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C 2014 ropa «Poccuitckuit XypHan AeTCKOM remMartosnormu
M OHKONOrUKU» BKNtoYeH B HayuHylo anekTpoHHylo 6ubnuoteky
n Poccuitckuit nHpekc HayyHoro uutnuposanus (PUHL), umeer
MMNAKT-pakTop.

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

C 2015 ropa snekTpoHHas Bepcus XypHana npepacTasneHa
B BEAYLMX POCCMMUCKMX M MUPOBBIX 3N1IEKTPOHHbIX 6MbnunoTekax,

B ToM yncne EBSCO.

C 2017 ropa xypHan eknodeH B [lepedyeHb Bepywmx
peLeH3UpyeMbIX HaY4HbIX XXYPHANOB, B KOTOPbIX NyBnukytoTes
OCHOBHble HOY4YHble Pe3ynbTAThl AUCCEPTALMI HO COMCKAHME
Y4€HOM CTeneHU JOKTOPA M KAHAMAATA HAYK.
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Yeaxkaemeie konneau!

21-23 mas 2020 1. cocTOUTCS caMOe MHTEPECHOE M, IO HallleMy MHEHUIO, IJIaBHOE COOBITHE
B 00JacTu neTckoil reMaTonorun-onkonoruu 2020 . — 1 oobeauHeHHbi Konrpecc Hammonans-
HOTO OOIIeCTBa IE€TCKUMX FeMaToJIoroB M OHKOJIoroB M Poccuiickoro oOliiecTBa AETCKUX OHKO-
JIOTOB «AKTyaJlbHbI€ TIPOOJIEMbl M MEPCIEKTUBbI PA3BUTUSI AETCKOM OHKOJOTMU U TeMaTOJOruU
B Poccuiickoit ®enepanym — 2020».

Meponpusitue coctoutrcsi B roctuHuue AZIMUT Ortens Onumnuk (129110, Poccus,
Mocksa, Onumnuiickuii nipocnekT, a. 18/1). IlonpoOHas mH@oOpMalusl pa3MmellleHa Ha caifTe
www.nodgo.org/meeting2020.

OcHoBHBbI€ HallpaBieHus aesaTeabHocTH KoHrpecca:

1. HayuHble nocTrXeHusI B 00J1aCTU J€TCKOM OHKOJIOTMHY U TeMaToJOruu (C HayYHbIMU

JIOKJIalaMU 1 TIOCTEPHOM ceccueit).

2. O6pa3oBaTeIbHbIE CECCUU U JIEKLIUU.

3. OpraHu3allMOHHbIE aCTIEKTHI B I€TCKON OHKOJIOTMU U TeMaTOJIOTHM.

B pamkax KoHrpecca npoiiayT 3acemaHus pado4yux Irpymil 0o CJAeayIOLIMM HallpaBICHUSIM:

- COJIMIHASI OHKOJIOTHUS y AeTel (BKJIFOYas OIyXOJIU LIEHTPaJIbHON HEPBHOM CUCTEMBI);

- OHKOTeMaToJIOTus;

- HE3JI0OKaueCTBEHHAs TeMaTOJIOTUSI;

- TPaHCILJIAaHTALIMsI TEMOTMTOATUYECKUX CTBOJIOBBIX KJIETOK;

- XUPYPIUsl U paaroTepanius B AETCKOW OHKOJIOTUM U TeMaTOJI0TUH;

- COMPOBOAUTEIBHOE JIEUCHUE;

- QHECTEe3MOJIOrUsI U peaHUMAallMs B AETCKOW OHKOJIOTUM Y T€MaTOJIOTUH;

- TICUXOJIOT sl B IE€TCKOI OHKOJIOTMY U TeMaTOJIOTUH;

- aCMEKThbI B3aMMOIECHCTBHUS C POAUTEILCKUMU OPraHU3alUSIMU.

MeponpusiTie MIaHUPYETCS K aKKpeauTaluu B CHUCTEME HEIPEepPbIBHOTO MEIUIIMHCKOIO
oopazoBanusi (HMO) u BoiimeT B CHUMCOK MeporpusTuii MUHUCTEpPCTBA 3ApaBOOXpPAHEHMS
Poccuiickoit @enepann.

Cnenure 3a nH(opmalueil Ha caiiTe, B COLIMAIbHBIX CETSIX UM MO XeIlTeram:
caiiT: www.nodgo.org/meeting2020
3JIEKTPOHHBII aapec: meeting2020@nodgo.org
Instagram: rodog.2020
#HOATI'O _POJ0O 2020

Baxkuble nathi:
15 MapTa — OKOHYaHUE IpUeMa Te3UCOB;
15 anpesist — OKOHYaHKWE PerUuCTpaluu;
21 mas1 — niepBbIit neHb KoHrpecca.
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VIIl geiicTBYeT Kak KodaKTop ANA aKTUBMPOBaHHOMO darTopa IX, ycKopAA npeobpasoBaHue pakTopa
X B aKTMBMPOBaHHbIN GaKrTop X. AKTUBMpOBaHHbIN GaKTop X CriocobCTBYeT nepexody NpoTpoMbUHa B
TpoM6UH. TpoMbUH, criocobeTByeT nepexoay ¢pubpuHoreHa B GUBPUH, YTO MPUBOAMT K 06pa3oBaHMio
TpoMba (crycTka Kposm). Bce papMaKoKVHeTUECK1e UCCejoBaHWA NpenapaTta NpoBeAeHb! C y4acTueM
MaLMeHToB, MpedBapuTeNbHO MOMYYaBLUMX JIeYeHWe MO MOBOAY TAMKENON WM YMEPEHHO TAMKENON
remModunm A (McxopHbii ypoBeHb partopa VIl < 2%). CBoaHble GapMaKoKVUHETUYECKME faHHble Bbiin
nosyYeHbl U NpoaHanuavpoBaHsl y 195 paHee neyeHHbIX NaLVeHTOB, CTPaAAIoLLMX TAMENon reMopunven
A (ncxoaHbIn yposeHb dakTopa VIl < 1 %). BesonacHocTb 1 reMocTaTyecKan 3¢pdeRTUBHOCTb Npenapa-
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B Nepuoy] rpyaHOro BCKapMAMBaHuUA: B cBA3n ¢ TeM, 4To reModunmen A IKeHWWHbI CTpapjaioT
KpaliHe pefKo, 6e30macHOCTb MPUMEHEHKA NperapaTa y GepeMeHHbIX MEHLLVH W Y MeHLLVH B Nepuof
rpyOHOr0 BCKapMIMBaHKA He ycTaHoBseHa. Cnoco6 npuMeHeHNA U A03bl: JledeHre NpenapaToM AOK-
HO BbITb Ha4aTo Mof HabiofieHneM Bpaya, VIMElOLLEro OMbIT B IeYeHNI reMoGUIM, U NPU Hanumn Bo3-
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dunakeun. [1o3bl U MPOAOSKUTENBHOCTL JIEYEHUA 3aBUCAT OT cTemeHn pAeduumta daxtopa VI,

000 «llaitep Brotex Pyc»

YacTb 6uodapmaLieBTUYECKON KoMNaHUK «Takeaa»

119021, r. MockBa, yn. Tumypa OpyHse, 4. 11, cTp. 1, 3Tax 6, nom. |, KOMH. 6; 8; 12,
Ten.: +7 (495) 7870477,

www.takeda.com

MATEPWAJT NPEOHA3HAYEH A9 PABOTHVKOB 3 PABOOXPAHEHUA
myPKFit - perncTpaunoHHoe ynoctoBepeHne Ha MeauuyHekoe napenvie N2 P3H 2017/6449, 04.09.2018

NOKaNM3aLMM 1 UIHTEHCMBHOCTV KPOBOTEUEHMA, @ TaKMKe OT KIMHUHYECKOr0 COCTOAHNA NaLeHTa. JledeHue
«no mpebosaHuroy: HeobxoauMas fo3a npenapata onpefensetca rno gopmyrne: TpebyeMan fosa (ME) =
Macca Tena (Kr) x Heobxoaumbin % yeennuermna daxtopa VIl x 0,5. Mpu KposomeyeHusx U Xupypauqe-
CKUX BMeLLIamesTbCmaax, akTMBHOCTL pakTopa VIl He [omkHa OMycKaTbCA HUMKE 3aAaHHOro YPOBHA.
MonHoe onucaHue cnocoba npuMeHeHUs U peKoMeHdyeMo20 pemumMa G03UPOBAHUA CM. 8 UHCMPYKUUU
no MeduyuHcKoMy npumeHeHuro. Mo6ouHoe pencTeue: Hanbonee YacTo Gbinn OTMeYeHb! ClieayioLLe
HIP: nosBneHve MHMMBUTOPOB (HerTpanuaytolwmx aHTuTen K daxtopy VIII), ronosHaA 6011k 1 nMxopagKa.
WNepuyBCTBUTENBHOCTD AW aNepryeckiie peakLMi HabMioaaMCch HEYACTo, HO B HEKOTOPBIX CAyYanX
MporpeccypoBasv € pasBUTUEM TAMENONM aHadunaKcum (BKIIoYaA aHapUNaKTUYECKWiA LLOK). [TepedeHs
acex H/IP npedcmasieH 8 UHCMPYKUUU No MeduYUHCKoMy npuMeHeHuio. MepeposupoBKa: O cnydanx ne-
Pefio3vpoBKM He coobLyanock. CUMMTOMbI Hev3BeCTHLI. B3auMopecTBMe ¢ ApYriMU eKapCTBEHHBIMU
cpeAcTBaMM: W1CCNeoBaHNA He MPOBOAUICL. Ocobble YKasaHUA: [Unep4y8cmBUmesIbHOCMb: Co06-
LLanock 0 PasBUTIM PeaKLMiA TMepUyBCTBATENEHOCTY aNIepriyeckoro Tuna, BRIKYanA aHaguiaKcuio.
06pasosaHue uHaubumopos ¢axkmopa Vill: NofBneHe HeMTPanM3yIoLLKMX aHTUTEN MPOABIIAETCA CHU-
¥KEHMEM MPOKOAryAHTHON aKTMBHOCTU MpenapaTa. Kamemep-accoyuUpOBaHHbIe OC/IOMHEHUS: CylLLe-
CTBYET PUCK Pa3BUTUA MECTHON MHEKLMM, baKTepremMun, TPOMB03a. BcnoMozamertbHble Beujecmaa:
naLmeHTaM, HaxoAALMMCA Ha AneTe C orpaHYeHNeM HaTpUA CeayeT YUMTbIBaTb, YTO BOCCTAHOB/EH-
Hbll1 pacTBop copepuT 0,45 MMonb HaTpuA (10 Mr) Ha dnakoH. BiuaHue Ha cnoco6HocTb ynpaBnATb
TPaHCMOPTHLIMK CPeACcTBaMM, MeXaHWU3MaMu: [lperapatT He OKasbiBaeT B/MAHME. YCNoBUA oTny-
cKa: Mo peuenty. OpraHuzaums, NpUHUMaloLas npeTeHsun notpebutenein: AO «3c [m Briotex»:
601125, Poccuitckan ®epepauma, BnaguMmnpekan obnactb, MeTyLWMHCKMIA paiioH, N. BonbriHcKui, yi.
Bnagvmupckan, 4. 18, oduc 26. Ten. (@akc): +7(49243) 7-31-15 (o6. 5005). MonHas uHdpopMaumsa no
npenapary npefcraB/ieHa B MHCTPYKLMM MO MeAMLMHCKOMY npuMeHeHuio npenapata («MMM»).
HacToAwan coKpaleHHaa MHCTpYKUMA no npumeHeHuio («CUM») npeacTasneHa McKniounTeNbLHO
B MHOPMaLIMOHHBIX LIENIAX U He MOKET CYMMUTb B Ka4ecTBe MCHepnbIBaIOLLIEro PyKOBOACTBA NpU
Ha3Ha4eHuM 1 npumeHeHuu npenapara. CUMM (V.3.0) ot 14.01.2019 Ha ocHoBaHum UMM ot 11.12.2018.

C-APROM/RUS//1428
[ata noarotosku matepuana: asryct 2019 +.



I studies

Origina

12

https://doi.org/10.21682/2311-1267-2020-7-1-12-21

JleyeHue gemed ¢ renamo6nacmomoii rpynnbl 0YeHb
HU3KOro pucka no knaccucuxkayuu Ghildren’s Hepatic tumors
International Collaboration: cepud KnuHuyecKux HabnwoaeHul

P.A. ITumenos, I1.A. Kepumos, A.I1. Kazanues, M.B. Pyoanckas, M.A. PyoaHckwii,
O.I1. bom3niokoB, E.B. Muxaiinosa, C.H. Muxaiinosa, A.JI. Hukyimna, A.A. Manaxosa,
I.b. Carosn, O.A. Kankosa, /I.B. PeioakoBa, C.P. Bapdoaomeesa, B.I. IToiskos
DI'RY «Hauuonanvhoiii meduyunckuil ucciedosamensvckuii uenmp onxonoeuu umenu H.H. Broxuna» Munzopasa Poccuu;
Poccus, 115478, Mockea, Kawupckoe uiocce, 23

Konmaxmmuuvie oannvie: Poman HUeanosuu Ilumeros onco@list.ru

Axmyaavnocmo. Ycnexu neuenus demeil ¢ eenamobnacmomoii (I'b) ceszanvi, npedcde eceeo, ¢ onmumusayueii OUaeHOCMUYeCKUXx u mepa-
nesemuueckux cmpameeuil. Buedpenue cucmemvl domepanesmuueckoeo onpedeseHus epynnvl pucka, paspabomantoli MescoyHapooOHbiM
obuwecmeom no usyuenuro onyxoneii neuernu y demeii Children’s Hepatic tumors International Collaboration (CHIC), y 60abhbix ¢ I'B no36o-
asem aghghexmuero npogodums puck-cmpamugpuxayuro. Iayuenmot epynnot ouens Huzkoeo pucka (OHP) umerom 6aazonpusmuulii npo-
2HO3 U 6 omauuUe Om OOAbHBIX Opyeux epynn 'y HUX 603MOJICHO 8bINOAHEHUe ONepamueHoeo emeulamenscmea Ha 1-m amane, a demu u3
epynnot OHP ¢ «uucmoim» gpemanvrvim eapuanmom (4YDB) mopghonroeuueckoeo cmpoenus onyxonau mozym O0bims uzie4eHst 6e3 Xumuome-
panuu (XT) — moavko xupypeuueckum memodom. B dannoii cmamee npedcmasnen anaius cepuu Haoaoodenuil demeii ¢ I'b6 OHP.
Memoowt u nayuenmeot. Ilposeden pempocnekmueHblii anarus 0aunvix 138 6oavHbix, nosyuasuux sevenue 6 HUU demckoii onkonoeuu
u eemamonoeuu OI'bY «HMHUII onxonoeuu um. H.H. Baoxuna» Munzdpasa Poccuu (HUH JI0Oul) ¢ sueaps 2006 2. no gpespans 2018 e.
Bcem nayuenmam npogodunocs o6caedosanue 6 credyrujem obseme: komnvtomepras momoepagus (KT) epyonoii knemku, yaompa3eyko-
8oe uccaedosanue (Y3H) opeanoe dprownoil norocmu u 3aoprouiunHoeo npocmparncmea, KT u/uiu maenHumuo-pe3oHancrhas momoepaghus
OprOWHOL nOAOCMU ¢ KOHMPACMHbIM YCUAeHUeM. Bbinoansnoce onpedenenue ypoeHs XOPUOHUHECK020 20HAOOMPONUHA Yea08eKa U anb-
pa-gemonpomeuna (ADII) 6 cvieopomke Kkposu. PacnpocmpaneHHOCMb 0NYX01€68020 NOPANCEHUS. PEMPOCHEKMUBHO OUEHUBANACH NO CU-
cmeme PRETEXT (Pre-Treatment Extent of Disease, ouenka pachpocmpanenHOCMU 0NYX04€8020 npouecca 00 HA4aia Ae4eHusi, eepcus
2017 e.). Ha ocnosanuu noayuennvix oannsix 6 epynny OHP no cucmeme cmpamugpuxayuu CHIC onpedeaenwvt 18 (13 %) nayuenmos ¢ I'b.
H3 18 (100 %) 60ab1bix epynnst OHP 8 (44,4 %) noayuanu mepanuto 6 unmepeane ¢ sueaps 2006 2. no okms6ps 2010 . coenacto npomoko-
saam aevenus epynnvt SIOPEL. Jleuenue exarouano 6 ceds couemanue nHeoadstosanmuoil XT ¢ omcpouennoii onepayueii u adstosanmuoii XT.
C nosops 2010 e. ¢ HUH JIOul npunam npomokon aeuenus demeii ¢ I'b, npednosaearouiuii 03mM0XiCHOCHb 8bINOAHEHUS ONEPAMUBHO0
JAedenus Ha 1-m amane y nayueHmos ¢ 10Ka1u308aHHol cmaduell 3a6oaresanus npu pacnpocmpanenuu PRETEXT 1/11. C dexabpsa 2010 e.
no Hoabps 2018 2. 10 (55,6 %) 6oavhbix uz epynnst OHP 6viau npoonepuposanst ha 1-m smane. Buoncus onyxoau hepeo 6Meuamensbcmeom
He gvinoananacy. Ilocae eucmonoeuueckoeo uccredosanus y 4 (22,2 %) nayuenmos ycmanosaen snumenuanshulii gapuanm cmpoenus I'b,
He coomeemcmeyrouuti kpumepusm YDPB. Um bvira nposedena adsosanmuas XT no npomoxonsy SIOPEL. Uy 6 (33,3 %) 6oabHbix no
pesyabmamam mopghoaoeuueckoeo uccaedosanus eapuanm cmpoenus I'b mpakmosancs kaxk YDB. JlanvHetiwas mepanus 6 3moii epynne
nayuenmos He nposodunacs. AHanu3s peyabmamos Aeuenus smux 6 nayuenmos 6e3 ucnoavsosanus XT u npedcmasnen 6 Haweil pabome.
Pesyavmamot. Cpeonuii 6ozpacm 6oavhoix — 3,7 (1—6) eoda, meduana — 3,7 £ 2,0. Manvuuxu/desouxu — 4:2. Bo écex cayuasx umeno me-
cmo beccumnmomHoe meuerue 601e3HU, HOB00OPA308aHuUe ObLA0 BbIAGAEHO CAYHALHO npu hposedenuu Y3HU. Bce demu umenu nogvluieHHbLI
yposenv ADII 6 duanasone 95,2—695 (286,0 = 116,8) ME/ma. Pacnpocmpanenue no PRETEXT 1/11 — 2 (33,3 %) u 4 (66,7 %) 601bHbix
coomeemcmeento. llayuenmol He umenu donoanumenvhuix kpumepueé PRETEXT u memacmasos. Xupypeuueckoe aeyenue 8bnoaHEHO
aanapockonuxeckum memoodom y 2 uz 6 6oavnvix. Obsem onepayuu: eemueenamaKmomusi npagocmoporsis — 3, 1eeocmoponnsis — 1,
ouceemenmaxkmomus — 1, amunuunas pezexyus — 1. Jlumgpoduccexyus 6 30He nevenouHo-06eHaoyamunepcmHoll c8a3KuU He 8blNOAHS-
aacs. OcaodcHeHull AeHeHUs U NOBMOPHBIX ONEPAMUBHbIX Meulamenbcms He 0vi10. Paduxanrsnocms emewamenscmea 6 o6seme RO noo-
meepicoena eUCMOA02UYeCKUM UCCAe008aHUeM Y 6cex nayuenmos. Ilpu mopghonoeuveckom uccaedosanuu 8o ecex cayuasx evisienen YOB
cmpoenus onyxoau. Bee 6oavHbie acugbl 6e3 npusHakos peyudusa npu cpokax Habawodenus om 14,7 do 59,2 (32,0 = 18,7) mec.
3axarouenue. Hcnoav3osanue cucmemovi domepaneemuueckoi cmpamugpukayuu Ha epynnol pucka CHIC nosgonsem sghgpexmugro évi-
deaums 6onvhbix epynnot OHP, a 'y wacmu demeii ¢ YPB eucmonoeuteckoeo cmpoenuss onyxoau 045 Ae4eHus: Modcem Obimb NPUMEHeH
MOAbKO Xupypeuueckuil nooxoo. B mo ce epems Heb0abwOl cpoK HAONOOEHUS 30 OOAbHLIMU U MAA0E UX YUCAO He N0380A50m cOeaams
OKOHYamenbHbvle 8b1600bl U OUKMYIOM He00X00UMOCMb NPOGEOeHUs MYAbMUUEHMPO8o2o uccaedoganus. Credyem ommemums, 4mo 0aHHAS
Ko2opma nayuenmos mpedyem mujamenbHoeo co0N00eHUs AA20pUmMa NOCMmepanesmu4ecK020 HabaoeHus.

Karoueesvie caosa: ecenamobaracmoma, onyxoau neweru, demckas oukonoeus, oemu, CHIC, PRETEXT, xupypeus neueru, ouenb HU3KULL
PUCK

Jlas yumuposanus: Ilumenos P.U., Kepumos I1.A., Kazanyee A.Il., Pybanckas M.B., Pybanckuii M.A., bausniokoe O.I1., Muxaii-
aoea E.B., Muxaiinosa C.H., Huxysuna A.JI., Maraxoéa A.A., Caeoan I.b., Kankosa O.A., Pvibakosa /I.B., Bapgoromeesa C.P.,
lloasikoe B.T. Jleuenue demeii c eenamob.aacmomoll epynnvl 04eHs HU3Koeo pucka no kaaccuguxauuu Children’s Hepatic tumors International
Collaboration: cepus kaunuueckux naoarodenuti. Poccuiickuii scypran demckoii eemamonoeuu u onkonoeuu 2020;7(1):12—21.
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Treatment of children with very low-risk hepatoblastoma according to the Children’s Hepatic tumors
International Collaboration classification: a series of clinical observations

R.I. Pimenov, P.A. Kerimov, A.P. Kazantsev, M.V. Rubanskaya, M.A. Rubanskiy,
O.P. Blisnyukov, E.V. Mikhailova, S.N. Mikhailova, A.L. Nikulina, A.A. Malakhova,
G.B. Sagoyan, O.A. Kapkova, D.V. Rybakova, S.R. Varfolomeeva, V.G. Polyakov

Research Institute of Pediatric Oncology and Hematology of N.N. Blokhin National Medical Research Centre of Oncology,
Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia

Relevance. The success of treatment of children with hepatoblastoma (HB) is associated primarily with the optimization of diagnostic and
therapeutic strategies. The introduction of a system of therapeutic definition of a risk group developed by the International Society for the Study
of Liver Tumors in Children’s Hepatic tumors International Collaboration (CHIC) in patients with HB allows for effective risk stratification.
Patients of the very low-risk group have a favorable prognosis and, unlike patients of other groups, they can perform surgery at the I* stage,
and children from the very low-risk group with a “pure” fetal version of the morphological structure of the tumor can be cured without
chemotherapy — only by surgical method. This article presents an analysis of a series of observations of children with HB very low-risk.
Methods and patients. A retrospective analysis of the data of 138 patients who received treatment at the Research Institute of Pediatric
Oncology and Hematology of N.N. Blokhin National Medical Research Centre of Oncology of the Ministry of Health of Russia from
January 2006 to February 2018, all patients underwent examination in the following volume: computed tomography (CT) of the chest,
ultrasound of the abdominal cavity and retroperitoneal space, CT and/or magnetic resonance imaging of the abdominal cavity with contrast
enhancement. Serum levels of human chorionic gonadotropin and alpha-fetoprotein (AFP) were measured. The prevalence of tumor lesions
was retrospectively evaluated using the PRETEXT system (Pre-Treatment Extent of Disease, assessment of the prevalence of the tumor
process before treatment, 2017 version). Based on the data obtained, 18 (13 %) patients with hypertension were identified in the very low-risk
group using the CHIC stratification system.

Of 18 (100 %) patients of the very low-risk group, 8 (44.4 %) received therapy in the interval from January 2006 to October 2010 according
to the treatment protocols of the SIOPEL group. The treatment included a combination of neoadjuvant chemotherapy with delayed surgery
and adjuvant chemotherapy. Since November 2010, the Research Institute of Pediatric Oncology and Hematology adopted a protocol for the
treatment of children with hypertension, suggesting the possibility of performing surgical treatment at the I stage in patients with a localized
stage of the disease with the spread of PRETEXT I/I1. From December 2010 to November 2018, 10 (55.6 %) patients from the very low-risk
group were operated on at the I¥'stage. A tumor biopsy was not performed before the intervention. After a histological examination, 4 (22.2 %)
patients had an epithelial variant of the structure of HB that did not meet the criteria of a “pure” fetal variant. He was given adjuvant
chemotherapy according to the SIOPEL protocol. And in 6 (33.3 %) patients, according to the results of a morphological study, the HB
structure variant was interpreted as a “pure” fetal variant. Further therapy in this group of patients was not performed. The analysis of the
results of treatment of these 6 patients without the use of chemotherapy is presented in our article.

Results. The average age of patients is 3.7 (1—6) years, the median is 3.7 + 2.0. Boys/girls — 4:2. In all cases, there was an asymptomatic
course of the disease, a neoplasm was detected by chance during an ultrasound scan. All children had an elevated AFP level in the range of
95.2—695 (286.0 £ 116.8) 1U/ml. Distribution according to PRETEXT I/II — 2 (33.3 %) and 4 (66.7 %) patients, respectively. Patients
did not have additional PRETEXT criteria and metastases. Surgical treatment was performed by the laparoscopic method in 2 of 6 patients.
Scope of operation: right-sided hemihepatectomy — 3, left-sided — 1, bisegmentectomy — 1, atypical resection — 1. Lymphatic dissection in
the area of the hepatoduodenal ligament was not performed. There were no complications of treatment and repeated surgical interventions.
The radicalness of the intervention in the volume of RO was confirmed by histological examination in all patients. Morphological examination
in all cases revealed a “pure” fetal version of the structure of the tumor. All patients are alive without signs of relapse at follow-up periods of
14.7t0 59.2 (32.0 £ 18.7) months.

Conclusion. Using the system of therapeutic stratification into risk groups CHIC allows you to effectively distinguish patients with very low-risk
groups, and for some children with a “pure” fetal version of the histological structure of the tumor, only the surgical approach can be used for
treatment. At the same time, the short observation period for the patients and their small number do not allow us to draw final conclusions
and dictate the need for a multicenter study. It should be noted that this cohort of patients requires careful observance of the post-therapeutic
observation algorithm.
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BBenenue

Ienatobmnacroma (I'B) — penkast sMOpuoHanbHasE OIy-
XOJIb TICUEHU Y JIeTell ¢ TTMKOM 3a00JIeBaeMOCTH B BO3pacTe
3 getr. Cpenu BceX 3JI0KaUECTBEHHBIX HOBOOOpa3OBaHUIA
(BHO) neuenu I'b 3aHnMaet nuaupytollee MoaoxkeHue, Ha
ee oo npuxoautcsi 6ojiee 80 % ciydaeB. 3a001eBacMOCTb
olieHuBaeTcs Kak 1 caydaii Ha 1,2—1,5 MITH 310pOBBIX AeTeit
B IO/, YTO COCTABJISIET OKOJIO 1 % Bcex cilydyaeB OHKOJIOTHYe-
ckux 3aboneBanuii [1, 2]. B Poccuu exxeromHo BhISIBIsIETCS
35—45 nepBUYHBIX CIydaeB 3a0o0yieBaHus y aeTeii [3, 4].

Jng neyenus nereit ¢ I'b ncronab3yoT 2 0OCHOBHBIX
METOJIa: XMPYPrMUeCKOoe YAaJeHUe OIMyXOJr WM KOMOM-
HUPOBAHHOE — COYETAHUE CHUCTEMHOM XUMUOTEpAIUu
(XT) u nokanbHOro KOHTpOJIst. PenkocTh 1 B TO Xe BpeMst
MHoroo6pasue Mopdojornyeckux ¢GopM 3a0ojIeBaHUSA
CO31al0T NPOoOJIeMbl B MU3YYEHUU U OLIEHKE TepareBTH-
YEeCKMX IIOAXOAO0B, YTO TpeOyeT OOJIBIIMX BPEMEHHBIX
3aTpaT JUISI HAKOIUIGHUSI CTaTUCTUYECKM 3HAYMMOIO
yuciaa OoJibHbIX. OZHMM U3 MEXaHM3MOB pelIeHUs
MpoOJIeMbI SIBJISIETCS CO3IaHUE KOOIEPATUBHBIX TPYII,
HUCTIOB3YIOIIUX eMHbIC TepareBTUYECKUE MOIXOIbI, UTO
CIIOCOOCTBYET YCKOPEHMIO Habopa IallMeHTOB, IOJIyde-
HMIO TOCTOBEPHBIX TaHHBIX M pa3pabOTKe ONTUMAaJIbHbIX
TepaneBTUYeCKUX cTpareruii. JIjiss mOCTHMKEHMs BbILIe-
OINMCAHHBIX 1IeJell COCTOSUIOCh 00bedeHUue 4 OCHOB-
HBIX TPYII IO JICUCHUIO JIETei C OMyXOJsSIMHU IeYeHU
(International Childhood Liver tumors Strategy Group
(SIOPEL), Children’s Oncology Group (COG), German
Society for Pediatric Oncology (GPOH) u Japanese
Study Group for Pediatric Liver Tumors (JPLT)), u Obl1a
coslaHa eauHas MeXAyHapoaHasl TpyIIia 0 M3YYEeHUIO
omnyxojieii meueHu y nereir — Children’s Hepatic tumors
International Collaboration (CHIC) [5]. Ha ocHoBaHuu
aHanm3za JeyeHust 1605 6oabHbIX ¢ I'B ObIIM OIpeneneHb
MPOTHOCTUYECKKE (haKTOPhI, OKa3bIBaIOIIMEe HaMOOIbIIee
BJIMSIHUE Ha Pe3yJIbTaThl JICUEHUS: paclpoCTPaHEHHOCTh
no cuctreme PRETEXT (PreTreatment Extent of Disease,
OlLIEHKA pPACIpOCTPAHEHHOCTU OIIyXOJIEBOTO Ipoliecca
JI0 HayaJla JIeYeHMs) ¥ HaJlndue JOIOTHUTEIbHBIX KPU-
tepueB PRETEXT (Takux, Kak BOBJEYEHUE B OMyXoOJe-
BBIIi IIPOLIECC COCYIMCTBIX CTPYKTYp, MHOIOOYaroBoOe
MOpaXXeHue, BKCTPAeuyeHOYHOEe  PacIpOCTpaHEHUE,
nopaxeHue S1 medyeHU, ypoBeHb aibda-(eTonporenHa

(ADIT), Bo3pacT 1 BO3MOKHOCTD MTOJTHOT'O yIaJIEHUS OITy-
XOJIM Ha MOMEHT IMOCTaHOBKHU auarHo3a). Ha ocHoBaHuu
noaydyeHHbIX JaHHbIX rpynnoit CHIC 6b11a pazpaboTtaHa
cucteMa crpaTuduKaiuy Ha 4 TPYIIIbL 111 TTPOBEACHUS
PUCK-aJalTUpOBaHHOUN Tepanuu. Jlpyrum, He MeHee
BaxkHbIM pesyiabTaToM ucciaenoBanust CHIC, crana pas-
paboTKa M BHEAPEHME MEXIAYHApOIHOIO IIPOTOKOJIA
JICYCHUST JeTeil C OMyXOJISIMU IeYeHU, OObEIMHUBIIETO
MCCJIEI0BATEILCKME TPYIIIIBI BCErO0 MUPa B pAMKaX €IMHO-
ro nnoaxona. MccrnenoBanue craproBano B Havane 2018 T.
u nojayumno HasBaHue Pediatric Hepatic International
Tumor Trial (PHITT, unenTudukamoHHbIii HOMEpP Ha
caiire clinicaltrials.gov — NCT03017326) [6].

XUpypruveckoe yaajieHue OIyXOJIu SIBJISIETCS HEOTh-
eMJIEMOI 4YacThlo JieyeHUs mauueHToB ¢ I'b, onHako no
HeJaBHET0 BPEeMEHU aJITOPUTMbI XUPYPTUYECKOI O JICUSHUS
JeTeil 3HAYUTEJIbHO Pa3InvalucCh MEXIy UCCIe0BaTE/Ib-
ckumu rpynmnamu. COG u JPLT pekomeHaoBanu yaanie-
HHME ONYXOJIM Ha 1-M 3Tame B IpyIIe MalMeHTOB CTaH-
napTHoro pucka c¢ pacnpocrpaHeHueM PRETEXT I/I1
u B psae ciaydaeB III, B To BpeMms Kak uccienoBaHUs
SIOPEL pexomeHmoBaiu sl BCeX OOJbHBIX HEOAIb-
oBaHTHYI0 XT ¢ OTcpoyeHHOI pesekuueil meyeHu [7].
B ceBepoamepukaHckoM wuccienoBanuu rpynmnsl COG
AHEP-0731 ©Obuta BblZelieHa KOropra IaleHTOB,
Yy KOTOPBIX JTOOUTBCS TTOJIHOTO U3JICYEHUS YIaI0Ch ITyTeM
BBITIOJTHEHMS PaAUKAJIBHOTO YAaJeHUsI OIyX0JIu 6e3 mpo-
BeneHust XT. B gaHHy10 rpyminy ObLJIM OTHECEHBI OOJIbHBIE
C JIOKaJM30BaHHbIMU ¢hopMamMu 3ab0jieBaHUsI, PACIIPO-
ctpaHeHHocThlo mpouiecca PRETEXT I/II, ¢ orcyt-
CTBHEM HEeOJIaronpUsITHBIX TOMOJHUTEIbHBIX KPUTEPUEB
M UMMEIOIIMX TMCTOJOTMYECKOE CTPOCHUE <«UMCThIN»
deranbHblit Bapuant (YDB) [8].

Ilenp Hamero uccieaoBaHus — M3YYCHUE PE3YJILTaTOB
XUPYpPTrUYecKOro jeyeHust 6oabHbIX ¢ I'b rpynmnbl oueHb
Huskoro pucka (OHP) mo CHIC.

MeToabl M NAIUAEHTHI

WccnenoBaHue BBITIOJHEHO Ha 0a3e XUPYPruyeckoro
otneneHust Ne 2 HUWM nerckoil OHKOJOrMM M TreMaTo-
jgorun ®I'bY «HMMWUI onkonorn um. H.H. brnoxuna»
Mun3zapasa Poccuu (HUU 10Our’). [Tponomkure1bHOCTh
nccinenoBanus — ¢ saBapst 2006 1. mo ¢geBpans 2018 1.
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Jns mocTuKeHUs TIOCTaBJICHHOM LeNW HaMu ObLIv
MPOBENCHbI PETPOCIEKTUBHBIA U IPOCIEKTHUBHBIIA aHa-
3kl JaHHBIX 138 6ombHBIX ¢ I'D, monyyuBIINX JTeyeHne
¢ auBaps 2006 1. mo despanb 2018 . B HUM 1Oul’. Pac-
IIPOCTPAHEHHOCTh OITyX0JIEBOrO IOPaXEHUsSI OlLleHMBA-
nack 1o cucteme PRETEXT (Bepcust 2017 1) Ha ocHO-
BaHUU JAHHBIX, MTOJIyYEHHBIX METOAAMU BU3yaIU3allviu:
koMmmbioTepHas ToMorpadus (KT) rpymHoli KieTku,
ynbTpasBykoBoe uccienoanue (Y3M), KT u/wmm mar-
HUTHO-pe30oHaHCHas1 Tomorpadus (MPT) OpromniHoit
IOJIOCTA C KOHTPACTHBIM YCWJIEHHEM. BBIIOJHSIIOCH
orpejeeHue XOPUOHMYECKOI0 TOHAA0TPOIIMHA YeI0Be-
Ka 1 puHammuyeckast oneHka ADIT B cbIBOPOTKE KPOBH.
Ha ocHoBaHMM aHaIM3a IOJYyYeHHBIX JaHHBIX HAMU ObLIa
MpoBeieHa cTpaThUKaLKs OOJbHBIX HA TPYIIIIbI PUCKa,
cornmacHo kputepusm cuctembsl CHIC. Kputepun OHP
no CHIC omnpenensinch Kak J0KaauM30BaHHas CTaaus
I'b, 6e3 MertactazoB (M—) U DOMOJHUTEIbHBIX KPUTE-
pueB PRETEXT, ¢ BO3MOXHOCTBIO BBITTOJIHEHUST paaur-
KaJIbHOW omepauuu Ha 1-Mm aTane jedyeHusd. g cranun
PRETEXT I 6e3 yuera ypoBus ADII, a gngs PRETEXT
II mOTMOJHUTEIbHO YYUTHIBAJICS BO3pacT Miaalle 8§ Jer
u ypoBeHb ADIT > 100 ur/ma (83 ME/mia). B rpynny
OHP 6butu crpatudunmpoBansl 18 (13 %) malueHTOB,
u3 Hux 6 (4,3 %) mpoBeAeHO TOJILKO XUPYPrHUUecKoe
JIEYEHME U ero pe3y/ibTaThl IPUBEACHBI B HAIIEM MCClie-
JIOBaHUM.

Xapaktepuctuka 0onbHbIX Tpynbl OHP npuBenena
B Taodm. 1.

Pe3yasraTst

Bospacr gereit rpynnet OHP coctaBun ot 1 roga no
6J1eT, CpeAHUII BO3pacT HA MOMEHT [IOCTAHOBKM AMArHO3a —
3,75 £ 2,0 rona, pacnpenesieHde MO Moay — 4 MajabyuKa
u 2 neBouku. I3 aHaMHe3a M3BECTHO, UTO BCE MAllMEHTHI
pPOXIEHBI B IEKPETUPOBAHHBIC CPOKU U HE OTHOCWIMCH
K KaTeropuu MajloBeCHbIX AeTeil. OCOOeHHOCTH Pa3BUTUS
OTMeYaJInch y 2 00IbHBIX, 1 pebeHOK Hab0IaICd y Bpa-
Yya-HEeBpOJIOra € IMAarHo30M <«JIeTCKUil lLiepeOpalbHbIit
napajady» 1y 2-To TIp1 00CIeJ0BaHUY BbISIBIEHBI aHOMa-
JIMU pa3BUTHS pedep — JTOMOJHUTEIbHBIC LIeiTHbIE pedpa.
Bo Bcex caydasix oTMedasoch OECCHMIITOMHOE TEUEeHUE
00JIE3HU, OMYXOJb TeYeHU Oblja CIIydallHOM HaxXOIKOM

Ta6muna 1. Xapaxmepucmuka 6oavhvix epynnst OHP
Table 1. Characteristics of patients in the very low-risk group

8

2006—2010
2011-2018 10 4 6 10 0

Bcezo
Total

18 § 10 18 0

4 4 8 0 4 4 8 8

npu npoBeneHUn Y3M OpIoIIHO# MONIOCTU, BBHIMOJIHEH-
HOTO MPU CKPMHUHTOBOM OOCJICIOBAaHUM.

Ha sTamne miaHupoBaHMST OTIEPaTUBHOTO BMEIIATETb-
CTBa TPOBOIMJICS KOMILIEKC JTUATHOCTUYECKUX MEpO-
MPUSTHI, BKIIOYABIIMI B CebS OOIIECKPUHUHTOBBIE
uccnegoBanus; Y3M OpIONIHOI MONOCTU U 3a0PIOIINH-
HOTO IMPOCTPAHCTBA; PEHTTeHOrpachuIo OPraHOB IPYIHOMN
KJIETKM B 2 TIpOeKIMsIX (mepeaHe3anHeit 1 6okosoit); KT
opraHoB rpyaHoii kinetku, KT uiu MPT 6pronrHoii moso-
CTU 1 3a0pIOIIMHHOTO IPOCTPAHCTBA C KOHTPACTHBIM
yCHJIEHHEM, ABYKpaTHOE n3MepeHue ypoBHs ADIT B ceiBo-
POTKE KPOBHU C OLIEHKOI TMHAMUKM u3MeHeHuii. Ha puc. 1,
2 mpeactaBieHbl T1-B3BelleHHBIe u300paxkeHuss MPT
C KOHTPACTHBIM yCUJICHHEM TalleHTa 3 JIeT ¢ AMarHo30M
I'b PRETEXT II. B mpaBoit none nedenu (SVIII—VII)
orpenessieTcs: 00beMHOE HOBOOOpPa30BaHUE HEOTHOPOI-
HOWM COJIMAHOM CTPYKTYPhbl, aKTUBHO HAKAILIMBAIOLIIEE KOH-
TpacTHOE BeIecTBO. BeTBM BOPOTHOIT BEHBI, TICUEHOUYHbBIE
BEHBI M HIDKHSIS T10J1as1 BeHa MHTAKTHBL. Puc. 2 neMoHCTpu-
pyeT YJIBTPa3BYKOBYIO KapTHHY OOBEMHOIO OOpa30OBaHUS
B IIPaBOIi 0JIe TICUEHU, C HEPOBHBIMU, TIPEUMYILIECTBEHHO
YETKMMU, KOHTYpaMU COJUIHOM CTPYKTypbl. OTMeuaeTcs
BBICOKAsT CKOPOCTb PAaCIpPOCTPaHEHUs CIABUTOBOIl BOJHBI
B OITyXOJIM, yKa3bIBalolllasi Ha IOBBIIICHHYIO KECTKOCThb
TKaHU, BEPOSITHO, (PUOPO3HBIC U3MEHEHUSI.

BceM OOJNBHBIM YCTAHOBJIEH KIMHUKO-PEHTIEHO-
gormyeckuii auarHo3 I'b Ha ocHOBaHUMM JOKaIM3aLUU
OITyXOJIM B TMEYECHU I10 JaHHBIM METOIOB BU3YyaTU3alluU
M IMHAMUYECKOTO yBeandyeHus: ypoBHst ADII.

OlieHKa pacIpoCTPaHEHHOCTH IPOBOIUJIACH IO CHCTE-
Me notepaneBTudeckoro cragupoBaHuss PRETEXT (Bep-
cust 2017 1) [9]. Cramuu PRETEXT 1 cootBeTcTBOBaNM
2 (33,3 %) natmenta u PRETEXT 11 — 4 (66,7 %). Jomon-
HurteabHbIX KputepreB PRETEXT u meTacTa3oB BhISIBIIEHO
He ObL10. [TopaxkeHue MpaBoii 101 TTeYeHr HabJII01a710Ch
y 4, neBoit — y 2 6onbHBIX. PacripeaeneHue 1Mo KoJInm4ecTBy
BOBJICYEHHBIX B OITyXOJIEBBII IMPOIIECC CETMEHTOB TEUSHU
MpeaCTaBIeHO CeayIoIM oopa3oM: 1 cerMeHT — y 1,
2 cermeHTa — y 3 1 3 ceTMeHTa — Y 2 MalleHTOB.

Bce 6 OONbHBIX WMMEIM IIOBBIIIEHHBIN YPOBEHB
A®DII B nuamnazone 95,2—695 (286,0 + 116,8) ME/mi.
O MCKIIOYEHUS! JIOXKHOITOJOXUTEIbHBIX —pPe3yJIbTa-
TOB OIIpeNe/ieHNue YPOBHS OHKOMapkKepa MPOBOIMUIOCH

6 4 0 4
10 8§ $ 12

1 202011N

Ilpumenanue. RO — noanoe (padukanvroe) yoasenue onyxoau; R1— nenoanoe (HepadukansHoe) yoanenue onyxoau, 8 Kpae pe3eKyuu npu 2UCmos02U4ecKom
UCcae008aHUL MUKPOCKONUYECKU ONPe0estomcst OnYXoaeable Kaemku; * — snumenuanseli eapuanm cmpoenus I'b He coomeemcmeosan kpumepusm YDB.

Note. RO — complete (radical) removal of the tumor; R1 — incomplete (non-radical) tumor removal, tumor cells are microscopically determined at the edge
of the resection during histological examination; PFV — “pure” fetal variant; * — the epithelial variant of the HB structure did not meet the criteria of PFV.
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Puc. 1. MPT 6piownoii nonocmu, T1-636euiennbie uzoopasicerus ¢ KoH-
MPACHHbIM YCUAeHUeM: a — AKCUANbHAS NPOeKYUs; 6 — KOPOHANbHASA NPO-
ekuyus. Kpacnoimu cmpenkamu ykasano Ho6oobpasosarie

Fig. 1. Abdominal MRI, TI-weighted image with contrast enhancement:
a — axial projection; 6 — coronal projection. Red arrows indicate neoplasm

Tabmuna 2. Xapaxmepucmuka 6oavhbix epynnst OHP
Table 2. Characteristics of patients in the very low-risk group

1 3,6

’ Masnpunk 2132
Boy
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Puc. 2. [Tonepeunas conoepamma npagoii 0oau neuenu 8 Couemanuu ¢ 21a-
cmoepagueti

Fig. 2. Transverse sonogram of the right lobe of the liver in combination with
elastography

MUHUMYM ABYKpaTHO. O0beM omyxou cocTanisit 41,5—
215,7 (104,2 £ 35,1) cm’. JIyig OTHOCUTENBLHOM OLIEHKH
o0beMa OITyXOJIEBOTO IIOpPaKeHWsI HaMM ObL1 BBEIEH
KO3 DULIMEHT COOTHOLIEHUSI 00beMa OMyXOJU K Macce
Tena pedeHka (KO), kotopsiit B rpynne OHP cocraBun
2,6—34,4 (9,4 = 5,1) cm’/kr. TloapoGHas MHGbOpMAaLKs
0 OOJIbHBIX MMPUBEAEHA B Ta0. 2.

buoricus onyxonu He BeinoaHsIach. JAuarno3 I'b 6e3
COMHEHUSI YCTAHABJIMBAJICSI Ha MYJBTHIUCLUILIMHAD-
HOM KOHCHUJIMYME C IIPUBJICYEHUEM JETCKUX OHKOJIOTOB,
CIIeIMAJIMCTOB BU3YyaJIU3UPYIOIIe TUAarHOCTUKU U JIET-
CKHX XHUPYProB Ha OCHOBAaHMM JaHHBIX BU3yaau3aluu
(aHaTOMMYECKOE pACIIOJIOXEHHME OITyXOJIu B IIEYEHHU),
nuHamMuky ypoBHst ADIT ¢ yueToMm Bo3pacTa MarMeHTOB.

JleyeHue TMPOBOIMIOCH COIVIACHO IIPOTOKOJY IS
nereit ¢ I'b, yrBepxxnmeHHomy Ha ydyeHoMm coBete HUU
JAOul. Tlocie BBIMOJHEHUS KOMIUIEKCHOTO 00CenoBa-
HUSI BCEM MallMeHTaM Ha 1-M 3Tame IpOBEIEHO XUPYpP-
rudeckoe ynajieHue omyxosu. Ha puc. 3 mpexacrabieH
MaKpOCKOITMYECKUIA B OIMYXOJIM MPABOI AOJIU MeYeHU

y pebeHka 3 JieT.
695 7 6 57,6

34,4 ,
2,6 174 5 3 59,7
5.1 707 4 5 23,6
3,0 95,2 3 2 27,3
7,2 519 2 12 28,7
4,0 134 4 2 14,7

Ilpumenanue. Obvem onyxonu evbiucsncsa no opmyne: evicoma x oauna x wupuna x 0,52. ADII 1 — yposensv neped onepauueii; ADII 2 — yposenv uepes
mecsiy nocae onepayuu; AQII 3 — yposens uepes 12 mec nocae onepayuu. Bpems nabarodenus — om Ous onepayuu do damei nocaedne2o eusuma (19.06.2019).

Note. Tumor volume was calculated by the formula: height x length x width x 0.52. AFP 1 — level before surgery; AFP 2 — level one month after surgery;
AFP 3 — level 12 months after surgery. The observation time is from the day of the operation to the date of the last visit (19.06.2019).

1 2020 11N

Original studies

17



ies

I stud

igina

or

18

Poccuiickuii xypHan JETCKOW TEMATOJIOTUU u OHKOJOTUU

Puc. 3. I'b ¢ nopaxcenuem npagoii doau, MaKpoCKORU4ECKUl U0 ONYX0Au:
a — duaghpazmanvhas nosepxHoOCmy; O — BUCUEPANbHAS NOBEPXHOCHTb

Fig. 3. HB with lesions of the right lobe, macroscopic view of the tumor:
a — diaphragmatic surface; 6 — visceral surface

OrnepaTuBHBIC BMEIATEIbCTBA MPENCTABIEHbI Pe3eK-
uusiMu 101 'y 4 (66,7 %) nauueHtoB. [1paBOCTOPOHHSIS
(IIT'TD) n neBoctoponHsss (JITTD) reMuremarsKTroMuu
BbInojiHeHbI Y 3 (33,3 %) u 1 (16,7 %) 6OJIBHOTO COOTBET-

Ta6anua 3. Jokaruzayus onyxonu u 00sem Xupypeuuecko2o le4eHus
Table 3. Tumor localization and volume of surgical treatment

1 VII, VIII 11

2 11, 111 I

3 V, VI, VII 1
4 VII I
5 V, VI 1
6 11, 111, IV 1

ctBeHHO. B 1 (16,7 %) ciaydae mpoBeaeHa OMCErMEHTIK-
tomust (BCHO, anarommuueckast pesekums SVIa u SVIII)
uemey 1 (16,7 %) pebeHka — aHaTOMUYECKasT PE3CKLIMS
SVII neuenu. [Ba (33,3 %) 60JIbHBIX OIIEPUPOBAHbI JIaIla-
POCKOITMYECKUM METOIOM, B 3THMX CJIy4asix IPOBEICHbI
cermeHTIKTOMUS (CDO) 1 JITTD (Tadm. 3). Bee pesekuum
BBIIIOJIHEHBI 0€3 UCI0JIb30BaHusI MaHeBpa [1puHria, 1um-
doauccekns B 30HE MEYCHOUYHO-IBEHAALIATUIIEPCTHOM
CBSI3KM He MPOBOAMIACH. PainKaabHOCTh BMEIIATEIHCTBA
noaTBepXkIeHa MopdhoJIoThYecKn (oIepalus B o0beMe
R0). MHTpaomnepaimoHHBIX OCIOXHEHUI HE OTMEUYEHO.
JIUTeNbHOCTh IPeObIBAHKMS B OTAEICHUM peaHMMAalUK
¥ MHTEHCUBHOI Tepanuu cocTaBiisuia 1—3 nHs. Y Bcex
MMalMEHTOB ITOC/IEOIePallMOHHbIN IepHO IIpoTeKal 0e3
OCJIOXKHEHMI, IMOBTOPHBIX OIEPAaTUBHBIX BMEIIATEC/IHCTB
He ObUIO.

I[lpy 1IaHOBOM TMCTOJIOIMYECKOM HCCIIeIOBAaHUMI
y BCeX MalMEHTOB MOP(HOJIOrMYeCKOe CTPOSHUE OITYyXOJIN
onpeaeneHo kak YDB crpoenus I'b ¢ HU3KOI MUTOTH-
YECKOM aKTUBHOCTBIO KJIETOK B COOTBETCTBUU C KpH-
TepusIMU  KJIacCH(UKALIMM HOBOOOPA30BaHUI I€YECHU
y Ierteit, mpuHATOI Jloc-AHIXKeNeCCKO KOHCEHCYCHOM
TPYIIIIONA SKCHEPTOB IO M3YYEHUIO OITyXOJIEW II€YEHU
y nmereit [10]. Omyxonb MOCTpoeHa M3 KPYITHBIX Tela-
TOLIUTOB CO CBETVION IUTOILIA3MOM M MOHOMOP(MHBIMU
KPYIJIBIMM siipaMU C siipbliikaMu. B deraabHbIX rema-
TOLMTAX HM3Kasi MUTOTUYECKAsl aKTUBHOCTb C KOJIMYE-
cTBOM (pUTYp MUTO30B MeHee 2 B 10 moJisgx 3peHus Impu
yBennueHnu 400. [Tpu ructosormyeckoM McCaeqoBaHUN
(Gubpo3Has ICeBIOKAICYJIa OIMyX0JeBOTO y3Jia BhISIBICHA
y 3 GOJIbHBIX, OIYXO0JIb MH(DUILTPUPOBaAIa TKaHb IEYCHU
B 3 cayvaax. [lpmsHakm aHrmonmmddaTHyecKoil MHBa-
3UM U TpaHcKarcyasipHoii nHBasuu I'b He oOHapysKeHBI
(puc. 4). MuHUMaNbHAS IIMPUHA PE3eKILIMU COCTaBJIsLIa
ot 2 1o 15 (7,7 £ 5,7) mM. B Kpasix pe3eK1ny e4eHu o1my-
XOJIEBbIE KJIETKM He OOHAPYKEHBI.

B noceonepaliioHHOM IepUO/IE ITPOBOANIOCH OIIpe-
nenenne ypopHs ADII nHa 7-e u 15-e cyrku. Bo Bcex ciy-
Yasix KOHCTaTMPOBAHO AMHAMMYECKOE CHIKEHUE YPOBHSI
A®II 110 cpaBHEHUIO C JOOMEPALIMOHHBIM, YTO B COYETA-

TMrra 2KuB 6e3 nmpu3HaKoB 3a00J1eBaHUs
Right-sided hemihepatectomy Alive without disease

BCH 2KuB 6e3 nmpu3HaKoB 3a00J1eBaHUs
Bisegmentectomy Alive without disease

TIrra 2KuB 6e3 npu3HaKoB 3a00J1eBaHUs
Right-sided hemihepatectomy Alive without disease

CH* 2KuB 6e3 npu3HaKoB 3a00J1eBaHUs
Segmentectomy* Alive without disease

BCH 2KuB 6e3 npu3HaKkoB 3a00J1eBaHUs
Bisegmentectomy Alive without disease

JITTD* 2KuB 6e3 npusHaKoB 3a00J1eBaHUs

Left-sided hemihepatectomy* Alive without disease

Ilpumenanue. S — ceemenmor newenu no K. Kyuno (C. Couinaud); * — pesexuyus 6binoaHena 1anapockonuyecium memooom.

Note. S — liver segments according to C. Couinaud; * — resection is performed by laparoscopic method.
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Poccuiickuii xypuan JETCKOM TEMATOJIOTYUW u OHKOJIOTUU

Puc. 4. Tucmonocuueckoe uccaedosanue I'b, YDB cmpoenus onyxoau.
OKpacka eemamoKcuasuHoM u 303utom, x 400

Fig. 4. Histological examination of HB, PFV of the structure of the tumor.
Stained with hematoxylin and eosin, x 200

HUU ¢ MOP(OJIOTMYECKUM BapUaHTOM CTPOEHMS OITyXOJIU
(YD B) nmos3Boimiao oTkasarbes ot nposeaeHns XT.

Yepes Mecsll IociIe omnepaluy Hadoaasach HopMa-
ym3anus ypoBHst ADIT y 5 607abHBIX, 1 MalMeHT JeMOH-
ctpupoBan yposeHb 22 ME/mn (Hopma no 5 ME/mi),
OIHAaKO, MPUHMMAas BO BHUMaHUE OUHAMMYECKOE CHU-
keHue ypoBHs ADIT B CHIBOPOTKE KPOBU M OTCYTCTBHE
IPU3HAKOB PELUANBA I10 JaHHBIM BU3YAIU3UPYIOLIKNX
METOJI0B 00CJIeI0BaHMS, ObLIO MPUHSITO PELICHHE BO3-
nepxatbes ot mpoBeaeHus XT. K rony HaOI0aeHUS y HETO
COXpaHsUICsl MOBbIIeHHBIN ypoBeHb ADIT (12 ME/Mi),
IpY TIOCJIEAYIOIIEM KOHTpOJIE OTMEYaloch KojiebaHue
ypoBHsI Mapkepa oT 9 mo 22 ME/mn. PebeHok xuB 6e3
MPU3HAKOB pelnanBa 28 Mec.

[Tporpamma HaOmoaeHMS BKiItovana: Y3W OproliHoi
nosioctu 1 pa3 B 3 Mec B TeueHHUe TepBOro rojia, aajiee
C yacToToi 2 pasza B TOMA; peHTreHorpauio OpraHoB
IPYIHOM KJIETKU 2 pa3a B rof Ha 1-M U 2-M rogax HabJIo-
JIeHMs1, faliee eXeroaHo; onpeaeneHue yposus ADII Ha
7-e 1 15-e cyTKu mocie onepauuu, B CPOKU ¢ 1-To 10
3-i1 Mecs1Ibl ¢ yacToToit 1 pa3d B 2 Hen, ¢ 4-ro 1o 12-ii mecs-
LIl — eXXeMeCsIYHO, 2-i 1 3-i1 roabl HabmoaeHus — 1 pa3
B KBapTaJ, najaee — 2 pa3a B I'Of.

JlonoIHUTEJIbHbIE MCCIIeIOBaHMS Ha3HAYAIOTCS TOJIb-
KO Tipy noBbIlieHnn ypoBHS ADIT wim ripu momo3peHun
Ha PeLUAMB 110 TaHHBIM METOJIOB BU3yallu3alliM.

Omoanennvie pe3yibmamot U Memoovl peUcmpayuu
ucxodos

Perucrpanysi MCXOI0B MCCIEIOBAHMUS OCYIIECT-
BJIsLIACH JIeYalllMMKM BpayaMM B MEIUIIMHCKOM JTOKY-
MEHTAllMM IallMeHTOB M aHaJIM3MpOBajach aBTOpaMu
maHHo# ctaThu. CraTtucTuyeckasi oOpabOTKa JaHHBIX
MPOU3BOAMIIACH C MCIIOJIb30BAaHMEM I1aKeTa IPOrpamMm
Statistical Package for the Social Science software
program (version 20.0; SPSS Inc.Chicago, IL). BriObIB-
LIMX U3-M0J HabJtoeHUs OOJbHBIX HET. Bee malueHTh
JKMBBI 0€3 MTPU3HAKOB peluanBa 3a0oJieBaHus ot 14,7 1o
59,7 (32,0 = 18,7) mec.

Oo0cyxneHne

Ho nosienenust XT xupypruueckoe JieyeHue rmo3Boisi-
J10 u3jeynBaTh TOJbKO 30—35 % GonbHbix [11], ogHako
cleayeT Y4YUThbIBaTb, YTO CMEPTHOCTb OT OCJIOKHEHUM
B 60—70-e rompl MPOILIOrO CTOJETUS MOIJIA JAOCTUTATh
30 % [12]. IIpoBoauiach cejieKiys 00JIbHbIX, YTO MOLJIO
MPUBOANTL K MCKAXKECHUIO CTAaTUCTUYECKUX PE3YJIETaTOB
TOTO BpEeMEHH, CJIeI0BaTeIbHO, TPAKTOBATh 3TU JaHHBIC
cliefyeT ¢ OCTOPOXHOCTBIO, OMHAKO aHaIU3 MyOJIrKaluii
MMOKa3bIBaET, YTO YaCTh OOJBHBIX BO3MOXKHO BBIJICUUTH
TOJIBKO XUPYPTruueckuM MeTofoM. PaHHue nccnenoBanust
A.E. Evanset al. [13] mponeMoHCTpUpOBaIu, YTO BO3MOX-
HOCTh TIOJIHOTO YIAJICHMS OITyXOJIU SIBJISIETCS HamboJjee
3HaYUMBbIM ITPOTHOCTUYECKUM (DaKTOPOM IS MallMeHTOB
¢ I'b. [Jo HacTosi1Iero BpeMeH! YCTIeX! JIeUeHUs O0JIbHBIX
¢ I'b Hepa3pbIBHO CBsI3aHbI C MPOBEJACHUEM paJuKalb-
HOTO OIEepaTMBHOTO BMEIIATEIbCTBA, 0€3 BBHIMOTHEHMS
KOTOPOTO HEBO3MOXKHO BBI3IOpOBJIeHNE pebeHKa [7, 14].

B 1960—70-e rombl 5-1€THSISI BBDKMBAEMOCTb JETeil
¢ I'b cocransna 30—35 %, a K HacTosIIIeMy BPeMEHH,
C TIOSIBJICHMEM HOBBIX IIperapaToB M COBEPIICHCTBOBA-
HueM metonoB XT, mocturaer 85—92 % u mpogoKaer
yBeauuuBaTtbes [15]. Bo3aMoOXXHOCTb mpoBedeHUs oOIle-
pPaTUBHOTO JIeUeHHUs Ha 1-M 3Tare AomycKajlach TOJbKO
B ucciaenoBanusx rpynn COG u JPLT. EBponeiickue
HCCIIeI0BAaTEIbCKIE TPOTOKOJbI Mpearoaraii oo0s3a-
TeJbHOE MpoBeneHue npeponepanroHHoi XT. Ee ycriexu
OTOIBMHYJIN Ha 2-11 IIaH POJIb XUPYPTUUECKOTO JICUCHMS,
OJIHAKO OMBIT CEBEPOAMEPUKAHCKOM NETCKOM OHKOJIOT Y-
yeckoii rpynmsl (POG, COG) nmo3Bonui 3aaymaTbes 00
YMEHBIIICHUN 00beMa ITPOBOAMMOIO JICUCHUS Y OIpeie-
JICHHOW TPYIIITHI AlIEHTOB.

BosmoxxHocTs maHHOro mnoaxopa Obuia chOpMUPO-
BaHa B uccienoBaHusx M. Kasai B Hauane 70-X romoB
MPONUIOTO BeKa, TIIe aBTOPbl TPOJEMOHCTPUPOBAIN
noBbIlIeHNe BokBaeMocTn y aereit ¢ YDB I'b 1o cpas-
HEHMIO C TMalMeHTaMM, WMEBIIMMM aHaIJIaCTUIeCKUI
wm HemudhepeHINPOBAaHHBIN MEITKOKICTOUHON Bapu-
aHT cTpoeHust orryxosin [16]. TToxoxue pe3yabraThl ObLTA
noayyeHsl A.G. Weinberg et al., uccienoBarenu coo0-
MK 00 YCIEIIHBIX pe3yJbTaTax Iocjie paaukKaabHOTO
ynanenuss YOB I'b y 6 neteit, B To BpeMst Kak ¢ IpyTUMKA
TUITAMHW TUCTOJIOTUIECKOTO CTPOCHUS OITYXOJM BBIKUIIN
Toabko 2 u3 10 marmenToB [17]. J.E. Haas et al. moarBep-
JIWJTY TIOJyYEHHBIE paHee pe3yJbTaThl B Oojiee KPYITHOM
Cepuu, KOTopas IIPOJIeMOHCTPUPOBAJa, UTO Y MAIIMEHTOB
¢ UDB npm ycoBum RO-pe3ekimy oTMedalich 3HAUM-
TEJIbHO JIYYIITe pe3yIbTaThl JICUCHUs IO CPAaBHCHMIO CO
BceMU IpyrumMu 0oibHBIMU [18]. M3 Becex rucroioruye-
cknx nontunioB I'b UMB accomumpoBaics ¢ Hanbosee
OyraronpugaTHBIM TTporHosoM [8, 17, 18]. Yactora YHDB
I'b He npeBbimaer 5—7 % Bcex ciydaeB [19, 20]. Ot
IaHHBIC JIETIM B OCHOBY 2 ITOCJIEAOBATEIBHBIX MCCIIEHO-
Banuii INT-0098 u P9645, nposenernbix POG u COG.
O00011IeHHbIE pe3yabTaThl TMPEACTaBICHBl B padoTe
M. Malogolowkin et al., Tae aBTOpHI ciejagn OgJHO3HAY-
HBII BBIBOI O TOM, UTO IMTAIIMEHTHI C JIOKAJTM30BAHHBIMU
craquavMu I'b m YUDB rUCTOIOrMYECKOTO CTPOECHUS
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OITyXOJIU MOTYT OBITh M3JIEUYEHBI TOJIBKO XMPYPTUUECKUM
IyTeM TIpY YCIOBUU BBIMOJHEHMS paIualbHON Pe3eKIINU
[8]. [TomoOHBIE pe3ynbTaThl MOJyYeHbI 1 IPYINOi KUTaii-
cKuX uccnenoBaTeneii [21].

JlaHHBIM TOAXOH B HACTOSIIIEe BpeMsl pealn30BaH
B MEXIYHAPOIHOM IIPOTOKOJIE JCUCHHUS JETei C OITyXO-
gamu niedenn PHITT [6]. ComracHO peKOMEHIALIMSIM,
MPOBEICHUE TOJIBKO XUPYPIUUECKOTO JICUCHUST BO3MOXHO
y nauueHToB rpynmnel OHP mo CHIC ¢ mopdonornue-
CKUM CTPOEHMEM, COOTBETCTBYIOIIUM KputepusiMm UDB.
B xmununke HUW JAOul’ anst rpynnbl HU3KOTO pucKa
¢ 2010 . mpuHSATaA cTpaTerysi BHINMOJIHEHUS OIepPaTUBHOTO
BMellIaTeIbCTBA Ha 1-M aTamne.

BnusiHMe THCTOIOTMYECKOIO IMOATHUIIA OIYyXOJM CTa-
HOBUTCSI Bce 0oJiee BaXKHBIM, ITOCKOJIBbKY MOXET H3Me-
HSTH aJrOpUTM JiedeHMs. JlaHHbIe uccleIOBaHMI MOKa-
3BIBAIOT, YTO MPOTHO3 [UISI OITYyXOJIel ¢ AMUTEIUATbHBIM,
xopoio auddepeHIMPOBaHHBIM TUIIOM THUCTOJIOTHYE-
CKOT'O CTPOEHMSI SIBJISICTCSI XOPOIIUM, OTHAKO MMPOTHOCTH -
YyecKasi 3HaYMMOCTh JAaHHOTO (haKTopa B MCCIIEI0BAHUSIX
paznmuuanach [19, 21, 22]. HeomHO3HAYHOCTH BIMSIHUS
TUCTOJIOTUYECKOTO CTPOCHUS Ha BBIKUBAEMOCTb MOXKET
OBITh CBsI3aHA C PA3IUYUSIMU B OLIEHKE THUCTOJOTMUECKMX
MpenapaToB pa3HbBIMU TpymdIlaMu 3KcIepToB. B HacTo-
gamee Bpems rpynmoit CHIC mpoBoauTcst OTAeNbHbBII
aHaIU3 BAUSHUS (PaKTOpa THCTOJOTUYECKOIO CTPOCHUS
Ha MPOTHO3, B KOTOPOM OyIeT MPOBEIeH PETPOCTICKTUB-
HBIII TIEPECMOTP BCETr0 TUCTOJOTMYECKOTO MaTepuaia
C TIOCIEOYIOIIMM pPecTaiupOBaHUEM, COIIACHO KpHUTe-
pUSIM MEXIYHAPOIHON KOHCEHCYCHOM T'MCTOJOTUYECKON
knaccudukauuu 2014 1. [10]. TTyoaukauust pe3yabraToB
JIaHHOTO MccienoBaHus miaaHupyercs Ha 2020 .

BriBoapl

[MapanurmMa pa3BUTHUSI IETCKOM OHKOJIOTMU, HaIlpaB-
JICHHasl Ha IOCTVKEHHME MUHMMAIbHOIOCTAaTOYHOTO IS
u3JIedeHus: oobeMa Tepanuu, CTAaBUT Tepe UCCaenoBaTe-
JISIMM OITyXOJIeH IIeUeH! HOBBIC BBI3OBBI. TaK, B IPOTOKO-
e PHITT usy4aeTcst BO3MOXXHOCTh YMEHBIIEHUST 00beMa
XT y manmeHToB Kak rpynnbsl OHP, Tak u HU3Koro u rnpo-
MEXXYTOYHOI'O PUCKOB.

CyliecTByiolasi B JAETCKOM OHKOJIOTMM YCTOMYMBAas
TeHIECHIIMS Ie3CKaIallMy Teparuy B IpyIIiax 0Jaronpu-
SITHOTO TPOTHO3a IMKTYeT HEOOXOAMMOCThH IepecMoTpa
TPAAULIMOHHBIX TEPaNeBTUYECKUX CTpaTeruil JeUYeHUs.
Crpatudukamnusg Ha rpynmnsl pucka CHIC yunTeiBaer
TUCTOJIOTUYECKOE CTPOCHUE OITYXOJM TOJBKO B TPYIIIE
OHP nipu ycnosuu rosryyeHust YOB, Ho ocTaeTcst OTKphI-
TBHIM BOIIPOC O BO3MOXHOCTU OTKa3a OT mpoBeaeHus XT
y MALMEHTOB C IPYTUMU BapUAaHTaMU TMCTOJIOTMYECKOTO
crpoeHust (He Tojbko YMB), pagukajlbHO ONEepUpPOBaH-

HbIX Ha 1-M 9Tane jgedyenusi. Ha Hain B3risi, peanu3arus
JAHHOTO MOAX0/a BBIISAUT MHOTOOOeIIatomle. Tak, npu
ycaoBuyr ADII-NO3UTUBHON OIYXOJIW MBI UMEEM JIEIKO-
JMOCTYITHBIII MeXaHM3M KOHTPOJISI PEMUCCUU, U JaXe TpU
BO3HMKHOBEHUM pELIMAMBA Y Bpaya-IeTCKOIO0 OHKOJIOra
B HAJIMYMU OyIeT MIUPOKUM CIEKTP KaK XMMHUOTepareB-
TUYECKUX, TaK U XUPYPrU4eCKUX METOAOB, C IIOMOUIbLIO
KOTOPBIX BOBMOXKHO JOCTMKEHUE TOJITOCPOUYHOM PeMuC-
cun. Otkas ot nipoBeneHuss XT MO3BOIUT MUHUMU3UPO-
BaTh IIOCJICACTBUSI JICYCHUSI, YTO OCOOEHHO BaxKHO, TaK
KakK peyb B OOJIBLIMHCTBE CJIydaeB MICT O HACTSIX IEPBBIX
3 neT Xu3HU. B 3akirouyeHne MO3BOJIBTE TIPUBECTU CJIO-
Ba nipogeccopa C.P. BapdonomeeBoii: «Mbl He TOJIKHBI
OBITh (PAOPUKOI MHBATIUIOB>.

3akioyenne

B Hameii pabote Briepsbie B Poccuu Mbl mpoBeiu aHa-
JIN3 PETPOCTIEKTUBHBIX JaHHBIX C OMIPEACIACHUEM IPYIIIIHI
pucka y gereii ¢ I'b mo cucreme morepamneBTUYECKOTO
onpeneneHus rpynmbl pucka CHIC. OueHka pe3yabsTaToB
rokKaszajia BO3MOXHOCTb U3JiedeHus 60nbHbIX ¢ I'b rpym-
el OHP Tonbko xupyprudeckum Metonom. ITomydeHHbIe
pe3yabTaThl TMOJHOCTBIO COOTHOCSTCSI C pe3yJabraTaMu
MEXIYHApOJIHBIX HCClenoBaTeIbcKUX rpynm [8, 23].
B To0 xe Bpems cieayeT OTMETUTh, UTO HEOOJIBIIION CPOK
HaOM0aeHUs 32 OOJIbHBIMKA M MaJIO€ MX YMCJIO, BCJIE-
CTBHME PEIKOCTH 3a00JieBaHUSI, HE ITO3BOJISIIOT CIelaTh
OKOHYATeJIbHbIC BBIBOIBI.

Habop cratucTthyecku 3HAUYMMBIX TPYIIT B OTACIb-
HOM MEIUIIMHCKOM YUPEXKIeHUM HEBO3MOXKEH, PEIKOCTh
3a00JIeBaHU TTOTPEOYET HECKOIBKUX IECITUICTUI hCCIIe-
noBaHUs. JlaHHOE OOCTOSITEJIbCTBO IMKTYeT HEOOXOMU-
MOCTB CO3JaHUS 00IIIEePOCCUIICKOI TPYIIIBI 110 U3YICHUIO
OTyXOJIell TIeYeHU, TIPUHITUE €AUHBIX TUATHOCTUYECKUX
M TeparneBTUYECKUX CTaHAAPTOB (ITPOTOKOJIOB JICUSHMUST).
B pamkax maHHOro mpoekTa HeooXomumo (opMupoBa-
HHUe 1LIeHTpa KOMIIETEHINI, 00beINMHSIONIEIO O/ CBOECH
STUIOM SKCHEPTHBIA MYJIbTUIUCUUIIMHAPHBIA COBET,
BKJIIOUAIOIINNA pehepeHC-IICHTP OLIEHKU BU3YyaTu3alluu
1 MOP(MOJOTrMIECKOl TUarHOCTUKU, YTO MPOIUKTOBAHO
PEIKOCThIO 3200JIeBaHUs 1 MHOT0ooOpa3ueM Mop¢hOJIoTru-
yeckux ¢popM. Co3naHue LIeHTpa KOMITETeHIW TO3BOJIUT
TPAHCIMPOBATh JIYUIINWM OTEYECTBEHHBIM UM MEXIyHa-
POMHBIM OMBIT BO BCe MPOMUIbHBIC MOIPa3deICHMUS,
YTO JACT BO3MOXHOCTh JTOOMUTHCS JYUIIUX PE3YIbTaTOB
JICUeHUsT TpU MEHBIIMX 3KOHOMHUYECKMX 3aTparax,
0CBOOOMB TEM CaMbIM JIOTIOJIHUTEIbHBIC PECYPCHI 3apa-
BooxpaHeHUs. JpyruM He MeHee BaKHBIM CJIEICTBUEM
CO3MaHMSI €AMHOIO TeparneBTUYECKOTO IOaX0oAa CTaHEeT
BO3MOXHOCTh MHTErpallMy JaHHBIX B MEXIYHapOIHBIE
HCCIIeTOBaHUSI.
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NMpumeneHue 6ponxobnokamopos
npu MopakanbHbIX ONepayuax B leMcKoll OHKonoruu

JI.A. Mapreinos!, H.B. Matunan' %, A.Il1. Kazanues!, E.!. Benoycosa'
'HUH demckoit onkonoeuu u eemamonoeuu DIBY « HMHUI] onkonoeuu um. H. H. Broxuna» Munzdpasa Poccuu;
Poccus, 115478, Mockea, Kawupckoe wocce, 23; *OIAOY BO «Poccuiickuii HayuoHAAbHbLI UCCAe008aAMENbCKUN MEOUUUHCKUL
yHugepcumem umenu H.U. ITupoecosa» Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Ocmposumsnosa, 1

Konmaxmnmuvie dannvie: Hyne Banynueena Mamuwnsn n9031990633@ya.ru

Beeodenue. Jleuenue demeii c onyxonsmu cpedocmeHus u 1eeKux cuumaemes: akmyanbHoil npooaemoll Kax 6 Xupypeuu, max u 6 aHecme3suo-
aoeuu. Tlpu anecmesuonoeuueckom obecneveHuu mopaKdaibHblx Onepayuii Ha nepeblii NAaH 8bIX00m 80NPOCHL 00ecneverUs ONMUMANbHbIX
YCA08UIL 0451 8bINOAHEHUS XUPYPRUHECK020 BMeUamenscmed — NOAH020 KOAAAOUPOBAHUS 1€2K020 HA CIMOPOHe Onepayuu npu no00epicanuu
A0eK8amHoOIl OKCUeeHauuu U 3¢pgeKkmusHo2o mpanchopma Kucaopoda k mkansm. Boibop npucnocobnenuii 043 nposederus 00H01e204HOU
senmunauyuu (OJIB) — easicneiiuuii pakmop, onpedeasrouuil 6e30nacHocms nayueHmad.

Ileab uccaedosanus — nosviuienue sgpexmuenocmu u 6e30nacHoCmu pazoeneHus AeeKux npu mopaKaibHsix onepayusx y demeii 3a cuem
npumereHus bpornxobnoxkamopos (bb).

Mamepuaavt u memodst. Y nayuenmos 6 éo3pacme om 11 0o 17 1em (meduana eospacma — 13,2 eoda) 6viau nposedenvr 92 onepamuenvix
emewamenscmea (49 — uz mopakockonuueckoeo, 43 — uz mopaKkomomHozo 0ocmynog) y 92 604bHbiX, cmpadarouux MemacmamuecKum
nopasiceHuem AeekKux uau Heiipobaacmomoii 3a0neeo cpedocmenus. l[layuenmot Obiau cayuaiinbiM 00pa3om paszoenenvl Ha 2 epynnol: epynna
BB (n = 56) — gvinoansnocs xupypeuueckoe emeuamenscmeo ¢ yeaosusx OJIB ¢ yemanoesxoii Bb; epynna deyxnpoceemmuvix mpybox (AIT)
(n = 36) — vtnoansnocs xupypeuueckoe emeuiamenscmeo 6 ycaogusx OB ¢ npumenenuem JATIT. Peeucmpuposanucs nokazamenu eeHmu-
AAYUU, 2eMOOUHAMUK U, YACMOMA B03HUKHOBEHUS 0CAOJICHEHUL 8 NepUOnepayuoHHoOM nepuode.

Pesyavmamut. B epynne BB daumensHocms meponpusmuii no pasoeieHuro neekux 0bilaa 3HA4UMeNbHO MeHbUe N0 CPABHEHUIO ¢ 2PYRNOLL
AT (6532 =+ 17,32 ¢ npomug 99,0 = 9,03 ¢ coomeemcmeenno, p < 0,0001). Taxxuce 6 epynne b5 ommeuanracoy menvuias wacmoma neoo-
xodumocmu penosuyuonuposarus (0,2 = 0,4 u 0,57 £ 0,51 coomeemcmeenro, p = 0,04). Y nayuenmos, komopwim 6via ycmanosaen bb,
Pe2UCMPUPOBANACH MEHULAS BbIPANCEHHOCMb MAKUX OCA0NCHEHUI, KAK NOCAeoNnepayUoHHas agouus u 6oas 6 eope.

3axarouenue. Hcnoavsosanue bb npu mopaxanrvhoix onepayusx y demeii aghgpexmuero u 6ezonacro: bb obecneuusarom boaee bvicmpoe
pasdenenue neekux no cpagrenuro ¢ JITT He3asucumo om cmopoHsl 6Meuamenscmea, 0arm 603MONCHOCHb 00CMUUb HOAHO20 KOAAAOUPO-
8aHUsL Ne2K020 npu 60aee pedko 8o3HuUKaruel Heobxooumocmu 6 penosuyuu. llpumenenue bb npu nposedenuu OJIB no3eonruno chuzums
Yacmomy 0CAOJCHeHUIl, MAKUX KaKk mpasma mpaxeu, 21agHuix OpPoHX06, agonus u 601b 6 eopie.

Karoueevie caosa: demckas OHKO0/102Usl, MOpAaKd/abHAA aHecme3usl, 00HONC20UHAS 6eHMUNAUUA, 6p0HX06/l0Kam0pbl

Jas yumuposanusa: Mapmoinos J1.A., Mamunsn H.B., Kazanyes A.11., beaoycosa E.U. [lpumenenue 6pouxods0kamopos npu mopaxkans-
HbIX onepauusx 6 demckoil oHkoaoeuu. Poccuiickuil scypruan demckoii eemamonoeuu u onkonoeuu 2020;7(1):22—30.

Use of bronchial blockers for thoracic surgery in pediatric oncology

L.A. Martynov', N.V. Matinyan®?, A.P. Kazantsev', E.I. Belousova’

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

Introduction. Treatment of children with mediastinal and lung tumors is an urgent problem in both surgery and anesthesiology. Main goal is
to grant optimal conditions for the surgery — collapse of the lung on the side of the operation, while maintaining adequate oxygenation and
efficient transport of oxygen to the tissues. The choice of devices for carrying out one-lung ventilation (OLV) is the most important factor
determining the safety of the patient.

Aim of the study. To increase the efficiency and safety of anesthesia for thoracic surgeries in children due to the use of bronchial blockers (BB)

for one-lung ventilation (OLV).

Materials and methods. 92 surgeries were performed (49 — thoracoscopic, 43 — thoracotomies) in 11—17 years old 92 patients. Patients
were randomly divided into two groups: BB group (n = 56) — OLV was performed using bronchial blocker,; double-lumen tubes (DLT) group
(n = 36) — OLV was performed using a DLT. Ventilation parameters, hemodynamics, the incidence of complications in the perioperative and
postoperative periods were recorded.

Results. A much less prolonged lungs separation time in BB group was found compared to the DLT group (65.32 = 17.32 sec versus 99.0
9.03 sec respectively, p < 0.0001) and a lower frequency of repositioning (0.2 = 0.4 and 0.57 + 0.51 respectively, p = 0.04). In patients with
BB, less complications were recorded, such as postoperative aphonia and sore throat.

Conclusion. BB demonstrate efficacy and safety in OLV management for thoracic surgeries in pediatric oncology. They provide faster lungs
separation time than DLT, irrespective of the side of the surgery, allow complete collabation of the lung with a less frequent need for repositioning.
The introduction of a new method of OLV with the use of BB in children is associated with reduction of the length of stay of patients in the intensive
care unit during the postoperative period due to the reduction in complications such as trauma of the main bronchi, aphonia and sore throat.
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BBenenue

B mocnenHee BpemMs OTMeYaloTCsl CYIIECTBEHHBIE
ycliexu B JIGYEHUM OHKOJOIMYEeCKMX 3a00JieBaHUiA
y nereii. CoBEpIIEHCTBYIOTCS IPOTOKOJbI MOJUXUMUO-
Teparuu, Jy4eBoOil Tepaluu, Xupypruieckoe o0opyaoBa-
HUE 1 TeXHUKa BBIIIOJHEHUs omepaluii. 3HaUYUTEIbHbII
nmporpecc B 00J1aCTU JIeYSeHUSI MEPBUYHBIX U BTOPUYHBIX
HOBOOOPA30BaHUI TPYIHON KJIETKH, JIETKUX U CPEIOCTE-
HUS TOCTUTHYT Osiaromapsi pa3BUTUIO MaJOMHBA3MBHOM
xupyprum [1-3]. Onepauuy u3 TOPAKOCKOMUYECKOTO
JIOCTyIIA y IeTeil MPOBOASTCS MO MTOBOAY OMOIICHUIA 1 yaa-
JIEHUsI HOBOOOpa3oBaHUl cpeaocTeHust (IMMMOMBI, HEl-
pobaactombl). B To Xe BpeMsI TOPAaKOTOMHBIM JOCTYI
OCTaeTCsl CTaHAAPTOM MPU BBIMOJHEHUU OIepaluil 1Mo
MOBOMY YAAJEHUs] MeTacTa3oB psiga 3J0KaueCTBEHHBIX
OITyXOJIel, TaKMX KaK OCTEOreHHasi capkoma U capkKoma
KOunra [1]. WccnenoBaHusl MOKa3bIBalOT, YTO IOJHOE
yIaJeHUe METacTa30B B JIETKUX SIBJSETCS 00s13aTeIbHbIM
sl 0e3pelMAMBHOrO BBDKMBAHUS MauueHToB [2, 3].

CerofHs TopakajabHasi XMPYprusi — oJHa U3 TeX AMCLIHU-
IUIMH, B KOTOPBIX cepbl AeITeIbHOCTU aHECTE3MO0JIOTOB
U XUPYProB OYEHb TECHO COIIpMKAcaroTcs. AleKBaTHOE
aHeCTe3MOJIOTMYecKoe obecIieyeHue IMPU TOpaKaJbHBIX
orepauMsx y JeTeil — BaKHeluin (akTop, ornpeness-
oI 0e30IMacHOCTh MaleHTa, KOTOPblii B KOHEYHOM
WUTOTE TOBBIIIAET KaYeCTBO JEYSHMS U COKpaIlaeT CPOKU
rocrnuTaau3anuu. TpedoBaHUs K aHECTE3UU MpHU MOJ00-
HBIX BMEIIaTeIbCTBAX 3HAUUTEIbHO OTJIMYAIOTCS OT TaKO-
BBIX B IPYTUX OOJIACTSIX XUPYPrUU: KaK MPU TOPAKOTOM-
HOM, TaK M IIPY TOPAKOCKOIIMYECKOM JIOCTYIIE, B LIEJISIX
obecrieyeHMsT ONTHUMAJIbHBIX YCJIOBUI IS BBITTOJTHEHUS
XUPYPIUUECKOIo BMEIIATeIbCTBA BO3HMKAET HEOOXOMU-
MOCTb B pa3ieJIeHUU JETKUX U MOJTHOM KOJIaOUpOBaHUU
JIETKOTO Ha CTOpOHe onepaiuu. B psae cutyauuit HeoO-
XOJAMMO OOecCIeuyeHre U30SLUN — 3alUThl KOHTpajaTe-
PaJIbHOTO JIETKOTO OT MOoMadaHusl KPOBU U I€TPUTA, TOJI-
HOILIEHHAas1 U30JIsI1MsI o0ecIieuyrnBaeTCsl MpU MPUMEHEHUU
nByxrnpocBeTHbIX Tpyook (JAITT) [4]. HeobxommumocTb
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Poccuiickuii xypuan JETCKOM TEMATOJIOTYUW u OHKOJIOTUU

B U30JISILIMU CBA3aHa C UCXOIHOU MATOJIOTUEN Y TTALIUEHTA
(IpenoTBpallleHUe aclUpalvyd ¥ MHOUIMPOBAHUSI —
ITHEBMOHUSI UJIM KPOBOXapKaHbe), MOTPEOHOCTHIO B KOM-
MMEHCUPYIOIINX METOAMKAX BEHTUJISIIIAU, TIPY Pa3IMUYHBIX
BUIaX CBUILEH Tpaxer, OPOHXOB, MUIIIEBOAA, OYJLI JIErKO-
ro [5]. bonbHBIe 3TOI KaTeropuu BCTPEYaAIOTCSI B OHKO-
JIOTUYECKOI MpaKTUKE PEeaKo, B JaHHOM HCCIIeAOBaHUU
MMOKa3aHUM 1151 U30JISIIIUMM JIETKOTO Y MAallMeHTOB He OBLIO.
Takum obpa3oM, mepea aHecTe3MOJIOTOM CTOUT 3ajada
nmpoBeaeHuss ogHoserouHoit BeHTWsILuu (OJIB) ¢ pas-
JIeJICHUEM JIETKUX U/WJIM U30JISIIIMEe IETKOTo Ha CTOPOHE
ornepauru. ApceHasl TeXHUYECKUX TTPUCITOCOOJICHUM 1T
obecnieuenus OJIB Bkmiouaet: AITT, 6poHx0610KaATOPHI
(bb), omHOMpOCBEeTHBIE TPYOKM C ABYMSI MaHXeTaMU —
TpaxeaJabHON U OpOHXUaNbHOI THTa MakuHToma—JInuT-
tepaeiina m tuna lTopgona—Ipuna, IIIT VivaSight co
BCTPOEHHOI BuaeoKaMepoii [4—7]. Ony0aMKoBaHO OOJIb-
1I0e KOJWYECTBO MCCICIOBAHUM, OEMOHCTPUPYIOLINX
npeumyinectsa bb niepen apyrumu yerpoiicteamu (AT
u ap.) ripu nnposeneuuu OJIB [4, 6—11].

Ienbio HACTOSIIErO HCCIEIOBAHMS SIBJISICTCS ITOBBIIIIC-
Hue 3(POEKTUBHOCTU 1 OE30ITaCHOCTH aHECTE3MOJIOTYe-
CKOTro obOecIieueHMsT TOpaKaJlbHbIX OIlepalliil y JeTeil 3a
cuet npuMeHeHus bb npu nmposenenun OJIB.

MatepuaJjsl 1 METOIbI

UccnenoBanue mpoBonmioch ¢ ceHTA0pa 2014 . no
anpens 2018 1. Ha 6ase OTHEJICHUS aHECTE3UOJIOTHUM-
peanumanuu HWUW neTckoii OHKOJIOTUM U TeMaTOJIOrMK
®PI'BY «HauuvoHanbHbIi MEIULIMHCKUI UCCIIEI0BATE b
ckuii ueHTp oHkojoruu uM. H.H. bnoxuna» Munsnpasa
Poccuu (Mocksa). IIpoTtokon ucciaenoBaHus 0g00peH
DTyeckuM KoMuTeToM MuH3npaa Poccun (mportokon
KimHu4Yeckoi anpobauuun 2016-30-93 «IIpoTokon mpu-
meHeHus1 bb npu OJIB B TopakalbHOI OHKOXUPYPIUU
y JeTeli»). BceM KaHampgaTaM Ha ydacThe B MCCIeIOBa-
HUU TPOBOAUINCH KOHCYJIbTALIMU IETCKOTO OHKOJIOra,
aHecTe3noJiora (0OCMOTp, OlLIEHKa Xayloh, aHaMHe3a 3a00-
JIeBaHMSI, OlleHKa (PM3MYECKOro craryca MaldeHTa II0
knaccudukauum American Society of Anesthesiologists
(ASA)), anexkrpoxkapauorpamma (DKI'), kommbloTepHas
tomorpadus (KT) opraHoB rpynHON KJIETKHM, UCCIeL0-
BaHMe (YHKIMU BHEILIHETO AbIXaHUS, YJIBTPa3BYKOBOE
nccaenoanue (Y3UM) cpemocreHusi, KIMHUYECKUIA
aHa/JM3 KPOBM, OOLIMKU aHaIM3 MOYM, OMOXUMMYECKUM
aHaJau3 KPOBM, paclIMpeHHas Koaryjorpamma). boiin
MmpoBeaeHbl 92 oIepaTUBHBIX BMeIIaTeabcTBa (49 — u3
TOPAKOCKOIINYECKOro, 43 — M3 TOPaKOTOMHOTIO JOCTY-
noB) y 92 nauueHToB, u3 HuX 50 (54,3 %) MaIb4uKoB U 42
(45,7 %) neBouku. Bo3pact naiueHTOB cocTaBuI OT 11 10
17 net, meauaHa Bo3pacta — 13,2 roga. Xapakrep orepa-
THUBHBIX BMeIIATeIbCTB: B 57/92 (62 %) cinydasx BBINOJ-
HEHa aTUIHWYHas Pe3eKLUs Jerkoro, B 24/92 (26 %) —
yoaneHue HoBooOpasoBanms, B 11792 (12 %) -—
ero Owoncus. Ilo pesynsraraMm MoOpGhOJOrHYeCcKOro
HCCIIEIOBAaHUsI OIePallMOHHOTO MaTepualia BBISIBICHBI
clemylollde IMaToJOTMU: ocTeocapkoMa — 29, capkKoma
IOunra — 23, Heitpodmactoma — 18, numpoma — 12, He-

pobyiactoMa — 6, pabmoMuocapkoma — 2, padaoumgHast
OITyX0Jib — 1, TIceBmonanuuisipHas omyxoib — 1. Ilepen
MPOBEICHNEM XUPYPIrUIECKOT0 JeUeHNS MallMeHThI ObUTN
CJTy4aitHbIM 00pa30M pasjiesieHbl Ha 2 TPYIIIIbI:

* rpynia bb (#n = 56) — BBIIOJIHSIOCH XUPYPTrU4ecKOe
BMeIaTenbeTBO B yeaoBusax OJIB ¢ ycranoBkoit Bb tuma
Kosna (Cohen) wnu “EZ-Blocker” yepe3 mpocBeT BUIEO-
Tpyoku VivaSight-SL moa KoHTpojieM BHACOMOHUTOpPA
VivaSight ET;

» rpynmna JIIT (# = 36) — BBIITOJHSIIOCH XUPypruye-
cKoe BMelaTeabcTBO B yeioBusx OJIB ¢ mpumeHeHneM
HIIT RobertShaw 32Fr u 28Fr.

HuameTtp ycrpoiicTs mis nposeaeHust OJIB moxbupai-
Cs MCXOMSl U3 aHTPOIIOMETPUUYECKUX TaHHBIX (POCT, Bec,
Bo3pacT) u naHHbIX KT (mrnameTp Tpaxeu v riIaBHBIX OPOH-
xoB). Bb npencrasaseT u3 ceds yCTpoCTBO ¢ OAJIOHOM
Ha CBOEU JIMCTAJIbHOM YaCTU, KOTOPbIM YCTAHABIMBACTCS
B MPOCBET OpOHXa MOJ KOHTpoJjieM (puOpoOpoHXOCKOoIa
WIM B YCJIOBMSIX BUIACOKOHTpPOJIA. Tpaxess HHTyOMpyeTcs
OOBIYHOM OIHOIIPOCBETHO TpyOKOii, 1 Bb MoxkeT mpoxo-
IUTH OO0 Yepe3 TPYOKY, TMO0 KHAPYXKU OT Hee (IKCTpa-
JIIoMUHaIBHO) Tipu npoBeneHuu OJIB y mereit rpymHoro
¥ mutaaniero Bo3pacrta. Korma maHxera 61o0kaTopa pasmy-
Ta, COOTBETCTBYIOIIEE JIETKOE He BeHTUIUpyeTcs. KaHan
B KaTeTepe Ha NUCTAJIbHOM KOHIIe 0JI0KaTopa IMO3BOJISIET
KOJUTabMpOBaTh M30JIMPOBAHHOE JIETKOE WM IPOM3BO-
IUTh achupaluio cekpera. bb Moryr mcmonb3oBaThes
BMecTo JAITT y B3poCabIX ¥ TOAPOCTKOB MPU TPYIHOCTIX
C TIOCTAHOBKOI TMOCHeIHUX (IIPOrHO3MpyeMasl TPyIHasI
MHTYOALNsI, aHATOMUYECKNE OCOOEHHOCTU TPaxeoOpOH-
XHAJbHOTO OepeBa), Jubo y mereid moioxe 9—10 et
VYcranoBka Bb npoBonuTcst ¢ 00s13aTeIbHBIM KOHTPOJIEM
(pubpoonTUyeCKUM OPOHXOCKOIIOM WJIA Yepe3 dHAOTpa-
XeaJbHYI0 TpyOKy ¢ Buaeokamepoii (VivaSight-ET).

CxeMbl TIPOTOKOJIA MCCIEI0BaHUsS IMPEACTaBICHBI Ha
puc. 1 u 2.

Cxema anecmesuonoz2ueckozo obecne4eHus

1. OpraHusanust BeHO3HOTO JOCTyTIA.

2. AHTuOakTepuanabHag MpoduiiakTuka A0 pas3pe-
3a (uedazoauH 30 MI/KT BHYTPUBEHHO).

3. Tlapameramon BHYTPUBEHHO B mo3e 15 Mr/kr
B paMKax MYJIbTUMOJAIbHOTO IOAX0Aa K 00eCIeYeHUIO
MepuoTIePallMOHHON aHAJIbI€3UU.

4. JlexcameTa30H BHYTpUBEHHO B mo3e 0,15 mr/kr
(HO He OoJjiee 4 MTI') C aHTUAMETUYECKOM 11eTIbI0.

5. Wnnpykuwmsa anecresuu: O, 6—7 J1/MUH, UHTaNsA-
LIMOHHO ceBodIypaH 10 8 06. %, heHTaHWI BHYTPUBEH-
Ho 2,0 MKT/KT.

7. Pokyponuss Gpomun BHyTpuBeHHO 0,6 MI/KT
B LICJISIX MUOpPETaKcalluy IIPHU MOATOTOBKE K ITPOBEACHUIO
JIApMHIOCKOIIMU C MOCJIeIyIollei nHTyOaluei Tpaxeu.

8. BoimonHeHuMe  MPSAMOM  TTOC/IEIOBATEIbHOM
JIADMHTOCKOITMY ¥ MHTYOAIIMU TPaXeu:

- rpynna bb — unrtybauus Bugeorpyokoit VivaSight-
SL mox koHTpojieMm BugeoMoHuTopa VivaSight-ET,

-rpynna I1T — ycranoska JAI1T, Bepudukanms mpa-
BUJIBHOCTH €€ YCTAHOBKM C IPUMEHEHHUEM SHIO0CKOTA.
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OT60p NauueHTOB B NporpamMmy UCCrefoBaHUst
COrNacHO KpUTEPUSIM BKITFOYEHUS U NCKITHOYEHMS
Selection of patients in the study program
according to the inclusion and exclusion criteria

v

MognucaHne MHPOPMMPOBAHHOIO Cornacus Ha
yyacTue B uccrniegosaHue
Signed informed consent to participate
in the study

v

KoHcynbrauus Bpaya-4eTckoro oHkorora
Consultation of a pediatric oncologist

KoHcynbTaumsa Bpaya-aHecteaunosnora: ocMoTp,
OLeHKa »anob, aHamHe3a 3aboneBaHns, oLeHKa
no wkane ASA
Consultation with an anesthetist: examination,
assessment of complaints, medical history,
assessment on an ASA scale

Y

OKT, KT, MarHMTHO-pe3oHaHcHasa Tomorpacdus,
Y3U
Electrocardiogram, CT, magnetic resonance
imaging, ultrasound
KnuHuyeckunn aHanns Kpoeu
Clinical blood test
OO0wmnm aHanm3 mo4mn
General urine analysis
Buoxmmumnyeckun aHanna Kpoeu
Blood chemistry
PaclumpeHHas koarynorpamma
Enhanced coagulogram

v v

Mpynna 66 Mpynna OMNT
BB group DLT group
n=>56 n=236

Puc. 1. Cxema npomokona uccaedosanus Ha amdyaamopHom smane

Fig. 1. Scheme of the outpatient study protocol

9. VYcranoska bb tuna Kosna wiu “EZ-Blocker”
y mauueHToB rpynisl bb.

10. MckyccTBeHHas] BEHTUJSILIUS JIETKUX: PEXUM
Pressure Control ¢ moJoXUTEIbHBIM JaBJICHUEM B KOHIIE
Beinoxa (PEEP), paBHBIM 5 ¢cM BOOHOro crtosiba, JbIXa-
TeJIbHBII 00beM 6—8 MJI/KT, YacTOTa JAbIXaHUs IOaOMpa-
€TCsI IJIsI TTOIIePKaHUsI 1IeJIEBOr0 YPOBHS KOHIICHTPALIMU
CO, B BoibIxaeMoM Bosayxe (EtCO,) 37—43 MM pT. cT.

11. CeBoduypaH B no3e | MUHUMAaJIbHON aJbBEO-
JISPHOM KOHLEHTPALMU JJIsI OIACPKAHUS Ceaalliu.

12. OcymecTBieHUe aHaJbre3uu: TPU TOPaKO-
CKOMUWYECKUX BMeIIaTeJbCTBAX HEOOJbIIOro obbeMa
MPOM3BOAMIAChE perMoHapHas Oyiokajga (MexpebdepHas
6iokama pacTBopoM ponuBakamHa 0,5 %), npu orme-
palusX M3 TOPAKOTOMHOIO JOCTyIla IIPOM3BOIMIIACH
HelipoakcuanbHasg Onokaga (TapaBepTeOpajbHasi WU
sanuAypaibHas 010Kana).

lMpoBeaeHne xupypruyeckon onepaumm
B ycnosusix OJIB
Surgical operation in the conditions of OLV

v

WHaoykuns aHectesnn
Anesthesia induction

v v

Mpynna Bb: Mpynna ONT:
BB group DLT group
- MHTY6aums ¢ ncnonb3oBa- - yctaHoska AMNT
HUEeM 3HAOTpaxeanbHON - installation of DLT
TpyOKkK ¢ BUOEOKamepoi - BepudukaLmsa KoppekT-
(BUAEOKOHTPOMb) HocTu cTosiHus ONT
- endotracheal tube C NPYMEHEHMEM OETCKOro
intubation with a video 3HAockona
camera (video control) - verification of the
- yctaHoBka bb Tvna correctness of standing
Koana unu “EZ-Blocker” DLT using a children’s
B NPOCBET COOTBETCTBYH0- endoscope
Lero rnaBHoro 6poHxa
B YCINOBUSX BUOEOKOHTPONS
- installation of BB type
Cohen or “EZ-Blocker”
in the lumen of the
corresponding main
bronchus in the conditions
of video control

v v

Koppekuwnsi CTOSIHUSA Unv peno3nuMoHnpoBaHme
BBE/OMNT npu HeobxogumocTu
Correction of standing or repositioning
of BB/DLT if necessary

v

YoaneHnvne BB vinu AT, akcTy6aumsi no OKOHYaHWUK
onepaTUBHOTO NeYeHns
Removal of BB or DPT, extubation at the end
of surgical treatment

v

OuHamnyeckoe obcnenoBaHue (nocne-
onepauMoHHbIN nepuoa: 1, 2, 7-e CyTKN):
Dynamic examination
(postoperative period: 1st, 2 7t day):

- 6onb B ropne (1-3, 6annbl)

- sore throat (1-3, points)

- acboHus (1-3, 6annbl)

- aphonia (1-3, points)

v

Cratnctmnyeckas obpaboTka gaHHbIX
Statistical data processing

Puc. 2. Cxema cmayuonapro2o smana uccaedo8anus
Fig. 2. Scheme of the hospital phase of the study
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Poccuiickuii xypuan JETCKOM TEMATOJIOTYUW u OHKOJIOTUU

13. TlommepxkaHue aHanabre3uu (Ipu MOgbEME Cpell-
HEro apTepuajbHOTO NaBJIEHUS (AI[CP) W/VIM 4acTOThI
cepaeunbix cokpaienuit (YCC) 6onee 10 %) npousBo-
JIUJIOCH OOJIOCHBIMU BBeneHUsIMU (heHTaHuaa 0,05 Mr/Kr.

14. baszoBas uHGbY3MOHHAg Tepanus MPOU3BOIU-
Jlach cOalaHCMPOBAHHBIM KPUCTAJUIOMIHBIM PaCTBOPOM
MOJ, KOHTPOJIEM TeMma auype3a (CTepo@yHIUH M30TO-
HUYEeCKU 6—8 MJI/KI/4), IIpU KPOBOIIOTEPE MPUMEHSI-
JINCh KOJJTOUIHBIN pacTBop rejgodysuna 4 % v tpaHchy-
3UsI 9PUTPOILIUTAPHON B3BECH B 3aBUCUMOCTH OT 00ObeMa
U CKOPOCTH KPOBOITOTEPH.

15. TlepeBoja maiyeHTa Ha NBYXJIETOYHYIO BEHTUISI-
muto (yoanenue bb unm otkpeitue 2-ro kanana B JII1T)
Mmocje 3aBepllieHUss OCHOBHOIO 3Talla OIepaTUBHO-
o BMEIIATEIbCTBA, TEMOCTATUYECKUX MEPOTPUATUI
M YCTAHOBKU JpPEHAXEN.

16. CaHaums TpaxeoOpOHXHUAJIBHOIO AcpeBa.

17. CanHauug pOTOBOI TIOJOCTM U OIKCTyOalus
Tpaxeu MpU HaJIUYUM IIPU3HAKOB CaMOCTOSITEIbHOTO
CIIOHTAHHOTO JIbIXaHWsI, BOCCTAaHOBJIEHUS DPedIEKCOB
U CO3HAHMS MallMeHTa.

Ha sramax Xupypruyeckoro J0oCTyrna W BbIIACICHUS
OIyXOJM TIPOM3BOOMIIACH PETUCTPAIUS  CIIETYIOIINX
ucciaeayemMbix nokasateneit. KoHTponab reMoauHa-
MUKW U CepACYHON JeATeIbHOCTU OCYIIECTBIISIICS
nyreMm oueHKkM maHHbIX DKI, monutopunra AJl, B Tom
qucie u AI[CP, n YCC. [IpuszHakoM maToJIOTMYECKOro
COCTOSIHUSI TEeMOOWHAMHUKM CUYHUTAJIOCh OTKJIOHEHME
A,HqD Ha * 20 MM PT. CT. OT UICXOJHOTO AZ[ClD 0o 3a mpe-
JIeJIbl BO3pacTHOW HOpMbI TMauueHTta. HabmoneHue 3a
NIeSITeIBHOCTBIO TBIXaTeJIbHOM CHUCTEMBI BKJIIOYAJIO aHa-
JIU3 JTaHHBIX MYJICOKCUMETPUU 1 KarTHoMeTpuu. Oukcu-
pOBaJINCh TaHHBIE TA30BOI0 COCTaBa apTepUaTbHO KPOBHU
c onpenenenueM pO, u pCO,,. [1pu onepanmnsax ¢ BbICOKUM
PUICKOM KPOBOIIOTEPH JIOTIOJIHUTEIBHO TIPOW3BOIUIICS
WHBAa3UBHBI MOHUTOPUHT A/l 1 olleHMBajach IIyOMHA
ceJlalliy C MIOMOIIIbIO OMCITEKTPaJIbHOIO MHIEKCA.

DD GhEKTUBHOCT MUCCIEAYEeMOTO METOIA ITPOBEICHUS
OJIB oueHuBanach Mo MPOJOKUTEIbHOCTH MEPOIpPU-
STUN TIO0 pa3eIeHUIo JIETKUX (C) B MCCICTYEMBIX TPYII-
IMax, a TaKKe IO BU3YaJIbHOI CTEIIEHU KOJIJIAOMPOBAaHUS
orepupyeMoro Jjerkoro (1 6amn — TIOJHBINA KoJLIAIC,
2 — YaCTUYHOE KOJTaOMPOBAHME JIETKOTO, 3 — OTCYTCTBHUE
KoJi1arca).

Hnst opMUpOBaHUST BHIBOAOB O BJIMSIHUM Ha 4acToO-
Ty IIOCJICOIEPAIIMOHHBIX OCIOXHEHUI CpaBHUBACMBIX
MmeTonuk TipoBeneHusi OJIB peructpupoBanuch BbIpa-
>KEHHOCTh 00J1 B Topisie 1 apoHun Ha 1, 2 u 7-e cyTKu
B Oasiax (taoum. 1).

IMonyyeHHble maHHBIE 0O0PaOATHIBAIUCH C MOMOIIBIO
nmakera TniporpamMmHoro obecnedenus STATISTICA
6.0 mox yrpaBJieHHEM ONepallMOHHOM cucTeMbl Windows.
[MpousBommiics pacdyeT CpeIHUX 3HAUCHUI ITOKasaTesiei
(M), cranmaptHoro oTkjioHeHus (+ SD). 151 BbIsABIC-
HUST JOCTOBEPHOCTH PA3IMYMiIl CPeTHUX 3HAYESHMI TTapa-
METPOB YYAaCTHUKOB HCCJCHOBAHMSI MEXKIy TpYIIIIaMHu
HUCTob30BaJics MmapameTpudeckuit mMeton (T-kpurepuii
CTblofIeHTa) U HerapaMeTpUIeCKUii MeTox (32, KpUTepHUii

Tabmuma 1. Humepnpemauus nocieonepayuoHHbIX 0CA0JICHEHU 8 6aA1aX

Table 1. Interpretation of postoperative complications in points

Basibt Boub B ropie Adonus
Points Sore throat Aphonia
| OtcyTcTBYeT OrtcyTcTBYET
No No
VYMepeHHast UHTEeHCUBHOCTh, HA3HAYECHUST
aHAJIbTETUKOB OMTMOUIHOTO Psina He6ompmras
2 He TpebyeTcst OXPUILIOCTh
Moderate intensity, prescription of opioid Hoarseness
analgesics is not required
BrIpaxeHHast ”HTEHCMBHOCTh, TpeOyeTcst  BoipaxkeHHast
3 Ha3HAYCHME aHAIbIETUKOB OMMOUIHOTO psiia acdonwmst
Pronounced intensity, the appointment of Pronounced
analgesics of the opioid series is required aphonia

cornacus [TupcoHa). 3a ypoBeHb 3HAUUMOCTH (p-3Haye-
HUE), TO3BOJISIOIINI pacCMaTPUBATh HYJIEBYIO TUIIOTE3Y
KakK BepHyo, Obul TIpuHAT p < 0,05. 171 OLEHKU CUJIbI
CBSI3W MEXIYy pa3MYHbBIMU IapaMeTpaMy Y4aCTHHUKOB
W TIOJTYYECHHBIX Pe3yJIbTaTOB MIPUMEHSIICS KO3(DGhUIINEHT
paHroBoii Koppessiuu CrimpMmeHa (r).

Pe3yabsrarsl

IMo mosy, Bo3pacTy, MHAEKCY MacChl Tejla, a TakxkKe
BUJAM OIlepaluii TPyNmbl AOCTOBEPHO HE pasinya-
mmch. He OBIIO cTaTUCTUYECKW 3HAYMMOM Pa3HUIIBI T10
CTOPOHE TIPOBEACHMST Omepaluu Mexay rpynnamu bb
u AI1T (1,51 £ 0,47 ipotus 1,28 & 0,43 COOTBETCTBEHHO,
p = 0,12; 3a 1 ObUIO MPUHATO OOO3HAUEHUE XUPYPIU-
YeCKOTro BMeEIIaTeJIbCTBa Ha IIPaBOM JIETKOM, 3a 2 — Ha
JIEBOM) M TI0 XapaKTepy OIepaliy: yIajJeHue ITepBUIHON
omyxonu wim MetactazoB (p = 0,08). Ipynmsl mocto-
BEpHO HE OTIWYAJIUCh IO JIUTEILHOCTH aHEeCTEe3UM
(162,4 £ 55,15 Mmua m 171,53 £ 41,42 MUH COOTBETCTBEH-
Ho, p = 0,55). B rpynne bb niureapHOCTh MEpONIPUSATUIA
MO pa3fe/IeHUIO JIETKUX OblIa 3HAYMTEJIbHO MEHbIIe 10
cpaBHenuio ¢ rpymmoi JAIIT (65,32 + 17,32 ¢ npoTtus
99,0 9,03 ¢ cootBeTcTBeHHO, p < 0,0001). Takke B rpym-
ne bb orMmeuvanach MeHblIasg 4yacToTa HEOOXOAMMOCTHU
penosunmonupoBanus (0,2 = 0,4 u 0,57 =+ 0,51 cooTBeT-
ctBeHHO, p = 0,04). BusyanpHas cTernieHb KoJIarica Jier-
koro B rpynnax bb u JAITT moctoBepHO He pasiauuaiach
(1,27 £ 0,42 6amma u 1,38 = 0,5 6ayura COOTBETCTBEHHO,
p=0,14). IToncuet Koappuirerta Bapuauuu (KB) Bbisi-
BUJI BBICOKYIO BapradeIbHOCTh [UTUTEIbHOCTH MEPOIIPHSI -
Ui 1o pasaeneHuto gerkux B rpymmne bb (KB =0,23), BTo
BpeMs Kak B rpyrie JIITT ona 6suta Huskoii (KB = 0,07).

CpaBHUTEIBHBIN aHAJI3 pPe3yJIbTaTOB MOHUTOPWHTA
MaleHTOB BO BpeMsl MPOBEICHUs OmNepaluu MpeacTaB-
JIeH B Ta01. 2.

Takke He ObLIO OOHAPYXKEHO JOCTOBEPHOIO pa3Inyus
MO TIPOMOJDKUTEIILHOCTA IIPOJIOHTAIIMA MCKYCCTBEHHOM
BEHTWISILMM JIETKUX B IOCJEOIepallMOHHOM Iepuoie
(0,88 + 3,41 g mpotus 0,57 + 1,02 4, p = 0,74) mexmy
CpaBHUBAaEMBIMM T'PYITIIAMMU.

CpenHee BpeMsI TIpeObIBaHUS B T1ajlaTeé MHTEHCUBHOM
Tepanuu B Tpyniie BB oka3ajgock MeHbIIIe TIPUMEPHO Ha
MOJIOBUHY CyTOK, ueM B rpytite AI1T: 1,45 + 0,63 cyr npo-
tuB 2,0 £ 0,68 cyt coorBeTcTBEHHO, p = 0,005.
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Tabmima 2. Pesyssmamosl cpagHenusi cpeOHUX 3HA4eHuil noxKazamenei
UHMPAONePayUOHH020 MOHUMOPUHEA

Table 2. Results of comparison of average values of intraoperative monitoring
data

SpO,,

96,84 £2,03 99,11 £1,38 0,0001
15,84 £3,11 17,33 £2,9 0,09
39,19 +3,03 35,14£2,44 <0,0001

Pmsp, CM BO[I. CT.
pCO,, MM PT. CT.

pO,, MM DT. CT. 91,64 + 14,88 96,43+ 13,81 0,025
AJl_, MM PT. CT. 4 4

Averpage blood pressure, mm Hg S S | SR W52
YCC, yn/mMuH

+ +
B, Bes/i 94,54 £ 13,09 96,5 + 14,66 0,63

Kpome Toro, y mauueHTOB, KOTOPHIM ObLI YCTaHOB-
neH bb tnna Kosna mnm “EZ-Blocker”, peructpupona-
JIaCh MEHbIIIasl BHIPAXKEHHOCTh TAKUX OCJIOXKHEHMI, Kak
nocieornepaiioHHas apoHus U 60yb B ropiie, IO CpaB-
HeHuIo ¢ TeMHu, y Koro OJIB BeImomHsIach pyu MOMOIINA
HIIT. ITpu 3TOM HaHHOE YTBEPKICHUE CIIPABEIIMBO IS
BCeX MHEI, BO BpPeMsl KOTOPBIX BBIMOJIHSUIACH OLIEHKA
ocinoxHenuit (1, 2 u 5-e cyrku). [IpumevaTenpHO, YTO,
HauMHas co 2-X CYTOK, YYacTHUKHU 13 rpymnmsl bb mepe-
CTaBajIv MPEAbSBIATh Xaja00bl Ha 00JIb B ropJie, U y HUX
otcyrcTBoBaja adoHus1. C mMOATBepKIAIOIINMU Pe3yJIbTa-
TaMH1 MOXHO O3HAaKOMMThHCS B Ta0JI. 3 1 4.

I[IpumeyaTenbHO, UYTO MOsIBJIEHUME OOJIM B TropJie
Ha l-e CyTKM Mocje XMPYPrUYeCKOro BMeELIATeIbCTBA
Tadmuna 3. Cpasrenue 6bipadjceHHOCMU NOCACONEPAUUOHHOL 00U 6 2opae
Y yuacmuukos uceaeoosanus

Table 3. Comparison of the severity of postoperative sore throat in study
participants

1-e/1% 1,13£0,33 1,94 £0,72 <0,0001
2-¢/2m 1,00 £ 0,0 1,44 £ 0,53 <0,0001
5-e/5™ 1,00 £ 0,0 1,2£0,41 0,0003

Taomuua 4. CpasHenue GvipaxsceHHOCMU NOCACONEPAUUOHHOU APOHUU
Y YHACMHUKO08 UCCAe008aHUS

Table 4. Comparison of the severity of postoperative aphonia in the study
groups

1-e/1% 1,11 +£0,31 1,57 £ 0,65 0,0002
2-¢/2m 1,00 £ 0,0 1,43 £ 0,36 0,004
5-e/5M 1,00 £ 0,0 1,00 £ 0,0 > 0,05

Ilpumenanue. Omcymemeue docmogepHocmu pa3auyuil npu cpasHeHuu
epynn Ha 5-e CymKu C6A3aHO0 ¢ meM, Yo Y 8CeX YHACMHUKO8 UCCAe008aHUs
8 YKA3aHHbLII NOCACONEPAUUOHHBLI MOMEHM 8PeMeHU AOHUSL He BbI6ASAACh.

Note. The lack of significance of differences when comparing groups on the
5" day is due to the fact that all participants in the study at the indicated
postoperative time point did not detect aphonia.

Y Y4aCTHMKOB UCCJIEIOBaHUsI, KOTOPBIM YCTaHABIMBAJIAChH
MIIT, ob6mamaio CUJIBHOM B3aMMOCBSI3bIO C HaIU4ueM
6osu Ha 2-e cytku (r = 0,7; p < 0,05), a TakKXe 1eMOH-
CTPUPOBAJIO JOCTOBEPHYIO KOppeysluio ¢ adoHuei
Ha 2-e cytku (r = 0,54; p < 0,05) u 6oapI0 B ropje Ha
5-e cytku (r = 0,54; p < 0,05). IIpu 3TOM CoxpaHeHUE
0oyn B TeueHure 48 4 1ociie ornepauny yBEIUYUBAIO CUITY
CBs131 ¢ 00J1bi0 Ha 5-¢ cyTku (r = 0,6; p < 0,05). ITpu aTOM
Y HalleHTOB, KOTOPHIM OIEe ALV BHITOTHSLIACH C UCTIONb-
3oBaHueM JI1T pa3mepa 32Fr, nosinenue 0011 B ropJjie Ha
2-¢ CyTKM TOCJIe BMEIIaTeIbCTBa CHIIBHO KOPPEIMPOBAJIO
¢ muTenbHOoCcThIo aHecTe3uu (r = 0,87; p < 0,05).

IIpu cpaBHEHUU YYaCTHUKOB M3 MCCIEAYeMOU IpyI-
MBI MEXIY CO00I 0TMEYaI0Ch, YTO Y OOJBHBIX, KOTOPHIM
BBITIOJIHSIIACH OTIepallvsl Ha IPaBOM JIETKOM, PEXKe TOCTH -
rajicsl TIOJIHBIM KOJUTaric JIETKOro; B TO e BpeMsl Oojee
4acTO BCTPEYAIOCh IIEPBUYHOE MOPAKEHUE JIETKMX, a TaK-
Xe ObLIM 3aperucTpupoBaHbl CHxeHue SpO, Menee 92 %
BO BpeMsI BBITIOJTHEHUSI BMEIIATeILCTBA U OOJIb B ropJjie Ha
1-e CyTKM MOCJIeoIepallMoOHHOTO IMepuoaa (pe3yabTaThl
pacyeToB, MOATBEPXKIAIOIIMX BhIIIIECKa3aHHOE, TIPUBEIC-
HBI B Ta0II. 5).

BaxHo OyneT ykasaTb, 4TO INPU BBHIITOJHEHUM OIle-
pauMy Ha JIEBOM JIETKOM VY YYaCTHUKOB U3 rpynnbkl bb
(n = 29) snuzonos cHuxenus SpO, menee 92 % Bo Bpe-
M1 oIepalvu 1 0o Ha 1-¢ CyTKM Tociie oIepaiuud He
onpenensiiaochk. CTOUT 0003HAYNUTh, YTO MPU CPaBHEHUU
MexXay coboii ysacTHUKOB 13 rpynibl AI1T oTHocuTe b-
HO CTOPOHBI XMPYPTrUYECKOTO BMeEIIATEIbCTBA HE OBLIO
BBISIBICHO JOCTOBEPHBIX Pa3IMYMil HU 1O OTHOMY U3
HCITOIb3YEMBIX B TaHHOM padoTe mokazatesneii (p > 0,05).

Taxske BBIMOJIHSIIOCH CpaBHEHUE MAllMEHTOB OTHOCH -
TEJIbHO CTOPOHBI ITPOBEACHUS OTlepalii, HE3aBUCUMO OT
mertona OJIB (tabi. 6, 7). BbL10o BBISIBIEHO, YTO IIPU BMeE-
IIATEJIbCTBE HA IIPABOM CTOPOHE IPYyIHOM KJIETKM TOCTO-
BEpHO yYallle TpedoBaoch perno3uinonupoBanue bb nmm
AIIT, uem npu onepanusix Ha JeBoii cropone (0,38 0,49
npotus 0,15 £+ 0,36 coorBeTcTBeHHO, p = 0,033).

B xome aHanmza pe3ynbraToB ObIJIO OOHApyXKeHO,
YTO JUIUTEIBHOCTh MEPOIPUSITUIA IO pa3me/ieHUIO0 Jer-
KMX Y YYaCTHUKOB HccienoBaHus u3 rpynnsl bb Obuta
Ta6muna 5. Cpeonue 3nauenus nokasameneil, 00CMo8ePHO PA3AUMAIOUUECS
Y ynacmuukos uz epynnol bb omnocumensHo cmopoHsl onepayuu

Table 5. Average values of indicators, significantly different in participants
from the study group regarding the surgery side

Komnanc nerKorc.), 0asIbl 1,524 0,51 114031  <0,001
Lung collapse, points

Ajlcp, MM PT. CT.
Average blood pressure, mm Hg
Cumxenue SpO, menee 92 %, ¢

59,33+3,78 62,97 +6,16 0,011

+ +
SpO, reduction less than 92 %, sec il S
Bouib B ropsie Ha 1-e cyTKu
TIOCIIe ONCPALIMH, BaLEL 1244045 1,00+0,00 0,003

Sore throat on the I't day after

surgery, points
|
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MmeHblne, yeM B rpymmne JITT, nmpuyem pasHuna cra-
TUCTUYECKU JOCTOBepHa (omepalusi Ha IIpaBOM Jier-
KoM — 58,44 + 31,13 ¢ npotuB 96,6 + 6,57 ¢ cooTBeT-
cTtBeHHO, p < 0,001; Ha teBom — 52,48 + 21,25 ¢ mpoTuB
98,0 £ 9,31 ¢ coorBeTcTBEeHHO, p < 0,001).

Tadbmuua 6. Cpasnenue nokasameneii uHMPAONePaAUUOHHO20 MOHUMOPUHEA
VHACMHUKO8 — Uccnedo8anusi — Npu  GbINOAHEHUU  XUPYPeUHECKO020
emMeuwamenbcmea Ha NPaom 1e2Kom

Table 6. Comparison of indicators of intraoperative monitoring of study
participants when performing surgery on the right lung

Sp0O,, % 96,74+ 2,12 99,6 £0,52 <0,001
TTpomoIXKUTEIBHOCTD CHU-
xenust SpO, menee 92 %, ¢

+ +
Duration of SpO, reduction REC S SRS b
less than 92 %, sec
Pinsp, cM BomI. CT. 15,22 £ 1,74 17,7+ 34 0,006
pCO,, MM PT. CT. 39,6 £ 2,58 32,6 5,08 <0,001
pO,, MM pT. CT. 92,74 £ 15,98 98,7 +£20,4 0,36
AI[C , MM PT. CT.
Average blood pressure, mm Hg e el
LI, o 93,7+14,96 94741505 0,86

Heart rate, beats/min

Taomuna 7. Cpasnenue nokasameneii UHMpPAonepayUoOHHO20 MOHUMOPUHEA
VHACMHUKO8 — UCCAed08anusi — Npu  GbINOAHEHUU  XUPYPeUHECKO020
éMewamenscmea Ha 1e60M Ne2KOM

Table 7. Comparison of indicators of intraoperative monitoring of study
participants when performing surgery on the left lung

SpO,, % 96,93+ 1,98 98,25 +2,36
TTpomoIXKUTEIBHOCTD CHU-
xenust SpO, menee 92 %, ¢

+ +
Duration of SpO, reduction eI SRDE G UL
less than 92 %, sec
Pinsp, c¢M Boz. CT. 16,41 +3,93 16,75+2,22 0,87
pCO,, MM PT. CT. 38,8+3,4 34,5+ 3,51 0,024
pO,, MM pT. CT. 90,62 + 13,99 118,75+47,1 0,012
AI[C , MM PT. CT.
Average blood pressure, mm Hg 62,96 + 6,16 SRS S e
LI, o 9531+ 11,28 101,0+ 14,63 0,37

Heart rate, beats/min
|

IIpu paccMoTpeHMM AAaHHBIX U3 Ta0J. 6 U 7 MOXKHO
OTMETUTb, YTO B O0OMX cJydyasx HaOJomanuch Oolee
BBICOKME 3HAYCHMS TAaplMaIbHOIO NaBJICHUS YIICKUC-
JIOrO rasa apTepMaJibHOM KPOBU B MCCJIENYEMOM TpyIIIIe.
[TpuMeuaTeTbHO, YTO TIPU BBIIIOJIHEHUN XUPYPTUUECKO-
ro BMeELIATEeJ]bCTBA Ha MPAaBOM JIETKOM 3HayeHus SpO,
ObUIM HIDKE Yy TMallMeHTOB U3 rpynmsl bb (xoTa cpenHue
nokasarenu pO, y GOJbHBIX 2 TPyl JOCTOBEPHO He
pa3IMYalNCh), B TO BpeMs KaK MpU BMeIIaTeJbCTBaX Ha
JieBoM JierkoM B rpynrne bb cpennue snauenus pO, Obuin
MEHbIIIE (IPU 3TOM CpeIHNE 3HAYCHUSI caTypallMu KU CJIO-
POIOM KPOBHU CTAaTUCTUYECKU HE Pa3JINYAJIKCh).

OocyxaeHue

IIpumeHeHue oagHompocBeTHBIX Tpyook wu JIIIT,
HECMOTPSI Ha UX OIpeAe/eHHbIe IIPEUMYIIECTBA, COMPO-
BOXKIIAETCSI CEPbe3HBIMM HEIOCTATKAMM, OrpaHMYMBAIO-
UMY UX IpUMEHeHue y aeTeit (tada. 8). [Tomoub n3be-
JKaTh YKa3aHHBIX HeOJAronpUsTHBIX MOMEHTOB MOXKET
BHEIpeHUe B MpaKTUKy MeToauku mpoBeaeHus OJIB
¢ npumeHeHueMm bb. B mocienHee BpeMst onyb6amMKoBaH
LBl psin padoT, mocBsAeHHbIX cpaBHeHuo bb u AT1T
npu nipoBeaeHun OJIB y mauneHTOB pa3saIUyHbBIX KIMHU-
yeckux rpynm [11—15].

Taomuua 8. Hedocmamku odnonpoceemuwvix mpyoox u JIT npu
obecneuenuu OJIB [7, 16— 18]

Table 8. Disadvantages of single-light tubes and DLT when providing OLV
[7, 16—18]

* HenocratouHoe 3aKpbITUEC  ° SanyﬂHI/ITCIII)HHﬁ Imporuecc BbI60pa

MpocBeTa OpoHxa MameTpa TpyoKu
Insufficient closure of the Difficult process of selecting the tube
diameter

bronchial lumen

* HenocrarouHoe Koju1abu-
pOBaHMe JIETKOro Ha CTOPOHE
onepanuu

Insufficient lung collaboration
on the operation side

* CJIO)XHOCTU BBENEHUSI W YCTAHOBKU
BO BPEMsI BBITIOIHEHUSI TTPSIMO#A JIApUH-
TOCKONUU (OOJbIlIee YMCIIO TMOTBITOK
JIAPUHTOCKOTINN)

Difficulties in insertion and installation
during  direct laryngoscopy  (greater
number of laryngoscopy attempts)

* Cepbe3Hble TpaxeoOpPOHXUATbHbIE
MTOBPEXKIEHUS, 0COOEHHO MPH JUTUTEITb-
HOM yCTaHOBKE

Serious tracheobronchial damage,
especially during prolonged installation

* TpyIHOCTb YCTAHOBKY MPU CMELICHUN
¥ KOMIIPECCUM TPaXeoOPOHXUATBHOTO
nepeBa

Difficulty  setting when shifting and
compressing the tracheobronchial tree

» ClloXHOe BeJIeHWE TTallMeHTa B raja-
Te MHTEHCUBHOW TEparuu, CBSI3aHHOE
C OTIyYeHHEM OT MEXaHWYEeCKOU BEH-
TUISILIMU U TyaJeTOM OpPOHXUAIBLHOTO
nepesa

Difficult management of the patient in
the intensive care unit, associated with
weaning from mechanical ventilation and
toilet of the bronchial tree
|

B mnpencraBneHHOM uccienoBaHuM 3aBencHue bb
B IIPOCBET IJIABHOTO OPOHXa MPOM3BOIMIIOCH 10 BUIEO-
KOHTPOJIEM, YTO O0ECIIeUMBAIO HAEXKHOE €ro MO3UIHO0-
HUpoOBaHUe. AIEKBaTHOE KOJIJTaOUpOBaHUE OTIEpUPYeMO-
To JIETKOTO JIOCTUTAaeTCs MpPHU pa3ayBaHUM MaHXeTbl bb
B IIPOCBETE€ COOTBETCTBYIOILEIO IJIaBHOIO OpOHXa U BO3-
MOXHOCTH IPOBEIEHMSI aKTUBHOI acIMpalvy BO3Iyxa
yepes KaHai bb [6, 13]. [Ipu 3TOM Ha Becex aTanax Mepo-
MPUSATUI TI0 pa3fesIeHUIO JIETKUX (MHTYOalns, YyCTaHOB-
ka Bbb u pasmyBaHue ero MaH:XeThbl, KOHTPOJIb CTOSIHUS
Bbb) ocyiecTBasieTcss BUACOKOHTPOIb ¢ BU3yalIM3alluei
TIPOCBETOB INIABHBIX OPOHXOB, Tpaxeu U ee OMGypKalnu,
YTO 3HAYUTEJIBHO CHUXKAET BEPOSTHOCTh TpaBMaTU3aLUU
3TUX CTPYKTYp (puc. 3) [6, 7, 14, 17].
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Puc. 3. Hcnoavzosanue b5 npu nposedenuu OJIB, ycmanoska u eudeo-
KOHMpoAb yepe3 sHdompaxeanrvHyro mpyoky VivaSight-SL npu onepayuu
N0 nosody peseKyuu npagoeo Neekoeo (Memacmamuueckoe nopajiceHue)
v nayuenma 16 nem (cobcmeennoe Habarooenue): a — HA MOHUMOpE
ET-View susyaauzupylomes anamomuveckue CmpykKmypol: Kuib mpaxeu,
Npoceembl npasoeo u 1e6020 2AagHuIxX bporxos; 6 — BB VivaSight- EB, ycma-
HoeneHHblll yepe3 eudeompyoky VivaSight-ET; ¢ — ducmanvhubiii koney BB
3a6edeH 6 npasbvlil 2NABHBLI OPOHX, & — pa30yma MaHIcema Ha OUCMANbHOM
xonue BB

Fig. 3. The use of BB during OLV, installation and video monitoring through
the VivaSight-SL endotracheal tube during surgery for resection of the
right lung (metastatic lesion) in a 16-year-old patient (own observation):
a — anatomical structures are visualized on the ET-View monitor: tracheal
keel, gaps right and left main bronchi; 6 — VivaSight- EB BB installed through
VivaSight- ET video tube; 6 — the distal end of the BB is brought into the right
main bronchus; e — inflated cuff at the distal end of the BB

JlaHHyio paboTy OT/IMYAeT 3HAUUTEIAbHBIA O0bEM
BBIOOPKM YYaCTHUKOB WCCJIEIOBaHUS, KOTOPHIM OBLIO
HEeoOXOAMMO IMPOBEACHUE ONePaTUBHOIO BMeEIIaTeIbCTBA
B ycioBusix OJIB.

AHanu3 TOJYYEeHHBIX pPEe3yJIbTaTOB ITOKA3bIBACT, YTO
apdexkTuBHOCTL M 0Oe3omacHocTh bbb  comocTaBuMBI
¢ JAIIT. bb oGecrieunBamT 0oJjiee ObICTpOE pas3AcieHUe
serkux 1o cpaBHeHuto ¢ JAIIT, He3aBUCHMMO OT CTOPOHBI
BMEIIIATE/IbCTBA, a TaKKe IMO3BOJISIOT JOCTUYh TTOJTHOTO
KOJUTAOMpOBAaHUS JIETKOTO IIpU 0ojiee PeIKo BO3HUKA-
folIeit HeOOXOOMMMOCTH B pemo3unuu. BeposTHo, 3TO
MOXKET OBITh CBSI3aHO C MCIIOJIb30BaHMEM BUICOKOHTPO-
as [17, 19], 9TO CBUAETETLCTBYET O 1IEJIECOOOPA3HOCTH
€ro MPUMEHEHUsI TIPU YCTaHOBKe ycTpoiicTB Tuma KosHa
u “EZ-Blocker”, a Takxke HUBEIUPYET HEOOXOIUMOCTh
MPUBJIEYEHUS] DHAOCKOMUYECKON CayxObl. OmHako
B XOJIe MCCJIEIOBAaHMST OBLIO TTIOKAa3aHO, YTO IJTUTEIBHOCTD
MEepOTIPUSITUIA TIO pa3eieHuIo JIeTKMX B rpyrie bb B 3Ha-
YUTEJIBHOU CTEIIeHU Bapb1MpOBajia, YTO MOXET YKa3bIBaTh
Ha OTCYTCTBME YHU(PUIIMPOBAHHOTO IMPOTOKOJIA YCTAHOB-
kv BB, ocHOBaHHOTO Ha MPaKTUYECKOM UX TPUMEHEHWH,
a Takxke HeOOJIbIIONW OMbIT Mcmoab3oBaHus bb. Takum
00pa3oM, MOXET MOTPeOOBaThCS YTOUHEHUE UMEIOIIIUXCS

JAHHBIX IO MEPE YBEJIMUEHUS OTTbITa TIPUMEHEHMS UCCIIe-
JIyeMBIX YCTPOICTB BpauyaMU-aHECTE3MOJIOTaMU.

HecmoTpst Ha TO, 4TO ydyacTHMKW U3 rpynnbl bb
MPOSIBISLIA UyTh OOJIBIIYIO CKJIOHHOCTh K THMITOKCEMUU
Y TUTIEpKAITHUU, CPEIHME MoKa3aTe 1 UX Ta30BOI0 COCTa-
Ba apTepHalbHOM KPOBM HAaXOAWJIMCh HA 3HAUYUTEITBHOM
OTHAJICHUM OT TIPEJCIbHO HOMYCTUMBIX BO3PAaCTHBIX
pedepeHCHBIX 3HaUYSHU A, MTPOAOIKUTETbHOCTD AMTM3010B
CHIDKEHMS caTypaluy Kuciopoga MmeHee 92 % He oTimya-
JIach y MAIlMEHTOB U3 Pa3HBIX TPYIIIT, a KOJIeOaHMST TTapIiy-
aJIbHOTO aBJICHUs KUCIOPOJa U YIJIEKHUCIIOro ra3a ObLIN
CPeIHUMU Y HU3KMMHU COOTBETCTBEHHO. TaKM 00pa3oM,
MOXHO C/ieJIaTh BBIBOII, UTO B IUIaHE OOECIIeYeHUs aleK-
BaTHOIM BEHTWJISILIMM SHOOTpaxeasibHas TpyOKa C IpoBe-
neHHbIM uyepes Hee bb He ycrynaer ATTT.

BaxnbiM (akToM oKazajgach MEHbINasl IPOIOJIKH-
TEJIbHOCTh MpeObIBaHUS naleHToB rpyrnnbl bb B manare
WHTEHCUBHON TepaIiiu, YTO MOXKHO CBSI3aTh C NCUC3HOBE-
HUeM MPU3HAKOB 00JIU B ropJie 1 apOHUHU yKe Ha 2-e CyT-
ku. [TocieqHee MoXeT ObITh 00YCIOBICHO MEHBIIIMM A1a-
MEeTpOM 3HAOoTpaxeasibHOI Tpyoku, bb Koana (9Fr) unu
“EZ-Blocker” (9Fr) mo cpaBHenuto ¢ AIIT (32Fr), u kak
cJIeICTBUE — MEHbIlIell TpaBMaTU3allMeil TpaxeoOpOHXU -
anbHOTO fepena [8—10, 14, 15].

B xonme uccnenoBaHusl ObLIM BBISIBJIEHBI Oosiee pea-
KOe TOCTMKEHHE TOJIHOTO KOJularica JIETKUX, HalIudue
3MM30/10B CHIXKeHUsA SpO, 1 Hanuyue 6011 Ha 1-€ CyTKu
y mnaiueHToB rpynnbsl bb mocie onepatuBHOro BMela-
TeJIbCTBA HA MPABOM JIETKOM (B OTJIMYME OT YIACTHUKOB
W3 TOW K€ TPYMIbI TIPU OTepalusiX Ha JeBOM JIETKOM).
JlaHHbIii (peHOMEH MOXET OOBSCHATHCS aHaTOMO-(u-
3MOJOTUYECKUMU OCOOCHHOCTSIMU TIPAaBOTO TJIaBHOTO
OpoHxa, Harmpumep 0oJiee BBICOKMM OTXOXIEHHUEM OT
HEro mpaBOro BEPXHEIO0JIEBOTO OpOHXa, YTO OCJIOXKHSET
ycTtaHOBKY bb.

Bosiee yactoe mocTukeHUEe TMOJTHOTO KoJjuiarica Jier-
KOT0, OTCYTCTBUE 3MU3010B CHIKeHUs SpO, Huxe 92 %,
OTCYTCTBUE 0011 Ha 1-e CyTKU y 29 OOJIBHBIX U3 TPYIIIILI
Bb, KOTOpBIM BHITIONHSIACH OTIEpAINs Ha JIEBOM JICTKOM,
no3BoJisieT paccMaTpuBaTh bb kak 0osee mpenmoutu-
TeJIbHBIM MHCTPYMEHT 1151 mpoBeneHus OJIB mpu xupyp-
TUYECKUX BMEIIATEIbCTBAX Ha JIEBOM CTOPOHE TPYIHOM
KJIETKU.

BoiBoabl

[TpoBeneHHOEe HcciienoBaHUE MPOAEMOHCTPUPOBAIO,
yto npumeHenue bb npu nposenennu OJIB y moapoct-
KOB OOECIMeYMBaeT aJekKBaTHbIE YCIOBUS I PabOTHI
XUpypruyeckoir Opuraabl (MOJHOE KoJiabupoBaHUE
OTIEPUPYEMOTO JIETKOT0), TIPU 3TOM YMEHBIIAIOTCSI CPOKHU
NpeObIBaHMS MAlIMEHTOB B MajaTe peaHUMalllu B IMOCe-
OIepallMOHHOM MEePUOoNe 3a CYET CHUKEHUS YacTOThI
OCJIOXKHEHUI, TAKUX KaK TpaBMa Tpaxeu, IMaBHbIX OPOH-
XOB, aoHUS U O0JIb B rOpJIe.
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Pe3ynbmambl mepanuu numiombl XoAKKUHA Y Aemeil
U noapocmKoB ¢ uchonb3osanuem npomokona GPOH-HD-2003
B IbY3 <Mopo3oBCcKada femcKad ropoAcKas KnuHuyeckas
6onbHuya [lenapmamenma 3apasooxpaHerus ropoaa MocCKBbl»
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Konmaxmnote dannvte: Anexcandpa Cepeeesna Haymosa alex.naumova @gmail.com

Axmyaavnocms. Jlumgpoma Xooxwckuna (J1X) aeasemcs peOkum KAOHANbHBIM 310KAUECMBEEHHbIM 3a001e8aHUEM AUMPAMUUECKOU cucme-
mot. Ha doaro JIX 6 cmpykmype onkonoeuueckoi 3aboneeaemocmu y demeii npuxooumes 4—6 %, y noopocmkoeé — 16 %. B nacmosuwee
8pemMs nauueHmsl 0emcKoeo U nOOPOCMKO08020 803pacma ¢ mopgoaoeuvecku eepugpuuuposantoil JIX 6 ycaoeusx omdenenus demckoi
onkonoeuu u eemamonoeuu I'bY3 «Mopozosckas JII'Kb J13M» noayuarom npoepammuyro mepanuto 6 pamkax npomoxosa GPOH-HD-2003.
Aemopamu cmamou npedcmasgner onvim aeeHus demeii u noopocmkoé ¢ JIX coenacrno npomoxoay GPOH-HD-2003 6 ycaosusx omoenenus
onkonoeuu u eemamonoeuu I'bY3 «Mopozosckas ITKb JI3M».

Iauuenmot u memooot. C 1 sneaps 2003 . no 31 dexabps 2018 2. 62 nayuenma (35 maavuuros, 27 desouex) ¢ JIX noayuanu npoepammmuyro
mepanuto 6 pamkax npomoxora GPOH-HD-2003. Bozpacm nayuenmosg do Hauasa cneyughuueckoil mepanuu eapvuposanr om 4,7 0o
17,6 eoda, meduana éo3pacma cocmasuaa 13,3 2o0a. Bce nayuenmot Goiau cmpamughuyuposanst ha mepanesmuyeckue epynnot (T1) 6 3a-
sucumocmu om cmaoduu 3abonesanus, ¢ TI-1 eéxoduau 2 pebenka, ¢ TI-2 — 30, ¢ TI-3 — 30 demeii. Bce nayuenmor TI-1 noayuanu
2 undykyuonnvix yukaa: OPPA ons desouex, OEPA oaa manvuuxos. Iayuenmor TI-2 u TI-3 — 2 uau 4 kypca coomeemcmeenno: COPP
(0desouku), COPDAC (manvuuku). Ilocae okoHuaHUS ROAUXUMUOMEPANUY 8Ce NAUUEHMbL NPOX0OUIU AYHesyto mepanuto 6 dose 19,8 Ip na
UHUUUANBHO NOPAXCEHHble 00aacmu.

Pesyasmamot. Haubonee uacmoim ocroncreruem nocae kKypcos OEPA y manvuukog 6vira neiimponenus 1—I11 cmenenu, nocae OPPA 'y deso-
yex — Hetimponenus I11—1V cmenenu. Ilpu ananuze muesomoxcuurnocmu kypcog COPDAC u COPP evisachunocs, umo kypcor COPP 6onee
moxcuuHbl no cpasnenuro ¢ COPDAC. [lokazamenu obueii (OB), 6eccobvimuiinoii (BCB) u 6espeyudusnoii (bPB) eviicusaemocmu 3a
6ce epems Habnodenus cocmasuau 100 % (meduana nabarodenus — 48,12 mec). B ykasanuwiii nepuoo He 66110 3aQUKCUPOBAHO HU 00HO20
cayuas AemanbHoCmu, 00yca084eHH020 nposedenuem mepanuu, peyuouea JIX uiu emopruunsix onyxonei.

3axarouenue. [lokazamenru S-nemnux OB, bPB, BCB ceudemenvcmayrom o 8bicoKoll 3ghpeKkmugHocmu u HU3KO0U MOKCUHHOCIU NPO-
epammuoil mepanuu JIX no npomorxoay GPOH-HD-2003 ene 3asucumocmu om cmaouu 3a601e6aHus.

Karouegvie caoea: /tuquoma XOdMCICLlHa, noauxumuomepanus, ecemanomoKcu4HoOCmos, 6blocueaemocnts, 6emu, noﬁpocmicu
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Results of GPOH-HD-2003 study in treatment of Hodgkin’s lymphoma in children and adolescents
in the Morozovskaya Children’s Clinical Hospital

A.S. Naumova', O.A. Tiganova’?, L.I. Ilyenko’, D.B. Lavrukhin’, K.L. Kondratchik"?, O.1. Baybak’,
G.O. Bronin', M.A. Maltseva’, G.N. Makhmudova', T.Zh. Makhortykh’, O.Yu. Mutorova’,
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'Morozovskaya Children’s Clinical Hospital, Department of Health in Moscow; 1/9 4" Dobryninskiy Per., Moscow, 119049, Russia;
2N.1I. Pirogov Russian National Research Medical University, Ministry of Health of Russia; 1 Ostrovityanova St., Moscow, 117997, Russia

Relevance. Hodgkin’s lymphoma (HL) is a rare clonal neoplasm of lymphatic tissue. In the structure of malignant neoplasms in children HL
accounts for 4—6 % and for 16 % in adolescents. Now children and adolescents with confirmed histology of HL in the Department of Oncology
and Hematology, Morozovskaya Children’s Clinical Hospital, treated with the GPOH-HD-2003 protocol. The authors of the article presented
the experience of treatment children and adolescents with HL according to recommendations of GPOH-HD-2003 in the Department of
Oncology and Hematology, Morozovskaya Children’s Clinical Hospital.

Patients and methods. From January 1, 2003 until December 31, 2018, 62 patients (35 boys, 27 girls) received therapy according to

recommendations of GPOH-HD-2003 study. Age of patients ranges from 4.7 to 17.6 years, mean age was 13.3 years. All patients are allocated 31
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to three treatment groups (TGs) based on staging, in TG-1 were 2 patients, in TG-2 — 30 patients, in TG-3 — 30 patients. TG-1 patients
received two courses of for induction: OEPA for boys and OPPA for girls. TG-2 and TG-3 patients received further two or four cycles COPP
(girls) or COPDAC (boys), respectively. After chemotherapy all patients received initially involved-field irradiation with 19.8 Gy.

Results. CTCEA grade 1 or 2 hematotoxicity was the most common recorded adverse reaction in the OEPA regimen for boys, grade
3 or 4 hematotoxicity — in the OPPA regimen for girls. Also hematotoxicity was more pronounced with COPP than COPDAC. Overall (OS),
event-free (EFS) and relapse-free (RFS) survival rates at 5 years were 100 % for the period of the observation time (the median observation
time was 48. 12 months). No treatment-related deaths, relapses or second malignancies were recorded during this period.

Conclusion. OS, EFS and DFS rates indicates high efficiency and low toxicity of GPOH-HD-2003 study regardless of the initial stage.

Key words: cHodgkin’s lymphoma, chemotherapy, hematotoxicity, survival, children, adolescents
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Bgenenue

B crpykType OHKOJOTMYECKOW 3a00JIeBaeMOCTH
y aereii mianiie 13 et iumboma Xomkkuna (JIX) 3aHu-
Mmaet 4,6 %, y noapoctkoB — 16 % [1-3]. B panuem net-
CKOM BO3pacTe 3a0ojieBaHME JAMATHOCTUPYETCS KpaiiHe
penko. Mcxomst U3 anuaeMruoIornueckux OCOOEHHOCTE,
TepBbIi MUK 3a001eBaeMocTu JIX mpuxoauTcst Ha BO3pacT
ot 15 no 30 ner [4, 5].

JIX 'y neteii IBJIIeTCSI TEM OHKOJIOTUYECKUM 3ab071eBa-
HUEM, KOTOPOE MOTEHIIMATBHO U3JIEUUMO Y aOCOJIIOTHOTO
OOJIBIITMHCTBA TAIIMEHTOB M XapaKTepU3yeTcsl 01aronpu-
STHBIM TIpOrHO30M. [lociie OKOHYaHUs TMPOTPaAaMMHOMN
Tepanuu nokasaresu ooieit BeixkuaemMoctu (OB) noctu-
ratot 90 % [6].

B nacrosiee Bpemst B I'bBY3 «Mopososckas AI'Kb
JA3M» manueHThl AeTCKOTO W TOAPOCTKOBOTO BO3pacTa
¢ kiaccuueckoit JIX mosyqaioT mporpaMMHYIO Teparuio
cornacHo mporokony GPOH-HD-2003. Ona Bkiova-
eT nposeneHue noiauxumuorepanuu (I1XT) u syyeBoit
tepanuu (JIT) Ha 00J1aCTh TIEPBUYHO MOPAXKEHHBIX JTUM-
datnueckux y3nos (JIV). JledeHure maimeHTOB C KJ1acCu-
yeckoit JIX 3aBUCUT OT cTamuu OOJNIe3HU, HATUYUS WIU
OTCYTCTBUSI B-cuMnTOMOB U TI0J1.

Pexomenmaiimu GPOH-HD-2003 ocHoBaHbl Ha
MPEIIeCTBYIONIMX 6 TepareBTUYSCKUX HCCIeIOBaHMSIX
DAL/GPOH, xoTtopble TpoBOAMINCEH paboueil Tpymnmoi
B [epmanmu ¢ 1978 1. VIX LIeJIIMU SIBIISUTCH ONITUMM3aIIUs
TOIXOMOB K Tepanuu 1 pa3paboTka CTaHAAPTOB JEUEHUS
knaccuueckoit JIX y nereit [6, 7]. CTOUT OTMETHTD, UTO
MaIMEHTHI C BAPUAHTOM HOIYJISIPHOTO TMM(OUTHOTO TTpe-
ob6namanus JIX (HJITIJIX) monyyaloT Tepanuio coriacHO
pexomenmamusam EuroNet-Pediatric Hodgkin’s Lymphoma
Group — nposeaenue [TXT kypcamu CVP (imkimodocdan,
BUHOJIACTHH, TIPETHN30JI0H) [§].

IMepBbIM 3TamoM ONTMMM3ALIMKU TEPANMU KJIACCHU-
yeckoit JIX craja peanuzainus TEHAEPHOTO TIOAXOAA
B coBeplileHCcTBOBaHUM KypcoB [1XT, 3akmovaroiasics

B OJIMMUHAIIMM TTPOKapOa3nHa Kak HanboJjiee rOHa0TOK-
CUYHOTO areHTa JJIs MalMeHTOB MYy>KCKOTO TT0JIa.

B uccnenosanuu DAL-HD-90 npokap6a3uH BriepBbie
ObLI3aMeHEeH Ha2TOTIO3WI BIIEISIX COXpaHEeHU I (DePTUIIHHO-
ct. KymynatuBHast o3a aTorosuaa coctapuia 500 mr/m?
3a 1 Kypc, BBeleHUE MPOBOAWIOCH B TeueHue 4 AHeil;
obmras mo3a stomnosnna 3a 2 kypca OEPA (BUHKPHUCTHUH,
3TONO3UI, TPEAHU30JIOH, ToKcopyouimHa) — 1000 Mr/m2.
Takum ob6pa3om, mokaszaTenu S-aeTHell 6ecCcoOObITUITHOMN
BoikuBaeMoctu (BCB) nmis ManbuymkoB NPpUOIU3UIUCH
K TakOBBIM 151 AeBo4eK (89 % u 91 % cooTBeTCTBEH-
Ho). OB 3a 5 net B 06eux rpynmnax coctaBuia 98 % [9].
[TpuMeHeHMEe 3TOTIO3UIa 3HAUUTEIHHO CHU3WIIO YaCTOTY
HapylieHus GepTUIBHOCTH Y MaJIbUMKOB, TTOTY4YaBIINX
teparnuio kypcamu OEPA, HO y gerteit, neduBIIMXCS
kypcamu COPP (uukinodocdamun, BUHKPUCTUH, TIPeT-
HU30JIOH, TIpoKapOa3uH), OMpPEeNessyioch HapylleHue
coiepxxaHust  (HOJUTMKYIOCTUMYJIUPYIOIIETO TOPMOHA
[10].

B caenyromem uccnenopanuu GPOH-HD-95 moxa-
3atenu S-nmerHeit BCB m1g manmmeHTOB MYKCKOTO TToja
cocTaBuiIn 86 %, Torma Kak JJjisl IeBOYeK 3TOT MOoKasa-
Tesb paBHsuICS 93 %. BeposiTHO, 3TO GbLIO 0OYCIOBIEHO
3aMEeHOI1 mpokapba3uHa Ha aTorno3u B Kypce OEPA mist
ManpuukoB [7, 11]. OmHOBpeMEHHO MYXCKOW T0JI ObLI
OTHECEH K HeOJIarompusITHBIM MPOTHOCTUYECKUM (hak-
TopaM B MeXIyHapOJHOM IPOTHOCTUYECKOM MHeKCe
(International Prognostic Score, IPS), pa3paboTtaHHOM
JUTSI TIAlIMeHTOB cTapiie 18 et [7].

Tem He MeHee B mIOTHOM ucciaenosanuu GPOH-
HD-2002 xumnorepanust (XT) 6e3 nmpokapbaszuHa st
MalMeHTOB MYXCKOTO ToJjla He ToTepsiia MPUOPUTETA.
KonuyecTBO BBemeHMiT 3TOMO3WAa B KaXIOM Kypce
yBenmuminoch ¢ 4 1o 5 (OEPA), Takum o6pa3om, KymyJisi-
THUBHAs 1032 3a 2 Kypca coctaBuia 1250 mr/m2. OgHakKo
9TO 3HAUYEHUE OCTAJIOCh HUKE KPUTUUECKON KyMYJISITUB-
HO#1 103bl Tono3uaa B 2000 Mr/m?, IpUBOASILIEH BIIO-
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CIEACTBUM K BBICOKOMY PHCKY Pa3BUTHUS BTOPUYHOTO
ocTporo muenobgactHoro yeiiko3a [10, 12, 13]. B uensix
uckiItoYeHus npokapodazuHa kypc COPP 6b11 Mmonudu-
uupoBaH B COPDAC c¢ mpumeHeHueM nakapba3uHa.
Kak u npokap0a3uH, 1akapOa3uH MPUHAIJIEKUT K Kjlac-
Cy aIKUJIMPYIOLIUX areHTOB, €ro NeiicTBMe OCHOBaHO Ha
nHruouposanuu cuHte3a JJHK u PHK B onyxoneBbix
KJIeTKax.

ITo oxonuanum XT Bce mnamueHTbl mojydaioT JIT
C OrpaHMYECHHBIMM IIOJIIMU OOJYYCHMSI B CyMMAapHOM
ouaroBoii g1o3e (COJ1) 20 Ip Ha mepBUUHO MOpakeHHbIE
obnactu. [paHnua MIaHUPYEMOTO JIy4eBOIO BO3AEHCTBUS
omnpenesieTcsl pa3MepamMu OIyxoau no okoHuyaHuu XT
C IOTTOJTHUTEIBHBIM 3axBaToM 1—2 cM. OmHAKO B cIyJae
MOpaXeHusl CPeNOCTeHUsI, apaaopTaibHbix JIY, o6nactu
Taza oOJydyeHHE TMPOU3BOAUTCS C MUHUMU3ALMENH BO3-
IECTBUS HA COCEIHNE MHTAKTHBIC TKAHM.

IMoka3zarenu 5-nerHeit BCB manreHTOB Bcex TepareB-
tnaeckux rpymn (TT), momydaBIIMX Teparmio COTIacHO
pexkomennauuam GPOH-HD-2002, cocrasisaior 90 %,
YTO CBUAETEILCTBYET O BHICOKOIH 3(D(MEKTUBHOCTH Jieye-
Hud [10].

Takum obpa3oM, pekoMeHaauuu nportokoysa GPOH-
HD-2003 6butn cocTaBJIEHBI C YYETOM OITbITA MpPeJIle-
CTBYIOIIUX WCCIEHOBAaHUI, YTO TIO3BOJMJIO JTOCTUYb
BBICOKUX IMoOKa3aTeneil 3(hheKTUBHOCTU JeUeHUS] U CHU-
3UTh TOKCUIHOCTD TEPATTHH.

B  wmynsrunentpoBom  ucciaenoBaHnuu  Children’s
Oncology Group (COG) Bce TmamuMeHTHl IOIyYaad
4 yaaykunoHHbIX Kypca BEACOPPesc (61eomuiiyH, 3To-
o311, JOKCOPYOUIIMH, HMKiIoGochaMua, BUHKPUCTUH,
MpoKapba3uH, TPEeTHU30H), TOC/Ie Yero IPOBOAMIOCH
KOHTpPOJIbHOE 00cienoBaHme. B cirydgae GbICTpOro paHHe-
ro oTBeTa (pemyKius 00beMa MHUIIMATILHOTO MOPaKeHUS
Ha 70 % u GoJjiee 10 pe3yIbraTaM KOMITbIOTEPHOM TOMO-
rpadoun (KT)) meBouku monyyanu 4 kypca COPP/ABV
(m1oKCOpYOUIIMH, 6JEOMULIMH, BAHOIACTUH), MAJIbBUMKU —
2 xypca ABVD (moxcopyOounmH, 0JI€OMULIMH, BHHOJA-
CTUH, JaKap0a3nH), B TaJbHEHIIIeM MaJTburKaM IIPOBOIN -
nack JIT Ha MHUIMATBbHO OpaXkeHHbIe 00acTu. B ciayyae
OTCYTCTBHSI paHHEro OBICTPOTO OTBETa IMAIlMEHTHI BHE
3aBUCUMOCTU OT mnoja noaydyanu 4 kypca BEACOPPesc
¢ nocnenytoieit JIT. B taHHOM ucciienoBaHuM MokKasaTe-
1 5-netHeit BCB cocraBuiu 94 %, nokasaresiu S-j1eTHeit
OB —97 % [14].

B mposeaenHom rpynmnoit COG wucciaenoBaHUU
AHODO0031 BceM 60JbHBIM C TPOMEXYTOUHBIMU CTAAUS-
MM 3a00JIeBaHUS BHE 3aBUCUMOCTH OT I10J1a IIPOBOIMIINCH
2 uHaykuuoHHBIX Kypca ABVE-PC (mokcopyOuiuH,
0JCOMMLIMH, BUHKPUCTUH, 3TOIO3UI, LHUKI0ohochamMu,
npeaHu3ooH). [lpyu AOCTMKEHUM OBICTPOTO pPaHHETO
oTBeTa (YMEHBIIIEHE 00beMa MHULINATIBHOTO ITOPasKeHUS
Ha 60 % u 6oitee no pesyiabratam KT) manueHTs moryda-
m 2 kypca ABVE-PC. B nanbHeiiiem nocie JOCTHXKEHUS
MOJHOM peMUCCUU IMTPOBOAWIACH PAaHAOMU3ALMS Ha MTOJTY-
yeHue unu orcyrcteue JIT. B pesynbrate ucciaenoBaHus
nokasarenu 5-jaetHeit BCB cocraBuiu 94 %, nokasareau
5-nerneit OB — 97 % [15].

Takke B peTpOCIIEKTUBHOM MOHOIICHTPOBOM MCCJIC-
noBanun COG usyvanach 3heKTuBHOCTh Tepanuu JIX
y JeTeil 1 noapocTtkoB Kypcamu ABVD ¢ nocnenyromieit
JIT. AGcotoTHO BceM MallMeHTaM MPOBOAUIUCH 2 UHAYK-
LIMOHHBIX Kypca ABVD, mocjie yero B 3aBUCUMOCTU OT
PE3YIBTAaTOB IIPOMEXKYTOUHOTO KOHTPOJBHOTO MCCIICIO-
BaHUs BBITIOJNHSIMCH 2 M 4 Kypca ABVD ¢ mocneny-
romeit JIT. TTo pesynbratam ucciemgoBaHUsI TOKa3aTelun
4-nerneit BCB cocraBuiu 88 % [13].

ITanmeHTBI M METOIBI

Iayuenmut u duzaiin uccaedosanus

B uccienoBaHue ObLIM BKIOYEHBI AETU U TTOAPOCTKU
miaanme 18 jget ¢ mMopdosiornyecku MoATBEP>KAESHHBIM
nuarHo3oMm JIX (knaccuueckasg JIX, HIJITIJIX). Kpure-
PUSIMU UCKIIOUEHUST sSBIsuch: peuuauB JIX, JIX kak
BTOpUYHAsI OIyXosb, npemmectBytomme XT wmm JIT.
Ponutenu wuaum 3akOHHbIE TpeACTaBUTENM IALIMEHTOB
TOANMCHIBAIN MH(OPMUPOBAHHOE COTJIacue Ha TTPOBe/Iie-
nue [MTXT B pamkax nporokosa GPOH-HD-2003, a tak-
Ke cornacue Ha 00pabOTKy MepCOHATbHbBIX JaHHBIX.

Takum obpasoM, ¢ 1 guBaps 2003 . mo 31 mekaOps
2018 1. B uccienoBaHuWe BONLIM 62 TalMEeHTa JETCKO-
ro M TMOIPOCTKOBOro Bo3pacta ¢ JIX, MpOXOAMBLINX
MIPOrpaMMHYIO TepaIrmio B paMkax Ipotokoia GPOH-
HD-2003 B otnenennu oHKoJoruu u remarosornu ['bY3
«Mopososckas JII'KB JI3M». B cooTBeTCTBUM ¢ KpUTeE-
PUSIMM 13 TIPOTOKOJIA JICUeHUS ObLUTU UCKITIOUEHBI 4 TTalu-
eHTa: 2 6oabHbIX ¢ HJITIJIX no naHHBIM MOp(HOUMMYHO-
TUCTOXMMUYECKOTO MCCIIeNOBaHMs, | TTOAPOCTOK B CBSI3U
C IOCTHXXEHMEM Bo3pacTa 18 jeT B mporiecce TMarHoCTHu -
K4, | malmeHTKa caMOCTOSITEIbHO TMpeKpaTuia JiedeHUue
(Bozpact 17 7eT, octajach Oe3 IMOMEYEeHUs] pOoaUTeNIei,
Mpu 3TOM caMa MMeJa 104b B Bo3pacte 1 roaa).

W3 BKITIOUEHHBIX B UCCIICOBaHME TTAIIMEHTOB COOTHO-
LIEHUE MaJTbYUKI:IEBOUKH COCTaBUIO 35:27 (56 %:44 %).
Bo3spacT naimeHToB 10 Hayajla crieliu(uyeckoi Tepanuu
6wt OT 4,7 mo 17,6 roma, MeauaHa BO3pacTa COCTaBHIIA
13,3 roma. [ToapocTku ctapuie 13 et mpeobaagaiu u cpe-
Iy MajiburkoB (63 %), u cpenu aeBouek (81 %). Bospact
JIEBOYEK 0 Havaya Crelu@uIecKoil Tepanuu Bapbupo-
Ban oT 7 go 17 net, MeauaHa Bo3pacTa cocTaBuia 14 net.
Bospact MajlbuMKOB 10 Hayajla creuu@uueckoin tepa-
nuu BapbupoBai ot 4,7 no 17,6 roga, MeauaHa Bo3pacTta
cocraBuia 12,8 roxa.

IMauueHTaMu OETCKOTO BO3pacTa CUMTAIMCh MaJTbuM-
KM U JeBOYKM Mjadue 13 jeT, moapocTKOBOToO Bo3pac-
Ta — 13 net u crapure. ITogoOGHas Bo3pacTHas rpagaius
HCITOJTb30BaJIach B OIICHKE 3((GEKTUBHOCTU ITMIOTHOTO
npotokosia GPOH-HD-2002, yto 00OBbsICHSIET ee TTpUMe-
HEHME U B HallleM UCCJIeIOBaHUM.

Hemorpadundeckne W KIMHUYIECKUE XapaKTePUCTUKHI
MaluKXeHTOB MpeacTaBleHbl B TadJ. 1 u Ha puc. 1.

V Bcex maneHTOB auarHo3 JIX 0611 Mopdoiornuecku
BepuULUMpPOBaH. [MCTOMOrMYeCcKuii JUarHo3 ycTaHaB-
JIUBAJICSl MPU HMCCIeAOBaHUM OWOICUMITHOrO Marepuasia
¢ 00s13aTeIBHBIM UMMYHOTMCTOXUMUYECKUM MCCIIEI0BA-
HUEM ITTOJIYIEHHOTO TIPU OTKPHITOI OMOIICHMU ITOpaXkKeH-
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Tadmnua 1. Jemoepaguueckue u Kaunuveckue XapaKmepucmuku
nayuenmos

Table 1. Demographic and clinical characteristics of patients

OO6111e€ YMCI0 MALUEHTOB, A
Total number of patients, n 2 . 20 —

Bospact
Age
<13 13 37 5 19
>13 22 63 22 81
TucTomornyecknii BApuaHT
Histological variant
X 7 7T 2w 81
s 5 14 4 15
e 3 9 1 4
JIMKJITX 0 0
LDCHL
Cranus
Stage
I 2 6 0
1T 15 43 15 55
111 10 29 8 30
v 8 22 4 15
CHCTEMHBIE CUMIITOMBI
System symptoms
A 9 26 2 7
B 26 74 25 93
T
Treatment group (TG)
e 2 6 0
o 15 43 15 56
A 18 51 12 44

Ilpumenanue. HCKJIX — sapuanm HoOyASpHO20 CKAEPO3A KAACCUMECKOU
JIX; CKKJIX — cmewaHnHo-kaemounblii eapuanm Kaaccuveckou JIX;
JITIKJIX — eapuanm aum@oudnoeo npeobaadanus kaaccuuveckoii JIX;
JIUKIIX — eapuanm aumgpoudroeo ucmouwjerus kaaccuueckoil JIX.

Note. NSCHL — nodular sclerosing classical HL; MCCHL — mixed cel-
lularity classical HL; LRCHL — lymphocyte rich classical HL; LDCHL —
lymphocyte depleted classical HL.

35

30—

25

20

BS)

27

10

Bcero BapuaHTbl Bcero

BapwaHTbl
Total Variants Total Variants

Manbuunku esoukn

Boys Girls
EHCKNX ®mCKKAX mANKAX

NSCHL MCCHL  LRCHL

Puc. 1. [Torosospacmuoe pacnpedenenue nayueHmos ¢ y4emom ucmonoi-
YecKux 6apuanmos

Fig. 1. Patient age-sex distribution taking into account histological options

Horo JIY nniu uHoro opraHa. [icTonorndyeckuii 1MarHo3
COOTBETCTBOBAJ TUCTONOTUYECKOM Kiaccudukamuu BO3
2008 1., cormacHO KOTOpOW BhlaesioTcs 2 BapuaHTta JIX:
knaccuueckas JIX n HJITIJIX. Knaccuueckas JIX pazne-
JIIeTCs Ha CJIeAyIOLIe TMCTOJIOTMYeCKKe MOABAPUAHTHI:
HCKJIX, CKKJIX, JUKJIX u JITIKJIX [16].

OrnpeneieHre ctaguy 3a00JeBaHUsST OCYIIECTBIISLIOCH
npu npoBeneHun KT Markux TkaHeil Ien, opraHoB
TPYAHOU KJIETKM, OpIONIHOW IOJOCTM WM MaJloro Tasa
C BHYTPMBEHHBIM KOHTPACTUPOBAHKEM WJIM ITIO3UTPOHHO-
3MUCCUOHHOI TOoMorpadpuu ¢ 'SF-dropae3okcuritoko-
30i1, copmelneHHoit ¢ KT (ITDT-KT ¢ ¥F-®JT) [17-20].
B HallleM Mcclie[oOBaHUU B LIEJISIX YTOYHEHMS paciipocTpa-
HEHHOCTH MOpaXkeHust 56 maureHTaM MHUIHUAIbLHO MPO-
Boamiack KT, 6 6oapabiM — [IDT-KT ¢ BF-O/II. Becem
MalyeHTaM BBIITOJHSUIMCH YJIBTPa3ByKOBOE MCCJIEI0Ba-
HHUe BceX rpynmn rnepudepndeckux JIY, opraHoB OpIOIIHOM
IOJIOCTU Y MaJIOro Ta3a, IyHKIMOHHAsl OMOIICKS KOCTHO-
ro Mo3ra, TpernaHoOMOoICHs KocTHOro Mo3ra. [1pu Hanu-
YUY MOKa3aHMil — MarHMTHO-Pe30HaHCHAasl ToMorpadust
(MPT).

ITocne npoBeneHus 2 kypcoB I[1XT y Bcex mauneHTOB
OLIEHMBAJICS OTBET Ha Tepanuio. Ero ompeaeneHue mpo-
Boawinock no gaHHbIM KT wmmm TI9T-KT mHuumansHO
nopaxkeHHBIX pernoHoB. ¥ 51 pebenka KT ucnonb3oBa-
Jlach Ha BCeX 3Tamax: Ui CTaaupOBaHMs 3a00JIeBaHUSI,
KoHTpoust Tepanuu (mocie 2-ro kypca I1XT) u oneHku
a¢pdekTuBHOCTH JieueHus: (rmocie 4-ro u 6-ro Kypcos
[IXT). OmuHHaguaTH TAIIMEHTaM Ha pa3HBIX 3Talax
tepanuu BeinonHsnach [IDT-KT, u3 Hux:

. 1 maumenty IIOT-KT BbImomHsnach TOIbKO
VHUIIMAIBHO (B Ipoliecce Tepanuu U 1T OLIeHKU 3 heK-
TUBHOCTH JieueHus poBoamiack KT);

. 1 manumenty [NOT-KT BeImonaHsIacek mocie 2-ro
kypca ITXT u mocie okoH4YaHUs JieueHUsT (MHULIMAJIbHO
npoBoaunachk KT);

. 1 mammenty [NOT-KT BeImonHsiacek mocie 4-ro
kypca ITXT u mocie okoH4YaHUs JieueHUsT (MHULIMAJIbHO
npoBoaunachk KT);

. 3 maumeHtam [1DT-KT BeImonHsAMACh MHULIK-
anbHO U mocne nocaenHero kKypca INXT (nas KoHTposs
neueHus nocie 2-ro kypea [IXT nposoaunack KT);

. 3 mammeHtam [19T-KT BbeImonHsIach TOJBKO
[10CJIe OKOHYAHUSI IIPOTPAMMHOIO JIeUeHMS (MHULIMAJIBHO
U B IIpoliecce Tepanuu nposonmiachk KT);

. 2 manmenTtam [19T-KT npoBoaunack MHUIIAATb-
HO, JUISI KOHTPOJSI Tepanuu U OLeHKU 3(h(HEeKTUBHOCTU
IIPOBEICHHOTO JICUEHMSI.

B 1npoBeaeHHOM UCCIEIOBAaHUM MCIIOJIb30BaHUE
II9T-KT 06bU10 OrpaHU4YeHO B CBSI3U C OTCYTCTBUEM JaH-
HOro MeTOoJa B IepPeYHe MCCIICIOBAaHMl, JOCTYIHBIX I10
porpamme 00513aTeJIbHOr0 MEAULIMHCKOTO CTPAXOBaHMS,
102017 .

ITocne okonvyanus [TXT Bce mauyeHThI HATTPABIISIINCh
Ha nipoBeneHue JIT.

CragupoBanue JIX ocylecTBISIIOCh COIIacHO Kiac-
cudukauuu Ann Arbor 1971 1., KoTopasi 10 HACTOSIIIETO
BPEMEHM CUMTAETCSI CTAHAAPTOM ISl ONpEAe/ICHUSI CTa-
UV TaHHOTO 3a0oyieBaHus y neteit [21].
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I cranus. BoBneuenue omgHoit rpymmsl JIY unu 1 akc-
TpaHOJAJTbHbBIN OYar MOpaKeHus.

II cranusi. Bosneuenue 2 u 6osee rpynn JIY nmo ogHy
cTOpoHy AuadparMbl Win 1 aKCTpaHOMATBHBIN oUar rmopa-
XKEHUSI B COUYCTAHWHU C MOpaXeHWEM OTHOM Miau Oolee
rpynn JIY 1o onny cropony auadparmsr (11,).

III cramusi. BoBneuenue JIY uau permoHoB 1o o0e
CTOPOHBI TradparMbl, KOTOPOE MOXKET COMPOBOXKIATHCS
nopaxeHueM ceiedeHku (I11s), Haauuuem apyroro sKkc-
TpaHofanbHoro ovara (I11,) nim nx couetanuem (I11.s).

1V crapug. lucceMuHUpOBaAaHHOE MOPaXXEHUE OJHOTO
WIX HECKOJbKUX HeIMM@aTUISCKUX OPraHOB U TKaHEM
¢/6e3 mopaxkenus JIY.

IlopaxxeHue mevyeHU U/UIM KOCTHOTO MO3ra Bcerma
OTHOCHUTCS K cTaauu 1V.

Jmg KITMHUYIEeCKON XapaKTepUCTUKU B COOTBETCTBUU
¢ JOaHHON KiaccudUKalMell NTPUMEHSINCH JMTePHBIC
00o3HaueHUs: A (OTCYTCTBHE CHUMIITOMOB MHTOKCHKa-
uuu), B (Haauume XoTs Obl OJHOTO U3 CUCTEMHBIX CUM-
MITOMOB: HEOOBSICHUMOE TTOBBIIIICHNE TeMIIepaTyphl Teia
Bhilire 38 °C, notepst 10 % u Gojiee OT Macchl Tejla B Teue-
HUE MPeAbIAyIInX 6 MeC, «IIPOJMBHBIE» HOUHBIE IOTHI,
KOXXHBIU 3y, CHITIB) [22—24].

B 3aBucumocTH OT cTaguy 3a0o0ieBaHMST TMAIIMEHTHI
obL1M paszaeneHbl Ha 3 TT (tabu. 2).

Ta6muna 2. 7T npomokona mepanuu GPOH-HD-2003
Table 2. TG of GPOH-HD-2003 study

Tr-1

161 IA/B, IIA
TI-2

e 1,A/B, I A, 1B, I1IA
TrI-3

ek 1B, 11, A/B, 111B, IVA/B

Bcem nanumenTtam TT'-1 xkeHcKOro 1oJjia MpoBOAUIIOCH
2 kypca OPPA (BUHKpUCTHH, TIpOKapOa3nH, MPeaTHN30-
JIOH, JTOKCOPYOMIIMH), Myxckoro moja — OEPA. IMauu-
eHthl TT-1 ganpHedmeir XT He mojydanu.

IMaumentam TT-2 u TI'-3 npoBoguauch eimne 2 WiIn
4 xypca XT cooTBeTCcTBeHHO. JIeBOUKM TOIyYaaud 2 WA
4 xypca COPP, manbuukun — COPDAC (umkinodocda-
MW/, BAHKPUCTWH, PEAHU30JI0H, nakapbasuH) [10].

Cxema miporokona Tepanmuu GPOH-HD-2003 mpen-
cTaBjieHa Ha puc. 2.

JIY cuntanuch mopaxkeHHBIMU, €CJIM UX MaKCUMalb-
HBII pa3Mep MpeBbIa 2 CM, W WHTAKTHBIMH, €CIIH
UX MaKCUMAJIbHBI pa3mep cocTaBisul MeHee 1 cm. JIY
CUYMTAJICS COMHUTEIBHBIM B Cilydae pa3mMepoB OT 1 110
2 cM, pellieHHe BOIIpoca O €To MopakeHUY TPUHUMAJIOCh,
WUCXOMsI M3 JTaHHBIX KIMHUYCCKO KapTWMHBI U OTBETa Ha
Tepanuio (ecyi mopaxkeHHbIe JIY mociie Tepanuu Xoporo
COKpaTUJINCh, a pa3Mepbl coMHuTebHOrO JIY ocranuch
MPEeXXHUMU, OH CUMTAeTCsl He BOBJIeYeHHbIM). OO0BeM
OITyXOJIX OIIpeAeIsUICS KaK TIPOM3BEICeHUE 3 pa3MepoB

2 OEPA/
OPPA

-1
IA/B, lIA

2 OEPA/
OPPA

U088 —

2 OEPA/
OPPA

4 COPDAC/COPP
-3
11A, 11l A/B, D
111B, IVA/B

0EO0 .-

1 5 9 13 17 21

2 COPDAC/COPP

-2
1A/B, Il A,
1B, A

Puc. 2. Cxema npomoxosa GPOH-HD-2003
Fig. 2. Design of GPOH-HD-2003 study

oryxou (a, b, u ¢) win o popmyiie V= (axb x c)/2 (ecnu
nopaxeHHblt JIY unu kournomepar JIY Oblin asaiumn-
conmHol ¢opmbl). OTBET Ha TEpamuio OIPEACIISIICS
COIIAaCHO OTBETY OMYXOJU BO BCEX MOpPa*KEHHBIX 00JIa-
CTSIX.

OtBer Ha XT mocie 2, 4 wiu 6-ro KypcoB OIpeaesisii-
Cd KaK TOJIHAs PEMUCCHS, €CJIM YMEHBIIEHHUE OITyXOJIN
cocTaBisio 95 % v OCTAaTOYHBIN 0ObEM OTYXOJIH < 2 MIL.
HemonreepxnenHast moaHast pemuccust (HITP) ompene-
JIsIIach, €CJIM COKpallleHne 00beMa OIMyX0JI1 COCTABIISLIIO
75 % vy OCTaTOYHBIN 00BEM OITyX0JU < 2 MJI, YaCTUY-
Hasl peMUcCUsl — eciu 00beM omyxosu coctabisut 50 %
OT TIEPBOHAYAJIBLHOTO WJIM OCTaTOUYHEIA 00BEM OITyXO-
Ju < 5 ML

Bce mammentsr TI-1 monyyanu 2 MHIYKUIMOHHBIX
mukina: OPPA — nna neBouek, OEPA — njisi Maab4MKOB.
IMauuentsr TT'-2 1 TI'-3 monyvanu 2 unu 4 Kypca cooTt-
BeTcTBeHHO: COPP (neBouku), COPDAC (Manbuukn).

Kypc OPPA Bkiroyaer TpemsHmM30M0H 60 wmr/m?
nepopaibHo (11/0) B auu 1—15; BuHkpuctuH 1,5 mr/m?
BHYTPUBEHHO (B/B) B aHu 1, 8, 15; npokap6a3un 100 mr/m?
/o B aHu 1—15; nokcopyourins 40 mr/m> B/B B nHu 1, 15.

Kypc OEPA Bxkmouaer mpeaHu3onoH 60 wmr/m?
/o B auu 1—15; BuHkpuctuH 1,5 Mmr/M?B/BB 1M 1, 8, 15;
pokcopyounuu 40 mr/m> B/B B aHu 1, 15; sromosung
125 mMr/m? B/B B AHU 1-3.

COPP Bximouaer nukiodochamun 500 mr/m> B/B
BIHM 1, 8; BuHkpuctuH 1,5 mr/m? B/B B aHu 1, 8; mpokap-
6asun 100 mr/m? /0 B AHU 1—15; npeaHuzonoH 40 mr/m?
/o B oW 1—15.

COPDAC ugentuuen COPP 3a uckioueHueM 3ame-
HbI IpOKapOa3uHa Jakapba3uHOM B 103UPOBKe 250 Mr/m?
B/B B 1HU 1—3. TokcuuHocTh XT olieHMBanach Mo KpUTe-
pusam TokcnaHoctu CTCEA v.3.0 (Common Terminology
Criteria for Adverse Events, 2006 1.) [25].

Tlocne okonuanust INXT maumeHts! Bcex TI mpoxo-
nunu JIT nepBUYHO MoOpaXkeHHBbIX 0bjlacTelt ¢ orpaHu-
YEeHHBIMHM TOJIIMU 00TydeHus. Takue 00rydaeMble 30HHI,
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KaK BEpXHsISI M HIXKHSIS 4acTU LIeW; HaIKIIOYMYHbIE
00J1aCTH; BEpXHee, CpeaHee, HIDKHEe CPeIOCTeHUE; BepX-
HUe U HIWXHUE IMapaaopTajbHble 00JaCTH OO0Jy4aroTCs
C MaKCHMaJIbHbIM CHIDKEHMEM BO3ICHCTBUS Ha 310pO-
Bble okpyxkatoniue TkaHnu. CrangaptHas COJL coctaBuia
19,8 Ip (bpaxkuuu no 1,8 Ip). Ha obractu, roe omyxonb
coKparujach MeHee yeM Ha 25 %, ObUl peKOMEHIOBaH
oyct 30 Ip. Ha obmactu ¢ oCTaTOUYHOM Maccoil OIyXo-
g > 100 mn — oyer 35 Ip. ¥ manuenTtoB ¢ IV cranueii
U TOPaXeHMEM JIETKUX OHM O0JIy4allCh B TOM CIydae,
€CM OoYyard B JIETOYHOM TKAaHW OIPeAe/IsIUCh I0Ciie
2 mukinoB IIXT. COJl Ha nerkue W mnedyeHb COCTaBMIIA
12—15 Ip (dbpakumu o 1—1,2 Ip).

Cmamucmuueckue memoost

PesynbraThl Tepanuuy olieHUBAINCh IO KPUBBIM Oe3pe-
muauBHoit (bPB), BCB u OB, mocTpoeHHBIM 10 METOIY
Kannana—Maiiepa.

OB paccuuThIBanach OT AaThl HavYaja CrieliuuIecKoi
MMPOrpaMMHOM Tepanuu OO0 JaThl IIOCJAEIHEro HaOIo-
JIEHUS MallMeHTa WK CMEPTH OT JIIo0o# mpudynHbl. OHa
XapakTepu3yeT (haKTUIECKYI0 BBIKMBAEMOCTb Ha CPOK
HaOJI0aeHUS.

BPB paccuuThiBazach OT JaThl IOATBEPXKICHUS
peMUCCUM OO NaThl BBISIBACHUS pelUOWBA WIM OAThl
MOCJIeIHEero HaOMI0IeHNS MallueHTa, eCJIM PeluauB He
Hactynuia. OHa XapakKTepu3yeT OOJbHBIX, JOCTUTIINX
MMOJIHOM PEMUCCHUM, T. €. MAIMeHTOB C HAWIyYIIMMU
pe3yJabTaTaMu Tepariuu.

BCB paccunThiBajach OT maThl Hauaja crierudpu-
YEeCKOM MNpOrpaMMHOIM Tepaluy OO0 JaThl ITOCIEIHETO
HaOJI0IeHUS TIallMeHTa UM HACTYTUICHUS «OTPHULIATeIb-
HOTO» COOBITUS (IIPOrpPecCMpOBaHUE, PELUINB, ITOSB-
JICHUE BTOPOI OITyXOJIM, CMEPTh OT JIIO0OH MPUYMHBI).
OHa xapakTepusyeT BCIO TPYIIy OOJbHBIX, BOIIEIIINX
B MCCJIeIOBaHUE, U OTpaXkaeT JIMTEJIbHOCTh U KaueCTBO
KU3HU.

Cratuctnyeckasi o0paboTka mMaTepuana IpOU3BOIM-
JIach TIPU TIOMOIIM TMPOrpaMMbl MaTeMaTUYECKOil obpa-
ootk STATISTICA 10.0 Ha ocHOBe co3maHHOI 0a3bl
nmaHHbIX. OlleHKa BKJIIOYada KOPPEISLMOHHBIN aHaIu3,
aHaJIM3 IO TaOJMIIAaM COIPSDKEHHOCTH C MPUMEHEHUEM
KPUTEPHUs %2, TOCTPOEHHME KPHUBBIX BBDKMBAEMOCTH I10
metonuke Kamnana—Maiiepa.

Pe3syabraTsl

Toxcuunocmo npozpammuoli mepanuu no NPOMOKOAY
GPOH-HD-2003

Toxcuunoctb XT olieHMBanIach B COOTBETCTBUY C KPH-
Tepussmu TokcuyHocTu CTCEA v.3.0 [25].

HauGoJee yacTbIM OCIOXKHEHUEM TEPAIUU 10 IIPOTO-
kony GPOH-HD-2003 cpeny nmaluueHTOB, BKIIOUEHHBIX
B MCCJIeIOBaHKe, Oblla HeUTporeHus. Takue MUeJTOTOK-
CHYECKHUE OCIOXHEHUSI, KaK aHeMMSI U TPOMOOLIUTOIIE-
HUS, HOCUJIU eAWHUYHBINA XapakTtep — y 1 00oJbHOrO U3
TTI-2 oTrmMeuanach TpOMOOLIMTOINIEHUS, Y | MAaLMEHTKU U3
TT-2 — anemus.

Temaronornyeckast TokcmuHOCTh KypcoB ITXT mpotoko-
1na GPOH-HD-2003 ma pa3ubix TT nipencrapieHa B Taoi. 3.

Heiitporienun He ObLIO OTMedeHO B 15 % ciydaes
nociie ipoBeaeHust OEPA y manbunkoB u B 20 % — mocie
npoBeneHus OPPA y neBouek (p > 0,05). Helitporienust
I—II crenienu HaGmonazach B 45 % ciiydaes IOCIE IIPOBE-
neHust OEPA y manbuukoB u B 33 % — 1moclie IpoBeaeHUs
OPPA y neBouex (p > 0,05). Heiirporiernus I11-1V ctene-
HU pa3BuBaach B 40 % ciiydaeB I10CIe IPOBEACHUS Kyp-
coB OEPA y manpbuukoB u B 47 % — 1ocie IpOBEIeHUS
OPPAy neBouex (p > 0,05). Takum 006pa3omM, JOCTOBEPHBIX
pasMuuii B 4aCTOT€ BO3HMKHOBEHMUS HEWUTPOIICHUM IIPU
nposeneHnn KypcoB OEPA 1 OPPA BbisiBIeHO He ObLIO.

IIpu ananuse mMueaoTokcuuyHoctu KypcoB COPDAC
u COPP BoisicHunock, uyto HeiitponeHus I11-IV crenenn
nociie nposeneHust Kkypca COPDAC passuBanach B 9 %
cay4daeB, nocie COPP — B 26 % (p < 0,01). Heiitpone-
Hust I-II crenenn mocne npoBeneHusi COPDAC 6buta
BbIsiBiIeHa B 33 % Habmonenuit, mocie COPP — B 44 %
(p > 0,05). HeiirponeHust orcyrctBoBajia B 57 % ciiydaeB
nocie npoeaeHnss COPDAC u B 30 % — mociie rposeje-
Husa COPP (p < 0,01). Mcxona u3 MoaydeHHBIX JTaHHBIX,
Cpeau HalllMX IMallueHTOB MUEIOTOKCUYHOCThL Kypca COPP
oKa3zaJiach 0oJiee BelpaxkeHHoI o cpaBHeHU0 ¢ COPDAC.

ITpu aHanM3e 4acTOThl BOBHUKHOBEHUS HEUTPOIIEHU I
III-1V crenenu y manueHToB pasnuuHbix TTT He ObLIO
BBISIBJICHO HapacTaHUsI MUEJIOTOKCUYHOCTU B 3aBUCUMO-
CTU OT MPONOJKUTENIbHOCTU Tepanuu. M3 3 mamueHToOB
TT-1 netirponenus I1I—-IV crenenu otMeuanace y 2 Majib-
yukoB, n3 30 6ombHbIXx TI-2 — y 25 (11 ManbpuMKOB,
14 neBouexk), u3 29 maumentoB TI'-3 —y 23 (12 manbuu-
KoB, 11 meBouek). JlaHHBIE IIpeCTaBICHBI Ha puc. 3.

Ta6muna 3. lemamonoeuueckas mokcuunocms Kypcoe IIXT npomokosa GPOH-HD-2003
Table 3. Hematotoxicity of chemotherapy cycles in the GPOH-HD-2003 study
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OEPA COPDAC OPPA copp

Manbunku [Nesoukun
Boys Girls
ETl-1 mTM-2 mTr-3
7G-1 TG-2 TG-3

Puc. 3. Jlunamuia wacmomot go3nuxHosenus netimponenuu [11—1V cmene-
HU Y nayuenmos, hoayuasuux mepanuio no npomokxoay GPOH-HD-2003

Fig. 3. Dynamics of the frequency of occurrence of grade I11—1V neutropenia
in patients receiving GPOH-HD-2003 protocol therapy

Apexmusrnocmo npoepammuoil mepanuu no npomoKoLy
GPOH-HD-2003

I[lo pesynbrataM KOHTPOJIBHOTO  OOCJIEIOBAHUS
rocyie okoHyaHus porpammuoil XT y 18 % mauueHToB
(n = 11) ycranoBneHa o6was nojiHast pemuccus (OITP),
y 31 % (n = 19) — napunanbHas pemuccus (I1P), y 52 %
(n=132) — HIIP.

YV nmauuentoB TT'-18 67 % ciiydaeB (n = 2) ycTaHOBJIEHA
OI1P, B33 % (n=1) — HIIP. Y 6onbHbix TI'-2 OI1P ycra-
HoBJeHa B 16 % cinydaes (n = 5), HIIP — B 57 % (n = 17),
P — B 27 % (n = 8). Cpenu nauuentos TI'-3 OITP ycra-
HoBjieHa B 14 % cinydaeB (n = 4), HIIP — 848 % (n = 14),
MNP—838% (n=11).

TakuM 06pa3oM, B OTHOCUTEIBHOM BBIPasKEHUU OIS
nauueHToB ¢ HITP B TT'-2 6onbiie o cpaBHeHuto ¢ TT-3,
¢ I[P — B TT'-2 meHbiie 1o cpaBHeHuio ¢ TIT-3 (puc. 4).
B cpaBHeHuu He yuuThiBaaucCh OonbHble TI-1 B cBSI3U
C MaJIbIM YMCJIOM JIETEH, MTOTydaBIINX TEPAITUIO B paMKax
naHHoi TT (n = 3) (Tabn. 4).

Pe3synbraThl IPOrpaMMHO¥ Tepanuu

Menuana  HaOJIONEHUsI  [MAIlMEHTOB  COCTaBUJIA
48,12 mec. He O6bL10 3apMKCUPOBAHO HU OJHOIO Cayvas
JIETAJIBHOCTH, OOYCJIOBJIEHHOTO TIPOBEICHUEM Teparuu
B pamkax mnpotokojsa GPOH-HD-2003. K 31 ngekabps
2018 r. 1 6oaBHOIM cUMTAICS BBIIISAINM U3-TI0/ HAOII0-
JeHust, 61 TmauueHT >KWB, HE 3aperMCTPUPOBAHO HU

Ta6muua 4. Ipgpexm mepanuu é 3asucumocmu om npoepammyl sevenus TI
Table 4. Effect of therapy depending on the treatment program for TG

OITP

Total complete remission (TCR)
HITP

Unconfirmed complete remission (UCR)

P
Partial remission (PR)

2

1 2020 11N

14 H 29

N

Bcero Otser Bcero Ortser Bcero Ortser
Total Response Total Response Total Response
r-1 r-2 -3
76-1 76-2 7G-3
EOMP mHMAP mMP
TCR UCR PR

Puc. 4. Cpasnenue s¢pgpexkmuenocmu mepanuu @ 3a6Ucumocmu om npo-
epamm nevernus TT

Fig. 4. Comparison of the effectiveness of therapy depending on treatment
programs for TG

onHoro ciy4das peuuausa JIX uiyd pa3BUTHUS BTOPUYHBIX
oIryxoJieii (Taoir. 5).

Tabmua 5. Pesyavmamor mepanuu nayuernmos ¢ JIX no npomorxony
GPOH-HD-2003

Table 5. Results of GPOH-HD-2003 study in treatment of patients with HL

Bce mammeHThI

62 100
All patients
CMepTh B UHIYKLIMN 0 0
Induction death
He orBeTnim Ha Tepanuio 0 .
Did not respond to therapy
JlocTuriu peMuccumn 0 i
Remission
Peuunnus 0 0
Relapse
CMepTh B peMUCCUN 0 0
Death in remission
BropuuHas omnyxonb 0 0
Secondary tumor
IMoTepst u3-11o1 HAOTIOACHUS " i
Lost of follow-up ’
[MosHast POIOJIKUTETbHAS
peMuccust 61 98,3

Long complete remission
|

67 5 16 4 14 11 18
33 17 57 14 48 32 52
8 27 11 38 19 30
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3HaueHus S5-j1eTHUX nokasateneit OB npencraBiaeHb
Ha puc. 5.

Puc. 5. ITamusemnue noxasameau OB nayuenmos ¢ JIX nocae npoepam-
MHou mepanuu no npomokxoay GPOH-HD-2003

Fig. 5. Five-year OS rates of patients with HL after program therapy using
the GPOH-HD-2003 protocol

3HaueHud 5-neTHux nokasateneil BPB npencraBieHbr
Ha puc. 6.

Puc. 6. ITlamunremnue noxazameau bPB nayuenmos c JIX nocae npoepam-
MHot mepanuu no npomokoay GPOH-HD-2003

Fig. 6. Five-year RFS rates for patients with HL after program therapy using
the GPOH-HD-2003 protocol

3HauyeHus 5-neTHUX rokasareseit BCB npencraBieHb
Ha puc. 7.

Puc. 7. ITamusemnue noxazameau BCB nayuenmos ¢ JIX nocae npoepam-
MHol mepanuu no npomokxoay GPOH-HD-2003

Fig. 7. Five-year EFS rates for patients with HL after program therapy using
the GPOH-HD-2003 protocol

Oo0cyxneHne

B 2002 r pemeHueM uCCIEIOBATEILCKON TPYIIITHI
GPOH-HD 6bu1 BHeceHbI MU3MEHEHUSI B IPOTOKOJI Tepa-
mun JIX 17151 neteii v oApOCTKOB JJIs TTALIMEHTOB MY>KCKO-
ro nosa. DPPEeKTUBHOCTD Teparnuu 1o mpoTokoaam DAL-
HD-90 1 GPOH-HD-95 y MaipunKoB ObLIa HECKOJIBKO
HIKE 110 CPAaBHEHUIO C JIEBOYKAMU, B CBSI3U C 4YEM J103a
arorno3uaa B Kypce OEPA 6bu1a yBenmueHa Ha 25 %.

B u3yuaemoii rpyIire naluyeHTOB IPOBEICHUE Tepa-
nuu kypcamu OPPA + COPP no cpaBuenuto ¢ OEPA +
COPDAC nocTtoBepHO yallle TIpUBOANIIO K BbIPAXKEHHOM
muesoTokcnyHocty  (HeTporienust III-1V  crenenn):
20 % u 36 % cootBeTcTBeHHO, p < 0,05. B TO ke BpeMst
IOoCjie OKOHYAHUSI Tepaluy B CIIydasix HapylIeHUU Taii-
munra IIXT npu nposenenun kypcoB OPPA + COPP
OITP peructpupyercsl 1OCTOBEPHO pexKe M0 CPaBHEHMIO
¢ kypcamu OEPA + COPDAC (15 % u 37 % coorBeT-
cTBeHHO, p < 0,01).

Takum o6pasom, Kypchl IIXT mporokoma GPOH-
HD-2003 nng MaapuyMKoB 00JagalOT MEHBIIIEH TOKCHUY-
HOCTbIO M OoJjblIeil 3((GEeKTUBHOCTBIO MO CPaBHEHUIO
C KypcaMU JIJIsI IEBOYEK.

B namem uccnenoBanuu 2 nmauueHTkam kypcbl COPP
obutn 3ameHeHbl Ha COPDAC B ¢BsI3M ¢ TIpeKpalieHueM
MOCTAaBOK MpoKapba3mHa Ha TeppuTopuio Poccuiickoit
®enepauyu B aBrycte 2018 . Y gaHHBIX GOJIBHBIX MME-
JIOTOKCMYHOCTD He mpeBbiiana Il crerenu, u B kauecTse
oTBeTa Ha Tepanuio peructpuponanach HITP, yto mox-
TBEPIMJIO HEOOXOAMMOCTh IIPOBEIACHUS OabHEUILIEro
KMCCJIEIOBAHUSI Y JE€BOYEK, KOTOpPbIE IIOJy4ald KYpPChl
COPDAC.

BHe 3aBUCHMMOCTH OT CTENIEHU TOKCUUYHOCTU 1 9(PPeK-
Ta Tepaluu 3a BeChb IepUON HaOJIOAeHUs MalUEHTOB
MOCJIe OKOHYAHMS IIPOrPaMMHOI Teparuy B paMKax Ipo-
tokoina GPOH-HD-2003 He ObL10 3apMKCHUpOBAHO KakK
HU ogHoro peuyansa JIX, Tak 1 BTOPUYHBIX OITYXOJICH.

3akioyenue

IMokazarenu 5-netHux OB, BPB u BCB cBuaerens-
CTBYIOT O BBICOKOI 3(h(heKTUBHOCTH MTPOrpPaMMHOI Tepa-
nuu JIX o nnporokony GPOH-HD-2003 BHe 3aBUCHMO-
CTU OT CTaAUU 3a00JIEBAHUSI.
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AmunuyecKkue mepamoupHo-pabaouaHbie onyxonu: MonekynapHo-
resemuyecKue ocobeHHocmu, nepcneKmuBbl NeYeHus.
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Amunuueckue mepamoudrno-paddoudnsie onyxoau (ATPO) — 310kauecmeerHble IMOPUOHANbHBLE ONYXOAU YEHMPANbHOU HEPEHOU CUCMEMbl
(LIHC), scmpeuaroujuecs npeumyujecmeento y demeil pante2o eospacma. B 20—30 % cayuaee umerom mecmo nepeuuno memacmamuue-
ckue onyxoau. ATPO sensemcs mMoHoeeHHbIM 3a00a1e8aHueM, Xapakmepusyruumcsa ouaiteavholi mymayueti eena SMARCBI, peoce
SMARCA4. Bviacusaemocms nauuenmog ¢ ATPO ocmaemcs nuskoii. llpumenenue myasmumo0anbHbix Memooos AeueHus ¢ 8KAUeHUEM
XUpPYypeUuecko20 5mand, CMaHoOapmHbLX PelCUMO8 XUMUOMEPAnuu ¢ UHMPAMEKAaNbHbiM 86e0eHUeM UUMOCMAMUKO8, 8blCOKOOO3HOU
Xumuomepanuu ¢ NOOOEPHCKOU aAYyMON0SUYHBIMU CIBON0BIMU KAEMKAMU U AY4e80l mepanuu umeem 3HaA4umenvHoli NOMeHyuan ois
yayuuienus pesyavmamos. Hedasnue snucenemuueckue u mpaHckpunyuoHHble Uccae008anus, nposedeHHble 08YMs He3a8UCUMbIMU UCCae-
dosamenvcKuMu epynnamu, no3eoasrom evioeaums 3 nodepynnot ATPO, umerowue paznuunvie MoAeKYASPHblE XAPAKMEPUCMUKU C COOM -
semcmeyuwell mepanesmu4eckoil yyscmeumensHocmoro. Janrvreiiee uzyueHue MoaeKyAsSpHbIX 6aPUAHMO8, 6KAIOYeHUe OU0A02UYecKU
HANPasNeHHbIX NPenapamos Mojcem 6A1mscs MHo2oobeujatoueli cmpameeueil 045 ONMUMUZAYUU NeHeHUs 8 OYOYUUX UCCAe008aHUSX.
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Jasa yumuposanus: Cmupnosa A.I1O., lonuapos A.IO., Junukuna FO.B., Kum A.B., Xauampau B.A., benoeyposa M.b. Amunuueckue
mepamouoro-padooudHble ONYyXoau: MOAEKYAAPHO-eeHemu4ecKue 0cobeHHocmu, nepcnekmuegnl aevenus. 063op aumepamypul. Poccuii-
cKulil scypHan demckoil eemamonoeuu u onkonoeuu 2020;7(1):41—50.

Atypical teratoid-rhabdoid tumors: molecular genetics feutures, perspectives of treatment. Review of literature
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Atypical teratoid rhabdoid tumors (ATRT) are the most common malignant embryonal tumors of central nervous system in young children.
Metastatic stage reveals in 20—30 % cases at the diagnosis. ATRT is a primarily monogenic disease characterized by the biallelic mutation
of the SMARCB 1, more rarely SMARCA4 genes. The survival rate of ATRT's patients is poor. Multimodal treatment approaches including
surgery, conventional dose chemotherapy with intrathecal therapy, high-dose chemotherapy with autologous stem cell rescue and radiotherapy
have shown significant potential for improving outcomes. Recent epigenetic and transcriptional studies conducted by two independent research
groups have identified three subgroups of ATRT. It has different molecular characteristics with appropriate therapeutic sensitivity. Further
study of molecular types, inclusion of biologically targeted agents may be a promising strategy for optimizing treatment in future studies.
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BBenenue

ATUIIMYECKHE TepaTOUJAHO-PAOJAOUIHbIC  OITyXOJu
(ATPO) — BbIcOKOArpecCUBHBIE OIyXOJIM, XapaKTepU3y-
jolMecs: yTpatoil (pyHKIMOHAAbHBIX B3aMMOJECTBUIA
JIOKYCOB TeHOB cynpeccuu onyxoiau SMARCBI, vnu pexe
SMARCA4, KOOUpYyIOIIMX COOTBETCTBEHHO CYObeIMHULIBI
hSNF5/BAF47/INI1 u BRG1 xpomatuH-pemoneaupy-
fomero komiiekca SWI/SNF [1-3]. U3-3a cxoxectu
TMCTOJIOTUYECKON KapTUHBI 3aTpyqHeHa OuddepeHn-
aJlbHasl IMarHOCTUKA ¢ APYTMMU SMOPUOHAIbHBIMU OITy-
XOJISIMU ToJIoBHOro Mo3ra. HecMmotps Ha 1o, yto ¢ 2000 .
ATPO 06bu1a BbleIeHa KaK OTAeJbHAs HO30JO0rMYecKasi
eIMHUIA B Kilaccu(pUKALMKU OIyXOoJiel LIEHTpaJIbHOM
HepBHoli cuctembl (LIHC) BcemupHoili opraHuzauuu
3I[paBOOXPAaHEHMSI, 10 HETaBHETO BPEMEHU ObLI TOCTUTHYT
JIMILb OTPAHMYECHHBIN IIPOrpecc B O0JIACTH MOHUMAaHUS
OMOJIOTMYECKOTO IPOMCXOXACHUS OIYXOJIM U JICUYCHMS
[2, 4, 5]. HegaBHMe ucclieqoBaHus Mo Tpo@UINpOBaHUIO
TPAHCKPUIILIMM ¥ METUIMPOBAaHUS (BBICOKOpa3pellalo-
1ee MOJHOI€HOMHOE/TTOJIHO9K30MHOE CEKBEHMPOBAHUE,
oucynbpUTHOE CeKBeHpoBaHue, cekBeHupoBaHue PHK,
MeTuaupoBaHue Matpull [llumina 450k) 6onblioro yucia
OITyXOJICH JBYMSI HE3aBUCHMBIMM IpYIIIaMu I10KAa3aJo,
yto ATPO BKJII0YaeT MOJIEKYISIpHBIE MOIKJIACCHI C XapaK-
TEPHBIMU KJIMHUKO-MATOJOTMYECKUMU IIpU3HaKamu |[2,
6,7].

Tounast 3aboneBacMocth ATPO He ompeneneHa,
B TOM YHCJIE BBUIY CYIIECTBEHHOIO KOJIMYECTBA IIEp-
BUYHO OIIMOOYHO AMATHOCTUPOBAHHBIX ciydaeB [l
2, 6, 8]. Cunraercst, 4To OHM cocTaBisioT 1—2 % Bcex
onyxoseit HHC y nereii [1, 2, 9, 10], mpu atom 6,1 % —
cpeau BBICOKO 3j10KadecTBeHHBIX [2] 1 40—50 % — Bcex

aMOpHOHaIbHBIX HOBooOpaszoBaHuii IIHC mepBoro roma
xku3Hu [11]. CornacHo naHHBIM peructpa onyxoJjeii [IHC
CIIA, yacToTa 3a00J1eBa€MOCTU CHUXKAETCSI C BO3PACTOM:
8,1 Ha 1 maH B Bo3pacrte 10 1 roga; 2,2 — B 1—4 ropa;
0,6 — B 5—9 ner u npubamxkaercs K Hymo B 10—14 ner
[11]. Onucanbl eguHuuHbie ciydyaun ATPO y B3pocibix.
MenuaHa Bo3pacTa Ha MOMEHT JMarHo3a COCTaBJISIET
1,2—2,3 rona [1, 2, 12—14]. Manpuuku 60JIeIOT HECKOIb-
Ko yaiie, B cootHomenuu 1,3—2:1[1,2,9, 11, 15]. O6imas
BbikuBaeMocThb (OB) maumenToB ¢ ATPO Hu3kas, Menua-
Ha cocraBiseT 6—17 mec [7, 8, 11—13, 16—22]. HecmoTtps
Ha HEYJIOBJIETBOPUTEIbHYIO BBLKUBAEMOCTD, B JIUTEPATY-
pe onucaHbl Kateropuu nauueHToB ¢ ATPO ¢ pnurenb-
Hoil OB, HO OuoJiornyeckast OCHOBa 3TOM KJIMHUYECKOM
HeogHopoaHocTH HeusBecTHa [10, 18, 23, 24]. B HekoTo-
pBIX ucciaenoBaHusx [7, 25, 26] ornenapHbix rpyrmn ATPO
IOKAa3aHO, 4TO MOJEKYJSIpHAs I'€TePOreHHOCTb MOXKET
ornpeaeasaTh 3(p(PEeKTUBHOCTb TPOBOAUMON TEparnu.

Jlokanuzanuss ATPO mMoxeTt ObITh pa3IMYHON, OTHA-
KO HauboJjiee YacTOil sIBJISIETCS 3aHsIsl YepertHasl sIMKa,
0CO0EeHHO MoJylapust Mo3xeuka [1, 2, 6, 16]. K peakum
JIOKAJIM3alUsIM OTHOCSATCST cMHHOM Mo3r (1—7 % Bcex
3aperucCTpUPOBAHHBLIX CJlydyaeB), TMHealdbHasi 00JacTb
M CTBOJI rojioBHoro moasra [1, 10, 16].

¥ 20—35 % nauuenTtoB ciydau pazputust ATPO acco-
LIMMPOBAHBI C CUHIPOMOM IIPEAPACIIOI0XEHHOCTH K pad-
JOVIHBIM OITyXOJISIM, XapaKTepU3YIOIIMMCS HaJIUYueM
repmuHanbHOi MyTauuu SMARCBI (BAF47)/SMARCA4
(BRG1). B cnyvasix Haauuusl TeHETUYECKOM Tpeapacio-
JIOXKEHHOCTH ITOBBIIIACTCS PUCK Pa3BUTUS MHOXKECTBEH-
HBIX MHTPa- U 3KCTPaKpPaHUATIbHBIX PAOIOUIHBIX OITyXO-
JIeil, IMarHOCTUPYEeMbIX B paHHeM Bo3pacrte [1, 2, 27—-30].
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Knaccuueckass Mopdomoruas ATPO pasHooOpa3sHa,
XapaKTepu3yeTcsl HaJIMUMeM 3KCIIPEeCCUd MapKepoB
HEMPOHAJIbHOM, SMNUTEIUAILHOM U ME3CHXMMAIbHOMN
quHuit - auddepennuposku  [2].  Mopdonornueckue
xapakTepucTuku ATPO cxoxXu ¢ TaKOBBIMU MPU MEIyJI-
JiobaacToMe U Apyrux aMOpuoHanbHbIX omyxossx LIHC.
JuarHoctuyeckumu Kputepusimu 11 ATPO sasnsiorcs
yrpata SMARCBI1/INI1 nin SMARCA4 n oTpuiiaTeIbHOE
MMMYHOOKpAIlIMBaHUE JId COOTBETCTBYIOIIMX TE€HOB
BAF47wv BRGI |1, 28, 31].

MouJekyasipHpie aCHeKThl ATUNMHYECKHX TePaTOMIHO-
PaGIOMIHBIX OMyXoJIeit

Ienetnueckuii cKpuHMHT, npoBeneHHbIN L.B. Rorke
etal. B 1996 1., mo3BOIMI UACHTU(UIIMPOBATH MOHOCOMUIO
22 WIK 0YaroBylO AeJielnio/TpaHcaokaunio chr22qll.2,
YTO MPUBEJIO K OTKPBITUIO TeHa SMARCB (TakXe U3BeCT-
Horo, kak hSNF5/INI1/BAF47) B xauecTBe OCHOBHOTO
cympeccopa OITyXoJieil M 3THOJOTUYECKOro reHa B pabmo-
UIHBIX ommyxosix, Bkiodas ATPO [1, 2, 20]. B mocnen-
Hee BpeMsi MHOTOUYHCJICHHbIE TeHOMHBIC MCCIIEIOBaHUS
BbIcokoro paszperneHus (WGS — MmoJHOreHoMHOe CeKBe-
HupoBanue, WGBS — OucyabpuTHOE CeKBEHUPOBAHME)
nokasaiu, 4yto reHoM ATPO B 3HauuUTEeIbHOU CTEIleHU
JIMIIEH APYTUX TMOBTOPAIOLINXCSA KOAUPYIOIIUX MyTallui
[1, 6, 7, 32], u MOAYEPKHYJN PEIIAIOIIYIO 3THOJOIMYe-
ckyto posb SMARCBI1/SNF5 B BOSHUKHOBEHUU OITYXOJIH.
DT HAOIIONEHUS JieXaT B OCHOBE IIPEATOJIIOXEHMS, YTO
ATPO saBnsiercst 3a0ojeBaHUMEM, B OCHOBHOM OOYCJIOB-
JICHHBIM 3TMUTE€HETUYEeCKMMU MeXaHM3MaMU, BO3ZHUKAI0-
MM B pesynbrare nmorepu SNF5 [1].

MHoroyucaeHHble UCCIEAOBAHUS  TPAHCKPUIILIUU
1 METUJIMPOBaHUS ToKasbiBaioT, yTo ATPO gaBisgercsa
MOJIEKYJISIPHO-TeTepOreHHbIM 3a0oneBanueM [1]. B2011 .
D.K. Birks et al. BnepBble MICHTU(DULIMPOBAIU TIOMI-
rpyrny ATPO ¢ BbICOKOI 3KcITpeccueil TeHOB KOCTHOTO
mopdonornyeckoro nytu (BMP: BMP4, SOST, BAMBI,
MSX?2), Koppenupyolyo ¢ XyIlIiM HIporHo3om [1, 2,
26]. DTu wucciegoBaHus ObLIM TOATBEPKAEHBI OoJiee
OOIIMPHBIM KOTOPTHBIM aHAJIM30M SKCIIPECCHUM TEHOB,
KoTophIi mokasaji, yTo ATPO BKIIOYAIOT 1O MEHbIIEH
Mepe 2 MOJIEKY/ISIpPHBIE TIOATPYIIIIBI C YeTKO BBIPaXKEHHOM
AHATOMUYECKOU U KIIMHUKO-TIATOJIOTUYECKOM B3aMMO3a-
BucuMocThio [1]. B wactHocTn, J. Torchia et al. cooOumim
O TMEPBUYHO CYIIPATCHTOPUAIBLHON OMYyXOJICBOM TIpYIIIE,
XapaKTepu3ylollieiicss HeilporeHHoU auddepeHInpPOBKOt
1 BBICOKOH sKcrpeccueii mporerHa ASCLI, cBsi3aHHOIM
¢ OJIarOIPHUSITHBIM ITPOTHO30M, 1 BTOPOI, IPEUMYIIIECTBEH-
HO MH(ppaTeHTOPUAJILHOM TPYIIIe C CUTHAJILHBIM OOOTa-
meHueM myti BMP, xapakrtepu3yloieiicsi arpecCUBHbBIM,
YCTOMYMBBIM K Tepanuy Te4eHHEeM, KOTOPhIe COOTBETCTBEH-
HO ObIIM Ha3BaHbI rpyima 1 u 2 [1, 25]. B naabpHeiiem 06110
onpeneneHo, yto rpyrmna 1 ATPO Bkmovaer B cebs 1 Kia-
CTep METWIMPOBaHMS, B TO BpeMsl KaK B TPYIIEe 2 MOXHO
BBIIEINUTD 2 rtonTuia (rpyrisl 2A u 2B) [6].

B 2 Haubonee KpYIMHBIX KOTOPTHBIX MCCIEIOBAHUSIX
noka3aHo, uTo ATPO moryt ObITh pa3nefieHbl Ha 3 3Iu-
reHetuyecknux moarumna [1, 6, 7]. Xora BceCTOPOHHMUIA

aHaJIM3, CPAaBHUBAIOIIMI 3TU 2 MCCIEIOBaHUs, €llle He
3aBeplieH [2], omyOJMKOBaHHBIE JAHHbBIE ITO3BOJISIOT
npeanonoxuthb, uro rpynmna SHH ATPO, npencraBieH-
Hasg P.D. Johann et al. [1, 7], coorBeTcTBYeT rpyrme 1,
KoTopasi oboralleHa TpoHelpoHHON muddepeHINPOB-
KOii TeHa ¢ BeIpaxkeHHoI akcrnpeccueit NOTCH, a rakxke
¢ mnepenaueii curHaioB SHH (rpymma 1/ATPO-SHH).
ITarTtepHbI oOoramieHus: reHoB B Tpynimax 2A u 2B ATPO,
obo3HaueHHbIX J. Torchia et al., COOTBETCTBYIOT TpyIIIie
ATPO-TYR, xapakrtepusymoolieiics H30BITOYHON BKC-
npeccueil MeJIaHOCOMHBIX MapKepoB, Takux Kak MITE,
TYR umu DCT u ATPO-MYC, koTopoii CBOMCTBEHHa
BBIpaKeHHas cBepxaKcipeccust onkoreHa MYC [1, 6, 7].
P.D. Johann et al. BbIIBUIIM TIPUCYTCTBUE crielpUIe-
CKUX IJISI IMHUM TIepeJavyu Cymnep-3HXaHCEpPOB C Xapak-
TEPHBIMMU JUISI TPYMIIBI CUTHAIBHBIMU QyHKUMSAMU [1, 7],
B TO BpeMs Kak J. Torchia et al. moka3anu cXomnHy0 Koppe-
JISIIUIO CTaTyca METWJIMPOBAHMS 1 YPOBHEH 3KCIIpecCuu
y Pa3IUYHBIX TeHOB-KJIOHOB CITEIIM(PUUESCKUM IS MO~
rpy1Isl odopaszom [1, 6].

CornacHo ganHbIM J. Torchia et al., omyxonu rpym-
bl 1 JOKaIU3yITCS MPEeUMYILIEeCTBEHHO CYIIPaTeHTOPH-
aJbHO M BCTPEUalOTCs y IeTeil OoJiee cTaplliero Bo3pacra
(cpemHuii Bo3pacT — 24 mecsua). g rpynnsl 2A xapak-
TEpHBIM SBJIIeTCS WHMpaTeHTOpUanbHast (MO3XKEUOK,
CTBOJI TOJIOBHOI'O MO3Ta) JIOKaau3alus U 0ojiee paHHUM
BO3pacT Ha MOMEHT JebloTa 3aboyieBaHUs (CpeaHUit
Bo3pacT — 12 mecsaues). ATPO rpynmbl 2B oxBaThiBaoT
OoJsiee pa3HOPOIHBIE JIOKAIM3ALMU U BKIIOYAIOT B CeOsT
uHdpa-, cympaTeHTOpPUAIbHBIC M BCE OITYXOJU IT03BO-
HOUHMKA, TaKxKe OTMEUYEHO 0oJiee IIMPOKOE BO3PACTHOE
pacmpeneneHue, Ipyu 3TOM OOJIBIIIYIO YacThb COCTaBJISIOT
JIeTU B Bo3pacte ctapiie 3 jieT [6]. CyllecTBeHHO B3au-
MOCBSI3U I'PYMIIBI C MIOJIOM MJIY 9YaCTOTOI MeTacTa3upoBa-
HUsI OITyXOJIX HE BBISBJIEHO [2, 6, 7].

B 00oux BhIIEIPUBEACHHBIX UCCIICIOBAHUIX OTMEYE-
Ha cBsI3b reHOTUIIOB SMARCB I ¢ MOJIeKYISIpHOM TPYMIIOit
ATPO: nmna rpynnst 1/SHH-ATPO xapakrtepHa Oosnee
BbICOKasi 4acTtoTa (oKaJlbHbIX M3MeHeHuii SMARCBI,
BKJTIIOUasi TOYEUHBIC MyTaLIMU U AeICIIUM, TOTIa KaK B TPYII-
ne 2B/MYC-ATPO npeobiananyu aMIuin@uUIIMpoBaHHbIE
KpyIHbIe Jejeluu, oxBaTbiBalomue Bech SMARCBI
¥ OKPY>KaIOII1e TeHbl. DTU JaHHbIE YKa3bIBalOT Ha TO, UTO
notepst SMARCBI npu ATPO MoxXeT MMeTh pa3nnyHbie
(ynkumoHanbHble TochencTBusd. Ilpeamonaraercs Tak-
XK€, 4TO B OCHOBE MOJIEKYJISIDHOM U KJIMHWUYECKOW TeTe-
POTEHHOCTH MOXET JieXXaTh COYETAaHME ITPOMCXOXKICHUS
OITyXOJIEBOM KJIETKU M Pa3JIMUHON CTereHU TUCHYHKLIMU
SWI/SNF B pesyiabrate TreTepOreHHBIX T'€HETHMUECKUX
coObITHUl, HatlenneHHbIX Ha SMARCB 1. C y4eToOM BBIIIEOMNH -
canHblx HaomoaeHuit J. Torchia et al. ycraHoBMIM, YTO
knetounble uHuM ATPO mposBisioT crielm@uyeckyio
JUTSI TIOATPYTIITBI 9yBCTBUTEIBHOCTD K Pa3IMIHBIM TeparieB-
TUYECKUM areHTaM, HaIllpaBJIeHHBIM Ha IIPOLIECCHI ITepea-
YY CUTHAJIOB Y SIUTeHeTn4YecKue mytu [1, 2].

WccnenoBaHust Ha XXMBOTHBIX MOKa3aay, UTO IOTEPS
SMARCB1 wHnoyuupyer obpa3oBaHue paOHOUIHBIX OITy-
xoneit. B aToM KOoHTeKcTe MOJIEKyIsIpHbIi criekTp ATPO
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y 4eJIoBeKa BOCIIPOM3BOIUTCS ITyTEM YCJIOBHOM BPeMEH-
Hoit orepu SMARCBI B Mmonensix Ha XUBOTHBIX [1, 33].
XoTs MexaHU3M, ¢ TOMOILbIO KoToporo notepst SMARCB1
MPUBOAUT K 00pa30BaHUIO OIYyXOJIM, IO KOHIA HEsCEH,
9KCIIEPUMEHTAJIbHbIE HCCIEOBAaHMSI yKa3bIBAlOT Ha
aktuBauuio EZH?2 (rucroH-MetmiTpaHcdepasa perpec-
cuBHoro koMmruiekca PRC2) ¢ mocaenytomeit neperyJs-
LMeil HUCXOASIIMX CUTHAJIBHBIX ITyTei [6], BTOpUYHO I10
oTHomeHuto K norepe SMARCBI, B KayecTBe KpUTUYE-
CKOTO OHKOTeHHOro coobiTus [1]. BaxkHO oTMETUTH, 4TO
nBoiiHble HokayTel SMARCBI w EZH2 wHaynupoBaiu
in vitro cTapeHue B KJIETOYHBIX IMHUSIX 3J10KaYeCTBEHHbBIX
pabIOMIHBIX OIyXOJIEl W IpeloTBpallaiu o0pa3oBaHue
OITyXOJIei Y MBIIIIEH, yKa3bIiBasg Ha To, yTo EZH2 aBnsgerca
MHOTro00eIaloNIeii TepareBTUYeCKO MUILIeHbIo [2, 34].

Kinaugeckue nposiBieHust

Knuauyeckoe teuenue y nereit ¢ ATPO, kak u nipu
npyrux onyxojissx LTHC, 3aBucutr ot pazmepa HoBooOpa-
30BaHMsI, €ro JOKaJu3alluy, TUIa poCcTa, KOHCTUTYIIUO-
HaJbHBIX 0COOEHHOCTE! 1 Bo3pacTa pedbeHKa. YKa3bIiBaeT-
csl, 4TO HauboJiee YacTo JaHHAs MaTOJIOTHS BCTpeyaeTcs
y nmereit miamiiero Bo3pacta. [Ipu 3TomM Haumbojee pac-
MMPOCTPaHEeHHbIC MPU3HAKU, MO JAHHBIM psiga aBTOPOB,
MpeacTaBieHbl Makpoledanueil, 3aaep:KKOi pa3BUTHS,
SMOIMOHAIBHO-BEreTATUBHBIMU MPOSIBJICHUSIMU, HEMPO-
reHHoi KpuBoieeii [35]. V mereit crapiieii Bo3pacTHOIM
IPYNIIBl HauOoJjiee YacTO BCTPEYAIOTCS OOIIEMO3ToBast
CUMIITOMAaTHKA, TUIpoLehaTIbHbII CUHIPOM, MO3KEIKO-
Basl aTakcus. BOJBIIMHCTBO McciemoBareeii OTMeJaroT
TEHICHIINIO K JIOKAJIU3AallUU OIYXOJU B 00JIACTU MOCTO-
MO3EUKOBOIO yIjla ¢ KOMIIPECCHEel CTBOJIa TOJJOBHOTO
MO3ra 1 KOPEIIIKOB YepemHbIX HepBoB. KinnHM4Yecku 3to
MPOSIBIISIETCS] MMOPaXKEHUEM UepelTHbIX HepBOB, OyiInoap-
HBIM CUHIPOMOM, TUPaMUIHBIMU PACCTPONCTBAMMU.

HeiipoBuzyamzamus

Cuuraercst, yto xapakrtepuctuka ATPO 1o jgaH-
HbIM KommbloTepHoii (KT) m MarHuTHO-pe30HaHCHOI
(MPT) Tomorpacduii mpakTMUYecKM HE OTIMYaeTCs OT
IPYTUX SMOPHMOHATBHBIX OITyXOJIel, B YaCTHOCTH OT
MenysutooiaacTomel.  JuddepeHnanbHy0 AUarHOCTH-
Ky Takxke cjemyeT IPOBOAUTH C 3MEHINMOMOI, Tepa-
TOMOM, OMYyXOJSIMM COCYIMCTOro cruteteHus. Jis
MEIYyJ/UT00IaCTOMBI XapaKTePeH POCT MO CpeaHel TUHUMN
1 MeHee BhIPaKeHHBI KMCTO3HBI KOMITOHEHT [36].

KT ronoBHoro mosra y 0oiabHbIX ¢ ATPO nemoH-
CTPUPYET TUIIEPACHCHUBHBIM OYar, CBI3aHHbIN C BBICOKOM
KJIETOYHOCTBIO omyxojii. YacTto orMevaeTcs KaabLupu-
kauus. I1pu BBemeHUN KOHTpacTa HaOMr0maeTcsl MHTEH-
CUBHOE, HO HEOAHOPOAHOE HakoruieHue [37].

MPT — meton BeiOOpa y mauueHToB ¢ ATPO [37, 38].
Oryxonb JaeT reTeporeHHyI0 M30MHTEHCMBHOCTHL Ha MPT
B pexxumax T1 u T2. MP-uccrnenoBaHue ¢ KOHTpacTUpOBa-
HMEM IIOKa3bIBacT IepPEeMEHHOE YCWICHUE CHTHaja, OTHO-
CUTEJIbHO CJ1a00 BbIPAKEHHBIN TEePUTYMOPO3HBI OTEK, HE
COTOCTaBUMBIiA ¢ pazmMepamu ortyxosu. [1pu mepBuyHOiM qua-
raoctuke ATPO B 20—30 % orpeneinsieTcs: AUCCeMUHALIMSL.

BBungy Bbicokoit uacToThl aucceMuHauuu ATPO
o JIMKBOPHBIM nyTaM, MPT cnuHHOro Mosra nojiKHa
BBITIOJIHATBCS BCeM MaleHTaM. bosee Toro, psim aBTopoB
coBeTyloT Beceraa npennonaratb ATPO nipu oOHapyXeHUr
y oeTeit 1o 3 JeT KPYIHOM OIMyXOJIu ¢ JIoOKaIu3aleil BHe
cpenHeit muHuu. Tak, B. Jin u X. Feng ormeuaroT ocobeH-
HocTb pocta ATPO 13 MOCTOMO3KEUKOBOTO yIjia U BHICO-
KM PUCK KPOBOMBJIUSHUS B OIyXOJIb IO CPaBHEHUIO
¢ Menynobmactomoii [37, 38].

IToaxompl K Jie4eHHIO H MPOTHOCTHIECKHE (DAKTOPBI

B Hacros1ee BpeMst HeT eAMHBIX CTAHAAPTOB JICUCHUS
ATPO, 1 IporHo3 sIBIsieTCs HEYIOBIETBOPUTEIbHBIM [1].
CornacHo nanHbIM EBporneiickoro peructpa pabaoumaHbIX
onyxoseit (EU-RHAB), 6-1etHsist OB 1 6eccoObiTriiHAas
BeikuBaeMocTh (BCB) cocrasustior 46 % (+ 0,1) u 45 %
(£ 0,09) coorBerctBeHHO [39]. CxomHBle pPE3yJbTaThI
MPOAEMOHCTPUPOBAHBI  UCCJIEA0BATEILCKOU  TPYIIION
Wncrutyra onkonorun Dana-Farber [11].

Ha cerogHsiHuii aeHb MYJBTUMOIAJIbHBIA MOIXOMI
C MKCIOJIb30BaHUEM XUPYPrU4eCKOIro, XUMUOTEpaIeB-
TUYECKOIO M JIy4eBOI'O METOAOB JICYCHHUs I103BOJIIET
JMOCTUYb HEKOTOPOIO YIIYUILIEHHUsI pe3yJabTaToB, TeM He
MeHee IPOTHOCTUYeCKas poJIb KaxKI0To MeToAa 10 KOHIIa
He ompenencHa [1, 17]. B Gonbleil yacTy poBeIeHHBIX
PETPOCIIEKTUBHBIX UCCICA0OBAHUM TPOTHOCTUYECKM 3HA-
YUMBIMU TMapaMeTpaMu SIBJISTIOTCS Bo3pacT [9, 15, 25,
39—41], nokanuzauus omyxonu [12—14, 17], ctamusa [9,
16, 19, 42], UMMYHOITIO3UTUBHOCTb K KJIayauHy 6 [1, 2, 12],
akcnpeccuss ASCLI u BMP [25, 26]. B ¢Bsi3u ¢ 1M clie-
JIyeT OTMETUTD, YTO Y IETei B BO3pACTe MJIAILLIE 3 JICT Yallie
PETUCTPUPYIOTCS CIyd4ad METaCTaTUYECKOIO ITOPaKeHMS
B ne0roTe 3a0o0ieBaHUSI, UMEET MECTO IPOTHOCTUYECKM
He0JIaronpusiTHOE BJIMSHUE CUHIAPOMOB TIe€HETUYECKOM
MPEeAPACIIONOXEHHOCTH, OIPAHUYEHO MCIIOJb30BaHUE
aydesoit Tepanuu (JIT) [1, 2, 9, 10, 12, 17]. dakropom
OoJsiee OJIATONMPUSTHOrO IPOTHO3a SIBISIETCS TOTaJIbHAs
pesexius (TP) oopazoBanus [1, 2,9, 10, 43]. UHTEepecHO,
YTO B MccliegoBaHuu, nmposeaeHHoM C. Dufour et al., posib
XUPYPrUYeCcKOro JieueHus: Oblla 3HAYMMOI B OJHOBApU-
AHTHOM, HO HE MHOI'OBapMaHTHOM aHaJI13e, elle pa3 Mo/~
YepKUBask B3aUMO3aBUCUMOCTb MHOXECTBA KJIIMHUYECKUX
M JIe4eOHBIX IEePEMEHHBIX B IIPOrHO3MPOBAHMMU MCXOMa
3aboneBanus [1, 2, 12].

B wuccnegoBanuu, mposegeHHoMm J. Torchia et al.,
akcrnpeccusi ASCLI, perynaaropa mepenayv CUTHAJIOB
NOTCH, koppenupyer ¢ aydmeir 5-netHeir OB (35 %,
95 % noBepurenbHbIi MHTEpBaN U 20 % 1t ASCLI1-1o-
JnoxuTenbHbIX 1 ASCL1-0TpuliaTeTbHBIX OITyX0JIel COOT-
BeTcTBeHHO; p = 0,033) y 70 mauueHTOB, MOJy4YaBIIMX
MYJIBTUMOJATbHOE JIEYCHUE, HO HE BBISIBICHO 3HAUMMBIX
pazmuumii B BCB (p = 0,281) [25].

I1pu cpaBHeHuu pe3ynbraToB ieueHust ATPO paznuy-
HBIX uccaenoBareabckux rpyrnn bCB y mauneHToB Miaj-
LIEro Bo3pacTa 3HaYMMO OTJIMYaeTcsl U cocrasisieT 50 %
u 16 % coorBercTBeHHO [1, 15, 40, 44], 4TO, BEepOSITHO,
00yCJIOBJIEHO MaJioii BIOOPKOI MAlIMEHTOB, a TAKXKe pa3-
JIMYUSMU B CTPATErUU JICYCHUSI.
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Xupypruueckoe JieueHue

BBuay peakocTu IaToJIOTMM, OOLIENPUHSTBIE PEKO-
MEHIAIUM 10 Xupyprudyeckomy jeueHuto ATPO Ha naH-
HbIIi MOMEHT OTCYTCTBYIOT.

Tem He MeHee OOJIBIIMHCTBO aBTOPOB CUMTAET, 4YTO
XUPYPrUYeCcKoe JIeUeHME JOJDKHO BBIIIOJHSTBCS Iep-
BBIM 3TallOM B IIEJSIX MaKCHMaJIbHON IIUTOPEIYKIIUU,
TUCTOJIOTMYECKOM BepuUKAUUK ¢ MOCASAYIOIIMMU
MMMYHOTMCTOXMMMUYECKUM U TeHETUYSCKUM aHaIU3aMU.
K coxaneHuto, BBITIOJHUTH TTOJHOE yaajeHue o0pa3oBa-
HUSI BOBMOXKHO JaJIeKO He BCeraa BBUAY OOJIbIIOrO 00b-
€Ma OITyX0JIeBOro y3jia, MHBa3MBHOIO POCTa, ITOPaKEHMS
aHATOMMYECKM U (PYHKLIMOHAILHO 3HaYnMBbIX 30H LTHC.
JlaHHble (akTopbl OOYCIABIMBAIOT WHAWBUAYAJIbHBIN
MOAXOJ B IUIAHMPOBAHUU U IPOBEICHUU OIEPATUBHOIO
JIeYeHUs y KaxKJI0ro nalyueHTa, HarpaBJeHHbI Ha MUHU -
MM3ALIMIO BEPOSITHBIX MOC/ICONEePALIMOHHBIX Ae(OUIIUTOB.

Tak, L.B. Rorke et al. mpencraBuiu cepuro U3 9 onepu-
poBaHHBbIX nmauueHToB ¢ ATPO romoBHoro mMosra, KoTo-
pbiM He TipoBomwiuch xumuorepanus (XT) u JIT. Bcee
JIETU YMEPJIM B TeUEHHUE MeCsI1ia IT0CIe PEe3eKLIMU OITyXOJIN
[20]. U.H. Athale et al. mpeacTaBuIu pe3yabTaThl aHAINU3a
xupyprudeckoro nedeHuss ATPO, npu atom 11 mamuen-
Tam, nepeHeciiuM TP onyxonu, B ganbHel1eM HUKaKOi
Tepanuy He MPOBOAMIOCH. BbIKuBaeMocTh 3 OOJBHBIX
BapbUpoOBajia B AMamna3oHe 6—9 mec u 8 meTeil ymepiu
BCKOpe 1ocsie orepanun [16].

Mecto, 3HaueHUE M OCOOEHHOCTU TAKTUKU XUPYPIUU
B KOMILUIEKCHOM JICYEHUHU 3aBUCSIT OT BO3pacTa, JOKaIu3a-
LIMA ¥ pa3MEPOB OIMYXOJICBOTO Y3714, YTO OCOOEHHO BaxKHO
IpU JICYCHUU AeTeil MJIAIIEero Bo3pacra. B paHHUX c000-
LIEeHUSIX, TTocBAeHHBIX xupyprun AT PO yka3biBanoch, 4To
TP BemonHuMa TOIBKO B 1/3 ciyyaeB. B uccrnemnoBanum,
npoBeneHHOM T.M. Tekautz et al. (St. Jude), 6bu1 TIpoaHa-
Jm3nupoBaH 31 caydail Xupypruyeckoro Je4eHusI, U3 HUX —
21 (68 %) maument ¢ TP u 10 (32 %) nepenecnu cy6To-
TaJbHOE yHaJeHue. AHAJIU3 B3aMMOCBSI3M MEXIy 00be-
MOM PE3eKIIMH U BBKUBAEMOCTbIO He ImpoBoauics [10].

J.M. Hilden et al. onyonukoBanu B 2004 1. pe3ynbTaThl
neuenust 42 nereit ¢ ATPO, npruyeM TOIBKO B 2 caydasix
00BbeM ormepaluuy ObLI TIPEACTaBlIeH OWOICHell HOBO-
obpazoBaHus. [Baniats geteit ¢ TP omyxonu umenu 6e3-
PELMINBHBIN TIEPHO, COCTABIISIONINM B cpeaHeM 14 mec
(ot 1,5 mo 72 mMec) u cpedHO BbDKMBaeMocTh 20 Mec.
V 22 manmeHTOB, KOTOPBIM BBIMIOJIHSIOCH CYyOTOTaJIbHOE
yaajgeHue, Oe3pelMAMBHBIN IMEepHON COCTaBIsI 9 Mec,
BbDKMBaeMocTh — 15,2 Mec. B cBoeM aHamu3e aBTOpPBI
yKa3bIBalOT Ha BEOYIIYIO POJb XMPYpPrMu Kak akrtopa,
BJIMSIIOIIETO Ha BBIXKMBAEMOCTb OOJIbHBIX, I PEKOMEHIY-
0T arpeCCUBHOE XUpyprudyeckoe JeueHue [9].

B 2009 . S.N. Chi et al. mpencraBuiIn JaHHBIC IO
komruiekcHomy sieueHuto 20 aereii ¢ ATPO. B 10 ciyyasix
BeimosiHsANach TP omyxonu. CreneHb pe3eKLMU BIMsIa
Ha BBDKMBAEMOCTh U Oe3peLIMAMBHBIA MEPUO: 2-JIETHSIS
BBIKMBAaEMOCTb Oblla TOCTUTHYTA y BCEX IETEil C TOTajlb-
HBIM yaajeHueM omnyxou [17].

B 2012 r. L. Lafay-Cousin et al. mpeactaBuiu pe3yib-
tathl JeyeHust S0 nereit ¢ ATPO Ha 6a3e 10 MeIUIIMHCKIX

ueHTpoB. B 15 (30 %) HaGmoneHUsIX ObUIM BBIIOJHEHbI
TP onyxonu, B 10 (36 %) — cy6roraibHbie u 17 (34 %)
MaLUEHTOB NePEHECIN YaCTUYHYIO PE3EKIIUIO0 U OMOIICHUIO.
IMamuenTs! ¢ TP omyxonu uMmenu 6osiee TPOIOJIKUTEb-
HYIO BBDKMBAaE€MOCTb I10 CPaBHEHMIO C TEMU, KOTOPBIM
BBITIOJTHSIJIOCH HETIOJIHOE ee ynasieHue [18].

TeMm He MeHee HEKOTOPbIe UCCJIEIOBAHMS He ITOKa3a/In
IIPOrHOCTUYECKM 3HAYMMOTIO BJIMSIHUSI PagUMKabHOCTU
onepauuu [1,2,9, 16, 19].

IMoka3zaHus 11t TPOBEACHMS JIMKBOPOILYHTUPYIOLIMX
omnepaluii 10 yIaJeHUs OMyXOJIU BKJIIOYAIOT AEKOMIICH-
CHUPOBAaHHYIO TUApPOIeDaTNIO C BBIPa)KEHHBIM THIPOIIE-
(basIbHO-TUNEPTEH3UMOHHBIM CUHIPOMOM M OTCYTCTBHUE
BO3MOXHOCTH BBIIIOJIHUTG yaajeHue omyxoju. [Ipu npo-
YUX paBHBIX YCJIOBUSIX IIPEAIIOYTEHUE CJIeAyeT OTIaBaTh
yIAJIEHUIO OITyXOJIM M YCTPAHEHUIO OKKJIIO3UM JTMKBOPO-
MPOBOASIINX ITyTeii [45].

XumuoTepanus

Wcnonw3oBanue cranmapTHbIX 103 XT B MccienoBa-
HUSIX TIEpPBOrO TIOKOJIEHHUS II0Ka3ajlo HEyIOBJIETBOPU-
TeJbHBIC PEe3yJbTaThl JeUeHUsI OOJIBIINHCTBA MAIlMeHTOB
¢ ATPO. UnrencudunmpoBanHbie cxeMbl X T, Takue Kak
CCG9921 1 POGY923, mpuBenn K O4eHb ITOXUM Pe3yJIb-
tatam ¢ BCB menee 10 %. IIporoko:n 111 MexXrpyIimnoBoro
uccienoBanus padmomuocapkombl (IRS-I1I), mosmHee
MonucuIIMpoBaHHBINM Tpymnmnoit Dana-Farber ¢ Bkiio-
YeHUEM MTOKCOpYOMIIMHA W NAaKTUHOMUIIMHA B PEXUM
«woaudunmpoBanHoro IRS-I1I», mnoka3zan 0oJbIIyIO
MePCIEKTUBY U MIPUBEJ K YacToTe oTBeTa 58 % 110 IpoBe-
nenus JIT [1, 2]. Ponb cxeM, OCHOBaHHBIX Ha UCITOJIb30-
BaHUM METOTPEKCaTa U aHTPALMKIMHOB, SBJSETCS AUC-
KYCCHMOHHOM: OJTHU JaHHbIC MOTYEPKUBAIOT UX BAXKHOCTD
[1, 2, 17, 46], a npyrue He OTMEYAIOT PA3ININN B BBDKHU-
BaemoctH [1, 2, 9, 47]. IIpennmoyTUTEIbHBIMU SIBJISIIOTCS
CXEMbl, OCHOBaHHbBIC Ha BKJIIOUCHUM IIperapaToB IIaTh-
HBI U aJKUJIMPYIOIIMX areHToB [1, 2, 18], XoTs ¢ yuyeTom
TeTEPOreHHOM 1 MHOTOKOMIIOHEHTHOM Teparimu, IpoBO-
numoii marmenTam ¢ ATPO, TouHas ponb 3TUX Ipernapa-
TOB B TepaneBTUUYECKMX pe3ybraTax Hen3BecTHa [1].

Jlyumme pesynbrarhl JiedeHus mammeHToB ¢ ATPO
MpeacTaBieHbl MCCIIeN0BaTeIbCKOM TIpymnmnoii Menu-
muHckoro yHuBepcuteta Bennr (I. Slave et al.). Tepanus
MPOBOAMJIACH COIVIACHO MHTCHCUBHOM MYJIbTUMOIAIbHOM
cxeme (MUV-ATRT), cocrosiiieit u3 tpex 9-HeaeabHbIX
KyPCOB IMOJUXUMHUOTEPAITNY C BKIIOUSHUEM aHTPAIIUKIIU -
HOB, aJKWJIMPYIOIIMX areHTOB, IIPEIapaToB ILIATHUHBI,
BBICOKOIO3HOTO METOTpEKcaTa C MHTPABEHTPUKYISIPHBIM
BBEACHUEM XUMMUOIpenapaToB (IIMTO3ap, STOIO3MUM)
¢ nocnenytomieii Beicokomo3Hon XT (BAXT) u moxanb-
nHoii JIT. JIeBsaTh manueHToB ¢ MO0—M3-cTagusaMu moy-
yaju JeyeHue 1Mo gaHHoMy mnpotokoiy. [Tarunernsss OB
B JaHHOM rpyrie coctaBuaa 100 %, BCB — 88,9 + 10,5 %
[24, 48].

Pouib BbICOK0/103HO# XMMHOTEPANUH U JTIy4eBOi Tepanun
BAXT ¢ mocneayonieil moaIep:KKoil ayToJIOTUYHbI-
MM CTBOJIOBBIMU KJIETKAMM BIIEPBBIE MCIIOJIb30BAIACH
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B OCHOBHOM KaK METO/I, TI03BOJISIIONIUI n30exKaTh 001yde-
HUSI y JeTei MIIaIIero Bo3pacra, v IokKasaja 01aromnpu-
SITHBIE pe3yabTaThl [1, 43, 47, 49]. B paboTax HECKOIbKHUX
aBTOPOB IIPOJEMOHCTPUPOBAHO YJIYYILIEHUE PE3YJIbTATOB
nedyeHus1 ¢ ucrnoiab3doBaHneM BIAXT. B wuccrnepoBanuu
Head Start II [1, 50] B xauecTBe KOHCOJUIMPYIOIICH
Tepanuu npooawiauch 1—3 mukia BIXT ¢ kap6ormia-
TUHOM, TUOTENOU M 3TOMO3UIOM IOCE UHAYKIIMOHHOMN
(a3pl ¢ BKIIOYEHHEM BBICOKOJO3HOTO METOTpeKcara
(HD-MTX). CnenyeT OTMETUTh, YTO IAaIlMEHTHI, IOJY-
yapie Oosiee paHHIO cxemy HS I (6e3 HD-MTX),
UMeU Xyamme pe3ynasratbl, yeM pexkxum BJIXT HS 11
(6/6 MaLIMEHTOB yMEPJIM OT IIPOTPECCUPOBAHUS B IIPOTHU -
BOIIOJIOXXHOCTD 3/7 OOJIBHBIM, KUBYIIUM 0€3 TIPHU3HAKOB
3a00JIeBaHUSI COOTBETCTBEHHO), HUKTO M3 BBDKUBIIMX
B T€UCHUE JUINTEJIbHOTO BpeMeHH He norydyan JIT [1].

JIBa uccienoBaHusI Ha OCHOBE peecTpa TakxKe COo00-
i o BiusiHuu BJXT: J.M. Hilden et al. mokazanu, yto
46 % nauueHTtos, noay4asiiux BAXT, kuBbl 6e3 Ipu3Ha-
KoB 3aboneBanusd [1, 9]; 50 % u3 HUX ObLIM pagUKaIbHO
MPOOINEPUPOBAHbBI U TOJBKO 33 % — obiydeHbl. B mccie-
JIOBaHUM, IMPOBEIEHHOM KaHaacKuM peectpoMm, BJIXT
KOppelMpoBaja ¢ IPEUMYILIECTBOM BbIKMBAEMOCTHU:
2-netHsist OB cocraBuna 47,9 + 12,1 % 1o cpaBHEHUIO
¢27,319,5 % s Tex, KTO MOJIy4ajl TOJIbKO CTAHIAPTHYIO
XT]1, 18]. Tem He MeHee aBTOPBI OTMEUAIOT, YTO U3 BHIKUB-
LIKX HaleHTOoB, KoTtopble nonyunan BAXT (n=9), 55 %
(5/9) Taxke ObUIM paguKaIbHO IPOOIEPUPOBaHbLI U 67 %
(6/9) ¥Menn JOKaJIbHYIO CTaAMI0 HA MOMEHT ITIOCTAHOBKU
muarHosa [1]. IIpenBapurenbHble oTyeThl 0 ACNS0333,
MPOTOKOJIe TIpocneKTUuBHOro uccienoBanus ATPO Ha
ocHoBe BIXT, mpoBogumom [leTcKoii OHKOJOrMYECKOM
rpyrmoii (Children’s Oncology Group, COG), Takxe
YKa3bIBaIOT Ha 3HAYMTEIbHOE YIyYllleHE BBLKUBAEMOCTH
10 CPAaBHEHUIO C IPEILICCTBYIOIIMMU UCCIEA0BaHUSIMU
CCG9921 1 POG9923. AHanornyHbIe UCCACTOBAHMS IS
JeTel 0osiee cTaplliero Bo3pacra, IpoBeAeHHbIE IPYMHITOi
rocriutansa St. Jude, B KOTOPBIX UCITOJb30BAIUCh 4 TaH-
JIEMHbBIX BBICOKOJO3HBIX peXuMa U KPaHMOCIIMHAIbHOE
obiyyeHue I JeTeil crapiie 3 JIeT, TakxKe IToKasalu
0oJiee BBICOKYIO BbIKMBA€MOCTb I10 CPABHEHUIO C HMCTO-
pudecKMMu gaHHbIMU [1, 10].

¥V nmanmenToB maaamiero Bo3pacta ¢ ATPO JIT He nipo-
BOAMWJIACH WJIM YacTO OblIa OTCPOYECHA U UCIIOJIb30BaIUCh
penyLMPOBAHHBIE JO3bI B LIEJISIX CHUKEHUSI HEAPOKOTHM -
TUBHOI TOKCUYHOCTH. B psifie MPOTOKOJIOB IIPUMEHSIACH
puck-anantupoBanHasa JIT [1, 17]. BuccnengoBanuu, mpo-
BEJCHHOM KaHaJCKUM peecTpoM, 54 % (6/11) nanueHTOB
nosydanu BJIXT 6e3 JIT v 3KuBbI B TeUeHUE IJTUTEIHHOTO
BpeMeHu (MenuaHa HaOmomeHust — 38,1 mec) [1, 18].
JlaHHbIe psiia HEMELIKMX MCCIEAOBAHUI TaKXe HE BbIS-
BWJIM HMKAKHX SIBHBIX 10KA3aTeJIbCTB B momauepxky JIT,
nosbimaromux OB [1, 25]. UnTtepecHo, uto K. von Hoff
et al. onmucaid OTCYTCTBUE Pa3jIvYMil B BbIKMBAEMOCTHU
y IallMEHTOB, KOTOPBIC MOJYYMWIN JIOKATbHOE 00JIydeHre
(n = 10), mo cpaBHEHUIO C TEMM, KTO TTOJYYMJI KPaHUO-
cnuHanbHOE oomyuenue (n = 19, p = 0,578) wm JIT kak
Tepanuio criaceHus (p = 0,314) [13].

O npeumymiectBax JIT coobiianock B psiie Uccleno-
BaHWIi, BKJIIoYast MeTaaHaiau3, mpoeneHHbIi U.H. Athale
et al., B KOTOpOM IIOKa3aHa TEHACHILMs K YBEJIMYECHUIO
CpelHeil MPOMOJLKUTEIbHOCTH KU3HU Y MAallMeHTOB,
noayuuBiux JIT (18,4 mec mpotus 8,5 mec) (p =0,097) [1,
16]. D.L. Buscariollo et al. Takxke mpoaeMOHCTPUPOBAIA
MPEeMYILIEeCTBO B BbKMBaeMOCTH y mauueHToB ¢ ATPO,
kotopeie moayuuau JIT [1, 19]. BaxHo oTMETUTbH, UTO
CTeIeHb XMPYPruyecKoro BMeIIaTeIbCTBA U CTaausl 3a00-
JIEBaHUSI, BO3BMOXKHO, OKa3aJli 3HAYMTEIbHOE BIMSIHUE Ha
pasInYHbIe Pe3yJIbTaThl B 3TUX PETPOCIIEKTUBHBIX UCCIIC-
noBaHUsX [1].

HurparekanbHas XMMHOTEPANUS

B psime uccrenoBaHuii u3ydajach MHTpaTeKajbHasl
(UT) XT B kauecTBe aJIbTepHATHUBBLI OOJYUYECHUIO ISt
JIeueHUsl TalMeHTOB MJjaaimero Bo3pacta ¢ ATPO [I,
16]. Kak npaBujio, MHTpaTeKaJbHbIE METOTPEKCAT, LIMTa-
pabuH U TUAPOKOPTU3OH OTAEIbHO WMJIM B KOMOMHALIMU
ObLIM BKJIIOYEHBI B HEKOTOPBIC CXEMbI JICUCHUSI, TaKue
kak Hemeukuii mporokon HIT SKK (uHTpaTrekanbHBbI
MetoTpekcaT) u mpotokoa ATPO MucTtutyTa paka Dana-
Farber. XoTs1 HeKOoTOpbIe MCCIeNOBaHMUs, BKIIIOYas MeTa-
a”anu3 [16], mokasanu, yto UTXT Koppeaupyer ¢ mpeu-
MYILECTBAMM B BBLKMBAEMOCTH, TAKKE MMEIOTCSI JaHHbIE
0 TIPOTUBOPEYUBHIX pesynbratax [1, 10, 18, 21]. UTXT
KCIIOJIb30Bajlach KaK B MOHOPEXKMME, TaK U1 B KOMOMHA-
muu co crangaptHoil unmm BIAXT, unu ¢ nokansHoit JIT,
YTO 3aTPYAHSIET OLIEHKY Mpeumyiiects [1].

Bynymue HanpaBieHus

3a rocieaHue 2 1eCITUIETUs: ObUIM TOCTUTHYThI HEBE-
pOsITHBIE ycIiexy B MoHuMaHuu ouonorun ATPO u mos-
BWIKCh MHOTOOOEIIAIONIME YIYYIIeHWs B JIeUeHUU 3a00-
JneBaHusi. TeM He MeHee OOIMe Pe3yJIbTaThl TePAITUU IS
nauueHToB ¢ ATPO ocTalorcst HeynoBIeTBOPUTEIbHBIMU,
U COBPEMEHHbIE arPeCCUBHBIE CXEMBbI JICYCHHSI JOCTUTAIOT
MaKCHMAaJIbHO IIEPeHOCUMOM TOKCUYHOCTU. Takum obpa-
30M, JaJIbHEiIIee yIydllieHe BbDKMBAEMOCTH BO3MOXHO
Gylarogapsi COYeTaHMIO HOBBIX OMOJIOIMYECKHUX Iperapa-
TOB C TPAAUIIMOHHBIMU METOIaMU JieueHus [1, 2].

YuuteiBasi, 4To pabIOUIHBIC OITYXOJIU SIBISIOTCS TT0Y-
TU WCKJIIOYUTEIBHO SIUICHETUYECKU OOYCIOBICHHBIM
3aboneBaHneM, OoiblIO MHTEepec B jedeHuu ATPO
MpeACTaB/IsIeT BO3ACUCTBUE Ha SIIUICHETUYECKIE PETYIIsI-
TOpPHBIC MeXaHU3MBI [2]. BbUI JOCTUTHYT 3HAUYMTEIbHBIN
nporpecc B MOHMMaHUM BIUsTHUS yTpaThl SMARCBI Ha
dynkuuo SWI/SNF u achdekTs nepenadyn HUCXOASIINX
CHUTHAJIOB, a TaKXe Ha OMOJIOTMYECKUIA CIIEKTp U IeTe-
POTE€HHOCTb, KOTOpbIE JieXaT B OCHOBE KIMHUYECKUX
¢denotunoB B ATPO. Crenyromieii 3amaueil sBIseTCS
MHTerpalus OMOJIOTMYeCKM OOOCHOBAaHHBIX CTpaTeTuil
IIpU BBIOOPE JICKAPCTBEHHBIX IIPENapaToB U MallMEHTOB
B 1IEJISIX MTOBBIIICHUS 3¢ (HEKTUBHOCTHU IIPU OTHOBPEMEH-
HOM CHVXKEHUM TOKCUYHOCTHU Tepanuu [1].

WUccnenoBanust komiiekca SWI/SNF  mokasanm,
yto norepss SNF5 nmpuBoaut K cBepxakcnpeccun EZH2
1 abeppaHTHOM aKTUBALIMM HUCXOISIIUX CUTHAIBHBIX
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U KJIETOYHBIX porpamm [1, 34]. B monosHeHue K MHTU-
outopam EZH2 B kauyecTBe MHOrooOemalolmx JeKap-
CTBEHHBIX IPENapaTOB MOSIBUIOCh HECKOJbKO IPYTUX
KOMITOHEHTOB 3IIMI€HETUYECKOrO MEXaHU3Ma, CBSI3aHHO-
ro ¢ dyukuueir SWI/SNEF, Bkitouass uarnoutopsl G9a —
Ju3uH-MetunaTpaHcoepassl — u BET/Bromodomain
6enkoB [1, 6, 42]. JIpyrue nepcrieKTuBHbIE (hapMaKOIOTH-
YeCcKKMe MMILIEHU, YYaCTBYIOIINE B HUCXOSIIMX CUTHAJIb-
HeIx myTsax oT SWI/SNF [7, 51], Bkitovaror nukiavH D1
[52], ABpopa A-kuHa3y [53], MHCYJIMHOIIOJOOHBIN (Pak-
Top pocta [54] u PDGF (daxkrop pocta TpoMOOIIUTOB)
[6], M1t KOTOPBIX TOCTYITHBI CYILLIECTBYIOIINE WIIA pa3pa-
bartbiBaeMble mnpenapathbl [1]. MHruouropsl ABpopa-Ku-
Ha3bl TIOKa3ajy BIIeYaTIsSonii 3¢p¢GeKT B MOHOTepa-
muu ciaydaeB peunauBoB ATPO, B To BpeMsl KaK HOBbIE
MHIUOUTOPHI LMKIMHA D1 — nepcreKTUBHBIE Pe3YJIBTaThl
B KayeCTBE aHTUIIPOJIM(pEPaTUBHBIX areHTOB B JICUCHUU
MepBUYHBIX onyxoJei [1, 2, 55, 56].

W3-3a BeicOKOI1 reTeporeHHoi mpupoas ATPO unru-
OUTOPBI MYITBTUTUPO3UHKMHA3B (MynbTU-TKI) sgBnsroT-
Csl TIPUBJICKATEIbHBIMU [UISl IIOTEHLIMAJIBHOTO CHUKEHMS
MEXaHM3MOB YCTOMYMBOCTH. B ucciemoBaHuM, IPOBE-
nenHoM B. Koos et al., cooOimianoch, 4T0 MMaTUHMO,
mynsTu-TKI mepBoro mnokoneHus, WHTUOMpPYET pPOCT
KJIeTOK 4yepe3 c-Abl B padmounHbix nuHusax G401 u A204
[2, 57]. AHanOTMYHBIM OOpa3oM, UCCIENOBAHUS in Vitro
KeToyHbIX JTuHUl ATPO uaeHTMdUIIMpOBaIN IBOMHOM
COCYIMCTBIN DHAOTEIMAIbHBIN (haKTop pocTa/MHTUOUTO-
pbl MUTOTeH-aKTUBUpyeMoii mporenHkuHassl 1 (VEGF/
MEK) ¢ nBoiiHOI crielnduIHOoCThI0 copadeHnd 1 CyHU -
TUHUO B KAYECTBE MEPCIEKTUBHBIX aT€HTOB IIPU TECTUPO-
BaHUU OTIEIbHO MJIM B KOMOMHALIMU C UPUHOTEKAHOM,
nHruouTopom Toronzomepassnl I [2, 58, 59]. B uccnenona-
Huu, ipoBeneHHoM J. Torchia et al., moka3zaHo, YTO MyJIb-
t™-TKI BTOpOro mnoxojeHusi, HWIOTMHUO U Ja3aTUHUO,
CHIKAJIM KJIETOYHYIO Iposindepalnio Ipyu HaHOMOJISIP-
HBIX KOHLIEHTpaLusIx, ocooeHHo B rpyrre 2 ATPO, myrem
WHTUOMpPOBaHUS OeTa-pelentopa TPOMOOIIUTApPHOTO
(akropa pocra (PDGFRp), kotopsiit nuddepeHmaib-
HO 3IMICHETUYECKU PErYIUPYETCs B pa3HBIX MOATPYIIIIAX
[2, 6]. Unentndpukauns TKI ¢ xopoiio oxapakTepuso-
BaHHBIMU TIPOGWISIMU OE30TIAaCHOCTU, OIBIT TPEIAbIAY-
LIET0 MCIOJb30BaHUSI B JIETCKOM OHKOJIOTMHU, a TakKXe
MPOJEMOHCTPUPOBaHHAsT IIPOHUIIAEMOCTh IeMaTO3HIIE-
dannueckoro Gapbepa IO3BOJSIOT MPEINOJOXUTh, YTO
OHU SIBJISIIOTCS IIPUBJICKATEIbHBIMU KaHAWAATAMU ISt
neueHust ATPO [2].

C ompeneneHneM MOJEKYJISIpHBIX moaturnoB ATPO
MOXHO OXHWIaTh, YTO HOBBIC TEPaIrleBTUYECKUE areHThI

C YYBCTBUTEJIbHOCTBHIO MOATPYIIIBI MOTYT OBITH BKJIIOUE-
HBI B KJIMHUYECKHE UCITBITAHUS CIEIYIOIIETO TTOKOJICHUS
C OLIEHKO IMMPOTHOCTUYECKOTO BAUSHUS TTOATPYIII U KT -
HUYeCKUX (paKTOPOB pUCKa JJIsT MPOBEACHUS CTpaTU(pU-
Kaiuu. [ oKoHYaTeIbHOI peann3aluy OMOJIOrMIYeCcKu
OPHMEHTUPOBAHHOI U PUCK-CTPAaTU(PUIIUPOBAHHON Tepa-
nuu ATPO pernaroiiee 3HaueHue OyneT UMEeTh pa3padoT-
Ka HaJeXHBIX METOMIOB OIpeACICHNUs] ITOATUTIA U TIPOTHO-
CTUYECKOTO BIUSHHUS OMOJIOIMHU IIOATHUIIA OIYXOJM Ha
OyaylIMe TeparneBTUYecKre KOTopThI [1].

BoiBoanl

ATPO — BbIcOKOArpecCUMBHbBIE 3JI0KAYECTBEHHBIC
onyxonmu IIHC, B ocHoBe maToreHe3a KOTOPBIX JIexXKaT
myTauuu B reHax SMARCBI/A4, ¢ mpeuMyllecTBeHHOI
pacmpoCTpaHEHHOCThIO Yy JeTeil paHHEro BO3pacTa, UTo
TaKXKe aCCOLIMUPYETCS C XYIAIITUM ITPOTHO30M (BCJIEICTBUE
0oJiee BHICOKOIT 4aCTOThl METacTa3MPOBaHUS HA MOMEHT
MOCTaHOBKHU JMAarHo3a, HeraTUBHOI'O BIMSIHUSI TCHETUYE-
CKUX CHHAPOMOB IPEIPACIIOIOXEHHOCTU K OITyXOJISIM,
OrpaHMYeHHOTrO Ucrojb3oBaHus JIT).

HecMoTpst Ha MOCTUTHYTBIN 3a MOCIEAHUE OECSTUIIC-
THSI MPOrpecc B OMOJOTrMYECKOM IOHUMAHUU OITyXOJIH,
pe3yaBTaThl Tepauy OCTAIOTCS HEYIOBIETBOPUTEIbHBIMH,
a TOKCUIHOCTb TOCTUTAET MaKCUMAaJIbHO TIEPEHOCUMOIA.

EnuHbIX cTaHAAPTOB JICUEHUS HE CYIIECTBYET B CBSI3U
C peaKocThio maTojornu. OCHOBHBIM TepareBTUICCKUM
MPUHIIUIIOM SIBJISICTCSI MCITOJIb30BaHUE MYJIBTHUMOIAIb-
HOTO TIOAXOJa C BKJIIOYEHHEM XMPYPTUYECKOIo 3Talla,
crangaptHoii 1 BAXT, JIT u UTXT. Ponb Kaxxmoro MeTo-
Jla B OTIEIbHOCTUA TOYHO He ompeneiaeHa. OqHaKo MOXHO
BBIIEIUTH OCHOBHBIE (DaKTOPHI OJ1arONPUSTHOTO IPOTHO-
3a: paauKajabHas omepalus, JoKajJbHasl CTaausl, BO3pacT
crapuie 3 net. Jlydimime pe3yabTaThl Je4eHUs IoKasa-
HBI Tpymmnoii BeHCKOro MemuIIMHCKOrO YHUBEPCUTETA
(MUV-ATRT), HO 3Tu 1aHHbBIE TPEOYIOT MOATBEPKACHUS
B MYJIBTULIEHTPOBBIX MCCICIOBAHUSX C OOJbIIECH BHIOOD-
KO TMallMeHTOB.

ITenetnueckne wuccnenoBaHus ATPO mo3Bossior
BBIIEIUTD 3 MOJICKYJISIPHBIX TIONTUIIA C aKTUBAILIMEN pa3-
JIMYHBIX STUTEHETUYECKUX MEXaHU3MOB, OTIPEICSIOIINX
Pa3IMYHYIO0 YYBCTBUTEIBHOCTD K TePAIIeBTUYECKIM arcH-
taM. JlanbHeiiliee M3ydeHUE MOJICKYJISIPHBIX MOATUIIOB
ATPO, onpeneneHune ux MPOrHOCTUIECKOM pOJIU, TOTEH-
LIUMAJbHBIX TPYNIOCHEIU(MUISCKUX TepaneBTUUYEeCKUX
MUILIEHE! SBIISIETCS MHOTOOOEIIAIONIEH cTpaTeTueil s
MPOBEIECHUS PUCK-CTPaTU(DUIIMPYIOIICH Tepanuu, yIyd-
ILIEHUsI BBDKMBAEMOCTHU M CHMKEHUST CYMMapHOIt TOKCHY -
HOCTH TepaIuu.
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Xopuoudkapyunoma (XK) — smo pedkas 310Ka4ecmeentas onyxonb, 603HUKAOWAS U3 SNUMEAUs. COCYOUCHIO020 CHAeMeHUs 20108H020 MO32d.
bonee 80 % XK ecmpeuaromes y demeii. OCHO8HYIO poab 6 namoeerese smux onyxoaeil ueparom mymauuu 6 eene TP53. XK 6 40 % cayuaes
accoyuupogannl ¢ cunopomom Jlu—Dpaymenu. Tokazamenu evincusaemocmu y nayuenmos ¢ XK u cundpomom Jlu—Dpaymenu kpaiine
Huskue. Cmandapmel mepanuu nayuenmog ¢ XK ne onpedenensi. Hzgecmno, umo cmenens Xupypeuueckoil pesekyuu umeem npoeHocmu4e-
ckoe 3HaueHue. Poab adsroeanmmoii mepanuu npu XK ocmaemcs nescHoii: 003vt u 06semol ayuesoii mepanuu (JIT), kombunayuu xumuome-
paneemuyeckux npenapamos, maimune u couemanue JI'T u xumuomepanuu (XT) ne evisichensl. Kpome moeo, Ha cec00HAUIHUT OeHb Hem HU
cmandapmuoii cxemvl XT, HU MeNcOYHAPOOHO020 NPOCNEKMUBHO20 UCCAe008AHUS NO OUeHKe IQ@eKMUBHOCMU U MOKCUMHOCMU PA3AUYHBIX
KomOunayuii yumocmamukoe npu XK. B cmamve npedcmaesnet 0630p cyuecmeyrouux MoaeKyisapHo-eeHemueckux UsmeHeHui, Memooos
Oduaerocmuku u aevernus XK.

Karouesnie caosa: xopuoudkapyunoma, demu, ayuegas mepanus, xumuomepanusi, TP53, cunopom Jlu—Dpaymenu
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Choroid plexus carcinoma: review of literature
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Choroid plexus carcinoma (CPC) is a rare malignant tumor arising from the epithelium of the choroid plexus of the brain. More than 80 % of
CPCs occur in children. Mutations in the TP53 gene is played the main role in the pathogenesis of these tumors. Choroid plexus carcinomas
in 40 % of cases are associated with Li—Fraumeni syndrome. Survival rates in patients with CPC and Li—Fraumeni syndrome are extremely
low. The standards of the therapy for patients with CPC are not defined. The extent of surgical resection and treatment modality correlate

with prognosis. The role of adjuvant therapy in CPC remains unclear: doses and volumes of radiation therapy (RT), combinations of
chemotherapeutic drugs, timing, and a combination of RT and chemotherapy (CT) have not been identified. Also, there is neither a standard
CT regimen nor a prospective international study assessing the efficacy and toxicity of various combinations of cytostatics in patients with CPC.

The article presents an overview of the existing molecular genetic changes, existing methods for the diagnosis and treatment of choroid plexus
carcinoma.
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Beenenue

XopuougHoe cruleTeHue (COCYIMCTOE CIUIETEHUE)
TOJIOBHOTO MO3Ta — COCYIMCTO-3IMUTENaTbHOe 00pa3o-
BaHUE, SIBJISIIONIEECS] MMPOU3BOJHBIM MSTKO MO3rOBOM
000J109KH, KOTOPOE JIOKAJIM30BAaHO BO Bcex 4 XKemymod-
KaxX TOJIOBHOTO MO3ra, 3a MCKIIOYEHHWEeM BOAOIMPOBOIA
CpeHeTo MO3Ta, 3aTbUIOYHBIX U JIOOHBIX POrOB OOKOBBIX
JKEJTyTI0YKOB, OCHOBHOM (DYHKIIMEIl KOTOPOTO SIBJISIETCS
MPOMYKIIUST CIIMHHOMO3TOBOM Xuiakoctu. Cocyaucroe
CIUIETeHWE B HOPME TIOKPBHITO OTHOCTOWHBIM KyOude-
CKUM DBIUTEMEM — COCYAMCTBIMU SIEHIUMOIIUTAMMU,
KOTOpbIE UMEIOT TIepBUYHbIE pecHUYKMU. CUMTAeTCsI, YTO
omyxonu cocynuctoro cruieteHus (OCC) nmpoucxonar u3
KJIETOK TIPENIIECTBEHHUKOB TMEPBUYHBIX pecHUYeK [1],
OHU MOTYT TPOSIBIISITH JOOPOKAYECTBEHHBIN WM 3JI0Ka-
YECTBEHHBIN (DEHOTHUII, TakKKe OIMCAHO TpeBpalleHUe
JIOOPOKAYECTBEHHOW OTYXOJIU B 37I0Ka4eCTBEHHYIO [2].

ITo ructonornueckoii kiaccudukauuu BcemupHoOi
opranuzanuu 3npaBooxpanenust 2016 ., OCC sBisiioTcst
[3]: mamwimomMa COCYyAMCTOTO CIIETeHUSI, WIM XOPUO-
uananwuioma (XII), — moOpokayecTBeHHast OMYXOJb
I crerenu 310KaUeCTBEHHOCTHY; aTUTTMYECKAs ManuioMa
COCYIMCTOrO cruieteHus, unu atunuueckas XI1 (AXII),
npomexytouHoit Il cremeHm 3710Ka4eCTBEHHOCTH; Kap-
LIMHOMA COCYIMCTOTO CIUJIETEHUSI, WIM XOPUOUIKAPIIM-
HoMma (XK), — omryxosns I11 cTeneHu 310KauyecTBEHHOCTH.

XK — 3T0 penkasi 3/I0KaueCTBEHHAsl OITyXOJb SITH-
TEIUSI COCYAMCTOTO CIUIETEHUS, KOTOpasi COCTaBIISIET
0,3—0,6 % omnyxoneit rogoBHoro mo3ra (OI'M) cpeau
MaIMeHToB BeeX Bo3pacToB. B menom 80 % XK Bo3HuKa-
10T y geteii mutafie 18 net, uro cocrapisier 20—40 % OCC
B 2TOIl Bo3pacTHOW rpymme [4]. Malbuuku M AeBOYKU

3200J1€BaIOT C OJJMHAKOBOI yacToToi. MenunaHa Bo3pacra
cocrasiser 2,2 rona [5].

Jlokanuzanuu XKy nereii pacnpeneseHsl CAeAYIOIIAM
obpa3oM: 6oKoBbIe XKeaynoukn — 50 %; 1V xenynodyek —
40 %; 111 xemymouex — 5 %; TIepBUYHO PaCIIPOCTPaHEH-
HBII TIpoliecc — 5 %; MOCTOMO3XXEUKOBBI yroy BOJU3U
oTBepcTus JIIoIKa 1 MmapeHxruMa rojJoBHOTO Mo3ra ropa-
JKaloTcs peako [6].

OTIMInTeTbHOM 0CO0eHHOCTHIO XK SIBIISICTCS TO, UTO
WX JIOKATU3alUU BHYTPU LEHTPATbHON HEPBHOM CUCTEMBI
(LIHC) BapbupyloT B 3aBUCUMOCTH OT Bo3pacra: 80 % XK
OOKOBBIX XKEeJTYIOYKOB BCTPEUAIOTCS Y TTALIMEHTOB MOJIOXKE
20 net, Torma Kak XK IV xxenymouka paBHOMEpPHO pacripe-
JieJieHbl BO BceX Bo3pacTHhIX rpymnmax. s XK 60KoBbIx
u 11 >xenynoukoB MenuaHa Bo3pacta coctapiser 1,5 roaa,
st XK TV xenymouka — 22,5 roma u misg XK MocTomMo3-
>keukoBoro yria — 35,5 rona [7].

Heiiponaromopdonorus

HubdepenuuanbHyto auarHoctuky XK crenmyer
npoBonuth ¢ ApyrumMu OCC ¢ TOYHBIM OIpeneieHueM
“grade”, Tak KaK OT CTETIEHU 37I0KAY€CTBEHHOCTU OIMyXO-
JIA 3aBUCUT TaKTUKA JICUECHUS.

HNutpaonepauronHo XK Moryt uMeTh Buj 60IbLIOTO
y3J1a, TPUKPEIJIEHHOTO K CTEHKE XeJMyN0YKa, TAKXKe OHU
MOTYT WMHQUWIBTPUPOBATh MapeHXUMy Mo3ra. MuKpo-
ckormmueck XK XxapakTepus3yloTcsl HUTOJOTMYECKUMU
KPUTEPUSIMHU 3TI0KAYECTBEHHOCTU — SIIEPHBIM MJIEOMOP-
(pr3MOM, BBICOKUM SIAEPHO-IIUTOIIA3MATUYECKUM OTHO-
IIEHWEeM, aTUTTUIYHBIMU 1 YaCTHIMU MUTO3aMHU, y9aCTKaMu
HEKPO30B U, KaK TPaBWIO, UHBA3UEN B OKPYXKAIOLIYIO HOP-
MaJIbHYIO CyORTIeHAMMAPHYIO TKaHb FOJIOBHOTO Mo3ra [3].
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IMponudeparuBHas aktuBHocTh XK Bbimie, yem y XII
U STMUTENS COCYAUCTOTO criieTeHust. CpeaHee 3HaYeHUe
Ki-67 cocrasmster 18,5 % mna XK, 4,5 % mna XITu 0 %
IUJIS1 STIIUTENUSI HOPMaJIBHOTO COCYIUCTOTO CIUIeTeHus [8].
Jannble knuHndeckoro ucciaenosanuss CPT-SIOP-2000
rmokasaju, yro Mmeanana Ki-67/MIB-1 cocrasisier 1,3 %
utst XT1, 9,1 % s AXTT u 20,3 % mrst XK [9]. O6Hapyxke-
HO, YTO y NalMeHTOB, yMepiuux oT XK, ObLI 3HAUUTETBHO
Oosiee BbIcOKMII cpennuit MIB-1, nmpuyem skcrnpeccus
MIB-1, p53, pRB u E2F-1 y manuenToB ¢ XK tmocie
nonuxumuoTepanuu (ITXT) 3HaunuTenbHO cHUXaeTcs [8].
ITpu XK ormMeuaeTcss MUHUMaTbHAS SKCIIpeccus Uodu-
OpUJIJIAPHOTO KMCJIOro Oenka, TpaHcTtuperuHa u S-100,
YTO MOXKET CIYXUTh Ui nuddepeHIMaTIbHOl arMarHo-
ctuku ¢ XII, mpy KOTOpO#t 3T aHTUTEHBI Yallle BCETO
nojoxutenbHbie. Kpome Toro, XK 00bI1YHO oTpulIaTeb-
Ha JJIS 3MUTEIMAIIbHOTO MeMOpaHHoro aHtureHa [10].
INI1 ucnonwsyerca mist nudpdepeHumnanun XK ot atu-
MUYHOM TepaTonaHo-padaouaHoit onyxoau (ATPO), npu
XK onyxoneBbie KJIeTKM UMMYHOTOJOXUTeIbHbI K INI1,
npu ATPO BbIsIBIISIETCS TTOJTHAS TTOTEPSI UMMYHOOKpAII-
BaHust INI1 [11].

Buoorus U MOJIEKYJISPHO-TeHeTHYECKUE HAXOKH

Mymauuu ¢ zene TP53 u cundpom Jlu—DPpaymenu

H3BectHo, uTo XK MOryT OBITH acCOLMMPOBAHBI
CTaTOreHHBIMU TeHETUYECKUMU BapuaHTamMu BreHe 7PS53.
IManuentol ¢ XK ¥ repMUHaIbHBIMUA MYTaLIUSIMU B T€HE
TP53 MoTyT UMeTh psiji APYTUX TPOSIBICHUN CUHApPOMA
JIu—®paymeHu, Takux Kak MEepBUYHO MHOXECTBEHHBIC
3JI0KQYECTBEHHbIE OMYyXOJW Yy MpoOaHIa, OTSATOIIeH-
HBIM CilydyasiMd paHHMUX OHKOJOTMYECKUX 3a00JieBaHUt
CeMelHbIl aHaMHe3 y POJCTBEHHUKOB 1-i1 U 2-i1 TUHUM
poncTsa. B To ke BpeMs repMUHabHBIe MyTauuu B TP53
MOT'YT BO3HMKATh y MALIUEHTOB de novo, pu OTCYTCTBUU
CeMEMHOI UCTOPUM OHKOJOTUYECKUX 3a00JIeBaHUMA.
Puck pa3BuTHs BTOPUYHBIX OTMyXOJiell y MallMEHTOB
¢ cunapomom Jlu—@Ppaymenu, pa3puiinux XK, cocras-
nsier okos10 40 % [12, 13]. ITo ganusiM U. Tabori et al.,
y 50 % nanuenroB ¢ XK BcTpeyaloTcss MyTallid B TE€HE
TP53 (TP53mut), B TO e BpeMsl y OOJIbHBIX 0€3 MyTaliuu
(TP53wt) HaxomsTcsl OApyrue U3MEHEHUs] B CUTHAJIbHOM
BHYTPUKJIETOUHOM MyTU Oejika pS53, ykasblBalollude Ha
TO, YTO HapylleHue (GyHKLUI p53 ABISIETCS OCHOBHBIM
MOJIEKYJISIPHO-TEHETUIECKMM COOBITHEM B (hOpMUPOBaA-
Huu XK. B psae uccienoBaHuili moguepKuBaeTcsl poJib
MoarbUKaTOPOB aKTUBHOCTHU Oesika pS3 B maroreHese XK
[12]. AMmundbukauuss MDM?2, peryJiupyromero akTuB-
HOCTb p53 10 NPUHLMITY OTPULIATEILHON 00paTHOI CBSI-
3u, Habmoanach y 75 % nauuneHToB ¢ 7TP53mut 1 TOIBKO
y 25 % ¢ TP53wt [14]. B 92 % cayuaeB TP53wt XK npu
OTCYTCTBUM MAaTOT€HHBIX MMCCEHC-MYTallMil couyeTaHue
CMHOHMMMYHON 3aMeHBI B KomoHe 72 TP53 (p.Arg72=)
¢ nonumopdusmom B reHe MDM2 (SNP309) tem He
MEHee TTPUBOJUJIO K CHUXEHUIO aKTUBHOCTU Oeska pS3.
MexaHu3M 370Ka4eCTBEHHON TpaHc(opManuu KIeTKu
TaK Xe, Kak U B ciydae TP53mut, ocyliecTBasIeTcsl yepe3
HapyleHne OJIoKamabl KJIETOYHOTO HMKJIA, YTO B UTOTE

MPUBOAUT K HEKOHTPOJUPYEMOMY POCTY U MpoJucdepa-
LU KJIETKH.

WntepecHo, uro y XK ¢ TP53mut ObutM oOHapy-
KEHBI pa3IMYHble XPOMOCOMHBIE abeppalvu, IeIeun
¥ aMIuTUUKALIMK 1IEJIOTO Psijia y9aCTKOB TeHOMA KJIETKHU
pa3IUYHOM NMpOTsKeHHOCTH [12].

MytauuonHsblii ctatyc 7TP53 SBisieTCs BaXHBIM MPO-
rHocTUYecKnM pakTopoMm y nmauueHToB ¢ OCC rojloBHOro
MO3ra: y MalueHToB ¢ TP53wt 5-j1eTHSIs 00111ast BbBLKMBae-
moctb (OB) cocraisier 100 %, B TO BpeMsi Kak y GOJIbHBIX
¢ TP53mut 5-netsis OB pasHa 0 % [12].

Jlpyeue eenemuueckue Haxooxu

V. Ruland et al. 8 2014 . B TkaHu XK mnaeHTUGULIMPO-
BaJIV PSIT XPOMOCOMHBIX abeppalinii: MOTepy YMcJia KOIUii
5,6, 16, 18, 19 1 22-i1 XpOMOCOM, a TaKXe yBeJIUdYeHue
yncaa kornuii 1, 2, 4, 12 n 20-it xpomocom. KiractepHbrit
aHanu3 Mo3Boyua pasfaenuTh XK Ha 2 MoJjieKylsipHbie
TPYIIIBL: OHA XapaKTepH30Ballach MOTEPSIMHU, a Ipyrast —
yBEJIMYEHUEM YMciia Konuii xpomocoM. [Torepu 9-i1, 19p
1 22q XpOMOCOM BCTPEYAJIUCh Yallle y AeTeil MJaaiiero
Bo3pacra (< 36 MecsleB), Torma Kak y Oosiee CTapLIMX
nalueHTOB Mpeobsiagaiu COOBbITUSI, CBSI3aHHBIE C yBe-
JIMIeHUEM Jmcia Kormmii 7-i m 19-if XxpoMocoM, a Takke
8q, 14q u 21q. MHorogakTopHbIii aHaIU3 TTOKa3aj, uYTo
noteps 12q ObuIa cBsi3aHa ¢ 00Jiee HU3KOU BbIKUBAEMO-
cthio [15]. [locne oOHapyXeHUsI Y TpaHCTEHHBIX MbIIIei
XK, skcnpeccupyromux aHtureH SV40 T, Opuio mpen-
MOJIOXKEHO, YTO B WX ITaTOreHEe3 MOXET ObITh BOBJICUYCHO
usMeHeHue GyHkuuu TP53 u/wim RBI [16]. Tlocneny-
[oIlMe MCCIICOOBAaHUS TTOKa3alld, YTO MHAKTUBauus RB1
HeoOXoauMa 11 MHUIIMAIIMKA OMYXOJIM, B TO BpeMs Kak
TP53 npenMylleCTBEHHO BIMSIET Ha arlOINTO3 OIyXOJIEBbIX
KJIETOK T10cJie 0Opa3oBaHus ortyxoau [17].

ITomumo abeppauuii B rene 7P53 npu XK onucaHo
noaasieHne GyHKLUU OHKocyipeccopa RBI [16], nene-
uusg reHa PTEN [15]. YToObl Cy3UTh TMOMCK TeHETUYE-
CKMX U3MEHEHUI1, KOTOpBIE IPUBOIIT K MosiBIIeHNI0 XK,
Y. Tong et al. cpaBHMBaNM XpPOMOCOMHBIE aMIUTU(HUKA-
uu B XK yenoBeka u B XK, moay4yeHHbBIX Ha MBILLIMHBIX
Mopessix, Ha nmotepio GyHkuuu PTEN BMecTe ¢ oTepsaMu
¢yHkuuit Trp53 n RB. DTOT aHanu3 UaeHTUPUIIUPOBa
B XK Kak 4yeyroBeKa, TaK ¥ MBIIIICH TPYIITy OMHOBPEMEHHO
MoJlydeHHbIX OHKoreHoB: TAFI12, NFYC n RAD54L. Dt
OHKOTeHbI HaXOIWIUCh B XpoMocoMax 1 1 4, Takke ObLIO
MOKa3aHO, YTO OHM YYACTBYIOT B MHUIIMAIIAN U TIPOTpec-
cuu onyxoau. TAFI2 u NFYC peryaupyioT 3MUIeHOM
n Metabommsm JIHK, torma xak RADS5S4L wrpaer meH-
TpajbHyi0 poib B penapauuun JJHK [18]. ducperynsius
penapanuu JIHK HeobGxonuma mist obpasoBaHust XK
(pucyHok) [19].

B HenpaBHeM uccienoBaHuu 00Jbioil Koroptel OCC
B 43 % cinyyaeB ObLia BbIsiBJIeHa runepakcapeccust MYC.
DTOT (haKTOP TPAHCKPUTILIUU MOXKET UTPATh JTOMUHUPYIO-
11y1o poJib B popmupoBaHuun XK [20]. Tunepakcnpeccus
MYC 6bin1a oOHapyXeHa TPU pas3TUUHBIX 3JI0Ka4eCTBEH-
Hbix OI'M, Takux Kak Meay/uiobjiacToma U rimo01acTo-
ma. Tem He MeHee MYC-uHayunpoBaHHOE OOpa3oBaHUE
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CuenanvHole nymu, eosnevernvie ¢ namoeeres XK. Kpacnoimu cmpeakamu
0003Ha4eHbl NOMeHyUanbHble mepanesmuyeckue muwenu [ 19]

Signaling pathways involved at pathogenesis CPC. Red sparks indicate
potential therapeutic targets [ 19]

OIyXOJIU CAEPXKMBAETCS €ro CIOCOOHOCThIO aKTUBMPO-
BaTh MyTH arorTo3a U JOJDKHO COYeTaThCsl ¢ aHTUAIIOI-
TUYECKUMU COOBITUSIMU, TAKUMU Kak riotepst TP53 [21].

Peuentop  TpomOouuTapHOoro  ¢akropa  pocTa
(PDGFR) Takxe BopieueH B matoreHes OCC. Mzodop-
Mbl o.M 3 PDGFR skcnipeccupytorcs B XI1, AXTTu XK, Ho
dochopunupoBanue B-n30hopMbl 3HAUYUTEBHO BBIIIIE
npu XK no cpaBHenuio ¢ XIT [22].

Kpome cunapoma JIlu—PpaymMeHU Mbl HAILLJIU OIKCA-
Hue KiInHuyeckoro ciydass XK y B3pocjoi maiueHTKU
¢ cuHapoMoM JInHyYa. Y Hee Oblia BbIsSIBIeHA TepMUHAJb-
Hast MyTauust B reHe MSHG6 n coMaTWyecKue MyTalluu
BreHax PTEN, VHL, NOTCHI, RBIw TP53[23].

Kinnnyeckas KapTuHa

Y 90 % nauuenToB ¢ XK MMer0TCs MpU3HAKU TUAPO-
nedajaru Ha MOMEHT TTOCTAHOBKM JTrarHo3a. CUMITOMBI
MOTI'YT TIPUCYTCTBOBAaTh B T€UEHME HECKOJIbKHUX HEIeJb
WM HECKOJIBKUX MECSILIEB. Y TPYAHBIX JETeid TTOBBIIICH-
HOE BHYTPUYEpPEITHOE HaBJICHUE YacTO ITPOSIBISIETCS
B BUIE YBEJIMYEHHON OKPYKHOCTU TOJIOBBI, 3adep>KKU
MCUXUYECKOTO U (DU3MYECKOTO pa3BUTHSI, BBIOYXaHMS
POIHUYKOB, KOCOIJIa3usi M PBOTHI. Y JAETeil cTapliero
BO3pacTa M B3POCJBIX TOBBIIIEHHOE BHYTPUYEPEITHOE
JIaBJIeHWEe TIPOSIBJISIETCS TOLIHOTOM, PBOTOM, TOJIOBHOM
00JIbI0, HEBPOJIOTMYECKUM Je(PUIIUTOM, CYIOpOramu,
MOBBIIIEHHOW yTOMJIseMocThlo. [umporedanus Moxer
OBITh PE3YAbTAaTOM JIMOO OOCTPYKUMHU MyTel JUKBOPO-
TOKa, JIMOO THUIEPIPOAYKIIUM CITMHHOMO3TOBOM KMI-
KOCTU oIyxojiblo (omucaHo, yto OCC mnpoayuupyroT
6osiee 800 M JuKBOpa 3a cyTKu Tnpu Hopme 500 mui),
MO0 BHYTPUXKETYIOYKOBOTO KPOBOMBIMUSHMS C TIOCIIe-
nyouieit oocTpyKien myTeit JukBoporoka [24]. Kpome
runporiedanun y naueHToB ¢ XK MOryT mpucyTcTBOBaTh
CYZ0pPOTH, OCTPbIE BHYTPUMO3TOBbIE KPOBOMBJIUSIHUS WU
oyYaroBasi HeBpoJIOrMYecKasi CiMIToMarnka. TakxkKe CM-
MTOMBI 3aBUCST OT JIOKQJIU3AIMK OIyXOJIu. Y MallMeHTOB

¢ XK IV xenynouka MOTYT OBITh TIPU3HAKN KOMIIPECCUU
CTBOJIAa TOJIOBHOIO MO3ra, Ilape3a YeperHbIX HEPBOB.
XK II1I xenynouka MOTYT CTaTh MPUYMHOM SHIOKPUHHBIX
HapyLIEHWA: TIPEXIeBPEMEHHOI'0 IT0JIOBOIO CO3PEBAHMS,
HecaxapHOro auadera Wi IudHiedalbHbIX pACCTPOMCTB,
TAaKUX KaK HapyllleHUue TePMOPETYJISIIIUH.

Y nauueHTOB ¢ METACTaATUYECKUM ITOPaKEHUEM CITMH-
HOT0 MO3ra MOTYT ObITh OOJIM B CITMHE, a TAKKe IMTPU3HAKUA
U CUMITOMBI, CBSI3aHHBIE C YPOBHSIMM IMOPAXKEHUST CITMH -
HOIO MO3ra.

MeracraTuyeckoe pacupocTpaHeHue

PacnpocTpaHeHHOCTh METACTaTUYECKOIO MOPaKEHUSI
npu XK cocrapisier 12—45 % |7, 25]. B HenaBHO BBINOJI-
HEHHOM aHanu3e, B KoTophblii Bouu 120 mauueHToB ¢ XK
B riepuon ¢ 1978 mo 2009 r., y 88 (73 %) He ObLIO MeTa-
cTa3oB, Y 6 (5 %) oHu GbuiM oOHapykKeHbI Uy 26 (22 %)
MeTacTaTudecKuil craryc Obl1 HemsBecTeH [26]. ITo maH-
HBIM npocrieKTuBHoro uccienopanuss CPT-SIOP-2000,
y 19 % nauueHTOB ObUIO METAaCTaTUYECKOE PacIIpoCcTpa-
HeHMe Ha MOMEHT ITOCTaHOBKM ArarHo3a [5]. MeTacTtasbl
yaiie Bcero BeIsIBIsTIOTCS B cTpykTypax LIHC. CornacHo
naHHbpIM W. Zaky et al., u3 12 nmauuentoB y 3 (25 %) 6110
MeTractaTuueckoe ropaxenue: y 1 (8 %) — M3-cragus
uy?2 (17 %) — M1-cragus [27]. Pexe onucaHo meracra-
TUYECKOE PACIPOCTpAaHEHMUE IO IIYHTUPYIOIIEH cucTe-
Me B OpiourHyio nonocThb [28]. ITo mannbiM S.P. Meyers
et al., ogHo- 1 5-netHsas OB nmpu XK ¢ MeTacTaTnueckum
pacrpocTpaHeHHMEM Ha MOMEHT ITOCTAHOBKM IMarHosa
coctaBuu 55 % u 45 % coorBercTBeHHO [25]. Hanmuuue
METaCTaTUYECKOTO paclpoCTpaHeHUs SIBIIIETCS HebJ1aro-
MPUITHBIM MPOTHOCTUYecKUM (akTopom rnipu OCC [7].
OpHaKo HY B ONHOM MCCJICAOBAHMU HE aHAJIU3MPOBAIU
BJIMSIHAE METACTaTUYECKOIo IOpaXKeHUsI Ha BbDKUBac-
mocTh Tipu XK.

HeiipoBuzyamm3zanus

Metonom BeIOOpa mist Budyanuzanuu XK sBisercs
MarHUTHO-pe30oHaHcHas1 ToMorpacdust (MPT) ¢ koH-
TPACTHBIM YCUJICHUEM.

Ha nepBuunbix M P-u3obpakenusx npu XK Busyanu-
3UPYETCST:

* BHYTPMKEIIYIOIKOBOE 00beMHOE 00pa30BaHE N30~
WJIN TUTICPUHTEHCUBHOE Ha T1-B3BEIIEeHHBIX M300pake-
HUSIX;

* TUNEPUHTCHCHUBHBIM CUTHAT Ha T2-B3BEIICHHBIX
U300pakeHUSIX;

* MHTEHCUBHOE HAKOTUIEHNE KOHTPACTHOTO BEIIIECTBRA;

* HaJIMYME KaK COJIMIHOTO, TaK U KNCTO3HOTO KOMIIO-
HEHTOB OITYXOJIH;

* YBEIIMYICHUE PAa3MEPOB KEIYIOUYKOBOI CUCTEMBI,

* WHBA3Ms OMYXOJIM B IIpUJeXKaliee MO3TOBOE Bellle-
CTBO;

* TCPUBCHTPUKYJSIPHBINM, Tepu(OKaNIbHBINA (TTepu-
TYMOPO3HBII) OTeK, KOTOPHIN XOPOIIO BU3YATU3UPYETCS
B pexkuMe T2 B BuIe 30HBI TUTIEPUHTECHCUBHOTO CUTHAJIA;

* Macc-3(hEeKT ¢ AUCTOKAIINE CPeAUHHBIX CTPYKTYP
TIPH OITyXOJISIX OOJIBIITNX PAa3MEPOB;
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* YBEJIMYEHHBIN KPOBEHOCHBIN COCYI, UAYIIUIA K OITy-
XOJIM ¥ TIUTAIONIuii ero [25].

Metacrazel XK B TOJJOBHOM MO3re, KakK IIpaBUJIO,
PacIIpOCTPaHSIOTCS T10 XKETYI0YKOBOIM CUCTEME U BU3ya-
JIM3UPYIOTCS B BUIE OYAroB, HAKaIUIMBAIOIIUX KOHTPACT.
MPT Bcex oTnenoB MO3BOHOUHUKA OO OMEpalluU SIBJIsI-
eTcsl 00s13aTeIbHBIM MIJIST BBISICHEHUSI METacTaTUYeCKOTo
craryca. Takke HeoOxomuMo BeInojHeHue MPT crnimH-
HOro MoO3ra B JMHAMUKE, YIUTBHIBas BEPOSITHOCTb MPO-
rpeccur 3aboneBaHus. [lpyu wmccaegoBaHMU CIIMHHOTO
MO3ra 00s13aTeIbHO BBIMOJHEHME KaK CarMTTaJbHBIX, TaK
U aKCHAJIBHBIX Cpe30B [29].

JuddepeHIManbHbINA TMarH03 BHYTPUKETYI0YKOBBIX
00BbeMHBIX 00pa3oBaHMil y nereit BKioyaeT B cebs: XTI,
XK, 1eHTpaabHYyl0 HEHpPOLIMTOMY, aCTPOLIMTOMBI, SIEH-
JIMMOMBI, SMOPUOHAIBHBIC OITYXOJIM, METaCTa3bl, COCYIM-
CThIe MaTbMOopMalliK, TeMAaHTMOMBI, TeMaTOMBI, SITUAEP-
MOMIHYIO U KOJUIOMAHYIO KHUCTBI, HEIPOIMUTEIUaIbHbIC
U apaxHOUJaTbHBIe KUCTBI. Hanbosee yacTeie HaX0nKu Ha
MP-uzob6paxenusx mpu XK repeurciieHbl Bblllie, OMHAKO
CTOUT OTMETUTh, YTO OHU HE SIBJISIOTCS CIeHIU(UIHBIMU,
n aud@epeHIIMaIbHbII JUarHo3 MOXET ObITh 3aTpyIHU-
TeJbHBIM [25]. MP-cniekTpocKonus nMeeT JOMOTHUTEb-
Hoe 3HaueHue 111 quddepeHIanbHoi nuarnoctuku XK
n XII. A. Horska et al. uyganun MP-criekTpockonuio rmpu
OCC vy pereit. XK u XIT xapakrepn30oBaJiCh BHICOKUMU
YPOBHSIMU XOJIMHCONEPXKAIIMX COCIUHEHU M TTOJTHBIM
OTCYTCTBMEM KpeaTWHWHA U HeHPOHAIbHO-aKCOHAIBHOTO
mapkepa N-anetun acnaprara. [Ipu XK ormedeHbl bonee
BBICOKME YPOBHM XOJIMHa Io cpaBHeHUIo ¢ XI1, a Takxke
MOBBIIIEHHBIN YpOBeHb JakTaTa [30].

MP-anruorpaust Moxer 0Oojiee MOAPOOHO BHU3ya-
JIM3UPOBATh COCYIMCTOE MUTAHUE OIYXOJHU, a OOBIYHAS
aHruorpadus MOXeT MPeAoCTaBUTh LIEHHYI0 MH(bOpMa-
LIUIO 1T HEHPOXUPYPIOB MPU yAATCHUM OIyXouu [25].

Jpyrue MeToasl BU3yaIu3allliM, TaKie KaK KOMIIbIO-
tepHas Tomorpadus (KT) n MP-cnekTpockonus MOryT
OBITh TTOJIE3HBIMU, HO HE SIBJISIIOTCS 00J1ee MHMOpMaTUB-
HbIMHU 110 cpaBHeHMI0 ¢ MPT. Kak nipasuinio, XK uzo- unn
TUIIEPILIOTHBIE TIO OTHOIIIEHMIO K TTApEHXUME MO3Ta IpU
KT mHTEeHCUBHO HaKarJIMBalOT KOHTpacT, Takke Ha KT
MOXHO OOHApYKUTh O4arv HEKpo3a U KalbLUMHATHI [31].

[MosurpoHHo-a3MuccuonHass  tomorpadus  (I19T)
UrpaeT AOTMOJTHUTEIBHYIO POJIb TP HEOOXOTUMOCTHU AU -
depeHIIMaTbHON TUarHOCTUKY UCTUHHOM TTporpeccun XK
OT TIceBIOMIporpeccud rmocie gydeBoii Teparuu (JIT) [32].

Jleyenue

Xupypeuueckoe yoaaenue onyxoau

MMeHHO ¢ XUpypruyeckoro yaajJeHHUs Hadalauch
nonbiTkK JedeHus OCC, B Tom uncie XK [33]. Crpate-
rus Tepanuu XK coCTOUT M3 MaKCMMaIbHO BO3MOXKHOTO
yIoaJeHusl OMyXoJiu ¢ nocienyiomeit anbioBanTHoi [TXT
u/vnm JIT. CortacHO JaHHBIM TIPOCIIEKTUBHOIO HCCIIe-
noBanuss CPT-SIOP-2000, monHoe ynanenue (ITY) XK
ObL10 BbIIOJIHEHO B 47 % ciydaeB [9]. B. Wrede et al.
OIy0JIMKOBAJIM TaHHbIE MeTaaHalll3a, B KOTOPbIi BOILLIN
857 maumenroB ¢ OCC, u3 nux 347 (40,5 %) — ¢ XK,

15 (1,8 %) — ¢ AXII, 495 (57,7 %) — ¢ XII. ABTopnl
otMeTwIn, 4T y 80 % 60bHBIX ¢ XI1 ObLIO MPOU3BEIECHO
ITY onyxonu u Toabko y 40 % ¢ XK [34]. S. Mallick et al.
IocJjie IMPOBEACHHOIO METaaHajlu3a BBIACHWIM, YTO M3
284 nanmenTtoB ¢ XKy 97 (52,8 %) 6bL10 BbinonHeHo 1Y,
y 81 (44 %) — cyOroTanbHoe ynaieHue u'y 6 (3,2 %) —
ouoncus [35]. Onucano BeimomHeHue I[1Y XK mocie
OuoIlCUU U HeoaabloBaHTHOM xumuoTepanuu (XT) [36].

HecMmotpst Ha Bce CIIOKHOCTH, KOTOPBIE CTOSIT Iiepe.
HelipoxupypramMu npu ynaneHun XK, creneHb pes3ek-
LMK SIBJISIETCSI OCHOBHBIM ITPOTHOCTUYECKUM (PaKTOPOM.
J.E.A. Wolff et al. B cBoeM MeTaaHaIM3e TaKxKe Momuep-
KHyau BaxkHocTb ITY omyxomu, 2, 5 u 10-netHsis OB
y nauueHToB ¢ XK cocraBuna 72 %, 41 % u 35 % coor-
BeTcTBeHHO [7]. B coOcTBeHHOM cepuu HaOMIOOSHUIA
C. Bettegowda et al. y 86 % maumentoB ¢ XI1 u 71 %
o6ombHbIX ¢ XK Ob110 BhIMonHeHO ITY omyxonu. Ilgatu
n 10-netHas OB y mamumenToB ¢ XIT cocraBuna 100 %,
5-netHsst OB y 6oabHbIX ¢ XK — 71 %. OgHoO U3 BO3-
MOXHBIX IPUYMH BbICOKOI BbIKMBAEMOCTH B 3TOM CEPUU
sBJIsIeTCs1 TO, uTo 71 % manmenToB ¢ XK BoironHeHo I1Y,
TakXe aBTOPbI IOKAa3ajid, 4TO CyOTOTalbHAsI PE3eKIIMS
accoumupoBanach ¢ 10-KpaTHBIM pUCKOM MPOJOIKEHHO-
ro pocra/mporpeccun 3adoneBanus [37]. M.Z. Sun et al.
I10CJI€ BBIITOJIHEHUSI MHOTO(AaKTOPHOIO aHajIn3a BhISIBU-
mm, yto 1Y gBnsiercst He3aBUCUMBIM (DaKTOPOM, VYIIyd-
maromuM OB y manuenToB ¢ XK BHe 3aBUCMMOCTH OT
BO3pacTa, MPOBEICHHOM aIblOBAHTHOM TEpaIlMy U JIOKA-
JIM3ALMK OITyXOJIM, OJHAKO B 3TOM aHajM3e HeT JaHHBIX
0 MOJIEKYJISIPHO-TEHETUYECKUX U3MEHEHUSX [38].

TTomumo OB ITY omyxonu G1aronpusTHO BIMSET U Ha
6eccoobITuitHyto BhkBaeMocTh (BCB). Ilo maHHBIM MeTa-
aHamza B. Wrede et al., 5-nethsis BCB y mauyenros ¢ ITY
u cyorotanbHbM yaaneHneM XK cocraBuia 58 % u 21 %
cootBeTcTBeHHO [34]. R.J. Packer et al. oOHapyXuau, 4To
y 80 % O0OJbHBIX, Y KOTOPBIX BbIIOJHEHO I1Y omyxonu,
peLmauBa He ObUIO, TOrAa Kak y 8 3% malueHToB, KOTOPbIM
MPOU3BEICHO CYOTOTAIbHOE YIaJIeHK e, HAOIIONAICS IIPOI0JI-
JKEHHBII POCT OITyXOJIu. ABTOPHI cieianu BbiBom, uto [TY
XK siBsieTcst 6aronpusTHEIM (haKTopoM IporHo3sa [39].

Hoctukenue 1Y mpu MOBTOpHOI oIepanuu TakKxKe
0JIarOIPUSITHO BJIMSIET Ha IPOrHO3 KakK IIOC]IE IIPOBE-
nenns XT [36], Tak u 6e3 Hee [40]. M3 60 % nauneHTOB
¢ XK, xoropeim ITY nipu riepBoii orepaninii He BBITIOJIHM -
au, 22,6 % npoBeu IOBTOPHYIO orepalinio. JIByxieTHsis
OB y 00NBHBIX, KOTOPBIM ObLIa BBHITIOJHEHA MOBTOPHAS
orepalys, ¥ y IalKeHTOB 0e3 TakKoBoil cocTaBuia 69 %
u 30 % cootrBeTcTBeHHO [40].

B HacTOsIIMII MOMEHT B JIMTEpaType OTCYTCTBYIOT
nanHbie o ponu [TY XK y mauneHToB ¢ HaIu4ueM CUH-
npoma JInu—®paymeHu.

ITomumo pesexiium mpu XK Hepenko TpeOyeTcs IyH-
Tupylomas onepanus. P. Pencalet et al. otMeTuiu, 4to
9 nmeTeil B MX CEPUU HYXIAJIUCh B IIOCTAHOBKE ILIYHTOB
Yyepe3 HECKOJIBbKO MECSIIEB MoCe yaaJeHUs OImyxoiu [24].
C. Bettegowda et al. oTMeTHIM pa3pelieHue ruapoueda-
JINM TIOCJIEe PE3eKIIMU OTTYXOJIU Yy OOJIbIIMHCTBA MAllMEHTOB
(> 78 %); onHako 9 GOJBLHBIM ITOTPEOOBAIOCH ITOCIEOIIe-
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pallMOHHOE IIYHTHPOBAaHUE Yepe3 HECKOJIBKO MECSIIeB —
7 XI1 (23 %) u 2 XK (28 %) [37].

OcaoicHenus xupypeuseckoli onepauuu

CornacHo manHeiM G. Menon et al., Haubosee pac-
IPOCTPAHEHHBIMU  XMPYPIMUECKUMU  OCJIOXHEHUSIMU
saBisitorcss nmHeBMouedanus (40 %), odaroBblii HEBpPO-
sornueckuit necourmt (36 %), cyonypaibHble TeMaTOMBI
(32 %) n nepcuctupyoias ruapouedais, Tpedyrolas
LIYHTUPYIOLIEH omepaluu. Pexe BCTpevyaloTcsl HEpB-
HO-TICUXOJIOTMYECKHE PacCTPOMCTBA, SMWICHTUYECKUE
MPUIMAAKU, BBINAJACHUS II0JIeil 3peHus, mape3 ueper-
HO-MO3TOBBIX HEPBOB U 3aJiepKKa pa3Butus [41].

JlyyeBas Tepanus

Bomnpoc o pomm JIT B neuenun XK 10 cux mop ocra-
eTcst OTKPhITbIM. C OIHOI CTOPOHBI, €IMHUYHbBIC CTATbU
0 KJIIMHUYECKUX CIydasx ¢ 9yBCcTBUTENbHOCTHI0O XK K JIT
[24, 42, 43], coobuieHust o 6ojee BbicOKoi S-netHeir OB
nereii ¢ XK ¢ ITY, nmonyyaBmmx JIT, Takke o nmpeumyiie-
ctBe BbinoHeHus JIT y malueHToB ¢ CyOTOTaIbHbBIM yaa-
neHuem omyxonu [44, 45]. J.E.A. Wolff et al. mociie nmpoBe-
JIGHHOTO MeTaaHaja13a COOOIIMIN O TOM, UTO y feTeii ¢ [TY
n npoBeneHueM JIT 5-netHssa OB BeIe Mo cpaBHEHUIO
¢ maupeHtamu, koropbiM JIT He ipoBoauiack, 68 % u 16 %
cootBeTcTBeHHO (p = 0,035). CremyeT OTMETUTD, YTO 3TOT
3¢ deKT ObLI CTATUCTUYECKH 3HAYMMBIM TOJILKO Y OOJIbHBIX
crapiieii Bo3pactHoi rpymisl (p = 0,007) u He 0OHapyKu-
Bajicsa y mianeHues (p = 0,659) [44]. B npocrnieKTuBHOM
nccnengoBanuu CPT-SIOP-2000 JIT 6bu1a pekoMeHAOBaHA
naureHTam crapiie 3 jieT. Ee momyuymnu 15 60J1bHBIX, 16 11a-
nueHtam JIT He mpoBonunack, 2-netHsist BCB cocraBuna
90 £ 9.4 % u 21 £ 13 % coorBerctBeHHO (p = 0,003) [5].
B 2010 . A. Mazloom et al. mpoBeu 0030p JIUTEPATypPhI
U aHaJIM3 MeTOIUK obnydeHus aereit ¢ XK. ABTOpbI c000-
WM, 4to y aereti ¢ [TY u mpoBeaeHreM KpaHUOCITMHAIb-
Horo oonyyeHus (KCO) kak OB, tak 1 BCB 6b111 BhIIIIE.
IMarunernsas OBy nanmeHTOB, KOTOPHIM BhInoyHsI KCO
U KpaHUaJIbHOE OOJIy4YeHHE/O0IydeHUE JIoXKa OITyXOJIH,
cocraBuia 68,4 % u 27,5 % coorBerctBeHHO (p = 0,013),
BCB y 6oabHBIX, KOTOpBbIM TpoBoamm KCO u kpaHu-
ajbHOE 00JIydeHue/00aydYeHue joxa omyxonu, — 44,2 %
u 15,3 % cootrBerctBeHHO (p = 0,025). IIpu cpaBHeHUU
2 BO3PACTHBIX TPyl (MJaniie U ctapiie 3 JeT) CTaTUCTH-
yecky 3HauMMbIX pasnmuuuii B OB u BCB He oTrMeueHo.
Taxcke He ObIJIO CTATUCTUYECKU 3HAUMMBIX pa3inuyuii B OB
1 BCB B 3aBHCMMOCTH OT TT0J1a ¥ METACTATUYECKOTO CTaTYy-
ca [46]. UmeroTcst coobleHus o 6ojiee Bbicokoi OB maru-
eHToB ¢ XK ¢ cyOTOTaJIbHBIM yIaJleHMEM OITyXOJIM T0Cie
npoBeneHuss KCO, Ho 6e3 JaHHBIX O BO3pacTe aHAIU3UPY-
eMbIX OonbHBIX. Mennana OB y neteit 6e3 JIT cocraBuna
6 Mec, a y maneHToB ¢ nposeaeHHbIM KCO — 2 rona. Tem
He MeHee 2-nieTHss OB 6onbHbIX, monydyaBiiux JIT mocie
CyOTOTAILHOIO yHajieHUsl, ObLIa OTHOCUTEIBHO HU3KOM —
34 £ 10 % [7]. CornacHo manubiM L.K. Fitzpatrick et al.,
35 % nauuenToB, nonyyuslux JIT mocie cyoToTalbHOrO
yaaJeHus1, ObLIN KUBBl HA MOMEHT ITyOJIMKAITUY TI0 CpaB-
HeHuio ¢ 5 % GobHbIx 6e3 JIT (p = 0,004) [45].

C apyroif CTOpOHBI, UMEIOTCSI TaHHBIE O HETaTUBHBIX
HEUPOTICUXOIOTUYECKUX 3 heKTax 00IydeHsI Ha pa3Bu-
BalOIIMIiCs NeTCKUi1I MO3TL, 0 Oojiee HU3Koi OB y manm-
eHTOB ¢ cuHapomoM Jlu—®Ppaymenu [47]. JanHbie 0osee
MO3IHUX PabOT yKa3bIBalOT Ha OTCYTCTBUE IOJIOXUTE/Ib-
Horo BiausgHug JIT Ha nauueHToB Kak ¢ 1Y, Tak u ¢ cy6-
ToTajabHbIM yaaneHueM XK [26]. B ananuze D.M. Cannon
et al. y bonbHbIX ¢ XK 063 ncnonb30BaHUs aabIOBAaHTHOM
JT 5-nernsis OB cocraBuia 70 %, 4TO MOYTU MIEHTUY-
Ho 5-netHeit OB, paBHoit 68 %, o nanHeM J.E.A. Wolff
et al., y mamenToB nocie ITY ¢ nocaenyromein JIT [26,
44]. M. Bahar et al. mpu aHanuze aurepaTypsl ¢ 1990 o
2013 1. oOHapyxwiu 28 MalMeHTOB ¢ cUHApOoMOoM JIu—
®paymenn u XK. Menuana Bo3pacta 00JIbHBIX COCTaBU -
na 12 (3—98) mec. JIT nonyuywnu 11 naumeHToB, 5 U3 HUX
nociie peruauBa omyxonau. OT pelanBa Win Iporpeccum
3a0o0JieBaHusl ymepan 6 u3 11 00Jay4eHHBIX OOJBHBIX,
3 yMepiM OT BTOPMYHBIX 3JIOKAUYECTBEHHBIX HOBOOOpA-
30BaHMI U 2 ObUIM XXUBBI 0€3 COOBITUII HA MOMEHT IIpO-
BeneHus ucciaenoBanusa. M3 17 maimeHTOB, KOTOPBIM
JIT He mpoBoaunack, y 1 pa3Buiach BTOpUYHAs 3JI0Ka-
YECTBEHHAsI OMyXO0Jb (OCTPBINI MUEIOJIEHKO3), 7 yMepaun
OT MpOTpeccuu 3a00JieBaHUsI, OCTalbHbIe ObLIN JKUBBI
Ha MOMeHT uccienoBaHus. JIByxiaetHsas OB y o0myueH-
HbIX U HEOOJIyYeHHBIX MallMeHTOB cocTtaBwia 18 + 12 %
u 58 £ 12 % cootBercTBeHHO (p = 0,056) [47].

JlekapcTBeHHas Tepanus

Ilumocmamuueckas xumuomepanus

Ponp XT B neuenun XK Takke gBISETCS IMpeame-
ToMm auckyccuii. Peagkocts XK co3maeT mpoOiaeMbl Ijis
n3ydyeHus1 3¢p@GEeKTUBHOCTU pPa3IUYHBIX IIperapaToB.
B To BpeMs Kak oHM aBTOPBI MoKa3anu yaydiieHue OB,
Ipyrue — HeI0CTaTOYHYIO 3deKTuBHOCTh X1 MM TO,
YTO OHA MOXKET OBITh IOJIE3HOM TOJABKO B Cydyasx cy0-
TOoTaJabHOTO ynajneHus omyxoau [7, 39]. Kpome Toro, Ha
CEeTONHSIIIHUMI AeHb HET HU CTaHIapTHO# cxeMbl X T, HU
MEXIYHApOIHOTO IPOCIEKTUBHOTO MCCAEAOBaHUS IO
olieHKe A(MGEKTUBHOCTY M TOKCMYHOCTU Pa3IUIHBIX
KOMOMHALMNA IIUTOCTATUKOB, TMpuMeHsseMbix mpu XK
[13, 27, 48]. 3-3a OTCYTCTBUS CTaHIAPTHBIX CXEM Jieue-
Hust XK mouTtu Bce onyOJMKOBaHHBIE HA CETOMHSIIITHUI
JIeHb MeTaaHaIM3bl (POKYCUPYIOTCS TOJBKO Ha TOM, OblIa
1 XT s deKTUBHOIM, He co001Iast, KaKUe IMTOCTaTUKI
WIM KOMOMHAIIMU HCIoib3oBanuch [35, 49]. B. Wrede
et al. moka3anu, yro y mauueHToB ¢ XK, moayyaBimmx
XT, OB BbllIe BHe 3aBUCUMMOCTU OT TipoBeneHust JIT.
Taxxke aBTOpbI BeIABWIN, 4YTo OB nipu nposenenun XT
BhIIIe M Y O0JbHBIX, He ToyaydaBiux JIT, n y mauueH-
TOB C CyOTOTaJbHBIM yaajleHueM omyxonu. Kpome toro,
y eTeil ¢ cyOTOTajlbHO yIaJIeHHBIMU OITyXOJsSIMU OoJiee
Beicokast OB npu npoBenenun XT He 3aBucena ot JIT.
JAByxnetHsst OB y manueHTOB, KOTOPBIM ITPOBOAMIIACH
JIT ¢ XT cocraBuia 63 %, Tonbko XT — 45 %, TOIbKO
JT — 32 % u y 60bHbIX 0€3 aqblOBAaHTHOI Tepamuyu —
15 % [34]. B Tabaulie npeacTaBieHbl pe3yabTaThl Jeue-
Hust XK B cepusix Mcrnonab30BaHUS pa3IMYHbIX KOMOM-
HAlMHA LUTOCTATUKOB.
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Pezynvmamor I[IXT'y demeii ¢ XK
Results of CT in children with CPC

Bergeretal., IMatunernss OB — 71 %
8,2 6,4 BB SFOP 43 % 63,4 (12)
1998 [50] S5-year OS — 71 %
MemaHa BbDKMBAEMOCTH

CPM, VCR, 50 % npu

?;1909‘156:]811" 10 12 70 70 Carbo, VP-16, peLyanBe 30 (5,3) Me diaigsﬁtiv_ii?zl;{fg— 153)
CDDP 50 % at relapse
months
Tpexnernss OB — 63 %
Geyeret al., 9 18 29 14 CPM, VCR, IE, Het naHHbIX 36 (12) 3-year OS — 63%
2005 [52] VP-16, CDDP No data Tpexnernsizs BCB — 33 %
3-year EFS — 33 %
21 % c/with Msarunetnsst OB — 36 %
Wrede et al., M+, 40 % 5-year OS — 36 %
4 26,7 1 47 E E
2009 [9] 3 6, 2 (Ce A Crla nocie XT/ = Iarunernsiss BCB — 28 %
after CT S-year EFS — 28 %
Grundy CPM, MTX, 26 % npu T °;‘”Z‘:"5‘SO_B o ;,7 e
etal., 2010 15 10 2 13 VP-16, CDDP,  penunuse/ 73(5,5) v 7
[53] Carbo at relapse Ui D = 2%
= 3-year EFS — 22 %
Msarunernsss OB — 74 %
Lafay et al., ICE (2—5 um- 5-year OS — 74 %
14 1 2 14 21 12
2010 [54] 2 g KIJI0B/cycles) z 36 (12) Isrunernsas BCB — 53 %
5-year EFS — 53 %
50 % CPM,
CDDP VCR,
Carbo, VP-16, IF; Onnonetnsisi OB — 62,5 %
Kohetal., 50 % 1-year OS — 62.5 %
4 2 7
2013 [55] § 3 23 37,5 CarboThioVP-16, W 62,5 JiByxnerrsist OB — 43 %
CPM + MEL, 2-year OS — 43 %
TopoThioCarbo,
MEL
Bettegowda
Hert gaHHbIX TTaruneruss OB — 71 %

c )
etal., 2015 7 22 33 71 No data 43 % 57 S-year OS— 71 % 2
[37] @
Zaky et al Tporokox/ e Hﬂ?izzlr{g;.[S'OB&_ 96’2 ’ :

o0 P = = 0 ~

2015 [27] 12 19 25 34 Protocol “Head  peumnuse/ 58 (13) Msmneriss BCB — 38 % -
Start” at relapse -

5-year EFS — 38 % s

Matunernsas OB — 65 % ey

Siegfried S
BB SFOP, ICE S-year OS — 65 % -

) ) @

([3;;1]1" 2017 22 33 e 45,3 CarbEV il = Tsarunernss BCB — 25 % -
-~

S-year EFS — 25 %
|
Ilpumenanue. BB SFOP — yuka 1 kapbonaamun/npokap6asur, yuka 2 — 3mono3ud/yucniamut, yuka 3 — GUHKPUCMUH/UUKAOGOchamud Kaxncovlil
21-it denv, 6ceco 21 yuxa; CPM — yukaogocpamuod; VCR — eunkpucmun; Carbo — xapbonsamun; VP-16 — smonozud; CDDP — yucniamun;
IF — ughocgpamud; MTX — memompexcam; Thio — muomena; MEL — meagparan; Topo — monomexan; CarbEV, Cyc EV — kapbonaamun/yuxaopocghamuo +
amono3ud, eunkpucmut, ICE — ugocgpamuo, kapbonsamun, smono3ud. [Ipomoxon “Head Start” — undykyuonnas XT: pexucum A (yuxkavr 1-5) —
YUCHAGMUH, BUHKDUCMUH, 3MON03U0, Yukaogocghamuo, mecna; pexcum A2 (yukavl 1—5) — yucnaamuH, GUHKPUCIUH, SMONO3UO, YUKAODOCHamud, mecHa,
8b1COK0003HbLIL Memompekcam, pexcum D (yukavl 1, 3, 5) — yucnaamun, guHKpucmuH, 3monosud, yukaogocghamuo, mecHa, biICOK0003HbLI MemompeKcam,
pexcum D2 (yuxavl 2, 4) — memo3010mud, 53mono3uo, BUHKPUCIMUH, YUKAOPOCHamud, mecHa,; KoHcoauoupyruas evicokodosnas XT (BAXT) c aymonoeuunoii
mpaucnaanmauueli cmeonogvix kaemok (aymo-TCK): muomena, 3monosud, kapoonaamuH.

Note. BB SFOP — cycle 1 carboplatin/procarbazine, cycle 2 — etoposide/cisplatin, cycle 3 — vincristine/cyclophosphamide every 21 days, a total of
21 cycles; CPM — cyclophosphamide; VCR — vincristine; Carbo — carboplatin; VP- 16 — etoposide; CDDP — cisplatin, IF — ifosfamide; MTX — methotrexate;
Thio — thiotepa; MEL — melphalan; Topo — topotecan; CarbEV, CycEV — carboplatin/cyclophosphamide + etoposide, vincristine; ICE — ifosfamide, car-
boplatin, etoposide. Protocol “Head Start” — induction chemotherapy: regime A (cycles 1—5) — cisplatin, vincristine, etoposide, cyclophosphamide, mesna;
A2 regime (cycles 1—5) — cisplatin, vincristine, etoposide, cyclophosphamide, mesna, high-dose methotrexate; regime D (cycles 1, 3, 5) — cisplatin,
vincristine, etoposide, cyclophosphamide, mesna, high-dose methotrexate; regime D2 (cycles 2, 4) — temozolomide, etoposide, vincristine, cyclophosphamide,
mesna; consolidating high-dose chemotherapy with autologous stem cell transplantation: thiotepa, etoposide, carboplatin.
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B mpocmekTMBHOM MeXIyHAapOIHOM UCCAEIOBAaHUU
CPT-SIOP-2000 mocie MakKCHMaJbHO BO3MOXKHOIO
yIaJleHUsI OIyXoiu Bce mauveHThl ¢ XK menwnuch Ha
2 pykaBa paHIOMHU3ALUMU MEXAYy KapOOIJIaTUHOM WU
ukiIodochaMuioM, Ha3HauaeMbIMU BMECTE C 3TOIIO-
3UJ0OM U BUHKPUCTUHOM. Y 43 OOJIbHBIX ObLIa JOCTYITHA
nHbopMalus 0 paHHeM oTBeTe nocie 2 KypcoB XT (31 —
XK,9—-AXITu3—-XIN).Y7% (2—XKwul— XIT) 0611
3apeructpupoat noJjHbii oTBeT (I10), v 28 % (6 — XK,
4 — AXTI, 2 — XI1) — yactuyHblil otBeT n 'y 9 % (4 — XK)
HaOonanach mporpeccus 3adosaeBaHus. YToObI MCKITIO-
yuth BausiHUe JIT Ha OTBeT BO BpeMs JieUeHUsI, ObLIN
MpOaHaIM3UPOBAHbl TOJbKO IMALMEHThl MIIAfIIe 3 JIET,
KoTOophle ee He rnonydanu (n = 24, 16 — XK, 5 — AXII,
3 — XI1). B aroii rpymnme 1075 MaureHToB, AocTurimx [10
(30 %) wim nponokeHHoro ITO (42 %) mocie nepBoii
M BTOPOIi oIlepaluu, YBeJIUYWIACh [10 CPABHEHUIO C PaH-
HMM OTBETOM. 3HAUYMUTE/IbHBIX PA3IMYMI MEXIY 2 pyKaBa-
MM paHaomuzau He osuto [5]. ITsatunetnue BCB u OB
coctaBuiu 28 % 1 36 % coorBercTBeHHO [9]. B 2009 1. Haya-
JIOCh 2-€ MPOCIEKTUBHOE MEXIYHAPOIHOE MCCIIeI0BaHUE
CPT-SIOP-2009 ¢ 4 pykaBamu paHIOMU3ALIUN: CTAaHAAPT-
HBI pyKaB A — aJbTepHUPYIOLINE LIUKIIbI KapOoIiaThuH,/
KJIoochaMu BMeCTe C 3TOIO3UIOM U BUHKPUCTUHOM,
pykaB B — komMOuWHalMsl JOKCOPYOMIIMHA, LIMCIUIaTHHA,
akTMHOMMIIMHA D 1 BUHKpuUCTHHA, pyKaB C — BEICOKOI03-
HBII METOTpeKcaT, pykaB D — koMOMHa1ust TeMO30JI0MUAa
1 upuHoTekaHa. OIHAKO MCClieIoBaHNWE OBbLIO 3aKpHITO
JIOCPOYHO U3-3a HEJIOCTATOYHOIro HabOpa IalUEHTOB.
JByxnetnune OB u BCB nmnga 12 nmauuentoB ¢ XK, momy-
yaBIIUX ajbTepHupylomme kbl [IXT B pykaBe A nipu
MenuaHe HaOmoneHus 1,7 roma, cocraBmim 78 % u 35 %
COOTBETCTBEHHO. YTO OKa3ajaoCch HIXKE, YeM Yy OONbHBIX,
MOJIyYaBIIMX HE aJbTepHupylomme Uukisl X1, — 2-1eT-
nue OB u BCB coctaBuiu 76 % u 63 % COOTBETCTBEHHO.
OCHOBBIBasICh Ha 3TUX JAHHbBIX, aBTOPHI HE PEKOMEHIYIOT
UCII0Ib30BaHUE aJIbTEPHUPYIOLINX IMKJIOB KapOOoIIaTuH,/
KiIoochaMu BMECTe ¢ 3TOMO3UIOM U BUHKPUCTUHOM
s nedeHus aereit ¢ XK. OmgHako ciemnyeT OTMETUTh, YTO
B IaHHOM MCCJICNOBAHUM HE YYMThIBAJIACh MH(MOPMALIMS
o Haymunu cuHapoma Jlu—Ppaymenu [56].

Hecmotpst Ha TO, YTO y MAaLMEHTOB C CHHAPOMOM
JIn—®paymeHn oTrMmedeHbl 0Oojiee HM3KHME IOKa3aTesu
BBDKMBAEMOCTH, MMEIOTCS NaHHble 00 YCIEIIHOM IIpH-
meHenun BIAXT c¢ ayro-TCK. B cepuu HaGmogeHuMit
W. Zaky et al. uz 12 mamuenToB ¢ XK y 6 (50 %) Obuia
repMMHaIbHas MyTauus B reHe 7P53. Bce oHu monyyunn
BAXT u octaBanmuch B peMUCCUU MPU MeIMaHe HaOJo-
neHus +12 u +84 Mec OT MOMEHTa ITOCTAaHOBKY IUarHO3a
[27]. Taxxke BAXT MoxXeT MMETb CMBICI TIPU PELIMANBE
XK y 60mbHBIX ¢ cHApOMOM JIn—®Ppaymenu. O. Mosleh
et al. onmyOJIMKOBaNIM KIMHUYECKUI Caydyail YCIIeIITHOTO
nposeaeHuss BAXT (B pexume KOHIUIIMOHUPOBAHUS
oycynbdan + Trorena) ¢ ayro-TCK 6e3 JIT y rogoBanoii
neBouKky npu peunaube XK, KoTopast Obuia B peMUCCUU
Oosee 5 1eT HAa MOMEHT HallMcaHus cTaTbu [57].

VYunteiBas, uro XK sgBsieTCs arpecCUBHON U XOPOIIO
KPOBOCHA0KaeMOil OITyX0JIbl0, HEKOTOPbIE aBTOPHI IPE/I-

JIaraljoT Mocje e¢ OMONCUU IPOBOAUTH HEOAdbIOBAHT-
Hyo XT ¢ mocnenyommm yaajieHueM omnyxonu. B cepun
C. Schneider et al. u3 22 mamnueHToB 12 OOJIBHBIM ObLTa
npoBeaeHa HeoanbloBaHTHast XT B pexume ICE (mdoc-
(amun, kapooriaTuH 1 aronosua). M3 nux 10 (83,3 %)
ObL10 BhINOJaHEHO ITY omyxonu, 2 (16,7 %) netsam yaa-
JI0Ch ynanuTh 6osiee yem 95 % omyxonu. CpenHsist motepst
KpoBHU B rpyine HeoanbioBaHTHOM XT cocraBisuia 22 %
obuiero oobeMa UUPKYJIUPYIOLIEH KPOBU B OTJIUYUE OT
96 % y nauueHToB 6e3 npenoneparmonHo XT [58].

Takum o6pa3om, ecTb JaHHbIE 00 yBenmueHun OB npu
npoBeaeHUn X1, 0COOEHHO y MAallMEHTOB C CYOTOTasb-
HO yaajieHHbIMU oryxonsiMu [7, 34]. OnHako Hauboee
abdextuBHbiil pexum XT 10 cux mop He OmperesieH.
Takke He pelleHbl BOIPOCH OOIIEH IJIUTEIbHOCTU
XMMUOTEPAIIEBTUUECKOrO JICUEHMSI M KaK OHO JOJDKHO
cornacoBbiBathest ¢ JIT. M3-3a penkoctu XK cyiecTBy-
0T OrpaHMYeHMs] MX u3ydeHus. JJisg cTaHmapTU3aluu
aJIbIOBAHTHOI Tepanuyu HEOOXOAMMBI ITOIOJIHUTEIbHbIC
JaHHbIe CUCTEMHOIO aHa/li3a U IMPOCICKTUBHbIC KJIMHU-
YeCKUe UCCIICIOBAHMSI.

HoBble BO3M0:KHOCTH B TepPANHH

WzydyeHrue MOJEKYISIPHO-TEHETUYCCKUX W3MEHEHMI
npu XK mpuBeno K BBIIEICHUIO TPYIIT PUCKa, a TaKxkKe
MOSIBJICHUIO TIOTEHIIMAJbHO BO3MOXKHBIX TepareBTUYC-
CKHX METOMOB JieueHus. Kak yrmoMuHaaoch BhIIIe, ObLIO
UISHTUMDUIIMPOBAHO MHOXKECTBO ITOTEHIIMATbHBIX MUIIIES-
Heit, Bkmouas SHH, Notch, PDGFR, PI3K/mTOR.
Y. Tong et al. mpeANOAOXKUIN, YTO UHTUOUTOPHI (pocda-
tuauanHo3uToN 3-kuHasbl (PI3K), monasnsiemsie PTEN,
a Takxke mMTOR-MHrUOMTOPBI MOTYT OBITh UCITOJIb30BaHbBI
B 1eueHun XK. Kpome Toro, aBTopbl naeHTU(MUIIUPOBA-
JI1 3 OHKOTeHa, KOTOphIe KOOPAMHUPYIOT KOHTPOJIb Hal
snureHoM u penapanueit JHK npu XK, u nmokazanmu,
yTto KieTku XK in vitro 6bn uyBcTBUTENbHBI K ATR-1H-
ruouTopam (mHrnourTopsl nmytu penapanuu JHK), urto
yKa3bIBaeT Ha BO3MOXHBIN TeparieBTUUECKUI TTOTEHITMAT
npu XK [19].

PDGFR yuactByeT B maroreHeze XK 1 MoxXeT OBITb
MUIIEHBIO MJIS MCIIOJIb30BAaHUSI MHTUOUTOPOB TUPO-
3MHKWHA3bl, TaKMX KaK MMaTWUHUO WM Na3aTUHUO.
B 3apyOexxHoOl uTepaType UMEETCSI OMBIT PUMEHEHUS
MMaTUHUOA ¢ MaJUIMAaTUBHON 1IeJIbI0 y 2-JIETHEW Malu-
eHTK ¢ PDGFRo-nmonoxurenpHoin XK npu 2-m peun-
IWBE IMOcJe 2 yaajaeHuit omyxonu, anbioBanTHoi XT, JIT
u BAXT c ayro-TCK [59].

Kak yxe rosopusoch Bbime, A. Cornelius et al.
B 2017 1. onmucanu KJIMHUYECKU ClTydail yCIIeITHOTo Mpu-
MEHEHUs TapreTHOI Tepanru y MalUeHTKU ¢ PEIUANBOM
1 pedpakTepHbBIM TEYEHHEM KO BCEM CYIIECTBYIOIIUM
MPOTUBOPEIIUANBHBIM  KOMOMHALIMSIM ~ KJIACCUYECKOI
XT XK npu cunapome JIn—Ppaymenn. Y pebeHka Oblia
oOHapykeHa TepMHMHajbHasg MyTaluss B reHe 7TP53,
runiepakcnpecusi PDGFRf, comatuueckasi MucceHc-my-
tauusd B reHe IDH2"'C runepskcnpecun reHoB HDAC3,
HDACS n FGF2 v BoBnieuenne mTOR-nytu. Ha ocHoBa-
HUU 3TUX JTaHHBIX NAIIMEHTKA B TeUeHue 3 JIeT moJrydyasa
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KoMOMHaLMo 13 cuponumyca (muieHb mTOR), Tanuno-
muaa (muiienb FGF2), cynutnnu6a (muniens PDGFR)
n BopuHocrtara (MumeHb HDAC) n Obuta B pemuccun
nocnie 1 roga 3aBeplleHUsT JIeYeHUs] Ha MOMEHT ITyOJiKa-
1y ctateu [60].

M. McEvoy et al. coobmuim o ciaydyae YCITeIITHOTO
sneuenust aeBouykn ¢ XK n cunapomom JIu—®paymenu.
IMocne nposenenus ctangaptHoii Tepanuu (ITY omyxonu
u 6 anprepHupylomux nukioB CarbEV/CycEV) uepe3
1 rom ObUT OOHapYKeH JIOKAJbHBINA PELUAWB OIYXOJIU.
IMocne BeimonHenus 1Y onyxonu, 3 LUKIIOB MPOTUBOPE-
HUAUBHON MHAYKIMOHHON XT M JTIOKaJbHOM IMTPOTOHHOM
Teparuy Ha OCHOBAaHUHU MOPGOIPOTEOMHBIX JAHHBIX —
askcrnpeccun EGFR, IGF-1R, ERK, mTOR, AKT B koH-
TeKCTe TepMUHaJbHOI MyTanuu 1TP53 w mpoBocmanv-
TEJILHOTO MUKPOOKPYXEHUSI ¢ TMpPU3HAKAMHU TUIIOKCUU
(IOI'-2, HIF-1la) mamueHTKa Hadvajia IpueM MeTdhop-
MHMHa, CHMBacTaTMHAa M MeEJAaTOHMHA OIHOBPEMEHHO
¢ 2 uukiamMu KoHconuaupytouieit XT. Ha MomeHT rmy0iu-
KAl CTaThU JeBOYKa ObLa >KrBa 0e3 coobITuit — 40 Mec
OT MOMEHTA OKOHYaHMs JieueHus [61].

3akioJeHue

XK — 2T0 penkast arpeccuBHasl 3JI0KauyeCTBEHHas
OI'M, Bo3HMKaloOIIasi B OCHOBHOM Y aeteil. HecmoTpst Ha
yIIydlIeHUEe TOHMMaHUs OMOJIOTMYECKOM Y TeHETUYeCKO

npupoasl XK, mo-npexxHeMy CyIIeCTBYIOT MHOTOYMCJICH -
HbIE BOIIPOCHI 00 ONTUMAJIBHOM cTpaTeruu jgedyeHus. [1Y
OITyXOJIM 3HaYuTeNbHO yiaydiaer OB, XoTs MoxXeT yBe-
JIMYUTH PUCK CMEPTHOCTH, CBSI3aHHOM ¢ XUPYPrUIeCKUM
BMelaTebcTBOM. Poiib agbloBaHTHOI Tepanuu rpu XK
TaKXXe OCTaeTCsl HECKOJbKO HESCHOM, HO Bce OOJbIle
(hakTOB CBUIETENBLCTBYIOT O TOM, YTO MHTEHCUBHYIO XT
6e3 JIT cienyer HazHavYaTh MaJeHBKUM JETSIM, OCOOEH-
HO ¢ cuHapomoM JIn—®paymenn. OcraroTcs BOIPOCHI
OTHOCUTEJIbHO KOHKPETHOI M03bl 00JIy4eHHsI, KOMOMHA-
LIUY XMMUOTEpareBTUYECKUX TIPErapaToB U KaK UMEHHO
couetatb XT m JIT. [IpoBeneHue MeTaaHAIM30B PETPO-
CIIEKTUBHBIX JAaHHBIX, a TaKXKe JAHHBIX O MOJIEKYJISIp-
HO-TeHETUYECKUX M3MEHEHUSX IPU JAaHHOM BHUIE OITy-
XOJIeli HeOOXOIMMO MJIsI TIOHUMAaHUs TOTO, KaK M KaKue
BUIBI Tepaluy BIUSIOT Ha BBDKUBAEMOCTb M KayeCTBO
K13HU. HeoO0XoauMbl HOBBIE Y MEHEe TOKCUYHBIE METO/IbI
JIEYEHMSI, OCOOCHHO ISl MaJICHBKUX JETeil ¢ MeTacTaTh-
YeCKUMU WU/WIM CYOTOTaJbHO yIaJeHHBIMU OIYXOJSIMHU.
W3zyyenue 6uosornn XK BBIIBUIO MOJIEKYJISIPHO-TEHE-
TUYECKME HAPYLIEHUS B 9TOU PEIKOU OIMYXOJIM KaK BEPO-
SITHBIC TIPEAUKTOPHI U MMOTEHIINAIbHBIC TePaIleBTUICCKIE
muiieHu. CTOUT 3agavya BO BCECTOPOHHEH OLIEHKE BCEX
9TUX NaHHBIX JUISI COCTaBACHUS KIMHUYECKUX HMCIThITa-
HUIA, COUYETAIOIINX B ce0e TPaAUIIMOHHbIC BUIBI JICUCHUS
C MOJIEKYJISIPHO-OPUEHTUPOBAHHOM HOBOM Tepamnuei.
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VBaxkaemble KOJUIETH, IOSIBHJIACh BO3MOXKHOCTH
opopmuts IJIATHYIO mnoanucky Ha «Poccuiickmit
XKypHaJl AeTCKOI reMarojoruu u oHkojgorum» (P2KJ1I10)
JIJIST CTpaH OmskHero 3apyoexns u CHI'!

Bbl MokeTe BOCIOJB30BaThCSI JIHOOBIM  YIOOHBIM
pecypcoM st OHAalH-0(OPMIICHMS TaHHOM YCITyTH:

* www.pressa-rf.ru — oUIIMaIbHbBIN CANT O0BEANHEH-
Horo katayiora «IIpecca Poccun»;

* www.press-med.ru — WHTEpHEeT-MarasuH MeIULUH-
CKUX KHUT ¥ MPOheCcCUOHATBHON MEePUOANKHU [UISI Bpayeil;

* https://www.akc.ru — areHTCTBO MO pacHpoCTpaHe-
HUIO 3apyO0eXXHbIX U3JaHUM.

Wnu npuiitu B no6oe otaeneHue I[loutel Poccun
1 oopMuUTh MoAnucky mo katainory «[Ipecca Poccum».
Wnnexc nzmanusa — 93505.
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fenamobGunuapHad cyuimurpadus B npegonepayuoHHoil
oueHKe PYHKUUU NAAHUpPYEeMoro ocmamsa neyeHu
(0630p numepamypbl U co6cmBEeHHbIE NpUMepbl)

IO.H. JIukaps, /I.T. Axananse, A.I'. Pymsanues
OIBY «<HMHUI] JITOH um. Jimumpus Poeauesa» Munzopasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1

Konmaxmnmuuvie dannvie: [Opuii Huxonaesuu Jluxapey Yury. Likar@fccho-moscow.ru

Pesexuyus neweHu ocmaemcs 8ajiCHeUUWUM SMANOM KOMOUHUPOBAHHORO NeHeHUs NAUUEHMO8 ¢ ONYXOAbl0 NeYeHu, HO OHa maum 6 cebe
PUCK pazeumus nocmpe3eKyuorHoll neueHouHoti nedocmamournocmu (I1ITH). Puck pazeumus ITITH 3a6ucum om kauecmeéa (¢pynxyuu)
u Koauuecmea (00sema) naanupyemoeo ocmamia newenu. [losmomy ecem nayuenmam, KOmopwviM NAGHUPYEMCcs 00UUPHAS pe3eKuyus ne-
YeHu, HeoOX00UMO GbINOAHAMb NPEOONEPAUUOHHYIO OUEHKY QYHKUUU NAAHUPYeMO20 OcmamKa newenu. lenamobuauapnas cyunmuepagus
¢ " Te-mebrofenin éce wauje ucnoabzyemces 045 KOAUMECMEEHHOU OUeHKU (QYHKYUU RAGHUPYEMO20 OCIMAMKA neveHu neped 00uUupHbIMU
De3eKUUAMU neveHu.

Karoueevie caosa: nocmpesekyuoOHHAs NeYEHOUHAs HeJOCMAmOYHOCMb, eenamobuiuapias cyunmuepagus, *"Te-mebrofenin
(*"1e-bpomesuda®), ODIKT/KT, pynkuus naanupyemozo ocmamka neveHu

Jas yumuposanus: Jluxape F0.H., Axanaoze JI.I., Pymanuee A.I. lenamobuiuapnas cyunmuepagus 6 npedonepauuoHHol oueHKe
GYHKYUU nAGHUPYEMO20 OcCmamKka neveru (0030p aumepamypul u cobcmeentsie npumepst). Poccuiickuii acyprnan demckoii eemamonoeuu
u onkonoeuu 2020;7(1):62—9.

Hepatobiliary scintigraphy in the preoperative assessment of the future remnant liver function
(literature review and own examples)

Yu.N. Likar, D.G. Akhaladze, A.G. Rumyantsev

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

Liver resection remains one of the most important option in combined treatment for liver tumors; however, it harbors the risk of developing
posthepatectomy liver failure. The principal risk is associated with the quality and quantity of the future remnant liver. Therefore, preoperative
assessment of the future remnant liver is essential in patients scheduled for major hepatectomy. Technetium-*""-mebrofenin hepatobiliary
scintigraphy is increasingly applied for the quantitative assessment of liver function before major liver resection.

Key words: posthepatectomy liver failure, hepatobiliary scintigraphy, *"Te-mebrofenin, SPEC/CT, future remnant liver function
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Beenenue

IlepBUuHBI pak MeyeHU SBASETCS 7-M MO 4YacToTe
OIYXOJIbI0 B CTPYKTYype OHKOJIOTUYECKUX 3a00JI€BaHUA
u 4-i1 Haubosiee pacrpocTpaHEHHOUN MPUIMHON CMEpPTH
OT paka. YpoBeHb 3a00JI€BA€MOCTU MEPBUYHBIMU 3J10-
KAYECTBEHHBIMU OIYXOJIIMU TEYEHU PACTET BO MHOTMX
CTpaHaX U, COMIACHO MPOTHO3aM, MPOAOIKUT PacTU
B cienytoieM aecsatwietun [1, 2]. JIByMsI OCHOBHBIMU
TUCTOJIOTUYECKUMM TUIIAMU TEPBUYHOIO paka IMeye-
HU SIBISIOTCS TemarouenoisapHas KapuuHoMma (LK)
u xonaHruokapurHoma (XK). Ha gomo 'K mpuxo-
JIUTCSL 0KOJIO 75 % Bcex ciydaeB OMyXoJjei TieueHu, B TO
Bpemst Kak XK cocrasnsior npumepHo 12—15 %. UnHaue
OOCTOUT JEJI0 C OIYXOJISIMU MeYeHu y neteid. [lepBruuHbie
3JI0KAYECTBEHHBIE OIYXOJU TMEYEHU B MeAUaTpU4ecKOu
MONYJISIIMU PeIKM M COCTaBJISIIOT He Gojee 2 % cpeaun
3JI0KAYECTBEHHBIX HOBOOOPA30BaHUIi, BCTPEYAIOLIMXCS
y aeteit muague 15 ner [3].

Pesexuiuss Wiy TpaHCIUIAHTALMSI MEYEHU OCTAIOTCS
OCHOBHBIMU, a B psANIe CIy4aeB €AUHCTBEHHBIMU METO-
JTaMU JIEYEHUS Y NAlMEHTOB C MEPBUYHBIM OIYyXOJIEBbIM
rnopaxeHnuem nedyeHu. CyiecTByeT 00IbIII0e KOTUIeCTBO
(akTOpOB pUCKA MPU BHIINOJTHEHUM DPE3EKIUN TMEYECHH,
BKJTIOYAIOIIMX: MOCTPE3EKIMOHHYIO MEYEHOYHYIO HENO-
cratouHocTh (ITTTH), Oonbliryio WHTpaorepaluoHHYIO
KPOBOTIOTEPIO, MYKCKOW IOJ, BO3pacT cTapiie 65 Jer,
HEeOJaronpusTHbIA HYTPUTUBHBIA CTaTyc TAllMEHTA,
Hanmuuue audady3HbIX 3a00J€BaHUI MeYeHU, a TaKxkKe
TOKCUYECKOe BO3nelicTBre xumuomnpenaparoB [4]. Cre-
JIyeT OTMETUTD, YTO BO B3POCION MOMYJISALIMA NALIUEHTOB
CMEpPTHOCTb OT MPOBEACHUS PACIIMPEHHBIX TeMaTIKTO-
MUt MoxeT gocTurath 30 %, u B OOJNIBIIMHCTBE CIydacB
OHA BbI3BaHA Pa3BUTUEM MOCJIEONEPALTMOHHON MeYeHOY-
HOl HemoctaToyHocTu [5]. IleyeHOYHast HemocTaToy-
HOCTb SIBJISIETCS OJHUM U3 Hanbosiee rPO3HbIX OCIOXHE-
HUIl 1 OCHOBHOW MPUYMHOU CMEPTU MOCJEe OOUIMPHONA
pe3eKIUU MEeYEeHU U Pa3BUBAETCS U3-3a HEIOCTAaTOYHOM
(byHKIIMY rITaHUPYEeMOTOo OcTaTKa reveHH [4, 6]. Pazsutue
[IITH 3aBUCHUT HE TOJBKO OT BOJTIOMETPUYECKUX XapaKTe-
PUCTUK KYJBTU MEYEHU, HO U OT €€ (PYHKIIMOHAIBHOTO
pe3epBa, KOTOPBI HAMPSIMYIO CBS3aH C HATUYUEM TaKUX
nrbby3HBIX MOPAXEHUI MEeYeHU KakK CTeaTo3, LUppo3,
XOJIECTa3, BEHOOKKIIIO3UOHHAs 00JIE3Hb NTEYEHU U MTPOBe-
IIeHUs HeoambloBaHTHOI xuMuoTepanuu [7—9]. Yactora

pPa3BUTUSI CUHAPOMA TEYEHOYHON HEJO0CTaTOYHOCTH
U JIETAJIbHOTO MCXOJa MOC/e OOIIMPHBIX PE3EKIIUN Meve-
HU MOXET OBbITb CHUXKEHA MTPU YCIIOBUM TOYHOU Mpeaore-
PALIMOHHON OLEHKU (YHKIIMU T[UIAHUPYEMOIO OCTaTKa
neuenu [10, 11].

MarepuaJjibl U METObBI

st otieHKY (DyHKIIMU TI€YeHU B KIIMHUYECKOM MpaK-
TUKE UCIOJB3YIOTCI PAa3IUYHbIe METOAbI. BOJBIIMHCTBO
U3 WCTIONB3YEMBIX TECTOB SIBJISIIOTCSI HETIPSIMBIMUA M HE
MOTYT JIOCTOBEPHO OXapaKTepu30BaTh OOIIyI0 (yHKITUIO
MeyeHu, BKIoYas (YHKIMIO TJIAaHUPYEeMOTO OCTaTKa
neyeHn. Haubosee pacmpocTpaHeHHBIE METObI/TECThI
JUIST OLIEHKW (DYHKIIMU TIEUEHW TPUBEJICHBI B TaOJUIIe
¥ BKJIIOYAIOT: PsI JIAOOPATOPHBIX TECTOB (OMpeneeHue
OunupyOuHa, aapOyMHUHA, TPOTPOMOMHOBOTO BpPEMEHU
u ap.), paznuuHble kiauHudeckue 1mkanel (Child-Pugh-
Turcotte, Model for End-Stage Liver Disease scoring system
(MELD), Pediatric End-stage Liver Disease (PELD)),
ompejenieHne 00beMa IUIAHUPYEMOTO OCTAaTKa MapeHXU-
MBI TIEUEHU C TIOMOIIbIO KOMITBIOTEPHOI ToMorpadum
(KT-BontoMeTpusi), KOJUYECTBEHHbIE METOJbI OLIEH-
K1 0€3 M C WCIOJIb30BaHUEM pPaanrou3oTornon [12—15].
B nHacTosiem o630pe Mbl 6osiee MOAPOOHO OCTAHOBUMCS
Ha POJIM KOJIMYECTBEHHBIX METOJ0B, a UMEHHO Teraro-
owmapnoii ciiuarturpadun (FBC) B olienke dbyHKIMM
TJIAHUPYEMOTO OCTAaTKa MEeYeHM Y B3POCIIBIX U TIPOJEMOH -
CTpUpPYEM BO3MOXHOCTb WCITOJIb30BAaHUSI JTaHHOM METO-
UKW Y IETECH.

OO1IenpUHATBIE W IIMPOKO WCIOJIb3yeMble Jiabo-
paTOpHBIE TECTHI SIBJISIIOTCS HETPSIMBIMU U TTO3BOJISTIOT
CYyINTh 00 OMHOW M3 (DYHKIIMIT TIEUeHU WU SIBIISIIOTCS
MapKepoM TIOBPEXACHUsI KJIETOK TmeueHu. Kaxmbrit
OTJIEJIBHO B3SITHIM TECT HE CMIOCOOEH OLIEHUTH (hYHKITUIO
MEeYeHU B 1IeJIOM, KaK U BBITIOJTHUTH OLIEHKY (DyHKIIUU
B OTZIEJIbBHOM CETMEHTE MEeUYEHU.

Hcnonp3yemble KIMHUYECKHWE IIKAJIbl MOTYT OBITh
TOJTHOCTHIO OCHOBAHBI Ha JIAOOPATOPHBIX HAXOAKAX WU
Ha KOMOWHAIMU JTaOOPaTOPHBIX TECTOB U KIMHUYECKUX
CUMNTOMOB. B Hacrosiiiiee BpeMsi OIHOW U3 Haubosee
WU3BECTHBIX U IIMPOKO MCHOJb3YyeMbIX KA Y B3POCIBIX
apasiercs MELD ¢ moaudukauuei st MCIoab30Ba-
Hus y aeteit. bamael mig mkanet MELD cuuTtaioTcs Ha
OCHOBE 3HaYeHWUi oO0mero OwinpyouHa, KpeaTUHUHA
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OcHnogHble Memoabt/mecmbt OUEeHKU d)ynxuuu neveHu, npumensemole 6 KAUHUYECKOll npakmuke

Conventional tests/methods reflecting liver function in clinical use

MELD — st B3pocibix

Tecrc AMUWHOIIUPUHOM U

CuHreTnyeckas MukpocoManbHast
AnvOymun (1) MELD scores — for adults METaleTHHOM, MedeHbIMK *C (IJ
HKIMST HKUWA
Albumin s thy i functi PELD — nna nereit Aminopyrine or methacetin Wi Y I functi
nthetic function icrosomal function
4 PELD scores — for children (labeled with °C) breath test
Cuumnrurpadus ¢ " Te-GSA
CuHTeTnYecKast DyHKIIMOHATbHASI
S yHKLUMA Child-Pugh-Turcotte (B 6ayuiax) (galaCtOZﬁ&l;Iiﬁ?n SEIUM - yracca TernaTouuTOB
Coagulation tests ) . Knacc A — 5—6 6annos T . Functional
Synthetic function Class A — 5—6 points epa o;’)); t}ez ;’;f ;,i _Sgg Atgrap Y hepatocytes mass

Knacc B — 7—9 6amios

AcrmaprataMruHOTpaHchepasa
’ IoBpexaeHue rena-

aTaHMHaMUHOTpaHchepasa, TOLIUTOB/HEKPO3

Class B — 7—9 points
Knacc C — 10—15 6amioB

[NeyeHouHas rep-

CuuHTHUrpadus
- 7 Gby3us1, BbIBeACHME

¢ ®"Tc-mebrofenin

JIAKTATIeTNIPOreHa3a Hepatocyte injury/ Class C — 10— 15 points Hepatobiliary scintigraphy with AHHOHOB |
necrosis 9 T - mebrofenin Hepatic perfusion,
AST, ALT, LDH anion excretion
HaxkorieHue, KT-BomoMeTpusi: pe3eKius ne4eHu
Bunupy6uH (061mif) CBSI3bIBAHNE, BBIBE- MOXKET ObITh O€301TacHOM,
nieHue ecau (DYHKIUS TIIAHUPYEMOTO OCTa-

Bilirubin (total) Uptake, conjugation,

excretion

TOYHOTO 0ObeMa:
> 25 % nipu HOPMATBHOI

TleyeHouHas nep-

i MapeHxXuMe NMeYeHu Kimpenc-TecT Kpacuresist
Ilenounas GocdaTaza O6eTpyKist Kemd p P P (y3us, BeIBEIEHME
HBIX TyTeit > 40 % npy HaTMYUN MHIOLMAaHUHA 3€JIEHOTO ANIOHOB
Alkaline phosphatase 9 ; it 3HBIX 3200JIEBaHM I indocyanine green clearance . .
24050 Biliary obstruction maboby ( ¥ g Hepatic perfusion,

CT volumetry: liver resection can be
safely performed when remnant liver
volume is larger than:
> 25 % with normal liver parenchyma
> 40 % in the presence of diffuse
diseases

Xonecras, anko-

raMMa-I‘JIyTaMI/IJ'ITpaHCHCHTI/II[aSa roJTbHAsI MHTOKCH -

Gamma-glutamyltranspeptidase Kanus
(GGT) Cholestasis, alcohol
abuse

et (L) anion excretion

n INR. HaubGonbiee pacnpoctpaneHue mkaisi MELD
n PELD monyyunnm y maiyeHTOB ¢ TepMUHAJIBHOM CTa-
nueit 00Je3HU TeYeHU, OXUAAIOUINX TPaHCIUTAaHTALIMIO.
IIpu TOM HEOOXOAMMO OTMETUTh, YTO OTU LIKAJIbl HE
CMOCOOHBI MPOTHO3MPOBATh Pa3BUTHE OCIOXKHEHUI WIN
CMEpPTHU TI0CJIe TUTAaHOBOM pe3ekuuu nedeHu [12, 16].
Eme onHa mmpoxo mucnonbdyeMasa mkana Child-Pugh-
Turcotte BKJIOYAeT pe3yabTaThbl OOILIEro OuINpyOMHA
I1a3Mbl KpOBM, aJbOyMHMHA, MPOTPOMOMHOBOE BpeMs
BMECTe C HaJUYMEeM WJIM OTCYTCTBMEM SHIedalonaTuu
n acuuta. Illkama Child-Pugh-Turcotte nmoapasnensiet
maureHToB Ha 3 rpynnsl (A, B, C) B 3aBUCHUMOCTU OT
HapacTaHus IUCHYHKUIMY NedyeHU. Takoe nejneHne ume-
eT 00JIbIIOe 3HAYEHME MPU HEOOXOAMMOCTHU CEJIEKLIUU
nanueHToB ¢ 'K v mupposom 11s1 mpoBeaeHUS pe3eK-
LIMY TIeYSHU WU TPaHCIUIaHTalMM. Tak, OOJIBIIMHCTBO
namueHToB Child B u C paccmarpuBaloTcs B KauecTBe
KaHAMOAATOB Ha TPaHCIUIAHTAIlMIO, B TO BpeMs Kak
Child A MoryT rmiaHupOBaTbCsI K YACTUYHOMN pPe3eKINU.
K coxanenuto, ucnonw3doBanue Child-Pugh-Turcotte
TakKe He T03BOJISIET TIpeAcKasaTh PHMCK pa3BUTHUS
[IITH [15].

KT-BomomeTpust Oblla M OCTaeTCsl CTAaHAAPTHBIM
METOIOM OLIEHKH OCTaTOYHOT'0 00beMa IMeUeHU, 10 Pe3yJIb-
TaTaM KOTOPOTO OIPEACIISIIOT BO3MOXHOCTb 0€30I1aCHOTO
BBITIOJTHEHUST pe3eKuu TieueHu 0e3 pasputus [1TTH.
Crnenyer oTMeTUTb, 4TO ompenensiembiii ipu KT-BoJio-
METPUM OCTAaTOYHBIM OOBEM TMEUYEHU SIBISETCS TaKxkKe

HETPSIMBIM ITapaMeTPOM, TaK KaK He OTPaKaeT UCTUHHYIO
(GYHKILIMIO MEeYeHM, KOTOpasi MOXET ObITh CYLIECTBEHHO
M3MEHEHa y MallMeHTOB C pa3IMYHbIMU AUDGY3HBIMU
nopaxkeHussMu. Kak ObL10 oKazaHo paHee, Oe3omacHast
pe3eKLMsI TIeYeHU MOXET ObITh BBIMIOJHEHA IIPU YCJIOBUU,
YTO OCTATOYHBIN 00BbeM TeyeHU 1o gaHHbIM KT-BoJo-
MeTpuu npesbiiaet 25—30 % y nalueHToB ¢ UHTaKTHOM
napeHxumoit rmedeHu u 40 % it GOJIBHBIX C HAJTUYUEM
I by3HOro mopaxkeHus meyeHu (IMppo3, CTeaTos U Ip.)
[17—19]. DT 0obCTOATENBCTBA AMKTYIOT HEOOXOTUMOCTD
MCIIOJIb30BaTh JOIOJHUTEbHbIE METOAMKM, I03BOJISI-
[OILIME BBIIOJHATh KOJMYECTBEHHYIO OLEHKY (DyHKIIMU
TUTAHUPYEMOTO ocTaTKa neyeHu [20—22].
KonnuecTBeHHbIE METOABI OLIEHKU (DYHKIIMU TIEUSHU
OTpaxkaloT IIPOLIECChl BBbIBEIECHUSI CyOCTpaTa/BelllecTBa
MPEeNMYILIEeCTBEHHO U N30MpaTesibHO nevyeHblo. [Tomo6-
HblE TECTBI 00J1a1aI0T OOJIBIIEN TOYHOCTBLIO U JOCTATOY-
HO IIMPOKO MCIOJB3YIOTCS. KoJNMYeCcTBEHHbIE METOIbI
OLEHKM (YHKLUMM I€YeHM MOXHO pas3lIeuTh KakK Ha
METO/IbI 0€3 UCIT0Ib30BaHUSI PAIMOU30TOIIOB, TAK U METO-
JIbI C TIPUMEHEHUEM PaTron30TOI0B. K3 601bI1I0ro yncia
HEU30TOMHBIX KOJIMYECTBEHHBIX TECTOB HanboJIee IINPO-
Ko ucrnojb3yercss knaupeHc-tect ICG [23]. Tlocne BHY-
TpuBeHHOTO BBeneHus B 103e 0,5 mui/kr ICG paBHOMEpHO
pacripeaenseTcs B COCyIUCTOM pyciie B TeUeHre 2—3 MUH,
Jajee 9KCKPETUPYETCs MeYeHblo 0e3 BHYTPUITEYEHOUHOM
koHbroranuu. BeiBenenve ICG 3aBUCUT OT MTEYEHOYHOTO
KPOBOTOKA, HAKOIUIEHUSI B KJIETKAX U 9KCKPELUU B XKeJI-
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YeBBIBOASIIME TyTU. [lociae BHYTpMBEHHOIO BBEICHUS
koHueHTpauus ICG B mia3zme KpoBU CHUXKAETCST IKCMO-
HEHIIMAJIbHO B TeueHre 20 MUH 1 K 3TOMY BpeMEHHU 0KOJIO
97 % xpacuteiisg B HopMme skckpetupyercs. Kimupenc ICG
MOXXHO OIpPEIesITh C ITOMOIIBIO CIIEKTPODOTOMETPUN
B oOpasiuax IUla3Mbl KPOBU WIM IIyTeM HWMITYJIbCHOM
JIEHCUTOMETPUU C WCIIOJIb30BAaHUEM KOXHOTO JaTyuKa.
CrnenmyeT TIOMHUTh, YTO HaJW4YMe BHYTPUIICYCHOUYHBIX
IIYHTOB, BBICOKAs] KOHIICHTPALIWS OMJIMpYyOMHA W HaJIU-
ype OOCTPYKIIMM XKETICBBIBOMSINNX ITyTe BIMSIOT Ha
kmupeHc ICG wu, Kak cieacTtBue, Ha JOCTOBEPHOCTb
pesynbrarta. OMHaKO OCHOBHBIM JTUMUTUPYIOIINM (haKTO-
POM JTaHHOT'O METO/A SIBJIIETCSI OTCYTCTBUE BO3MOXKHOCTU
BBITIOJTHSITh OLICHKY (DYHKIIMA B OTHEJBHBIX CerMeHTax
IIeYeHU, BO3MOXKHA OIIEHKA TOJBKO OOIel (GyHKIIUHN
MEeYeHU.

KoamyecTBeHHBIE METOIBI OLICHKN (DYHKIIWU TTEUYCHU
C MHCIIOJIb30BaHMEM PAIMOU30TOIIOB BKJIIOYAIOT IbIXa-
TeJTbHBIE TECTHI U CHUHTUTpAbUIO MeueHn. JIbIxaTeTbHbIe
TECTHl C WCMOJIb30BAHMEM aMHWHOIIMPUHA WM MeTalle-
THHA, Me4eHBIX C, peaKo MPUMEHSIOT B KIMHUYECKON
MMpaKTHUKE U TaKXKe, KaK 1 B cirydae ¢ ICG, oHM He T03BO-
JISIIOT OLEHUTh (DYHKIIMIO B ONpENeSeHHbIX CEerMEHTax
Me4YeHu, a 1aloT MOHUMaHUe O (PYHKIIMOHAIIBHOM COCTO-
SIHUY TICYCHU B 1IEJIOM U ITO3TOMY HE MOTYT KOHKYpPHPO-
BaTh CO CHMHTUTpadUEIA.

B Hacrosimiee Bpems I OIEHKM (DYHKIIMU TIede-
HU, BKJIIOYasl OLEHKY (DYHKIIMU TJIAaHUPYEeMOTO OCTaTKa
IIeYeHU, C MMOMOIIbIO CUMHTUTPA®UU IIHPOKO UCIIOJb-
3ytor 2 paguodapmrpenapara (P®IT): *"Tc-GSA n
PmTe-Iminodiacetic Acid (*"Tc-1DA, mebrofenin). SIsns-
SICh CMHTETUYECKUM aHaJIOTOM acHaJOTIMKOIIPOTeHHA,
PmTe-GSA MCIONB3YIOT IS BU3YAJIM3allMUd U KOJUYE-
CTBEHHOM OILICHKM CBSI3BIBAHUSA C aCHAJIOTJIMKOIIPOTE-
WHOBBIMM PELIENTOPaMM Ha IOBEPXHOCTU TIeraTOLMTOB
[13]. AcuanornMkonmpoTerMHOBbIE PELENTOPbl 3KCIpec-
CHUPYIOTCS TOJBKO Ha TemaToIMTaX MJICKOITUTAIOIINX
U criel(UYHBI 1J151 aCUAJIOTJIMKOTIPOTEMHOB (00pa3yroT-
CsI TIyTeM OTIIETUICHUSI CUAJIOBBIX KMCIOT OT SHIOTCHHBIX
IJIMKOMPOTEUHOB MOJ BO3IEHCTBUEM (DEPMEHTOB Heil-
paMuHUAA3bl/cuanuaasbl) [24]. AcManorIMKOMPOTEUHBI
CBSI3BIBAIOTCSl C aCHAJIOIIMKOIPOTEMHOBBIMU PELIECTITO-
paMM Ha CUHYCOMAQJIBbHOW TMOBEPXHOCTH TeTaTOLIMTOB,
Jajee perenTop-oIoCcpeIOBaHHBIM SHIOIIUTO30M TIepe-
HOCSITCS B JIU30COMBI, IJIe Y IPOMCXOAMUT UX AeTpaaaiys.
JlocToBepHOE CHIKCHHME  aCHAJIOTIMKOIIPOTEHMHOBBIX
peLIenTOPOB BMECTEe C HAKOIUIEHHEM aCHaOIJIMKOMpPO-
TEMHOB B TIJIa3Me OBLJIO OTMEUYEHO Yy TAalMEeHTOB C XPO-
HU4YeCKMMM 3a0ojieBaHusIMU niedeHu [25]. ToT ¢axrt, yto
MevYeHb eIMHCTBEHHBIN OpraH, Te HakaruiiBaetcs #™Tc-
GSA mpubmkaet ganabi POI1 K noeaTbHOMY B OIICHKE
(YHKLMK TIeYeHU ¢ MOMOILIbI0 cluHTUrpaguu. B psime
paGor pesyibraThl cuuHTUrpaduu ¢ P"Te-GSA, npu
cpaBHeHuu ¢ ICG, y maliMeHTOB C TSKEJIbIM MOpaXkKeHUEM
MEeYEHH JIy4Ille COYETATNCH C TUCTOJIOTUIECKUMU HaXO -
KaMH, a y OOJBHBIX C BHYTPHUIICYCHOYHBIMHM IIIyHTAMM
cuuHTUrpadus ¢ " Tc-GSA 1eMOHCTPUPOBajIa OOJIBIIYIO
TOYHOCTD [26—28]. K OCHOBHBIM MperMYyIIeCTBaM CIIMH-

murpapun ¢ ®"Tc-GSA cieayeT OTHECTH: OTCYTCTBHE
BJIMSIHUST TUTIEpOMIMpyOrHeMUKM Ha HakorieHue POIT
B TICYCHU W BO3MOXKXHOCTh MCITOJIb30BaHMS Y MTAIlMCHTOB
¢ xonectazoM [29, 30]. CuunTturpaduu ¢ " Tc-GSA mpo-
JIEMOHCTPHPOBAJIa CBOIO 3HAUMMOCTD B IIPEIOIIepaliOH-
HOI OlleHKe (PYHKIIMM TIJIAHUPYEMOTO OcCTaTKa IeYeHU
Kak TIpY aHaJIM3€e TOJbKO TUIAHAPHBIX M300paXkeH!id, Tak
¥ TIPY BBITIOJTHEHUH TIPOTOKOJIa OMHOGOTOHHO SMUCCH-
onnoit KT, coBmemennoi ¢ KT (O®BKT/KT) [31-33].
Hcnonp3oBanue tmportokojga OPIOKT/KT mosBossgeT
BBITIOJIHSITh OLIEHKY (DYHKLIMU B OMpeneJeHHbIX CerMeH-
Tax Me4YeHu, YTO MMeeT OOJIbIIoe 3HAUCHUE TP TUTaHU -
poBaHuu pesexuuii [31, 34]. OrpaHuYeHHAsI TOCTYITHOCTh
PmTe-GSA s NpoBeAeHUsT CLHUHTUrpaduu TMeYeHU
B pa3HBIX CTpaHaX, 3a UCKIIOUeHUEM SITTIOHMM, SBISeTCS
IJIaBHBIM €€ HEeJIOCTaTKOM.

I'BC ¢ ¥"Tc (*"Tc-1DA) UCToIb3YIOT BO MHOTHX CTpa-
Hax ¢ 1976 r. [35]. Cpeau Bcex MPOU3BOAHBIX UMUHOAMA-
IIETOBOM KMCIOTHI HAUOOJIbIIEH renaTocelinuIHOCTHIO
obmagaer *"Tc-mebrofenin, KOTOpBIN ITOIYYHI camMoe
LIMPOKOe pacripocTpaHeHune B mupe [36]. B Poccuiickoit
®enepanmu ncronbyercss POIT mom ToproBeIM Ha3BaHU -
eM ?"Tc-bpomesuna®.

Ilocne BHYTpUBEeHHOro BBedaeHus *™Tc-mebrofenin,
CBSI3BIBASICH C aIbOYMMHOM, MIEPEHOCUTCS B TIEYCHD, TIIE
B IIPOCTpaHCTBaxX JArcce MpouCXoauT IUCCOLUALINS C alTb-
OYMUHOM U TOCJEAYIONIUI TPAHCIIOPT B TETATOLIUTHI.
Buytpukierounsiii Tpan3ut POII cxoneH ¢ pa3mnyHbIMU
9HJIOTEHHBIMU UM 5K30T€HHBIMHU BEIIeCTBAMM, BKITIOYAS
OUIMpPYOMH, TOPMOHBI, JIEKAPCTBEHHbIE CPEACTBa, TOK-
CUHBI, YTO U oTpaxaeT ¢yHKuuto neyeHu [37]. CuuH-
turpadus ¢ *"Tc-mebrofenin memMoHCTpUpyeT camoe
BBICOKOE HaKOIUICHWE B MEYeHU, MUHUMAJIbHOE BbIBE-
JIeHNEe C MOYOM M JOCTATOYHO BBICOKYIO YCTOMYMBOCTH
K 3aMEILIEHUIO TTPY BHICOKOU KOHIIEHTpallUU OMIMpyOrHa
B IJ1a3Me, 4TO JeiaeT ero Haubojee nomxoasdimmm POIT
IUIST OLICHKY (DYHKIIMY TICUCHU 1 JKETUCBBIBOISIIINX Ty TS
MPU CPaBHEHHWM C APYTUMU MpousBomHbIMU *MTc-1DA.
Hakormienne *"Tc-mebrofenin MoXeT OBITH 3aTpyIHEHO:
1) npu runoanbOyMuHeMuun (aJbOyMUH SIBASIETCS TJIaB-
HBIM niepeHocunkoM P®II B mna3me); 2) Kak U B ciIydac
¢ ICG, nakormienue *™Tc-mebrofenin B me4yeHn 3aBUCUT
OT KPOBOCHAOXEHUST TIEUEHW Y HAJTMIUST MHTparapeHXu -
MAaTO3HBIX ITYHTOB; 3) IMPY MOBHIIIICHUY YPOBHS OMJIUPY-
ouHa (®™Tc-mebrofenin KOHKYpPUPYET 3a IIEPEHOC B rena-
TOLIUTHI C OUIUPYOUHOM).

Hecmotpss Ha To, uto I'BC pocratroyHo IMIMPOKO
W JTaBHO WCITOJIb3YeTCs ISl OLEHKU (DYHKIUU TIeYeHU
W KETYCBBIBOMSAIINX TyTel ¢ NPUMEHEHHMEM pa3ind-
HBIX CHUHTUTPAUUECKUX MPOTOKOJIOB U MPOU3BOIHBIX
PmTc-IDA  [38—41], mpegomepalliOHHAs  OILEH-
Ka (QYHKUMM TEYEeHUM C TIOMOIIbI0 CUHUHTUTpaduu
¢ ®mTc-mebrofenin GbuTa BriepBble BBHITIOJHEHA B Hava-
e 2000-x romos [42]. D. Erdogan et al. Ha rpymnme u3
54 TauMeHTOB, KOTOPBIM ITUIAHWPOBAJIACh PE3EKIIMS
TeYeH!, TPOISMOHCTPUPOBAIM BBICOKYIO KOPPEJISIIAIO
Mexay HakoruieHueM u kiaupeHcoMm ICG u ckopocThio
HakoruteHust " Tc-mebrofenin [42].
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Hauunas ¢ 2010 ., I'BC ¢ *"Tc-mebrofenin mis
OLEHKM (DYHKUIMUM [UIAHMPYEMOIO OCTaTKa IIeYeHU
PYTMHHO wucIoab3yercss B Amctepaame (lommaHmus).
3a moutu 10-JIeTHUII Mepuoa MCIOAb30BaHUS CIIMH-
turpadpuu ¢ P"Tc-mebrofenin B oueHKe (QYHKIUU
Oymyliero ocrarka Ie4YeHM ObLIa IOKa3aHa ITPOTHO-
cTUueckasg 3HauyMMoOCTh B ompeneneHuu ITTTH [20].
Cuunarturpadus ¢ ®"Tc-mebrofenin mo3BoJisieT KOJu-
YECTBEHHO OLIEHUTh (PYHKIMIO IIAHMPYEMOI'O OCTAaTKa
IMEYEHU U MOXET MPea0CTaBUTh JOMOJTHUTEIbHbBIC TaH-
Hble 1o 3Kkckpeunu PDII. BeinmosHeHne CUMHTUTpA-
um ¢ *"Tc-mebrofenin B kom6uHauu ¢ OO®IKT/KT
IO3BOJISIET KOJIMYECTBEHHO OLIEHUTD HE TOJIbKO OOIIYIO
(GYHKILMIO MeYeHU, HO M (PYHKIUIO B OTHCJIbHBIX €€
CEerMeHTax, YTO UMEET OTPOMHOE 3HAYECHUE B IUIAHUPO-
BaHMU PaCLIMPEHHBIX U IPEACIbHOIOIYCTUMBIX PE3eK-
it meueHu [41].

HecMmotTpsi Ha [OCTaTOYHO JUIMTENIBHBIN IEPHOL
KUCIONb30BaHus cuuMHTUrpaduu ¢ *"Tc-mebrofenin
B OlLlIeHKe (DYHKILIMU IJIAaHUPYEMOro OCTaTKa IEeYeHU, He
BCE MOJIyYeHHbIC TaHHbIC K HACTOSILEMY BPEMEHU MOIYT
OBITh 00bEIMHEHBI U ITPOaHAIM3UPOBAHbI IS OIIpeaesie-
HUST TIPEICIbHO JTOIYCTUMOTO KOJMYECTBEHHOIO 3Haye-
HUST QYHKIIMU TIeYeHU, MAaKCUMAaIbHO KOPPEJIUPYIOLIEro
¢ paszButueM I[TITH. B nepBy1o ouepeanb 3To CBI3aHO C TeM,
YTO MHOTME MEAMIIMHCKIE OPTaHU3aLIMH, BHIITOIHSIS IIPe-
JIOTIepallMOHHYIO OLIEHKY (DYHKIIMY IUIAHUPYEMOT'O OCTaT-
Ka MeYeHM, UCIOJIb30BaIN U UCIOJIb3YIOT KaK pa3IMuHbIe
IPOTOKOJIbI cOOpa AaHHBIX, TaK M pa3HOE IPOrpaMMHOE
obecrnieyeHue IJig aHanu3a pes3yabratoB [41, 43—45].
CyliecTBylolliee Ha PbIHKE ITpOrpaMMHOE oOecrieueHue
IO3BOJISIET BBIIOJHATL O0pabOTKY pe3YJbTaTOB CLMH-
turpadpun ¢ *"Tc-mebrofenin (kak Ha TUIaHAPHBIX, TaK
u Ha ODOKT/KT-u300paxkeHusx) B IOJIyaBTOMAaTHYC-
ckoM pexume. st pacuyera kiampeHca *"Tc-mebrofenin
(MCR, mebrofenin clearance rate) UCIOJB3YIOTCS 2 MO/~
xona. IlepBblii OCHOBaH Ha aHaaM3e KPUBOI BHIBEACHUS
P®II, nonyyaemMoil ¢ KCITONIb30BaHUEM OIHOKAMEPHOM
KnHeTtndeckoii mogenu. 3HadeHne MCR HaxomgaT myrtem
SKCIIOHEHIMAIbHOM aNIpOKCUMALMA JTaHHOU Kpu-
Boii — mapameTp MCR paBeH KOHCTaHTe B IoKazaTese
SKCIIOHEHIIMAIbHOIo ypaBHeHus (y=aeM® rne a=const).
Bo BTOpoMm BapuaHTe npuMeHsieTcs 00Jiee CJIOKHbBIN aHa-
JIN3, OCHOBaHHBII Ha OIpele/IeHU aKTUBHOCTH B Iieue-
HU, YTO MO3BOJISICT PACCYUTATh OTHOCUTEIbHYIO CKOPOCTh
nomtomeHuss  "Tc-mebrofenin - (MUR, mebrofenin
uptake rate), %/MUH, KaK YKa3aHO B UCXOIHOI (hopmyJie
OkmaHa (Ekman formula) [40].

O6a moaxoda HalOT CXOXHUE pe3YJbTaThl, KOTOPbIE
SIBJISIIOTCS. OTHOCUTEIbHBIMU BUIOM3MEHEHUSIMM KJIAC-
CHYECKOM CKOPOCTH KJIMpEeHCa, BBIPAXKEHHOM B MJI/MUH.
YToObl KOMIIEHCUMPOBAaTh pa3idyusi B COOTBETCTBUU
C VHAMBUAYAJIbHBIMU OCOOCHHOCTAMMU (DYHKLIMM I1eYe-
HU, nonydyeHHoe 3HayeHue MUR MoxXHO pa3genuTh Ha
ILJIOIA b [IOBEPXHOCTH TeJIa B COOTBETCTBUM € (hOPMYJIOi
Mocrtenepa (Mosteller formula) [46], 4To naeT cKoppek-
tupoBaHHoe 3HaueHne MUR (cMUR) u BeIpaxkaercs
B %/MuH/M2.

Cyl1iecTByloliee IIporpaMMHoOe obecIiedeHue, pa3pa-
o6oranHoe koMmmaHusiMu Hermes Liver Remnant (Hermes
Medical Solutions, Stockholm, Sweden) u MIM (MIM
Software Inc., Cleveland, Ohio, USA) ObL10 Baauaupo-
BaHO 110 onpeneneHnio MUR, ncnons3yst ¢hopMyisl pac-
YyeTa IIeYeHOYHOro KJIMpeHca, OIy0IMKOBaHHbIE B paboTe
M. Ekman et al. [40], 1 TO3BOJISIET BBHIMOJHSThH OLIEHKY
00111Iei ¥ cerMeHTapHOM (PYHKIIMY TIeYeHU B ITOJIyaBTOMa-
TUYECKOM peXUMe, a MoJydaeMoe KOJMYeCTBEHHOE 3Ha-
YyeHUe BhIpaxaeTcs B %/MuH/M?2. be3yclioBHO, UCIIOIb30-
BaHME €IMHOM CTaHIApTU3MPOBAHHOW METOAUKM OymeT
MMETh OTPOMHOE KJIMHMYECKOe 3HaueHMe Kak IS MOJIy-
YEHUsI CPaBHUMbBIX M BOCIPOM3BOAMMBIX PE3YJBTATOB
MEX/y pa3IMYHBIMU LIEHTPaMU, TaK U JUJISl OpraHu3aluu
MYJIBTULIEHTPOBBIX UCCIICAOBAHUIA.

HMMeHHO B Lie/isIX IPUMEHEHUsI €IUHOM CTaHIapTH-
3oBaHHOI MeTonuku F. Rassam et al. B 0030pHOI1 cTaThe,
MOCBSIILIEHHON MCIOJIB30BaHUIO CLUMHTUTpaduu ¢ P Tc-
mebrofenin, m1s oleHKN (PYHKLIMU TJTAHUPYEMOT'O OCTaT-
Ka IeYEeHM MOAPOOHO OCTAHOBMJIMCH Ha BCEX BAaXKHBIX
acrnektax Mmertona [47]. B oG3ope meTanbHO WM3I0XKEHDI
MpaKTUYECKHEe PEKOMEHIALIUK 110 ITOATOTOBKE U YKJIAJKe
MalueHTa, MPOINUCcaH MPOTOKOJ cOopa JaHHBIX (BKJIIO-
yaromui 3 ¢as3sl: 1-9 paza — nmHamu4deckas, 2-g (asza —
OD®HBKT/KT, 3-1 — nuHamuyeckasi (3KCKpeTopHas (haza))
M BapuaHTHl TOCTIIPOLIECCUHTOBOI 00paboTku [47].
KonnuecTBeHHast oleHKa (DYHKIUM MEYEHU C MCIOJIb-
30BaHUEM TUOPMIHBIX METOMOB SIACPHOI MeEIMIIMHbI
MPEAOCTABISIET BO3MOXKHOCTh OJHOBPEMEHHO IOJIyYaTh
KaK BM3yaJbHYIO0 (aHAaTOMMYECKYI0) TaK M (PYHKIIMO-
HaJIbHYI0 MH(OpMAaLMIO MpU MCCIEAOBAHUU IICYCHHU,
a IIpMMEHEHUeE MPeIebHO JOIMYCTUMOr0 3HaYeHUsI (DyHK-
LMY IUTAHUPYEMOIO ocTaTKa medyeHu > 2,7 %/mMuH/m?
npu cuuHTUrpadun ¢ "Te-mebrofenin mo3BoJisieT 10CTO-
BEpPHO CHU3UTH KoJmuecTBO ciaydaeB passutust [1TTH [20,
21]. Ente omHUM U3 IpeUMYIIIECTB clMHTUTpaduu ¢ *Tc-
mebrofenin cienyeT cauTaTb BO3MOXHOCTD €€ TPUMEHEHUS
KaK y HallMEHTOB C HOPMAJILHOM M KOMIIPOMETUPOBAHHOM
GyHKIIMEH MeYeHU, MCIOJb3Ys IPEIeJbHO NOIYyCTUMbIC
KOJIMYECTBEHHbIE 3HAYeHUsT (PYyHKIIMU OYayIIero ocraTka
neyeHu > 2,7 %/MuH/M?, Tak U y OOJIbHBIX, TOTOBSIIUXCS
K onepaunu ALPPS (Associating liver partition and portal
vein ligation for staged hepatectomy) [22, 48].

Oo0cyxneHne

Kaxk OblJ10 ToKa3aHo BbIIIE, OLieHKAa (PyHKIIMM TijIa-
HUPYEMOI'0 OCTaTKa IEeYEHU C ITOMOIIbIO CLIMHTUrpaduu
¢ ®mTc-mebrofenin uMeeT 60JIbLIOE 3HAYEHUE U TTO3BOJISIET
npensuaeTh pa3sutue [1TTH xak y malimeHToB ¢ HOpMaJib-
HOM, TaK M ¢ KOMIIPOMETUPOBAHHON (DYHKIIMEH MeUeH!,
M IOJDKHA BBIIOJIHATLCSI PyTUHHO Iepe]l IUIaHMPOBaHUEM
XUPYPrUYeCKOro JIeYeHHUsl Y B3POCIbIX 00JbHbIX. OTHAKO
Ha MOMEHT ITOATOTOBKM Hallleil paboThl Mbl HE HallId
KaKux-JIM0o IyOIMKaluii O pe3yJbTarax WIM BO3MOXK-
HOCTHM MPUMEHEHMS TaHHOU MeToauku y nereit (https://
www.ncbi.nlm.nih.gov/pubmed/?term=remnant-+liver+
function+mebrofenin+children). Kax He Hanum u gaH-
HBIX 10 IpUMEHEHMIO ciuHTUurpadum ¢ " Tc-mebrofenin
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I ompedeneHrs (YHKIUU IJIAHUPYEMOIO OcCTaTKa
MeYeHU Y B3POCIBIX U IeTeil Ha TeppuTopun Poccuiickoii
denepanni.

Co0OcTBeHHbIE JaHHbIE

B namem Llentpe ¢ 2017 . ucnonb3yercsl CUMHTU-
rpacus ¢ *Tc-mebrofenin mist olleHKM GyHKIMU T1a-
HUPYEeMOTO OCTaTKa MEeYeHU y IMallMeHTOB C OMyXOJISIMU
neyeHu. Huke mpeacTaBiieHbl 3 cllydasl UCITOJIb30BaHUS
cuuHTUrpadun ¢ ?"Tc-mebrofenin (*"Tc-bpomesunma®)
B OLEHKe (YHKIUU IUIAHUPYEMOTO OCTaTKa IIeYeHU
y aeteit (mpumepbl Ne 1, 2) u'y B3pocabix (mpumep Ne 3).

Ilpumep No 1

OneHka (QYHKUMM TUIAHUPYEMOTO OCTaTKa IeUYeHU
y IeBOYKM B Bo3pacte 1,3 roma ¢ OMarHO30M «rera-
tobmacroma S1, 4, 5, 6, 7, 8 meuenu, PRETEX I11».

IMokazaHus K UCCeAOBAHUIO: OLIEHKA (DYHKIIMY Tia-
HUPYEeMOIO OCTaTKa MEeYeHU Iepel PacIIMpeHHOM Ipa-
BOCTOPOHHEI reMUTeNaTaIKTOMUE, CerMeHTIKTOMUEH 1.

OrieHka OyHKIIMY BBIMOIHSIACh B S2, 3 meueHu (puc. 1).

Puc. 1. lloayuenroe 3Hauenue GyHKUuU nAGHUPYEMO2O OCMAMKA NeYeHu
6 52, 3 evuue donycmumozo u cocmaguno 13,8 %/mumn/m?

Fig. 1. The obtained value of the function of the planned liver residue in S2,
3 is higher than the permissible and amounted to 13.8 %/min/m?

Ilpumep Ne 2

OneHka (QYHKUMM TUIAHUPYEMOTO OCTaTKa IeUYeHU
y IeBOYKHM B Bo3pacTe 13 JIeT ¢ IMarHo30M «TUTaHTCKast
reMaHIr1MoMa IpaBoil JOJIU IIeYeHN».

IMokazaHus K UCCeAOBAHUIO: OLIEHKAa (DYHKIUIMY Tia-
HUPYEeMOTI'O OCTaTKa MeYEHU Mepel XUPypPrudecKuM Jeue-
HUEM.

OneHka (QYHKUMM TUIAHUPYEMOTO OCTaTKa IeYeHU
BBINOJIHSIACH B S1, 2, 4 medyeHu (puc. 2).

Puc. 2. lloayuennoe snauenue yHKyuu naaHupyemozo oCmMamka nevenu
6 51, 2, 4 neuenu Hudxnce donycmumoeo u cocmasuno 1,21 %/mun/m?

Fig. 2. The obtained value of the function of the planned liver residue in S1, 2,
4 of the liver is below the permissible and amounted to 1.21%/min/m?

Ilpumep Ne 3

OreHka (QYHKIUM IJIAaHUPYEMOTO OCTaTKa TeYeHUu
Y KEHIIIMHBI B Bo3pacte 70 JIeT ¢ AMarHo30oM «JIeidoMHo-
capkoma S2, 3, 6, 7 ieyeHu».

IMokazaHus K MCCIIeOBaHUIO: OLIeHKA (PYHKIIMU Ti1a-
HUPYEMOT'0 OCcTaTKa MeYeH! Tepe;] orepalei.

OreHka (QYHKIUM IJIAaHUPYEMOTO OCTaTKa TeYeHU
BhITIOJIHSIIAach B S1, 4, 5, 8 meueHu (puc. 3).

Puc. 3. lloayuennoe 3nauenue QyHKuuU NAGHUPYEMORO OCMAMKA NeYeHU
6 51, 4, 5, 8 neuenu eviure donycmumozo u cocmaguno 4,6 %/mun/m?

Fig. 3. The obtained value of the function of the planned liver residue in S1, 4,
5, 8 of the liver is higher than the permissible and amounted to 4.6%/min/m?
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3akioJeHue

IIpenonepamnonHas olleHKa GYHKIWY INIAHUPYEMOTO
OCTaTKa IEeYEHU SIBJISIETCSI 00sI3aTEeIbHOM [UISl CeIeKLIMU
MaLMEHTOB Iepel pe3eKlreil MeYeHU U OLCHKU XUPYP-
TMYECKUX PUCKOB. M3 OOJIBIIOT0 KOMMYECTBA Pa3IMYHbBIX
METOJOB U TECTOB, UCIIOJIb3YEMBbIX JJISI OLEHKM (DYHKLIMU
IeYeHU, OCOOOro BHUMAHMSI 3aCIYXUBAeT CLMUHTHU-
rpadust ¢ P"Tc-mebrofenin. Tak, mnpenorepannoHHOE
BBIITOJIHEHHUE cuuHTUTpaduu ¢ " Tc-mebrofenin B pexu-
Me quHamu4deckoi ¢asbl v pazsl OPDKT/KT nossosier
OLIEHUTh HE TOJILKO OO0IIYI0 (PYHKIIUIO, HO U (PYHKIIMIO
OTHENbHBIX cerMeHTOB TeueHu. [lomyyeHHass nHpopma-
LIMS TI03BOJISIET TIIATEIbHO IUIAHMPOBATh O0BbEM PE3eK-
LIMU TIEYEHU C YYETOM XUPYPTUYeCKUX PUCKOB U PUCKOB,
cBsa3aHHbIX ¢ pas3ButueM I1ITH, a Hanmuue mpeneabHO

JIOITYCTAMOTO KOJMYECTBEHHOTIO 3HAUEHUS JaeT BO3MOX-
HOCTh BBITIOJIHUTH TaKylO OIIEHKY eIlle U Yy IallieHTOB
C KOMITPOMETUPOBAHHOM (PYHKIIMEHN IIEYSHU.

O JOCTOBEPHOTO  OIpeAeieHUs  IpeacsibHO
JIOITYyCTUMOTO KOJMYECTBEHHOIO 3HA4YeHUs (QYHKIUU
IUIAHMPYEMOI'O OCTaTKa IIEYEHW MpPU CIHUHTUTpahuun
¢ "Tc-mebrofenin Kax 1 B3pOC/bIX, TaK W IS IETEH,
BKJIIOYasi IMaluueHTOB ¢ Au(@y3HbIMU OOJE3HIMU
MeYeHU, HEeOOXOAUMO BBHITIOJHUTh aHAJIU3 Ha OOJIbIION
rpymre 00JbHBIX. Vcronb30BaHue CTaHAAPTU3UPOBAH-
HOU METOAWKU MPUBEHAET K IOCTUXEHUIO BTOW LIEIU
M BIOCIEACTBUM ITO3BOJUT II0Jy4aTh COIIOCTaBUMBIC
¥ BOCIPOU3BOAMMBIC PE3YJbTaThl MEXIY Pa3IMIHBIMU
LIEHTPpaMU, YTO U OyIeT MMETh OOJIBIIIOE KIMHUYECKOE
MpUMEHEHUe.
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OO0HUM U3 pedKUX 6apUAHMO8 NOKAAU3AYUY Mepamombl Y demell A615emcs 00aacmy e0408bl U weu. K pewarowum paxmopam, onpedensi-
HOWUM MAKMUKY NeHeHUs, 8 MOM YUCAe U XUPYPRUHECK020, OMHOCIMCA: N0KAAU3AUUS, CeneHb 3DeA0CMU ONYXO0AU U 803DACH NAYUEHMA.
B cmamve npedcmasnen KAUHUMECKULl cAy4ail He3peaoil mepamomsl napampaxeanbHol A0Kaluzayuu y pebenka 6 eospacme 3 mecsiyes,
nompeb08aguiuii NOBMOPHO20 ONEPAMUBHO20 BMEULAMeAbCMEA 8 UeasX YOaaeHUs OCMAMOUHOLU ONYXO0AU 8 C853U C PUCKOM PA38UMUSL JCU3-
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One of rare location of teratoma in children is head and neck region. Treatment options, including surgery, are determined by tumour
location, its grade of differentiation, and patients age. This article presents case report of immature paratracheal neck teratoma in a 3-month
old child, subjected for second-look surgery for residual tumour removal due to the risk of life-threatening complications.
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BBenenue

TepaToma — oIMH U3 BapMaHTOB I'€PMMHOKIETOUHBIX
onyxoJeii ('KO), cocrosiimii u3 3ieMeHTOB 3 3apObIIlie-
BBIX JIUICTKOB, OOBIYHO COAEPKUT TKAHU, TUCTOJOTMUECKU
HE COOTBETCTBYIOIIME aHATOMUYECKOMY PaCIIOJOXEHUIO.
Teparoma — ogHO U3 HanboJIee YaCThIX HOBOOOPA30BaHUIA
y HOBOpOxKAeHHBIX [ 1]. TepaToMbI MOTYT OBITH JOOpOKaYE-
CTBEHHBIMU (3pEJIbIMU) U HE3PEIbIMU, YTO OMPEaeIsIeTCS
UX THUCTOJOIMYECKOM CTPYKTYpOil M cTeneHbio audde-
PEHLIMPOBKU. 3pesible TEPaTOMbI COAEPKAT XOPOLIO AUd-
depeHIIMpOBaHHbIE TKAHU U MOTYT COCTOSITh U3 OIHOTO
WIM HECKOJbKUX TUIOB KjeTokK. Hespemas Tepatoma
MOXKET COAEPXKaTh Pa3INYHYIO 100 HEHPOIKTOAEpMaIb-
HBIX WIM OJJaCTEMHBIX TKaHEel, CTeleHb 3PeJIOCTU OIpe-
JeJisieTcsl KOJMYecTBOM He3penoil TkaHu [1-3]. U Tor
U NIPYroil BUJ TEpaTOMbl MOXET COAEPXKATb 3JEMEHTbI
3nokavyectBeHHOI ['KO (omyxosib XXEATOUYHOTrO MeIlKa,
repMuHOMa, SMOpPUOHAaIbHAs KaplIMHOMA U XOpUoKap-
LIMHOMA) U peako — HeaubdepeHIIMPOBaHHbIE KIETKU
coMmaTuueckoro npoucxoxiaeHus [1—3]. Moaenu 6uoso-
TMYECKOTO TOBEICHUSI TepaTOM BeCcbMa Pa3HOOOPa3HBI.
B uvacTHOCTM, Hepeaku ciydyau TpaHc(hOpMaluUd OIHO-
o0 TMCTOJIOTMYECKOTO IIOATHIIA B APYroi, HaIrpuMmep,
NP Pa3BUTUU peLMAUBa 3a00J€BaHUSI, B TOM 4HUCJe He
HUCKJIIOUEH BapuaHT CMEIIaHHBIX (hOPM BHE 3aBUCHMOCTU
OT IEPBOHAYAJILHO YCTAaHOBJICHHOIO auarHos3a. JlaHHble
0COOEHHOCTU MOBEJACHMS JUKTYIOT CTPATETUIO HE TOJIbKO
JMMArHOCTUKU, HO U JIEUEHUsI TaHHOIO BUIa HOBOOOPa3o-
BaHUM.

TepaTombl 111eM U TOJOBBI BCTPEYAIOTCS TOCTATOYHO
penko. HoBoobGpazoBaHusi B 3TOi 00JaCTHM COCTaBJIsI-
10T OKO0JIO 2 % BCeX BapHMaHTOB JIOKAJIM3ALUU TEPATOM,
yacToTa TepaTOM IlleM B IIOMYJSLIMU COCTaBIsSeT OT
1:20 000 mo 1:40 000 xuBOpoOXXAEHHBIX nereir [4, 5],
COOTHOIIIEHUE XKEHCKUI/MYKCKON TI0J, IO JaHHBIM
B. Bernbeck et al., cocraBuiio 14/18 [5].

Tepatoma 1IeM MOXET UCXOAUTh M3 TBEpAOro Heoda,
HOCOTIJIOTKM WJIM IIWTOLIeiHOol obnactu. Ob6pa3oBaHue
4acTo OJIM3KO MPUJIEKUT, HO HE UCXOAUT U3 IITUTOBUIHOMN
xKenespl. HeliposnurenuaabHasi TKaHb — JOCTaTOYHO
YacCThIli KOMIIOHEHT OITyXOJIM, OMHAKO OOBIYHO BBISIBIISI-
eTcsl HaJlM4yue XpsIllia, AbIXaTeJIbHOTO MUTEIUs, SIeH -
MaJIbHbBIX KUCT [4].

BoibIIMHCTBO TepaToM IlIeu BBISBISIIOTCSI B IIpeHa-
TaJbHOM WJIM PaHHEM MOCTHATaJIbHOM MEPUOIE, MOTYT
UMETh 3HAUMTEJbHbIE pa3Mepbl U MPUBOAUTH K XKU3HE-
YIPOXKAIOIIUM OCJIOXHEHUSM, 4Yallle BCero — K JIbIxa-
TEJbHOM HEeIOCTaTOYHOCTU Ha (pOHE caaBAECHUST BEPXHUX
IIBIXaTeJIbHBIX ITyTeH [5, 6].

Ileabio nmanHOW CTaThM sBJISIETCS IIpelICTaBlIeHUE
KJIMHUYECKOTO Ciyyasi pa3BUTUSI HE3PeJoil TepaTOMBbI
rnaparpaxeajlbHOl JIOKJIM3alMh Y HOBOPOXIEHHOTIO,
MOTpeOOBaBILIEr0 MOBTOPHOIO XUPYPTUYECKOIro BMella-
TEJIbCTBA U JEMOHCTPUPYIOILETO CIOXKHOCTb MPUHATUSA
KJIMHUYECKOTO pelleHus.

Knnauveckwuii coryvaii

Peobenok 1., 2 mecauya, poouncs om 1-ii bepemenrocmu,
npomekasuieil Ha @one anemuu I cmenenu, MHO20800Usl,
npedcoespementoco co3peeanus niauenmol. Podv cpounvie,
podopaspeuierue onepamusHoe NYmem Kecapesa ce4eHus Ha
cpoke bepemenrocmu 39 nedeab no no6ody kpynHoeo naoda,
npu podxcoenuu eec 4080 e, pocm 54 cm. AnmenamanbHo
no pesyabmamam yabmpaseykogoeo uccredoganus (Y3H)
namoaoeuu 6vis6aeHo He 0bl10. Tlpu poscdenuu 6 obaacmu
uieu cneea OOHAPYICEHO NAOMHOe Oyepucmoe Onyxonesuo-
Hoe obpaszosanue. B eospacme 4 Onell ycuznu pebenky ovira
BbINONHEHA MAaeHUMHO-pe30HaHcHas momoepagpus (MPT)
obaacmu wieu, Ha KOmopoil 8vis18AeH0 006eMHOe 00pa308a-
HUe, pAcnoA0dCeHHOe No NepedHell NOBePXHOCU el ¢ pac-
npocmpanenuem 6 nepednee cpedocmenue c1eea pasmepamu
70 x 96 x 80 mm, HeoOHOPOOHOU sYeUCmoi CMpYKmypbl
€ MHOJICECMEEHHbIMU KUCMOBUOHBIMU BKAHEHUAMU. JIpyeux
namoaoeuuecKux usmMeHeHull npu 00c1e008aHUlU GbIA6AEHO He
0b110. B 603pacme 6 Ouell JCU3HU GbINOAHEHO ONEPAMUBHOe
emeuamenvcmeo — yoaieHue 00pA308AHUS WeU, 2eMU-
mupeoudsxmomus caesa. Ilo OdanHbiM eucmonocuvecKoeo
3aKa4enus: Hespeaas mepamoma, 111 cmadus. Onepayus
Oblna UHMeEPnPemupo8ana KaxK MAakKpoCKONU4ecKu Hepaou-
kanvhas (R2-pesexuus).

B nocaeonepayuonnom nepuode ¢ 6ozpacme 1 mecaya
sbinosHena komnotomepHas momoepagus (KT) epyduoii
KAemKU, el ¢ KOHMPACMHbIM YCUNCHUEM, BbIs8AeHbl NPU-
3HAKU OCMAMOYHOU ONYX0AU, UUPKYAAPHO 0X8amvléaroujeil
mpaxero, NPOMANCEHHOCMBIO OM NOOBA3LIUHOU Kocmu 00
yposHs Karouuybl (puc. 1).

Pebenok 6vin nanpaenen ¢ HMHUI] ITOU um. JImumpus
Poeauesa dns onpedenenus danvHeiluleii makmuxu.

Ha koumponvnoii KT 6 603pacme 2 mecaues 6 obaacmu
weu y pebenka onpedensnoch MseKomkauHoe 00pa3oea-
HUe, AKMUeHO HAKanausawuee KOHMpPAcm, pasmepamu
13 x 13 x 40 mm, cmewarouee mpaxero knepedu, degop-
mupyrwuee ee npoceem om YpoeHs NodsA3bI4HOL KOCmU 00
ypoeHs Thl, neodnopoonoe 3a cuem Kucmo3HbIX 8KAIOHe-
HUll, yeeauuenue 6cex epynn AuMgamu4eckux y3108 ueu 0o
9 mm.

Ilo danneim KT epyonoil knemku, 6prowiHoll nosocmu,
Man020 maza Memacmamu4ecko2o NOPalceHust He 8bis64eHO.
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Puc. 1. a — KT obaacmu weu. Cmpeakamu ommeueHo 00pazoeanue, OommecHsaOUuee mpaxero, U30blMouHas KOWCHAS CKAAOKA (nocae YOanreHus 0CHOBHO20

obsema onyxoau); 6, 6, e — MPT obaacmu weu ¢ KOHMPACMHbIM YCUACHUEM

Fig. 1. a — CT scan of the neck. The arrows mark the tumour, pushing back the trachea, excess skin fold (after removal of the main tumor volume);

0, 8, 2 — MRI of the neck with contrast enhancement

Tlokasamenu  onkomapkepos  (anrvgpa-gemonpome-
un (ADII), p-xopuonuueckuil 20HAOOMPONUH HeA08eKa
(B-XT'4)) ocmasanuce 6 npedenax 603pacmuoii HOpMb.

Ilpu  nepecmompe  eucmonocuveckux npenapamos,
NOAYUEHHBIX NO MECMY JICUMENbCMBa, ONPedeasNacs MHO20-
KOMNOHEHMHAsL ONYX0Ab, CHOPMUPOBAHHAS 3PeNbIMU MKA-
HAMU— 2AUANBHOL, COeOUHUMENbHOIL, 6 npedeaax Onyxoau
MHOJICECMBEHHble KUCMbL, 8bICIAAHHbIE KUWEHHbIM U NA0-
CKUM 3numenuem, 00HO NOAe 3DEHUsI 3AHUMAIOM He3peable
mpyoKu u pozemku (Hetipoanumenuil). Boinoaneno ummyHo-
eucmoxumuueckoe uccaedosanue: peakyus ¢ panCK noayue-
Ha 6 snumenuu kucm, AFP ne sxcnpeccupyemcs. 3axaroue-
Hue: He3peaas mepamoma, grade 1 (puc. 2).

B cea3u co caoxucHoil aHamomuueckoil AoKaiusauyuel,
PUCKOM PA3BUMUSL ICUZHEY2POICAIOULee0 COaAeHUs. mpaxelU,
YUUMbIBAs. PAHHULL 803pacm pebeHKa, peuileHo npogecmu
noemopHoe xupypeuueckoe AeveHue — yodieHue ocmamoy-
HOll onyxoAu.

Onepamueroe émeuiamenbcmeo GblNOAHEHO 8 803pacme
3 mecsayes. Bo epems onepayuu nocae moouauzayuu epy-
OUHO-NO0BA3bIYHOU MblUULUbL CAEBA ONYXOAb C BbIPAICEHHBIM
Pyou08bIM npoyeccom onpedeasinacy HA YposHe 20pMAHU
U Nepeuix noAyKoaey mpaxeu, CHyCKaAach 6004b Mpaxeonu -
weo0Hoil 60p030bl c1e6a, pe3Ko OMMmecHsisi Mpaxero 6NPaso.
Onyxonb omoenena om mpaxeu u cmeHKu nuujesoda, eou-
HbIM O10KOM yOanena ¢ coxpaneHuem n. vagus ceea, ¢ nepe-
ceueHueM N. recurrens (8 csa3u ¢ HeGO3MOICHOCMbIO Gbloe-
Aenus u3 mxanu onyxoau). IlodospumenvHole na Haiuyue
OCMAMOYHOU ONYX0AU YYACMKU CMEHKU NUWe800a 831mbl
Ha eucmonoeuueckoe ucciedoganue. B yeasx obecneuenus
adekeamHozo ObixaHusi (Ha oue 1e60CMOPOHHE20 napesa
20pMAHU U NOCAEONEPAUUOHHO20 OMeKa) peOeHKY 8blNoaHe-
Ha mpaxeocmomusi mpyokoir No 3.5. Ilocaeonepayuonmuolii
nepuod eaadxuil. Ilo danHeiM eucmonoeu1eckKoeo 3aKarue-
HUsL: 3peads mepamoma, onyxonb MaKpoCKOnuuecKu yoaieHa
8 npedenax 300po6bIX MKAHeLl.

Ilayuenm nabawodancs ¢ HMHUL] ITOHU um. Amumpus
Poeauesa 6 meuenue 4 sem, 3a npoweduiuti nepuod npoooa-
JCEHHO20 pocma U npoepeccuu 3a001e8aHUSI He BblsBACHO.
Heodnoxkpammo évinoansnace puobpompaxeockonus ¢ yoane-
HUeM ePaHYAAYUOHHBIX MKAHell 8 001acmiu mpaxeocmombl.

Ilo ucmeuenuu 4-semmeco nepuo@a nauuenm 0eicamo/1upo—
6dH, COUUANbHO pea6uﬂumup03aﬂ.

Oo0cyxmenne

Kimanmyeckme 1 6M0I0THYECKIE TIPOSIBIICHUS TepaTo-
MBI Y JeTelt 3aBUCAT OT aHATOMMIECKOTO PACITOIOXKCHUS
00pa30BaHMsI, CTETICHN 3PEJIOCTH TKAHW OIYXOJIW M BO3-
pacra, B KOTOPOM OBIJIO BBISIBJICHO 3a00JICBaHNC.

TonmoBa m 1IesT — OoNWH W3 peAKUX BapMaHTOB BHEIO-
HAIHOTO PACIIONIOXEHUST TepaToMbl. OOBIYHO 3TH OITy-
XOJIX UMEIOT OOJIBIINE pa3Mephl, UYTO MOXKET ITPUBOINUTH
K pa3BUTHIO THIpaMHUOHA aHTeHATaJbHO, B IIEPUOIC
HOBOPOXICHHOCTH — K CMEIIICHUIO W CIABJIICHUIO Tpaxen
¥ TIUIIEBOIA, BRIPAKEHHON OOCTPYKIINKM BEPXHMX JIBIXa-
TEJBHBIX ITyTeil, HapyIICHUIO TJIOTAaHMS, KOTga HEeoOX0-
IUMa MCKYCCTBEHHAs] BEHTWISILHUS JIETKUX, TPaxeoCTO-
MU, IJTUTETLHOE 30HIOBOE MMMTAaHNE WIIM ITUTaHUE Yepe3
TacTPOCTOMY, K CHABJICHMIO MAarWCTPabHBIX COCYIOB
IIeW, OCTPOMY HapyIIeHWIO MO3TOBOTO KpOBOOOpaIle-
HUsI, TUTIOTIA3UM JIETKUX, YTO TPEOYeT IMpOBEICHNUS IKC-
TPpEeHHOTO onepaTuBHOTO BMelaTeabecTBa. Munekc TEDI
(MHIEKC CMEIIeHUS Tpaxer W MHUIIEBOIA) OIPEAeIsIeTCs
no manHeiM MPT moma, mpu 12 MM wiam Gosee MOXK-
HO TIPOTHO3MPOBATHh OOCTPYKIIMIO IBIXaTCIbHBIX ITyTeil
Y HOBOPOKICHHOTO.

ITo manubeiM B. Bernbeck et al., 71 % tepaTom 1ren ObIT
BBISIBJICH Y HOBOPOXXICHHBIX IeTeit Mo 1 MecsIiia KU3HM.
BaxHoe 3HaueHMe MMeeT IIpeHaTalbHas OWATHOCTHKA.
OOBITHO OITYXOJIb OIpPEHeNISICTCS TPU Y3-CKPUHUHTE BO
II TpumecTpe 6epeMeHHOCTH. [To TaHHBIM KCCEA0BaHNS,
y 71 % neteii iuarHo3 ObL1 yCTAHOBJIEH aHTEHATAIBHO, UTO
TIPUBEJIO K HEOOXOMMMOCTH IIPOBEICHUS KecapeBa ceue-
Hust B 78,3 % citydaeB, €C/IM IO JaHHBIM KOHTPOJBHOIO
Y3U 6B OTMEYEeH OBICTPHINA POCT OITyXOJU, IPU 3TOM
52 % pomoB 6bulM IpexaeBpeMeHHbIMU (0T 32 mo 40
Henenb recraunn). Y 60,8 % GOJbHBIX ITOC/IE POKICHUS
TIPOBOAMIIACH SKCTPEHHAs] WHTYOAIWsl Tpaxen. bosbast
YacTh MAIIMEHTOB OBLIM OIEpUPOBAHEI B CPOK 10 21 mHS
ku3HU. [ISTrIeTHSIS 00111asT BEBDKUBAEMOCTD CPEeId HOBO-
POXIEHHBIX JeTelt cocTaBuia 95 %, TakuM 06pa3oM Ipo-
THO3 ObLI O1arONpPUITHBIM [5].
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Puc. 2. Jucmonocuueckue npenapamoi: a — wjeae6UOHAas NOAOCMb, BLICMAAHHAS MHO20CAOUHBIM HAOCKUM 0PO208e8AOUUM INUMENUEM, OKPACKA 2eMAMOK -
CUNUHOM U 303UHOM, % 40; 6 — KUCIMO3HbIII KOMROHEHM, OKPACKA 2eMAMOKCUAUHOM U 203UHOM, X 40; 6 — naockuii snumenui 3pen020 KOMNOHEHMA, OKpacKa
2eMAMOKCUAUHOM U 303UHOM, X 100; ¢ — He3penvie mpyOKuU, 00HO nOAe 3DeHUS, OKPACKA 2eMAMOKCUAUHOM U 303utom, X 200

Fig. 2. Histological samples: a — slit cavity, covered with stratified squamous epithelium, stained with hematoxylin and eosin, X 40; 6 — cystic component,
stained with hematoxylin and eosin, %X 40; ¢ — squamous epithelium of mature component, stained with hematoxylin and eosin, x 100; e — immature neural

tubes, stained with hematoxylin and eosin, x 200

I[Ipn mocTHATANBHOM OWATHOCTHKE WHUILMAILHO
YUUTHIBAETCSl YpOBeHb OHKoMapkepoB (ADII, B-XT'Y),
MTOBBIIIIEHWE KOTOPBIX MOKET YKa3blBaTh Ha HaIMUME
3nokadyectBeHHoI ['KO, yalie Bcero — onmyxoJsu XeJTod-
Horo Mmemika. [locie poxmenus ypoenb ADIT B Hopme
TMOCTETIEHHO CHIKAETCSI, OTHAKO €ro 3HaueHWe WHIM-
BUIyaTbHO y JIETeil TIepBOTO TOMa XU3HU, B CBSI3U C UYeM
HEOJIAarOIPUATHBIM ITPOTHOCTUICCKUAM TTPU3HAKOM OyIeT
pOCT OHKOMapKepa B JMHAMHMKE y NaHHOTO TalMeHTa.
[Tpu HaTMIMM 3pesToif TepaTOMBI 3HAYMMOTO TTOBEITIICHMST
AODII He HabmOmaeTcs.

[ucTonornyecku MOTYT OTPENEISITHCS MUKPO(POKYCHI
OITYXOJIM XEJITOYHOTO Melllka (KOTaa KJIETKM 3aHUMAaloT
He OoJiee 2 moJjeii 3peHust npu yBeauwdeHuu X 40), npu
Hajanuuu 0oJiee 2 nmoJieit 3peHust — OIMyXoJib KJ1acCupUuLm-
pyercs kak ['KO (6os1ee 0qHOro rucToI0rM4eckoro Brua),
WJIM OTTYXOJIb CO 3JI0KaU€CTBEHHBIM KOMIIOHEHTOM [7].

Hespenbie Teparombl MmoapasnensiioTcss Ha 3 crerie-
HU 3pesiocTd no cucteMe Norris, MOTUGUIUPOBAHHON
Robboy u Scally. Grade (1): He3penas (HeilposnuTeanit,
OyracTeMHasi UM CTpOMaJibHasl) TKaHb 3aHUMaeT He OoJree

OTHOTO MOJIg 3peHus: npu yeeaunyeHuu x 40; grade (2):
He3pesas TKaHb 3aHUMaeT 0oJjiee OMHOro, HO He Oosee
3 mosieil 3peHus Ha KaxnoM ciaiine; grade (3): He3penas
TKaHb 3aHUMaeT 4 uau 6oJee moseii 3peHus [7].

Ilo pmaHHBIM  MYJIBTUIIEHTPOBBIX  WCCIIEMOBAaHUI
Pediatric Oncology Group, Children’s Cancer Group, UK
Children’s Cancer Study Group, MAKEI Study Group,
TIpU 3peJIoii ¥ He3peJIoil TepaToMe OTiepaTUBHOE BMeEIa-
TEJTLCTBO — OCHOBHOU METOJ JICUEHMSI, PaluKaTbHOCTh
KOTOPOTO HAIpPSIMYIO CBSI3aHA C BEPOSITHOCTBHIO Pa3BUTHS
penuauBa, B TOM YKCIie C MPUCOETUHEHUEM 3JIoKaue-
cTBeHHOro komrmoHeHTa [1, 3]. B mocneonepauroHHOM
Teprojie MaIMeHThl TPEOYIOT HAOTIOIEHUS C TIPOBEICHM -
€M KOHTpoJibHOTO o0cnenoBanus — Y3U u KT + onpene-
nenne yposHeit ADIT u B-XT'Y B tunamuke. [Monmnxummo-
tepanus (ITXT) MmoxeT ObITh TpuMeHUMA U 3G (HEKTUBHA
y TAIMEHTOB CO CMENIaHHBIMKM (hOopMaMU TPU HATUIUKN
310KayecTBeHHOro KomnoHeHTa 'KO B cutyanusix, Kor-
Jla paguKaJbHOE ylajieHWe OTYXOJIM HE BBITTOJTHEHO WIN
HeBO3MOXHO. [logoOHbIe TpaHCchOpMallMd BCTPEYaIOT-
cd U B peluauBe 3adosneBaHus [3, 8]. Takxke BO3MOXKHO
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ucnoab3oBanue I1XT 1o IpyrMM MPOTOKOJIaM JIEYEHUA
3JI0KAUECTBEHHBIX HOBOOOpA30BaHUII B cjydae, e€CIu
PELMIMBUPYIOIIAs. OIYXOJIb COAEPKUT HErepMHHOKJIC-
TouHble 21eMeHTHl (Hampumep, PNET) [3, 5, 7, 8].

IIpu nHespenoit teparome, mo gaHHeiM G.R. Mann
etal., mporHo3 5-jeTHeli 0eCCOOBITUITHOM BHIXKUBAEMOCTH
YXYILIAeTCs IIPU BHETOHAIHOM PACIOI0XEHUHU OIYXOJIH,
YBEJIMYCHUM CTAIUU U CTEIICHU HE3PEJIOCTH OITyXOJIU, IIPU
HEIMOJHOM yIaJeHUud oOpa30BaHUs, U B LIEJIOM COCTaB-
JsieT 0Kojo 85,9 %. OOmias 5-7eTHsSis BbIKMBAEMOCThb
HE 3aBUCHUT OT CTENEHHU 3PEJOCTU WM PaAuKaJbHOCTU
IePBUYHOIO OIIEPATBHOIO BMEILIATEILCTBA M COCTABIISIET
0K0J10 95,1 % [7]. I1porHo3 nipu paHHbIix Bugax ['KO pac-
LICHMBAETCS KaK 0JIarOIPUsITHBIA.

I[Ipu BBIIBAEHUMM HOBOOOPA30BaHMS 1M PEAKOI,
B TOM 4YMCJIE€ MaparpaxeajbHOl, JIOKAJIU3alUU Y HOBO-
POXIEHHOIO HEOOXOAMMO IIPOBEIECHME MHULIMAIbHOM
OMOTICUY JIJISI TUCTOJIOTMYECKOM BeprU(UKALIMK AUAaTHO3A.
JanbpHeilas TakKTKa BeACHUsI MallMeHTa ONpeaeiseTcs
MYJBTUANCHMIUIMHAPHO, MNPY HaJW4YUMU 3JI0KAYeCTBEH-
HOIO0 HOBOOOPA30BaHMS Teparusl IIPOBOIUTCS COLJIACHO

MEXIYHapOIHOMY IIPOTOKOIy. PamukanbHOe orepaTuB-
HOE JIEYEHHE BBIMOJHIETCSI B CIEUMATM3UPOBAHHOM
LIEHTPE C BO3MOXKHOCTBIO IMPOBEIECHUSI XUPYPruyeCKOro
BMEIIIATEIbCTBA HA OpraHax rojloBbl M I1IEW C KUCIOJIb30-
BAaHUEM HEUPOMOHUTOPUHIA M MUKPOXUPYPTUYECKON
TeXHUKU. B mocieonepalimoHHOM Tiepuoae HeOOXOAUMBI
TOJTHOLIEHHBIC peaduIUTaLIMs M COLMAIM3allvsI ITalleHTa.

BoiBoanl

B maHHoOIi cTaThe onuMcaH peIKuii KTMHUYECKU ClTydail
pa3BUTHUSI HE3peJIoil TepaTOMBI IIe Y HOBOPOXXICHHOTO.
CJIOXXHOCTh OIpenejeHUs] TaKTUKUA BeACHUS TalleHTa
OblIa OOYCIIOBJIEHa HaJW4heM HEeCKOJIbKUX (PaKTOPOB:
HEepaauKaJIbHOCTHIO TEPBUYHOIO OIEPaTUBHOIO BMellla-
TEJIbCTBA, BO3PACTOM OOJIbBHOTO, aHATOMUYECKOM JIOKAJI-
3alMel ¥ TUCTOJIOTMYECKUM TUIIOM 00pa30BaHUsI.

PannuMit nepeBon HOBOPOXKACHHOTO B CITCIIMATMU3UPO-
BaHHBIC MEIMIIMHCKUE LICHTPHI, 00Jagaroline BO3MOXK-
HOCTBIO TIPOBEICHUS XUPYPrUYeCKOTro BMeEIIaTe/IbCTBA
Ha 00JIaCTH TOJIOBBI U IIEU, MOXET YIYJIIUTD Pe3yIbTaThl
JICYEHMST TaHHOM TPyl OOJbHBIX.
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Bpo:kaenHaa uHpanmunbHad pubpocaproma
MArKUX MKaHeu rpyaHou CmMeHKu cnesa
(onucaHue KNUHUYECKoOro cny4yas u o63op numepamypbl)

I'.b. Carosin, M.B. Pyboanckas, I1.A. Kepumos, O.A. Kankosa, M.A. Pyoaunckuii, /I.B. IlleBuoB, A.M. CyeiimanoBa,
P.W. ITumenos, A.C. Témunrii, H.B. Matunsu, E.B. Muxaiinosa, A.Il. Kazanues, C.P. BapdoaomeeBa
HHUU oemckoii onkonoeuu u eemamonoeuu PI'bY « HMHUI] onkonoeuu um. H.H. Baoxuna» Munzopasa Poccuu;
Poccus, 115478, Mockea, Kawupckoe wocce, 23

Konmaxmmuote dannvee: Tapux bapucosuu Cazosn g.sagojan @ronc.ru

Hughanmunonas gubpocapkoma (UP) — pedkas capkoma msaekux mxaneil, o3nukarouwas ¢ vacmomoti 1 % écex cayuaeg 3nokavecmeen-
HbIX HOB000pA3068anuil y demeil Ha nepeom 200y xcusnu. UD uawe éceco nopaxcaem msekue mMKaHu 8epXHUX U HUICHUX KOHEYHOCMEIl.
K pedkum nokanusayusm omuocam mynosuuie, 004acmo 20408bl U uieu U HceayO0ouHO-KuueuHslili mpakm. B cmamve onucan pedkuil
KAuHuyeckuii cayuaii epodcoennoil U® msexux miareii epyoHol CmeHKU Y HOBOPOJICOEHH020, 4 MAKICce AUMEPamypHblil 0630p.

Karouesnie caosa: ungpanmunvhas gubpocapkoma, 0emckas OHKoA02US, pedKUe 0nyxoau, demu

Jas yumupoeanus: Cacosn I.b., Pyoanckas M.B., Kepumos I1.A., Kankoea O.A., Pyoanckuii M.A., lllesyos /I.B., Cyaeiimanosa A.M.,
Ilumenoe P.U., Témnovui A.C., Mamunan H.B., Muxaiiroea E.B., Kasanues A.Il., Bapghoromeesa C.P. Bpoycdennas ungpanmunvhas
gubpocapkoma msekux mraueil epyOHOil CMeHKU caeéa (Onucanue KAUHUYecKkoeo cay4as u 063op aumepamypol). Poccutickuii scypran
demckoil eemamonoeuu u onxonoeuu 2020;7(1):75—81.

Congenital infantile fibrosarcoma of soft tissues of the chest wall on the left
(description of the clinical case and literature review)

G.B. Sagoyan, M.V. Rubanskaya, P.A. Kerimov, O.A. Kapkova, M.A. Rubanskiy, D.V. Shevtsov, A.M. Suleymanova,
R.I. Pimenov, A.S. Temnyy, N.V. Matinyan, E.V. Mikhailova, A.P. Kazantsev, S.R. Varfolomeeva

Research Institute of Pediatric Oncology and Hematology of N.N. Blokhin National Medical Research Centre of Oncology,
Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia

Infantile fibrosarcoma (IF) is a rare soft tissue sarcoma that occurs with a frequency of 1% of all cases of malignant neoplasms in children
in the first year of life. IF most often affects the soft tissues of the upper and lower extremities. Rare localizations include the trunk, the head
and neck, and the gastrointestinal tract. The article describes a rare clinical case of congenital IF of soft tissues of the chest wall in a newborn,
as well as a literature review.

Key words: infantile fibrosarcoma, pediatric oncology, rare tumors, children
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Beenenne

3n10kayecTBeHHBIe HOBooOpa3oBaHus (3HO) y nereit
TMEPBOTO roJIa JKU3HU UMEIOT CaMblii BBICOKUI TTOKAa3aTelb
3a00JIeBAEMOCTU CPeu JeTeil BCeX BO3PACTOB U COCTAB-
JsioT 20—25 cayyaeB Ha 100 000 [1]. K peakum omyxosisim
MEPBOro ToJa XXU3HU OTHOCUTCS MH(PAHTWIbHAS (PUOpo-
capkoma (M®), BosHuKamwIias ¢ dacroroir 1 % Bcex
cayyaeB 3HO B mannoit nonyasuuu [1, 2]. U® oGHa-
pyxuBatorcs npu poxzaeHur B 30 % ciydyaeB u B 80 %
HaOMIONEHUIT pa3BUBAIOTCS Ha TEPBOM TOAY XM3HU [2].
HawnbGoiee yacTo 3TOT BU, capKOM TTOpakaeT MITK1e TKa-
HU BEpXHUX M HUKHUX KOHeYHocTel [3].

B crathe ommcaHO peakoe KIMHUYECKOE HaOmoae-
Hue BpoxaeHHON MM MArkmx TKaHeil rpyaHOI CTEHKH
Yy HOBOPOKIEHHOTO.

Kinmaugeckwmii coryqaii

Pebenox U., poduncs om xceHujuHol 24 nem 6e3 coma-
mu4eckol namoaoeuu, om 2-ii 6epeMeHHOCmU, NpomeKae-
weil gusuonoeuuno (1-s bepemenHocms — cpoumnvie podul,
manvuuk 2 nem, 30opos). Podopaspewenue onepamuenoe,
Ha 38-il Hedene eecmayuu (6 83U C @bIBACHHOU ONYXONbIO
8 obaacmu epyoHoil cmeHKu y naoda Ha 30-il Hedene eecma-
Yyuu, ¢ OHK0A020M He KOHCYabmupogaaucs). Macca mena npu
pooicdernuu — 3500 e, oruna mena — 52 cm. Oyenka no wkane
Aneap 6/7 6aanos. Cocmosnue pebenka npu podxcoeHuu pac-
YeHeHO Kak msdcenoe 3a cuem ObiIXAmMeabHbiX HApYUleHU.
Ilpu ocmompe H0B0OPOICOCHHO20 8 POOUNLHOM 3aie Ha 3a0He-
00K060II NogepxXHOCMU 2PYOHOU CMEHKU CAe6a Bbls8AEHO
OonvuUX pasmepog 00seMHOe 00pa3oeanue, 6 Ce:a3u ¢ Yem
6 nepevle CYmKU JHCUZHU MAAbYUK Nepeseder 6 omoeneHue
DeaHUMauuy U UHMEHCUBHOU mepanuu HOB0POJICOEHHBIX NO
Mecmy JHcumenbcmada, 2de 8blnoaHeHo 00caedosanue.

Ha komnoromepnoii momoepaguu (KT) msexux mraneii
MYA0BUWA BbIAGACHO 00BeMHOE 00paA308aHUe, Npedcmas-
Asoujee coboil MaccugrHoe 00pa306aHUe MAeKUX MKaHell
3a0He00K0680I N0BEePXHOCMU 2DYOHOU CMEHKU Ha YPOoGHe
11-20 u 12-20 pebep, pasmepamu 6,8 X 6,4 x 6,0 cm (005-
em — 135cmd).

Ha 4-e cymku JcuzHu 6 cmayuoHape no Mecmy Jcument-
CMmea BbINOAHEHA OMKPbIMAs OuUoncus HO800OPA308aHUS
epyonoii cmenku. lucmonoeuueckoe 3axaiouerue (NOAY4eHO
Ha 16-e cymKu Jcusnu, 2ucmonsoeuteckuii Mamepuan KoH-
CYABIMUPOBANCS 8 2 NAMOMOPPOA0SUYECKUX AADOPAMOPUSX
2. Mockebl): onepayuontblil mamepuan npedcmasneH gpae-
MEHMOM HEeUHKANCYAUPOBAHHOU COAUOHOU ONYXO0AU C UHBA-
3UBHBIM POCMOM 6 OKpYIcarouue mxkanu. Heonaacmuueckas
MKAHb YMEPeHHOU KAeMOYHOCMU (OMMeHaemcs <«30HaAb-
HOCMb» — HepedosaHue y4acmKoe ¢ 60aee 8bicoKoll U boaee
HU3KOU KAeMOYHOCMbI0), NPe0CmagneHa epemeH08UOHbIMU
2NEMEHMAMU C YMEPEHHbIM KOAUHECBOM CAA00I03UHODUNL-
HOU YUMONAA3Mbl, PACNOAOICCHHBIMU CPeOll KOANAEHUZUPO-
BAHH020 MEJNCKAEMOYHO20 Mampukca. Aopa oeanvHoil aubo
BLIMAHYMOU (hOPMbL, ¢ OUCHEPCHBIM XPOMATNUHOM, IOPbIUKU
He onpedeasomcs. Kiemku obpazyrom nepecekaroujuecs
NYUKU U KOHUEHMpUYecKue CKONAeHUs OKpYe GemMBAUUXCS
KPOBEHOCHBIX COCYO08, 8 pe3yabmame 4eeo npoceem cocyoos
Mecmamu RPUHUMAe Weae8UOHYI0 AUO0 NOAYAVHHYIO hopMY.

Mumomuueckas akmusnocms — 3 ¢pueypst mumosa 6 10
noasX 3peHus npu ygeauuenuu muxkpockona x 400.

Ilposedeno  ummyHocucmoxumuueckoe Ucciedo8anue:
8 Kaemkax o0pasoéanus eviseieHa sxcnpeccus Vimentin
(Bumenmun) u ghoxanvuas sxcnpeccus SMA (enadkomviuien-
Hblll aKMUH) 8 eUNOKAemo4HbiX 30Hax. Sldepnas sxcnpeccus
INI1 coxpanena 6o écex kaemkax. Ypoeerv npoaugepamus-
Holl akmuenocmu no sxcnpeccuu Ki-67 eapsupyem om 2 do
15 %. Peaxuyus ¢ ocmanvHolMu aGHMUMENAMU 8 KAeMKax
ONYX04U He2amueHas.

SakatoueHnue: dughgepenyuanvrHas ouaeHoCMuKa npogo-
dunacv mencdy muoguopomoii/muoguopomamoszom u HUD.
Tucmonoeuueckas Kapmuna u UMMYHOGEHOMUR COOMEen -
cmeyiom UD.

Yuumuieas peszysvmamol eucmonoecu4eckoeo 3axarye-
HUs, 045 danbHeluleeo 00cAe008aHUS U ONpedeneHUs] MAaK-
MUKU CHeUUanbHo20 AeHeHus pPeOeHOK e0CNUmanru3upoean
80 2-e xupypeuueckoe omodeneHue onyxoaeil mopaxkoadoo-
munanvrot nokaauzayuu HUH demcioii onxonoeuu u eema-
monoeuu PIBY «HMHUI] onxonoeuu um. H.H. Baoxuna»
Mun3zdpasa Poccuu.

Ilpu nocmynaenuu 6 omoeneHue: 603pacm NAUUEHMA
30 Oneil, cocmosiHue pacyeHeHo Kak msaxceaoe o OCHOGHOMY
3a604e6aHUI0, CBA3AHO C HAAUUUEM OONBULUX PAZMEPOE HOBO-
00pazosanus y MecsuHoeo pebenka éecom 5 ke. JlokanvHulil
cmamyc: Ha 3a0He00K080l NO8epXHOCMU 2PYOHOU CIMEHKU
cresa onpedensemcsi 00seMHOe 00paA306aHUe, PA3ZMEPOM
10,0 x 10,0 cm, npu nasvnayuu naomHoe, bezbone3HenHoe,
HenodeudicHoe, Kodica He uzmeHeHa (puc. 1).

B ycaosusx cmayuonapa nayuenmy npogeoeHo Kom-
naekcHoe obcaedogatue.

Onpedenenue KOHUEHMPAyuil OHKOMAPKEpo8 6 Kposu:
anvga-ghemonpomeur,  HelpoHcheyugpuueckas eHoaasa,
Oema-xopuoHu4ecKuli 20Ha0OMpPONUH Yea08eKd, eppumuH,
AaxkmamaoeeudpoeeHaza — 6 npeoenax 603pacmHoll Hopmbol.

KT opeanos epyoHoil nosocmu He bi6UA0 GMOPUHHBIX
usmenenuil. I1o daHHbIM MUEA0SDAMMBL AMURULHBIX KACTHOK
He HaildeHo.

Maenumno-pesonancnas momoepagpus (MPT) msexux
MKaHel mya08uwa ¢ GHYMpPUEEHHbIM OOAOCHBIM KOHMPA-
cmuposanuem: na yposre Th9-1L4 nozeonkos caesa onpede-
ASeMCsL MHO20Y31080€ 00pA308aHUe ¢ YeMmKUMU KOHMYPAMU,

Puc. 1. Buewnuii 6uod nayuenma. Cmpeakoil yKazaHo 603gvluiaroujeecs
obpazosanue, ucxoosujee U3z MseKux mkaueil 3a0He60K080l NOGepXHOCMU
2pYOHOI CMeHKU

Fig. 1. The appearance of the patient. The arrow indicates a rising formation
coming from the soft tissues of the posterolateral surface of the chest wall

1 202011N

I cases

Clinica

17



I cases

Clinica

78

Poccuiickuii xypuan JETCKOM TEMATOJIOTYUW u OHKOJIOTUU

pasmepamu 7,4 x 7,0 x 7,5 cm (obsem — 202 cm?). Cmpyk -
mypa 00pazoeanusi 00HOPoOHas, coaudnas. Ommeuaemcs
UHMEHCUBHOE HEePABHOMEDHOe HAKONAeHUe KOHMPACHHO-
20 npenapama onyxoavto. Obpasoeanue pacnosazaemcs
uHmpa- u 3KcmpamopaxanvHo, §—12-e pebpa onpedens-
omes 8 moaule onyxoau, 0ecmpykmueHo U3MeHeHbl, pas3-
pyuiensl. Ommeuaemcs UHDUABMPAUUS ONYXOAbIO Medicpe-
bepHbixX, nepednell 3y04amoil MoluY, WUPOYATiUed MblUlbl
CRUHbBL, MbIUIUbL, BLINPAMASIOWEL] NO360HOUHUK, BHYMPEHHEel
U HAPYICHOU KOCbIX MbIULL, HCUBOMA CA€8A U NOOKOICHO-JICU -
poeoii kaemuamku. [lamonoeuueckue mkanu npuaedxcam
Kk menam u oyyuckam Th9-11 nozeonkos cresa, be3z yode-
dumenvubix npusHaxos decmpykuuu. Ha yposne Thil0-11
NO360HK08 4epe3 pacuiupeHHoe MedCno360HOUHoe Omaeep-
cmue Onyxoab PpAacnpocMpaHsemcs UHMPAKAHAAbHO HA
npomsxcenuu 0,8 cm, be3 npuznaxkoe coaeauearus oypanb-
H020 Mewka. MHmpamopakanshslil KOMHIOHEHM NPUAEICUM
K neebim omdenam duagpazmel, cmeuiaem HUNICHIOH 001
16020 neeko2o. Ipyonoil omden Hucxoosueil aopmsl UHMAK -
meH. [pydocnunnas apmepus yacmu4Ho npoxooum 6 moauje
onyxoau. Buzyaauzupyromes noomwiweunsie aumgamuue-
cKue y3nbl ¢ 0beux cmopor pasmepamu 0o 0,5 cm 6 duamempe

(puc. 2).

a

Puc. 2. MPT msekux mxateti myaoguuja ¢ 6HympueeHHvIM O0NHOCHbBIM KOH-
Mpacmupoeanuem: a — aKCuaNbHas npoeKyus; 6 — KOpOHAAbHAS NPOEK YU
Fig. 2. MRI of the soft tissues of the body with intravenous bolus contrast:
a — axial projection; b — coronal projection

C nomowbio yumozeHemu4eckKo2o Uccae0o8anus Memo-
dom gpayopecuenmuoti eubpuduzayuu in situ (FISH) oonapy-
Jcena nepecmpoiika eena ETV6.

Takum obpasom, Ha OCHOBAHUU KOMNAEKCHO20 00cAe-
dosanus ycmanoeaen Kauuudeckuii ouaenoz: HP msexux
mKaHeil 3a0He00K08bIX 0M0en08 epyoHOl CMeHKU ¢ UHMPA-
KaHnanvHoim pacnpocmpanenuem, T2bNOMO, 111 kaunuue-
ckas epynna no IRS (Intergroup Rhabdomyosarcoma Study,
Medscepynnosoe uccaedosarue no pabdomuocapkome).

Ha momenm nocmynaenus 6 HUH demckoii onkonoeuu
u eemamonoeuu PI'bY «HMHUII onkonoeuu um. H.H. Bro-
xuna» Munzdpaea Poccuu no dannsim npogedennoeo oocae-
doeanus y pebeHka 3apecucmpupo8aHo yeeauvenue pame-
pos obpazosanusn na 33 %. Ha kaunuueckom koucuauyme
NPUHAMO peulerHue 0 NPoGedeHUU XUpYpeuuecko2o 3mand
AeHeHUsl, NPUHUMAs 60 GHUMAHUE B03MOICHOCHb GbINOAHE-
HUs paduKanbHo20 yOaneHus Onyxou.

B 6ospacme 51 0ns nayuenmy binoaHeHo Xupypeuyeckoe
yoaneHue onyxoau epyoHoOll CMeHKU cAe8d ¢ IKcmupnayuei
11-e0 u 12-20 pebep, naacmukoil duagpaemvl MecmHbl-
MU MKAHAMU U NAACMUKOU 2pYOHOI CMeHKU NAACMUHOLL
Permacol. Coenacno npomokosy onepayuu: nososicenue
pebeHKa Ha onepayuoHHoM cmose Ha npagom o6oky. Ilonepey-
Hotil paspes 10 cm ¢ ucceuenuem pyoua om ouoncuu. Omcena-
P08aHa Kodica Hao obpaszosaruem. Ocmpoim U Mynvim nymem
8bl0eNeH HUJICHULL NOAIOC ONYXO0AU, KOCble MblUYbL JCUBOMAa
nepecevenvr annapamom Ligasur. Ocmpo mobuiuzoeana
onyxoas om duaghpaemol, ¢ yacmuyHoii ee pezexyueil. I1nes-
momopakc caeea. Jleeounas mkans NOAHOCMbIO UHMAKMHA.
Jecamoe pebpo npunexcum K 6epxHeil epanuue Oonyxoau,
M006UAU308aHO. Y NO360HOUHUKA 8bINOAHEHA IK3APMUKYAS-
yusa 11-e0 u 12-e0 pebep, a makoice yoarern mMejicno360HoU-
HbLil KomMnoHenm onyxoau. Onyxons yoasena eOuHsim 610K0M
¢ pedpamu. Jpenuposarnue naesparvhoil norocmu. Ha nep-
60M mane 6bINOAHEHA NAACMUKA JUagdpazmvl MeCHHbIMU
MKaHAMU. 3amem MbluleyHblil depekm 60K0B0I CMEeHKU ce-
8a ykpoim naacmuroil Permacol. Yemanoeneno 2 dpenaca:
MeduanbublLil — n00 NAACMUHOLL, 1AMePANbHbLI — NOOKOICHO.
Pana nocaoiino ywuma, west Ha Kodxcy (puc. 3).

Ilocreonepayuonnulii nepuod npomexan enadko, opeHa-
acu yoanensl Ha 10-e cymku nocae onepamuerozo Aeuerus.

Tucmonoeuueckoe  3akaouenue  co0mMEemMcmeo8ano
OUONCUOHHOMY MAMEPUAny, 8 Kpasx pe3eKyuu Koxcu U cke-
AEMHOU MblUlYbl ONYX01b He 00Hapyicena. Obsem onepamug-
Ho20 émeuamenscmea Ovln unmepnpemupogan kak RO-pe-
3eKuyusi.

Takum o06pazom, coenacHo COBPEMEHHbIM NPOPAMMAM
Aevenus nayuenmoe ¢ UD, ¢ yuemom padukassHoeo yoase-
Hus onyxoau u obsemom pesexyuu (R0), nposedenue cneyu-
anbHO20 AeueHusi (Xumuomepanus, Ay4eeas mepanus,) He
noKa3auo, pebeHOK OMHeceH 8 epynny Habaoenus ¢ peKo-
MeHOauuamMU pe2yasipHo20 OUHAMUYECK020 HAOAOeHUS.

Manvuuk evinucan u3z omoeneHuss 6 Y0061emMEopU-
menvHoM comamuyeckom cmamyce. Ha odaunwiii momenm
daumenvHocme Habawdenus cocmaeasem 13 mec. MPT
mynosuwa evinoausiemes 1 pas ¢ 3 mec ¢ momenma OKoH-
Yanus AeueHus, COXpaHsemcs NoAHbLI OMeem no 0CHOBHOMY
3abonesanuro. Budumoii degpopmayuu ocesoeo ckenema Hem.
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Puc. 3. Bud u xo0 onepayuu: a — paspes Koxicu, ucceuerue cmapozo nocaeonepayuorHoeo pyoua (ykasan cmpeaxoit). Ocmpuiv u mynsim nymem omcenapu-
DOBAHA KOJICA HAO ONYX0AbI0, 8bl0€NeH HUNCHUI NOAIOC ONYXOAU, KOCbIe MbLUULbL HCUBOMA; 6 — OCMPO MOOUAU308AHA ONYX0Nb OM OUAPPAZMbL, € HACMUHHOU
ee pezekyuell, sK3apmuxyssauus 11-eo u 12-eo pebep; 6 — nepswiii sman, 8bINOAHEHA NAACMUKA OUAPPazmbl MeCmMHbIMU MKaAHAMU. Molueunblii deghexm
00K080lI cmeHKU caeea ykpbim naacmunol Permacol (ykasan cmpeakoii); e — maxponpenapam yoaneHHoi Onyxoau MacKux mxaneil 3a0He00K08biX 0maenos
epyOHoil cmenku. Hoeoobpasoseanue yoanreHo paduKkanvHo 6 npedeaax 8UOUMbIX 300P08bIX MKAHE, Kancyaa Onyxoau 60 épems onepayuu He nogpexicoena,
4mo noomeepIcoeHo OaHHLIMU MUKPOCKONUHECK020 UCCAe008aHUS

Fig. 3. The type and course of the operation: a — skin incision, excision of the old postoperative scar (indicated by an arrow). In a sharp and blunt way, the skin
above the tumor was separated, the lower pole of the tumor, oblique muscles of the abdomen; 6 — an acute mobilization of the tumor from the diaphragm, with its
partial resection, exarticulation of the 11" and 12" ribs; 6 — the first stage, the diaphragm is made with local tissues. A muscle defect in the lateral wall on the left
is covered with a Permacol plate (indicated by arrow); e — macrodrug of a remote soft tissue tumor of the posterolateral chest wall. The neoplasm was removed
radically within the limits of visible healthy tissues, the tumor capsule was not damaged during the operation, which is confirmed by microscopic examination

Oo0cyxneHue

Capkombl MsiTkux TKaHeir (CMT) cocrasnstiior 7,4 %
Bcex 3HO y neteit u B3pocabix B Bo3pacte a0 20 aet [4].
HN® cocrasisier 24 % ot CMT, 3aHuMast B UX CTPYKType
2-e MeCTO TocJie pabIOMUOCAPKOM Y JIeTell TIEpBOTO roaa
KU3HU [5].

HN® — penkast 310Ka4eCTBEHHAsT OITyXOJIb MSITKMX TKa-
Heil y IeTeil meproaa HOBOPOXKIEHHOCTH [1, 6, 7] 1 BCTpe-
yaercs ¢ yactoroit 1 % Bcex 3HO y nmeteit mepBoro roga
SKU3HMU.

B ocHoBHOM M@ pasBuBaeTcs B TeUeHME MIEPBBIX 5 JIET
xxu3Hu [8, 9]. B 30 % ciyyaeB OHM BBISIBJISIIOTCS YX€ MPU
poxaennu, B 80 % HabmomeHMii 3abojieBaHKMe TUATHO-
CTUpYyeTCs B TeUeHUE MepBOro roaa KU3Hu [8]. DToT Buj
CapKOM Yallle BO3HUKAET Y MaJIbuMKOB, YeM Y ICBOYECK.

Dtrnojnorusa pasputusi MM® HeusBecTHa, Ipeariosia-
raercs, 4YTO HCTOYHUKOM SIBJISIIOTCSI SMOpPHMOHAJIbHbIC
GubpobIacThl 3a4aTKa KOHEYHOCTH, KOTOPhIE HE BCTpE-
YaloTCsl B MOCTHaTaJbHOM Tiepuose. CieayeT OTMETHUTb,
YTO B HACTOSIIIIEE BpEMs B JIUTEpaType HET TaHHBIX, yKa-
3bIBAIONIMX Ha HaJW4YUe CBA3U MEXIYy BO3HUKHOBEHUEM
M ® 1 mopokaMu pa3BUTHS CKeJIeTa M MITKUX TKaHei [9].

Hau6onee yacroii nokanusamueit U sgBasroTCs MsIT-
KUe TKaHW BepXHMX M HMKHUX KOHeuHocTeil. K penkum
JIOKaJIM3alsIM OTHOCSIT MSITKME TKaHM TYJIOBUIIA, 00J1a-
CTHU TFOJIOBBI U 11IEU, a TAKXKE XeTyI0UYHO-KUIIIEYHbI TPaKT
[4]. B nutepaType omucaHbl €AMHUYHbIE KJIMHUYECKUE
HaomoneHus P B obmactu rpynHoit crenku [10—13].

Tak, R.C. Shamberger et al. B Children’s Hospital,
Dana-Farber Cancer Institute and the Joint Center for
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Radiotherapy, Boston (CIIIA) 3a mepuonm c¢ 1976 1o
1978 r. mpoaHanu3upoBaaud uUCTOpUM 17 MIaneHLEB
U IeTel ¢ OIyXoJsIMU TpynHOIi cteHKu. B ctpykType 3HO
B OOJIbLIMHCTBE ciiydaeB 11/17 (64,7 %) rucronornyecku
BepuduLmpoBaHa capkoma lOunra, B 2/17 (11,7 %) —
HemuddepeHIUpoBaHHAs BEPETEHOKIETOUHAsI CapKo-
Ma u o 1/17 (5,9 %) cinyyaio — ocTeoreHHasi capkoma,
KPYIIHOKJIETOUHAas JuM@oMa, CHMHOBMaJbHas capkoma
u Mo [13].

Ipynmoii yuenbix u3 St. Jude Children’s Research
Hospital (CIIIA) Ha OCHOBaHUM PETPOCIIEKTUBHOTIO aHa-
sm3a 3a nepuon ¢ 1980 mo 2009 . Ob111 onrcaHbl 15 matm-
€HTOB C ycTaHOBJIEHHBIM quarHo3om M ®d. PacripeneneHne
I10 JIOKAJIM3alluU BBILJISLACIIO CISAYIOIIUM 00pa3oM: MSIT-
KU TKaHM HIKHEe KoHeuHocT — 6/15 (40 %) nabGione-
HUI, BepXxHeil KoHedyHocTu — 3/15 (20 %), rpyaHOl CTeH-
ku 2/15 (13,3 %), obaactu ronoBel — 3/15 (20 %) n 1/15
(6,7 %) cay4ait UD 3abproirHHOro rnpocrpaxHcrsa. [1pu
9TOM CPEeIHUIA BO3pACT MallMeHTOB HAa MOMEHT IOCTaHOB-
KU IMarHosa coctaBwi 3 mecsaua [14].

N ® npencrasisier coboil MeIJIEHHO pacTyIIylo, 6e3-
00JIe3HEHHYIO OMyX0Jib. KIIMHMYecKue TIposIBJIEHUSI 3TOTO
BUJIa capKoMbl, KakK u npyrux CMT, 3aBucsT ot pazmepa,
JIOKaJIM3alliK, CTEIIEH! MHBAa3UU 1 PACIIPOCTPAHEHHOCTHU
OITYXOJIN.

Mertacrarnueckne ¢opmbl MPD BcTpedaroTcst penko
(menee 10 %) u MeracTasbl B OCHOBHOM JIOKAJIM3YIOTCSI
B JIETKUX, KOCTSIX U TUM(aTUIeCKUX y3max [14].

ITpu mopdonornyeckom ncciaenoBanuu UMD makpo-
CKOMMUYECKU TIpeJCTaBlIeHa y3JI0M KPYIJIOi MJIM OBajlb-
HOIl (hOpPMBI, COJMAHOTO CTPOeHUs. TKaHb OIyXOJU
BOJIOKHHUCTOIO BHUA, IJIOTHO-3JIACTUYHON KOHCUCTEH-
I, Ceporo IBeTa. XapakKTepeH HWHOUIBTPaTUBHBIM
poCT. MUKPOCKOIIMYECKH OITyXOJIb COCTOMT M3 HEeoIlIa-
cTuyeckux (GuodpoOacTOB ¢ OUMOJIPHBIMU OTPOCTKA-
MM, OBAJIbHBIMU SIAPAMM C MEIKOIMUCIIEPCHBIM XpOMa-
TUHOM U Iapoii MEJIKUX sApblilieK. BepeTeHoOOpa3HbIe
GubpobaacTel 0OPaA3yIOT MPSIMBIE U TepeTieTalonecs
IyYKH CPeay KOJUIareHOBOM CTpOMBI 01yxojiu. OIyXoJjib
B OOJIBLLIMHCTBE CJIy4aeB MMEET BbICOKYIO KJI€TOYHOCTb.
B kJeTkax omyxosu BBISBIISIETCS dKCIIpeccus Vimentin,
PENKO IOJIOKUTEIbHAs 3KCIPECCUsT K TIJIaIKOMBbIIIEY-
HOMY aKTWUHY, He oIpenensieTcsa skcmnpeccus S-100,
Desmin, Myogeni [15].

B Hacrosiiee Bpemst B oTHoieHnu P upeHtudn-
LIMPOBAaHbl XapaKTePHbIE MOJIEKY/ISIPHO-TEeHETUYECKUE
Mapkepbl. Tak, WIS 3TOil capKOMBI XapaKTepHO BBbISIB-
JICHUEe pelMIIpoKHOM TpaHciaokauuu t(12;15) (pl13, q25)
¢ hopmupoBaHueM xuMepHoro reHa ETV6/NTRK3 [16].

B xypnane “Nature Communications” B 2018 1. Obl111
OIyOJIMKOBaHbI PE3YJIBTaThl KCCIIEA0BATEIbCKOM TPYIIIIHI,
10 JaHHBIM KOTOpoii mpu M® penko, HO BbISIBISETCS
myTauus B reHe BRAF [17].

Huddepenunanpabiii pssgy UMD Brioyaer B ceds
1ebiii mepedyeHb 3HO, MMEIOIIMX CXOXYIO TUCTOJIOTUYe-
CKYIO KAPTHUHY.

Jleuernne D TpebyeT MEXKIAMCLIMIUIMHAPHOIO ITOIXO0-
na. OCHOBHBIM METOJIOM BhIOOpA SIBJIIETCS PaauKalbHOE
XUpyprudeckoe jeueHue. XMMUoTeparus peKOMEHIYeTCsI
JUIS TIALIMEHTOB ¢ HeollepadeIbHbIMU Y METACTATUYECKU -
MU popMaMU OIMyXoJu. JlekapcTBeHHBI MoaXoa B 00Ib-
LIMHCTBE CJIy4YaeB NPUOPUTETEH MpPU HeorepadebHbIX
capKoMax C JIOKaJIM3alKeil B MITKUX TKAHSIX KOHEYHO-
CTEi1, YTO IMO3BOJISIET U30EXKaTh aMIIyTallMi U COXPAHUTh
(pyHKIIMOHATBLHO AKTUBHYIO KOHEYHOCTD [18].

Cnenyer otMeTuTh, uTo M.L. Loh et al. mpogeMoH-
CTPMPOBAJIM, YTO HEOAIbIOBAHTHAsI XUMUOTEpaIMs
C TOCJIEAYIOIIMM XUPYPrUYeCKUM yOaJIeHUEM OIyXOJIu
VAYYIIAIOT Pe3yabTaThl JeueHus [19].

OOmias 5-7eTHsIST BBDKMBAeMOCTh TIPU paavKaIbHOM
onepanun y nanyeHtos ¢ U® gocruraer 80—90 % [20—22].

B Hacrtosilee BpeMsl B JUTepaType MMEIOTCS IaH-
Hble 00 3(P(GEeKTUBHOCTA MPUMEHEHUS JIAPOTPEKTUHU-
6a (larotrectinib, LOXO-1) y mauMeHTOB CO CIUTHIMU
TRK-6enkamu. DpEHeKTUBHOCTL 3TOTO Tpernapara obuia
MU3ydyeHa B 3 KIIMHUYECKUX UCIIBITAHUSIX, B KOTOPBIX IIPH-
HsU ydactue 55 mauueHToB (12 meteit u 43 B3pOCIBIX)
C COJIMIHBIMU ONMYXOJSIMU, U3 KOTOPBIX 7 Obutn ¢ UD.
B uccnenoBaHuM mokazaHo, YTO Ha TEPAIMIO JIAPOTPEK-
TUHUOOM BHE 3aBUCHMMOCTH OT BO3pacTa U JIOKaIu3aluu
OIyXOJIX OTBevaloT 76 % malueHTOB C paclpoOCTPaHEH-
HbeiMu 3HO, y 79 % 60J1bHBIX Tepamnusi coxpaHsieT addek-
TUBHOCTD Ha MPOTsKeHUH roaa [23—26].

BoiBoanl

B nmanHO#i pabGoTe omMcaH KIMHUYECKUM CIydaii
BpoxaeHHoii MM ¢ penkoil JiokaausalKneidi y HOBOPO-
JKIEHHOTO.

PanukanpHOe XMpyprudyeckoe ymalleHUE SIBISETCS
MeTOI0M BeiOOopa rpu UD.

CraHgapTU30BaHHBIN MOAXOA K Tepaluy MallleHTOB
¢ HepesekrabenbHOi M@ BKIIOYaET KCIIONb30BAHUE
XUMMOTEpaNuu, IPOAEMOHCTPUPOBABINEE YIydllIeHUE
pe3yJIBTaTOB JICYEHMSI, a TaKXKEe BO3MOXHOCTU COXpaHe-
HUSI KOHEUHOCTH.

HoBbIM 1€KapCTBEHHBIM MOIXOAOM K CHUCTEMHOMY
neyennio P geisercs npuMeHeHWe MHTMOUTOpa CIN-
Thix 0enkoB TRK (saporpextuHu®). JlaHHBIN mpemnapar
MpeacTaBIsIeT CcO0OI TEPBBIA CEJIEKTUBHBIM HU3KOMO-
JIeKynsaApHbIii MHruoutop cauthix 0enkoB TRK. Teope-
TUYECKOIl OCHOBOI 3TOTO BHJA JIeYECHUS CTall TOT (haKT,
YTO B HEKOTOPBIX CJIydasiX COOTBETCTBYIOIIMil Trk-reH
(NTRKI1, NTRK2 v NTRK3) cnuBaeTcst ¢ IpyriM HeCBsI-
3aHHBIM TeHoM (Hampumep, ETV6, LMNA, TPM3),
YTO TIPUBOAUT K HEKOHTpoiupyemoil Trk-curHamusa-
LMY U pa3BUTHIO pa3nuuHbiX BumoB 3HO, B yacTHOCTH
WD [27]. YcTaHOBIIEHO, YTO 3TOT OEJIOK MHIAYLIMPYET KJIe-
TOYHYIO TIponrdepalnio, aKTUBUPYSI CUTHATbHbBIC MTyTH.
besycnoBHO, 3(GEeKTUBHOCTh JAHHOTO METOola Teparuu
y €IMHUYHBIX 00JIbHBIX ¢ UD TpeOyeT najabHenIIero moi-
TBEP:KICHUS Ha OOJBIIMX TPYIIaxX MallMeHTOB, BKIIIOUYast
MalMeHTOB IETCKOTO BO3pacTa.
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUU u OHKOJOTUU

Ysaxcaemoie konnezu!

Batom HOomepe XypHaa Mbl NPOA0NIXKaeM ny6nv|Kau,mo LMKna cTaTei o pa60Te CUMUTOCTAaTUKAMNA.

Mpepnarato Bawemy BHUMaHuio paspen Ha Temy «[lpaBuna Ge3omacHoro o6paLueHus
C MPOTMBOONYXONIEBBIMY M IMMYHOGMONOrMYECKIMM NPENapaTami».

0.B. MumeHoea,
21a8HAA MeOUYUHCKas cecmpa
HMUL Jron um. Imumpus Pozayesa

https://doi.org/10.21682/2311-1267-2020-7-1-82
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NpaBuna 6esonacHoro ob6paweHus ¢ npomuBoonyxoneBbiMu
U UMMYHOOUONOruyecKuMu npenapamamu

J.B. JIureunos, H.B. Msxkosa, 10.A. IlIndpun, O.B. ITumeHosa
OI'BY «<HMHUI] JITOH um. Jimumpus Poeauesa» Munzdpaea Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1

Konmaxmmuuwie dannvie: Onvea Braoumuposna Ilumenosa olga.pimenova @fecho-moscow.ru

Rules for the safe handling of antitumor and immunobiological preparations

D.V. Litvinov, N.V. Myakova, Yu.A. Shifrin, O.V. Pimenova

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

CeronHs peyb NOUAET O MpaBuIax 6€30macHOro oopa-
IIEHUS C TPOTUBOOITYXOJIEBBIMA W MMMYHOOMOJIOTHYE-
CKMMU TIpeITapaTaMu.

Bce Marepuaibl TIpecTaBIeHbI ¢ OIMMMCAHUEM IIIaroB,
NEUCTBUM 1 OTBETCTBEHHbBIX 32 HUX COTPYIHUKOB.

XKny Bamm BOmpochl, KOMMEHTApUU, TPEITOKCHMUS,
MOXeJaHUsI, TEMBI JIJIsI OyIyIIEro 00CYKACHMSI.

IIpaBuna Ge3onmacHoro oopamieHusi ¢ MPOTHUBOOIYX0JIe-
BbIMH M IMMYHOOHOJIOTHYECKUMH NPenapaTaMu

I[Ipn oOpameHWn ¢ TPOTHBOOIYXOJIECBBIMM WU
MMMYHOOMOJOTUIECKUMU MperiapaTaMu, CJIeayeT COOTI0-
JIaTh CJIeTylolne TpaBuJa;

1. Hcronb3oBaTh 3alIUTHBIC HUTPUJIOBEIC TIepyaT-
K1, MacKy, IIaNKYy, 09K, OMHOPA30BHIN XajaaT/hapTyK.

2. ToroBUTb pacTBOp HEOOXOAWMO B CIELMATBLHO
MMpeaHa3HAYeHHOM ITOMEIICHUH (BBITSKHOM IIKady).

3.  He cnenyer nomyckaTh KOHTaKTa IIperaparta
C KOXeW U CIM3UCTBIMU 000JI0OYKAMU, 0COOEHHO HEOOXO-
numo O6epeyub riaza.

4. Jlnsg mpenynpexaeHust HapylIeHUsI FTepMeTUYHO-
CTH KOHHEKTOPHI TOJDKHBI TOYHO ITOIXOINUTH IPYT K APYTY.

5. Heobxoaumo uzberaTb NOBBIILIEHHOTO JaBJIEHUS
BO (bjlaKoOHAX NP WX 3aIlodHeHUH. WTIBI ¢ (MIBETpOM
WJIM OJHOPA30BbIC UTJIBI ITOMOTAIOT BEIITYCTUTh BO3AYX U3
¢1aKoHa U COPOCUTH BBICOKOE JaBJICHNE BHYTPH.

6. Ilpu pa3BeaeHMM MPOTUBOOIMYXOJEBbIX U UMMY-
HOOMOJIOTMYECKUX IIpernapaToB pacTBOPUTEIb BO Ja-
KOH JTOJDKEH BJIMBAThCS MEMICHHO, CTPys JOJKHA ObITh
HampapJieHa Ha CTeHKY (piakoHa, He BCTpsIXMBaTh!!!

7.  AnexkBaTHbIe Mepbl MPEIOCTOPOXHOCTU JOJIXK-
HBI COOTIONAThCS B OTHOIICHUN PACXOMHBIX MaTepHUAJIOB
W MTHCTPYMEHTOB (IIIPULIBI, UTJIBI U T. 11.).

8.  Crenyet coba01aTh CPOKU FOJAHOCTU U YCIOBUS
XpaHEHUS BCKPBHITBIX MHOTOI030BBIX (DJIAKOHOB, YKa3aH-
HBIE IIPOU3BOIUTEIICM.

9. @®nakoHBI, aMITyJIbl, IIMPUIBLI IS pa3BeAcHUS
W WHBEKIHUN, CUCTEMBbI UISI BHYTPMBEHHBIX BIMBAaHUIA
cobMparoTcs B repMETUIHBIC KOHTEHHEPBI, IIPOMapKUPO-
BaHHbIe Haanuchlo «Otxonpl. Kiacc I'».

10. bepeMeHHBIe XXEHIIMHBI HEe JOKHBI KOHTaKTH-
poBaTh C MPOTUBOOITYXOJEBBIMU MpernapaTaMu, OMOJI0TH-
YECKUMU XKMUIKOCTSIMU MallMEHTOB MOCJIe TPOBEACHUS UM
TMOJIMXUMUOTEPATTIN!

Crarbst noctynuia B penakiuio: 20.01.2020. [MpunsTa B neuats: 30.01.2020.
Article was received by the editorial staff: 20.01.2020. Accepted for publication: 30.01.2020.
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OT PEJAKLMH
0

Mbl npogomkaem ny6nukauuo B pybpuke «Te, KTO CunbHee Hac» pekomeHZauuii AnA JeTeid, U3feueHHbIX OT 310KaueCTBeHHbIX
HOB000pa30BaHuii (MepeBoAMMBIX COTMIACHO TaHAeMHomy AoroBopy ¢ WccnepnoBatenbckum rocnutanem CBatoro Wyabi (CLUA) u no
(neumanbHoMy pa3peLLeHmio aBTopoB). B 3Tom Homepe peub nolifeT 0 No3aHNX IddeKTax co CTOPOHbI NEerouHoil cuctembl. Bepyuuas
pasgena no nybnukauuu AaHHbIX pekomeHpaumit — rnaeblit Bpay HUW JOul HMUL owkonoruu wm. H.H. bBnoxuna
k.M.H. Ty3enb MapaToBHa MydraxoBa. Jxkcneptamu BbicTynatT Beaywye cneyunanuctbl HMALL ITOW um. imutpus Porauesa
n AW J0ul HMIALL oHkonorum um. H.H. brioxuHa no KOHKpeTHbIM HanpaBeHUAM.

EBreHusa AHaTonbeBHa TUXoMMpOBa — K.M.H., Bpay BbiCLLei KBaNMQUKALMOHHON KaTeropui, 3aBefytLLasn
oTaeneHnem ¢yHkumoHanbHol auarHoctuku HMUALL ATOW um. Jmutpusa Porauesa. B 1998 r. ¢ otauumnem
OKOHuuna Poccuitckuii rocynapCcTBeHHbIA MeOULNHCKNIA YHUBEPCUTET MO CMELNANbHOCTU «NeauaTpusy.
(rax paboTbl B 06nacTu dyHKLMOHANbHOI AuarHocTuki coctaBnAeT 20 net. OCHOBHbIM HanpaBneHuem
MpaKTYeCKoli AeATeNbHOCTM ABNACTCA OLeHKA GYHKLMOHANbHOMO COCTOAHMA CEPAYHO-COCYANCTO U HEPBHOI
CUCTEM, @ TaKKe CUCTeMbl OPraHOB AbIXaHUA Y MALWUEHTOB ¢ OHKOremaTonoriyeckumi 3aboneBaHuAMN
CUCMONb30BaHNeM COBPEMEHHOT0 CeKTPa AMArHOCTUYeCKIX UCcefoBaHuii. HayuHo-npakTuueckuii MHTepec
(BA3aH C U3yyeHuem QYHKLUM NETKUX U CepALa Ha dTanax npoBefeHMA BbICOKOJO3HON XuMUOTepanuu,
0C00EHHO B COUYETaHUN C TOPaKoabAOMUHANbHBIM 00yueHNeM, a TaKKe Ha dTanax TPaHCMAaHTauuu
remMono3Tuueckux cTBoNOBbIX KneTok. E.A. TuxomupoBa ABnsAeTcA aBTopom 18 HayuHbIX ny6nuKawuii.

«Yenexu aeuenus: OHK0A0UMECKUX 3a001€8aHUll, 0CMUCHYmMble 34 NOCAeOHUe OecImuiemus, 60 MHO2OM CE3aHbl
€ UCNOAb308AHUEM 8bICOKOO03HOU XUMUOMEPANUU, AY4eE0l MePanull U ¢ NPO8eoeHueM MpaHCnAAGHMAYUL 2eMON0dmut1e-
CKUX cMB0106bIX Kaemok. Junamuueckoe uccaedosanue QyHKyulU neeKux, 6KA04as Oup@y3uoHuyo cnocobHOCMb 1e204-
HOUl MKAHU, HECOMHEHHO, Oy0em cnocobcmeosams PaHHEMY GblAGACHUIO NAMOA0UMECKUX COCMOSHULL, 00YCA0GACHHbIX
KaK nepeutHbiM Npoyeccom, max u noGOUHbIM eo30eticmauem xumuo- u paduomepanuu. Céoespemernas OUaeHOCMUKA
N€20UHBIX OCAONCHEHUU Gydem cnocobCcmeosams YAYHUEeHUIO KA4eCcmed JCU3HU MAaKux nayuenmos. Jlannvie pekomenoa-
Yuu no OMOAAEHHbIM NOCACOCMBUSIM CO CHOPOHbL A€20HHOL CUCEMbL Y Oemell, NePeHeCUIUX 310Kauecmeentble 3a001e6a-
HuUst, 6y0ym noaesHol 8 nepeyio ouepedb pOOUMensiM NAyUeHmo8, Y4acmKo8biM neduampam, a maxice y3KonpopdUAbHbIM
cneyuanucmam».

Bacunuit AuppeeBny lpuropenko — Bpau-paauonor paguonornyeckoro otaenenna HAW J0ul HMIAL
oHKonoruu um. H.H. bnoxuna. B 2012 r. okoHuun meauuMHCKIA GakynbTeT Poccuiickoro yHuBepcuTeTa Apy0bi
HapOZ0B N0 CMeLnanbHoCTH «ieuebHoe Aeno». B 2014 r. okonumn opauHatypy B POHL um. H.H. bnoxuna no
cnewmanbHocTi «pagvonoruay. C centabpa 2014 r. aBnAetca Bpauom pagmonorudeckoro otaeneqna HAU 0ur
HMUL, onkonorum um. H.H. bnoxuHa. B.A. [puropeHko — aBTop 5 HayuHbIx NyOAUKALWIA, JOKNAAUNK HA
POCCUICKMX M MeXIyHAPOAHbIX KOHrpeccax. Bacunuit AuppeeBuy — uneH 06LLeCTBA AETCKUX PaMaLMOHHbIX
oHkonoroB (Paediatric Radiation Oncology Society).

Those who are stronger than us

«Jlecounas mxanv modxcem Obimb NOBPENCOCHA AYHEBOI mepanuell npu Ae4eHUuu MHO-

Jcecmea 310Ka4ecmeeHHbIX HO8000pA308aHULl Cpe0OCmenUsl, epyOHOll KAemKU, epyOH020

omaoena no360HOUH020 CMOA0A, CHUHHO20 M032d HA OAHHOM YPO8He U CAMOIL 1e204HOU mKaHu y demeil. Tlamoeene3 dan-

HbIX NOBPENCOCHULL CAONUCEH U 3A8UCUM OM MAKUX NAPpAmMempog, KaxK 00sem o0ayHeHus, pasosas 04az08as 003a Ay4e6oil

mepanuu, CyMMapHas 04azo8as 003a, cOOMHoULeHUue 003bl K 00seMy Ne20MHOU MKAHU U CONYMCMBYIuee XUMuomepa-

nesemuueckoe aeyerue. Ilpu smom npuHamMo Ha3vleamsv makKue no8peNcoeHUst 0000UeHHO — AY4eBoLl NYAbMOHUM. JlaHHble

peKomendayuu no omoaneHHbiM NOCAeOCMBUSM CO CIMOPOHbL 1€20HHOL CUCTEMbL Y Oemell, NepeHecuiux 310K a4ecmeeHHble

3a004e6aHUs 8 panHeM gos3pacme, 6y0ym noae3uvl Kak pooumensm nayueHmos, maxk u neduampam, OemcKuM OHK0A02aM,
a makoice 8pavam y3Kux cneyuaibHocmell (nyabMoHoA02, Kapouoaoe, 0emcKuil Xupype, peabuiumonoe u op.)».
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Onbra AnekcangpoBHa KankoBa — Bpau BbiCLLeil KBaNMPUKALMOHHOI KaTeropum, Bpau-AeTckuii OHKONOT
XUPYPrAYecKoro OTAeNEeHNA TopakoabAOMUHANBHON NoKanu3aumn (rpynnbl onyxoneii penpoayKTUBHOIA
cuctembl) HAW 0ul HMUL onkonorum um. H.H. broxuHa. OcHOBHbIM HanpaeneHuem paboTbl ABRAETCA
NpoBefieHNe XMMIOTEPANeBTMUECKOTO NleueHs 3M0KaueCTBEHHbIX HOBOOOPa30BaHWii y JeTeld, a Takxe
NpoQUNaKTUKa 1 NeyeHre NOCTXMMIOTEpaneBTUYECKIX 1 MOCTAYYEBbIX 0CI0XKHeHMIA. HayuHo-npakTuyecknii
UHTEpec cBA3aH ¢ 3OEKTUBHOCTbIO MPOBEEHNA XUMMOTEPANIN IEKAPCTBEHHBIMI NpenapaTamit 6NeoMULIH,
KapMyCTIH, IOMYCTUH 1 X NO6OYHBIMU 3P deKTamu.

«Pe3yabmamom npumeHeHUs: HeKOMOPbIX XUMUOMEPANEEMUUECKUX NPENnapamos u iy4e-

80l mepanuu 8 npoyecce Ae4eHUs OHK0A02UHeCKUX 3a001e8aHUll 8 0emMCKOM 803pacme s645-

emcst psio NO30HUX, «OMOANEHHbIX» OCAOICHEHUN, B03HUKAIOUWUX CHYCMS 200bl U 3AMPALUBAIOWUX 8 MOM YUCAe

cucmemy opeanoé ovixarusi. Haauuue uemrxux npedcmasaenuii 00 Smux 0CAONCHEHUSX A8AACMC KAUOM K UX

DAHHEMY BbIAGACHUIO U CB0e8PEMEHHOU npopuiakmuke. JlaHHble peKoMeHOauuy NPU3eansl NOBbICUMb 0C8e00M-
JAEHHOCMb poOumeneil U3Ne4eHHbIX NAYUCHMO8, NEPEHECUIUX 6Ce SIMANbl CHeUUANUZUPOBAHHO20 ACHEHUS» .

fMo3aHue apthekmbl CO CMOPOHBI NErovHoll cucmembl®

Aemoput nepesooa: I'.M. Mypmaxosa, E.A. Tuxomuposa, B.A. [pueopenko, O.A. Kankosa

Konmaxmmuuie oannvie: Iyzenv Mapamosna Mygpmaxosa muftakhova@mail.ru

Jlannas paboma nocesuena ananu3sy npodaem, C8s3aHHbIX ¢ COCMOSHUEM Ne20HHOU CUCEMbL Y NAUUCHIN08, NePeNCUBUUX 310KaUeCMEeH -
Hoe H08o00pazosanue 6 demckom eo3pacme. Paccmompenvt ochosHble 30601€6aHUSA U NAMOAOSUMECKUE COCMOSAHUS, KOMOPble MOZYH pa3-
susamucs 6 dannoil nonyasyuu. Onucansl pucku pazeumus NAmoA0UMeCKUX U3MEHeHUll o CIOPOHbL Ae20YHOL CUCTEMbL, AeHeHlUe U NPO-
puraxmuxa. OmoeavHo nPOAHAAUZUPOBAHBI NPOOAEMYL, KOMOPble MOSYM GO3HUKHYMb HOCAE AeYeHUsi OACOMULUUHOM, 6 MOM Hucae
nHegMoHum, Pubpo3, CUHOPOM OCMPOLl ObIXAMEAbHOU HeDOCMaMOHHOCMU.

Karoueesvie caosa: necounas cucmema, demu, 310Ka4ecmeeHHoe H0B000pa30eanue, 61eoMUyUH, NHeBMOHUM, GuUOPo3, CUHOPOM OCMPOIL
dvixamenvHoll HedoCMamo4HOCmu

Late effects of the pulmonary system*
The authors of the translation: G.M. Muftakhova, E.A. Tikhomirova, V.A. Grigorenko, O.A. Kapkova

This article is devoted to the analysis of problems associated with the state of the pulmonary system in patients who survived a malignant
neoplasm in childhood. The main diseases and pathological conditions that can develop in this population are considered. The risks of
pathological changes in the pulmonary system, treatment and prevention are described. The problems that may occur after treatment with
bleomycin, including pneumonitis, fibrosis, acute respiratory failure syndrome, are analyzed separately.

Key words: pulmonary system, children, malignant neoplasm, bleomycin, pneumonitis, fibrosis, acute respiratory failure syndrome

310poBbe IBIXATETbHOH CHCTEMBI

Jlerkue gBASIOTCS OY€Hb BaXKHBIM OpPraHOM, KOTOPBIi
CcHabXaeT KMCIOPOJOM Bechb opraHu3M. MHornma jeyeHue
OHKOJIOTMYECKOTr0 3a00J1€BaHMSI B IETCKOM BO3PACTE MOXKET
MPUBECTHU K ITOBPEXKIEHMIO IbIXaTeJIbHOU cucTeMbl. Eciiu Bb
noJIyyaau JitoOoil Buj JiedeHUsI, KOTOPhIii MOXET BbI3BATh
Takye TOBPEXIEHUSI, TO HEOOXOAUMO TOJYYUTb 3HAHUS
0 JIbIXaTeJIbHOW CUCTEME U O TOM, KaK MOXXHO COXPaHUTD €€
300POBOM.

Kax ¢pynxuyuonupyrom aezxue

Jlerkre TpaHCMOPTUPYIOT KHUCJIOPOA M3 BO3AyXa
B KPOBb, OTKYy/Ja OH MOIIaJaeT B TKaHU opraHu3ma. Jler-
KMe TakxXKe yIaIsiioT YIJIeKUCIIbINA ra3, BblpabaThiBaeMblil

* Ucmounuk: http;//www.survivorshipguidelines.org/. [lepe6od ocyujecmenen coenacHo maHoemHomy 002080py ¢ Jemckum uccaedo8amensckum eocnumanem
Ceamoeo Hyowt (CIILIA) u no cneyuanvHomy pazpeuleHuro agmopos.
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B mpolecce abixaHus. JIJist Toro, 4ToObl KMcaopoa odbora-
TWJI KPOBb, OH JIOJDKEH MPONTHU Yepe3 AbIXaTebHbIC MMyTH
U TIOTIACTh B KPOIIICUHBIC BO3AYIITHBIC MEIIIOUKH (aJIbBEO-
JIBI) B JIETKUX, 3aT€M Yepe3 UX CTEHKY MPOHUKHYTh B KPO-
IIEYHBIE KPOBEHOCHBIE COCYABI (KAIMUJUISIPBI), KOTOPhIE
OKPYKaIOT KaxKIbIii BO3MYIIHBIN Melmok. Korma anbBe-
OJIBI TIOBPEXIAIOTCS, UX 00BEM YMEHBIIIAETCSI U B KPOBb
romnaaaeT MeHbIlIe KMCIopoaa. B cBsI3u ¢ 9TUM 4eloBeKy
HYXXHO JbIIIaTh 4Yallle, YTOObI IMOJYYUTH TOCTATOUHOE
KOJIMYECTBO KHUCIOpoAa. DTO MOXKET IPUBECTU K TOMY,
YTO YeJIOBEK HAaUMHAeT 3aabIXaThes. Jpyrue mpooiembl
CO CTOPOHBI JIBIXaTeIbHOW CHUCTEMBl MOTYT OBITH BBI3Ba-
HBI BOocTaJieHHEeM (OTeKOM) BO3MYIIHBIX MyTeil B JIETKMX
WIX YBEJIWYEHUEM MPOAYKIMU CIU3U B Pe3yJIbTaTe pas-
npaxkeHus win nHbekimyu. CUMITOMBI MOTYT BKJIIOYATh
KallleJib, XpUITbl, 00JIb B IPYIY 1 OIBIIIKY.

Kmo naxooumcs 6 epynne pucka no pazeumuro npooiem
€O CHOPOHBL 0bIXAMEAbHOI cucmemol?

Ecnu BBl mojyyanu OoaMH U3 HIUKENEepeYrCIeHHBIX
BUIOB Tepaldu BO BpeMs JICYCHUS OHKOJIOTMYECKOTO
3a00J1eBaHUsI, TO BBl HAXOAUTECH B TPYIINE pHUCKa IO pa3-
BUTHIO MPOOJIEM CO CTOPOHBI ABIXAaTEJIbHOM CUCTEMBI:

*  HCIIOJIb30BaHME OJICOMUIIMHA;

*  HCIIOJIb30BaHME KapMyCTHHA, B TOM YHCJIE TIPH-
MeHeHMe uKIodochaMuaa U 3TOTIO31/a;

*  HCIIOJb30BaHME JJOMYCTHHA;

*  HCIIOJb30BaHME OycyabdaHa;

*  JIy4yeBas Tepamus Ha 00JIaCTh CPEIOCTCHUS;

*  TOTaJbHOE OOJy4YeHUE Tena;

*  XUpPYpPIMUecKOoe BMEIIATeJIbCTBO B 00JacTU
TPYIHOM KJIETKU WM JIETKUX (He BKJIOYasl OIepaluio mo
YCTaHOBKE 1IEHTPAJIbHOTO BEHO3HOIO KareTepa (XuKMaH,
bposuak, ITopta i Menumnopt);

*  TpaHCIUIAaHTallUMs KOCTHOTO MO3ra WIM TpaHC-
IUTAHTAIUS JOHOPCKUX KJIETOK (aJUTOreHHasl TpaHCIUIaH-
Talus) ¢ MOCIEAYIOINIMM Pa3BUTHEM XPOHUYECKOI peak-
LIUY «TPAHCIUIAHTAT IIPOTUB XO3SIMHA».

Hekotopble XuMuoTepameBTUUECKME IIperiaparhl,
M3BECTHBIE KaK aHTPALMKIMHBI, HallpuMep JayHOpyOu-
LIMH, TOKCOPYOMLIMH U MAapyOUIIMH, MOTYT IOBPEIAUTH
ceplle ¥ MPUBECTH K TTOBPEKICHUIO TbIXaTeIbHOM CHCTe-
MBI, OCOOCHHO €CJIM Ha3HayaTb 3TU IIperaparbl B KOM-
OMHaAUMKU ¢ OJEOMMIIMHOM, KapMYCTUHOM, JJOMYCTUHOM
W JIy4Y€BOM Tepamnue.

K nmpyrum dakTopam, KOTOphI€ YBEIMUYMBAIOT PUCK
pPa3BUTHUS HAPYILIEHUN CO CTOPOHBI AbIXaTECJIbHOU CUCTE-
MBI, OTHOCSITCSI:

*  paHHMI BO3pacT Ha MOMEHT JIEYCHMST OHKOJIOTH-
4yecKoro 3ab0yieBaHUS;

*  nHGEKIUM JITOYHOM CUCTEeMBbI, OpOHXMaJIbHas
acTMa UM JpyTue mpoodaeMbl CO CTOPOHBI JIETKUX B aHAM-
Hese;

*  KypeHUe WY ITaCCUBHOE KypeHMUE;

*  KypuTeJbHbIe HAPKOTUKM, TaKME KaK MapuxyaHa.

Kaxue moeym 66imo npobaemot?

Cepbe3Hble TTPOOIEMBI CO CTOPOHBI JIETOYHOI CHUCTE-
MBI BKIIOYAIOT (puOpO3 JIeTKUX (JIETOUHBIN (bubpo3),
PEeLMINBUPYIONIME WHGMEKIIMNA IbIXaTeJIbHOM CHUCTEMBbI
(Takue KaK XpOHUYECKUI OpOHXUT, OPOHXOIKTa3bl WIU

pPeLMIMBUPYIOIIME THEBMOHUM), BOCITAJICHUE JIETOYHOMN
TKaHU WIM MEJIKUX AbIXaTeJbHBIX IyTeil (00JIUTepUpPYIO-
1WA OPOHXMOJUT), pa3pbiB MEXaIbBEOJSIPHBIX CTEHOK
WIM MX YTOJIIEHHUE, Cy:KEHHE IuaMeTpa IbIXaTeJbHBIX
nyTeit (pecTpUKTUBHAsI 0OJIe3Hb JIETKNX/00CTPYKTHUBHAS
00JIe3Hb JIETKHX).

Kakue cumnmomot nopasxcenus aezouHol cucmemvl
cywecmeyrom?

CHUMITOMBI BKJIIOYAIOT OMBIIIKY, YacTblii KallleJb
W/WIN CBUCTSIIEE NbIXaHWe, 00U B TPYIHOU KIIETKeE,
yacThle MH(MEKIIMY OPraHOB JbIXaHUS, TaKUe KaK OpOH-
XUTbl U TTHEBMOHUM. YTOMJIIEMOCTb WU OJBIIIKA TIPU
JIETKUX (PU3UYECKUX YIPaKHEHUSIX (HEIEepeHOCUMOCTD
Harpy3ku) HWHOTAA SIBJSIOTCS PaHHUMHU CHUMIITOMaMM
TMOBPEXKICHMS JTCTKHUX.

Kaxk ocywecmeasemcs monumopune?

. MEIULMUHCKUANA OCMOTP;

*  HCcaeAoBaHUE JeroyHoi (yHKumu (orpenese-
HUe TUPEPY3MOHHOI CITOCOOHOCTH JIETKUX, UMITYIbCHAs
OCLMJIJIOMETPUS ¥ CIIUPOMETPHSI) MOXKET BBISIBUTDH IIPO-
OJIeMBbl C JIETKMUMM, KOTOpble€ HE BUAHBI IIPU OCMOTpE.
WMeHHO 3THM OOOCHOBBIBaeTCS HEOOXOAMMOCTBL IIPO-
BEeICHUS TaHHBIX (DYHKIIMOHAJIbHBIX MCCIEIOBaHUI Ha
JTarax Teparnuu 1 He pexe 1 pasa B 6 Mec B TeueHue 2 JieT
Mocjie OKOHYaHMS JedyeHus. Ha ocHoBaHMU TOTy4eH-
HBIX PE3YyJIBTaTOB Ball JICYAIIWI Bpay MOXET OINPEIECIUTh
HEO0OXOIMMOCTD NaJIbHEHIIIEro 00CIeT0BaHus.

Cywecmeytom au Kaxue-Huoyos mepol npeodocmnopoycHo-
cmu?

Ecnu maumeHT mojyyan Kakoi-Inoo U3 nepevyrclieH-
HBIX BBIIIIE METOIOB JICUCHHUSI, EMY HEOOXOIMMO:

*  TIOJIyYUTh ITHEBMOKOKKOBYIO BaKIIMHY;

*  €XeromHo BaKIIMHUPOBATHCS OT TPUIIIIA;

*  u3beraTh IOABOIHOTO IIJIaBaHUS C aKBaJaHTOM
IO TeX IOop, TOKa He MPOBEIEHO IOJIHOE 00CIeI0BaHUE,
U TIyJIbMOHOJIOT HE 1aJl peKOMEHIAIMU, YTO NTaiiBUHT 0e3-
OITaceH IS Bac.

Ymo ewe MoxcHO cOeaamb, 4MmMoobl npeoomepamurns
npobaemol c aeekumu?

*  €CJIM BBl HE KypuTe — HE HAUMHAiTe;

*  ecnu Bbl KypuTe — Opocaiite! bpocuth Kyputh
OUYCHb BaXKHO, YTOOBI COXPAHUTH Ballly JIETKUE 3M0POBBIMU;

*  usberaiiTe MacCMBHOTO KyPEHMUSI,;

*  peryasipHO 3aHUMaiTech (PU3NYECKUMU YIIpaxK-
HEHMSIMU, BKJIIOYas AbIXaTeJIbHYI0 TUMHACTUKY;

*  He YInoTpeOJsiiTe KypUTeJIbHbIe HAPKOTUKM;

e usberaiiTe BABIXaHUSI TOKCUYHBIX IIapOB OT
XUMMYECKUX BEIIECTB, PACTBOPUTEICH 1 KPaCcoK;

e coOmogaiiTe Bce IpaBuja O€30MacCHOCTH Ha
paboueM MecTe, HalIpuMep MCIOJIb3YITe 3allIUTHBIC BEH-
TUJISTOPHI B CIEMAIBHBIX YCIOBUSIX. COOOIINTE O JTIOOBIX
He0e30MacHbIX YCIOBUSIX paboThl B aJIMUHUCTPALIMIO
NpeAnpUATHSI U TPYAOBYIO KOMUCCHUIO.

baeomunuHoOBas TpeBora

Jlerkue — BaXXHBII OpraH, KOTOPBIN CHaOXaeT KIUC-
JIOPOAOM U OCBOOOXIIAET OPraHU3M OT YIJIEKMCJIOTO rasa.
WHorma neyeHuwe, HazHaYaeMoe IIPU OHKOJOTMYECKOM
3a0071€BaHUM B JETCKOM BO3pacTe, MOXET IOBPEXIAaTh
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nerkue. Ecim Bl miay Ball peOGeHOK IOoJIydaan OJIeOMU-
LIMH BO BpeMsl JICUCHUsI OHKOJIOTUYECKOTO 3a00JIeBaHUs
B JIETCKOM BO3pacTe, TO BaM BaKHO 3HATh O HEKOTOPBIX
Mpo0bsIeMaxX CO CTOPOHBI IbIXaTeIbHOI CUCTEMBI, KOTOPhIE
WHOTIA MOTYT BO3HUKATh IMOCJIE UCIIOIb30BaHUS JAHHOTO
mpenapara.

Kaxue npoGaemvt mocym 603HUKHYMb nocae .Ae4eHus
oaeomuyunom?

VY moneit, KOTophle MoJTydau JISYeHUE 3710KaueCTBEeH -
HoOro 3aboJyieBaHUS OJICOMUIIMHOM B JIETCKOM BO3pacTe,
MOTYT BO3HMKHYTbH ITPOOJEMBI CO CTOPOHBI JIETKUX Uyepe3
HECKOJIBKO JIeT TOCJIe €r0 OKOHYAHUS. DTU IMPOOIeMBbI
MOTYT BKJIIOUATh:

*  BOCIAJIeHHWE JIETKMX (MHTEePCTUIIMATbHBIN ITHEB-
MOHUT);

*  JIeroyHoe pyoueBaHue ((prudpo3 JIeTKux);

*  TIpoOJIeMBbI C AbIXaHUEM, CBSI3aHHBIE C BBICOKUM
YPOBHEM KMCJIOpOAAa U/UAM BHYTPUBEHHBIX KUIKO-
cTell (CMHAPOM OCTPOM NIBIXaTeIbHOM HEIOCTAaTOYHOCTU
(COIH)).

Umo maxoe unmepcmuuuaibHollii "He6MoHum ?

HMHTepcTUIMaIbHBII MTHEBMOHUT — 3TO BOCIIaJIeHHUE
TOHKOTO CJI0S1 TKAaHU MEXAY BO3AYIITHBIMU MEIIOUYKAMU
(anbBeoslamu) B erkux. OHO MOXET YCUIMBATLCS, €CIIU
y 4eJoBeKa pa30BbeTCs MHGEKIUs JerKuX, Takas Kak
MHeBMOHUS. MHTepCTULIMATbHBIM THEBMOHUT, KOTOPBIM
BO3HMKAET B pe3y/IbTaTe Tepanuu 0JJeOMUIIMHOM, MHOTAA
pa3BUBAETCS IOCAE BO3AEHCTBUS TOKCUYHBIX IMAPOB WU
BBICOKOT'O YPOBHSI KHCIOPOJa, MOJYy4aeMOIro B T€YCHME
HECKOJIbKMX YaCOB.

Umo maxkoe aezounstil puopos?

JlerouHslit prdpo3 — 310 0OOpa3zoBaHUE PYyOLIOBOI TKA-
HU B MEJIKHX BO3AYIITHBIX MEIIIOUKaXx (aJbBeojax) JIETKOTO.
DT0 pyOlLIeBaHMeE JAeIaeT JIerKre 0oiee XKeCTKUMU U BIISI-
eT Ha 0OMEH KUCI0poaa U YIJIEKUCIOro raza B aabBeoJjax.
JlerouHnlit (pubpPO3 MOXET CO BpeMEHEM YCHJIMBAThCS,
YTO B psiZie CIIydyaeB MOXKET MPUBECTU K Pa3BUTUIO Cepaey-
HOW HEJIOCTATOYHOCTHU.

Ymo makoe cunopom ocmpoii 0vixameavHoil Hedocma-
moynocmu?

COJIH saBnsieTcsl cepbe3HbIM OCIOXHEHHEM, KOTO-
poe BO3HMKACET, KOTJa aJIbBEOJIbl B JETKUX ITOBPEXKICHBI
U HE MOTYT JIOJITO 00eCIieYrBaTh OPTaHU3M KUCIOPOIOM.
Jtonu, KoTOopble B MPOILJIOM TOJy4Yaayd OJCOMUIIVH,
MOTYT HaXOQUThCS B TpyIie pucka no passutuio COIH,
yale BCEro B pe3yJibTaTe COYeTaHUSI BHICOKOTO YPOBHS
KHCJIOpoaa M OOJIBIIOro KOJMYECTBa KUIKOCTEil, BBO-
IUMBIX BHYTPMBEHHO BO BpeMs onepaiiui. OgHaKoO pUCK
pazButus COJIH ouens Huskwmii. Eciu Bam Heobxoamumo
MMPOBECTU MEAUILIMHCKOE BMEIIATEIBCTBO C IPUMEHEHUEM
KHUCI0pOJa WIM OOIei aHecTe3uu, 00s13aTeJIbHO CO00-
LIKUTE BallleMy XUPYPTY, aHECTE3UOJIOTY U APYTUM BpayaMm,
YTO BBI MOJyJYaIu OJICOMULIMH BO BpeMs JICUeHUs 3/I0Ka-
YECTBEHHOTI0 3a00JIeBaHMS B IETCKOM BO3pacTe.

Kaxkue (akTopbl yBeIUMUMBAIOT PUCK Pa3BUTHUS TIPO-
0J1eM CO CTOPOHBI AbIXaTeIbHOM CUCTEMBI ITOCIIC JICUCHUS
OeoOMULIMHOM?

*  BBICOKAasl KyMYJsITHBHas mdo3a OJICOMMIIMHA
(400 EJ1/m? uiu Goutee);

e JIyyeBasl Tepamus Ha 00JacTh TPYIHON KIETKHU
WJIM JIETKME WK O0JIydeHHUe BCero Tea;

*  JIEYEHME APYTUMU XUMUONIPenapaTaMu, KOTOPbIE
TaKXe MOTYT MOBPEXKIATh JIETKHUE;

*  BO3MEHCTBUME BBHICOKOTO VYPOBHS KHCIOPOIa
(HammpuMep, TIpu 0011t aHeCTe3UU WX ITOABOTHOM ILjIa-
BaHUU C aKBaJIaHTOM);

*  KypeHue;

*  KypUTeJIbHbIC HAPKOTUKM, TaKME KaK MapHuxyaHa.

Kaxkue pexomendauyuu cywecmeyrom oas arooeil, Komo-
pble noayuaiu 0AeomMuyun npu aeveHuu 310Ka4ecmeeHHo2o
3a60.1e6anus 6 demckom gospacme?

*  pEeKOMEHOyeTCs  eXEeTOMHBIN
OCMOTp;

e JIeTOYHBIe (DYHKIIMOHAJbHBIE MCCACIOBAHUS
(ompeneneHue (GYHKIMUA BHEIITHETO IbIXaHUSI) MOTYT
BBISIBUTH MPOOJEMBI C JIETKUMHU, KOTOpPbIe HE IPOSIB-
JISIIOTCSL BO BpeMsi ocMOTpoB. Ilo 3Toii mpuumnHe 1iee-
c000pa3HoO TMPOBOAUTHL 3TU MPOOBI XOTs ObI 1 pa3 (Kak
MUHHMYM uepe3 2 Toja IocJie 3aBepIieHUs IeYSHUS 3710~
KauyeCTBEHHOTO 3a00jieBaHMs ), YTOOBI OIPEACIUTD, €CTh
JIM KakKue-JIUOOo IMpoOJIeMbl CO CTOPOHBI JbIXaTeIbHON
CHCTeMBI. Baim yiedaniuii Bpady Ha OCHOBE 3TUX PE3YJb-
TaTOB MOXKET OIPeaeIUTh, HEOOXOMMMO Y JaJbHEeUIIIee
o0OcienoBaHue.

* B HEKOTOPBIX CJIydyasiX Balll ieyallliii Bpay MOXET
PEKOMEHIOBAaTh ITOBTOPUTH JIETOYHbIE (DYHKIIMOHAIBHBIE
HUCCIIeIOBaHMUsI, €CJIM Yy Bac 3allJlaHMpOBaHa OIlepalius,
KOTOpasi TpeOyeT oOIleil aHeCTe3MHu, YTOObl MPOBEPUTH
U3MEHEHUsI B JIETKMX, KOTOPBhIE MOIYT IOBBICUTH PUCK
pa3BUTHS TIPOOJEM CO CTOPOHBI JBIXaTEbHON CUCTEMBI
BO BpeMsI WIM TOCJIe aHECTE3UM.

Cywecmeyom au Kaxue-aub6o cneuudaibHvle mepsl npo-
duraxkmuru?

Ecnu BBl monyyanau tepanuio 0J€OMUILIMHOM, TO BaM
clenyer:

*  u3beraTh MOABOMHOTO IJIABaHUS C aKBaJIaHTOM,
€CJIM BBl HE MPOILIM MOJHYIO MPOBEPKY M Bpau-ITyJib-
MOHOJIOT (CHELUMATIMCT MO JISTOYHBIM 3a00JIeBaHUSIM) HE
COOOIIMII, YTO NalBUHT 1JIg Bac OesomaceH. Bo Bpems
TMOABOIHOIO IJIaBaHUS C aKBaJaHTOM BBICOKHUII YPOBEHb
KHCJIOPOZIa MOXKET IMMOBPEIUTD JIETKIE;

*  COOOIIUTH XUPYPTY, aHECTE3UOJOTy M IPYIUM
BpayaM Balll aHaMHe3 0 IIPOBEACHMS JIOOBIX HEoOXO-
IUMBIX BaM IIPOLIEAYP, KOTOphIEe TPeOyIOT MPUMEHEHMUS
KHCJIOPO/a;

e u30eraTh BAbIXaHUSI KMCIOPOAA B BBICOKMX KOH-
LIEHTpALKIX, KOTAa 3TO BO3MOXHO, OCOOCHHO B TEUYCHHE
IUTUTEIbHBIX TIEPUOI0OB BpeMEHM (HampuMep, B TeUCHUE
HECKOJIbKMX YacoB). Eciu BaM HY>KeH KMCI0pOI, KOHTPO-
JIMPYITE ero ypoBeHb, YTOOBI UCITOJIb30BaTh €ro B caMoit
HM3KOI KOHLIEHTPALUK;

*  TIOJyYUTh ITHEBMOKOKKOBYIO (OT ITHEBMOHMU)
BaKIIMHY;

*  IIPOBOIUTH €XKETOIHYIO BAKIIMHY ITPOTUB I'PUIIIIA;

* HE KypuUTb U HE HCIOJb30BaTh KYpPUTEIbHBIC
HapKOTHUKM, TaKKe KaK MapuxyaHa. Eciiu BBl B HacTosIee
BpeMsI KypuTe, TO IIOTOBOPUTE CO CBOMM JIeUalllMM Bpa-
YOM O Mepax, KOTOpbIe TTIOMOT'YT BaM OPOCUTD KypUTh.

MEIULIMHCKUA
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30 nem Kactheape AemMcKoil OHKonoruu

CraHOBJIeHHE W pPa3BUTHUE HETCKOW OHKOJIOTUM,
COo3MaHMe M PACIIMPEHME CETH CIIeIUaJIu3UpOBaHHOMN
OHKOJIOTUYECKOUW MOMOIIHU IETSAM MO BCEW CTPAHE HEBO3-
MOXHO 0e3 (hOopMUPOBaHUS U TTOCTOSTHHOTO COBEPIIICH-
CTBOBAHMSI CIICIIUATUCTOB-ACTCKMX OHKOJOTOB. DTy
MePBOCTETICHHYIO 3a/1auy U CTajia BBITIOJIHSTh, CO3MaHHas
10 WHUIIMATUBE OCHOBOIIOJOXHMKA OTEUYECTBEHHOM
neTckoit oHkoyioruu JIbBa AbpamoBuya JlypHoBa 1 BO3-
rnasisgemMast um 1o 2005 r., Kadenpa 1eTCKOI OHKOJIOTUH.
C deBpana 1990 . 01 OpraHM30BaH Kypc Mpu Kadenpe
oHkoJjiorun B LleHTpanbHOM opaeHa JIeHMHa MHCTUTYTE
YCOBEpILICHCTBOBaHUS Bpadeil (pekrop — mpocdeccop
B.B. IaBpromoB), a B (peBpane 1993 . Kypc ObuT peopra-
HHU30BaH B CAMOCTOSITEIbHYIO Kaenpy IeTCKOil OHKOJIO-
run, HeiHe — PI'BOY JI1O «Poccuiickast MeauunmHCKast
aKageMusT HEMPEPHIBHOTO TMPOo(ecCHOHAIBHOTO 00pa3o-
BaHus» Munsnpasa Poccun (PI'BOY IO PMAHIIO).

[penomaBaHnneM OETCKOM OHKOJIOTMU Ha Kadempe
C caMOro Hayaja CTajy 3aHMMAaThCsI HanboJiee OIBITHBIC
coTpynHUKM HaydHo-uMcclieqoBaTeIbCKOTO MHCTUTYTa
JeTCKOM OHKOJoTuM OHKOJOTMYECKOrO0 HAydHOTO IIeH-
tpa um. H.H. broxuna (HUM 10 OHII um. H.H. Bbro-
xuHa, HeiHe — HMWIW netrckoii OHKOJIOTMM U reMaTojio-
run ®I'bY «HMMUI onkomormu mm. H.H. Baoxuna»
MunsnpaBa Poccun): k.m.H. E.M. Boityenko, m.Mm.H.,
npodeccop 10.B. INamxkos, k.m.H. H.A. Cycynea. [1pu
CBOEM CTaHOBJICHMU Kadenpa IeTCKOW OHKOJOTUH OTIH-
panach Ha OOJBIION ONBIT MPEToJaBaHUSI OHKOJIOTHUH,
METOAWKY TIperogaBaHus IHCUUIUIMHBI Ha Kadempe
B3pOCJIO  OHKOJOTMM (3aB. Kadeapoil OHKOJIOTUM,
I.M.H., mpodeccop, akagemuk PAH — W1.B. ITogmyoHast).
K mpenogaBanuio mpuBaeKaInuCh BEAYIIINE CIICIIMATNCTBI
HWM 10 u OHLI um. H.H. BroxuHa, npu3HaHHbBIE aBTO-
PUTETHI B Pa3IUYHBIX OOJACTSIX OHKOJIOTMU M JETCKOM
onkosioruu: npodeccopa 3.I. Kamarmnze, H.A. Tlpoba-
toBa, JI.LA. MaxonoBa, U.C. IlerepcoH, A.®. ByxHbl,
A.U. CanranoB, b.M. benkuna n ap. Ilo3ngHee cocTaB
Kadeapsl IOIMOJHICS HOBBIMU COTPYIHUKAMM, KYypH-
PYIOIIMMM  pa3IMYHbIC pa3aeibl JAETCKOM OHKOJIOTHM:
n.M.H., npodeccop B.U. JlebeneB — xupypruyeckoe
JnedyeHue; o.M.H., ipodeccop H.A. Komnreuknna — nyde-
Basg JOMarHocTWKa; a.M.H., npodeccop H.M. HBanHo-
Ba — OITyXOJIM OMIOPHO-IBUTATEILHOTO aIrmapara; 1.M.H.,
npodeccop U.B. IlekoB — pagnonaorus; a.M.H., mpodec-
cop TA. IllapoeB — omyxojau TOpaKoaOAOMUHAJILHOM
JIOKAJIM3ali, XUPYPrUUecKoe JeUeHHE, OpraHu3allus
OHKoOJIornueckoit momoiu netsim; a.m.H. P.B. Ilwum-
KOB — OITyXOJIM TOJIOBBI M III€M, OIYXOJHW KOXH; K.M.H.
b.B. X01010B — 0IyX0/iu HEHTPAJIbHON HEPBHOW CHUCTE-
mbl; 1.M.H. T'T. BanueB — remo01acTo3bl; A.M.H., IPO-
deccop M.B. HeuylmikuHa — Omyxoiau penpoayKTUBHBIX
opraHoB; a.M.H. T.JI. YimakoBa — onyxo/u rjaaza u opou-
Thl. CoTpyaHuKaMu Kadeapsl Obljia pa3padoTaHa yHUDU-
LIMpoBaHHAas (TUITOBAs) yueOHasl IporpaMMa 1o AeTCKOM
OHKOJIOTUM C YYCOHBIMU U YU4EOHO-TeMaTUICCKUMM T1JIa-
HaMU pa3IUyHbIX IMKIOB. OHa BKJIIOYaja IMMUPOKUI KPyT

OOIIIMX TEOPETUICCKUX BOIIPOCOB OHKOJIOTUY U YaCTHBIX
cneur@uueckKux IpobiaeM OeTcKoil oHkojoruu. brein
pa3paboTaHbl KBaIM(pUKALMOHHBIE TpeOOBaHUS IO
CITeIIMAIbHOCTH «IeTCKasl OHKOJIOTHSI», TeCThl K KBaJIu-
(ukanmmoHHBIM KaTeropusiM. B 1997 . 6bu1 m3maH TiepBhIi
B Poccun yyeOHUK 110 AETCKOI OHKOJIOTUM, TIeperu3aaH-
HBII [JI CTYACHTOB MEOWLIMHCKMX BBICIIMX YYCOHBIX
3aBeneHMi. Bropoe ero n3manue B0 B cBeT B 2002 .
st mpoBeaeHUsT Meaaroruyeckoro Ipoiiecca Ha Heoo-
XOIWMOM METOINYECKOM YpPOBHE OBLIM ITOATOTOBJICHBI
nepBble YYUEOHUKHU, JEKIIMU U METOAMYECKUE TTOCOOUS MO
OCHOBHBIM pa3zeiaM IeTCKON OHKOJIOTHU.

C 2005 . xadenpoit IETCKOIl OHKOJIOTUM PYKOBOIUT
yueHuk JI.A. JlypHoBa — axkagemuk PAH, n.m.H., mipo-
deccop Bragumup Teopruesuy IMonsikos. YueOHO-MeTO-
nuyeckasi pabora Ha Kadenpe BBIIIIA Ha HOBBIN YPOBEHD
COOTBETCTBEHHO COBPEMEHHBIM TpeOOBaHUSIM HeIpe-
PBIBHOIO MeAUMLIMHCKOro oopa3oBaHusi. [Iporpamma net-
CKOIf OHKOJIOTMH TIpeTepIiesia N3MEHEHHUS Ha OCHOBAaHUU
COBPEMEHHBIX TOCTVKEHUI HAyKW U MPAKTUKH, CETOMHS
OHa 4BJSIETCS Y4YEOHO-METOAUYECKUM HOPMATUBHBIM
MOKYMEHTOM, OIIPEICSIONINM COIepPXaHWEe M OpraHu-
3alIMOHHO-METOANYEeCKrEe (OPMBI  TOIOJTHUTEIBHOTO
00pa30BaHUsI Bpaueil-aeTCKUX OHKOJIOTOB U MPEXIe BCe-
ro B KJIMHUYECKOM OpIMHaType, Ha LIMKJIax Mpodeccro-
HaJIbHOM TIePeIOATOTOBKHY, TTOBBIIIICHUST KBaTU(UKAIIUN
KaK COCTaBHOI YaCcTHU HETPEPBIBHOTO IMOCIECIUTIIOMHOTO
00pa30BaHUs IO CIEHMATBHOCTU «IETCKasl OHKOJIOTHUSI».
B mocnemnue romel Ha Kadempe cTaau IPUMEHSITHCS
HOBBIC TEXHOJOTUM C WCIOJB30BAHUEM 3JICKTPOHHBIX
pecypcoB, ObLIM CO3IaHbl MPOrpaMMbl JIUCTAHLIMOHHOTO
o0yueHusl. YCUIMBAETCsl 3HaUeHUE MPOBEACHUS pa3iny-
HBIX BUIOB KOHTPOJIS TSI TTIOJTHOLIEHHOTO YCBOCHUS MaTe-
puana. B cBsA3M ¢ 5TUM COTpyAHUKaMK Kadenpbl paspaba-
THIBAIOTCS U TIOTIOJTHSIOTCS KOHTPOJIBHO-U3MEPUTEIIBHBIE
MaTepuaibl: TECTOBBIC 3alaHUs Pa3IMIHON CIIOKHOCTH,
CUTYyallMOHHbIe 3amauu. [IpoBomuTcs paboTa B MallbIX
rpymnmnax ¢ KIMHU4YeCKHUM paz0opom OOJIbHBIX, 00CyxKae-
HUEeM pedepaToB, MPeIT0XKeHHBIX 00yJarOITUMCS.

Cy1ecTByeT npsiMasi 3aBUCMMOCTD Pe3y/IbTaToOB Jieue-
HUS OT CBOEBPEMEHHOCTHM TIOCTaBJICHHOTO aMarHo3a
W OKa3aHUs aJeKBAaTHOM CIEUMATU3UPOBAHHOU TTOMO-
my. OCHOBHBIMM TIPUYMHAMM 3aIMyIICHHOCTH OITyXO-
JIEBBIX 3a00JIeBaHUI y IMAllMeHTOB MOETCKOTO BO3pacTa
SIBJISTIOTCS HU3Kasi OHKOJOTMYECKash HACTOPOXKEHHOCTH
U OTCYTCTBME 0a30BbIX 3HAHMUIA MO JETCKON OHKOJOTMU
y Bpaueil HeOHKOJJornueckoro npoduis. LIuKIbl moBbI-
LIeHUsT KBaTM(pUKALUU IS Bpadeil pa3IMaYHOro nmpopu-
JIsl TIPOJIOJDKUTEIBHOCTBIO 2 HENEIH, a TaKKe MPephIBU-
CThle HUKJIBI — 144 aymuTOpHBIX Yaca, pacrpeaeeHHbIX
B TeyeHue 4—6 MecsleB, CllyxKaT IpolaraHie 3HaHui 1Mo
JIETCKOM OHKOJIOTMU Cpedud Bpaueil je4yeOHOW u Ieaua-
TPUYECKOM ceTh. BaXkHBIM Takke SIBISICTCSI 3HAKOMCTBO
¢ TmpobieMaMM JETCKONM OHKOJIOTMM OpraHu3aTOPOB
3IPpaBOOXPAHEHMS Ha 2-HEIeIbHBIX IIMKJIAX TTOBBIIICHUS
KBaJIM(UKALIMK, TIPOBOAMMBIX Ha Kadempe.
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[Ipu moAroToBKe CTYAEHTOB B MEIUIIMHCKUX MHCTH-
TyTax NeauaTpudyeckoro npodusias Ha Kadeapax IeTcKoi
XUPYPTUM BBIIEJEH KypC IO JETCKONM OHKOJIOTUM, IIe
B OrpaHUUYEHHOE BpeMsI JaI0TCsSI OCHOBBI AETCKOI OHKOJIO-
run. [Ipu 3TOM BO3pacTaeT poJib MOATOTOBKY TaKUX IIPe-
rnojaBaTtesieil 1o AETCKOUW OHKOJIOTMU, OOeclieyeHue UX
BceM MeTtoamdyeckum MarepuaaoM. C 1995 . Ha kKadenpe
JIETCKOI OHKOJIOTUM OCYIIECTBISICTCS paboTa IO IMOAro-
TOBKE MpeToiaBaTeIbcKMX KaapoB Ha CIIELIMATIbHO pa3pa-
OOTaHHBIX IIUKJIAX MOBBIIICHUS KBATUMDUKAIIMN ITPOIOJI-
XuTeabHOCThIO 3 Heaenu (108 aymuToOpHBIX 4acoB).

3a nepuoj, CyllecTBOBaHUS Kadeapbl JETCKOW OHKO-
jorun oOydeHue B opauHaType Tpouun 30 4YeloBek.
OpauHaTOphl, IPOSBUBIINE CKIOHHOCTh K HayYHBIM
HUCCIIeIOBaHUSIM U IIPUHMMABIINE B HUX aKTUBHOE yya-
CcTHEe, UMEIOIINEe MeYaTHbIe pabOThl, PEKOMEHIYIOTCS IS
MMOCTYIUIEHUS B aCIIMPAHTYPy MO OHKOJIOTUM. TeMbl auc-
CepTallMOHHBIX paboOT KacalTcsl HauboJjiee aKTyaJlbHbIX
npo0JeM JIeTCKOM OHKOJIOTUU.

BrIBIIME OpAMHATOPHI U ACTIUPAHTHI Kadeaphl yCIeI-
Ho pa6oratot kak B HUU neTckoit OHKOJIOrMY U TeMaTo-
sgorun OI'bY «<HMUII onkonornu um. H.H. broxuna»
Mumnsnpasa Poccuu, Tak u B Ipyrux crielMajn3MpoBaH-
HBIX JETCKUX OHKOJIOTUYECKUX YIPEKICHUSIX.

KnnHauyeckoii 6a30it kadeapbl AETCKOW OHKOJOTMU
®I'BOY AITO PMAHIIO ¢ MoMeHTa ee co30aHusl SIBJISI-
ercst HUW nerckoit onkoyorun u remaronorun ®IrbY
«HMMUII onkomoruu um. H.H. Biaoxuna» MwuH3apa-
Ba Poccum co 150-koeyHbIM (DOHAOM. DTO TO3BOJSET
HCIIOJIb30BaTh OTPOMHBIN MOTEHIIMA HAyYHO-ITPaKTUYe-
ckoii nesatenbHocT MHCTUTYTA, YHUKAIBHBINA KIMHUYC-
CKMII MaTepuaJjl, HaKOTIJICHHBIN 3a 0ojiee uem 40-IeTHUIA
nepuoj. Yyaiuuecss U KypcaHThl Kadeapbl UMEIOT BO3-
MOKHOCTh O3HAKOMJICHUSI C TIEPEIOBBIMU HAYIYHO-TEXHH -
YECKMMU TOCTMKECHUSIMU M KOHUEIMIIUSIMU B OHKOJIOTUM
BOOOIIIE ¥ B AETCKOM OHKOJIOTUM B YaCTHOCTU. barogaps
peryisipHo npoBoaumMbiM B ®I'BY «<HMMUWII onkonoruu
nm. H.H. bnoxuna» MunsnpaBa Poccun HaydyHO-Tpak-
TUYECKMM KOH(MEpeHIIUsIM, B TOM YHCIe U C MEXIyHa-
POIHBIM yYyacTHEM, IIIKOJIaM, CUMIIO3UyMaM U APYTUM
MEPOIPUATUSIM, yJaliriecs Kadeapsl IOa PyKOBOICTBOM
CMEIUAINCTOB BBICOKOIO KJIacca OCBaMBaIOT BCE ITaIlbl

IUAaTHOCTUKM M JICYEHUST 3JI0OKAYECTBEHHBIX OITyXOJei
JeTrckoro Bospacta. Kadenpa pacmonaraetr BceM Heo0-
XOIWMBIM COBPEMEHHBIM apCeHaJIOM Yy4eOHO-METOMU-
YECKHUX CPEICTB: OT XOPOIIO OCHAIIECHHOM KIIMHUYECKON
0a3bpl JO BBICOKOKAUECTBEHHBIX TEXHUUYECKUX CPEICTB
oOyueHus. IlmaHupyercssi OTKPHITME KOMIIBIOTEPHOTO
¥ CUMYJISIIIMOHHOTO KJIaCCOB.

Yuco KypcaHTOB, TIPOIIEAIINX 00ydyeHne Ha Kade-
npe nerckoit oHkojormu PI'BOY AITO PMAHIIO,
C KaXXIbIM TOIOM yBeIn4uBaeTcs. [IpakTuaecku Bce aet-
CKME OHKOJIOTY CTPaHbl YYUJIMCh UMEHHO 3[1eCh, U TIPO-
JIOJKAIOT COBEPIIEHCTBOBAHWE CBOMX 3HAHUI B paMKax
CHCTeMBl HeIlpepbiBHOro obpaszoBaHus. Illupoka reo-
rpadus TOATOTOBKM Bpayeil MO IEeTCKOM OHKOJIOTHU:
oT majabHux peruoHoB Poccuu Ha anbHeM Boctoke mo
eBporieiickoii yactu Poccun, cTpaH OJMXKHETO U Jallb-
HEro 3apy0eKbsl.

CoTpynHuku Kadeapbl BeAyT OOJBIIYI0 TMPAKTHU-
YeCKyl0 U HayyHylO0 paboTy, €XEerogHo BBICTYIIAIOT
C JOoKJagaM{ Ha 3HAYMMBIX Mepomnpusatusix B Poccun
U 3a pyOexxaMu Hallleii CTpaHbl, UX CTaThbU OITyOJUKOBaHbI
KaK I10 OHKOJIOTMYECKOIN TeMaTHKe, TaK 1 MO CMEXHBIM
BpauyeOHBIM CIIEIIMATBLHOCTSIM B PEUTMHTOBBIX XKypHasax.
IIpodeccuonanu3M mnpernogaBaresieil HAXOAUTCS B TIPs-
MO 3aBUCHMOCTH OT aKTMBHOCTHM B Hay4YHO-HCCJIEI0Ba-
TEJIbCKOI paboTe M BHEAPEHUS ee NOCTUKEHUI B Ipak-
TUKY HEIOCPEACTBEHHO U Yepe3 yueOHbIl Tporecc. Bee
COTPYIHUKHU Kadenapbl UMEIOT HayYHbIE CTETICHU: 8 1.M.H.
1 2 K.M.H., 3TO BeAylllue CIeIUaJUCThl B Pa3IMIHbIX
00J1aCTsIX JIE€TCKOM OHKOJOIMM, MMEIOIIME OIPOMHBIMI
npakTudeckuit onbIT (10 40 JIeT) B IeTCKOM OHKOJOTHUH,
BO3IJIABJISIONIME HAyYHBIC TPYIIBI MEXIYHapOIHBIX
KOOIIepMPOBAaHHBIX HMCCIea0BaHul. JIekiuu mpernogaBa-
TeJeit Kadeaphbl YacTO BKIIIOYAIOT MaTepuaj, KOTOPOTo
HET B yueOHMKaX, MOHOTpaUsIX 1 Jaxke 0030pHOM JIUTe-
paType Ha pycCKOM SI3bIKe. DTO CYIIECTBEHHO O0JieryaeT
3HaKOMCTBO CJylIaTeJeii C HOBBIMU HJOCTHXKCHUSIMU
JMETCKON OHKOJIOTMH, OCOOEHHO IS TeX CIEeIUaINCTOB,
IUIS1 KOTOPBIX TOCTYITHOCTh HOBOI JIMTEPATyphl U APYTUX
BUIOB MH(OPMALIMU OrpaHUYCHA.

B 2019 . xadeape MpUCBOECHO UMS €€ OCHOBATE/sI —
akagemuka JIbBa AopamoBnya JlypHoBa.

[lepesolit yuka kaghedps: demckoii onkonoeuu, 1963 e.
The first cycle of the Department of Pediatric Oncology, 1963
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CoBeujaHue rnaBHbiX BHeWMamHbIX JeMCKUX cheyuanucmos
remamonoros u OHKONOroB

2425 guBaps 2020 . B HMUL AT'OU um. Imutpus
Porauesa cocrostioch 3aceqanue Mpo@uIbHON KOMUCCUNT
[JIABHBIX BHEIITATHBIX IETCKUX CIIEIIAATICTOB-TeMaTOJIO-
ros 1 oHkojoroB MunsapaBa Poccuu. B ee pabore nipu-
HsuM ydactue 0ojiee 150 crieliagncToB U3 BCeX peTHOHOB
Poccuu — rnaBHBIC CIICLIMAIMCTHI, TJIaBHBIC BHEIIITATHBIC
JIETCKUE CTIELIMAIMCTHI OHKOJIOTH/TeMAaTOJIOTH U TIpeAcTa-
BUTENN (hefepabHBIX IICHTPOB.

Ha 3acenanuu o0cyxaaicst psii akTyaJlbHbIX BOITPOCOB:

- MyTH peanm3anuu deaeparbHbIX MPoekToB «Pa3-
BUTHE JETCKOTO 3IpPaBOOXpPaHEHMUS, BKIIOYAsT CO3MaHME
COBpeMEHHOI MH(PPACTPYKTYPhl OKa3aHUS MEANLIMHCKOMI
noMoILIM aeTssM» U «bopbba ¢ oHKoJIormyecKnumMu 3abosie-
BaHUSIMU»;

- o0cyxXaeHHe TPOCKTOB KIMHUYECKUX PEKOMEHIa-
LU TI0 JICYCHUIO OHKOJOTUYECKMUX U TeMaTOJIOTMUECKIX
3a00JIeBaHUM Y IeTeil;

- pacumupeHue ydactusi cyobekToB Poccuiickoit
®epepaunu (P®) B KooneprpoBaHHBIX UCCIEIOBAHUSIX
3G GEKTUBHOCTHY JICYSHUST TeMaTOJIOTUYECKUX M OHKOJIO-
TMYeCKUX 3a00JIeBaHU y JeTeil (171 yupeKaeHWil 3apa-
BOOXpaHeHUsI Cy0obeKTOB PD);

- JIeKapCTBEHHOE 00eCIIeYeHIE 1 JIeUeHHE ACTei ¢ TeMa-
TOJIOTUYECKMU ¥ OHKOJIOTMYECKUMHU 3a00JIeBaHUSIMU;

- UWHTeTpauMs W OpTraHu3alus KOOIePHPOBAHHBIX
HayYHBIX MCCIeI0BaHUM 3(D(HEKTUBHOCTH JICUCHUS TeTCH
C TeMaTOJOTUYECKUMHU M OHKOJIOTMUYECKMMHU 3a00jeBa-

HusMu (g (enepaabHbIX MPODUIBHBIX YIpEsKIeHUI
3IPaBOOXPAHCHMUST).

Taxxe Ha CoBellanuu ObUTa TIpeAcTaBiIeHa MHQPOP-
Mauus o aedaresibHocTH HanmonanpHOro oOiecTsa oeT-
ckux reMarosioroB u onkojoroB (HOJII'O). B moxiane
C.P. Bapdponomeenoii 1 K.M. Kupruzosa 6bu11 03By4YeHbI
ocHoBHbIe MpoekThl HOIT'O 1o B3auMoaeiicTBuIO ¢ opra-
Hamu Biactd, HauwmonanbHoit MenuuuHckoit [lanaroit
¥ LIEHTpaMU JETCKOl OHKOJIOTMU M remMaTojioruu. beuto
JIOJIOKEHO O Xoje MoArotoBku K I oowenmHenHomy KoH-
rpeccy HOJIT'O u Poccuiickoro obiecTBa IeTCKMX OHKO-
JIOTOB, KOTOPKIi cocTrontcst B MockBe 21—23 mast 2020 .

JlobumbcA CHUMEHUA CMepmHocmu om paka HeBO3MOMKHO
0e3 KauecmseHHOil paHHel AUarHocmMuKu

28 ausapst 2020 . B CoBete Penepann PenepaibHO-
ro Cob6panust Poccuiickoit @enepauun (CP) cocrosuics
KPYIJIbLA CTOJI Ha TeMy «B3anmoneiicTBre MeIULIMHCKUX
opra"uzanuii ¢ Hekommepuyeckumu (HKO) u kommepue-
CKMMU OpraHM3allMsIMU B paMKax peaJn3alluy IpoeKTa
«bopbrba ¢ oHKoJIOrMYecKUMU 3abosieBaHUSIMU». Mepo-
npustiue nposell wieH Komutera CO mo couuaibHOR
nonautuke B.W. Kpyriblii.

«J100UTbCSI CHUKEHUSI CMEPTHOCTH OT paka HEeBO3-
MOXHO 0€3 KOHCOJMAALWU YCUJIUMA BCEX 3aMHTEPECcO-
BaHHBIX CTOPOH. OuYeHb BaXKHO IIOHSITh, YTO BBIITOJIHE-
HME MOCTaBJICHHBIX IIepel HaMU 3a1a4 — 3TO He TOJIbKO
peanuzaiysl PerMOHAJIbHBIX MPOTrpaMM, 3aKymka 000-
PYIOBaHWSI M OpraHu3ainus aMOyJIaTOpPHBIX LIEHTPOB
OHKOJIOTMYeCKOi momorinn. Heobxoaumo BKIIIOYUTH BCe
Hallle OOILIECTBO B peajan3aliiio HallMOHAIBHOTO IIPOEeKTa
“3apaBooxpaHeHne”», — OTMETUJI CEHATOP.

[MapnameHTapuii MOAYEPKHYJ, YTO IIOMOTYT B 3TOM
Kak pa3 HKO, omHako HE0OX0aMMO BhIpabOTaTh SAMHYIO
CTpaTeruio.

O HeoOXOAMMOCTU paHHE TMArHOCTMKW HATIOMHWII
npe3uaeHT HM U HeoTnoXHOM 1eTCKOM Xupypruu 1 TpaB-
matosioruu JI.M. Pomranb. OH OTMETHII, YTO B CHUKEHUM
BJIMSTHUSI OHKOJIOTUYECKUX 3a00JIeBaHUI Ha TIPOIOJIKU-
TEJIbHOCTh XKU3HU O4YeHb MHOTO (pakTopoB. OHKOJIOTH-
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Poccuiickuii xypHan JETCKOW TEMATOJIOTUU u OHKOJOTUU

YyecKasl TOMOIIb HACEJCHUIO IMTOCTOSHHO HAaXOMUTCS TIOM
MPUCTATILHBIM BHUMaHUEM.

INpencraButenn MuUHHUCTEPCTBA 3IpaBOOXPAHEHUS
Poccuiickoit Denmepanmy NpemioXuWiIM MOTHUBUPOBATh
POCCHSIH TIPOXOIUTH AVCIAHCEePU3aIUIO, BO BpeMsI KOTO-
pOli MOXHO BBISIBUTH OHKOJIOTMIO Ha PaHHUX CTagusX.
B BemoMcTBe ceifyac aymaloT, KakK 3TO peajn30Barth,
U TOTOBBI O3HAKOMUTHCS ¢ nHUIIMaTuBamMu HKO.

Taxke B xone 3acefaHusi ObIIO MPEMIOXKEHO pPacCMO-
TPeThb co3MaHue padboueii TPYMIbI 10 Pa3padoTKe 3aKOHOdA~
TEJIbHBIX OCHOB M1 MEXaHN3MOB, 00€CIICUNBAIOIIMX IITMPOKKE
BO3MOXHOCTHY OKa3aHUSI MaTMaTUBHOM ITOMOIIIM C yJacTH -
eMm HKO nipu neue6HO-nIpopUIaKTUUYEeCKUX YIPEKISHUSIX.

Y4yacTHUKN KPYIJIOTO CTOJa OOCYIMJIM TIEePCIIeKTUB-
HbIE BO3MOXKHOCTHU pelLIeHUs ITPOoOJIeM C JIeKapCTBEHHBIM
obecrnieyeHUEM OHKOIMAUMEHTOB TocpeactBomM HKO,
U3YYUJIU ONBIT COBMECTHON HeATeIbHOCTH «Mexmy-

HapOIHOro CO03a IOMOIIM U MOIAECPXKU IAlMEHTOB»
C peruoHaJIbHBIMM OpraHaMU 3paBOOXPAHEHMSI, OIIPe/Ie-
T (pOPMBI ¥ METONBI B3aMMOCMCTBUS MIPU OKa3aHUU
najuMaTuBHOM oMoy npu yyactuu HKO.

CormnacHO HalIMOHAJIBHOMY ITPOEKTY «31paBOOXpaHe-
HHUe», K 2024 I. cMepTHOCTh OT HOBOOOpa30BaHUIi1, B TOM
YUCIIe 310Ka4YeCTBEHHBIX, JOJKHA CHU3UTBCS 10 185 ciy-
yaeB Ha 100 TbIC. HaceIeHUS.

B Mepompusatuu INPUHSUIM y4acTHE PYKOBOAMTENb
JerapTaMeHTa OOIIECTBEHHOTO 3I0POBbsS, KOMMYHHU-
Kauuit m skcneptHoit nmesarenabHocty JI.M. JlerHukosa,
npe3uaeHT Poccuiickoro obiecTBa JETCKUMX OHKOJIOTOB
B.I. TlonsikoB, OTBETCTBEHHBIN cekpeTaph HalumoHanb-
HOro o0llecTBa JETCKUX TI'eMaTOJOrOB U OHKOJIOIOB
K.N. Kuprusos, npencraButenu denepalbHbIX U PeTHO-
HaJIbHBIX OPTaHOB IrOCYIapCTBEHHOM BJIACTU, SKCIIEPTHO-
ro coobmectBa, HKO.

Bpyyenue npemuu «<Mbi Gyaem Humbp!»

3 deBpansg 2020 . cocTosiach TpaAUuLIMOHHAsI Liepe-
MOHMSI BpydyeHUs1 HanmoHanbHOU TipemMun «Mbl Oynem
KUTb!», KOTOpas Obla opraHru3oBaHa «MeXIyHapOoIHbIM
COI030M TTOMOIIM W TMOJAEPKKHW TAalMEeHTOB» (Mpeace-
narenb — O.B. BoctpukoBa) mpu nomuepxxke Hanwmo-
HaJIbHOTO 00lllecTBa JETCKUX TeMaTOJIOTOB U OHKOJIOTOB
(HOATO).

B pamkax 1iepeMOHMU ObUIM BpYYEeHBI Harpaibl IO
pe3y/ibraTaM UHTEPHET-TOJIOCOBAHUS, a TAKXe Tpaauln-
OHHO OTMEUYEHbI Bpauu JAETCKUE-OHKOJOIM U reMaToJIo-
I'u, WieHbl Haiiero OO1IecTBa — B 3TOM IOy UMU CTaJIU
A.T1. Tanounuk (Open6ypr) u A.JI. CakyH (Cumdepo-
nojib). B MockBe OblIM BpyYeHbI Harpaabl NoOeIUTEIsIM
u HomuHaHTaMm — T.T. BanueBy (Mocksa), JI.M. MuHku-
Hoit (Bnagusocrtok), O.U. TTnakcunoii (Huxuuii Hosro-
pon), M.B. Py6anckoii (MockBa).

B HomuHauuu «Jlerenaa» nobdeny onep:kaj akaaeMUK
PAH, n.m.H., npodeccop B.T. ITonsikos.

Bo BpyyeHMM mNpeMuu TPUHUMAIM YdacThe TIpe-
sugeHT HOAI'O akagemuk PAH, a.M.H., npodeccop
A.T. PyMsiHLIEB U OTBETCTBEHHBI cekpeTapb OOlIecTBa
K.M.H. K.M. Kupruszos.
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MyTb K yBeAnUYeHnio BbKNBaeMoCTh

SDBOJILTP

K1ohapabriH

Ana neyeHus octporo num¢obnacTtHoro
nenkosa (OJU1) y neren ctapwe 1 roga

C peunansom nnm pedppakTepHOCTbIO

K Tepanuu nocne npuMeHeHus no KpamnHen
Mepe ABYX NpeALecTBYIOLWNX CXeM
XumMmMoTepanum n npy oTCyTCTBUMN UHbIX
CNoco60B [OCTVKEHNA CTOMKON pemuccnn?,

SANOFI GENZYME g

AO «CaHodu Poccmar. 125009, Mockga, yn. Teepckas, 4. 22
Ten.: 8 (495) 721-14-00, dakc: 8 (495) 721-14-11 www.sanofi.ru

*Y NaLMeHTOB C MOMHbIM OTBETOM 6e3 BOCCTaHOBNEHMA TPOMGOLUTOB (MO JaHHBIM OTKPbITOTO
MyNbTULEHTPOBOTO nccneoBaHuA Il Gpasbl Mo oLeHKe 3hpGeKTUBHOCTY KnodapabuHa y aeTen
C pedpaKTepHbIM N PELAVBUPYIOLLM OCTPLIM IMMGOGAACTHBIM NeKo30M)'.

** TICK — TpaHcnnaHTauns reMono3TMYeCcKnx CTBONOBbIX KNeTOK.

"JehaS., atal., J Clin Oncol. 2006 Apr 20;24(12):1917-23.
2KpaTkas MHCTPYKLUMA MO NPUMEHEHNIO NeKapCTBEHHOTO Npenapata AnA MeULMHCKOro
npvmeHenna SBOJIBTPA, IM-003320 ot 08.09.2016.

WHcTpyKuma no nexapc penapara ansa IBONbTPA

PervctpaumonHbii Homep: /11-003320. MHH: moq)apaswu J80nbTPa. T8O, TBOpa AnA udy3uit Kop fleveHme ocTporo
Y eTeii crapiue 1roa C peLABOM Wi PehPaKTEPHOCTbIO K Tepaniai NocTe NPUMeHeHits, Mo kpaiieii Mepe, ABYX NPe/LIECTBYIOLIMX CXeM XUMUOTEPaNyM 1 U OTCYTCTBYM MHbIX CNOCOGOB AOCTVKEHIA CTOMKO pemucci. be30nacHoCT M 3GGEKTUBHOCTL Bbini H3y4eHb! Y NaLeHToB. 5 BO3paCTe He CTapuue 21 10/12 Ha MOMEHT NOCTaHOBK! AMArH03a.
TpoTuBonoKasaHms: [WnepuyBCTBITENbHOCT K K70$APAOIIHY Wit BUTOMOTATENbHbIM BEULECTBaM NDeNapaTa; TAXENaA 04eUHaA HEIOCTATONHOCTD, TAKENaA NedeH0uHaA HAOCTATOHHOCTL, BO3PacT A0 1 rofa (OTCyTCTBME AaHHBIX 0 6e30MaCHOCTH U SGQeKTUBHOCTH B AaHKOT soxpa(mow TpynNe); GepemeHHOCTL; NEpHOA FPYAHOTD BKAPMANBAHMA.

MoGouHble TBUA (M. QueHb yacto>=10%: GebpunbHas TPeRora; i , PBOTa, TOLIKOTa; AMapes; YTOMAAEMOCTb, MOBbILLEHYE Tena, Bocnaneue Te3um,

3yn.Yacto >=1%n <10%: i oK, Cencuc, TIHeBMOHUS, it ML, NPOCTOi repriec, it TUNEPUYBCTBUTEIbHOCTE; aHOD 6eCTOKOVICTBO, W3MEHEHHA TICUXVI|ECKOTO CTATYCa; COHMBOCTS, ephdepnIeckan

Hefiponarus, nape(vean, TONOBOKPYXeHHe, TPEMOp; TUNOaKy3Hs; i BbINOT, TaXUKapAWS; TUNOTEH3S; CHHAPOM i ™ Temaroma, i JUCTPECC-CHHPOM, HOCOBOE KDOBOTEUeHe, OfIbILIKA, TaXUTIHO3, Kamenb, KPOBOVNMAHUA B CIMBHCTLIE 060N0UKN NONOCTH Pra,
am, NPOKTaNTU, A38b! it Xemyxa, TATO4HOCTD, CHHIIPOM CUCTEMHOIA

BocranensHoi PeaKUH, 60rb, 03406, pa3PAXITENHOCTD, OTeK(W, UYBCTBO Xapa, UYBCTBO HeZOMOTQHI; MaKy[To-TaMyeHas i, METeX, IPHTea, 3YAALLIZA Ci, OTUI0EHUIE POTOBOTO CTOR SWTIEPMIIC, TeHEPaI30B2HHAA Cib, aNONELHs, AQBTEHIR 3piena, KOXKH, CBlb, CYXOCTb KOXH,

TMneprugpos; 60 B KOHEUHOCTAX, Myanmits, 60 & KocTax, Gonu B pyIKOii KneTke, apTpanris, 6oni B 06naCTH wevt 1 CMKbI, revaTypus, (NM)KCHME Ma((b\ vena, yuu6. Ocobbie ymaum' Mpenapar 3BonbTpa npencmnﬂev c060ii MoUHbIfi npeﬂapaT 4 3HAYMMBIMIA "

HeXeNaTe/IbHbIMI PEaKUMAMM, B (BA3H C YeM HeoBXOAMMO YMTLIBATb BO3MOXHOCTb NIOAIABAEHHE GYHKLA KOCTHOTO MO3ra, pasBuTHe KpONH3a, CUHIPOMA CHCTEMHO/I BOCTATIHTENIbHOI PEaKLIMM, CHIDKEHHE apTEpHATbHOTD, N104eYHOit HEOCTATOUHOCTH, PBOTBI M fiMapel,

TeyeHouHoit HepocTatouHocTn. Npou3BoAuTenb (8binyckaroujuti KoHMpons Kayecmea) [xen3aiim JITa, BenukoGputanua. Genzyme Limited, Unl\ed ngdum 37 Hullands Road Haverhill, Suffolk, (B9 8PU, Um(ed Kingdom. MpeTen3um notpe6uTeneii HanpasnaT no appecy B Pocaun: A0 «CaHou Poccuan, 125009, r. MockBa,
yn. Teepckas, 22. Ten.: (495) 721-14-00, Dakc: (495) 721-14-11. www.sanofi.ru SARU.CLF.17.10.1827

[epen npuMeHeHieM Npenapata 03HaKOMBTECh C NOAHOI MHCTPYKLedt (peruc ypoctoepetie JN-003320 o1 08.09.2016 .

[InA CneuwaniCTos 34paBooXpaKeHys.
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