIee YaCTOM MPUYMHOM CMEPTU OOTBHBIX
¢ [NTUAC no cux nop sABASAIOTCS MH(GEKIIMOHHBIE OCIOXK-
Henud [8]. [Tpu atom mst paznuunbix rpynn [TUIC Hepe-
KO XapaKTepHbl KOHKPETHBIC BUIbI IaTOJOTMYECKOM
M OIIMOPTYHUCTUYECKOM (PIOPHI, BBISIBJIEHUE KOTOPOIA T0-
3BOJISIET HE TOJIbKO 3aIlof03pUTh MMMYHOACHUIIMTHOE
COCTOSIHME, HO M B HEKOTOPBIX CIyJasix TyMaTb O KOHKPET-
HBIX UMMYHOJIOTMYecKUX aedekrax (Tadm. 1).

MMeHHO 1o3TOMY IITMPOKO M3BECTHBIC CPEIU UMMY-
HonoroB «10 mpusnakoB [MTUOC», cpopmynrnpoBaHHbIE
9KCIIepTaMHU B 3TOI 00J1acTh (Tab1. 2), B OCHOBHOM COJIEp-
JKaT KpUTEPUHM, UMEIOIIIME OTHOIICHUE K MH(PEKIIMOHHBIM
nposiBieHusam [TAC.

TeMm He MeHee COBpEeMEHHBbIE HMCCIeI0BaHUs TEMOH-
CTPUPYIOT, UTO HEe MeHee BaxKHOI (PYyHKUMENH MMMYHHO
CHUCTEMBI SIBJIICTCSI MOMYJMPOBaHUE UMMYHHOIO OTBETa
(BILTOTH 10 TIOJTHOM TOJIGPAHTHOCTH) C 1IEJIbIO TTOAIepKa-
HUSI BHYTPEHHEro roMeoctasa. IeHeTnueckue nedekThb
3TUX MEXaHU3MOB MpUBOAAT K uesomy psaay [TUC c Tak
Ha3bIBacMbIM HapallleHUEM ayTOPeTy/IsIIui, OCHOBHBIMU
MPOSIBJICHUSIMU KOTOPBIX SIBJISTIOTCSI HE TOJIBKO, a MHOTAA
U HE CTOJIbKO MH(MEKIIMHY, CKOJIBKO COCTOSIHUST HapyILIeHNUS
(bY3M0IOrMYECKO TOJIEPAHTHOCTH, ayTOMMMYHHbBIE TTOpa-
JKEHUSI OpraHoB, TUMdboIpoaudepalivs 1 HEKOHTPOJIUPY-
eMoe, XpOHMYeCcKoe BocrajieHue (taoJ. 3).

OTneapHOro yIIOMUHAHUS 3aCTy>KMBalOT OHKOJIOTHYe-
ckue nposieaeHus ITUJC, yactora pa3BUTUS KOTOPBIX
y 3TuX 00JbHBIX B 100—200 pa3 BeIlIE, YeM B MOIMYISILIUA
MMMYHOKOMITETEHTHBIX JIIO/IeH, U B 3aBUCUMOCTH OT BUIa
IMNUAC moxer mocturath 40 % [10]. HauGosee vacto
y 6oabHBIX ¢ [TU]J1C BcTpeuaroTes NeiiKo3bl U TUMQOMBI,
OIHAKO IS HEKOTOPBIX TPYIII XapaKTepHbI U COTUIHBIE
onyxonau (Tab. 4).

PanHssa guarHocTuka u agekBatHas Tepanus [TUC
MO3BOJISIIOT BO MHOTHX CJIy4YasiX MOJHOCTbIO BBUICYUTD 3TU
3a0071€BaHUsI, B IPYTUX — TOCTUYb CTAOMIBLHOTO OOILEro
COCTOSIHUSI 1 HOPMAaJIbHOI'O KayecTBa >KM3HU OOJIbHBIX.
HMMeHHO Mo3TOMY BaxkHa HaCTOPOXKEHHOCTh Bpaueil pas-
JIMYHBIX CTHIELMATIBHOCTEHl B OTHOIIIEHUM 3TUX 3a00JieBa-
HUI, paHHsSSI UX OTUarHOCTUKAa Ha MecTaxX, MPEeeMCTBEH-
HOCTh B mepemaye IJjisi AOOOCTENOBaHUS U JICUCHUS
B OTIEJECHUSIX UMMYHOJIOTMYECKOTO MPOoduUJIs.

JInarHocTuka nepBUYHbIX IMMYHOIE(DMIIUTHBIX COCTOSTHUIA

VYrnyoneHHoe oOclienoBaHUE M JieueHUe OOJbHBIX
¢ [TUC nomKkHO TIPOBOIUTHCS B CHIECLIMATU3UPOBAHHBIX
CTallMOHapax, OJHAKO OCHOBHAsI pOJib B BBISIBICHUU 3TUX
COCTOSTHUM MPUHAIICXKUT BpayaM IePBUYHOIO 3BEHA.

IToMuMoO TIIATETLHOI OLIEHKM OOCYXKIEHHBIX paHee
MPOSIBJICHUI 1 CUMIITOMOB BaXKHBIM B IIOCTAHOBKE HAar-
Ho3za [TUJIC sBasieTcsl KauecTBEHHO COOpaHHbI ceMeii-
HbI aHamMHe3. Tak, HaTu4yue B ceMeiHOM aHaMHe3¢e CMep-
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Ta6muua 1. « Tunuunvie» 6030ydumenu ungexyuonnvix nposeaerut paziuunovix I[THIIC

WuKarncynupoBaHHbIE OaKTepUL
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JedexTsl rymMo- TTHeBMOHMS, KU~ (Streptococcus pneumoniae, Staphylococcus DHTepoBupychl, Giardia lamblia,
paJbHOTO 3BeHa 1eyHast uHQpEeKIus, aureus, Haemophilus influenzae, Neisseria Cryptosporidium spp., Ureaplasma urealyticum,
UMMYHUTETA MEHUHIO3H1ehaTUT meningitidis), Pseudomonas aeruginosa, Mycoplasma pneumoniae
Campilobacter spp.
WMHkancynmpoBaHHbIE OaKTepUn Mycobacterium bovis (BLLK-1tamm),
Streptococcus pneumonia, Staphylococcus Pneumocystis carinii, TATOMETAIOBUPYC
Kom6uHupoBaHHbie KuieuHast nHpek- (Strep P » Olapiy V bl pye,

aureus, Haemophilus influenzae), BHyTpUKJIIe-
TOUYHBIE OPTaHU3MHI (Listeria monocytogenes),
Escherichia coli, Pseudomonas aeruginosa,
Enterobacter spp., Klebsiella spp., Serratia
marcescens, Salmonella spp., Nocardia spp.

POTaBUPYCHI, aIlECHOBUPYCHI, PECITUPATOPHO-
CUHIIUTUATIBHBIN BUPYC, BUPYC MaparpuIIra,
npocteiiiuue (Cryptosporidium spp.); rpuObl
(Candida spp., Cryptococcus neoformans,
Histoplasma capsulatum)

nedeKTh (nedex-
Thl T-KJI€TOUHOTO
3BEeHa)

11sT, THEBMOHMS,
cerncuc, MHGEKIus
KOXM U CIIU3UCTBIX

ITHeBMOHMS, a0-
CIIECCHI MOAKOKHOM
KJIeTYaTKH, abCILIeCChl
BHYTPEHHMX Opra-
HOB (B TOM 4ucje
TOJIOBHOTO MO3ra),
JMMbaIeHUT

Staphylococcus aureus, Escherichia coli,
Salmonella spp., Klebsiella spp., Serratia
marcescens, Pseudomonas spp., Enterobacter
spp., Nocardia spp., Proteus spp., Candida spp.

HedexTsl haroru-
TO3a

Aspergillus spp., Actinomyces spp.,
Mycobacterium bovis (BLIK-mramm)

WMHkancynmpoBaHHbIe OaKTepun
(Streptococcus pneumoniae, Staphylococcus
aureus, Haemophilus influenzae), Neiseria spp.

HedexTol cuctemMbl  MEHMHIUT, THEBMO-
KOMILJIEMEHTA HUS

TTHeBMOHUS, MH(DEK-
LS KOXU U MO~
KOXHOW KJIeTYaTKH,
TUMbaTeHUT

WMHkancynupoBaHHbIE OaKTepUU
(Streptococcus pneumoniae Staphylococcus
aureus, Haemophilus influenzae), Neiseria spp.,
Candida spp.

JeheKThl BpOXIEeH-
HOTO UMMYHHTETA
(3BeHo UDH-ram-
ma/WJI-12)

Mycobacterium bovis (BLIZK-1rramm)

Ipumevanue. UOH — unmepgepon, U1 — unmepaeiixun, BLK — 6ayurnra Karomemma—Ilepena.

Ta6mana 3. [Ipumepsr [THJIC ¢ napywenuem aymopeeyaayuu [ 10]

CHUXeHMe/0TCyTCTBIE

Tabmuna 2. Hacmopascusaiowue npusnaxu ITHJIC [9]

1

Boiee 4 otutos B rog,

2 bonee 2 cuHycnTos B rox IPEX DHTEPUT T-peryasauun  1uMbo-
. IIUTOB
Bonee 2 Mec aHTMOaKTepUaIbHOM Tepanuu ¢ MUHUMAJIb-
3 HbIM 3(h(HeKTOM, HEOOXOAMMOCTb Ha3HAYEHUS] BHYTPUBEH- ATIIC VIMMyHHBIE LuTONeHUN, HapylleHnHe MeXaHU3-
HBIX aHTUOMOTUKOB JIJIS1 pa3peleHus MHGEKIIMN JmuMdornponudeparms MOB arorTo3a
4 bornee 2 nHeBMOHMIA B TOzL AyTOBO-
Tlepuoanueckue BocHAIN-
cranm- HapyiieHne KOHTposist
5 IToBTOpPHBIE aGCLIECCHI KOXU U BHYTPEHHUX OPraHOB TG TEJBHBIC SMHU30IBI, TM(O- DPaboTbl MH(IAMMOCOM
npoaudeparms
CUHIPOMBI
6 YiopHasi MOJIOUHHMLIA Y JInlLl cTapuie | roxa
Hapynienue  dyHKimm
AyTOMMMYHHasl  9HIOKpU-
7 Bosee 2 Tskenbix MH(PEKIMOHHBIX MPOLECCOB (CEICHC, APECED HZTI:[aTHH y HIOKD! e —
OCTEOMMEJIUT, MEHUHTUT U JP.) OKpYXeHUs

g OMNIOPTYHUCTHICCKIE nHbEKIIN (BBI3BIBACMbIE |

i S L DT RS IIpumevanue. /PEX — immunodeficiency, polyendocrinopathy, entheropathy,

X-linked (ummynodepuyum, noausnookpunonamus, IHMEPONAMUsL,

9 OtcraBaHMe MJIaJeHIa B Bece Ha (hOHE TTOBTOPHBIX IMHM30- " ¢
X-cuennennviii mexanusm nacaedoganus); AJINIC — aymoummyHnmwiil aum-

OpuruHanbHbie uccnenoBanua/063opbl NnUMepamypbl

JIOB IUapeu

Hanmune B cemeiitHOM aHaMHe3e cMepTeil B paHHEM BO3pa-
10 CTe, ¢ KIMHUKOM MH(MEKIIMOHHBIX 3a00JIeBaHUI WJIA BbISIB-
JICHHOTO MIMMYHO/Ie(DUIIMTHOTO COCTOSTHUSI
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onponughepamuenuiii cuHopom; APECED — autoimmune
polyendocrinopathy, candidiasis, ectodermal dystrophy (aymoummynnas
NOAUIHOOKPUHONAMUS, KAHOUO03, IKMOOEPMANbHASL OUCMPODUsL).
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Tadmuua 4. [pumepor [THJIC ¢ bicokoil yacmoii OHK0A02UHECKUX
nposienenuii [ 10]

Hapymenue penapauuu
Pa3pbIBOB JIBYXLEI0YEY -~
noit IHK

Jedexrol penmapauuu  Jlumdombl, co-
JAHK (cunnpom Huit-  nuaHble ormyxo-
METeH U JIp.) o7

CuHapom Buckorra—
Onnmpuua

T Hapymenue T-kietou-
HOTO KOHTPOJISI
Hapyienue paboThl
HaTypaJIbHBIX KUJUIEPOB
U LUTOTOKcHYeckux T-
JIUMGOIIUTOB

EBV-accouuu-
pPOBaHHBIE JIM-
GboMBbI

X-CLeTUIeHHBIH JTUM-
onponudepaTUBHbII
CHHIIPOM

Hapymenue
MOB aIonTo3a

MEXaHU3-

AJITIC Jlumcbombl

IIpumeuanue. EBV — supyc nwumeiina—bapp.

Teil JeTeil ¢ KIMHUKONW MH(pEKIIMOHHOTO 3a00JieBaHUS
(0COOEHHO, €CM 3TO OBLIM MCKIIOUUTETbHO JIUIA MYXK-
CKOTO 10J1a) ¥ TeM 0oJiee HaIuyue OObHbBIX C TTOATBEPXK-
neHHbIM nuarHo3zoM ITUJIC aBasieTcst BaxKHBIM (haKTOPOM,
CBUIETEIbCTBYIOIINUM B 110163y Hannuus [TUJIC y obcne-
JTyeMOro TalMeHTa.

Kaxk ckazano Boiiie, npu 6oabimHeTBe [TUAC kim-
HUYECKUE TIPOSIBIICHUS MOSIBIISIIOTCS B IETCKOM BO3pacTe.
OnHako 111 MHOTUX Ho3zonorndeckux ¢opm IMTHUJIC xa-
PaKTEpHO «CTEPTOE» TCUEHME, P KOTOPOM IEePBbIE K-
HUYECKUE TMPOSIBJICHUSI BO3HUKAIOT B TMOAPOCTKOBOM
U Jaxe B3pocyioM Bo3pacte. KpoMe Toro, mjis oOleii Ba-
puabeIbHO MMMYHHOI HEZOCTaTOUHOCTH XapaKTepHO
MepBoe TMOSIBJIEHWE CUMITOMOB Tocie 20 JieT KM3HMU.
B cBa3u ¢ atum 3Hanue [TMJIC HeoOXoauMO He TOJBKO
rneauaTpaM, HO U TeparieBTaM, 1 BpayaM APYTUX CIIelalb-
HOCTEW.

ITpu pusukansHOM ocMmoTpe 60abHBIX ¢ [TUIC Hepe-
JIKO BBISIBJISIETCSI OTCTaBaHWE B (hU3MYECKOM Pa3BUTHUM,
00YCITOBJICHHOE YaCThIMU MH(MEKIIMOHHBIMU 3a00/1€BaHU -
SIMM U/WJIM CUHAPOMOM Mayibabcopouuu. s necekToB
TyMOPaJIbHOTO 3B€Ha UMMYHMTETa, 0COOEHHO araMMarJio-
OyJIMHEMHUU, XapaKTepHa TUMOIIa3usl rnepudeprudyecKmux
JTuM@paTUIECKUX y310B U MUHAANUH. C Ipyroi CTOPOHHI,
Hekotopwie [TUJC, HanmpuMmep ayTOMMMYHHBIN JTUM@PO-
npoaudepaTUBHbIA CUHIPOM, a TaKXKe HEKOTOPhIE ayTo-
BOCHAIUTE/IbHbIE 3a00JIeBaHMUsI, COMTPOBOXKIAIOTCS BhIpa-
XeHHOM JuMdornpoaudepauneii.

[Ipu mpoBeaeHUM PATUOJOTMUECKMX MCCACIOBaHUI
IPYIHOM KJIETKH OTCYTCTBUE TEHU TUMYCa CBUACTEIbCTBRY-
eT o nedekre T-muMboIIMTapHOTO 3BEHA.

J1nst okoHYaTenbHO# Bepudukanuu aguarnosa [MAAC
HEoOXOAMMO IIPOBEACHUE HMMYHOJOTMUYECKMX TECTOB
B CIeIMATM3UPOBAHHBIX JabopaTopusx. OmHaKO HEPEAKO
MpocTeiiime 1adopaTOpHbIEe METOIbI TO3BOJISIIOT 3a10103-
puth [TUJIC naxke Ha aMOyJ1aTOPHOM 3Tarie 00CeI0BaHMS.
Hanpumep, croiikast nuMgoneHust (CHUKEHNE KOJIMYeCT-

TEMATOJIOTMM u OHKOJIOT MU

Ba JuMdouutoB MeHee 1,5 x 10°/11), ocobeHHO Y neTeit
MJIAJIIIEro BO3pacTa, KaK IPaBUIO, SIBJIIETCS MPU3HAKOM
IMNAC ¢ nopaxeHueM KJIETOYHOrO 3BeHa UMMYHUTETA.
3HauuTeIbHOE CHUXKEHHUE Y-DPaKLIMK [7100yIMHOB (MEHEe
6 %) nipu IpoBeieHN U 3J1eKTpodope3a o01Iero 6e1Ka CBU-
JIETSJILCTBYET O HapyIIEHMSIX CHHTE3a UMMYHOIIo0ymHa G.

CrenpalibHbIe 1TA0OpaTOPHBIE METObI, HEOOXOAMMBbIC
JUISL TUArHOCTMKM HMMMYHOAEMUILIMTHBIX 3a00JIeBaHUIA,
BKJIIOYAIOT OLICHKY (PYHKIIMOHMPOBAHUSI TYMOPAJbHOIO
M KJIETOYHOI'O 3B€HbEB MMMYHUTETA, CUCTEMbI KOMILIE-
MEHTa, aHaIu3 Npyrux 3(heKTOPHBIX MEXaHU3MOB, B TOM
yuciie (parounTo3 1 0K BOCITAIUTEbHBIX peakuuii [11].
Wx nogpoOHast xapaKTepucTUKa TaKKe BBIXOAUT 3a paMKU
JaHHo# myonukamuu. OOHAKO, MOAL3YSACh CIydaeM, XO-
YeTcs ellle pa3 HAIOMHUTD 2 BaXKHBIX aCIIEKTa OIICHKU UM-
MYHOJIOTMYECKUX TECTOB: BO-IIEPBbIX, KPaliHE BaXKHO OPH-
€HTUPOBATbCS Ha BO3pacTHbie HOPMBI. OCOOEHHO 3TO
aKTyaJbHO JIJIsS MAallMEHTOB MepBOro roja xxusHu [2]. Bo-
BTOPbIX, OTCYTCTBHE U3MEHEHUI B CKDUHUHIOBOM UMMY-
HOrpaMMe IPU HAJIMYMU COOTBETCTBYIOIIEH KJIMHUKKA He
nJaet ocHoBaHuil uckmounuth [TUJC. UMeHHO TToaTOMY
BCE IIHMPE BHEAPSIIOTCS B IMIPAKTUKY METOIbI MOJIEKYJISIPHO-
TeHETUYECKOM AMAarHOCTUKY, TTO3BOJISIONINAE OTHO3HAYHO
MOCTaBUTh AUArHo3. [eHeTnyeckoe odcienoBaHue 0OJIb-
HOTO U YJICHOB €ro CeMbM HEOOXOAMMO KaK ISl OKOHYA-
TEJIbHOTO MTOATBEPKACHUS TUarH03a 1 OIPEIe/ICHHS IIPO-
rHo3a teyeHus1 [TMJIC (B 3aBUCMMOCTH OT BUJa MyTallun),
TaKk U JUIS TIPOBEIEHMSI CEMEMHOT0 KOHCYJIBTUPOBAHUS
M TIpEHATaJIbHOM AUATHOCTUKU.

IToaxomapl K Jie4eHHI0 00JIbHbIX ¢ MEPBUYHBIMIA HMMYHO-
Je(pUIUTHBIMUA COCTOSTHUSIMU

B HacrosIiee BpeMss MMMYHOJIOTH pacrojiaraloT Me-
Tonamu JiedyeHusd ITMJ1C, 1mo3BOJISIIONIMMU MOJIHOCTBIO
M3JIEYUTh JaHHOe 3a0ojeBaHue. K HUM B epByIo ouepeab
OTHOCHUTCS TPaHCIJIAaHTALIMsI TeMOITO3TUYECKUX CTBOJIO-
BbIX Ki1eToK (TT'CK). Ycnemno BeimonnenHas TI'CK Be-
JeT K ITOJTHOI KOPPEeKIIMU UMMYHOJIOTHYECKOTO AeheKTa.
DTOT METOA Tepamuu COIPOBOXKAAETCSI BCE OOJBIINM
MPOIIEHTOM YCIICIIHBIX MCXOIOB, YTO BO MHOIOM 00-
YCJIOBJICHO IMIPUMEHEHUEM COBPEMEHHBIX METO0B MaHU -
MyJISILMU TpaHCIUIaHTaTa (HampuMmep, ajibda/oeTa-nerie-
uus) [12], yaydiieHueM crnoco0oB TPOoGUIAKTUKHA
peakluu «TpaHCIUIaHTaT TPOTUB Xo3suHa» (PTIIX)
1 MH(PEKILIMOHHBIX OCIOXHEeHU. B ¢cBSI3M ¢ 3TMM ToKa-
3aHus K TI'CK cpeau I[TUAC npogokaioT paciupsThCs
(Tabn. 5).

Tem He MeHee TaHHBIM METOJ Tepaliii CONTPOBOXKAA-
ercsd Kak MUHUMYM 20 % neranbHOCThIO [12], 4TO T10-
npexHeMmy orpaHnuuBaeT nokaszaHus K TI'CK Tonabko
TeMU COCTOSIHUSIMM, KOTOpPBIE HE IOJieXaT KOHCepBa-
TUBHOM IMAaTOr€HETUYECKOM Teparu.

[eHHas Tepanus B OyayleM MOXET CTaTh peaJbHOM
anbsrepHaTuBOil TI'CK, mocKoJibKy OHa OblIa ¢ YCIIEXOM
MpoBeAcHa HECKOJbKUM AecsATKaM OOJbHBIX ¢ X-clie-
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I'EMATOJIOTUUU u OHKOJIOT'UUN

Taomuua 5. Popmer [THJIC, npu komopuix wiupoko ucnoavzyemes TICK

JleeKThl KIIETOYHOTO U TYMOPasib-
HOTO 3B€Ha (B TOM 4MCJIe BAPUAHTHI
TKHWH u meHee Tsixkesible KOMOUHU-
poBaHHbIe 1eDEKTbI)

Kom6unuposanusie [TUAC,
aCCOLMMPOBAHHBIE C CUHAPOMAIb-
HBIMU ITPOSIBICHUSIMU (B TOM YK CIIe
nedexrol pemapauuu JHK v ap.)

TTNUAC ¢c *MMYHHO MCperyIisi-
LMei (HacaeaCTBeHHbIe reModa-
rOLIMTapHBIE CUHIPOMBI, 1e(hEeKThI
T-peryiaTOpHbIX KIETOK, ayTOMM-
MYHHBbIE JIUMboTpondepaTuBHbIE
CHHIPOMbI, UMMYHHASI TMCPETYIIsi-
LM C TOPAXEHUEM KUILIEUHMKA,
uHTepdepoHonatuu 1-ro Tumna)

KonnyecTBeHHBIE U KAYECTBEHHBIE
nedekThl HaromnToB (BpOXICHHbBIC
HEUTPOTICHNH, 1eeKThI TIOIBMXKXHO-
cTh (haromnToB, 1eEKThI peCrmrpa-
TOPHOTO B3PhIBA)

TKHUH

Jedexto! I1 kitacca rimaBHOro
KOMIIJIEKCA THUCTOCOBMECTH-
MOCTH

PerukynsipHas nucreHesust
Tunep IgM-cunapom
Cunapom HuiimereH

Cunnpom  Buckorra—Omm-
puJa

Tunep IgE-cunapom
Cunapom MakKplocrka

X-CUeIIeHHbIH JTUMGbOTPO-
JMdepaTUBHBINA CUHIPOM
IPEX-cunmpom

CeMeitHblil remacdarouurap-
HBIi1 TUM(OTUCTHOLINTO3

XpoHuyeckasi
TO3Has 00JIe3Hb
Jedekr anre3uu JIeHKOLUTOB
Cunapom Yennaka—Xuramm
Cunapom Ipucuennu

rpaHyJiema-

JlebeKThbl BpOXKIEHHOTO UMMYHM-
TeTa (MEH/IeIeBCKAasl UyBCTBUTEIIb-
HOCTb K MUKOOAKTEPUSIM, STTUIEP-
MOILIa3usl, YyBCTBUTEIbHOCTD

K BUPYCHBIM WH(DEKIUSIM, YYBCTBU-
TEeJIbHOCTb K MHBa3MBHBIM MUKO3aM

v 1Ip.)

Hedexr STAT1

AyToBocnanuTesbHble 3a00/1eBaHus  MeBanoHOBasi alluaypust
1

mneHHbIM TKUH, cunapomom Buckorra—Onapuya, ae-
¢uuuTom ageHo3nHae3amMuHasbl [13]. IIpoTokonsl reH-
HOH Tepamuy HEKOTOPLIX APYTMX MMMYHOIEMULUTOB
HaxoJsTCs B 9KCIepUMeHTanbHOM (ase. [eHHas Tepanus
nMeeT MHOXecTBO npeumyiiects nepel TTCK (oTcyTcT-
BUE HEOOXOIMMOCTH TTIoMcKa gJoHopa, orcyTcTtBue PTIIX,
MOTEHIIMAJbHO — BO3MOXKXHOCTh KOPPEKIIMA HEMMMYHO-
JIOTUYECKUX MPOSIBJIEHUIA, COMPOBOXIAIOIINX HEKOTOPHIE
IMMNAC). OpHako ajisl IMPOKOro BHEAPEHUSI 3TOI0 METO-
Ja HeoOXOOMMO IIPEOd0JIETh MHOTME OIpaHUYCHMS,
B CBSI3M ¢ 4eM 1Jist 6osbirHCTBa 60abHbIX ¢ [TUC reH-
Hasl Tepamus OCTaeTCs Teparueil OyayIero.

[1py HEBO3MOXHOCTH ITOJIHOCThIO KOPPUTUPOBATH M-
MYHOJIOTMYECKUI AeheKT BCe Yallle ITPUMEHSIIOTCS METOIbI
MapuyaIbHO UIMMYHOKOPPEKIIMY C UCITOJIb30BAHMEM BCe
paCIIMPSIOLNIErOCcs apceHalla FeHHO-MHKEHEPHBIX TTpera-
partoB (TabJ. 6).

OnHako HauboJIee YacTbIM CITIOCOOOM TaKOTO poja ra-
TOT¢HETUYECKOI Tepariuy OCTaeTCs 3aMECTUTEIIbHASI Tepa-
MKs1 TIpenapaTaMy BHYTPMBEHHbBIX/TIOIKOXHBIX UMMYHO-
100yIMHOB. B ¢BsI3UM ¢ TeM, YTO UMMYHOTJIOOYJIVMHBI JIJIs1
IMOAKOXHOTO IPUMEHEHMST Ha CETOMHSIIIHUI IeHb HE 3a-
peructpupoBaHbl B Poccun, 3aeck 6osee moapoOHO XoueT-
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Tadmuua 6. [Ipumepsr namoeenemu4ecKoil UMMYHOKOppUUPYrOUwet
mepanuu Hekomopbix eudos [THJIC

XpoHuueckast
- I; HVTeMATO3HAS N®H-ramma YMeHbleHue  (hopmu-
6]:(’)HC§HI> (MHTapOH, IMYKWH)  POBaHUS TPaHyJIeM
YOI Kanakunyma6
TeJIbHBIC 3200716~ - ymapo, Wuruouposanue WUJI-1
BaHUS P
Wurubuposanue T-
Hedexr CTLA4 AbGarauent JMMDOLUTOB (B TOM UM~
CJie ¥ ayTOPEAKTUBHBIX)
X-CUeTUIeHHBI
R VHUUTOXEHME  3PEJIbIX
. Purykcumad B-numdbonuToB B Tepa-
epaTuBHbBIM
— nuu EBV-undexymn
Hedexr PI3K Todauutnunu6, pyk- MHrubupoanue JAK-
delta COJIUTUHUO KMHa3

Cs1 OCTAHOBUTHCS Ha TperapaTax BHYTPUBEHHBIX UMMYHO-
rnooynuHos (BBUT).

3amMecTuTeNbHas Tepamnus mpernapaTaMu UMMYHOTJI0-
Oy/MHa HampaB/IeHa Ha YaCTUYHOE BOCCTaHOBJIEHUE (DyHK-
LIMM TYMOpPaJIbHOIO 3BeHAa UMMYHUTETA, 8 UMEHHO — M-
myHornobynmHa knacca G (IgG). Dra  Tepanusa
MPOBOAUTCS BCEM OONBHBIM C AedeKTaMu T'yMOPaJlbHOTO
3BeHa UMMYHUTETa MOXU3HEHHO U TallMeHTaM C PSAOM
KOMOWHMPOBAaHHBIX Je(PEKTOB 10 MOMEHTA MPOBEICHUS
TI'CK u nocne Hee, 10 Hauajla COOCTBEHHOTO CUHTE3a M-
MyHor100yaMHOB. ITocne mocranoBku auarHo3a [TUJIC
MPOBOAUTCS KypC «HACKIIIeHUs» B 03¢ 1—1,5 r/KT, pa3ne-
JIeHHOIT Ha 2—3 BBeJEHHUSI C MHTEPBAJIOM B HECKOJIbKO
nHel. B ganbHeiimem 3amectutenbHas Tepanusi BBUT
npoBoauTcs B go3e He meHee 0,4 r/kr 1 pa3 B 3—4 Hen.
BaxxHo MOMHUTB, OAHAKO, YTO MHAMBUAYAJIbHBII KaTabo-
Jm3M BBefieHHOTO IgG y KOHKPETHOTO 0OJIbHOTO 3aBUCUT
OT MHOTHX (haKTOPOB, B IIEPBYIO OUEPelb OT HATUIUS XPO-
HUYECKMX 0YaroB MHMEKIMNHU, U, YTO HEMaJIOBaXXHO, OT
KauectBa npenapata BBUI. B cBs13u ¢ aTiM 1032 1 pexkum
BBeneHrss BBUT y KOHKpeTHOTO 00JBbHOTO JOKHBI MO/ -
OMpaThCcs TaKUM 00pa3oM, 4TOObI TpeTpaHCchy3UOHHBIN
ypoBeHb IgG (1. e. KoHueHTpauus IgG B nieHb chaeayolie-
ro BBeJIeHUS TIperaparta) He CHuKajcsl MmeHee S 1/11. Tosib-
KO TaKOM PeXrM 3aMECTUTEJIbHOU Tepalivy I103BOJISIET
3 (GEKTUBHO MPEIOTBpaIlaTh XKU3HEyTrpoxKarolme nHOeK-
uoHHbIe ocnoxHenus [TUJC [14, 15].

OTaenbHOro YOMUHAHUS 3aCTy>KUBAIOT KOMOMHUPO-
BanHble [TU/IC, mpu KoTtopbix KoHUeHTpalus IgG Hepe-
JIKO OBIBaeT B Mpeneiax pepepeHCHBIX 3HaUeHUt. TeM He
MEHee y 3TUX O0JIbHBIX CTpanaeT CeuuUIHOCTh UMMYH-
HOTO OTBETa, B CBSI3W C YeM 3aMECTUTEJbHas Tepamus
BBUTI um npoBoautcs He3aBrucuMo oT ypoBHs IgG. B Ta-
KMX cinydasix mpu noadope 10361 BBUI HeoOxoaumo yuu-
TBIBaTh YAaCTOTY U TSIKECTb MHMEKIIMOHHBIX MPOSIBICHUI



s IETCKOU

HOAro

Y KOHKPETHOTO 00JIbHOrO Ha (hOHE 3aMECTUTEIHHOM Tepa-
MUY U TIpU HeOOXOAUMOCTH ToBbIIIAaTh 103y BBUT unn
YacCTOTY €ro BBEJACHUSI.

B Hacrosiiiee BpeMsi Ha pOCCUIICKOM PhIHKE ITPUCYT-
CTBYIOT 0K0J10 20 pa3innuHbIX penapatoB BBUT, mostomy
HEeOoOX0MMO ITOHMMaTh, KaK BEIOOD IIperapara BIUSICT Ha
Ka4eCTBO IIPOBOAMMOI Teparuu.

Hecmotpst Ha To, yto BBUT 3apekomMeHaoBaiu cedst Kak
rpenaparbl ¢ BBICOKUM ITpoduieM 6e30IacHOCTU, HEb3s1
3a0bIBaTh O TOM, YTO OHM IPOM3BOIATCS U3 ITyjia TUIa3Mbl
COTEH JIOHOPOB 1 TIOTEHIIMAIBLHO OIACHBI B OTHOLIICHUY TIe-
peaayu BUPYCHBIX MHMEKIMii. BoJbIIMHCTBO COBPEMEHHBIX
BBUI rapantupoBaHHO He coAepKaT BUPYCOB UMMYHO/E-
(uryra yenoBeka u rernatuta B. OmHaKO CKpUHMHT JOHOPOB
Ha HOCHUTEJIbCTBO TAKHX BUPYCOB, KaK aJicHOBUPYC, ITapBO-
Bupyc B19, cMepTenbHO OIAcHBIX IS MHOTUX OOJBHBIX
¢ [MUJIC, BkiII0YEH B LIMKJI TTPOU3BOJCTBA JAJeKO HE BCeX
npenapatroB  BBUI. [lnga wucnonab3oBaHus y OOJBHBIX
¢ [IMAC npenmoyTeHre CTOUT OTAaBaTh TOJIBKO Ipernapa-
TaM, MMPOM3BEICHHBIM ITOCJIE TTIOA0OHOTO CKPMHUHTA.

ITpu BeI6Ope BBUT 17151 KOHKpEeTHOr0 OOJILHOTO He-
00XOIMMO COIOCTABJISATh OCOOCHHOCTU KIMHUYECKOIO
COCTOSIHMSI TTAllEHTA 1 COCTaB TOrO WJIM MHOIO IIperapaTa.

Hanpumep, KOHIIEHTpallYsl XJIOpUIa HaTPpUs BApbUPY-
€T B IIperaparax OT CJIeIOBbIX KOJIMYeCTB 10 2 %. Beicokast
KOHLIEHTpaLMs XJIOpKIa HAaTPpUsI M BBICOKAs OCMOJISLIb-
HOCTb SIBJISIIOTCS (haKTOPOM PUCKa pa3BUTHUSI TPOMOOIMOO-
JIMM, a TAKKE TOJKHBI YYUTBIBATHCS Y HAIIUEHTOB C TI0YEY -
HO# HeJIOCTaTOYHOCTHIO [16].

Y naiueHToB, HAXOASIIMXCS B IPYIIIE PUCKA PAa3BUTHSI
IMOYEYHOI HEIOCTaTOYHOCTU (C HapylleHueM (bYHKIIMU
IOYEK, CaXapHbIM I1a0ETOM, ITOXUJIOrO Bo3pacTa (crapiie
65 11eT), ¢ TUIIOBOJIEMMEIA, CETICUCOM, TTapaIpOTeUHEMUE
WY TIOJIy4alolux HepoTOKCHUECKUe Tperaparhl) cie-
JyeT u3deratb mpuMeHeHus rpernapatoB BBUT ¢ BeicokuM
colepXaHUeM caxapoB (OCOOEHHO caxapo3bl) U/UIu Ha-
TPUSsI, BBICOKOM OCMOJISIIBHOCTBIO, @ TAKXKe CIIeAyeT u30e-
raTh OOJIBIION HATpy3KU oObeMoM [17].

IToMuMo coobpakeHuit 6e30MaCHOCTU TTPU BBEACHUN
oonpnx 103 BBUI npu uMmyHoMoayaupyloleit Tepa-
MU, a TAKXKe MPU MPOBEICHUM €XEMECSIUYHBIX MH(PY3UI
6onbHBIM ¢ [THUJIC B TeueHMe BCeii MX XKM3HU, HEPEAKO Ha
MEPBbIi TUIAaH BBIXOIUT CKOPOCTb BBEACHUS IIperiapara.
CokpaneHue BpemeHu BBeaeHuss BBUT y Takux nauueH-
TOB IIO3BOJISIET YJIYYIIUTh KA4eCTBO MX KM3HM 3a CYET
MEHbIIIET0 CPOKa MPeObIBAHMS B MEIULIMHCKUX YUPEXKIC-
HUSIX, @ TAKKE JaeT BO3MOXKHOCTb CHU3UTh PACXObI 3TUX
YUPEXKACHUI Ha BeIeHUE MOA00HBIX OOJIbHBIX.

Panee 6onbimHceTBO nipenapatoB BBUT nipencrasisim
c060ii 5 % pactBop IgG. CeroaHs 10CTYITHO K MCITOJIb30Ba-
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Tabmana 7. Ckopocmb geéedenus u 8pemeHHble 3ampamol 045 pA3AUMHbIX
npenapamoeé BBUT

1,9 mn/kr/4
5 % v WU
BBUT 5 % S0 peofiin 1,58 iy 64 12 MuH
MUH
5,0 Mu1/Kr/9
Okraram® go%Mﬁ\I:n wm 4,2 mr/kr/ 24 17 MuH
MUH
0,08 mi1/Kr/
10 % MUH
_C®
Tamynekc-C 100 pavsn e 1441 MuH
MUH
0,12 mi1/Kr/MUH
[puBumxeH® }8O%M?;Sﬂ w 12 mr/kr/ 14919 mun

MUWH
1

HMIO Bee Gosbiiee uncio 10 % pactBopoB (TamyHekc-C®,
MpuBumken®, Okraram® 10 % u p.). Ucrionb3oBaHme 3THX
MpenapaToB MO3BOJISIET 3HAYMMO COKPATUTh BpeMsi MH(GY-
3un (Tabs. 7). Kpome Toro, yMeHbllieHIuEe 00beMa BBOIUMO-
ro mpernapara OJIarONpUsATHO TOYKU 3PEHUST YMEHBIIICHUS
00BEMHOI1 COCYIUCTOM HArpy3KH Y MALEHTOB IEPBBIX JICT
JKU3HU, a TAKXKE Y CTALIMOHAPHBIX OOJIbHBIX, ITOIYYarOIIMX
0O0JIBIIION 00BeM MH(Y3UU AJIS JISUEHUS TeX WU UHBIX CO-
crostHuii. HakoruieHHbII onbIT npuMeHeHust 10 % nperna-
patoB BBUT nipu [TNUJIC roBoput 06 ux a(ppekTuBHOCTH
u 6e3omacHoctH [18, 19].

TakuM obOpa3oM, B apceHale UMMYHOJIOTOB UMEETCSI
LIEJIbIA psill TIperapaToB M METOAMK )il IaTOreHEeTUYeC-
Koro JiedeHust 6oabHbIX ¢ [TUJIC, He roBops yXe 0 60/1b-
LIOM Pa3HOO0OpPa3UX POTUBOMUKPOOHBIX ITPEIapaToB I
CUMIITOMATUYECKO MTPOMMIAKTUKY U Tepanuy MH(GEKII -
OHHBIX OCJIOKHEHMUI 3THX COCTOSTHUI. TeM He MeHee ycrex
JICYCHMSI TAKUX MALIMEHTOB IO-TIPEKHEMY B OOJIBILION CTe-
IeHU 3aBUCHUT OT CBOEBPEMEHHOCTH ITOCTAHOBKHM IMaTrHO-
3a [TUJC [20].

B 3akiioueHMe XoUeTcs cka3aTh, YTO B JAHHOM CTaThe
MBI KPAaTKO OCTAaHOBMJIMCH JIMIIIh Ha OTACIBHBIX BOIIPOCAX
nuarHoctuku 1 tepanuu [T C. OgHako aBTOp BhIpaxka-
eT HaJeXIy, YTO TeMaTHKa 3aMHTEPECYeT CIICLIMAINCTOB
Pa3IMYHBIX MEIULIMHCKUX CIIEMATbHOCTE U MIOABUTHET
HX K 0oJiee TToIpOOHOMY U3YYEHUIO ITPO0JIEM MePBUYHBIX
UMMYHONIE(UIIUTOB.
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C OHKoNnoruyeckumu saboneBanusmu
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Y 6oavuuncmea demeit, noayuarousux neverie no nogody 3n0Kavecmeenbix Hoeooopazosanuii (3HO), umeromes HapyuieHus HympumugHo2o
cmamyca (HC), umo c6s3aH0 KaK ¢ Haauuuem onyxonegoeo cyocmpama, mak u nposedenuem cneyuduueckoeo aeuenus. B smoii cesnsu
AKMYAanbHbIM 645€MCsl 60NPOC 0 COCMOAHUU PAKMUHECK020 NUMAHUS MOl epynnbl hayuenmog. B dannoii pabome npogeden ananus
pakmuuecko2o numarus demell ¢ COANUOHbIMU IKCmpakparuanshoimu 3HO u onyxoasmu yeHmpanbHoll HepeHoU Cucmembl, HaX00SUUXCSL
Ha smane npogedenusi UHMEHCUBHOU noauxumuomepanuu. Boviseireno 3nauumenvhoe cHudcenue nocmynienusi 6eaka U dHepeuu
¢ nOmpedseMbIMU PAYUUOHAMU, YMO AGAACMCA PAKMOPOM PUCKA PA3GUMUS MANCEAbIX Hympumuehsix napyuerut. JJunamuxa HC 6 xode
uccae008anus NOKA3AAQ, YMO KOPPEKUUs PAUUOHA ¢ NOMOULbIO HAMYPAAbHbIX NPOOYKMOE Y demell ¢ OHKOA0LUMECKUMU 3A001e6aHUSMU
saeasiemes manrodgpexmuenoi. Tlonyuentvie pe3yavmanmvl CGUOCMEALCMBYIOM 0 UeAecO00PaA3HOCMU HAZHAUECHUSL NPEGEHMUBHOU HYMPUMUGHOU
noddepicku y 0aHHOU Kame2opuu NauUeHmos

Karoueguvie caoea: d)aicmuwecxoe numaxue, 8emu, 3/10Ka4yecmeeHHble HO@OO@paSOBaHLUl, Hym])uleeHbllZ cmamyc
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The results of the study of actual nutrition of children with cancer at the stage of intensive chemotherapy

Ye.S. Vasilieva, D.Yu. Kachanov, T.V. Shamanskaya, R.A. Moiseenko, A.Yu. Usychkina, G.M. Muftakhova, M.V. Teleshova,
D.V. Shevtsov, S.R. Varfolomeeva, D.V. Litvinov

Federal Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitriy Rogachev, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia

Nutrition status (NS) disturbance registered at majority of patients receiving treatment on malignancies due to both malignant substrate and
specific treatment. Due to this situation a question on actual nutrition of this patients group remains actual. This work presents analysis of
actual nutrition status of children with solid non-CNS and CNS tumors on the stage of intensive chemotherapy. Significant decreasing of protein
and energy income with consumed ration was revealed. This situation can be a risk-factor of severe nutrition status disturbance. NC dynamics
during our study showed that correction with the help of natural products is less-effective at children with malignancies. Received results showed
the reasonability of preventive nutritive support for these patients.

Key words: actual nutrition, children, malignant neoplasms, nutritional status

JleyeHue marMeHTOB €O 3/10Ka4eCTBEHHBIMU HOBOOOpa-
3oBaHusIMU (3HO) TpeOyeT KOMITJIEKCHOTO TTOAX0Aa, Mpe/I-
YCMaTPUBAIOIIIETO COYETAaHME Pa3IMYHBIX METOIOB Jieue-
HUs — xupypruyeckoro, nomuxumuotrepanuu (I1XT),
JIy4eBOM Teparuu. Y OOJBIIMHCTBA OOJBbHbBIX, TTOTYyYaloIIX
[1XT, orMeuaroTcs rIyOOKHe paccTpoiicTBa MeTaboIM3Ma,
COIIPOBOXIAIOIIMUECS aHOPEKCUEH, IIPOrpecCUpyroleit
MOTEpE MacChl Tejla, pa3BUTUEM ITOJIMOPTAaHHOM HETOCTa-
TOYHOCTU. DTO OOYCIOBICHO KaK HAJIMYMEM OCHOBHOIO
3a00JIeBaHUs, TaK U BIMSIHAEM CIeM(PUIECKOI TPOTUBO-

oryxoJieBoit Tepanuu. Karaboamyeckass HampaBIeHHOCTb
0OMEeHa BEILECTB Y JaHHOI KaTeropuu MaldeHTOB YCUJIU -
BaeT HapacTaOIIMK AePUIUT SHEPIHMH, BUCLEPATHHOIO
M COMATUYECKOTO ITyJia OEJIKOB, TTPUBO/S K OLICTPOMY MCTO-
LIEHUIO TUIACTMYECKMX U SHEPTeTUYECKUX PECYPCOB Opra-
HU3Ma ¥ pa3BUTUIO HYTPUTUBHOI HegocTaTouHocTH [1—3].

Oco0eHHO akTyajibHa MpobjieMa HYyTPUTUBHOM HEI0-
CTATOYHOCTU B IEAUATPUUYECKON IPaKTHUKE, MOCKOJBKY
MPOLIECCHl POCTAa M Pa3BUTUSI peOEHKAa TECHO CBs3aHbI
C COCTOSIHMEM €T0 MUTaHUs. AJICKBaTHOE HYTPUTUBHOE
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obecrieyeHue SIBISIETCsI HEOOXOAUMBIM YCJIOBUEM TSI (hop-
MMPOBAaHUSI U CO3PEBAHMS BCEX OPraHOB M CUCTEM Opra-
HM3Ma, COBEPILICHCTBOBAHUSI X (DYHKIIWIA, CTAHOBJICHMS
BBICIIEH HEPBHOM AeaTeNbHOCTH [4—7].

Bompoc 0 BaxXXHOCTM M 3HAYMMOCTU HYTPUTUBHOTO
craryca (HC) y nereit ¢ OHKOIOTUUECKMMU 3a00JIeBaHUSI-
MM paccMaTpUBAaJICS B JIMTepaType TOCTATOYHO JaBHO.

B onHoit 13 paHHUX padOT, MOCBSILIEHHBIX HYTPUTHB-
HoI HemocTtaTouHocTU y AeTeii co 3HO, Obln BeIpaboTa-
Hbl KPUTEPUU CTpaTUdUKAIMKU OOJBHBIX II0 TIpyriiam
B 3aBUCUMOCTHU OT CTETNIEHU HYTPUTUBHOTO pucka [8]. Yuu-
TBIBAJIMCh POCTO-BECOBBIE IIOKA3aTE/IM, IIOTEPSI MACCHI Te-
na (B %) 3a mocieqHU Mecsll, IoKa3areib albOyMUHA
B CBIBOPOTKE KPOBH, a TAaKXKe BO3pacT peOeHKa, IepeHe-
CEHHbIE OIlepalliy Ha opraHax OpIOIIHOM MOJIOCTH, ITPO-
BelleHNe JIyudeBoli Teparnuu u Beicokogo3Hoi I[TXT B cxeme
JnedyeHus1. TakuM obpa3oM, aBTOpaMU ObLJIO TIPEAI0XKEHO
000CHOBaHUE Il PUCK-aAaNTUPOBAHHOIO TEKYIIIETO MO-
HutopuHra HC y nereit, mosyJarommx Je4yeHHe o MOBOLY
OHKOJIOTMYECKUX 3a00JIeBaHUIA.

B psige uccnenoBaHuii mokazaHo OOMbIIOE 3HAYCHUE
HyTpuTuBHOM TTogaepxxku (HIT) mis momaepkaHust HOp-
manbHoro HC y nereit co 3HO B xoe npoBeneHust MIpoTU-
BOOITYXOJIEBOM Tepanuu. Tak, B paHIOMU3MPOBAHHOM
uccaenoanuu J. Bakish et al. 6b111 06cnenoBasb! 112 neteit
C OIMyXOJSIMU LIeHTpanbHOU HepBHOU cuctembl (LIHC).
C nennto koppekuun HC ucnonb3oBanach jeueOHast gue-
Ta, a Takxke napeHtepanbHoe (I111) u suTepanbHoe (DIT)
nutanue. Hanbosee BbICOKME pe3y/IbTaThl B BUIC YBEIM-
yeHust Macchl TeJia Ha 10 % u 6oJiee 3a 3 Mec oTMedaIuch
B TPYIIIIE JAETEH, MOIyYaBIIUX JOTIOJTHUTEIBHO K JIeYeOHO-
My pauuony OIT [9].

HyTtputrBHasi HEIOCTATOUHOCTh Y OHKOJOTUYECKUX
OOJIbHBIX MOBBIIIAET PUCK Pa3BUTUS MHQEKIIMOHHBIX
OCJIOXKHEHMI1, YBEJIMYMBACT UIUTECIbHOCTh IPEeObIBAHMS
B CTallOHApE, CHIDKAET BOCIIPUMMYMBOCTD OITYXOJIEBBIX
KJIETOK K JIYYE€BBIM U XMMUOTEPAIIEeBTUYECKIUM BO3ICHCT-
BUSIM, HETAaTUBHO BIIMSISI Ha TIPOTHO3 3a00seBaHus [10—12].

B 2T10i1 CBSI3M aKTyaJIbHBIM IIPEICTABIISICTCS U3YYeHUE
BOIIPOCA O COCTOSIHUM (haKTUUYECKOTO MUTAHUSI, OCOOEH-
HOCTSIX IHILIEBOrO MOBEICHUS MALMEHTOB OHKOJOTHYE-
ckoro npoduis Ha (poHe nmpoBeaeHus [TXT.

Iena» ucciaenoBannsas — OlLIEHKA COCTOSIHUS (haKTUye-
CKOTO IMTUTAHMS JETEH ¢ COMMIHBIMM IKCTPaKpaHUAIbHbI-
mu 3HO u onyxonamu ILIHC, monyuyarommx JieueHue
B YCJIOBUSIX OTIEJCHUST KIIMHUYeCcKoi oHKooruu MI'bY
«®HKII AI'OU um. Imutpust PorayeBa» Munsznpasa Poc-
cuu (3aBenyoomuit otaeaeHueM — K.M.H. J1.}0. KauaHos).

Marepuajbl 1 METOIbI

B uccnenoBanue BKJIOYEHB! 15 malMeHTOB, U3 HUX
MaJIbYMKOB — 6, IeBOYEK — 9.

Menuana Bo3pacrta coctaBmia 36 mec (min — 20 Mec,
max — 144 mec).
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XapakTepucTHKa IalueHToB (BO3pacT, AMarHo3, cTa-
Ivst 3a00JIeBaHusI, IIPOTOKOJI JIEYSHUsI, ITAIl Tepallii Ha
MOMEHT MCCIIeI0OBaHMSI ) TpeacTaBieHa B TaoI. 1.

Kaxk BugHo 13 Ta6:1. 1, 00JBIIMHCTBO NalIMEHTOB — 13
(87 %) — wumenu cojuaHbie 3KcTpakpaHuaibHbie 3HO
(v 8 (53 %) 6onbHBIX OTMEYaJIaCh PacIpocTpaHeHHas hop-
Ma 3abojieBanust), 2 (13 %) nmoirydyaiu JiedeHUe 110 ITOBOLY
00beMHBIX o0pa3oBanmii [IHC. Bce metn Ha MOMEHT McC-
cJiemoBaHMS HAXOIWIMCh Ha 3Tare IPOBeaeHUSI MHTEHCUB-
Hoii [TXT.

AHanu3 GakTUUECKOTO MUTAHUS BBITTOJIHSJICS Ha Do-
He nipoBeneHus [1XT exenHeBHO B TeueHue 14 nHeiA.

OLIEHMBAJIUCH CJIEAYIOIIME ITOKA3aTEe/IN:

- KOJIMYeCTBO nuTaHus (B %) OT mpeajiaraeMoro Jie-
yeOHOro palMoHa (MMTaHue U3 TTUIIEOI0KA), a TAKKe M-
TaHW4, IPUTOTOBJIEHHOTO POIUTENSIMUA CAMOCTOSITEIBHO
— BeC WIM 00beM OJrofa (B T MJIM MJT);

- Hajuyue u 0obeM conpoBoauTeabHoit HIT;

- obecrieyeHure TMTOTPEOHOCTHU B 9HEPTUM U OEJIKE 3a
CYET JIeYeOHOTO MUTAHUS U TPOAYKTOB U OJII0[T, CAMOCTO-
SITEJIBHO IIPUTOTOBJICHHBIX POAUTEIISIMU;

- nuHamuka HC B Havasie ¥ KOHIIe UCClIeI0BaHUSI.

JIJI1st OLIEHKM COCTOSIHUS (haKTUYECKOTro TTUTaHUs MC-
MOJIb30Bajlach aHKeTa, pa3paboTaHHasi COTPYIHUKAMU
KJIMHUKU ¥ TIPOCIIEKTUBHO 3arojIHsIeMasi POAUTE/ISIMU T1a-
LIMEHTOB.

B ankeTe pomuTenu yKasblBalli OTHOCUTEIbHOE KO-
Jn4ecTBo (%) mpenjiaraeMoii opLUuy Je4eOHOro paruo-
Ha, KOTOpoe chell pedbeHOK (3aBTpak, 2-i1 3aBTpak, obe,
MONIHUK, VXKUH, 2-i1 ykuH). B otnenbHo# rpade peru-
CTPUPOBAJICI KOJTMYECTBEHHBIN U KAU€CTBEHHBIN COCTaB
01101, KOTOPBIE peOCHOK TOJyda JOMOJHUTEIBHO K Jie-
yebHOMY paloHy. Takke (DMKCUpOBaIoCh HATUYNE, BUJL
npoBoauMoit HIT (cunuHr, nurtaHue yepes Ha3oracTpasib-
HBII 30H]1, TUTaHKE Yepe3 racTpocToMy, yactuaHoe I1IT)
U ee 00BbeM.

Ha ocHoBaHuu Moy4eHHBIX JAHHBIX TPOU3BOAMIICS
pacuer cojepxkaHus Oejika U SHEPreTUYeCKon IEHHOCTH
pauroHa. OH NPOBOAMIICS C UCIOJIb30BaHMEM KapTOUEK-
packianok 0o jedyedHoro paimoHa. OlieHKa obecrie-
YEHHOCTH O€JIKOM M SHEPIUeli 3a CYeT MPOIYKTOB 1 OJIIO],
IIPUTOTOBJICHHBIX POAUTEISIMU CAMOCTOSITEIbHO, BBITIOJI-
HSJIach C MCIIOJIb30BAHUEM 3JICKTPOHHOM 6a3bl JaHHBIX
XMMMYECKOT0 cocTaBa MpoaykToB 1 omox [13]. OueHuBa-
JIOCh TaKKe oOecIieueHue Mo 0eIKy M SHEPTUH 3a CUET Jie-
4eOHOro pallOHa 110 OTHOLIEHMIO K WHIWBUIYaIbHOM
HopMe notpedHocTH (B %). UHmuBuUayaabHass HopMa I10-
TpeOHOCTU pacCUYMTHIBANIACh C MCMOIb30BaHUEM (DOpMYJT
BceMupHoOi1 opraHuzanuu 3apaBooxXpaHeHus (C y4eToM
roJia, Bo3pacTa 1 Beca peOeHKa).

JlaHHbBIC aHKET YYUTHIBAIUCH TAKKE JIJIs1 BHECCHUST 13-
MEHEHUI B MEHIO JIeYeOHOI0 pallMoHa ¢ y4ETOM IToXe Ia-
HUM MALMEHTOB U UX POIAUTENIECH.

®parMeHT aHKEThI ITAalIMeHTa MPeICTaBIeH Ha puc. 1.
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Hetipobracroma 3a0prOIIMHHOTO
MPOCTPAaHCTBA

) 48 Capkoma FOuHra
MpaBoil JIOKTEBON KOCTU

HeiipobiacToma 3a0pOIIMHHOTO

3 96
MPOCTPAaHCTBA
4 20 Capkoma FOuHTra ipaBoit ATOAMIHON
obaacT
5 25 Heiipob6iiacroma
MPaBOTO HAMMOYEYHUKA
6 132 Heiipo6iactoma jieBoro
Ha/IMOYETHNKA
7 34 Heiipob6iactoma jieBoro
HaIOYeTHNKA
8 132 Capkoma FOuHra jieBoro reMmuropakca
9 36 ATHATTMYHAS TePATOUITHO-PAOIOMTHAS
omyxousib IV Xenynouka
Onyxosb U3 060s104eK rnepude-
10 48 PUUYECKUX HEPBOB 3a0PIOIIIMHHOTO
TPOCTPAHCTBA
11 36 Hedpobnacroma mpaBoit mouku,
peLuanB
12 24 Heiipobsactoma
3a0PIOLIMHHOTO IPOCTPAHCTBA
Capkoma FOwunra L5 ¢ pacripoctpa-
13 36 HEHUEM B IO3BOHOYHBII KaHaI Ha
ypoBHe [.4-S2
14 7 MenkokieTouHas ocreocapkoma IX
pebpa cieBa
Menyiobiactoma JieBoit remucde-
15 34 PBI MO33KeUKa, 1eCMOTUIACTUYECKUIA

BapuaHT

4-9 NB-2004 B nporuiecce nnteHcuBHou [TXT
11 EE-2008 B niporniecce nnteHcuBHou [TXT
4-g NB-2004 B nporuiecce nunteHcuBHou [TXT
I\% EE-2008 B npouiecce nntencusHoii [XT
4-g NB-2004 B niporiecce unreHcusHoit [TXT
4-g NB-2004 B nipouiecce nnteHcusBHoi [TXT
4-51 NB-2004 B nipouiecce nnteHcuBHoi [TXT
111 EE-2008 B nporuiecce nnteHcuBHou [TXT
M2 ATPO-2006 B npouiecce nuntencusHoii [XT
I\% CWS-2009 B nporuiecce nateHcuBHou [TXT
11 ICE ITpotuBopeunauBHas [TXT
4-g NB-2004 B nporuiecce unteHcuBHou [TXT
11 EE-2008 B nponecce nnreHcusHoii [TXT
1Ib EURAMOS-1 B niporiecce unreHcusHoit [TXT
MO HIT-2008 B nmpomecce nnrencusHoii [TXT

Ouenka HC nmpoBoauiack o cieayoinmM rnokasare-
JISIM: POCT, Macca TeJia, nHIekc Maccel Tesia (MMT), moka-
3aTelb  KOXHO-XHMPOBOM CKJIAJAKKM Hal TPULEIICOM
(KXKCT), okpyxHocth mieua (OIT), oKpy>KHOCTb MBIIIILL
wieya (OMIT).

WUMT, umm nnnekc Kete, paccuntbiBaiics 1o popmysie:

HUMT = Bec (kr)/poct (M?)

Hamepenne KXKCT (MM) mTpoBOAMIOCH C ITOMOIIBIO
3JICKTPOHHOTI'O KajuIiepa.

Hzmepenue OIT npoBoauaoch CAHTUMETPOBOI JICHTOM
Ha ypoOBHE cpefHell TpeTH Iieda JeBoil (Hepaboueil) co-
THYTOM pYKH.

Onpenenenne OMIT Beruucsiock o opmyiie:

OMII (cm) = OIT (cm) — 0,314 x KXKCT (mm)

CraHgapThl aHTPOIIOMETPUYECKUX ITOKa3aTeiei — po-
cra, Beca, UMT, KXKCT, OI1, OMII — onpeaensinuck no
TaOJIMLIAM LIEHTUJIbHBIX BeJIMYUH [14].

PesynbsraTel u 00CyKIeHHE

AHanu3 HakTUYECKOro IMUTaHUS MTallMEHTOB BBISIBUII
3HAYUTEJbHBI JIe(UUUT TOCTYMAIOIIMX HYTPUEHTOB
U BHEPruu ¢ 0JogaMu JiedeOHOro paloHa.

B xone uccnemoBaHus ObIIO YCTAHOBICHO, YTO OOJTBIIMH-
ctBo aeteit — 12 (80 %) — nonmydamu meree 50 % ot KomdecT-
Ba MpeUIaraeMoro JieueOHOro paimoHa (Taon. 2).

PacnpeneneHue nalureHTOB B 3aBUCUMOCTH OT 00ec-
MeyeHus OSJIKOM M SHEPIueii 3a cueT JJeueOHOro paloHa
npeacTaBjieHo B Ta0I. 3.
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AnkeTa «IluTaHHe Balero pe6eHKa»

JlnarHos:

®.1.0.: Jata:
Bospacr: PocT:
OTaeneHue: Bec:

JlonoJIHUTEIbHOE JlonoJIHUTEIbHOE

nMTaHue Jleye6HOe
COGCTBEHHOTO nuTtaHue (M)
NPUTOTOBJIEHUSA:
4TO JaBaJIH,
CKOJIbKO (yKa3aTh

Cneaeno ot nopuuH (B %) BT/MI)

3aBTpak 100% 75% 50% 25% 0%

Tepsoe 61010 . ‘ * '_' +
Bropoe 611010 . a # '_' +

Puc. 1. Auxema «ITumanue éauteeo pebenka» (ppaemenm)

Tadmuna 2. O6sem numanus (6 %) om npedaazaemoeo newebHo20 payuona

75—100

50-75 0 0
25-50 8 54
MeHee 25 2 13
0 2 13
Bceeo 15 100

Ta6mumna 3. Obecneuenue no snepeuu u 6eaKy 3a cuem neuebHo20 payuoHa
(6 % om uHOUBUAYANbHOU HOPMbI NOMPEOHOCMIL)

3 20 4 27

75—100

50-75 9 60 7 47
25-50 1 7 2 13
MeHee 25 0 0 0 0
0 2 13 2 13
Bceeo 15 100 15 100

W3 maHHBIX, TpUBEACHHBIX B Taba. 3, cleayeT, 4To
y Oojblleil YacTM MalUMEHTOB obecrieueHrue OelIKoM
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TEMATOJIOTMU u OHKOJIOT MU

M HEPIUeii 3a cYeT MOTPeOISIEMOro JIeueOHOro paloHa
He TpeBbIIao 75 % OT MHAMBUAYaIbHOI HOPMbI IIOTPEO-
HOCTH.

Y yacTu GOJIBHBIX, KOTOPBIE TToaydanu ot 25 10 75 %
OT 00beMa JieueOHOro paluroHa, obecreyeHue no OenKy
M DHEPruy IPUOIMKAIOCh K WHAMBUAYaJIbHOM HOpMeE
notpedbHocTH (75—100 %). D10 0OBSCHSTOCH BBICOKOM TH-
TaTeJIbHOM U SHEPreTUUYECKOM IIEHHOCThIO IpelaraeMoro
JledeOHOro parroHa (okoso 2600 KKaj/CyT), Tak Kak B CTa-
LIMOHAPE MCIOJIb3YeTCsl CUCTeMa TabIeT-TIMTaHMsI, T TeX-
HMYECKM HEBO3MOXKHO pa3/e/ieHre PallMOHOB 10 BO3PACTaM.

M3ydyeHue qaHHbBIX aHKET (DAKTUYECKOTO IMUTAaHMSI I1a-
LIMEHTOB TMO0Ka3aj0, 4YTO OOJBIIMHCTBO M3 HUX — 12
(80 %) — mOMOJIHUTEIIBHO K JIeYeOHOMY PaLIMOHY ITOJIy4a-
J1 GJ1I0J1a, TPUTOTOBJICHHBIC POAUTEIISIMMU.

CrielyeT OTMETHTb, YTO HECMOTPS Ha TO, YTO MPOIYK-
ThI 1 OJ110/1a 1aBaJIMCh POAUTEISIMUA B TOBOJIBHO IIIMPOKOM
acCcoOpTUMEHTE (C y4eTOM OCOOEHHOCTEI arneThTa U N301-
paTeJIbHOCTU BKyca pebeHKa), IIpyu aHaIu3e (pakTH4ecKoro
MUTAaHUsI ObUT BBISIBJICH CYIIIECTBEHHBIM Ae(UILIMT 0OecIie-
YEeHMSI MAKPOHYTPUEHTAMU 1 SHEPIUeii 3a CYST MUTAHUSI,
MPUTOTOBJICHHOTO POIUTEISIMUA CAMOCTOSITEIBHO (Ta01. 4).

Taomua 4. Obecneuenue no snepeuu u 6eAKy 3a cHem camoCmosmenbHo20
numarusi (¢ % om unoueuUAyanbHoil HOpMbl HOMPEOHOCMIL)

75—100 0

50-75 2 17 2 17
25-50 6 50 8 66
MeHee 25 4 33 2 17
Bceeo 12 100 12 100

C 11e/1bI0 ONITUMM3ALIMKU HYTPUTUBHOIO 00ECIIeYeHUSI
MmalueHTaM I10 Moka3aHusM HasHavaiach HII, kotopas
npoBoauiack 10 (67 %) mauueHTaM U3 rPyIIbL.

BonbumHacTBO 60sbHBIX — 8 (80 %) meTeif, KOTOPBIM
ob11a HaszHaueHa HIT, — monydanu DI1 paznuyHbiMu Me-
TomaMM (CUITMHI, IMTAHUE Yepe3 Ha30racTPaJIbHbIN 30H]T
U racTpocToMy). OJMH U3 AlMEHTOB C TaCTPOCTOMOIA I10-
Jyyan cMmenanHoe nutanue (311 + I1I1) BcieacTsue Toro,
yto He ycBauBai DI B HeoOxomuMoMm oobeme. Pacripene-
JIeHWe 00JIbHBIX B 3aBUCUMOCTH OT Buaa rpoBoaumoi HIT
MoKa3aHo B TabJI. 5.

Ilpy aHanmM3e aHTPOIOMETPUYECKUX IOKa3areseit
B XOJI€ MCCJIeJIOBaHMS ObLIO BBISIBJICHO, YTO Y ACTEM, TIOJTY-
YyaBIIUX AOMONMHUTeNbHYI0 HIT, oTMeuanach mojIoKuTe b-
Has nuHamuka HC unum ke HC 6b11 6€3 ITMHAMUKM, OCTa-
BasiCh IIPM 3TOM B IIpejieIaX HOPMBI.

1 2006 18



Je IETCKOM

HOAro

Tabmuna 5. Pacnpedenenue nayuenmos 6 3agucumocmu om uoa
nposodumoii HIT

BI1 meTogoM

4 40

CHITMHTA
3oHI0BOE 4 40
MUTAHKE
2
TactpocToma (1 maumeHT Ha cMe- 20
LIAHHOM IMTAHUN
— OI1 + ITIT)
Bcezo 10 100

Tak, y maiueHTOB, Mojy4yaBimmnx cMmecu ajist DI meto-
JIOM CUITMHTA WJIM Yepe3 Ha30racTpalbHbIA 30H]1, BbIIBJICHA
nonoxuresbHas auHamuka HC — 3 (75 %) u 2 (50 %) neteit
COOTBETCTBEHHO; Y OCTaJIbHBIX MAIMEHOB 13 3TOM TPYIIIIbI
AHTPOITOMETPUYECKUE ITOKA3ATE/IM CYILIECTBEHHO HE M3Me-
Hsuch. B rpynme neteit, kotopbiM He mpoBoauaack HIT,
OONILHBIX C MOJIOXKUTEIbHOM AuHamukoit HC He ObLIO,
a'y 6obIIMHCTBA fAeteit — 3 (60 %) — aHTpOnOMETpUYECKIE
I0oKa3aTe/Iv B XOJ1¢ HAOII0IEHUsI CHIKAJIKCh.

Jwunamuka HC maiyeHToB B X0Je HAOII0ASHMS ITOKa-
3aHa Ha puc. 2.

BeiBoapl
AHanm3 (GaKTUIEeCKOro MUTaHUsI MAallMEHTOB C OHKO-
JIOTMYECKUIA MTaTOJIOTHEN TToKa3all, YTO OOJIBIIIMHCTBO e~

TEMATOJIOTMM u OHKOJIOT MU

]_ 2016

80 -

70 4

60 -

50 -

HC c noioxuTenbHOM

40 4 JIMHAMHKOM

HC 6e3 aunamuku
30 4

HC c orpuuaTesibHOM#

20 A JUHAMUKON

10 4

CunuHr

30H/10BOE MUTAHHE Bes HIT

Puc. 2. JJunamuxa HC nayuenmos 6 xode nabniodenus

teii B mepuos nposeneHus I[TXT monydator 50 % n meHee
OT IIpeIaraeMoro oobeMa JIedeOHOro parmoHa.

[lonyyeHHBIC TaHHBIE CBUIETEIBCTBYIOT O BBIPAasKEH-
HOM JeduiuTe 0e1Ka U 9HEPTUU B MOTPEOIIEMbIX paLli-
OHAax, YTO SBJISIETCS (DAKTOPOM PUCKA PAa3BUTUS TKEIbIX
HYTPUTHUBHBIX HAPYIICHMUIA.

BosplMHCTBO AeTeli MoJydaroT B TOM WIIM THOM 00beMe
MHUTaHUE, ITPUTOTOBIEHHOE POIUTEISIMU CAMOCTOSITE/IBLHO.

OHaKO KOPPEKIIMs pallMOHa ¢ IIOMOIIbIO HAaTypaJlb-
HBIX IPOIYKTOB SIBJISIETCSI Majl03((EeKTUBHOM Y JaHHOMK
KaTeropyu MalleHTOB, O YeM CBUIETEILCTBYET IMHAMMKA
HC B xone nccnengoBaHus.

DTO MOIHMMAET BOIIPOC O 11eJIeCO00Pa3HOCTH Ha3Ha-
yeHust npeBeHTUBHOM HIT y malreHTOB OHKOJIOTMYECKOTro
poduIs, MOJyYaroIIX IPOTUBOOIYXOJIEBYIO TEPAITHIO.

PesynbraThl McclieI0BaHUST CBUAETEILCTBYIOT O HEO0-
XOAMMOCTH JaIbHEHIINX O0Jiee yIiIyOJIeHHbBIX UCCIIeI0Ba-
HUI1 B 3TOI 0071aCTHU.
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CoBpeMeHHbIe MeHAeHUUU B NeYeHuu pemuxHo6nacmombl (no
Mamepuanam obpa3oBamenbHbiX nexkyuil Ha Konrpecce SIOP-2015,
KeiinmayH, H0AP, 8-11 okma6ps 2015T.)

I''A. Cepux, /JI.B. Tasbinos, H.C. Ipaués, /I.1O. Kauanos, T.B. Illamanckas, C.P. Bapdosiomeena
DPIBY «DHKI] JITOU um. Imumpus Poeauesa» Munzopasa Poccuu; Poccus, 117198, Mockea, yr. Camoper Mawena, 1

Konmaxmmuuwie oannvie: laruna Heanoena Cepuk serikgi @yandex.ru

B mamepuane npedcmasneno pesrome 2 coo0weHUil, COCMOAGUUXCS 6 PAMKAX HAYYHO-00PA308aMENbHO20 CUMNO3UYMA HO JNEYEHU
pemunodracmomsl Ha Konepecce Mexcoynapoonoeo odwecmea demckoii onkonoeuu 6 Keiinmayne, FOAP. Coobuienus no Hogbim memodam
JuazHOCMuUKU U Ae4eHus: pemuHooAacmombl 0biau coenanst audepamu Hanpaeaenus — npog. F. Doz (Ppanyus) u A. Moll (Hudepaanost).
B dokaadax 6vLau npedcmasnenst Hogble N00X00bL K Mepaniiu: UCHOAb308aHUE MEMO0008 A0KANbHO20 KOHMPOAS C NOMOULbIO MepMomepanuu,
AYHe8020 8030elicmels Ul UHMPAapMePUanbHoOl U UHMPABUMPeanvroll Xumuomepanuu. Boiiu nokazanst 603mMoicHoCmU UCHOAb306aHUS
n00x0008 K AeHeHUr0 045 PA3HbIX 8apUAHMO8 3a004e8aHUs (YHUAAMEPANbHOe U OUAAMEPANIbHOE).

Karouesnie caosa: pemunobnacmoma, demu, OUazHOCMUKA, Ae4eHue, Hogble Memoodbl, MexcdynapooHoe obuecmso 0emcKoil OHK0A0UU,
KOHepecc

Current trends in the treatment of neuroblastoma (Based on educational lectures at the Congress of SIOP—2015,
Cape Town, South Africa, 8—11 October 2015)

G.1I. Serik, D.V. Davydov, N.S. Grachev, D.Yu. Kachanov, T.V. Shamanskaya, S.R. Varfolomeeva

Federal Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitriy Rogachev, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117198, Russia

Article presents the resume of 2 lectures performed in scientific-educational symposium on retinoblastoma treatment during International
society of pediatric oncology congress (SIOP Congress) in Cape-town (South Africa). Lectures on new methods of diagnosing and treatment
of retinoblastoma were given by one of the World leaders — prof. F. Doz (France) and A. Moll (Netherlands). New approaches to the therapy
were presented: local control with thermotherapy, radiotherapy or intraarterial and intravitreal chemotherapy. Approaches to treatment of two

Mpo6nembl NnpakmMuyeckol remMamonoruu-oHKonoruu

variants of disease (unilateral and bilateral) were presented.

Key words: retinoblastoma, children, diagnosis, treatment, new methods, International Society of Pediatric Oncology, congress

Hay4yHo-00pa3oBaTeIbHbIi CUMITO3UYM T10 JICYECHUIO
peruHobnactombl (PB) coctosincs B pamkax KoHrpecca
MexayHapogHOro oOllecTBa  JIETCKOW  OHKOJIOTUU
(International Society of Pediatric Oncology, SIOP) B Keii-
nrayHe (FOAP) 9 okts6ps 2015 . OgHUM U3 TUASPOB CUM-
Mo3uyMa CTaJl PyKOBOJAUTENb HaydyHoro komurera SIOP
npod. F. Doz (®panumst). JokiragyuKaMy U COIpeaceaa-
TEJSIMA CUMITO3MyMa BBICTYIWIM JIMACPHl TaHHOTO Ha-
MpaBJeHMs U3 pa3HbIX yacTeil cBeTa — EBponbl, AMepuKu,
Adpuku. IlpeacenarenssMu cuMIio3uyma ObLIM JTUACPHI
nerckoit onkonoruu FOAP — C. Stannard u J. Wetter. Ak-
LICHT MEPOIPUSITHSI ObLI CMEIIEH B CTOPOHY HOBBIX METO-
JIOB TUAarHOCTUKM U JICYCHUSI.

KitroueBbIM JOKJIAIOM CUMIIO3MYyMa CTajIO MPeICTaB-
JIEHME OITbITa LIEHTpa IeTCKOI oHKooruu u3 HunepiaaH-
noB (. AMctepnam), caenanHoe A. Moll. Ilpexnae Bcero,
JIOKJIAIUMK paccKkaszajia 00 OCOOCHHOCTSIX OpraHM3allluu
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cayx0nl oMol netsim ¢ Pb B Hugepnannax. B ctpane
CYIIECTBYET €IMHBIN LIeHTp JeueHus1 Pb y neteit, aTo cBs-
3aHO C TeM, YTO 3a roj pukcupyetcs a0 12 ciayyae 3a00-
JneBaHus. C Apyroit CTOPOHBI, 3TO TPEOYET yYacTusI Hall-
OHAJIbHOM TPYMIIbI B €BPOIIEMCKUX U MEXIYHAPOIHBIX
HCCIeNOBaHMSIX, TO3TOMY MPENCTaBICHHBIN OIBIT OCHOBaH
Ha paboTe MyJbTULEHTpOBOI Tpynmbl. B Humepnanmax
HCITOJIb3YeTCS COBMECTHBIN ITPOTOKOJI, B KOTOPBIA BXOAST
KIMHUKY 13 Decena, Hplo-Mopka, TopoHTo 1 @unanesb-
¢uu. JIns ctpaH ¢ 00JbIIMM HaceJleHueM ToKTop A. Moll
PEKOMEHI0BaJIa OpTaHM30BaTh JICUEHUE Cpa3y B HECKOJIb-
KHX LIEHTpax B paMKaX €IMHOI0 HayYHO-MCCIeI0BaTe/b-
CKOTI'O TIPOTOKOJIA.

B Llentpe neuenuem PB y nereit 3aHnmaeTcst MyabTH -
OUCHUTIUIMHApHAs KOMaHAa, KOTopas IMpUISPKUBACTCS
CJEAYIOIINX OCHOBHBIX MPUHIIUIIOB: IIMUPOKOE MCITOIb30-
BaHue ToMorpaduu B IMarHOCTUKE 3a00eBaHus, 00si3a-
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TEJbHOE UCCIeAOBaAaHNE TeHETUIECKUX MAapKEePOB, U3yue-
HUE 3MUACMUOJIOTUM, JUIMTEIbHBIN CPOK HAOMIOACHUS 3a
MaleHTaMU U MOAKII0UYEeHNE TICUXOJIOTOB.

CeroHst OCHOBHBIMU MICOJOTMIECKUMMU ITOCTYIaTaMu
B jieueHuu Pb saBnsiores:

¢ BbIOOp Hanbosee 3 PEKTUBHOTO KOMOMHUPOBAH-
HOTro MeToj1a JIeueHUsI (TOJIbKO CHUCTeMHas XUMUOTeparus
(XT) He MmoxeT uzneuntsb PB);

*  TIpodMIaKTHUKA BO3MOXHBIX TTO3THUX 9(PPeKTOB
(B TOM 4McJie OT MpoBeAeHHOI ydyeBoii Tepanuu (JIT)).

Takum oOpa3oM, HOBBIMU JIEMEHTAMM TE€PAIIMU MOTYT
CITY>KUTh MHTpaapTepuaibHas U UHTpaBuTpeaibHas XT.

Kparkuii cniucok MepornpusitTuii 1t mauueHTa ¢ Pb
B COBPEMEHHOM ITOHMMAaHUM JOJIKEH BBITJISAETD CJICAYIO-
LM 00pa3oM.

1. JluarHoctuka He Mo3/Hee, YeM B TeueHue | Hefl.

2. Havano nedeHus1 He TTO3aHEE, YeM B TeUeHUE 2 He/l.

3. OauH pa3 B roj 1mocje OKoHYaHus JieueHus1 Pb
OCMOTp CWJIaMU MYJbTUAUCLUIIMHAPHON KOMaHIbI: Och-
TaJIbMOJIOT, IETCKUI1 OHKOJIOT, TICUXOJIOT, ITPOTE3KCT.

4. TlpoBeneHue «PeTMHOAHKETUPOBAHUS»: OIPOC-
HUK JUIS1 OTIpeieSIieHUsT KauecTBa XXU3HU TamueHTa ¢ Pb.

CoBpeMeHHBIMU TToaxoaamMu K auarHoctuke Pb sBis-
I0TCS:

*  OCMOTp TIJIa3HOTO IHA C IIMPOKUM 3pauKOM IO
o011Iei aHecTe3uel; M300pakeHUs, TTOJTyYeHHbIE C TTIOMO-
mpio RETCAM;

s yabTpacoHorpadwusi;

*  MarHuTHo-pe3oHaHcHas Tomorpadus (MPT) op-
OUT U TOJIOBHOTO MO3Ta IMoJ, 0011Ieii aHeCcTe3uel;

*  MATOTMCTOJOTMYECKOE MCCIIeIOBaHNE;

+ JIHK-aHanu3: mouck MyTaluii, acCOUMUpPOBaH-
HbIX ¢ PB, B TKaHU OITyX0/u 1 KPOBU.

OoHMM M3 3TAllOB AMArHOCTUKU SIBJISIETCSI U BBIOOD
MPOTOKOJIA, YTO SIBJISIETCS CAMBIM BaXKHBIM aCIIEKTOM.

[Tpu BEIOOpE TIeUeHUSI TPUOPUTETAMU B MOPSIAKE YObI-
BaHUSI 3HAYMMOCTM CJyXaT: XXM3Hb IalleHTa, 3peHue,
COXPaHHOCTH IJ1a3Horo s10jJoka. Takum ob6pa3om, KIlrode-
BOI1 LIEGHHOCTBIO SIBJISIETCS XKM3Hb MallieHTa, OJHAKO BbI-
0op MeTola Tepaluu J0JKEeH YUUThIBATh U o0ecIieueHue
MOCJEAYIOIIEro HAaMIyJIlIero KauecTBa XXU3HU. DTO 3aBU-
CUT OT ClIeAyIoIINX (PaKTOPOB: OIHO-/IBYCTOPOHHETO
MopaxkeHusI, CEMEWHOro aHaMHe3a, MECTOIOJOXEHUS
omnyxoiu(-eit), ee(nx) oobema 1 Bo3pacTta nauueHTa. J1o-
MOJHUTEIbHBIMU KPUTEPUSIMU TIPU BBIOOPE Teparuu siB-
JISIIOTCSA: Mo3aHUEe 3(DdEKTHI Tepanuu, o0CyXKIeHUe Bapu-
aHTa Teparnuu ¢ poauTeIsiMy naureHTa. OCOOeHHO TOKTOP
Moll BeIzenMaa HEOOXOAUMOCTD JUTUTEBHBIX U JOXOMUM -
BBIX Oecell ¢ poauTeasaMu 60i1bHOTO. Takke HEOOXOAUMO
He 3a0bIBaTh O CHOpaauyecKkoil HacneacTBeHHocTH Phb,
Koraa 1o naHHbIM M PT MOXHO BBISIBUTH (DaKTOPBI pUCKa.

OcHOBHBIMHU TToaxoaamMu K Tepanuu Pb Ha ceromgHs-
HUI IEHb SIBJISIOTC:

*  DHyKJealus,;

*  IWOMHBIN Ja3ep U KpUOTeparus;

TEMATOJIOTMM u OHKOJIOT MU

* cucreMHasa XT:
- COKpallleH’e 00beMa OITyXOJIU C ITOMOIIbI0 XUMKO-
mperiapaTa;
* nokanbHasg XT:
- unTpaButpeanbHas XT,
- ceJleKTUBHas uHTpaapTepuaabHas XT,
*  obOmyuenue (JIT):

- MECTHasI: ycTaHOBKa B-armimnkaropa;

- BHEIIIHEe JJy4eBoe 00IyYeHue.

Jlanee ObLT pa3o0paH KaxXKIbIi U3 MPeITOKEHHBIX Me-
TomoB. COrjlacHO MpEeACTaBIEHHOMY IIPOTOKOJTY ITOKa3a-
HUSIMU K 9HYKJICALIUU SIBJISTIOTCSI:

*  1nuddy3HO pacripocTpaHeHHasI OIMyX0Jib, 0bceMe-
HEHUE CTEKJIOBUIHOIO TeJla;

*  BBICOKMI PHCK METacTa3MpPOBaHUSI,

*  DKCTPACKJIePaIbHbIA BBIXOM OIYXOJIH;

*  HENpO3payHOCTh CTCKJIOBUIHOTO TEJIa;

*  HEOBAacCKyJIsIpHasl IJIayKoMa;

*  HEKpPO3 OITyXOJIu.

IIpu sTOM TpebyeTcsl pellieHre BOIPOca O IJIa3HOM
WA OpOUTAIBHOM ITPOTE3UPOBAHUU.

JIpyruM IOAXOAO0M SIBJISIETCS MCIIOIb30BaHME J1a3epo-
Tepanuu ¢ JIMHON BoaHBI 810 HM. JlaHHBINM BUA BMelIa-
TEJIbCTBA SIBJISIETCSI TaK Ha3bIBAEMbIM HEIPSIMBIM BMeEIlIa-
TEJIBCTBOM 1 BO3MOXKEH IPU pa3Mepe OIyXOJIM He OoJiee
2 MM, C JIoOKaJM3aluueit He Ha KpaliHeli iepudepun ceTyaT-
ku. I[Ipu paszmepax OIyxoiau MeHee 2 MM IIpUMEHSETCS
u kpuotepanus. OIHAKO B JaHHOM ClIydae HEOOXOAMMO
YYUTBIBATh MIPSIMOE BO3ICUCTBUE 30HIA Ha CKIIEPY.

CucremHasg XT npumeHsieTcs B caydae HeOOXOIUMOCTH
CcoKpalleHUst 00beMa OrmyxoJii. B 0CHOBHOM MCIIONIB3YIOTCS
2 OCHOBHBIX pexXUMa: BUHKPUCTUH, 3TOIO3MI, KapOoria-
TuH (VEC) mim kapOorjlaTUH B MOHOpEXUMe (OITyXOJIb
HEOOJIBIINX Pa3MepPOB, MaJICHbKUI BO3paCT MallUeHTA).

OJHVM M3 BapMaHTOB ITOAOOHOI Tepanuu SIBASIETCS
TepMoXT, Korjma yKa3aHHbIE BBIIIE CXeMbI TIPUMEHSIIOTCS
COBMECTHO ¢ JiaszepoTrepanueil. XOpolIuxX pe3yJbTaToB
B IIPUMEHEHUU 3TOT0 METO/A YAaJI0Ch TOCTUYb IIPH OHO-
CTOPOHHUX ceMelHbIX (popmax Pb.

ApdexTom cucremHoit XT sBisieTcs: mporpeccupoBa-
HUe 3aboieBaHMsI. TakKe B psifiec IEHTPOB UCITOJIb3YeTCS
JIOKaJIbHOe BBeAeHUe MesidanaHa, uyTo gaet 3¢hheKT npu
onyxoJisix 6osiee 9 MMm. JlaHHBIN MPOTOKOJI MUCIIOIB3YeTCsI
B amcTepaaMckoM 1ieHTpe ¢ 2010 ., a muoHepamMu ero npu-
MeHeHMs obutn Kosutern u3 CIIA, 1o maHHBIM KOTOPBIX
BBeIcHME MeJihalaHa MO3BOJISIET OTKA3aThCsl OT O0TyYeHUS
U BHYKJICAllUH.

WutpaButpeanbHas XT mpoBoauTcss KOMaHIOM JOKTO-
pa Moll ¢ 2014 1. 1 ToKa3bIBaeT MEHbIIIEE YMCIO TTOOOUHBIX
addexToB npu Oosbleit apdekTuBHOCTU. [ToKazaHUIMMN
K HEll SIBJISIIOTCSI: MeTacTa3bl B CTEKJIOBUIHOE TEJIO, PELIM-
nuB. Mcronbp3ytoTcst MedanaH v TOMOoTeKaH O0IINM 00b-
emoM 0,1-0,2 ™. Tepanusi MPOBOAUTCS KaKAble
7—10 gHei1 3 pa3za, 0OIHAKO MOXKET OBITh 10 5 JOTIOJIHUTETb-
HBIX BBEICHUI B 3aBUCUMOCTH OT OObEMa IMOPaXKECHMUSI.
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D(PPeKTUBHOCTL Tepanmuu OLIEHUBAETCSA CIACAYIOIIUMU
TUMAMMU:
* Tun 0: octaToyHast ONyxoJib He BepUDULIUPYETCS;
« TuI I: coxpaHsoTCs Kaablu(pUKaThI;
* tun II: aMmopdHbIe cnenpl;
« tun III: kKanbiupuKkaTel 1 aMOp(HBIE CICIbI.

JlokanbHBIMU TOOOYHBIMU 3(PPEeKTaAMU SIBJISTIOTCS CYO-
KOHBIOHKTUBAJIbHbIC KPOBOM3IUSIHUS, PETUHOIIATHS, PE-
TUHAJIbHbIE KPOBOU3JIUSHUS, IPOInudepaTUBHAs BUTPEO-
peruHonatusi. CUCTEMHBIX TOOOYHBIX 3(PPeKTOB He
OTMEUaeTCSI.

Tepanusi ¢ UCIOJIL30BAHUEM PATMOAKTUBHOTO AIlILIM-
KaTopa MCIIOJNb3YeTCs IIPU OITyXOJISIX pa3MepoM He Oosiee
13 mwm. [l1st Teparum ucnosis3yercst pyreHuii- 106, B-ammmm-
KaTop YCTaHABIMBACTCSI HA HECKOJIBKO YaCOB WJIW JHEH 111
noctkeHus n1o3bl 70 Ip. Mcnonb3oBanue BHemHeit JIT
SIBJISICTCSL PEIKKMM ITOKa3aHUEM U B OCHOBHOM JIJIsI OujiaTe-
panbHO# Pb 1 Bo3MoxHO y AeTeit ctapiie 1 roga. JlaHHbIi
BUJI Teparuuy IPOBOIUTCS B TeueHue 5 Hen (25 dpakuuii mo
2 Ip). YacTbIMU OCIOXXKHEHUSIMU SIBIISIIOTCST 3aMeJIIEHIE PO-
cTa OpOUTBI, BTOPUYHBIEC OITYXOJIU, JIydeBasi PETUHOIATHS,
CUHJIPOM «CYXOTO IIa3a» ¥ Pa3BUTHE KaTapaKThbI.

B 3axioueHne gokiana ObLIO ellle pa3 yaeJleHO BHU-
MaHUe CJISIYIOIIMM BaXXHBIM MOMEHTAM.

1. CoxpaHeHue XU3HU, 3pEHUS U TJIa3HOTO sI0JI0Ka
(kak opraHa) rmaumeHTa.

2. ViaydiieHue KayecTBa XKU3HU.

3. [IpenynpexaeHue v JedeHue Mo3aHUX 3G HEKTOB
Tepanuu.

4. becenpl ¢ pOAUTEIIMU MALIMEHTOB.

B nexiiun A. Moll co3HaTeIbHO He OBbLIO YAEIeHO Bpe-
MEHM BOMpocy ABycTopoHHell Pb, Tak Kak B cieayoiiem
coobieHunu, caeaanHoM npod. F Doz, naHHbIi Bommpoc
ObLT packphIT. B cBoeil Jekiuu mpodeccop onpeneani
BaXKHOCTb M OTHOCUTEJIbHYIO YaCTOTY BCTPEYaeMOCTH OM-
natepanbHoil PB, uTo 00ycioBuiI0 HEOOXOAUMOCTh Tepa-
MU JAHHOTO BU/Ia OITyxoyid. OTBIT PeICTaBIeH Ha OCHO-
Banuu JiedeHus 730 maumeHtoB B HMuHctutyre Kiopu
(Mapmx, Ppanuus). das TOHUMaHUS BO3MOXKHOCTEH
Tepanuy ObLIM MPEACTAaBICHBI 2 CXeMbl — ICHCTBUS MPU
obHapykeHuMn ounatepanbHoii Pb (puc. 1) u mogxomst
K KoHcepBaTuBHOI Tepanuu nipu Pb (puc. 2).

Oco06o npod. F. Doz ormetnn, uto BapuaHtamu 1-ii
JIMHUY KOHCEPBATUBHOI Tepanuu npu ouiarepaabHoii Pb
SIBJISIIOTCSI:

* 2 Kypca «3TOMO3UI-KapOoTaaTHH»;

* 6 KypCOB «BUHKPUCTUH-3TOIIO3UI-KapOOILJIaTHH»
U JIOKaJIbHAsT TepaIIusi;

*  uHTpaapTepuaiabHas X T 1 JOKaabHbII KOHTPOJIb.

[Ipu 5TOM BaxXHBIMU MPEUMYIIIECTBAMU BHYTPUBEH-
Ho#t XT gBISIIOTCS CUCTEMHOCTD Tepaluiu, 4YTO 0COOEHHO
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OcMoTp crenuanucTa
OHKOOdTaBEMOJIOTa

—

BnnaTepaanaﬂ 0nyxoJb
6osee 9 MM

| |

TonbiTKa
npoBe/ieHus
KOHCEPBaTHBHON
Tepanuu

!

B 3aBMCMMOCTH OT:
- OTBETa ONyXO0JIH;
- BOBJIEYEHHs IleHTpa

y

‘ BropuyHas yHUIaTepa/ibHas IHYK/Iealus

e N

BunaTEpaanaﬂ 0nyxoJb
MeHee 2 MM

~N

KoncepsaTusHblit
TOAXO0/L K Tepanuy
6uaTepasbHON
OMyX0JIH

‘ ‘ AcuMMeTpHYHas O1YX0JIb ‘ ‘

~N

KoHcepBaTHBHBIH
MOJXO0/ K Tepan1u
HauMeHee
MOPaKEHHOTO IJ1a3a

JHyKJIeanus HanGoee
TNOpaXK€HHOro rjiasa
(eca BO3MOXHO, Ioc/Ie
nepsuuHoi XT)

JIBycTOpOHHASA
KOHCepBaTHBHAs
Tepanus

M KOHTpaJjlaTepajibHasi KOHCepBAaTHBHAs Tepanus

Puc. 1. Jleiicmeus npu oorapyycenuu buramepanvroit PB

Ha xaxgom mare: l OcMOTp OHKOOQTaNBLMOJIOTA ‘

BapuaHThbI Tepanun

l 3aaHUI 0Tpe30K IMepudepuyeckas onyxoJib ‘

Y y

Pasmep 2-9 mm: XT

KpuoTtepanusa

Pasmep mMeHee 2 MM:
TepMoTepanus ¢
HCI0JIb30BaHUEM JIMO/IHOTO
s1azepa (ecsii BO3MOXHO)

HnTepcTunmanbHas JIT
(anmuukarop)

HoBbie MeTo b1 peruoHapHoi XT:
- MHTpaapTepHajibHOe BBeJleHHe Me/idpasiaHa, TONOTeKaHa,
KapOoNJIaTHHA;
- BHyTPUBEHHAsA U IEPUOKYJIIpHas Tepanus

Pa3mep onyxosiu 60J1ee 9 MM uim Auddy3Hoe nopaxkeHue
CTEKJIOBUJHOTO TeJia

Heo6xoa1mo paccMoTtpeTs JIT

Puc. 2. [looxodv k koncepsamusHoi mepanuu npu Pb

BaXKHO ITPY HAJIMYKME TMCTOJIOTMYEeCKUX (paKTOPOB pUCKa,
MEHBIINI PUCK MOBPEKACHHUSI COCYIOB B Cllyyae MHTpaap-
TepHuabHOTrO BBeAeHUS MesdanaHa. OaHaKO IJIsI KaKI0To
un3 ciaydaeB npod. F. Doz npusBan nckaTb onTUMalIbHbII
MOJIXO]I.

B menom mpencraBieHHbIC JEKLIMU MOKa3adud Bax-
HOCTh CBO€BPEMEHHOTO Hayalla Teparuu, 4YTo MO3BOJISIET
COXpaHUTh PEOCHKY T1a3HOe sI0J10KO0, a UHOIIa U 3peHue.
CerofHsI CTaJIM TOCTYITHBI HOBbIE BHICOKO3(DdEKTUBHbBIC
METO/Ibl CUCTEMHOU 1 JIOKAJIbHOM T€pAIIMU, KOTOPbIE Nal0T
BO3MOXHOCTb HE TOJIbKO ITPEIOTBPaTUTh ITPOrpeccCupoBa-
HUe 3a00JIeBaHMSI, HO U COXPAHUTb KauyeCTBO XXKU3HU Ta-
LIMEHTOB.
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Hyperplastic perilobal nephrogenic rests of the left kidney: the difficulty of differential diagnosis
D.Yu. Kachanov, A.M. Mitrofanova, A.P. Shcherbakov, T.V. Shamanskaya, N.N. Merkulov, G.V. Tereshchenko, S.R. Varfolomeeva

Federal Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitriy Rogachev,
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HedpobnacToma siBisieTcst HanboJiee 4acToit epBuy-
HOM 3JIOKaYE€CTBEHHOM OITyXOJIbIO MIOYEK Y AETEM, Ha JOJIIO
KOTOPOIi TpuxoauTes 10 85 % ciydyaeB Bcex HOBOOOPa30-
BaHMii Toyek. Oyaru sMOpHUOHaTBLHOI MeTaHe(POTreHHOM
6J1aCTOMBI, COXpaHSIOIIMECS B IOYKE MMocie 36-il Heneau
rectaiyy, 0003Ha4alTCsl TEPMUHOM <«IIEPCUCTUPOBAHUE
HedporeHHoOM OGi1acTeMbl» UIN «HE(PPOreHHBIE OCTATKU»
(B aHIJIOSI3BIYHOM TUTEpaType — “nephrogenic rests™) [1].
JlaHHBIN KJIETOYHBII CyOCTpaT paccMaTpuBaeTCs Kak
MPEIOIyX0JIeBOE COCTOSIHUE, aCCOLIMMPOBAHHOE C TTOBbI-
IIEHHBIM PUCKOM pa3BUTUSI HeppoObiacToMmbl. B ciyuae
HaJIMYMST MHOXKECTBEHHBIX WM AU PY3HBIX HEPPOTeHHBIX
OCTaTKOB TaHHOE COCTOSIHME HOCUT Ha3BaHME «Hedpobiia-
cToMarTo3». B 3aBUCHMOCTH OT JIOKaIu3alluy B Mpeesiax
MMOYKU BBIACJISIOT ITeprIo0apHbie, MHTPaIOOapHbIE U CMe-
1IaHHbIe HeporeHHbIe ocTaTku [1]. AnddepeHiimanbHas
JMarHOCTHKa MPOBOLUTCS C LIEJIBIM PSAOM 3a00J1€BaHUM,
HaInpuMep TaKuX Kak HeppobiacToMa, MopaxkeHUe movek
Mpu Jeiiko3ax u JuMdomax, moJaukucTos3. CiaeayeT oTMe-
TUTh, 4YTO AU depeHaabHas TMarHocTuKa He(poreH-
HBIX OCTaTKOB M HedpoOIaCTOMBI MOXKET MpPEACTaBsITh
3HAYUTEIbHbIC TPYAHOCTU, YTO B psifie CIydyaeB 0OYCIOB-
JIGHO CXOJHBIMM XapaKTepUCTUKAMU MPU ITPOBEACHUM BU-
3yaJu3allMOHHBIX METO/IOB UCCIeq0BaHus [2—4].

Ilenblo HACTOSALIErO COOOIIEHUs SIBJIICTCS OIKMCAHUE
cliydasi Iepujio0apHbIX OCTAaTKOB HE(POTEHHOM CTPOMBI
TUTIEPIJIACTUYECKOTO TUTIA, TPAKTOBAaHHBIX KaK He(pobJia-
cToMma.

Y pebenka 2 nem no dannvim yavmpazeykoeoeo ucciedo-
8aHUS BblsIBAEHO 00BeMHOe 00pa3oeaHnue aeeoii nouxu. llpu
nposederuu KomnstomepHoii momoepaguu (KT) nodmeep-
JHcOeHO Haauuue 00seMH020 00pa308anus Ae6oii nouxu (puc. 1).

Credyem ommemumsp, Ymo npu NEPBU1HOU OUASHOCMUKE ONY-
X041b NOYKU uMena boavuioli o0sem (pazmepvl 52 x 33 x 34
MM), HemKue KOHMYpbl, 8bIMAHYMYI) (POPMY, 8bIX00UAQ 3d
HOPMAAbHble AHAMOMUYECKUE ePAHUYbL NOYKU, OMMeYanacy
deghopmanyus nuxcHell epynnol yaweyex. Ilocae nposedenus
KOHmpacmuposanus o0pawanra Ha cebsi HUMAHUE HEOOHO-
POOHOCb HAKONACHUS KOHMPACMHO20 NPENapama ¢ npeumy-
UjecmeeHHbIM KOHMPACMUPOBAHUEM COAUIHO20 KOMNOHEHMA
U HaAUYUeM MHOLOYUCACHHBIX KUCMO3HbIX 6KArueHuil. Heoo-
X00umMo noduepKHyms, umo o5 Hegppobaacmomamo3sa bonee
XapakmepHol Manvle pasmepusl obpazoeanus (wawe < 20 mm)
U 8blCOKAS CMeneHb QUG GepenyuposKU, CyuecmeeHHo omau-
yaruwuecs no ceoeli cmpykmype om HOPMAAbHOU NOYe*HOL
napeHxuMbl, NPOAGAAIUWENICS 8 KOMUAKMHOM PACHOAONCEHUU

Puc. 1. KT opearos bprowHoli norocmu u 3a0pHOUWUHHO20 NPOCMPAHCMEA
¢ KOHmMpacmupoganuem: a — nepguuHoe 00caedosanue: 006eMHoe MALKOm-
KaHHoe 00pazoeanue HUdICHe20 NOAICA Ne601 NOYKU, C YeMKUMU KOHMYPAaMi,
00HOPOOHOI CMPYKMYPbL, HEOOHOPOOHO AKMUBHO HAKANAUBAIOUee KOH-
mpacmuelil  npenapam, NAPEHXUMAMO3HAs Gaza KOHMPACMUPOBAHUsl;
0 — obcaedoganue nocae npedonepaytoHHOL XUMUomepanuu: ymeHouenue
pasmepos 06semHo20 00pazosanus aeeoil nouku Ha 27 %, yemko ouggeper-
UUpYemcst HeeOMO2eHHAs CMPYKMYpa 00pa306anusl ¢ 2UNOOCHCUBHBIM UEHIMPOM
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eunep- u eUNOOCHCUBHBIX YUACMKO08, Haule 08aAbHAS (Popma
04a2068 U OMCYMcmaue 8bix00a 3a epaHuybl KOHMYpa NOUKU.
[lpu 6HympugeHHOM KOHMPACMUPOBAHUU XADAKMEPHBIM 56~
ASIeMCs OMCYymemeue HaKonAeHus: KOHmpacmHoeo npenapa-
ma uau 00CMamo4Ho pasHOMepHOe HAKONAeHUe NOCcAeOHeeo.
Tomoeennocms 00pazosanus npu nPosedeHUU 8U3YAAU3AYU-
OHHBIX UCCAe008AHULL ABASIEMCA BANCHEUWUM Kpumepuem,
noseoasouum ouggepenyuposames HegpoceHHvle OCMAMKU
om Hegpobracmombi [2].

[punumas 6o 6HUMAaHUE UHULUANbHBIE XADAKMEPUCMUKU
obpazosanus no dannvim KT, nayuenmy na ocHosanuu Kau-
HUKO-DEHM2eHON0UHECKUX OQHHbIX YCMAH08AEH OUAeHO3
«Hegpobaacmoma cregar». JlaHHbIX 3a HAAUYUE OONOAHUMENb-
HbIX 00pA306aHUIL, KAK 6 1€60ll, MAaK U KOHMpaiamepaibHoil
nouke He noayueHo. B pamkax pexomendayuii npomoxona
SIOP-2001 npogedena npedonepauuioHHas mepanus no cxeme
AV (akmunomuyun /1, unkpucmun). Ha goone nposodumoeco
Jle4eHUsl OMMeHeHO COKPAalleHle pazmepos 00pas08anus 1€6oil
nouxu Ha 27 %. Caedyrouum smanom binoAHeHO Xupypeuve-
CKOe eMeuamenvcmeo 6 00semMe Aanapomomui, mymopHed-
DYPemepIKmoMUl cresd.

Tucmonoeuueckas kapmuHna coomeemcmensana nepuno-
OaPHbIM HePOLEHHBIM OCIAMKAM UNePRAAMUYecK020 MUna
(puc. 2). Tucmonoeuuecku obpazoearue cghopmuposano om-
HOCUMENbHO 3DenbiMu mYyOYAAPHLIMU U 2A0MEePYASPHbIMU
CIMPYKMYpPamu u3 cpedneeo pasmepa eunepxpomMHbix 1emMeH-
mog. Mumomuueckas akmugrnocms omcymemeosand. Ana-
nAasus U 0axce MUHUMAAbHAS KAEMOYHAS AMUNUSL He onpe-
deasauco. Cmpoma  omcymcmeosara,  OAACmemMHblil
Komnonenm He gvisensaca. Tlo nepugpepuu o6pazoeanus npo-
CAeNHCUBANACH NCEBOOKANCYAA.

3peaocms cmpykmyp 06pazo8anus, Omcymemeue Mumo-
MU4ecKoll aKMUBHOCMU, HeCMOMPS. HA HAAUYUE NCe800KaN-
CyAbl, AGUAUCH OCHOBHBIMU KpUMEpUAMU 045 NOCHAHOBKU
O0UaeHO3a «<OCMAMKU HeghPOLeHHOU CIMPOMbL Unepnaacmuye-
cKo0eo muna». Takice Haauyue eunepnAGCMUUecKo2o y3eixa,
chopmuposantoeo 60aee KpynHvIMU, OOHAKO 3PeabiMu, SNU-
MeAUanbHoIMU CmpyKmypamu, noodmeepouno OaHHulil duae-
Ho03. [lcesdoxancyna modcem gopmuposamvcs Kax no nepu-
Qepuu  onyxoau, mak U AGAIMbCA MEPANEEMUUECKU
00YCA0BNCHHbIM UBMEHEHUEeM 6 OCMAmKax He@poeeHHOl
cmpomvl. Credyem ommemums, 4mo pasmep 00pA308aHus
6 Hacmosuee 8pems He 613emcst Kpumepuem 05 NOCMAH08-
Ku duaeno3a «Hegpobracmoma». B onucannom namu cayuae
obpazoeanue umeno duamemp 3,5 cm (nocae npoeedenus
npedonepayuoHHoOll NOAUXUMUOMEPANnUU), 0OHAKO OQHHbLI
pakm He [6454C5 NPOMUBONOKA3AHUEM K BbICIABACHHOMY
duaeHo3y, xoms Heo0X00UMO NOOYEPKHYMb, YMO PaA3Mepbl
00pa308aHUs NPEBbIUANU NPUBLIYHBIE PAZMEDDI KAACCUHECKO-
20 Heghpobaracmomamosa.
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Puc. 2. lucmonoeuueckas kapmuna (Makpo- u MUKponpenapam): a — oKpy-
210e 00pazoeanue ¢ YemKUMU 2PAHUUAMU 8 OOHOM U3 NOAHCO8 NOUKU;
MAKPOCKONUYECKAs KapmuHa;, 6 — 00pa3osanue ¢ Yemxumi epaHuyamu,
¢ nodobuem moukoii ncegdoxancyavt, H & E, x40; 6 — conudno-kucmosHoe
cmpoerue, mybyaapHole u eromepyaaprole cmpykmypol, H & E, x200;
2 — omcymemeue MUmMomu4ecKol aKmugHoOCMu 6 MmyOyAspHO-210MEPYASPHOM
nammepue obpazosarus, H & E, x400; 0 — eunepniacmuueckuil y3enox,
H& E, x200

Ilpunumas 6o enumarnue gepupuyuposanHoil duazHos, om
nposedeHUss NOCACONEPALUOHHOU Mepanuu peuleHo 8o3dep-
camaocs.

JlaHHBIN cay4dail ONMMCHIBAET HETUIWYHYIO KapTUHY
nepuodapHbIX He(pOreHHbIX ocTtaTkoB. Heobxommmo
BKJII0YATh He()pOTreHHbIe OCTAaTKU B AU hepeHLInaTIbHO-
JUArHOCTUYECKUI PsI Y MMAallEHTOB C 00beMHBIMU 00pa-
30BaHUAMU Nouek. OnHako, B psie caydaeB, TOJbKO THU-
CTOJIOTUYECKOE MCCAENOBaHUE MOXET OIHO3HAYHO
Bepu(pUIMPOBATH XapaKTep U3MEHEHUI B TOYKaX y JETe.
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OT PEAARLUN

u YBaxaemble yutarenu!
Ha cTpanuuax xypHana B 2015 r. npoBoaMnca KOHKYpC paboTt Monofbix yueHbix «Case report — 2015,

MoctynuBLume paboTbl 0XBaTbIBaN 06MACTb OHKOMOTIAW 1 remMaToNoriu. Bce CTaTbi ObINK OLEHEHbI KOHKYPCHBIM Xtopi No
npeaceaatenbCTtBoM akagemika PAH, 1.M.H., npod. A.I. PymaHueBa. /iTorv KoHkypca 11 MeHa nobeauTeneli no peLenmio
Anekcanppa [puropbeBuya byayT ornalueHbl Ha 10-m KoHrpecce A3uatckoro nogpasaeneHina MexayHapoaHoro o6LiecTa
AeTckoii oHkonorum (SIOP Asia), koTopblit coctoutca 25—28 maa 2016 . B Mockge.

Bce nobeauenu byayT onoselweHbl 3apaxee. Moxenaem HoBbIX N06es MONoAbIM YueHbim!

Cnyyaii u3 npakmuku
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Hakanyne ro6unes...
(50 nem GopbObl C AEMCKUM paKoM)

C.A. Kynesa

DI'BY «Hayuno-uccredosamenvckuii uncmumym orxonoeuu um. H. H. ITemposa» Mun3zdpasa Poccuu;
Poccus, 197758, Canxm-Ilemepbype, n. [lecounuviii, ya. Jlenunepaockas, 68

Konmaxmmuuvie dannvie: Ceemaana Anexcanoposna Kyaesa Kulevadoc@yandex.ru

On the eve of the anniversary of ... (50 years childhood cancer)
S.A. Kulyova

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

Ie 6epet Havaso Haie otaesneHue? Ha yuctom nucre
HauMHAIOT MOSIBISTHCS PYYEHKU-CTPOUKU TTOBECTBOBAHUS
0 HEOOJIBIIION peKe — UCTOPUM CKPOMHOTO OTACICHUS ICT-
CKOIf OHKOJIOTUHM JUIMHOM B 50 JIeT.

29 ceHts16pst 1966 r. mpukasom no HWUM onkonoruun
um. H.H. ITetpoBa No 114 6pu10 coznaHo «OTneseHue oIry-
XoJieil JeTcKkoro BospacTa». OHO OBLIO paccuuTaHO Ha
40 Koek M pacriojlarajJoch Ha 5-M 3Taxe KJIMHUYECKOTro
KopIiyca (B OTIEIbHOM Kpblie) psaaoM ¢ «OTaeeHueM aHe-
CTE3MOJIOTUN ¥ pEaHUMAaTOJIOTMI», TAK KaK B JIIO00OE BpeMs
JTHSI 1 HOYM MaJICHbKMM MalleHTaM MOTIJIa TIOHaZ00UThCS
SKCTpeHHas noMoib. [eHpux ApcenbeBnd Deopees cran
MNEPBBIM PYKOBOAUTEIEM, KOTOPBIM Pa3KeEr YIOTHBIN Oro-
Hek B otaenieHuu. [1epsuiit B CCCP Beecoro3Hblit cuMIo-
3uyM «BoIpockl opraHu3aliy OHKOJIOTUYEeCKOM ITOMOIIN
JIETSIM», TIOCBSIIIICHHBII JICYCHUIO OITYXOJICH Y MaJIEHbKUX
MalKXeHTOB, ObUI IPOBeeH B 1968 I. MIMEHHO I10J1 €0 IPe/-
celaTeIbCTBOM. 3ByYald TOPXKECTBEHHbIC HTOKJIAIbI,
OCHOBHBIMM TeMaMU KOTOPBIX ObLIM U3yuyeHUE 3a0071eBa-
e€MOCTHU JeTeil CO 3T0KaYeCTBEHHBIMHU OIYXOJISIMU, pa3pa-
00TKa 1 COBEPILICHCTBOBAHUE METOIOB TUArHOCTUKU, U3-
yUeHHE BO3MOXHBIX METONOB JiedeHMs. Ilo mpumepy
Cankr-IleTepOypra Hauajlu OTKPBIBATHCS JETCKUE OHKO-
Jornueckue otaeaeHus B Mockse, Kuprusckom un Kazax-
CKOM Hay4YHO-MCCJIeA0OBATEIbCKIUX MHCTUTYTaX OHKOJIOTUM
U paauoJIOTUHU. Y3Ke uepe3 ron Ha 6ase [lepMckoro Meau-
LIMHCKOTO MHCTUTYTa U OO0JaCTHOrO OHKOJIOTMYECKOTO
JIUCIIaHCepa COCTOsIach 2-51 KOHMEepeHIUs M0 JAeTCKOM
OHKOJIOTUM.

Yro ke Ob110 ganbiie? OmnbiTa, yMEHUS B Hallleit cTpa-
He OBLJIO COBCEM MaJjio, HO Oblia IIoOMMast paboTa U xKea-
HUE BBUICYUTb MaJICHbKUX MallMEHTOB. Y NCTOKOB CTOSIU
JIIO[IY, KOTOPbIE BO3TIOXKMIM Ha CBOM IIJICUX JIbBUHYIO TOJTIO
paboThl, OTAABaJIM BCE CUJBI IS Pa3BUTHS OTACICHUS.
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B ocHOBHOM B ero mraTe ObIIM XUPYpPru. DTO HEYIAUBU-
TeJbHO, TaK KaK Ha HauyaJbHOM 3Tare U3y4eHUs OMyXOIu
y IeTei oIBePraaucCh JUIIb XUPYPTruueCKOMY BMeIllaTe b-
ctBy. HesameTHo B coctaB oTaeneHus Bouien bopuc Anek-
canapoBuy KoabIrH, 4e10BeK 13 IIyOMHKHU, HO C OTPOM-
HBIM XeJJaHUeM pa3BuBaThcs. IMEHHO OH BIOCIEACTBUMU
cTaJl BTOPBIM PYKOBOIUTEIeM oTaeaeHus. bopuc AnekcaH-
JIPOBUY OPraHMU30BaJI JETCKYIO OHKOJIOTMYECKYIO CIIYKOY
Ha OCHOBE AeTaJbHOM HaydyHOI pa3paOOTKM pa3IuyHBIX
pa3iesioB OHKOIeAUAaTPUM, OpraHU3allMi JUAarHOCTUKH,
JIGYEHMST M TUCITaHCEpHOro HaboaeHus. bobiiioe BHU-
MaHHe UM OBLIO YIEJCHO CO3MaHUI0 apXMBHBIX JTaHHBIX
000 BCeX OHKOJIOTUYECKUX OOTbHBIX, IEYMBILMXCS B OT/IC-
JICHUU IETCKON OHKOJOTMM. MHOIO CMJI OH ITOTPaTUI Ha
YKpeIJIeHUE U Pa3BUTHE CBSI3€il JETCKUX OHKOJIOTOB U Te-
matojioroB. B 1970—80-¢ romsl, Korma XuMHUOTepamus
B ITPaKTUKE OHKOJIOTA €Ille He YTBePAMIaCh OKOHYATEIbHO,
nox pykKoBoacTBoM b.A. KosbirnHa cranu pa3pabaTbiBaTh-
¢Sl METOIMKM KJIMHUYECKUX UCTIBITAHUM U co3naHne 00b-
€KTUBHON OLIEHKN 3(OOEKTUBHOCTU ACHCTBUS MPOTU-
BOOITYXOJIEBBIX IpernapaToB. B To BpeMsl OCHOBHBIMU
MPOTHUBOOIYXOJIEBbIMU TIpernapaTaMu ObLIU aJIKWIMPYIO-
IIMe areHThl, aHTUMETa0OIUTHI, TIEPBbIE TPOTUBOOITYXO-
JIeBble aHTUOMOTUKM, KOTOPBIE Yallle BCEro MPUMEHSUTUCH
B MoHopeskumax. [lepBbie B Poccuu KimmHu4eckue uccie-
JMOBaHUSI KOMOMHUPOBAHHON MOJUXUMUOTEPAITUH C BKITIO-
YeHHMEM IIpernapaTroB IUIATMHBI 3HAYUTEIbHO TMOBBICUIU
BBIKMBAEMOCTb OOJIbHBIX C TEPMUHOTEHHBIMU OITyXOJISIMM,
OCTE€OT€HHOM CapKOMOM.

1nu roasl. JIeTcKast OHKOJIOTUS B3pociesia U MOAHM -
MaJlach MO TSKEJIOH JIECTHUIIE, IOCTETIEHHO MTPUOIILKAsICh
K YPOBHIO 3alMaaHbIX CTpaH. TpeTuii pyKoOBOIUTEIb OT/Ie-
nenus KOpuit Anekcanaposuu [lyHaHOB cTaja BHEIpSTh
MHOTOKOMITOHEHTHBIC arpeCCUBHbIC BapUaHThI MOJIUXU-
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muotepanuu. B crenax MHCTUTYTA HaIJIO MpUMEHEHUE
MnporpaMMHoe JedeHue omnyxojeii. ConpoBoXIeHNE TaKOM
Teparnuu aaeKBaTHBIM 3TUOTPOITHBIM, TATOTEHETUYECKUM
U CUMITTOMATUYECKUM JICUEHUEM TTO3BOJIMIIO e IaTh MHO-
rue peXUMbl TOJIepaOeIbHBIMM, TMOBBICUTH ITOKa3aTesIn
BBDXKMBAEMOCTU. BakKHBIM TOCTMKEHUEM B KIMHUYECKOM
paboTe OTaeJeHUs SIBUJIACh BO3MOXKHOCTb BBIITOJHEHUS
B MITHCTUTYTE OpraHOCOXpaHSIOIIMX OMEePaTUBHBIX IMOCO-
Ouit y IeTeil ¢ OCTEOTeHHOM cCapKOMOIi, a UMEHHO LIUPKY-
JISPHBIX PE3CKLMN MOPAKEHHBIX KOCTEH C IPUJIEKAIIUM
CyCTaBOM M OJHOMOMEHTHBIM 3HIONPOTE3UPOBAHUEM
WHAUMBUIYAJIbHBIMU, B TOM YHCJIE «PaCTyIIIMMU» TTpOTe3a-
Mu. B mocienHue roasl B IEYCHUU JIeTeit ¢ MeTacTazaMUu
B JIETKUE MCITOJb3yeTCs METOIMKAa MEeTacTa3dKTOMUU
C M30JIMPOBAHHON HOPMOTEPMUYECKOI XUMUonepdy3uei
JIETKUX, YTO YBEJIMYMIIO TTOKAa3aTe M BBLKMBAEMOCTH Y Ma-
ueHToB aaxe c¢ IV cragueii 3a0oeBaHus.

A «HOBei111as1» UCTOPHS HavYaJlach TOTAa, KOoraa He3a-
METHO MOJpOCJia Hallla MOJIOACXKb, KOTOpasi B TPYIHbIC
TOJIBI IJIS1 HAILIETO OTAEJCHMS MOJCTaBUIA XPYIIKKE TIICUH,
HO OHU 0Ka3aJMCh TOCTATOYHO CUIBLHBIMU, YTOOBI BBICTO-
SIThb Y IIPOJIOJIKUTD MPOLIBETAHUE OTACICHUS.

Ceityac oTaeneHue npoaokaeT padboTtarh. Bee akTuBs-
HbI, TTO3UTUBHBI, KPEATUBHBI, CTPEMSITCSI BBBICH, OTKPbIBast
MHOTOYHMCJICHHbBIE BO3MOXKHOCTH 1 MEPCIIEKTUBDI IS XKU3-
HU HaIIMX MaJeHbKUX MalMeHToB. CIJIOUeHHBII KOJUIeK-
TUB — 3TO YCJIOBUE YCIICIITHOTO Pa3BUTHSI, BBICOKUX PE3YJlb-
TaTOB pPadOTHI, BOIUIOIIEHUS B KU3Hb JeBM3a «DBbBITh
JIYYIIMMU CPEIU PaBHBIX», U3YYECHUS U peau3alliu Ipo-
IPECCUBHBIX MHHOBALIUI, TEXHOJIOTUI U MeTOIOB. Pacmo-
Jlarast COOTBETCTBYIOLIE MaTepuaJbHO-TEXHUYECKOI 0a-
300, OTOelIeHHE HMEEeT OTPOMHBIC IEPCIIEKTUBBI
B pa3pabOTKe IMarHOCTUYECKUX aJITOPUTMOB U JICYEOHBIX
MMPOTOKOJIOB, B TOM YMCJI€ BBICOKOIO3HOM MOJUXUMUOTE-
panuu ¢ ayToTpaHCIUIaHTallMeil TeMOITO3TUYECKUX CTBO-
JIOBBIX KJIETOK; MCIOJIb3Ysl pa3JUyHbIe HAIlpaBICHMS Ja-
0opaTopru MOJICKYISIPHOM OHKOJIOTUU BO3MOXHBI ITOMCK
TepMUHAIBHBIX MyTalllil IPU HACJIEICTBEHHOM PaKOBOM
CUHIIPOME, OTIpeNieJIcHEe CIIEKTPa COMaTUYECKUX MYyTalldii
B IreHax Ipy CIIOpaauvecKuX 3J10KaueCTBEHHBIX OITyXOJIsIX
y JeTeil, MoucK papMakKOreHOMHBIX MapKepoB, 00YCIOB-
JIMBAIOIIUX WHAUBUIYaJbHYIO, TEHETUUECKU NeTePMUHU-
POBaHHYIO YYBCTBUTEJIBHOCTh/PE3MCTEHTHOCTD K JieKap-
CTBEHHBIM MpernapaTaM, MPUMEHSIEMbIM MpPU Teparuu
OHKOJIOTUUYECKUX 3a00j1eBaHuii y neteit. C moMouibo ia-
0opaToprM KJIETOUHBIX TEXHOJIOTUI TJTAHUPYETCS TIPOBe-
JIEHUE IUPOKOTO CIIeKTpa (hyHAaMEHTAIbHBIX U ITPUKJIAI-
HBIX  MCCIEOOBaHUI B  00JIACTM  MMMYHOJIOTHUH,
MMMYHO(apMaKOJIOTUU U KJIIETOYHOI OMOTEXHOJIOTUU TTPU
OHKOJIOTMYECKUX 3a00JIeBaHMSIX Y IeTeil; Hayaaach pa3pa-
00TKa METOJ0B UMMYHOTEPAIIUU 3JI0KaYeCTBEHHBIX HOBO-
00pa3oBaHuii C UCTIOBb30BaHUEM ayTOJOTUYHBIX ACHAPUT-
HBIX KJIETOK, CTBOJIOBBIX KJIETOK U T-TUM@OLUTOB,
MojiepKaHue U TTOTNOJTHEeHMEe KproOaHKa MaciopTU3UPO-
BaHHBIX JUHUN KJIETOK YejoBeKa M >XUBOTHBIX IJISI UC-
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MOJIb30BaHUs B 00J1aCTU UMMYHOJIOTUHU, (hapMaKOJIOTUH,
UMMYyHOMapMaKoJIOTUM U KJIETOYHON OMOTEXHOJOTUH;
TUTAHUPYETCS pa3pabOTKa TEXHOJIOTUI TTOTyYeHUSI KYJIbTYP
CTBOJIOBBIX KJIETOK, KJIETOK-TIPEAIIeCTBEHHUKOB, UX Ha-
npaBiaeHHON TUddepeHLIMPOBKU. Y3Ke Hayal co31aBaThCs
0aHK OMOJIOTUUYECKUX 00pa3loB OITyXOJjeii, 4acTo BCTpe-
YalolIUXCs Y AeTell M MOAPOCTKOB, C 1IeIbI0 aHaIn3a pe-
3yJIbTaTOB MCCIEAOBAaHUSI U BHEAPEHUsI HOBBIX Iperapa-
TOB, CO3IAHHBIX HAa OCHOBE KJIETOYHOWU UM TEHHOM
nHxeHepuu. OcBanBasi METOIMKU SHAOBUACOXUPYPTUYE-
CKOIO JICYEHUSI 3JIOKAYECTBEHHBIX OIYXOJIEW Y JeTei
M TIOPOCTKOB, CO3MAIOTCS MPEANIOCHUIKHU JIJIs1 KAYECTBEHHO
HOBOTO ITOAX0/a K Teparuu, MpeaycMaTprBaroIIero Cylie-
CTBEHHOE YJIyJIlIeHUE KaueCTBa KU3HU JeTe, N3JIeYeHHbIX
OT 3J7I0KaUYeCTBEHHBIX oOIyxoyieil. B ormeneHun Havyanau
YCIICIITHO TIPUMEHSIThCS (bU3MUYECKME METOIbI JICUCHUS
(Kpro- 1 na3epHasi IeCTPYKILIMsI), B IEPCIIEKTUBE — OCBO-
eHHUe METOIMKMU (hOTONMHAMUYECKON Teparuu 1 ee Bapu-
aHTOB.

3aBenytolias otaeaeHrueM — CBeTjiaHa AJIeKCaHIPOB-
Ha Kynesa, 1.M.H., BeAylIMii HAyYHBI COTPYIHUK OTAEIA
MHHOBALIMOHHBIX METOJIOB TePareBTUYECKOI OHKOJIOTUMN
M peabuauTaunu, mpodeccop Kapeapbl OHKOJIOTUU, IET-
CKOi1 oHKoJioruu u aydeBoit Tepanuu CIT0I'TIMY.

Bpauwu otneneHus:

- Csetynana BsuecnaBoBHa MBaHOBa, Bpay JETCKMIA
OHKOJIOT BBICIIEH KBATM(PUKALMOHHON KaTerOp1u;

- EBrennit Muxaiinosuu CeHuypoB, Bpad IeTCKUI OH-
KOJIOT, IETCKUI XUPYPT;

- Haranpsa JImurpueBHa ®aceeBa, Bpay JETCKUI OH-
KOJIOT;

- Tennagnit BsyecnaBoBuu IpuboB, Bpau-HEeHpoOXu-
pypr;

- OkcaHa ApxanbeBHa KpbuioBa, Bpau-IcuxoTepa-
TEBT.

Hu nipu kakux 0OCTOSITEICTBAX OTACICHUE HE OITy-
CTUT 3HAMEHU OOPbObI C OHKOJIOTUYECKUM HEIYTOM.

C npazgHukom!!!
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Mamamu Yyumena u apyra

ITpodeccop Tontep Llennonr.. Ero uMs m3BecTHO
JIETCKMM reMaToJioraM MHOTHUX CTpaH.

Bcs ero mpodeccrnoHanbHas XKU3HL Oblla CBs3aHa
¢ MioHcTepoM, HEOOJIBIIIMM YHUBEPCUTETCKUM TOPOJIOM
3anmanHoit [epmanuu, Ha rpanuie ¢ [onmaHaueit, HeHTpoM
KOTOPOTO SIBJISIETCS] YHUBEPCUTET, HOCSIIIMI UM 3aMeva-
TeJbHOTO Bpaua Annbepa [lIBeitiepa. 3aech, B yHUBEpCH-
Terckoit kiuHuke, [tontep LllennoHr mpopabdortan Bcio
CBOIO XXKM3Hb, NMPUIS Tyda HayYHBIM COTPYIHUKOM Cpasy
K€ TOoCJIe MOJydYeHUs JIUIEH3UU Ha MEIUIIUHCKYIO Jes-
TeJbHOCTh B 1951 . 1 1o BbIxoma Ha TeHcuio B 1991 .
B KauecTBe Mpodeccopa, pyKOBOAUTES IETCKON KIMHUKU
remarojoruu u umMmmyHosioruu. [podeccop lemnonr s
MEHS TUITMYHBIY TIPEICTABUTEb HEMELIKON MEAUIIMHCKOMN
IIKOJIbl — 3HAIOLIWM, IIPEAAHHBII CBOEMY IEJTY, YMEIOLI I
BHYILIUTb JOBEpUE MALIMECHTY, HUKOIIa HEe MeIaloluM HH-
Yyero «koe-kak». JIrooutenb KiacCUYecKOi MY3bIKH, OH
caM npodeccuoHaIbHO UTpajl Ha BUOJOHYEIU — 3TO OCO-
OEHHOCTb HEMELIKMX MEIUKOB — BCE Ha YeM-HUOYIb UTpa-
10T. 1 mpu 3TOM — 4e0BeK, CIOCOOHBIN MPUHUMATh He-
CTaHIAPTHBIC PEIICHUs] U COBEPIIATh CMEJbIe TTOCTYITKMU.
Kak He Ha3BaTh CMEJIBIM €ro coryiacue MPUHSITh MPeIo-
XeHue Mooaoro aesareabHoro X. Puma u3 bepnuHa B Ha-
yajie 70-X ToA0B TMPOIJIOro BeKa — MPUMEHUTD IS JIeue-
HUS ocTporo Jnumoieiiko3sa Yy JeTeil MpPOTOKOJ,
MHTEHCUBHOCTh KOTOPOIO TOIJa MCITyraja MpU3HaHHBIX
aBTOPUTETOB AETCKOI reMatosiornu. Corjlacuiruch TOJbKO
2 MoJioabIX Bpaua. HazBaHust ropoaoB, rae oHU paboTaiu,
BOILLIJIA B UCTOPHIO OHKOrematojiornu. Ilporokonsr bBOM
(Bepnuu, ®pankdypt, MioHcTEp) WIS JEUYEHUST OCTPHIX
JIEIKO30B U JTUM@POM y AeTeii, MOAPOCTKOB M MOJIOABIX
B3pOCJIBIX ceiiuac MMeIoT 0e3yINpeyHbIii aBTOPUTET U UC-
MOJIb3YIOTCSI TOBCEMECTHO He Tojbko B EBpome, HO
n B cTpaHax HOxHoii AMepuku, Poccum u biamxknHero
u lanbHero BocToka.

A B pasrap repecTpoeyHoO 3UMHe pa3pyxu MpuexaTb
Ha HEM3BECTHYIO KOH(EPEHIINIO B POCCUICKYIO IITYIIb (J1e-
pesHio [loneHOBO), e pacckas3blBaTb O JOCTHXKEHUSIX
netrckoit oHkoremartonorun?! Ecnu poccuiickomy MHTEN-
JIMTEHTY 2TO Ha3BaHWE T'OBOPUT MHOTOE, TO 3alagHOMY
HEMIly POBHBIM CYETOM HUYEro. DTO MOTOM, Ha MecCTe,
HeOoJIblasl Ipyma 3amaaHbIX MpodeccopoB, COrIacuB-
LIKUXCSI MPUHSTH YYaCTUE B 3TOM KaXXyIIIEeMCsI aBaHTIOPOiA
MeponpuaTun (MeXAy MPOYUM — IIpUEXalii 3a CBOH cuer),
y3HaJd, YTO COBceM psiaoM 3aech xxua Jles Toscroid,
a B ycaap0e [TojieHOBO — 3HAMEHUTBIE PYCCKUE XYTOXKHM -
KU U BECh LIBET POCCUIMCKON KYIbTyphl ObIBaJI Y HUX B I'O-
ctax. MHocTpaHIIel Torna, Beie3xasi B Poccuio 1 onacasich
TOJIOAHBIX BEYEPOB, BO3UIIU C COOOI CyOJUMUPOBAHHbBIE
MPOAYKThl M TAKETUKM C caxapoM — 4YeM U Harpysuia
[lennoHra ero 3ameyaTenbHas XXeHa (pay Dpuka. OHa He
pelIniach Ha 3TO MyTelIeCTBUE, 00SICh X0JIoAa U Pa3pyxH,
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a ImpuexaBlIre TOCTU ObUIM B BOCTOPIE OT PYCCKOM 3UMBI,
0aHU, MeJbMEHEe! 1 TTOTpsICarOIIe XXUBOTO MHTepeca ayau-
TOPUU POCCUMCKUX AETCKMX FeMaTOJIOrOB, KOTOPhIE MpHe-
xanu co Bcero Toraa eiie CCCP. OHu yBUIENM, YTO MBI €CTh,
MBI HACTOSIILIME, 1 UMEHHO TOTIa HauyaJIuCh KOHTAKThI ITPO-
deccroHaIOB — Hallld Bpayd MOEXalu CTaxKUpOBaTbCs
B pa3HbIe CTPaHbI, B OCHOBHOM B [epmMaHMio. Majio KTo 3Han
TOrIA SI3bIK, TaK, HEMHOTO IIKOJIbHBIM AHIJIMUCKUI, HO
C 2KaXKIIOW 3HAHUI 1 OITbITA YYMUJIUCH, IPUBO3WUIN IIPOTOKO-
JIbI U CABUHYJIA 3TO HEYKJIIOXKee CYIHO AETCKOI reMaTosio-
TU1/OHKOJIOTUU C MEJIU. DTO CTaJI0 HavyaJloM MCTUHHOM
JIETCKOI TeMaTojIoruu/OHKONOTuU. YTO U3 3TOTO MOTy4Yu-
JIOCh, 3HAIOT BCE, @ BOT KaK HAUYMHAJIOCh 1 KTO ObUIM repou
3TUX COOBITUI — TOYTH 3a0bL1U. HO s1 X0uy HAalOMHUTDL —
OJTHUM U3 IIEPBBIX, [IO3BABIINX POCCUCKUX Bpadyel B OIHY
W3 JTyYIIMX JeTCKUX KITMHUK [epMaHuM, TOTOBBIN MOACIUTh-
csl ombITOM paboThl, ObLT TIpodeccop TionTep LllemnoHt.
41 6buTa MEPBOIi B 3TOM CITMCKE, PACTSIHYBILEMCS Ha TOJbI.
Lenwrit Mecsiiy >kuna y HUX ¢ ¢pay DpUKOI B TOME, MbI
¢ npogeccopoM yTpoM Ha Bejocurieax (MalluHy OTaas
B IT0JIb30BaHME XKEHE) eXali B KIIMHUKY, KOTOPOI OH 3aBe-
JOBaJI, IO TPYHTOBBIM JOPOXKKAaM Uepe3 yXOXKEHHBIE OTopo-
nwl. [Tpocdeccop paay MeHs MPOBOAII OOXOIbI B OTIEICHUN
Ha aHTJIMICKOM (51 COBCEM He 3HaI0 HEMELIKMIA).

A BeuepaMM OH ITOMOTajl MHE TIOHSITh AE€TaIU IIPOTOKO-
JIOB JICUEHMSI, TaKXKe HaIlMCaHHbBIX Ha HeMelkoM. Kak u3-
BECTHO, OH ObLI OIHUM M3 BEOyIIMX CIEHUATUCTOB
B JieueHUN JTUM@PoMbI XOMKKMHA, U MbI ITOAPOOHO pa3ou-
pajiy AeTaJIu JIydEBOM Teparmu, CTOJIb BAXXHOM B JICYCHUN
9TOI oImyxoju. Sl oueHb oropyaaach, IOHUMasI, YTO y HAC
B CTpaHe IIPOCTO HET TaKOil TeXHUKH, KaK B 3TOM MaJIcHb-
KOM HEMEILIKOM TOopoJIKe, 1a M, HaBEpPHOE, JOJIT0 He OyIeT.

4 ommbaack. Ceituac y Hac eCTbh MHOTO€ U3 TOTO, YeM
s TOT/IA Tak Bocxuianack. M euntsb, B 00LLIEM-TO, HAyYM-
JIUCh HEIJIOXO, XOTs TTOKa eIlle He Be3le, a NP KeJaHUM,

Ha o6xode 6 kaunuke Mrwoucmepa: E.B. Camouamosa
u npog. I. llleanone
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pa3yMHOIi OpraHu3aiuy (4eMy MbI IIOKa TaK U HEe Hay4du-
JIMCh) Y TPAMOTHOM PYKOBOJICTBE MOIJIY ObI 3TO JIejIaTh Ha-
MHoro Jyuiie. M xorga B 00IIecTBe KOJUIET 3aXOAUT pedb
0 COCTOSIHUM Hallleii MeAMIIMHBI, s BCETIa BCIIOMMHAIO 3JIe-
TFaHTHOTO KPacHBOIO Celoro Ipodeccopa, KOTOPbIA elle
JIOJITHeE oAbl mpuesskan B Poccuio 1 Ha YkpauHy, yuui, BOp-
yaJj1, 00MXKaJICsl Ha TO, UTO HE CIIyIIaeM COBETOB, HE TIOHU-
MaJl, IoYeMy He MCIPaBJIsieM OYEBUIHBIX TOCATHBIX OIIU-
0OK, HO BCE Yallle XBaTUMCS JOCTUXKCHUSIMU.

C yxomom u3 xku3Hu rnpodeccopa Illennonra 3akoH-
YuIach 11esias 31oxa B MpodecCMOHAbHON XKU3HU TETCKUX
Bpaueit u3 Poccun u obiBiInx ctpan CHI.

O ero BBICOKOM MpodecCHOoHaIN3Me CKa3aHo yxXe He-
MaJlo, XOTsI U HEOCTaTOYHO: TOT BKJIal, KOTOPBIi OH JINY-
HO BHEC B MUPOBYIO IE€TCKYIO OHKOJIOTMIO, HEBO3MOXHO
nepeoueHUTh. Ho mist MmeHst nmpogeccop LllennoHr HaBcer-
Jla OCTAHETCS MO-HACTOSIILIEMY POJIHBIM YEJIOBEKOM, CHE-
JIaBIIMM JJISI MEHSI TMYHO HEM3MEPUMO MHOTO.

Sl Xopolllo MOMHIO Hallly TIEPBYIO BCTpedy B HallleM
oTnejaeHun B ceHTsI0pe 1991 r.: ero Bmecte ¢ npod. LlaH-
nepom npuraacui npod. b.B. AdaHackeB 111 03HAKOM-
JICHUsI ¢ BHOBb OPTaHU30BaHHBIM LIEHTPOM TpaHCIUIaHTa-
LIMM KOCTHOTO Mo3ra Ha 6a3e 31-i ropoacKoii OOTbHUIIBI.
Sl moMHI0, KaK OH MOPIIMWJICS] OT HAIIIMX HEYKITIOXKUX 10-
KJ1aJI0B O OOJIbHBIX, OT HAIlIMX OTBETOB Ha €ro BOIPOCHI...
Mpl TOrma oueHb Majio 3HaJIU O COBPEMEHHOM COCTOSIHUU
JIEJ1 B €BPONEUCKOM NETCKOM OHKOJIOTMU U JICUWJIU TTalu-
€HTOB COOTBETCTBEHHO... DTO ObLI €ro IMepBblii BU3UT
B CTaTyce IIEHCHOHEepa, OH TOJIbKO YTO 3aBEPIIMI paboTy
B IETCKOI OHKOJIOTMYECKOI KIIMHMKE MIoHCTepa, YCTYI1B
ee pykoBoacTBo mpod. FOpreHcy. OH ObLT OUEHb OTKPHIT,
pacckas3bIBajl O CBOMX BHYKaX (TOTa y HETO TOJIbKO POIM-
J1Iach TpeThsl BHy4YKa Banepus, a BoooOue y Dpuku u [ioH-
tepa lennonros —10 BHYKOB).

B pasroBope nocie 06xoaa BbISICHAIOCH, UTO S €1y Ha
CTaXXUpOBKY B DnreHaopd Ha 3 mecsua. OH TyT ke cKa-
3aJ1, 4TO 1 00s13aTEeJIbHO NOJKHA IMMOCETUTh U KITMHUKY JeT-
CKOIt OHKOJIOTUM B MIOHCTEpE, YTO OH MEHSI Tya IpuUrjia-
maer. S Torma Haxomwilach B THUXOM TIaHUKE OT
HEU3BECTHOCTU U CTpaxe OT MPEACTOSIIel CTakKupOBKU
B j1oroBe (pamucToB... 1151 MeHsT — pebeHKa ABYX (PPOHTO-
BUKOB-0JIOKaIHMKOB — BCE HEMIIbI TOTAa ObUIM TOTOMKAa-
MU (PalInCToB...

M BocripuHsiia 51 3T0 TpUIIAllleHde TMPUMEPHO, Kak
B u3BecTHOM (priibMe — «bynete y Hac Ha Kombive, 3axomuTe. . .».

Ho xorma Ha mcxome 2 MecsilieB MO€il CTaxKUPOBKU
B Dnnengopde Mos pykoBoauteab npodeccop I. SHka-
[Iay6 cka3zaina, yto 3BoHMI npodeccop LennoHr u mpo-
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IMpodeccop Tonrtep ILlenmoHr npPoOXUT IOJTYIO
JKU3Hb, KOTOPasi A0 MOCAEIHEro AHS ObUIa MOCBSILEHA JII0-
OuMOMY JieTy — IeAuaTpUIeCKOM TeMaTOJIOTMU U OHKOTe-
Marosiornu. M oH mperogai HaM BEJIMKYIO IeauaTpuye-
CKYIO 3aIl0Be/Ib — YTO ObI Thl HU JieJIall, KaK1e ObI TTOCThI
HE 3aHMMaJl, KaKUMU Obl CJIOXKHBIMU HE ObUIM PELICHMS,
TBOU ITOCTYNKM BCEra JOJKHBI COBEPIIATHCSI TOJIbKO BO
0J1aro nmanueHTa.

Sacayxcennsti epau Poccuu,
npogeccop Eaena Baaoumuposena Camouamosa
(DHKI] JIIOHA um. /Imumpus Pocaueea)

CHJI HaIlpaBUThb MEHsI B MIOHCTEpP Ha HECKOJIbKO JHEH,
s1 TIOHSUIa CePbe3HOCTh ero npumiamenus. M Bnociencr-
BUU 51 yOeIMJIach B 9TOM €ro KaueCTBE HU OJUH pa3 — OH
HUMKOLJa HUYETro He TOBOPMII IIPOCTO TaK, 3TO BCeraa ObLIO
MPOAYMaHO U apTyMEHTUPOBAHO.

ITpodeccop B3sia MHe OMIETHI Ha TTOE3 U 1, KaK J0-
rOBapMBaJIMCh, TTO3BOHMIA B MIOHCTEDP COOOIIUTD, KOTIa
s1 pYe3Kato. YCIIbIIIaB, 4To s1 COOMPaloCh IpUexaTh Beue-
POM, OH MOMPOCUJI IIpUeXaTh Ha IMapy YaCOB paHbIIIe, YTO-
OBl ycreTh MoKa3aTh MHE TOPOJ TP CBETE THS (B IeKadpe
paHo TeMHeeT). Sl He mepecTaBaja YIuBISITHC. ..

BcTpetuB MeHsI Ha TieppoHe, OH IePBBIM JEJIOM OCBe-
JOMUJICS, HE TOJIONHA JIU s (Y HEro YXe CJIOXMWIOCH IIpe-
CTaBJICHUE O PYCCKMX JIOKTOpaX, KOTOPbIM OYEHb HPaBU-
Jach HeMmelKas eda, jJa M BooOle — Jrobas ena,
BCIIOMHMTE Haly rojionHeie 1990-¢). MbI M0o10XK1UIM MOIO
JMOPOKHYIO CYMKY B MaIlIMHY, ¥ OH MOBEJI MEHsI Ha 3KCKYp-
cuto 1o ropoay. borock, 4To ero nepBoe BrieyatieHue 000
MHe OBUIO HE OYE€Hb XOPOIIIMM — s IIPOCTO He 3aKphbIBaJia
YIAUBJICHHO OTKPBITOIO pTa OT KPAaCOThl OKPYXKAIOIIEro
M OT ero pacckasa. M ere — oT co3HaHUs HepeabHOCTU
MPOUCXOAIIETo: YueHsblit, Bpau ¢ MUpOBBIM UMEHEM Tpa-
TUT Ha MEHS CBOE BPEeMsI, C YIIOEHUEM PacCKa3bIBaeT PO
apXUTEKTYypy, UCTOpUIO, 0ObYan. M KoMy — MHe, TUTep-
CKOI1 IEBYOHKE, KOTOPYIO BUIUT BTOPOIi1 pa3 B 3kKnU3HU! ITO
O0bUT0 He3aObiBaeMo! M MOTOM, MPaKTUYECKU €XETOdHO
ObIBast B MIoHCTepe, 1 CMOTpeJia Ha TOPO, U BCIIOMUHAJIa
€ro KOMMEHTapUH.

A TIOTOM OH TIpUBEJ MEHS B KJIIMHUKY. Sl MOMHIO0, ¢ Ka-
KUM YBaXKE€HHEM TOTJIa €ro BCTpevasl IEPCOHA OTACICHUSI.
W otcBer 3TOr0 yBaxkKeHUsT HEBOJIBHO Manajl M Ha MEHSI.
J1oKTOpa 1 CeCTPhI TEPIEIMBO OTBEUAIM Ha MOU BOIIPOCHI,
XOTSI s1 SIBHO OTBJIEKaja MX OT IIOBCEIHEBHOI pabOTHI,
K TOMY K€ 51 TOBOpMJIA TOJIbKO Ha aHIJIMHACKOM.

A BedyepaMu ydyeba mponosrkaigach JomMa (MHOTUE U3
neTckux Bpaueit Poccuu, Ykpaunsl u benopyccuu xopoiiio
3HAIOT 3TOT 3aMevaTeIbHbII TOCTEIIPUUMHBINI JOM DPpUKHU
u liontepa Lllennonros). [Tocne yxxuHa, yopaB MOCYLY, Mbl,
CHJIST 32 OOJIBIIMM KPYIJIBIM CTOJIOM IO YIOTHOI JIJaMITOi
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¢ abaxxypoM, TOBOPUJIU O MPOTOKOJIaX, O OOJbHBIX, O Ha-
YUHOIi paborTe...

ITpodeccop lllennoHr BBeJl MEHSI B MUP MEIULIMHCKOI
CTaTUCTUKU: OOBSICHUB pa3, KaK BbICUUTHIBAIOTCSI KPUBBIE
Kamana—Maiiepa, OH ycTpoua MHe 9K3aMeH, AaB 3aJaHue
paccuuTaTh BPYYHYIO KpUBbIe BbIxkuBaemMocTu. C Tex ca-
MBIX TIOD, 51 IOMHS Jaxe ero MHTOHAILIMY MPEeBOCXOIHOTO
regarora, He XaJjiero BpeMEHU JJIs1 O0BbSICHEHMS 3TUX T10-
HSTUI MOMM MOJIOJBIM KOJUIETaM U CTYAEHTaM.

OH MHOro pacckKasblBaJl O BOSHUKHOBEHUU T'PYTIIIbI
B®M, nnHorna gaxe Takue AeTajd, KOTOpbIe HE ObIIN U3-
BECTHBI IIIMPOKON MEIUIIMHCKOMN OOIIIECTBEHHOCTH.

Sl Buzena, Kak oH paboTaeT HaJ HayYHBIMU CTAThsIMU.
Ero Bbicouaiimasi Tpe®GOBaTEIbHOCTh K JTOCTOBEPHOCTHU
Martepuaja ObLla 3aJI0rOM TOTO, YTO 3TUM TaHHBIM MOXHO
OBbLIO BEPUTH 0€30rOoBOPOYHO. S MOMHIO, KaK OJTHAXKIbI MbI
00CyXIaJIi YTO-TO 1O 3TOMY MOBOAY C JOoKTOpoM Dpui-
puxcoMm u oH ckazail: “Schellong is deadly honest...” (Ilen-
JIOHT cMepTesibHO uecTeH). M 310 mpaBna, s He pa3 Obljia
CBUIIETENIEM, KOTIa OH BO BpeMsI pabOThI HaJ IIPOSKTOM IO
MO3IHUM OCJIOXKHEHUSIM JIeUeHUsI 60s1e3HU XOIKKIHA Tpe-
0OoBaJI OT CBOETO aTa-MEHeIKepa ellle pa3 nepernpoBepPUTh
BCE CBEACHMUS O TMallMeHTaX, €CJIU YTO-TO BbI3BIBAJIO COM-
HEHMSI.

DTO0 OBIJT OOUH U3 CaMbIX BaXKHBIX YPOKOB, MOJIyUYeH-
HBIX OT MOUX HEMELIKMX YUUTENIei: JaHHbIC TOKHBI ObITh
YUCTBHIMM, TBOSI peITyTallysl He3bI0JIeMOIi, ToTAa OITyOJIu-
KOBaHHbIE TOOOI MaTepuabl AeWCTBUTEIbHO MPUHECYT
MOJIb3Y BpauyaM M OOJIbHBIM.

S yuunach y mpodeccopa IllennoHra oOlieHUIO
¢ OOJIBHBIMU U WX POAUTEISIMU. ETo UCKpEeHHSIS 3auHTe-
PECOBaHHOCTD B OOILIEHUU U 100pas yJabIOKa YaCcTO BCTAIOT
y MEHS Mepe/l IJ1a3aMM.

Kaxk-to cioxunock, uto s mpueskana B MioHcTep
exeromaHo B TeuyeHue 10—12 jeT u Bceraa xXuja B UX 3aMe-
YyaTeJIbHOM FOCTEMTPUMMHOM JoMe. Dpuka u [foHTep cranu
IIJISI MEHSI «<HEMEILKMMU POIUTEISIMU», S BCETa YyBCTBO-
BaJla UICKPEHHIOI0 3a00TYy HE TOJIbKO O MOEM Tpodeccro-
HaJIbHOM pOCTE, HO U O OBITOBBIX 1 CEMeHBIX Belax. Of-
HaXIbl BEYEPOM, CUIS 3a TEM K& KPYIJIBIM CTOJIOM, MBI
WUTpaIv B HACTOJIbHYIO UTPY (3TO ellle OJHO U3 YAOBOJIbCT-
BUIi, HUKOTJa paHee MHOIO He MCITBITAHHBIX BO B3POCIOM
coctosiHuM). M1 Dpuka Tak u ckaszana: «Y Hac 5 ieTeil 1 Mbl
curTaeM TeOs CBOEH IIeCToi MouKoli». MHe MpeIoXIn
Ha3bIBaTh MX Ha «Thl», YTO ObLIO BEJIMYAUIINM aKTOM J10-
Bepus. C [ioHTepOoM MbI ObLIM OOJBIIUMU IPY3bSIMU,
a DPUKY 5 10 CHUX TTOP Ha3bIBAIO JJACKOBBIM HEMELIKMM CJIO-
BOM “mutti” (MaMouKa).

ITpodeccop LlennoHr, Oyayuu 1Mo CBOE CyTH BbIIAIO-
IIUMCS TIEAUaTPOM, MIPEKPACHO MOHUMAJ, YTO JETCKUM
OHKOJIOTaM, 00y4eHHeM KOTOPBIX OH pyKoBoAu B [epma-
HUU, HEOOXOMMMbI KBaIU(UIIMPOBAHHbBIE CIIECLIMATUCTHI
JIPYTUuX NeauaTpuIecKux creluaibHocteid. M mporpamma
npodeccuoHaNbHBIX TPEHUHTOB OblJIa paclIvpeHa s 1eT-
CKMX Bpayeill pa3HbIX crielimajbHoCcTeil. Peannmarosoru,
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odranbmonoru, JIOP-Bpaun, neTckue Xupypru — 1esas
apMUsl pOCCUMCKUX, YKPAUHCKUX U 0eJIOpYCCKUX Bpayeit
CTaXXMpOBaJlach B pa3HbIX KIMHMUKaX [epmaHun. MHorue
M3 TeX YIYCHUKOB JI0 CHUX ITOP MOAIEPXKMBAIOT KOHTAKTHI HE
TOJIBKO MpOodecCrOHaIbHbIC, HO U IPYKECKUe, IaMsTysI,
yTO ApYyXk0a 3Ta 3apoaunach B [epmanun. «IIteHIIbI TOrO
THE3Ma ...»: cefiyac 3TO MaCTUThIE MpodeccroHalbl, a TOT-
na 3to obutn — Onbra AnelinukoBa, Enena CamouartoBa,
Caetnana Jlonckas, Puta benoryposa...

IIpodeccop LllennoHr yuna Hac KOoIepaTUBHOM pa-
00Te, TUCUMIIMHE PaboThl 1O mpoToKojaM. OH KaK-To
cKasaJjl, 4YTo OJHOBPEMEHHO yJ4acTBOBaJ B paboTe 7 KooTre-
PaTUBHBIX UCCIEI0BAaHUI, B 2 U3 KOTOPBIX OH ObUI PYyKO-
BoauTeseM («OcTpblit MUEIOUIHBIN JIeiiKo3» 1 «bone3Hb
XomxkkuHa»). Terepb, Korma Hailla KJIMHUKA y4acTBYET
B paboTe HECKOJBbKMX KOOIMEpPaTMBHBIX MCCIECIOBaHUIA,
51 MOTY OLIEHUTh, KaKyl0 KOJOCCAIbHYIO paboTy OH BeJ!

Hwu ogHa moe3nka B MioHCTep He 00xoauiachk 0e3 1mo-
JIYYEHUS «TYMAHUTAPHOW MTOMOIIN» OT YHUBEPCUTETCKOMN
KIHUKU: ipodeccop LenmoHT nMen BO3MOXKHOCTD OIjia-
YUBaTh HEOOXOAMMBIC HaM JIEKapCTBa WJIM PACXOIHBIC Ma-
Tepualibl IO I1IEHAaM, BO3MOXHBIM TOJBKO MPHU 3aKyIlKe
KuHUKOM. Ero cexperapu BoIHYXAEHBI ObUTU AeIaTh U 9Ty
JOTIOJTHUTEIbHYIO Pa0OTy: 3aHUMAThCS HAILIMMU HYKIaMU.

I1epBolii B cBOEH XKM3HU MTOCTEP HA 3apyOeKHOM CUM-
Mo3uyMe s TOXe JeJiaja IMoj ero pykoBoactsoM. IIpodec-
cop estonr u npyrue Hamm yuurens (Ipurra Anka-111a-
y0, Anbdpen PaiiTep) mpucTaabHO CIeIWIN 3a HaIUMU
npodecCuOHaAIbHBIMU YCIIeXaMU, 3aMHTEPEeCOBAaHHO 00CY-
JKIasl pe3yJIbTaThl UCIIOJIb30BaHHBIX B KTMHUKE HOBBIX JIe-
yeOHBIX TporpamMM. OHM TpeKpacHO 3HaAM BCE HaIIU
TPYAHOCTH, MOCKOJBbKY Mbl O4Y€Hb 4YaCTO TPEBOXUIN HX
CBOMMM BOIIPOCAMM MO KOHKPETHBIM OOJBHBIM 1 CUTYa-
usaM. M oyeHb MCKpPEeHHE pagoBajuCh HAIKUM IEPBBIM
nobenam. OgHoI U3 HauboJIee 3HAYUMBIX CTaJI0 JOCTHKE-
Hue 80 % 6eccoObITUITHOM BEKMBaeMOCTH IIpy B-kiteTou-
HBIX JTUM@OMax MpU MCHOJb30BAHUU MOIUMDUIIMPOBAH-
Horo npotokojia B-NHL-BFM-90. ITpodeccop IlemioHr
cpasy Xe MPeTOXUII T0J0XUThL 00 3TOM Ha OYepeIHOM
CUMIIO3MYyMeE T10 JIeiiKo3aM, KOTOPHBIii Ipoxoaui B MIoHC-
Tepe, ero cekpeTapu MoMoraiu o(popMuUTh MTOCTEPHBIN 10-
KJIaJl ¥ MBI C TOPIOCTBIO MPEACTaBUIN Halll IePBbIii TOCTEP
Ha MEXIyHapOIHOM CUMIIO3UYMe.

OH ObLJT MTHULIMATOPOM OpPraHMU3allluy OTIASIbHOM CeK-
LIMU 10 pe3yJIbTaTaM JeueHUs AeTell B 5)KOHOMUYECKHU TPo-
oseMHbIx cTpaHax Ha Konrpecce SIOP B Bene B 1996 .
OrnsTh 3Ke 10 ero peKOMEHIAlMU MO TOKJIA 10 JICYSHUIO
B-kneTouHbIX TMM(OM B HallleM OTACICHUM ObLT BKIIOUYEH
B IIPOrpaMMy MEPOIPUSITHUS.

DTO0 OBLJT MOI TEePBHI JOKJIAA Ha KPYITHOM MeEXXIyHa-
ponHoM cummiosuyme. CkaszaTh, 4TO s Oosizach — He CKa-
3aTh HUYero. Kak mouru mpormaj rojoc, nmoakaiimBaich
HOTH, MePeCcoXJI0 BO PTY 1 TOJBKO yCITIOKaMBalolliee moka-
yyBaHue TroJioBoit mpodeccopa IllennoHra, cuasiiero
B IIEPBOM DsIIy, TPHIABaI0 MHE CHUJI.
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Konepecc SIOP 6 Bene, 1996 e. B uenmpe ghomo (caesa nanpaeo):
M.b. Benoeyposa, npo. I. Auka-1layé u npog. I. Illeanone

KoHeuHo, MbI 00CyXXIa1 He TOJBKO MpodeCCUOHATb-
HbIe BOITpochl. OH MHOTO paccKa3bIBall O CBOEH ceMbe, 00
OTIIE, KOTOPKIi1 TOXKEe ObLT BpaYOM U MY3bIKAHTOM, HO PaHO
ymep. Ero maMy s 3actaja B XUBBIX, OHA XWJa B AJIBTCH-
XaliMe — IOMe [T TTOKUIIBIX JIFOAENU, Y Mbl YACTO HaBela-
u ee TaM. [ToMHI0, KaK OH KaTWi ee KOJSICKY I10 aJiiee,
HaKJIOHSISICh M OTBeYasi Ha €€ BOIPOCHI.

KoHeyHo, Mbl HUKaK He MOTJIM OOOMTU TEMY BOMHBI.
MeHs1, pazyMeeTcsl, MHTEPECOBaJIo, YTO OH JiejIal BO BpeMs
BOIHBI, Bellb OH ObLI JIUIIIb HEMHOTUM MJIaIlIe MOUX PO-
nuteneii-ppoHTOBUKOB. Y OH paccKasbiBajl: KaK OH ObLI
MOOUJIM30BaH, KaK YYWJIU CTPEISTh, KaK OH ObLJ CYaCT/IUB,
YTO HUKOTO He yous! OH Tak ¥ ToBOpUJI: «4 cuacTiIuB, 4To
HUKOTO He yOuI 3a TO BpeMsl, 4To ObLT Ha (ppoHTe». Kak
rmomas B TUIEH K aMepUKaHIIaM, KaK Tojo1ajl TaM U eClIi
OBl HU OpYT OTLA, KOTOPBI paboTaa B 3TOM Jjarepe mis
BOCHHOIJICHHBIX 1 BBI3BOJIWII €TI0 OTTYa, HEU3BECTHO, Y3-
HaJ1o ObI UesloBeuecTBO Mpodeccopa [foHTepa [llennoHra.

My3bika 3aHMMaa B €ro >KU3HU ocoboe Mecto. OH
BEJIMKOJICITHO UTPajl Ha BUOJIOHYE/IU, TIPUUEM CaMblii TPY/I-
HBII penepTyap. MHOrue MOMHSIT KOHLIEPTHI BO BpeMs
MEXIYHAPOAHBIX CUMIIO3UYMOB, TI€ MCIOJHUTEISIMU
KJIaCCUYECKOM MY3bIKM OBLIM JETCKUE Bpauu. MeHs co-
BEPILEHHO MOPa3uJl OIUH €ro MoJapoK: IJacTUHKA C 3a-
MUChIO KJIACCHMYECKOTro perepryapa, KOTOPbIM MCITOTHST
OpKecTp AeTckux Bpaueii Iepmanun. [Totom 51 momydana
9TU 3alUCH KOHILIEPTOB BO BPeMsI CUMIIO3MYMOB U MMeja
BO3MOXHOCTb ITO TIPUE3Iy JOMOIA C HaCHaKIEHUEM CIyILaTh
3aMeyaTe/IbHYIO0 MY3bIKY B UCTIOJTHEHUH KOJLUIETr-Bpaydeii.

BceM u3BecTHO, YTOOBI XOPOILLIO UCTIOTHSITH TPOU3BE-
JIeHWe, HY>KHO MHOTO pereTupoBaTh. M s He pa3 Obliia CBU-
JleTeseM TOTO, KaK OH 3aKphbIBaj IBeph B TOCTUHYIO U Ya-
caMu perneTupoBal.

MHorna oHu ycTpauBaiu 1oMalllHME KOHIEPThI, B KO-
TOPBIX yU4acTBOBaJ ero opat Jutep u B3pocibie AeTu. Bee

TEMATOJIOTMM u OHKOJIOT MU

YJIEHbl CeMbH MPAKTUYECKU MPO(GeCCUOHATBHO BIaICIOT
pPa3sHbBIMM MY3bIKQJIbHBIMU WHCTpyMeHTaMu. OCOOEHHO
MEHSsI ITOpaxkaso, YTo Jaxe Mocje MHCYJIbTa, KOrua y Hero
pas3BUJICS TeTpamnape3 U HapylIUIoCh 3peHue, OH BOCCTa-
HOBWICS 1 TTPOAOJIXKAJ TAKXKE BUPTYO3HO MCIIOJIHSITH KJlac-
CUYeCKUEe MPOoU3BeAeHUsI. A ObLIO 3TO COBCEM HEMPOCTO:
OH YacaMM JejaJl YIpaxkHeHUs 1S TJ1a3 1O CIelMaabHOM
KOMITBIOTEPHOI1 MMporpaMmMe, 0O4eHb paccTpanBalics, Koraa
He BUIIEN peasIbHbIX pe3yabTaToB. M3-3a TOCTUHCYJIBTHOTO
nedekTa 3peHUs] OH BBIHYXKIIEH ObUI OCTaBUTh BOXKIECHUE
aBTOMOOWJISI, YTO, KOHEUHO, OCJIOXKHUIIO €ro XXU3Hb, HO OH
HE YHBIBaJI, a MPOAOJIKal €30UTh Ha BEJIOCUIIEAE, B TOM
qucie U B KIMHUKY. [TocaenHuii HOBBI BEJIOCUTIE CEMbSI
emy nogapuia Ha 80-neTue!

1 MOMHIO HalllM BEJOCUIIEAHBIE TMPOTYIKU BOKPYT
MioHcTepa, OH 3HaJl BCE YIOJIKHU Jieca U MOCEJKU BOKPYT.
DT0 OBLIO OCOOBIM YIOBOJBCTBUEM MOMX IpeObIBAHUI
B nome npocdeccopa Lllemnonra. OH 3HaM Ha3BaHUS pacTe-
HUI MO-HEMELIKHU, a ST — TOJIbKO MO-PYCCKU, Mbl OOMEHU -
BaJIMCh 3TUMM 3HAHUSIMU U HAC 3TO OYEHb BECEINIIO.

JI711 TOTO YTOOBI JIyYIlle 00IIAThCS ¢ MOJIOIBIMM KOJI-
Jneramu, npodeccop LllennoHr co cBoeit KeHol DpUKoit
MOCeIIaIN 3aHATUS IO PYCCKOMY SI3BIKY. A IoOMa OHU Jie-
JlaJii JoMallHee 3aJaHue, OYeHb CKPYIYJIe3HO, 100poco-
BECTHO, CO CJIOBapeM M TpaHCKpunuueit. MHorma nmpocuimn
MEHSI TIOMOUb, UTO 5 1 [iej1ajia ¢ O0IBIINM YI0BOJbCTBUEM,
He IepecTaBas YAUBIIATLCS XKU3HEHHOW CUJIE 2TOM 3aMe-
YaTeJIbHOM Maphl.

KoneuHo, oH momorai BceM U Bcerna. OcobeHHo ya-
CTO K €ro MOMOIIIY ITpuberaau 00JbHbIC U3 YKpPauHbI, KO-
TOPBIM OBLIO HYXKHO TPOBOIUTH Jy4eBYl0 Teparnuio. OH
JIMYHO 3aHUMAJICS YCTPOMCTBOM 3TUX MAllMeHTOB Ha 00JIy-
YeHUEe, OTCIAEKMBAJI MPOLIECC Tepaluy U OTKJIMKAJICS Ha
pas3IMYHbIC MPOCHOBI OOIBHBIX U UX POJCTBEHHUKOB.

[TomHIO ero, paborarolero B MX MaJleHbKOM Cafy:
DpuKa JaBaja emy 3aJaHue, Halpumep, no coopy ooe-
TEBIIUX JIUCTHEB — U MIPOheccop, BOOPYKUBLIUCH CTICIIH-
aJIbHBIMM TpadJIsIMU, OUYE€Hb a3apTHO crpedai B Kyuu OraB-
LIIYIO JIUCTBY.

OH pabotayl TIpakTUYeCcKU A0 nociaenHero aHsg. Ero
MOCJIEAHUI MPOEKT IO MO3AHUM OCJIOXKHEHUSIM JICUCHUS
0oJie3Hn XOMKKMHA Y AeTell ocTalics He3aBepIIEHHBIM, HO
OH U ero KOMaHja caejajii O4YeHb MHOTO€, YTO MOBJIMSIIO
Ha M3MEHEHME JIEYCOHBIX MOIXOAOB K 3TOI KaTeropuu
OOJIbHBIX.

Hwu3zkuii OKJIOH ero CBETJION MmaMsITU U Oe3MepHast
onarogapHocTh locrmomy 3a TIpUCYTCTBUE Tpodeccopa
TonTepa IllennoHra B Moeit XXU3HU.

Jl.m.n., npogheccop Mapeapuma bopucoena beaozyposa

(lopoockas kaunuueckas 6oavnuuya Ne 31,
Cankm-Ilemepoype)
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