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HYTPUHUOPUHK — OMNTUMATBHOE MUTAHWE
BO BPEMA BEOJE3HN N B NMEPWNOL BOCCTAHOBITEHA
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B Masiom o6beme, Bcero 200 Mn
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OnTUManbHbIN POoCT pebeHKa,
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4 NPUATHbIX BKYCA: HEMTPATbHbBIN, KINYEHUKA, BAHAH, LLIOKOMAL
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Om pemakuuu

s IETCKOU

FTEMATOJIOTMN u OHKOJIOT MU

OT PEAARLUK

Dloporue gpy3bs!

Bbl nepxuTe B pyKkax ouepesHoi Homep Poccuiickoro »ypHana AeTcKol reMaTonorin
n oHkonoruu (PAKM0), KoTopblii, KaK 1 NPeAblAYLLMiA, NOCBALLEH TPaHCMAAHTaLN
remonosTyecknx CTBONOBBIX KNETOK (MpuUrnalleHHblii TNaBHbIA pefakTop —
npod. b.B. ApaHacbeB). BctynneHue K stomy Homepy A0mKHO ObiN0 6bITb APYrUm, HO
MpOK30LLA0 TparuyHoe cobbiTe — ywna 13 xu3Hn Hatanba BacunbesHa (TaHueBa,
ofiHa 13 nupepos TICK B Poccuu. Mo egnHOAYLIHOMY MHEHWIO pefaKLm, 3TOT Homep
6yneT NoCBALLEH ee NamaTy.

25 aBrycta 2015 . mocJe TSXKeNnoil HEMpOaoKUTEb-
HOIt 6one3HM B Bo3pacTte 37 JieT yuuia u3 Xku3Hu Hatanbesa
BacunbeBHa CtaHueBa — 3aBeayloliasi OTASIeHUEM TpaHC-
IUIaHTalMy KocTHoro moara s aeteit HUUW netckoii oH-
KOJIOTUH, reMaToJIOTUU u TPaHCIUIAaHTOJIOTU U
um. P.M. Top6auesoit (HUU IOIuT).

Haranbsg BacunbeBHa — BoinyckHuLa IlepBoro
Cankr-IleTepOyprckoro rocygapcTBEHHOTO MEIUIIMH-
ckoro yHuBepcutera uM. akan. W.I1. [1aBnosa, Bmocien-
CTBUM CTaBIlIasl MeIMaTPOM, FTeMaTOJIOTOM, BCIO cebs ca-
MOOTBEPXEHHO TIOCBSITMBILAS pPadOTe C OJHUMM U3
HanOoJjiee TSXKEIbIX MalMeHTOB: OHA JieUnsia pa3InyHbIe
(GOpMBI 3J10KaUeCTBEHHBIX 3a00JieBaHUII CUCTEM KPOBU
U HacJieICTBeHHbIe 00Je3H y aeTeii. Hatanbs Bacuib-
€BHa aKTMBHO 3aHMMaJjach Hay4HOI pabOTOIi, €10 BBITION -
HEHBI TTpaKTUYeCKHU TepBbiec B Poccuiickoit @enepannn
(P®) wncciaenoBaHus I10 OTHAJCHHBIM pe3yjbTaTaM
U KQUYECTBY >KM3HM JIETEH MOCJIE AJUZIOTCHHOM TPaHCILIaH-
Talliu TeMOITO3TUYECKUX CTBOJIOBBIX KIeToK. B 2009 .
OHa 3alllMTWJIa KaHAUIAATCKYI NMCCEepPTAllMI0 Ha TEeMY
«KayecTBO XKM3HM U OTHAJCHHBIE OCIOXHEHMS y AeTei
U MOAPOCTKOB IOCJIC aJUIOTeHHON TpaHCIIaHTAllMH Ie-
MOTIO3TUYECKUX CTBOJIOBBIX KJETOK», Ha OjumxKaiiliee
BpeMs Oblia 3aIllJlaHMpOBaHa 3alllMTa TOKTOPCKOM IMC-
cepTaluu.

C momenTa otkpbeiTuss HUM JIOIuT B 2007 1. oHa cTa-
Jla TIEpBOM 3aBENYIOIIEN OTOEJIEHUEM TpaHCIUIAHTALUNA
KOCTHOT'O MO3ra, BHeCJIa OTPOMHBbII BKJIaJ B CTAHOBJICHUE
KOJIJICKTUBA, HAa CBOEM IPMMEpE IIPUBUBAsT COTPYTHUKAM
BBICOKME MPOdeCcCOHaIbHbIE M MOpaJIbHbIC KaueCTBa —
BHUMATEJILHOCTh M YyTKOCTh K MallMEHTaM U X POJIUTE-
JIIM, TipodeCCUOHAINU3M, TpeboBaTelIbHOCTh K padore,
Tpynoaooue. braromaps ee ycunusiM ObUT HaJaXeH KOH-
TaKT KJIMHUKW MPAKTUYECKU CO BCeMM pernoHamu P®.
Hecmotpst Ha 6one3nb, Hatanbsa BacunbeBHA 10 mocien-
HUX JHEU MpUHMMAaJja yJacTue B padoTe — KOHCYIBTUPO-
BaJIa NIALIMEHTOB, YUTAJIA JICKLIMU CTYAEHTaM U KypCaHTaM
KadeIpbl TeMaTOJIOTUM, TPAHC(Y3MOJOTMU U TPAaHCIIJIaH-
TOJIOTMY MEIULIMHCKOTO YHUBEPCUTETA, TKcajla CTaThy.

IIpexpacHbIit, 00asITebHBIN, KPACUBBII U OUEHb MY-
JKECTBEHHBII YEJIOBEK, 10 MOCEIHUX THEM He TOJIbKO HU
pa3y He JaBIliasi IOYyBCTBOBATh OKPYKAIOLIUM Tparu3ma
CJIOXKUBIIEHCS CUTYallMi, OHa HA00OPOT co3[aBajia BO-
Kpyr ce0s1 ocodyto aTMocdepy.

Caetiast namsith o Hatanne BacunbeBHe CTaHueBoit Ha-
Bcerna ocraHeTcs B Koyiektuse HUM JIOIT, y cotpynHrUKoB
YHUBEPCUTETA, CTYIEHTOB, TIALIMEHTOB U UX POMTENIEH, Bpa-
yeii-reMarosioroB P, G1aroTBOpUTEIbHBIX OpraHM3alinii,
paborasuix ¢ HUW JOIMT, u npyrux moneid, MMEBLIMX
CYACT/IMBYIO BO3ZMOXKHOCTh COIIPUKOCHYTBCSI C HEM B XKU3HM.

3 2015 1M



Je JIETCKOM

TEMATOJIOTMM u OHKOJIOT MU

VI Me:XperuoHanbHoe cosewaHue HayuoxanbHoro obwecmsa
JIeMCKUX remamosioros U oHKonoroB «flepcnekmusbl Aemckoil
remMamonoruu-oHgonoruu — MynbmupucyunnuHapHolil nogxon»

4—7 uronsa 2015 . B MocKBe COCTOSIIOCH OTHO U3 ca-
MBIX MHTEPECHBIX U IPEACTAaBUTEIBHBIX COOBITUI B POC-
CUIICKOM MeIMLMHCKOM coobuiectBe — VI Mexperuo-
HaJIbHOE coBelllaHre HaltmoHaabHOTO 00IIIeCTBa IeTCKUX
rematojioroB 1 oHkosioroB (HOT'O) «IlepcrieKTUBHI A€T-
CKOI1 reMaTOJIOTUH-OHKOJOTUM — MYJBTUANCIIMIUIMHAD-
HBII TTOAXO0d», KOTopoe cobpaiio 6ojee 550 neneraTtoB U3
Poccuiickoit Menepannu, crpaH OIMKHETO W AaTbHETO
3apy0eskbsi. CoBelllaHue SIBASIETCSI OMHUM M3 3TaroB MO/~
rotoBku K KoHrpeccy AzuaTckoro nojapasaeieHust Mex-
JIIyHapoJaHOTO obI1ecTBa aerckoit onkonoruu (SIOP Asia
Congress), KoTopslii cocrontcss B Mockse B 2016 . MHo-
rue 3apy0OeXkHbIe TOCTU TUIAHUPYIOT ITOCETUTh 3TO MEPO-
MpUsITUE, BUAS ycriex mpoieniiero CopelaHus.

Bcero B VI coBemianuu OO0l1ecTBa MPUHSIIM ydacTue
MpeacTaBUTENN 93 LIEHTPOB U OTIAEICHUI AEeTCKOI rema-
TOJIOTMH-OHKOJIOTUM — Bpa4yM JAETCKME OHKOJIOTH, TeMaTO-
JIOTH, XUPYPI'H, aHECTE3UOJIOIM-PEaHMMATOJIOTH, JTyYeBbIe
TepamneBThl, MEIUIIMHCKHE TICUXOJOTH U TIPEACTaBUTEIIN
JIPYTUX CMEXKHBIX MEITULIMHCKUX CIienraaibHoCTel. Tpaau-
LIMOHHO COBEIlIaHKE ObLJI0 COBMECTHO IIOJATOTOBJICHO
HOITI'O u ®enepanbHBIM HaydHO-KJIMHUYECKUM LIEHTPOM
JIETCKOM TeMaToJIOTMU, OHKOJOTUM W WMMYHOJIOTUM
nMm. Imutpust Porauesa (DHKL ATOU um. Imutpus Po-
radyena), B CTeHaX KOTOPOIo OHO U mpoliuio. B HayuyHo-op-
raHU3allMOHHBIA KOMUTET BOIUIN BeAyLINE CIICIIUATUCThI
(benepallbHBIX LIEHTPOB, IIPEACTABUTEIN 3apYOEKHBIX
LIKOJI IETCKOI TreMaTOJIOTUHU-OHKOJIOTUM, JIUAEPHI PETUO-

B npesuduyme uepemoruu omrpoimus Coseuya-
Hust C.A. Pymsanues, B.I. [lonrsikos, H.H. Boaoour

C.P. Bapgponomeesa u M.b. benoeyposa
6 nepepviee Mexcoy CUMNOZUYMAMU

HaJbHOTO 3IpaBooxpaHeHus. B padore CoBeliaHus mpu-
HSUIA yYacTHe TaKue BUIHBIE TeMaTOJIOTM-OHKOJIOTH, KaK
I1. Meiiepc (CIIA), T. Kynouuk (Iepmanust), T. CumoH
(Tepmanwms), L. Kpeiitaep (M3pauns), P. Cakkapau (MTa-
nmst), M. MuHKOB (ABCTpUsI) U MHOTUE IpYyTHe.

Bcero B pamkax Hay4YHOI ITporpaMMbl ObLIIO 3acTylla-
Ho O0osee 230 mokiamoB B pamkax 51 3acemanusi. B atom
TOJY COCTOSTMCH HE TOJIBKO YK€ CTaBILIME TPAAULICH CUM-
MO3UYMbI, KPYIJIbIe CTOJIbI, HO M MaCTEP-KJIACChl. YUUTHI-
Bast nposeneHne Cosemanus B creHax @HKIIL JITOU nm.
JAmutpust PoraueBa, ObLIM OpraHU30BaHbI 9KCKYPCUU 110
noapasaeaeHUsIM LieHTpa (KIMHUYECKUE U JUarHOCTUYe-
CKME OTAeNIeHUs, TabopaTopuu, MaHCUMOHAT). TpaaulnoH-
HO JUISl OTIpeeICHMS 1 TIOBBIIICHUS] KauyecTBa JOKJIaa0B
HCITIOIb30BaJIMCh aHKETHI 10 OLIeHKe coobieHuit. CoopaH-
HbIC OT3BIBBI OYAYT HaIlpaBJICHBI Ha YIIy4yllleHHEe KauecTBa
MpeaCTaBASIeMbIX TOKJIaI0B Ha OYIYILIUX MEPOTIPUSTUSIX.

B nepsriit nenb Coseranus (4 uionst 2015 1.) cocto-
SITICSL PSII CUMIIO3UMYMOB, MOIACPKUBAEMBIX TTapTHEpaMu
Hairero opyma. B pamkax caTeJJIMTHBIX CUMITIO3UYMOB
OBLIY TIPEeCTaBICHbBI JaHHBIE IO COBPEMEHHBIM acleKTaM
MAaTOr€HETUYECKOM U COITPOBOAUTEILHOMU TEpaIriy B AET-
CKOI1 reMaTOJIOTMU-OHKOJIOTUY 1 UMMYHoJiornu. Heobxo-
IUMO OTMETUTH OOJBIION MHTEepec, KOTOPbIN BbI3BAIU
cumno3uym 1o xupypruu (T.A. Illapoes, B.E. Paukos,
H.C. Ipaués) ¢ yuactieM W. ®ykca (IepMaHust) 1 KpYIJIblit
cron 1o onyxoasMm nedeHu (C.P. Bapdoaomeena,
H.}10. Kauanos, A.B. ®wimH), 1igd y4yacTus B KOTOPOM

Konkypc nocmepnwix doxnadog —
A.I. Pymsanyes u U.C. Moucees

2015

Hawe coobwecmBo - npeasmenbHocmb HOATO



Hawe coobwecmBo - peamenbHocmb HOLATO

0CCUUCKUI

YKypuan

JNETCKOU

HOAro

coOpajoch 00JIbIIOE YUCHO cayiaTeneit. bonbioit 610k
3aHSUTM CUMIIO3UYMbI 1O IIPOTUBOIPMOKOBOM Tepamuu
(I"A. HoBuukosa, I.I. CononoBa), KOTopble peACcTaBUIN
caMble aKTyaJIbHbIe TaHHBIE 110 TPOGMIAKTHIKE U Tepariuu
TPO3HBIX OCIOXHEHUM. TpaauLIMOHHO COCTOSIOCH 00CY-
JKIEHME BOMPOCOB TePAITU TUCTUOILIUTAPHBIX PACCTPONCTB
¢ yuactueM M.JI. MuHkoBa (ABCTpus).

Bropoii nens CoBenianus (5 nioHs) Havyajcs ¢ oopa-
30BaTeJIbHOM ceccuu, Ha Kotopoit M. @unaunr (ABcTpa-
JIMST) TIPEeICTaBWI COBPEMEHHBIE acTeKThl yXoa 3a LeHT-
palbHBIMM BEHO3HBIMU KateTepamMu, a A. Kymouuk
(Tepmanust) pacckasaj 0 TPOPBIBHBIX TEXHOJIOTUSIX, KOTO-
pble BHENPSIOTCS B Tepamnuio MPOTrpeccUpyronmx Gopm
T-kaeTouHoro octporo aumdobnactHoro Jeiiko3a (OJLT)
y IeTe.

B nipopomkenne padotbl CoBellIaHUsI COCTOSIIOCH O~
HO M3 CaMbIX OTBETCTBEHHBIX U BOJIHUTEIbHBIX MEPOIPH -
SITUA — LEPEMOHUST TOPXKECTBEHHOTO OTKPBITUSI HAIIIETO
¢opyma. Ha Heii npucyTCTBOBaJM IOYETHBIE TOCTH,
B YaCcTHOCTU Halm naptHepsl U3 b® «[logapu xku3Hb!» —
yupeautenb Y. H. XamaroBa u gupexrop E.K. Yucrsakona.
Otkpoin Cosemanue npe3uaeHT HOAIT'O akanemuk PAH
A.T. PymMsiH1IEB, KOTOPBII MOTUYEPKHYJ BaXKHOCTh COBMECT-
HOTO MIPUHSTUS PELICHUI U JISTUTUMU3ALUU CTAaHIAPTOB
U PEKOMEHIALINNA.

TpaguIMOHHO COCTOSUIOCH M HarpaXKJIeHME JaypeaToB
npeMun «3a BepHOCTh npodeccun!». B 2015 1. ee mobdeau-
tenssmu ctanu E.I1. Epera (Xabaposck), JI.I1. [IpuBanosa
(Hwxuwnit Hosropon), P.3. [llammacos (Ka3anb). YneHbl

Y. H. Xamamosa — 2ocmb yepemonuu
omKpbIMus

oo (QD o
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Tlo6edumens npemuu «3a eeprocms
npogeccuul> P.3. [llammacos

3anst 6vLau noaHbL 80 8pems ecex 3acedaruil. MHoe0a npuxoounocs opearu-
306616aMb QONOAHUMENbHbIE MECIA

HOZTI'O BBICOKO OLIEHWIM 3aCJIyTU CIIELMAINCTOB Mepes
npodeccueii. Kpome Toro, coctosiioch HarpaxkaeHue Ta-
JIAHTJIMBBIX Bpauyeii, MPUHSBIINX YIaCTHE B KOHKYPCE CI0-
raHoB (rmooeautesb — koyiekTuB Kuposckoro HUMIuIIK
co ciioraHoM «CuacTbe XXUTh!») 1 Jorotumna (mooeanuTenb —
otaeneHue oHkorematosoruu PIIKD 1. MxxeBcka). [Tobeny
B (hoTokoHKypce onepxana E.B. CamouaroBa ¢ paboToii
«Mos KollIKa».

ITo 3aBepIIeHUIO LIEPEMOHUU OTKPBITHS BIIEPBHIE CO-
CTOSICSI CUMITO3UYM B (hopMaTe 3JIEKTPOHHOIO TeaTpa,
roe Bedyllyde CIelUaJydCTbhl JIy4eBOM IUarHOCTUKU
(I.B. Tepemenko, E.B. ®eokTrcToBa) npeacTaBuan YHU-
KaJIbHbIC CyJYau BU3yalu3alluy PEIKUX U CIOXKHBIX IS
JNIMAaTHOCTUKU COCTOSTHUM.

[lo6edumens pomokonkypca
E.B. Camouamosa

Matepuanel CoBelanns goctynHbel YneHam HOAMO ana ckaumBaHus Ha cante O6LiecTsa
(www.nodgo.org) B padgene «Cneupannctam» — «basa 3HaHuii». Teauncel 6b1In ony6anKoBaHb!
B creupansHoM Homepe PXXAMmO, nocesiweHHoM CoBelaHmio.
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Je JIETCKOM

HOAro

B aTOM TOIy MHOCTpaHHBIM JIEKTOPOM CUMIIO3MYyMa I10
JnedyeHuto Helipobsactrombl ctan T. Cumon (IepmaHus),
KOTOPBII paccKazajl O BO3MOXHOCTSX IePCOHAIM3ALINN
Y ONTUMU3ALUHU JICYCHUs] JaHHOTO BUaa omyxoJjeit. Tpa-
JULIMOHHO OOJIbIIIOE BHUMAHKME TIPUBJICKIIA CUMITO3MYMBbI
no OJIJT (A.N. KapauyHckuii, I. XeHlie), Je4eHUIO TUM-
¢om (E.B. Camouartosa, H.B. MsxoBa, M.b. benoryposa),
Borpocam rncuxonoruueckoit (A.E. XanH) u najaanaTvBb-
Hoit (E.B. IMoneBuyenko) momouu. Ilcuxonornuyeckue
Y MaJUIMaTUBHBIE aCMEeKThl pa30UpaIrch COBMECTHO C TO-
ctbeit u3 Mspawnga L. Kpeittnep. Tocte CoBemanus
A. Xummens (Tepmanust) pencraBuia COBpeMEHHbIE TaH-
HbIe TI0 OMO0E30TMIaCHOCTU TeMOTpaHCchy3uii Ha Crielna-
nusupoBaHHoM cumnosuyme (E.B. 2KykoBckas).

3aBepIIiICs IeHb KPYIJIBIM CTOJIOM O MePCIEKTUBAaX
JIETCKOI TeMaTOJOTHUH-OHKOJIOTUM C y4acTHUEM YHUKAaJIb-
Horo rocts — E.b. Bnagumupckoit (M3pauib).

Tpetuii nens Coertanust (6 MIOHST) OTKPBIJICS C JIEK-
uuu T. Jlepuoexepa (Iepmanust) o [MarHoCTUKE MHBA3WB-
HBIX MMKO30B, a JIajiee COCTOSUIUCH 2 CUMIIO3MyMa, IIOCBSI-
LIEHHbIEe UMMYHOACGhULIMTAM U HEHATPOIIEHUSIM Y JIeTei
(A.IO. IllepObuHa), Ha KOTOPBIX BBHICTYIWJIN MpUTIalIeH-
Hele JekTophl X. Okc (CIIA) u FO. Ckokosa (Iepmanust).
Bosblioe BHUMaHUE yASASIIOCh B 3TOM IOy peadunTa-
LIMOHHBIM BO3MOXKHOCTSIM JIJISI IETE C FeMaTOJIOTMYECKM -
MM, OHKOJIOTMYECKMMU ¥ MHBIMU TSKEIBIMU 3a00JIeBaHI -
avu (H.H. Bonomun, B.H. Kacarkun, 4. Leiitaun,
B. Iepaitn (Iepmanus)). B pamkax cumMmnosumyma IIO
ocTpoMy MuenolaHoumy Jeiko3y (O.B. AneiiHuKoBa,

Tlouemnuiii cocms — E.B. Biadumupckas

TEMATOJIOTMM u OHKOJIOT MU

Uuckyccus — I. Xenue, /1. 0. Kauanos

X. Oxc, M.JI. Munkos, A.FO. lllepouna c ynacmuuxamu Cogewjarus

I'A. HoBuukosa, A.A. MacuaH) ObUIM ITOKa3aHbI IIEPBbIC
pe3yJbTaThl PErMCTPALlMOHHOTIO UcceaoBaHus B Poccuii-
ckoii Peaepalliy U Ipyrue acneKThl MO YIyUIIeHUIO pe-
3yJILTaTOB MPU JaHHOM 3a00JeBaHnu. CoBpeMeHHbIE 1aH-
HBbIe TI0 BepuduKaum onyxosei mouyek npegacrasua C.J1.
[Tomnos (BenukoOpuTaHus) B paMKax CUMITIO3UyMa I10 He-
¢dpobaacrome (M.b. benoryposa). X. benec (Iepmanus)
M3JIOXKIJI aKTYyaJIbHbIC JaHHBIE 110 TUAaTHOCTUKE U JICYCHUIO
MeTaboJIMYEeCKOro CMHAPOMA Y IETEH.

B 3aBepuieHun paboyero IHS COCTOSUICS CUMITO3UYM
10 TPAHCIUIAHTAIUA T€MOMO3TUYECKUX CTBOJIOBBIX KJIEe-
TOK, Ha KOTOPOM OJHUM M3 IPUTIJIAIIEHHBIX JIEKTOPOB CTal
O.U. Kpoixkanosckuii (CILIA). MHdopmalimio o coBpe-
MEHHBIX JOCTVKEHUSIX B JICYCHUU CAPKOM B CBOEH JIEKITUN

Boicmynaem I A. Hosuukosa

B a10M rogy n3bpaHHbie fiekumm Gbiin 3anncarbl 1 NOAroTOB/EHb! K MPOCMOTPY HaLLIMM MapTHe-
H O ﬂ. ro . poM — «[epBbIM MEAVLIMHCKUM KaHaNoM». JIeKLMKN JOCTYMNHbI Ha kaHane «POO HOAO» Ha Buaeo-
noptase YouTube. Ccbisiky Ha BUAEO Bbl MOXETE HaiTu Ha cainte HOAIO (www.nodgo.org).
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s IETCKOU

Cumnoszuym no umozam nocmeproii ceccuu — K. 1. Kupeusos,
C.P. Bapgonomeesa, JI.I. Peuuna, O.B. Areiinuxosa

npencrasuia 1. Maiiepc (CIIIA), KOTOpblii BliepBbIe MOCe-
TWJI Hallly CTPaHY.

YerBepThiii geHb CoBelllaHUsS OTKPBUICS JIeKIMeit
P. Cakkapou (Mtanust), KOTOpbIii OCBETUII BOIIPOC Tepa-
MUY TSOKEIbIX ayTOMMMYHHBIX 3a00JIeBaHUI M MOKa3aj
BaXXHOCTb BBICOKO/I03HOI XuMuoTepanuu. [Tpogokuics
JIeHb 3aceJaHreM paboyeil rpyIIbI M0 JeYSHUIO OIyXoei
LIEHTpaJIbHOW HepBHOI cucTeMbl y neteii (A.M. KapauyH-
ckuit, D.B. KymupoBa), Ha KOTOPOii1 BLICTYITMIIA JIEKTOP U3
Iepmanuu M. BapmyTr-Merti. B 3aBepiuarommii 1eHb co-
CTOSUTUCH CUMIIO3UYMBbI TIO MHTEHCHUBHOI Teparuu B IeT-
ckoit rematonorun-oHkojorun (E.A. CnmpugoHoBa,
B.B. JlazapeB), KoTopble MPOAOJIKIIN 00CYKAEHNUE BOIIPO-
COB aHECTe3MOJIOTUH-PeaHUMaIIU, KOTOPhIE paHee MOI-
HUMaJIUCh Ha CHUMIIO3MyMaX II0 KaTeTepHON TEeXHMKE
(J1.1. bukkynosa, /1.B. JIuTBUHOB).

TpaguLMoHHO B paMKaX MPOLIEAIIETO COBEIAHUSI Obl-
Jla OpraHM30BaHa MOCTEPHAs CECCHS, K YUaCTUIO B KOTOPOI
Ob110 0TOOpaHo 34 nokianga. B aTom romy crtporoe xiopu
nox, rmpencenateibeTBoM A. I PymsiHIIeBa BeIOpato 6 jiyd-
LIUX COOOILIEHU, KOTOpbIe OBIJIM OTMEUYEHBI HA COOTBET-
cTByto1IeM TopKecTBeHHOM cumnosuyme (C.P. Bapgoio-
MeeBa, JI.I. ®eunna, O.B. AneitHuKoBa).

Ha oryetnoit konpepernumu HOIT'O (A.I. PymsHiies,
C.P. BapponomeeBa, K.U. KupruzoB) OblIM MOABEACHbI
WUTOTU OeSITeIbHOCTU 1 IaH CTapT MoAroToBke K KoHrpec-
¢y 2016 . Kpome Toro, Mbl 0yaeM MpoIoJKaTh TPOrpaMMbl
HOJI'O, cpenu KkoTopblx 00pa3oBaTebHbIE CEMUHAPHI 1O
nporpaMMe «JlajabHue peruoHbl», IPOrpaMMa CTaXKMPOBOK
«Jleunm BMecTe», exeroaHas IyoJIMKalusl KaTajora JIeT-
CKHX TeMaTOJIOTUIECKUX I OHKOJIOTMYEeCKUX LIeHTpoB Poc-
cuu (BBIILIO 5-€ M3AaHue KaTajaora, BKitoJatoliee yxe 77
LIEHTPOB JAETCKOI TreMaToJI0Tur-oHKoJoruun). Ha Topxke-
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Llepemonus 3axpoimus Cogewanus, ésicmynaenue Vasiliev Groove

CTBEHHOM LIEPEMOHUM 3aKPBITUSI COCTOSIIOCh KPACOUHOE
¥ TPOMKOE BBICTYIUICHHE HAIlIUX TOCTEH U3 My3bIKAJIbHOTO
KosutekTuBa Vasiliev Groove.

MexpernonanbHoe coBemanue HOHAI'O octaercs
3HAKOBBIM COOBITUEM B POCCUICKOM 3ApaBOOXpaHEHUU
U T10 TIpaBy 3aHMMaET BeAyIIKe MO3ULMU CPEAU MOI00-
HBIX MEPOIIPUATUM, IIpOrpaMMa COBEIIAHUMA C KaXIbIM
TOJIOM pacCIIUPSIETCsS U CTAHOBUTCS 00Jiee HACHIIIEHHOIA.
He 3ps CoBemianue mpomuio moj jgo3yHrom «Cyactbe
JKUTB!»: Mbl XOTUM OBITh CUACTJIMBBI U IapUTh CUYACThE
U BBI3IOPOBJICHUE HAILIMM CaMbIM IJIaBHBIM IallUeHTaM —
JETSIM.

VI MexpernoHanbHoe
coBewaHne HOAIO:

neneratoB n3 P®, ctpaH 6auxHero
M ganbHero 3apyobexbs
(82014 r. — 465)

JIEKTOPOB U3 CTPaH AasfibHero
3apybexbs (B 2014 r. — 15)

950

17
o1
230

3acegaHume B Hay4HoM nporpamMmme
(82014 r. — 39)

[OKNago0B U NEeKUUn
(82014 r. — 195)
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TEMATOJIOTMM u OHKOJIOT MU

68-1 ceccua BcemupHoil opraHusauuu 3gpaBooxpaHeHus -
BnepBbié 0 AeMCKOIl OHKONOruu

C 18 mo 26 mas 2015 r. B KeHeBe cocrosutach 68-s cec-
cust BcemupHoii opranuzaiuu 3apaBooxpaHeHust (BO3),
B KOTOPOI1 IPUHSLIN yyacTue npeactaButenu 194 crpan. Ha
3acelaHuM, COCTOosIBIIeMcs B 1Tad-kBapTupe BO3, o6cy-
Khajach mpobsieMa Bupyca D0oja B 3amamgHoil Adpuke,
BOIPOCHI Tepanu MHMEKIIMOHHBIX 3a00/IeBaHUI U IpyTHe
aCIIEKThI YIYYIICHUs KaueCcTBa MEAUIIMHCKOM TOMOIIIM BO
Bcem mupe. BriepBoie Ha ceccunt BO3 o0cyzknanuch BOIpo-
ChI JIETCKOI OHKOJI0rMK. CerofiHsi CTajo OYeBUIHBIM, YTO
JIIMaTHO3 «3JIOKAYeCTBeHHOe HoBooOpaszoBaHue» (3HO)
y pebeHKa He MPUTOBOp, U OOJBIIMHCTBO TMALIMEHTOB BbI-
3M0PaBIMBAIOT U IIPOIOJIKAIOT XKUTh. OIHAKO, JIJISI OTPOM-
HOWM TPYIIIbI AETEH, XUBYIIUX B pa3BUBAIOILIMXCS CTPaHaX,
KauyeCTBEHHAsT MEAUIIMHCKAsI TIOMOILb MO-TIPEKHEMY HEI0-
CTyIHA, U OHM TIOrMOaIOT OT M3JIEYUMBIX Oojie3Heil. Ha
ceccunt BO3 obcyxxnanuck 2 HaripaBiieHUsT paOOThI MEXKIY-
HapOJIHOI0 COOOIIECTBA: TPAHCIISILIMS TEXHOIOTUY JICYSHMS
B pa3BUBAIOIIMXCS CTPaHAX 1 00eCIIeYeHE BHICOKOTIO YPOB-
HsI Ka4eCTBa XXM3HU Y N3JIeYEHHBIX MaleHToB. [ist yyacTust
B pabote ceccuu ObutM NpuraameHsl npe3naeHT HOII'O,
reHepanbHblil gupektop @HKI ATOU um. Jmutpus
Porauesa akagemuk PAH A.I. PymsHues, nupekrop UH-
CTUTYTa OHKOJIOTMM, PAIUOJIOTMU U SIIEPHOM MEIULIMHBI
Lentpa mpod. A.M. KapauyHckuii U ero 3aMecTUTe]b
npod. C.P. Bapdonomeesa. Bosrasuina neieraunio PO
MUHUCTP 3npaBooxpaHeHust pod. B.1. CkBopliona.

Ceccus «JleTckuii pak: BakKHOCTb YHUBEPCAJIBbHOTO
IO/IX0/1a K JICUCHUIO, COIPOBOXICHUIO U MOAICPKKE», KO-
Topas cocTostyiach 18 Mast, cTajia 0COOBIM MEPOIIPUSITUEM.
Omna 6bU1a opraHn3oBaHa MUHMCTEPCTBAMM 3IpaBoOOXpa-
Henust PO, Tepmannn, @ununnuH u [adel, a Takke Me-
XKIyHApOIHBIM OOILIECTBOM AeTCKOi oHKojioruu (SIOP)
n MexxayHapoaHoii opraHnusaumeii getckoro paka (CCI).

Buumanue BO3 k mpobyieme 1eTCKOi OHKOJIOTUHU Ae-
MOHCTPHUPYET XeJIaHKe OpraHu3aliuy OPUSHTUPOBATb BHU-
MaHuEe He TOJbKO Ha OHKOJIOIMYECKHe 3a00JIeBaHMs
y B3pocibix nauueHToB (ITporpamma BO3 no npodunak-
TuKe paka y aui 30—70 net), Ho u Ha 3a6oneBmnux 3HO
MalueHTOB B Bo3pacTe 10 18 jeT.

«Eme 20 neT Ha3azd B Halllelt CTpaHe BbI3AOPABIMBAIIO
10 % nmauneHToB, a ceromHs 6osee 80 %. Mbl MOXEM U TO-
TOBbI TOJEIMThCS HAIIMM OIBITOM C APYTMMM CTpaHa-
MU», — COOOIIMII Ha CeCCUM aKaaeMuK PyMsiH1IeB.

OCHOBHOI1 1IeJbI0 3acegaHus ObLIO (opMUpOBaHUE
€IMHBIX CTAHIAPTOB TepPaIU JIETCKOTO paKa KaK IIaBHOI'O
npuopureta padotel BO3. Ceronns B 3Toit pabote 60/1b-
myto poib urpaet u SIOP, Konrpecc A3uarckoro noapa-
3eIEHUsT KOTOPOTO cocTouTcss B MockBe 25—28 mas
2016 1. [71aBHOI 11€JTBIO MEPOIIPUATHSI CTAHET TPAHCIISILIVST
omnkiTa cTpaHam A3uu, Okeanuu u bamkHero Boctoka.

Bo epems ceccuu «/lemckuii pak: 8ajicHOCMb YHUBEPCANbHO20 N00X00A
K 1eYeHUI, CONPOBONCOeHUIO U noddepicKe»

Ocoboe MecTo 3aHUMAaJIo 00CYXKIEeHNUE BOIIPOCOB T10-
MOIY POIUTEIBCKUM Y MAITMEHTCKUM OpraHu3alysIM 0J1a-
rogapst aktuBHoi pabote CCI. OtaenbHas ceccusl, TOCBSI-
1LIEHHAs BOIIPOCcaM OOIIIECTBEHHBIX IIPOrPaMM, COCTOUTCS
n Ha Konrpecce B Mockse (B pamkax 10-ro KoHrpecca
SIOP Asia).

Ha ceccuu 0but1 cchopMyIMpoBaHbI CJASAYIOIIME 3a0aui
U YAYYIIEHUSA CUTYAllU C IETCKOW OHKOJIOTUEN B MUPE.

*  PerreHue BonpocoB rapMOHHM3ALIMU CXEM TIpera-
paToOB U IOCTYITHOCTHU «Op(aHHBIX» IIPErapaToB.

*  ViyulieHue JOCTYMHOCTHU K IperapaTaM BO BCeX
CcTpaHax.

*  Vayumienue paHHei guarHoctuku 3HO y nereii.

*  [loBbllleHMe KBaMUUKALIMK Bpayeil 1 MeIUIIH-
CKHX CcecTep.

Mu1 Hageemcs, 9yTo paboTa Mo MPUBJICYESHUIO BHUMA-
HUS K IETCKOI OHKOJIOTUU ITPOIOJIKUTCS Ha CAMOM BBICO-
KOM ypOBHE, B TOM YMCJIe U Ojarogapsi akTUBHOM paboTe
HO/II'O u Bcex LIeHTPOB AETCKOI IreMaToJ0I M1 -OHKOJIO-
ruu Poccum.
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OGnagamenamu npemuu <Mpussanue-2015»
Cmanu Bpayu AemcKue reMamonoru-oHKonoruy

21 utons 2015 1. B JIeHb MEAULIMHCKOTO paOOTHMKA Ha
[lepBoM KaHaJsie cocTosiach TpaHCHALMS TpeMuu «[Ipu-
3BaHue — 2015». [Ipemus nyummm BpayaMm Poccun «Ipu-
3BaHME» — OTO IVIABHAsI MEOULIMHCKasl mpeMusi Poccun,
KOTOpasi SIBJIsIeTCsl COBMECTHBIM IpoekToM [lepBoro kaHa-
Jla u MuHucTepcTBa 3ApaBooxpaHeHus Poccun u exxeroa-
Ho Bpy4aeTcs ¢ 2001 r. TopkecTBeHHasl LIEPEMOHMS 11O
TpaguLIMU TTPOXOIUT B KaHYH [IHSI MEIUILIMHCKOTO paboT-
HUKa.

3a 10 net naypeatamu npemuu ctaiau 6ojee 300 Bpa-
yeil u3 Bcex pernoHoB Poccuu, KOTopbie COBEPIIMIU
HaACTOSIIIUI MPOPHIB B pa3pabOTKE HOBBIX METOMOB Jie-
YEeHUSIM AUaTHOCTUKM, CIeJalud HaydyHble OTKPBITUS
U BHECJIU OTPOMHBIN BKJIad B pa3BUTHUE MEAULIMHCKOMN
Hayku.B 2003 1. maypeatom npemuu B HomuHauu «Co-
3lIaHKEe HOBOI'O METOJA JICUCHUS» CTajl KOJUICKTUB IO
pykoBoacTBoM akagemuka PAH A.I. PymsHieBa 3a pa-
OOTBI 10 TPAHCIUIAHTAIIMM TEMOITOITUYECKUX CTBOJIOBBIX
KJIETOK.

B 2015 r. BICOKOIi YeCTH cTaTh MOOSAUTENSIMU TIPE-
MK B HomuHau «Co3aaHre HOBOTO METO/1a JICUEHUST»
yIOCTOWJIACh MYJIBTULIEHTPOBAsl TpyIa IO JICUCHUIO
ocTtporo 1uMbo0IacTHOro Jieiiko3a «MockBa—bepaun».

14

TopxkxectBeHHyto Harpamy u3 pyk Y.H. XamaToBoii
u E.B. MansbimeBoit noxyuun npod. A.U. KapauyHckuii.

Kaxk rmacun npecc-penus npemun: «HoMuHaAHTBI —
IPYIIa JIeTCKUX OHKOJIOIOB-TeMaTOJI0TOB IO/ PYKOBOJICT-
BoM JokTopa KapauyHckoro. BeigBuraiorcst 3a co3maHue
HOBOT'O OPUTMHAJIBLHOTO ITPOTOKOJIA JICUSHMS OCTPOM JTMM-
¢dobaacTHOI JIeliKeMUHU y eTeit, Ha3BaHHOTro «MocKBa—
bepnun» u BHenpeHHoro B KuHukKax Poccun, benopyc-
cuu, [epmanun, ApMeHUM U Y30eKrcTaHa».
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Hayuno-o6pa3oBamenbHblii ceMuKap
no nporpaMme <[lanbHue peruokbl» B OMCKe: BCeraa B ABUMEeHuU

13—14 mas 2015 . B OMcKe cocTosIcs HayYHO-00pa-
30BaTeJIbHBIM ceMMUHAp IO MporpaMmme «/lanbHue peruo-
Hbl» JIJISI CIIELIMAJIUCTOB OOJACTHOTO 3IpaBOOXPAHEHMSI.
CemuHap nmpoxoaui Ha 6aze O0JIACTHOM JETCKOM KIMHU-
yecKoit 6oabpHUIIBI T. OMcKa. B ero opranusanyu npuHu-
Mayu yuactue MUHUCTEpCTBO 3apaBooxpaHeHuss OMCKOM
oomactu, ®HKII ATOU um. Amurpus PorayeBa, HOAT'O
U 61aroTBopuTesibHbIe (poHabl «[Tomapu xxu3Hb» 1 KoHc-
TaHTUHA Xa0CHCKOTO.

OmMcKast 00J1acTh SIBJSIETCSI OMHUM M3 KPYITHEHIITUX
perroHoB Cubupckoro denepaabHOro OKpyra, B KOTOpOM
MPOXUBaeT OoJiee 2 MIIH yesioBeK. M3 HUX AeTCKOro Hace-
snieHus 6osee 500 Toic. [Tomollb aeTsIM ¢ remMaToJIoruye-
CKHMM 1 OHKOJIOTUYECKMMU 32001 BaHUSIMUA OKA3bIBACTCS
B 2 yUpeXIeHHUSX 00JaCTHOIO 3HAYEHUSI — B OTHCICHUU
remarosnoruu (3aBenyomas — H.C. Ocmymnbekast) OMcKoi
001aCTHOM AETCKOM KIMHUYECKON OOJbHUIIBI (TJIaBHBIM
Bpau — O.FO. TopOyHOB, 3aM. TJlaBHOro Bpaya —
M.IILI. AnbipbaeB); B OTAEACHUN XUMUOTEPATTAN TSl JeTei
U B3pocbIx (3aBeaytomuii — P.X. TanmuynuH) OMcKoro o6-
JIACTHOTO OHKOJIOTMYECKOTO0 AUcIaHcepa (IJIaBHbIM Bpad —
JI.M. BolomkoB). Kaxnoe 13 oTaeneHnit pa3BepHyTO Ha
30 KOoeK 1 OKa3bIBaeT ITOMOIIb MAIIMEHTaM COIJIACHO TPO-
¢umo. Kypupyet nx padbotry MUHUCTEPCTBO 3ApaBoOXpa-
HeHust OMmckoii oonactu (MuHUCTP — A.E. CTopoxkeHKo,
3aMecTuTesb MuHucTpa — O.H. bormanosa).

B cemunape npunsiio yyactue 130 generatoB uz Om-
ckoii oonmactu. Ocobo HEOOXOAUMO OTMETUTh, UYTO MEPO-
MpUSITUE TIPUBICKIO BHUMAHUE HE TOJIHKO I'eéMaTOJIOrOB-
OHKOJIOTOB M TIeIMAaTpOB, HO M XUPYPIroB M JPYIUX
CIIeLIMATUCTOB, IPMHUMAIOIINX YJaCTHE B JICUSHNUU JETCKUX
reMaToJIOTMYECKUX M OHKOJIOTMIECKUX 3a001eBaHui. B ak-
ToBOM 3ajie OMCKOIl 00JaCTHOI AETCKON KIMHMYECKOM
OOJIBHULIBI COOPATMCH KOJJIETW U3 Pa3IMUHBIX YUpEsKICHUI
ropoaa u objactu. Ocob0 CTOUT OTMETUTh OOJIBIIION UHTE-
pec K ceMuHapy KoJuier u3 MUHUCTepCTBa 3IpaBOOXpaHe-

Omkpoimue cemunapa — O.H. Boedanosa, O.10. [opoyHos,
A.U. Kapauyuckuii, C.P. Bapgosomeesa

Husg OMcKoii oomacty 1 OMCKOTo rocyaapCTBEHHOTO MeIu -
LIMHCKOTO YHUBEPCUTETA.

CemuHap otkpbuin npod. A.M. KapauyHckuii,
npod. C.P. BapdonaomeeBa, 3amecTUTEIhb MUHUCTPA 30pa-
BooxpaHeHMs1 OMckoii odnact O.H. bormaHoBa, rimaBHbII
Bpauy OMCKOIi 00JJaCTHOM IeTCKOM KIMHUYECKOI 00TbHM -
el O.1O. TopoyHOB. B pamMkax ceMruHapa COCTOSUIUCH JIeK-
LIMA 10 COJUAHBIM HOBOOOpa3OBaHUSIM Yy JAeTeil
(mpod. A.U. Kapauynckuii, mpod. C.P. Bapdonomeena),
MeauaTpUUYecKoMy KOHTPOJIIO B IETCKOM TeMaTOJIOTMM-OH-
kojoruu (mpod. C.P. BapdonomeeBa), TpaHCIIIaHTALIUK
TeMOITO3TUYECKIMX CTBOJIOBBIX KJIETOK (K.M.H. K. . Kupruzos),
KOoHTpoJto nHpekuuit B craunoHape (kK.M.H. I.I. Conorno-
Ba), XUPYPIMU B JAETCKOW TreMaTOJOTMU-OHKOJIOTUMN
(x.M.H. H.C. Ipaués).

YTpoM 1nepBoro IHs COCTOSUICS OOXOM B OTIEJICHUU Te-
MaToJIOTUM 00JaCTHON OOJBHUIIBI, KOTOpOE, IO CJIOBaM
npod. A.M. KapauyHckoro, SIBISIeTCS OTHUM M3 JIYJILUX
U peajii3yeT MOJIEb CTAallMOHAPO3aMEIIAIOIITNX TEXHOIOTUIA.
TNapanieabHO TPOXOINI KPYIJIbIA CTOJ 10 MH(MEKIIMOHHOMY
koHTposo (K.M.H. I.T. ConornoBa), 06Xo1 B OTIEICHUM XU-
pyprun (k.M.H. H.C. Ipaués). Ocoboe MecTo B IIporpamme
3aHSJT KPYIJIBIN CTOJ IO HYTPUTUBHOM MoAAepKKe. Tema Hy-
TPUTUBHOM IMOIIEPXKKY BbI3BAJIA XKMBOM MHTEPEC Y Bpayel.
3aBepuInics MepBblii padoumii JeHb KPYTJIbIM CTOJIOM B JIET-
CKOM OTEJICHUY OHKOJIOTUYECKOTO TUCIIaHcepa.

B mporpamMme BTOpOro AHS COCTOSUIMCH JICKIIMU T10
peakuMm aHemusim (ipod. H.C. CmetanuHa), 1um@orpo-
JmndepaTuBHBIM 3a0oieBaHusaM (a.M.H. H.B. Mskosa),
BOMpPOCaM TEPBUYHBIX UMMYHOIEMUIIMTHBIX COCTOSTHUMN
(mpod. A.1O. Illepbuna).

B 1ienom, ceMmHap crmoco0cTBOBa MPOIOJIKEHUIO TECHOM
pabOTHI IO YIYUIIIEHUIO KauecTBa OKa3bIBAEMOi1 TTIOMOIIIH Jie-
TSIM C TeMaTOJIOTMYECKUMM M OHKOJIOTMYECKUMM 3a00/IeBaHU-
ssmu B OMcKoli obmactu. Hartia 1iesib Her3MeHHa — OfMHaKO-
BO KauyeCTBEHHasI [IOMOILIb ACTSIM Ha Beeii Tepputopun PO.

Obpaszosamenvhas nekyus A. M. Kapauynckoeo
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Py TIETCKOU

FTEMATOJIOTMN u OHKOJIOT MU

CemuHap no nporpamMmme <[lanbHue peruoHbl» B PocmoBe-Ha-[loHy:
pacuiupesue compyaHuyecmsa

15 uionsa 2015 . B PoctoBe-Ha-J/loHy mpoiiiea HaydHo-
00pa3oBaTeIbHbII ceMUHAp 110 porpamme «JlaibHue pe-
TMOHBI», B PaMKaX KOTOPOIO TPAaAULMOHHO COCTOSIACH
JIEKIIMOHHAS YaCTh, KOHCY/IBTALIMS MTAlIMEHTOB U IO -
CcaHue OrOBOpa O COTPYIHMYECTBE MEXIY PocToBCKUM
HayYHO-MCCJIEI0BATEILCKUM OHKOJIOTUYECKUM MHCTUTY-
toM (PHUOW), ®HKII AI'OU um. Imurpust Porauesa
n HOJIT'O. TpaguiimoHHO opraHu3aTopaMy ceMUHAapa Bbl-
crymmm @HKIL ATOU um. Amutpust Porauesa, HOAT'O
U 61aroTBoputesibHbIe poHabl «[Tomapu xu3Hb» u KoHc-
TaHTUHA XaO0CHCKOTO.

B nacrosmee Bpemss PHUOW saBaseTcs KpymHBIM
CIIeLIMAIM3UPOBAaHHBIM OHKOJIOTUYECKUM LIEHTPOM (M-
pekTop — n.M.H., mpod. O.1. Kut), rae noayyarot moMoIib
xutenaun 13 TepputopuaibHbIX o0pa3oBaHuii FOxHoro de-
nepanbHoro u CeBepo-KaBkasckoro okpyros. KianHuue-
CKy10 0a3y MHCTUTYTA COCTaBISIOT 744 KOMKU U KIMHUKO-
IMarHOCTUYecKoe oTaeiaeHue Ha 120 Thic. MocelleHui
B roa. B TeueHue roma rocnuranusupyetcs 6ojee 20 ThiC.
MalMeHTOB, U3 KOTOPKIX OoJiee 13 ThIC. MOMy4aloT XUPYP-
ruyeckoe jeueHue. B uHcTUTYTE YyHKUIMOHUPYIOT 18 11po-
(GUIBHBIX OTACNCHUI, 8 KIMHUYECKUX JgabopaTopuii
U 3 9KCIepuMeHTallbHbIe JabopaTopun. B HUX TpyasTcsa
46 mOKTOpOB Hayk, 41 nmpodeccop, 146 KaHAMIATOB HayK.
AKTHUBHO paboTaeT 1 OTAeNeHUE JEeTCKOIl OHKOJIOTUH (3aB.
oTaeneHueM — I.M.H., mpod. KO.1O. Kosenb), B KoTopom
IOJIy4aloT MOMOIIb AETH CO 3JI0KaYeCTBEHHBIMU 3a00J1e-
BaHUSIMMU.

Omkpsimue cemunapa. B npezuduyme A.I. Pymanues, O.U. Kum,
FO. B. IIpxcedeyxuii

16

Bcero B cemuHape npuHsiio yuyactue 80 neieraToB U3
PHUOMH, PocToBcKOTo rocy1apCTBEHHOIO MEIUILIMHCKO-
ro yHuBepcuTeTa U PocTOBCKOIT 00J1aCTHOM AETCKOM KK~
HHU4YecKoi 60bHULBL. OCc000 HEOOXOIUMO OTMETUTD, YTO
CceMHuHap TpUBJIEK BHUMAaHUE HE TOJBHKO OHKOJIOTOB, Te-
MaToJIOTOB U TIEAUATPOB, HO U XUPYPIOB, U APYTUX CIIEIIU-
aJIMCTOB, MPUHUMAIOIIMX YUYaCTHE B JIEUEHUHU TeMaTOJIOT 1 -
YECKUX U OHKOJIOTUYECKUX 3a00IeBaHUA.

B nporpamMme cemMuHapa COCTOSLTUCH JIEKIIMU 110 BO-
MpocaM NEeTCKOI reMaToJIOTMU-OHKOJI0TUM. OTKpPBII ce-
muHap A.I. PymsHiieB nekumeit «IlepcrnekTuBbl pa3BUTHS
JNIETCKOM TeMaTOJIOTrM1U-OHKOJOTUN», B paMKax KOTOPOW
COCTOSIJIaCh aKTUBHAS AUCKyccust — AnekcaHap [purops-
©BUY OTBETWJI Ha BOITPOCHI, B UMCJIE KOTOPBIX OBLIIM HOBbIE
JaHHBIC 110 MePCOHM(BUKALIMY TeParuu, O IIUPOKOM IpU-
MEHEHUU KJIETOYHBIX TEXHOJOTUM M MHOIOM JPYTOM.
C.A. PymsHueB npeactaBui (pyHIaMEeHTaIbHYIO JIEKIINIO
«BVHOMHBIE 1 TTOCTTEHOMHBIE TEXHOJIOTUU B OHKOJIOTUU»,
B KOTOPOI ObUTM U3JI0KEHBI TaHHBIE 110 HOBEMIITMM TEXHO-
JIOTUSIM B JICUCHUU 3710KaYeCTBEHHBIX HOBOOOPa30BaHMUIA.

Knuauyeckuii 610K aekuuii oTkpbil A. M. KapauyH-
CKUIA, KOTOPBIN paccKasal O COBPEMEHHBIX JOCTUXKEHUSIX
B JIEUEHUU OCTporo JumM@oOIacTHOTO JeiiKo3a y JeTeit
U TIOAPOCTKOB, a TaKXKe MpeAcTaBUI UH(pOPMALIMIO O pa-
00Te I'pyMIIbI 10 JICYSHUIO OITyXOJIei KOCTel 1 LIeHTpasIb-
HOI HepBHOI cuUcTeMbl y aeTeii. [Tpogoirkuia nmporpamMmmy
cemuHapa C.P. Bapponomeea ¢ nngopmanueii o Hoeii-
LIKMX 3HAHMSIX B IMarHOCTUKE U JICYEHUU HEMPOOJIaCTOMBI,
OIyXOJIei TTIeYeH! U cCapKOM MSTKUX TKaHell y aeTeii. 3a-
BepIwI JeKunoHHbIN neHb K. M. Kuprusos ¢ uHdopma-
LIMel O COBPEMEHHBIX TTOKa3aHUSIX U pe3yJibTaTax TpaHC-
TUTAHTAIlMY TeMOITOATUYECKUX CTBOJIOBBIX KJIETOK y IETEH.

B pamkax cemuHapa cocTosuicsl 00XO[ B OTACICHUU
JETCKOM OHKOJIOTHM, BO BpeMsI KOTOPOT'o ObLiIa 00CYXIeHa
TaKTHUKa BeACHUS MALMEHTOB, PsII U3 HUX OBLIU TPHUIJIa-
IIeHbl Ha rocnuTanu3anuio B MockBy. Ocoboe MecTo
B paboTe ceMUHapa 3aHsLIO0 MOANMCaHe JOTOBOpa O Hayu-
HO-KJIMHUYECKOM coTpyaHudecTBe Mexay PHUOU
1 @HKL ATOU mm. Imutpust Porauesa ¢ yaactem HOZTO.

Mpbl HajeeMcs, YTO 9TH ILIaru MOCIyXaT YIyIIICHUIO
KayecTBa OKa3bIBAeMOIi IIOMOIIIM IETSIM C TeMaToJI0Thye-
CKMMHU U OHKOJIOTUYECKUMU 3a00JIEBAHUSIMU B FOXKHBIX
PErMoHax CTPaHBbI.
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JTETCKOU

KommeHnmapuii omeemcmseH-
Horo cekpemapa HOMI0
K.M.H. Kupunna HropeBuya
Kupru3soBa:

«Korga opraHmsyeTcsl KaXablii M3 CEMMHApOB IIO
nporpaMme «JlajbHUe peruOHbI», TO MPOXOIUT OOJIbIIAS
MOATOTOBUTEIbHAsS paboTa 0J1aroTBOPUTEIHLHOTO (poHIa
«[Tomapu xu3Hp», ®HKL II'OU num. Amutpus Poraye-
Ba, HOJIT'O u npeacraBuTesieil peruoHaJbHOrO LIeHTpa
JIETCKOI reMaTojioruu-oHkojaoruu. Camo co60ii oHa Be-
JIETCS MapaJUIEJIbHO C €XEIHEBHOM KIIMHUYECKOM U OT-
HHUMaeT MHOTO BpeMEHM Y BCeX YYaCTHUKOB, a, KaK U3-
BECTHO, B JIETCKOI reMaTOJOTMU-OHKOJOTUN JIUIITHETO
BpeMeHHU HeT. M Tem Oosee MPUSITHO OCO3HABaTh, 4YTO
CTeIUaTNCThI, KOTOPhIE TOTOBAT CEMUHApP «HAa MECTax»,
HECMOTPSI Ha 3arpy>KeHHOCTh, TPAAULIMOHHO OPTaHU3YIOT
MpueM Hallleii Aejeraiu Ha cCaMOM BBICOKOM YpoBHe. He
CTaJIu UCKJTIOUEHUEM U CEMUHAPHI, KOTOpPbIE COCTOSINCH

TEMATOJIOTMM u OHKOJIOT MU

B Omcke u PoctoBe-Ha-/loHy. B aTux ropogax pabotaioT
YBJICYEHHBIE JIIOIU, KOTOPbIE CTAaBSIT CBOEH 11€JIbIO BBI3/IO-
POBJICHME BceX MallMeHTOB. B KaXXmoM u3 ropomoB Hac
BCTpeYaIM YUMCThIC M KPaCHUBbIE OTACJICHUS, TIe XOUETCS
paboTaTh U TOMOTaTh AETSIM!

Oco00 MPUSATHO, UTO MOMMMO MPSIMBIX JIeYeOHBIX
00s13aHHOCTE KOJIJIETU He 3a0bIBalOT O HAy4YHOI, opra-
HU3aLMOHHOI 1 o01IecTBeHHOI paboTe. Tak, B oTaene-
HUM reMatojiorud B OMcKe Hac Mopa3uin He TOJIBKO XO-
pollve pe3yiabTaThl Tepaluy, HO U aKTUBHOE ydacTue
OOIIIECTBEHHOCTH — HaIlpuMep, XOKKelHas KoMaHaa
«ABaHTap» SIBASIETCS JOOPBIM APYTOM KJIMHUKU U PEry-
JIIPHO HaBelllaeT MalMeHTOB. PagyeT u To, 4ToO oMcKue
BpauM JOOMJIMCH OTLIaThl IIOMCKA HEPOJICTBEHHOTO JOHO-
pa [UIsl TpaHCIJIaHTallMY OT BJacTeil peruoHa.

Bpauu otnenenus aerckoii onkoiaoruu PHUOUW mipo-
BOIST aKTUBHYIO HayYHYIO paO0OTy — OHU SIBJISTIOTCS IOKTO-
paMu ¥ KaHIugaTaMM HayK. M bl HajeeMmcsl, 4To TToAmnrca-
HUE JOroBopa O COTPYIHUYECTBE TTOMOXKET 3TOI padore.

HMHorna cynpba mpernogHOCUT HaM MPUSITHbIE BCTpe-
yu. Takue BcTpeun xpaau Hac B OMmcke u PocToBe-Ha-
HoHy — Bpauu JETCKHE reMaTOJIOrM-OHKOJIOTH SIBJISIIOTCS
HaCTOSIIMMU MpodeccruoHalaMu CBOEIo eia U IeJlaloT
BCE BO3MOXKHOE UISI TOMOIIM MaieHTam. OO1me ycuaus
BO OJj1aro geteii!»
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Nloporue konneru u apy3bA!

10-ii Konrpecc A3uatckoro nogpasaenenus MexayHapoaHoro obuiectsa aetckoit ovkonoruu (The 10™ SIOP
Asia Congress) npoitaet B Mockse 25—28 mas 2016 1. OT nnia OpraHn3aLMoHHOro KOMUTETa Mbl pafibl COOOLNTL

BaM 00 3Tom!

Mbl npuratuaem Bcex CreLnanncTo, 0Ka3biBaloLLnX MOMOLLb AETAM C TeMAaToJIornyecKUMi 1 OHKOOrnyeCckumu
3a60neBaHuAMN, NnpncoenHNTbCA K MepPonpuaTnio And Co3aaHna ero HEI'IOBTOpI/IMOVI aTMOC(I)epr.

370 6yayT 4 AHA HaAeX.bl — HAAEX /bl HA HOBbIE NEPCMEKTUBbI B IEUEHIN ETCKOTO paKa!

lMpe3udenm Konzpecca - akademuk PAH A.I. PymsaHyee
3amecmumens npe3zudenma Konzpecca - npogp. C.P. Bapgponomeeea

Cexkpemapb Konepecca - K.m.H. K.U. Kupausoe

KoHTaKkTHaA MHopmaLuna:
www.siopasia2016.org
info@siopasia2016.0rg

TEMbl KOHI'PECCA

CNELMOUYECKUE TEMDI
fematonorus

-0n

- OMJT, MIIC

- Jlumdpombl

- [ucTnoumTosbl

ConupaHble SKCTpaKpaHUanbHble ONYXonu
- Heitpobnactomb
- Onyxonu noyex
- Onyxonu Kocreit
- CapKoMmbl MATKMX TKaHeil
- PeTunobnactombl
- Onyxonu nevenn
-TKO
- Peaikue onyxonu

Onyxonu LIHC

OBLLUE TEMbI
Tepanua n yxop
- Xupyprus
- Pagnotepanus
- HoBble npenapatbl/3KcnepumMeHTanbHaa Tepanua
- [opaepuBatowlas Tepania/nanamaTnBHas
NoMOLLb
- [lcuxonorus
- CeCTpUHCKNIA yXOp,

nuaemuonorus
Mo3pHue 3¢pPpekTbl

06wwecTBeHHbIe U POAUTENbCKIE OPraHu3aLUm —
acneKkTbl B3aUMOAeNCTBUA
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OT PEAARLUN

u MbI npogomxaem Haluy py6puky «/136paHHbie nekuui». B 37om Homepe Mbl My6auKyem NeKLio 3aBedyHLLero oTaeneHem
oHKonorun v aetckoli xupypruv OHKL ITOU um. Imutpua Porauesa k.m.H. H.C. [pauéBa, KoTopas 6bina npoumTaHa Ha HayuHo-
o6pa3oBareNibHOM cemuHape no nporpamme «flanbHue pervoHbl» B bpaHcke. Nlekuna Hukonas CepreeBuya nocaALieHa
BOMPOCaM OMyXofieii rofoBbl U Len Y JieTeli U Kak Heb3A Nyulle NoKa3biBaeT BapuaHT paboTbl MyNbTANCLANANHAPHO
KOMaHbl B ieNe fleueHms NaLeHToB C OHIM U3 CaMbIX TAXeNbIX HefyroB B IETCKOI reMaTonorii-0HKoNoruu.

u Kommenmapuii rnastHoro pegakmopa PHAMu0 npodh. CBemnanbl PathaanesHbl Bapthonomeesoil:

«Mbl npepocTaBnsem TpubyHy HaLLemy Konnere, Bpauy-XUpypry-oHKoAory, 3aBegytoLLemy oTaeneHeM OHKONOrMN 1 eTCKON
xupypruv OHKL| TOU um. imutpua Porauesa H.C. [pauésy. 3a To Bpems, UTo OH pyKOBOAUT OTAeNeHreM, 6bin JOCTUrHYTbI
0onbLLe ycriexv B OpraH13aLyn Xupypruyeckoil Cry0bl, C034aHMN 1 aKTUBHOI paboTe HayuHO-KNMHYeCKNX rpynn.

Nekuua Hukonaa CepreeBrua nHTEPECHa AnA BCEX HAC — TeX, KTO JaBHO B NPOdeccii, 1 Tex, KTO TONbKO AieNlaeT B Hell nepBble
waru. YvTaiite, fymaiiTe, AenuTecb CBOUMIA BNeYaTAEHUAMN C Konneramu 1 ¢ Hamu. CUacTAnBOro NyTeLwuecTBnA B MU XUpyp-
TUYECKO OHKONOTIN.




JTETCKOU

TEMATOJIOTMM u OHKOJIOT MU

Onyxonu ronosbl U Weu B hpakmuke AEMCKOro xupypra.
Hak Mbl MOXeM noMo4b aemam?

H.C. Ipaués

DI'BY «Dedepanvhblii HAYHHO-KAUHUMECKUI UEHMP OeMCKOL 2eMAMOAOUU, OHKOA02UU U UMMYHOA02uU um. [Imumpus Poeavesa»
Mun3zdpasa Poccuu; Poccus, 117198, Mockea, ya. Camopst Mawena, 1

Konmaxmmnote dannvte: Hukonaii Cepeeesuu [paués nick-grachev@yandex.ru

Jannas cmamos pacckasvieaem o psoe peoKux KAUHUMECKUX CAYHaAes 6 00Aacmi Heal0CMHO-AUUeB0l OHKOoA02UU Y 0emeil U 0 HeoOXo0uMocmu
npousakmuku u pamHe2o 6viséAeHUs O0aHHbIX 3a0onesanuil. [Ipueodumcs psaod AuuHbIX HAONOO0EHU A8mMopa U NoO4epKUeaemcs
He00X00UMOCMb MeNCOUCUUNAUHAPHO20 NOOX00a 8 AeYeHUl OaAHHOU Kame2opuu nayueHmos.

Karouesvie caosa: onyxoau 20/106s6l U weu, 4earnCmHo-iuuesas xupypeus, 0emu, MleCaqu;LlnﬂLlHdeblﬁ nooxod

DOI: 10.17650/2311-1267-2015-2-3-21-28

Tumors of the head and neck in child surgery. How can we help children?

N.S. Grachev

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

This lecture presents a series of rare clinical cases in the field of pediatric head and neck oncology. Lecture showing the importance of early
diagnosing and prevention of these diseases. A series of author’s unique cases are presented. These cases show the importance of multidisciplinary

approach for treatment of this category of patients.

Key words: head and neck tumors, maxillofacial surgery, children, multidisciplinary approach

OrtaesileHre OHKOJIOTUM U aeTckoit xupyprun @HKI]
JATON um. JImutpus PoraueBa — yHMKaJabHOE MECTO.
3aech paboTaIOT XUPYPrU CaMbIX pa3HbIX CIIELIMATbHOCTEN.
DTO OYeHb HEOOBIYHO, M OCOOEHHO OpocaeTcs B Tjasa,
KOrJa K HaM TPUXOIAT Ha CTAXXUPOBKY Bpauu U3 IPYTUX
KJIMHUK, TOE CYIIECTBYIOT OTAEACHUS PA3IMUYHOTO XUPYP-
TMYeCcKoro mpoduias — abgoMUHaIbHOE, TOpaKaJbHOE,
YEJTIOCTHO-JIMLIEBOM XUPYpPIUM U Ap. Xupypram TpyaHO
MOHSITh, KaK MOXHO paboTaTh, KOTJa B OTHOM XUPypruye-
CKOM OTIEJICHUM TPYASTCS Bpayd pa3HbIX CIIeIIMATIbHO-
creit. OgHako, MpopaboTaB B TaKoM (popmate yxke 4 roja,
MBI TIOHMMAeM, YTO 3TO JaeT JOMOJHUTEIbHBIC BO3ZMOX-
HOCTH ISl pOTalliM MAllMeHTOB, CBOEBPEMEHHOTIO ITPeI0-
CTaBJICHUsI Pa3JIUYHBIX 3TAllOB KOMILIEKCHOTO JICUCHUS.
INono6Hast opraHu3aLysT XUPYPrudecKoil Cy>K0bl — 0ObIY-
Hasl TIpaKTHKa B 3apy0ekKHBIX KIMHUKAX.

OnHUM U3 aCIIeKTOB TaKO COBMECTHOI pabOTHI SIBJISI-
eTcsl paboTa I'pyMIlbl XUPYPIUU TOJOBBI U 1Ied, KOTOPOt
U OyIeT MocBsIIeHa Mos JieKLMs. JloJoKeH OTMETUTD, YTO
JIaHHasl TPyMIia SBsSEeTCs ONHON U3 TpeX, KOTOphle pabo-
TalOT Y HAC B OTACJICHUN, — OPTaHM30BaHbI TAKXKE TOPaKO-
abmoMMHaJIbHAs TPYTITa U IpyrIia OHKOJOTHYECKOI OpTo-
neauu. Bce oOHM HaxomsITCsI B TECHOM KOHTaKTe
C IETCKUMU TeMaToJI0TaMU-OHKOJIOTaMu, KYPUPYIOIIUMU
TO WM MHOE HallpaBjIeHUe HaAyYHO-KJIMHUYECKOI paOOoTHI.

B Havane jneKuMu mMo3BOJIbTE OOpPaTUTHCA K OTMBITY
3apy0eKHBIX KOJIJIET, TAe He CYIIECTBYeT TaAKOTO Y3KOro
IpPOOJICHUS CIIelIMaIbHOCTE!, Y KaK MPUMep — OTOPUHO-
JIADUHTOJIOTUS Y XUPYPTUSI TOJIOBBI U IIEU SIBJISIIOTCS OJ1-
HOM crenuaJbHOCThIO. B Hallleil ke cTpaHe 4acTo OTOpu-
HOJIAPUHTOJIOTUS acCOLMUpPYeTCs c cyry6o
TepaneBTUUYecKoi odnacthio. JIOP-Bpau 3a pybexkom —
9TO XUPYPT, KOTOPBIH BHIMOJHSIET ONepallii Ha opraHax
TOJIOBBI U 1lIee, BKJIIOYAasi OMepaluy Mpu 3710Ka4yeCcTBEH-
HBIX HOBooOpa3oBaHusx (3HO).

CreumaancTbl, ¢ KOTOPBIMUM Hallleii Tpyrine HeoOXo-
JIVIMO padoTaTh IIPU JICUSHUM OIYyXOJIeH TOJIOBBI U LIIEU, 3TO
OTOPUHOJIAPUHTOJIOTH, YEJIOCTHO-JIMLIEBbIE XUPYPTH, Och-
TaJbMOJIOTH, SHIOKPUHOJOTHU, 1ePMAaTOBEHEPOJIOTH, Heli-
POXUPYPIU, MUKPOXUPYPTU. DTO JOCTATOYHO TSIKEJO, TaK
KaK ecJId OMHUM TMallMEHTOM 3aHMMaeTCsl HECKOJIbKO Bpa-
Yell pasIMyHbIX CIIEUUATIbHOCTEN, ¥ KaXIOro U3 KOJUIET
MOXET OBITh CBO€ MHEHUE U KTO-TO IOJDKEH OBITh OTBET-
CTBEHHBIM 32 KOHKPETHOT0 0601bHOT0. Tak 4ToO 4acTo BO3-
HUKaeT BOIPOC: KTO JOJIKEH 3aHUMAThCSI OMTYXOJISIMU TO-
JIOBHBI ¥ 111en?

ODHMMU U3 CaMbIX PacIpOCTPaHEHHBIX OIYyX0JIei ro-
JIOBBI 1 I1IEW CETOMHS SIBJISTIOTCSI: CApKOMBI MSITKMX TKaHEiH,
ocTeocapKoMbl, capkombl FOuHTa, pexe Helipo0IacTOMBbI,
PpaK IIMTOBUIHOM Kee3bl, Ha3o(hapuHTeabHBIH pak, Kap-
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LIMHOMA CJIIOHHBIX KeJie3, TePMUHOTEHHBIE OIMYXOJIU, HO-
BOOOpa30BaHUS KOXU.

OCHOBHOI1 OCOOEHHOCTBIO Hallleil paboThl SIBISIETCS
TO, UTO TOJIOBA U 1Ies] — 3TO CJA0XKHAsI aHaTOMUYecKasl 30-
Ha ¢ HAJIMYMEeM MHOTMX Ba>KHBIX aHATOMUYECKUX CTPYKTYP
Ha OTHOM OrpaHUYEHHOM ITPOCTPAHCTBE, U YaCTO OOJIbILIAsK
WHULIMAJIbHAs pacrpoCTpaHEHHOCTh OIMyX0JIN (B 0COOEH-
HOCTM C TIpOpacTaHMEM B BEIIECTBO T'OJOBHOIO MO3ra)
CTaBUT BOIIPOC O 11eJIeCO00PA3ZHOCTU XUPYPTUUECKOTO Jie-
yeHMs1. KpoMe Toro, BHICOKMIA ypOBEHb TpaBMaTHU3Ma I10-
CJIe XMPYPTrYeCKOro BMEIIaTeIbCTBA MOXET OBITh COMpS-
XeH ¢ OoNblIoM KpOBOIOTEpeil, a Takke WMETh
HEYIOBJIETBOPUTEIbHBIC KOCMETUYECKIE PE3YIbTAThI.

YeM OHKOXUPYPIUS OTINYAETCS OT 00111l ? DTO MpUH-
LMLl abJacTUKW, aHTUOJACTUKU M paauKanu3Ma. Mbl
JIOJKHBI COOJIIONATh 3T KaHOHBI, YUYUTHIBasl BCE MHO-
roodpasue rucronorndyeckux BapuaHtoB 3HO. I1pu BbI-
MOJHEHUM JTUM(DaTSHIKTOMUU Mbl HE TOJDKHBI HapyIIaTh
NPUHUMIIBL QYTIAIPHOCTUM M acuuaabHOCTU. MHorue
orepanuu, Ha3blBaeMble «IMM(MAICHOTOMUSIMU», K COXKa-
JICHUIO, OKa3bIBAIOTCS ITPOCTO OMOTICHEe TuMbaTHIeCKIX
y3JI0B 1en. Hepenko momoOHBIE orepaliuy MpOBOASITCS
B TeX CJIyJasix, KOTaa JOJKHA BBITOTHATHCS (haciiiaabHO-
¢yTasgpHas ornepamus, XOTd OHa 0ojee TpydoeMKas
U JOCTaTOYHO CJIOXHa. UMEHHO MpU BBITOJTHEHUU 3TUX
TpeOOBaHUI MOKHO FTOBOPUTh UMEHHO 00 OHKOXUPYPTH-
YECKOM BMEIIIaTEIbCTRE.

Mogenb paboThl MyJbTUAUCHMITIMHAPHON KOMaHIbI
OCHOBaHa Ha B3aMMOIECUCTBUM Bpaya-Xxupypra, KOTOpbIi
Creaau3upyeTcs B 00J1aCTU FOJIOBHI U 1IeW, Bpada-KJIu-
HUYECKOTro OHKOJIOra, Bpaya-JIy4eBoro TeparneBTa, Cel-
aJiiucTa B 001aCTH JIy4eBOM AMAarHOCTUKU U aHTUOTpaduu,
odTanbMoriora 1, camoe IIaBHoOe, IearaTpa U peaduinTo-
Jiora — TeX CIeLIMaJIMCTOB, K KOTOPHIM MallMEeHTHI IToIaaa-
0T Ha peaOwiuTanuoo. PeaOunurtamuys s MOJOOHBIX
OOJILHBIX — 3TO BaXKHbII BOIIPOC, KOTOPHI ceiiuac Haxo-
IUTCS B mpoliecce pa3padboTku. Korma Toibko Havagach
pa6ota JIPHILI «Pycckoe mose» B coctae ®HKII IO
nM. JAmutpusi PoraueBa ObIJI0 MHOTO BOIIPOCOB C peadu-
JIMTallMel MaHHBIX MAlUEHTOB, YTO TOTIAa TOBOPUTH 00
OTIEJICHMSIX B perMOHax 1 Bpayax Ha yyacTkax. ety ume-
0T IIaHC Ha BBI3AOPOBJECHUE TOJbKO MPU aKTUBHOM yya-
CTUM BCEX CIELIMATUCTOB.

Ectb mocnosuia «OmgHa rojioBa Xopoliio, a ABe — Jy4-
1e» — s UMEeI0 B BUIY BCEX TEX CIELMATUCTOB, KOTOPhIC
00CcyXnapT cyab0y pedeHka. Mbl BUIUM, YTO B IIPUPOIC
OBIBAIOT CIyYau, KOIJa JABE TOJOBBI BHITJISIASAT CUMITaTUY-
HO, a B XXM3HHU, KaK Mbl 3HaeM, 3TO HE BCerma XOpollo.
U, K coxaneHnio, MUMEHHO KJIMHUYECKKUe TTPUMEPHI OO0y~
JIMJIM MEHs paccKas3aTh 00 3TOM B Jiek1iuu. BoT, Hanpumep,
pebeHok 3 jeT OyKBaJbHO MMEET BTOPYIO royioBy (puc. 1).
D10 00pa3oBaHUE POCIO HA MPUTSIKEHUM 6 MeC, a POJIU-
TeJI 3Ty OMYXOJb MPOCTO 3aKPhIBaJIM IJIATOYKOM, ITOKa
B KpaliHe TSKEJIOM M MCTOIIIEHHOM COCTOSTHUM PeOSHOK He
rmomnas K HaM B KIMHUKY. M BBl caMu BUIUTE, YTO JaHHOE
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Puc. 1. llayuenmica A., 3 eoda. Jluaenos «Aaveeoasipnas pabdomuocapkoma
napamerureeanvHol Aokauzayu». Buo do reuenus

Puc. 2. [Tayuenmxka A., 5 aem. Buo nocae aevenus u onepayuu cnycms 2 eoda

o0pa3oBaHUe HeoIepadebHO, TaK KaK OHO CJIMIIIKOM
0O0JIbIIIOE 1 TaKOI MacChl OIYyXOJIb YIAJIUTh HEBO3MOXKHO,
paspyliieHa nupaMmuaa BUCouHoit Koctu. Kpome Toro, pe-
OCHOK KpaifHe UCTOIIIEH, Y HETO BhIpaKeHHAasi aHEMMSI.
Oco0eHHOCTD TepalrK JaHHOIO MallMeHTa 3aKIoua-
eTcsl B HE0OOXOIMMOCTH KOMOMHUpPOBaHHOM Tepanuu. Ha
VHUIIMAJIBLHOM 3Tare 00JIbHOI OblIa BBIITOJTHEHA OMOTICHS
M yCTaHOBJIEH nuarHo3 «Pabmomuocapkoma rmapamMeHWH-
reajbHOI ToKanu3aumu». [locie aToro pedbeHOK ObLI e-
peBeliecH B OTIEICHNE KIMHUYECKOM OHKOJIOTUH, TIe T10-
JIYYWJI TIOJTHBIA KypC XUMHUOTEPAreBTUUECKOIO JeUCHUS.
MoxeT 11 Tepamnusi Ha 3TOM 3Tare ObITh 3aBepllieHa, TaK
KaK OCHOBHOI1 ortyxojiu 6oJblie HeT? HeT. Mbl BUguM, 4to
M3 OTPOMHOT0 00pa3oBaHus chopMupoBajcs AedeKT, Tak
KaK HOBOOOpa3oBaHME MOTHOCTHIO PA3PYILINIO MUPAMUILY
BUCOYHOI KOCTU M YacThb JIMLIEBOTO cKeieTa. B maHHOM
clyJae TpeOyeTcsl peKOHCTPYKTHMBHASI oTepalus, Tak Kak
OCTaBJISITh BEILIECTBO FOJIOBHOI'O MO3Ta M COHHYIO apTepuIo
B KOHTAaKTEe C OKPYXKAIOILIEW CPeloil HEIb3s, 3TO MOXET
BBI3BaTh MEHUHTUT M TOCCAYIOLIYIO CMEPTh MallleHTa.
PebGenky Obla BBITIOJIHEHA PEKOHCTPYKTUBHAS OIepaLius
10 3aKPBITUIO AeeKTa OCHOBAaHUS Yepera U BHyTpeHHel
COHHOI apTepuu — OHU OBLIM TOJHOCTHIO 3aKPBITHI OT
BO3IEMCTBUS BHEIIIHEH cpelbl. B HacTOSILIMIT MOMEHT pe-
OCHOK BBITJISIIUT TOpa3ao Jydlie (puc. 2). Y pebeHKa K-
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HMKa Iape3a JULEBOro HepBa C OJHOI CTOPOHbBI, HO €MY
MPOBOAATCS PeaOUINTALIMOHHBIC MEPOIIPUSITHS, ¥ TUTAHU -
pyeTcs ellie OHa PeKOHCTPYKTUBHAS OIepaliysl.

Hpyroii mpumep. IlarmeHTKa cTpagaia SMOprUOHab-
HOi1 pabIOMMOCaPKOMOIT MSITKUX TKaHEeH 1IeYHOI 00J1acTh
OONBIINX pPa3MEPOB, OMYXOJb OblIa Hepe3eKTabeabHa
(puc. 3). PebeHky 4 Mmecsiua. bblio mMpuHSTO pelleHue
0 KoMOuHupoBaHHOM JieueHuu. [Tocae arana xummorepa-
MU 3TO 00pa3oBaHUe CTAJI0 HAMHOTO MEHbIIIE, YTO JAJI0
BO3MOXHOCTb YIAJIUTh €0 U 3aKPbITh paHy MECTHBIMU
TKaHSIMU.

a 0

Puc. 3. lMayuenmka I'., 4 mecaya. luaerno3 «Imbpuonanvras paboomuocap-
KoMa mMazKux mxawell weku». Jlannole eusyasuzayuu 0o (a) u nocie noau-
xumuomepanuu (I1XT) (6)

K coxkayeHu10, He BO BCeX CIIydasix yaaeTcs: JOOUThCs
ycnexa. PebeHok (puc. 4) u3HayaabHO MPOXOIWI JIeUeHUE
aJICHOMIIHBIX BereTalldii, KOTOPbIC SBJISIOTCS OJHUM M3
caMBbIX 4YacThIX 3aboneBaHuit B npakTtuke JIOP-Bpaueit
u neauatpoB. [locne 4 Mec Ge3ycrelnHoi Tepanuu, Ipu
HapacTaHUM KJIIMHUYECKUX MPOSBICHUI (peOCHOK ¢ TpY-
JIOM TJIOTaJl M YK€ 3aIbIXajICsl) ero rocnyTaan3upoBaIv
B CTallMOHAp C MOJ03PEHUEM Ha MMapaTOH3WLISIPHBINA a0-
cuecc. Bpaun, ogHako, 3anono3punu 3HO u HanpaBuin
pebeHka K HaMm B LieHTp. Ha MOMEHT TocCTyIjieHUsT MBI
YBUJICIU CEPbEe3HbIC pa3pylIeHUs] KOCTE OCHOBAHUS Ye-
peria U MHTpaKpaHUaJbHBINA POCT OITyX0Iu. Bee monbiTku
JIeueHMsI MalMeHTa oKa3ajauch oe3ycrerHbiMu. Ero ceii-
Yyac ¢ HAaMU HET. DTOT cliydyail SIBISIeTCSl IPUMEPOM TOTO,
KakK TI0J, MacKoil «IpocToii 06oje3Hn» ckpbiBaeTcss 3HO
M M3-3a 3TOrO JICYCHHE HAYMHAETCS CJAUIIKOM IO3IHO.
W Takmx ciiygyaeB MHOIO, KOIZa Y «y3KUX» CIIELIMAIICTOB
€CTh YBEPEHHOCTb, YTO OITYXOJIY FOJIOBBI U IIEH Y JIeTeii He
BCTpEYaloTCs.

Ha puc. 5 npencrasieH KpaiiHe MHTEpPECHBIN ciydaii
pebeHKa B Bo3pacTte 54 qHeit (Ha MOMEHT orepalum) ¢ Au-
arHo3oM «PaGmoumHast omyxoib opoutsl». M3 aHamHe3a
3a00JIeBaHMS M3BECTHO, YTO OITYyXOJIb MMEJIa BPOXKICHHBIIA
XapakTep, peOeHOK MOCTYIIWII B HALll LIEHTP MPaKTUYeCKU
cpasy mocie poxaeHus. Ilocie KypcoB XMMHUOTEparuu
OCTaBaJIOCh TOJILKO XUPYPTUYECKOE JIeYeHIE — HEOOXOIM -
MO OBLJIO TPOBECTH 3K3CHTEpalMIi0 OpOUTHI y pebeHKa
CTOJIb MaJIOTO BO3pacTa, XKeJIaTeJIbHO ¢ MUHUMAJIBHOI KPO-
Bornotepeii. TpeboBanack OKKIIO3US a. oftalmica, nis 4ero

TEMATOJIOTMM u OHKOJIOT MU

BBITIOJIHEHA aHTuorpadus. bblio mpoBeaeHO 3aKphITHE
cocy/ia, OpraHoyHoCsIIIast orepaius 1 MoclIeayoliee 3a-
KpoiThe nedekra. [Tociie tTaHHOTO BUAA JIeYSHUSI UACT pedb
00 3K30IpoTe3upoBaHuu (puc. 6).

YacTo MBI BCTpEYaeMcsi CO CIIOKHBIMU COYETAaHHBIMU
nedeKTaMyd  YeTIOCTHO-JIMLEBOM 001acTh, Hampumep,
BCJICACTBME OCJIOXHEHMI IIPOBEICHHOTO  JICUCHMUSI.

Puc. 4. Ilayuenm K., 3 eoda. /lanuwie eusyaruzayuu HO8000pa308anus
C UHMPAKPAHUANBHBIM POCIMOM

Puc. 5. llayuenmia E., 54 ous, 0o aevenus. Juaenos «dxcmpapenanrvuas
pabooudnas onyxonw opoumot, cocmosnue nocae 4 ypcos I1XT, npodonicen-
Hblll pocm»

Puc. 6. ITayuenmrka E., 1 200. Yepes 1 200 nocne onepayuu
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B manHoM ciydae (puc. 7) nedekT JI11IeBOro cKejieTa pas-
BUJICS BCJIENCTBUE I'PUOKOBOM MHQEKIUU MMOCIe TpaHC-
IJIAHTALIMY TeMOITO3TUYECKUX CTBOJIOBBIX KJIETOK. boJib-
mag pe3eKUMOHHAs Ollepalus OCTaHOBMJIA MECTHBIN
JIECTPYKTUBHBII MPOLIECC, HO TeIepb HEOOXOAMMO ITPOBO-
JIUTh PEKOHCTPYKTUBHOE BMELIATEILCTBO.

Puc. 7. layuenmka IlI., 13 nem. Juacnoz «Mykopmuko3 nosocmu Hoca
U OKONOHOCOBbIX NA3YX»

BaxxHo otMeTuTh, 4TO Ae(eKThl OBIBAIOT HE TOJIHKO
KOCMeTuYecKre, HO U (pyHKUMOHaJIbHbIe. YacTo (pyHK-
LIMOHAJIBLHOCTh MOXKET OBITh HapyllleHa BCJIEICTBUE He-
MPAaBUJIBHO MPOBEICHHON WY HEPpAAMKAJIbHOM onepalun
10 MECTY KUTeJbCTBA. YacTo MOMBITKA OPraHOCOXPaHSI-
IoIlell omepaluy MPUBOAUT K TMPOIOKEHHOMY POCTY
OMYXO0JIM, U HEOOXOIUMOCTb OOJBIIUX PaCIIUPEHHBIX
paauKalbHBIX pe3eKLU CTaBUT Hac Tepes MmpoodieMoit
CJIOXHBIX, YaCTO MHOTO3TAITHBIX PEKOHCTPYKTUBHBIX
orepalui.

Jpyroit cnydait — 310 pedbeHOK B Bo3pacte 14 nHeii
(puc. 8), KOTOPHIii pOAUICS C OIYXOJIbIO, 3aHUMAIOIIEH HO-
COIJIOTKY, POTOIJIOTKY U PACTYILEH 10 OCHOBAHU Yepera.

JaHHas OIyXoJb IS HOBOPOXKACHHOTO TOCTaTOYHO
0OoIBIIOrO pa3Mmepa. YaalleHrue HOBOOOpa3oBaHUS OBLIO
TeXHUYECKU HETPOCTHIM M pedeHKY TpedoBaIoCh Mmoce-
nylollee JiedeHue. DTOT clydail — odepenHoi TpuMmep
B BOITPOCE O MEXIUCILIUMIIMHAPHOM B3auMoaeicTauu. Ile-
pen omnepanyeit Mbl 00CYXkIaju, 4To Mocje yaaJaeHus OITy-
XOJIU peOeHKY TTOTpeOyeTCs JajabHeIee JeueHue Mo MECTy
JKUTEJIbCTBA B CIICLIMATU3UPOBAHHOM LIEHTPE, UTO U TIPO-
n3onuio. OaHaKo Mpolecc nepeBoaa 00paTHO 3aHST OKO-
JIO Mecs1a, ToTpedoBasioch MHOTO CWJI M BpDEMEHH, Bpauu
KpaliHe HEOXOTHO XOTEeJIM 3aHMMAaTbCS TUM IMallIeHTOM.
Tak 4TO OgHA M3 OCHOBHBIX COCTaBJISIONIMX YacTeil
MEXIUCIHUIUTMHAPHOM pabOoThl — 3TO OTKPHITOE B3aUMO-
JeCTBME M MAapTHEPCTBO, HO, K COXAJICHUIO, HE BCerma
yIaeTcsl paCCYMTHIBATh Ha 3TO.

24

FTEMATOJIOTMN u OHKOJIOT MU

Puc. 8. llauyuenmka @., 14 oueii. Juaenos «Xopucmus Hocopomoeromgu».
Buo onyxonu chapyxcu u npu ocmompe u3 pomogoi noAoChmu

OpHolt 13 0COOEHHOCTEN B pabOTe TPYMIIbI TOJIOBbI
M LU SIBJISIETCS OOJIBbIIIOE pa3HOOOpa3ue TKaHel, KOTophle
TpeOYIOT BOCCTAHOBJICHUS, — 3TO ILIACTUKA HE TOJbBKO
MSITKMX TKaHeH (SI3bIK, [JIOTKA U JIP.), HO M KOCTHBIX CTPYK-
Typ (CTEHKU OpPOUTHI, YeNIIOCTU 1 1Ip.). Bo BpeMst paboThI
MBI HE BCEra MOXeM 3HaTh, KaK1e MIMEHHO TKaH! BOBJIE-
YEeHBI B IIPOLIECC, — PE3YJIBTAT YaCTO 3aBUCUT OT TOT'O, Ka-
Kas y OITyXO0JIEBOTO Ipoliecca CTaausl, KaKoil BApMaHT Mpo-
TUBOOITYXOJICBOIM  Tepanmuu  IUIAHUPYETCS,  KaKue
OCJIOXKHEHMSI Pa3BUJIUCH.

JpyruM mpruMepoM Hallei paboThI CIIY>KUT peOEHOK CO
3HO obGonouek nepudepuyeckux HepBOB. 3abojieBaHUE
MMEJ0 peluauBupytoiuii xapakrep. OcoO0eHHOCTHIO ObLIO
pacnosoxxenre 3HO psimom ¢ miasom (puc. 9). JlaHHOMY
MaLMEeHTy 10 MECTY XXUTEJIbCTBA OblIa IIPOBEACHA orepa-
Msi, yepe3 Mecsil 3abUKCUPOBaH IMPOIOLKEHHBINA POCT.
MbI moHUMaeM, YTO IS paauKaJbHOM onepalnn HeoOXo-
VMO yIaJleHre 00pa30BaHUs BMECTE CO CIE3HBIM MEIIIKOM
M 4aCThIO MITKUX TKaHel To0Hoi obnacTu. [1pu nmiactuke
JUTSL 3aKPBITUSI JaHHOTO nedeKra HeoOXOAUMO TpaMOTHO
MePEMECTUTD JIOCKYThI — CO3IAeTCS CIIELaTbHbBIN JIOCKYT,
KOTOPBIM YIaeTCsl 3aKPBITh Ae(PEKT.

Hpyroii mpumep. Ilamment H., 2 roma, mocTtymui
C HOBOOOpA30BaHUEM BEPXHE-YEJIOCTHOM Ma3yxXu U I10-
JIOCTM HOoca. MBI MOLIIM Ha WHULIMAJIbHYIO OMOIICHIO,
KOTOPYIO TBITAJIUCh ClejaTh B 00beMe 3KCIM3MOHHOM
ouornicun. OgHaAKO MHTPAOTIePAllMOHHO MBI TTIOHSIIN, UTO
o0Opa3oBaHMe MMeeT OoJiblliee pacrpocTpaHeHUE, YeM
0XXHMJaJ0Ch, — IIpOpacTaHue B KOXY CpelHel 30HbI JIMIIa.
ITo pe3ynsraTaM maToMop@oJOrnuecKoro ucciaea0BaHus
OITyXOJIM IWarHOCTHMPOBaHa pabaoMuocapkoMa cpeaHeit
30HBI JIMIIA, 1 ITAIIUEHT Havajl JICUCHUE B OTACICHUH K-
HUYECKOil oHkosioruu. 1o 3aBeplieHMI0 KOHCEPBATUB-
HOro DJTama Tepalnuu ObLIO BBIIIOJHEHO YAaJlleHue
OCTaTOYHOI OITyXOJIU U IJIACTUYeCKasl oIlepalys — repe-
MeEIIIEHWE MBIIIEYHOIO JOCKYTa U IJIACTUKA MECTHBIMU
TKaHsaMu (puc. 10). Takum obOpaszom, peOEHKY yIaloch
COXpPaHUTb HO3IPIO U IIeKy. PeOEHOK ABIIIUT caM U He
MMeEeT TPpYyOBIX CTETUUECKUX Ae(PopMalInii.
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Puc. 9. llayuenm 4., 15 aem. Jluacnos «3n10kavecmeenHas onyxons u3 000104ex nepugheputeckux Hepeos, peyudue». Imanst ONepamueHo20 Ne4eHus

Puc. 10. [Tayuenm K., 2 200a. Juaenos «Anveeonrsapras paboomuocapkoma cpeoreil 301bl AUUa». Dmanst 0nepamurHo2o Ae4eHus

Emie Goslee MHTEpeCHBIM acIeKTOM Hallel padoThl
SIBJISIETCSI PEKOHCTPYKIIMS JIMLIEBOTO CKeJieTa. M bl UCITOJb-
3yeM BC€ BapMaHTbl KOCTHOI IJIACTUKM C TTIOMOIIbIO ay-
TOTKaHEeH U aJIZTIOTeHHBIX MaTepUaIoB, KOMITIO3UTHBIX OM-
OCOBMECTUMBIX MaTepuasioB. CeromHs 4eJ0BEKYy MOXHO
PEKOHCTPYMPOBATh BCE 30HBI JIUIIEBOTO CKEIeTa.

[MpuBeny npumep nammeHTa ¢ capkomoii FOuHra cky-
JIOBO# KocTH crpaBa. [JaHHOMY 00JbHOMY Obllla TTPOBE-
JIeHa oriepalus I0 yIaJeHUI0 HOBOOOpa30BaHUsS U yCTa-
HOBKE TUTAHOBOI CETKM — OBLI CO3MaH KapKac CTEHKU
opouTkl. B pesynbrate (puc. 11) rja3 cTouT Ha MeCTe, KOH-
Typ Jnua coxpaHeH. K coxaneHuto, 601e3Hb Mporpeccu-
poBana, 1 yepe3 rof malueHT ObLI TpU3HAH MHKYpabesb-
HbIM B CBSI3M C AWMCCEMMHALMEN mpolecca. PebeHok
nmpuexaa Ijisl TUIAHOBOM orepaluu o 3aMeHe MeTasllo-
KOHCTPYKIIVH, HO TIPY 00CJIeIOBAaHUY BBISIBJICHA TUCCEMU-
Hauus (MeTacTasbl B 000MX JIETKMX) U MallMeHT ObLI Ha-
MpaBJIeH Ha OKa3aHWe MaJUIMaTUBHON IMOMOIIU 110 MECTY
JKUTEJIbCTBA, OJHAKO JIOKAJTbHOTO PEeIIMANBA UM TTPOIOI-
JKEHHOTO POCTa B MECTE JIOKAJIM3aLIM1 TIEPBUYHOM OITyX0-
JIV BBISIBJIEHO He ObLIO.

Euie onuH oueHb uHTepecHbI caydait 3HO — anb-
BeoJIsIpHast pabgoMuocapkoMa CKYJOBOM U IIEYHOI 00-
snactu. 1o pe3yabraTaM MHULMAIBHOM OMOIICUU BBISIBIIC-

HO, YTO OITYXOJIM B CKYJIOBOM U ILIEYHOM 30HE HET — OHa
ecTb B InMdaTndyeckux y3nax. B xoae onepalimu Hac Tpe-
BOXWJIM JTaHHBbIC OMOMNCHUM, WU MBI MOULIM Ha OOJBIINIA
00BEeM B 00JIaCTh JIMIIA U YBUAEIU, YTO OITYXOJIb HAXOIUT-
cs1 yKe 3a CKYJION U B LIEUHOIi 00J1aCTH, ObLj1a BHITTOJHEHA
pesekuus onyxoau. [TpoBeneHo 00beMHOE BMEILIATEIb-
CTBO, 3aTparuBalolliee CKyJI0BYIO KOCTb, OPOUTY, MOJIBU-
COYHYIO SIMKY, 4acCThb CKYJbI, OMHAKO Oyiaromapsi 3TOMY
yIaJ0Ch BHINIOJHUTh PaiuKaIbHYIO OIlepaliio — pe3eK-
LIMsI IPOBEJIEHA B Mpefesiax 310pOBbIX TKaHel. [lanee ObI-
JIa BBITIOJTHEHA UMILTAHTALMS TUTACTUHBI /1S COXPaHEHUS
CKYJIbl — Pe3yabTaT XOpolluii. B 1es1om, ceroaHss MoryT
OBITH MPOOINEPUPOBAHBI BCE OOJIbIIE TPYIHOAOCTYITHBIX
30H.

BcrpeuaroTcs B Hallleil MpakTUKe U MAllMEHTHI C 10-
OpoKayecTBEeHHBIMU 0Opa3oBaHUsIMU. [IpeacraBieH ciy-
yaii occupuupylomeit GuopoMbl TOJOCTH HOCa C pac-
MpocTpaHEeHWEM B OpPOUTY U C IIoApacTaHUEM
K OCHOBaHHUI0 yeperna. OmyxoJib B JaHHOM cJIyJae pociia,
paspyliasi CTeHKY Hoca, OpOUTHI, YETIOCTU U 1a’Ke OCHO-
BaHus 4yepena. Omepauus Oblla MpoBeaeHa JBOMHBIM
KOMOMHUPOBAHHBIM JOCTYIIOM — TpaHCHa3aJIbHBIM U KO-
poHapHbIM. [Tocie yaajaeHust onyxoJiv 00JIbIIOT0 00beMa
ObLIa BHINOJIHEHA TIJIaCTUKA OPOMTHI TUTAHOBOM TJIaCTH -
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a 0

Puc. 11. lHayuenm H., 3 coda. [luaenos «Capioma FOunea ckynosoii kocmu
cnpasa». Busyaausayus do (a) u nocae (6) onepamueroeo aeverus

a 0

Puc. 12. [Tayuenmxa I., 101em. uaenos «FOsenunvhas occuguyupyrowas
ubpoma nosocmu noca». Buzyarusayus do (a) u nocae (6) onepamueHo2o
JAevenus

HOI1, KoTopasi 3aMecTuIa AeeKT MeaIualbHOM CTEHKU Op-
oursl (puc. 12).

MBI BUIMM OTCYTCTBHE IITYOOKUX 3CTETUIECKUX AeheK-
TOB, peOeHOK 001agaeT OMHOKYISIPHBIM 3pEHUEM, OH MOXET
CaMOCTOSITEJIbHO JIBIIIATE. HaHHoMy MalMeHTy
B IPYTOM LIEHTpe ObLTa MpeIoXKeHa orepaliysi — opouToda-
LIMabHas pe3eKius. S cunraio, 4To HY>KHO ITPOAyMaTh BCe
BO3MOXKHBIE BapMaHThI, MIPEXKIE YeM AeIaTh peOCHKY Kaje-
yaiiye ornepalyy Ha Jidiie. Haiir ornbIT 1 OIbIT KoJuter, pabo-
TaIOIIUX C B3POCIBIMU OOJBHBIMU, TTOKA3bIBACT, UYTO TaHHBIE
MAalMEHThI BIOCIEACTBUU TUIOXO IMPUCIIOCOOIEHBI K OKpy»Ka-
IOLLEN Cpeie U TPYLY — JIFOIM «0€e3 JIMLA» CKPBITHI /IS O0LLIE-
ctBa. Ecu ecTb BOBMOXKHOCTB MPOBEICHUST OPraHOCOXPaHSI-
Jol1LIeHi OTlepaliu, TO Hy>KHO BBITIOJTHUTb UMEHHO €¢.

Hpyroii cnyyaii (puc. 13) U3 Haleil pakTUKA Hava-
csl C BOBHMKHOBEHUsI (pypyHKyna Ha ryde. Bpauamu no
MECTY KUTEIbCTBA THOMHUK OBLIT BCKPBIT, HA3HAUYE€HO (hui-
3uoJicueHre, Ha (OHE KOTOPOTo OMyXOJb 3HAUMTEIbHO
yBeJMUuiIach. XUpypr Mccek o0pa3oBaHME elle pa3, HO
OITyXOJIb MpoAoJiKaia pacTu. Yepe3 HeCKOJIbKO THEH Io-
SIBUJIOCH KPOBOTEUEHME U3 00pa30oBaHMsI, KOTOPOE K TOMY
BpEeMEHHU 3aHMMAJIO BCIO 00JIaCTh BepXHeli ryonl. PebeHok
ObLI HaIIpaBJIeH K HaM B IIEHTP, KyJa MOCTYIIWI B KpaliHe
HUCTOLIEHHOM cocTossHuU. [lepen nmpoBeaeHueM OMOIICUN
MbI BBITTOJTHUJIM aHTUOTpadUI0 C OKKIIO3UEH COCYIOB,
MMUTAIOLIMX OMYXO0Jb, M TOJBKO IOCJIEe 3TOr0 yaaaoCh yaa-
JIUTh 00bEM, BHYTPU KOTOPOTO OKa3aJICsl TAMITIOH, KOTOPBIIA
OITyXOJIb MpOpOCIa MOJHOCThIO. B TKaHsaX mpeobiiaganu
MpU3HAKY pacraja.

Jlpyroii ciy4dait moka3bIBaeT BaXKHOCTh PaAUKaaIbHOTO
npoBeaeHus onepanuu. [IpencraBieH pedeHok ¢ Gudpo-
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a 7

Puc. 13. Ilayuenmxa M., 2 eoda. luaenos «lepmunoeenno-kaemounas ony-
X0 epxuell yearocmu». Buo do (a) u nocae (6) aevenus

MO, KOTOPOMY I10 MECTY XKUTEeJbCTBA ObLia BBHIMOJHEHA
HepaaukajabHas onepaius. Ha naHHOM mpumepe MOXHO
TOJHOCTBIO MPOCTIEIUTD IIETTOUKY OT HepaauKaJlbHOM orle-
pauuy A0 IUIOXOro ucxoma. ToTajabHasi —pe3eKius
B 30HE, IJIe 9TO BO3MOXHO, — MepBUYHas 3a1ada. B maH-
HOM cJIyyae TpeboBasiach paavKaabHasl orepalust — opo-
(hacumanbHas pe3exius, KoTopasi KpaiftHe pelKo BBIMOJI-
HsIeTCs y AeTeid. bblio He00X0aIMMO yIATUTh MOAbSI3bIYHYIO
U TIOMYETIOCTHYIO 00J1aCTH, YaCTh ITOJIOCTHU PTa, YacTh SI3bI-
Ka 1 BUCOYHOM siMKu. Ha puc. 14 mpeacTtaBieHbI 3Tarbl
BBITIOJIHEHMST JaHHOI OIepallid — BUIHO CaMy OITyXOJIb,
MpOpAaCTaIOIIYIO K SI3bIKY U B KPBIJIOHEOHYIO sIMKY. [Tociie
yIajeHust oopa3oBajics 00beMHbBIN Ae(heKT THA MOTOCTH
pTa. PeGeHOK HaxoauTcs Mo HabJIoAeHUeM, eMY HaJlo-
JKEHBI TPaxeocToMa M racTpocToMa, IIPOBOIUTCS o0yue-
HUe pebeHKa M ero Mambl OOpallleHWI0 C JaHHBIMU
YCTPOMCTBAMU.

Hpyrum acrieKToM SIBJISIETCSI HU3Kasl OHKOJIOTMYecKast
HactopoxeHHocTb. [Tocne ymanenusa 3HO monoctu pra
W TIPOBEIICHYSI JTIyYeBOI Tepanuu y MalreHTa IMOsIBUJICS THC-
KOMGOPT, CIU3UCTOE OTIeasieMoe, OOJIe3HEHHOCTh IpU
HagkycbiBaHUU. [Tpu oOpalligeHuM K CTOMAaToJIOTy B OKTSIOpE,
HECMOTPSI Ha OHKOJIOTMYECKUIT aHAMHE3, CTABUTCS THarHO3
«BocnayieHue cIM3ucTol IeYHOI 00JacTU» M Ha3HAYaeTCsI
(puzmoneueHue, Ha (poHE KOTOPOTO Y peOeHKa Ha TIPOTSIKe-
HUU 2 MeC MOSIBSIETCSI KPOBOTEUEHHUE, HauMHAEeT pacTh
TUTIOC-TKaHb, 1 B IeKaOpe MallMeHTKa MOCTYyIaeT B COMaTH-
yeckoe JIOP-otneneHue ¢ xajnodbaMu Ha TO, YTO TSKEIO
OTKPBIBaTh POT. XO4Yy OTMETUTh, UTO MPOLILIO 3 MeC C MO-
MEHTa MePBBIX XKaJI00 — CUTyallvsl, KOTaa TparuyecKu a0J1-
ro Bepuduupyercst AMarHo3 y aereir. Omyxosb CTAHOBUTCS
HeornepabenbHOI, a (U3NoJeYeHUE B TOM TOJIHKO TTOMO-
raet. B JIOP-otnenenuu Obta cienaHa 6uorcusi — Bepudu-
HMpoBaHa capkoma. Ha MOMEHT MOCTyIUIeHUsT K Ham
B LICHTP OITyXOJIb ObLTa PacpoOCTpaHEHA Ha HIDKHIOO Ye-
JIIOCTb U KOPEHb sI3bIKa. MBI Hauaau XUMUOTEpaIuio, Ko-
TOPYIO MallMeHTKa He TiepeHecna. M 3mech BaxkHO MOHSITh,
YTO MallMEHTKA C OHKOJIOIMUYECKMM aHaMHE30M, UMesT BTO-
PUYHYIO OITyXOJIb, HE TMoJyJyasa JeueHusT 3 Mec U BCe 3TO
MPOVICXOAMIIO B OMHOM M3 OJIMDKaUIIMX OT MOCKBBI peruo-
He. DTOo Tpareausi U TaKOro ObITh HE TOJIKHO.
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Puc. 14. Peoenok K., 2 200a. Jluaenos «/lecmoudnas gubpoma ona norocmu pma u 0CHO8AHUS Yepena»

[IpencraBneH ciydait aMmen001aCTOMBI HIDKHEN YeITio-
CTU, KOTOpasl SIBsIETCS] JOOPOKAYECTBEHHOM OITyXOJIbIO.
OnHako OHa pacTeT 10 OOJIbIINX Pa3MepPOB C pa3pyIIeHU-
€M TeJla HU3KHEl YemocTh. Y pedeHKa OTMeYaIuCh XKajlo-
ObI Ha HEBO3MOXHOCTb KeBaTh. B maHHOM cilyyae mocie
yIAJeHUST OIYyXOJU MPOBOAMUIACH MUKPOXUPYpPrUueckas
DPEKOHCTPYKIIMS HVWXHEW YeNIOCTH JIOCKYTOM M3 TIOJI-
B3IOLIHOTO I'PeOHSI ¢ XOPOIINM (PYHKIIMOHATIBHBIM PE3yIb-
TtatoM (puc. 15). B HacTosiiiee BpeMst Mbl aKTUBHO BHEIPSI-
€M METOI MUKPOXUPYPTUUECKOM PEKOHCTPYKLIMU KOCTEHN
JIMLIEBOTO CKejeTa IIPU OHKOJOTMYECKUX OTIepalMsIx
y AeTeil, HaMu ITPOOTIEPUPOBAH yKe HE OIUH PEOCHOK.

a 0

Puc. 15. ITayuenm I1., 17 nem. Juaeno3 «Amenrobracmoma Hudxichel uenio-
cmu». Dmanst onepamugroeo AeHeHus: a — 30Ha pe3eKyuU HUdCHell Yeaocmu
U AUUeBOL apmepuu U 8eHbl, N0O20MOBKA K AHACMOMO3Y; 6 — (hopmuposaue
HUMICHET 4eatocmu A0CKYMOM N008300UHO00 2PeOH HA MUKPOCOCYOUCMbIX
aHacmomo3ax

Puc. 16. llayuenmka II., 14 nem. Juacros « Hosoobpazoeanue mena kau-
HOBUOHOU Kocmuy. Onepayust ¢ NPUMeHeHUeM HABUAUUOHHO20 000pYO08aHUs

AKTHBHO BHEAPSIETCS W METOAMKA HAaBUTAlLIMOHHOTO
JMMarHOCTUYECKOIo MOaXo/a, KOTopasl Mo3BOJIsIeT J0CTa-
TOYHO TOYHO IIPOBOAUTH OHOICHUIO OIyXOJeill Tpya-
HOJOCTYITHOM JIOKaIr3allii — OCHOBaHMUS Uepera, MoaBH -
COYHOI SIMKU, KPbIJIOHEOHOM SIMKU, 3pUTEILHOTO HEPBA.
[Ton KoHTpoOJEM HaBUTAIIUM MOXKHO BBITIOJTHSITh U OIlepa-
LMY TI0 yIaJeHUI0 HOBOOOPa30BaHW MOJ0OHOI JIOKaIH -
3allMU, HalpUMep IOHOLIECKNX aHTHO(GUOPOM HOCOTJIOTKM
M OCHOBaHUsI Yeperia, IPOBOAUThH 3HIAOCKOITMYECKHUE OIle-
paluu o yaaJleHUIo aficHOM TuIodu3sa.

OgHMM U3 TPUMEPOB UCITOJIb30BaHMS TaHHOI TEXHU-
KU BJISIETC CIydaii, Korma rmanueHTka 14 jger (puc. 16)
obpaTuiach ¢ kajobaMU Ha roJloBHYI0 601k K JIOP-Bpauy.
Ha xommbroTepHoii Tomorpaguu ObLIO BBISIBJIEHO 00pa30-
BaHME Tesla KIMHOBUIHOM KOCTH, IIPU 3TOM I1a3yXu ObUIU
HenbiMu. Pogutenu pebeHka oopatunucsk K apyromy JIOP-
Bpauy — Ma3yXu He 3aTPOHYTHI, B ICUCHUU HE HYKIaeTCs.
OOpaTUIINCh K HEMPOXUPYPTY — TOJTOBHOI MO3T HE BOBJIE-
YeH B MMpoliecc, B JICUSHUM He HyxXaaeTcs. Beran Bompoc,
KTO JOJDKEH 3aHMMAaThCsl JaHHBIM HOBOOOpPa30BaHUEM,
MPUIIUIA K BBIBOJY, UYTO 3TO XUPYPTHs FOJOBHI U 11en. Ha-
MM ObLJIa BBITIOJIHEHA OTlepaliyisl ¢ UCTIOJIb30BAHMEM HABU -
TrallMOHHOM TEXHUKM, 0Ka3aJ0Ch, YTO Y TALIMEHTKU HE3J10-
KauyecTBeHHas onyxoJjb. B HacTos1ee BpeMs (depe3 2 roga
TocJie onepaunm) I1eBoYKa YyBCTBYeT ce0sl XOpOIIO, XKajlod
HET.

JpyruM nOpuMepoM JedeHUsT J00pPOKaYeCTBEHHOIO
HOBOOOpAa30BaHUs SIBJISIETCS OaHHBINA ciydait (puc. 17).
JIumdanruoma pocia Ha CBOAE yepera, 4To YrpoxKasio
JKM3HU pebeHKa — MPOUCXOAWIO CIaBJIeHUE BCeX KOCTel
TeMEHHO-3aThUIOYHOI obnacTu. [1puiiiocs onepupoBarhb,
HECMOTpS Ha TO, YTO peOEHKY Bcero 3 Mecsiia, U OIyXoib
JIOOpPOKAYECTBEHHASI.

YacTo BO3HMKAET BOIPOC HE O TOM, KaK yAaduTh 00-
pa3oBaHue (B JaHHOM ciydae JUM@aHTMOMY), a KakK ee
CMOTJIM BBIPACTUTH A0 TaKOTO pasMmepa (puc. 18) u k1o ee
Habmoaa1. 3AeCh UMEETCSI PUCK CAABICHUS IbIXaTeIbHbIX
nyteii. BaxkHo BoBpeMs1 00palliaThesl B CrieliMaIn3upoBaH-
HbIC OTICICHUS, TaK KaK CYIIECTBYIOT pa3Hble BapUaHThI
Tepanuu — Kak ofepaTUBHbBIC, TaK U KOHCEPBATUBHBIC.

OTnenbHO X0TeI0Ch OBl YIIOMSIHYTH TaKoe 3a00J1eBaHe
KakK pak IIMTOBUAHON kene3bl. OH BCTpevaeTcs y AeTeit
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Puc. 17. [Mayuenmra D., 3 mecauya. Juaenos «lueanmekasn aumpaneuoma
MeMeHHO-3amblA0YHOLU obaacmuy». Jlo Hauana rewenus

Puc. 18. llayuenmxa JI., 6 nem. Jluaenos «lueanmekas aumganeuoma wieu».
Mo nevenus

HeuyacTo. Mbl MHTEeHCMBHO paboTaeM B HalpaBJIeHUU XUPYP-
TMYECKOTo JieueHUs JaHHOM (hopMbl paka. Ha ycriex BiusioT
KaK TeXHMKa OIlepaliiu, TaK 1 TOCIIeAYIOIas peaObIuTals
U, B psijie CIydaeB, Tepanus paauoaKTUBHBIM HOI0M.
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Puc. 19. Buo nayuenmxu do (a) u uepes 3 ned nocae (6) napomuodsxmomuu
€ NAACMUKOL AULEeB020 HEP8a (2Un02n0cco-hayuanbHblil AHACMOMO3)

B 3zakiioueHue mpencTaBiio ciydail pebeHKa ¢ HO-
BOOOpa30BaHMEM OKOJIOYIIHOM 00JacTh, KOTOPOE POCIOo
B TeueHue 5 yiet. Bce 310 BpeMs mauueHTKa HabI01anach
y CTOMATOoJIora, KOHCYJIBTUPOBAJIach Y YeJIIOCTHO-IULIEBO-
ro xupypra. JlnarHo3 «Pak oKoJOyIIHO CITIOHHOM XeJe-
3bI» ObLIT BEpU(PUILIPOBAH TOJBKO IIPH MOSIBJICHUM MHTCH -
CUBHBIX 00J1eit. [Tpy onepaliusx Ha OKOJIOYIITHOM CIIOHHOM
JKeJle3e 4acTo IPUXOIUTCS IepeceKaTbh BETBU JIULIEBOTO
HepBa, CBSI3aHHBIE C OITyXO0JIbl0. B TaHHOM cllyyae ¢ 11eJIbIo
peabIMTalMi MUMAYECKOM MYCKYJIaTYpbl peOCHKY IpO-
BeJcHA PEKOHCTPYKTUBHAs OIlepallysi Ha JIULEBOM HepBe
(HanoxeH rurnorjocco-daluanbHbelii aHactomo3). Ha
puc. 19 npeacrasieH BUI peOeHKa 10 U ITOCTIE XUpyprude-
CKOTO JICUCHMUSI.

B 1iesioM, MBI ITOCTapajauch MoKa3aTh, YTO CBOEBpE-
MEHHOE OKa3aHMe KBaIUOUIMPOBAHHOM ITOMOIIU B paM-
Kax MYyJbTMIUCLHUIUIMHAPHOM KOMaHIbl CIIOCOOCTBYET
JOCTMIKEHUIO XOPOIIMX PEe3yJbTaTOB B JICUCHUU JeTeit
C HOBOOOpa30BaHUSIMU OPTAHOB T'OJIOBHI U 1Ien!
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OT PEAARLUK

B 3T0M Homepe Haluero XypHana B pybpuke «MHeHue» Mbl mybnukyem nepesog ctatbi “Trying to Fool Cancer” u3 razeTl

The New York Times, aBTop — Mukasnna Cekepec (Knunena, wrat Oraito, CLUA). Mpeanaraem Bam 03HaKOMUTbCA

C AaHHbIM 0630pOM COBPEMEHHOT0 COCTOAHMA Npo6AeMbl FeHeTUYeCKoil MArHOCTUKKM 1 Y3HaTb O TOM, YTO HaC XJeT
B CaMOM CKOPOM BpeMeHMU. [purnaluaem Bac K 06Cy/eHunto JaHHOr0 Bonpoca Ha cTpanuuax PHKAMmO!

B nonbimkax obmanymb pax

M.A. Cekepec

Aemoput nepesoda: K. U. Kupeusos, T.B. lllamanckas

HenaBHo B a¢hupe onHOro 13 HallMOHAJIBHBIX KAHAJIOB
Mmokasajau JOKyMeHTaldbHbIM duibM «Pak: Mmmeparop
Bcex Oone3Hei», cHAThIi KaHoMm bepHcoMm, KOTOpHIii mo-
Kazajl, Kak MHOTO MBI TeIlepb 3HAEM O TeHETUUECKMX OCHO-
Bax paka. B aTom roay, nmo ciosam npesuaeHTa b. O6amsbl,
HCCIeIOBaHMS B 00JIACTU paKa U CpeICTBa, HalpaBICHHbIC
Ha ero uzydyeHue, 0yayT cchoKycMpoBaHbI Ha TaK Ha3bIBa-
eMoi1 MpoUIaKTUIECKON MeIULINHE, €€ TIepCOHATN3aLUN
U TapreTUPOBaHUM — UCIIOJb30BAaHUY MOJICKYJISIPHOM Xa-
PaKTepUCTUKU paKa JUIsl pa3pabOTKU MperapaToB, BIUSIO-
LIKMX HETIOCPEICTBEHHO Ha TeHbI WJIM Ha TO, YTO MTPOIYLIU -
DPYIOT 3TM T€HBI BO BpeMs TOTO, KOTJa OHM MOIABJISIOT
HOpMaJIbHBIE KJIETKM opraHu3Ma. O4eHb KpaCUBbIi KOHLICTIT!

[IpobGnema nMuib B TOM, UTO paK PeaKo SIBIASIETCS Ta-
KHM MPOCTHIM U €r0 CTAHOBUTCS JIETKO OOMaHYTh.

Tpu HegaBHUX UCCAENOBaHUSI, KOTOPbIE OIyOJNKOBa-
HBI WY TIPEACTaBICHBI B IIPOIILIOM MJIM HBIHEIITHEM TOTY,
3HAKOMSIT ¢ MH(MOpMaLeit o co3MaHuI0 MOJUTUKY MPO-
(UIaKTUKM paKa B HallMOHAJIbHOM MacIlTaoe.

[lepBoe 13 HUX — 32 MOMM U MOUX KOJIJIET U3 KITMHUKU
KnuBrneHna aBTOPCTBOM B COAPYXKECTBE C YUCHBIMU M3
Snonun. B uccnenoBaHuu mpoBeJeH TeHETUUECKUIA aHa-
13 6oJiee 600 06pa31oB OT MALIMEHTOB C PAKOM KOCTHOTO
MO3ra — MUEJIOANCIUIACTUIECKUM CUHAPOMOM U OCTPOit
MUEJIOUIHOM NelfikeMueit. DTu 3a00JeBaHus Yallle BCTpe-
yaloTcsd y mauueHToB crapiie 60—70 JieT 1 MOTyT 3a CUM-
TaHHBIE MeECSIbl MPUBOAUTH K JIETAJbHOCTU B clydyae
HeokaszaHus noMolun. Kak u npyrue oryxoJesble 3a00J1e-
BaHUSI, OHU BOSHUKAIOT BCJIEACTBIE HAKOILJICHUS TeHETH -
YECKMX MyTalluii B TeYCHME BCEil KU3HU MHAUBUIA. DTU
MyTallM1 MOTYT IMPUBOAUTH K TOMY, YTO KJIeTKa, HAITpuMeD,
HauMHaeT aKTUBHO Pa3MHOXATbCs, TTOAABIISIS OKpYXKalo-
1IKe KJIEeTKU, (DOPMUPYS OMYXOJIEBYIO Maccy, WJIM Hampo-

TUB OHA HAXOIMUTCS B «3apOIbIIIEBOM» COCTOSIHMM U HE
CcrocoOHa BBITIOJIHATH COOCTBEHHbIC (DYHKIIMU, HATTPUMeED,
MpeaoTBpaIiaTh KPOBOTCUCHHUSI.

MbI 00HApPYXKUIIN, YTO Y TIALIMEHTOB C MOJOOHBIM 3a-
0oJieBaHMEM «HaKaruIMBaeTCsI» 0K0oJIo 10 3HAYMMBIX reHe-
TUYECKUX MYTallMit TIepe TeM, KaK TaHHYyIo (hopMy 3a00-
JIEBaHUSI MOXHO IMarHOCTUPOBATD.

[ecsatb reHeTYecKUX MyTauuii. To ecTh, €CIu BbI XO-
TUTE pa3padoTaTh Npenapar IJis JIeUeHUs 3TUX 3a00eBa-
HUi1, TO KaKyl0 MYTallMiO Bbl BbIOEepeTe KaK «lIeJeBYI0»?
Ecnu Bamn ipenapat OyaeT Bo3aeiicTBOBaTh TOJIBKO Ha 9 13
10 myTaumii, To JeueHue He OyaeT 3(PHEeKTUBHBIM — OITy-
XOJIb OBICTPO pa3pacTeTcs.

Jpyroit Hallleii 3agaveii IBUIOCH OTIpeesIeHre TTOPSI-
Ka BOBHUKHOBEHMS MyTallMii — KaKasg BO3HUKJIA TIEPBOM,
a Kakasl TIOTOM — B MIIeaIbHOM BapraHTe HaM HEOOXOIUMO
ObLIO YCTAHOBUTD BCIO «IOPOTY 3/1a». MBI igJiaau 3TO JBY-
M3l ITyTSIMU: TIEPBBIN — ITyTeM (poKycupoBaHust Ha 73 13 600
MaleHTOB, Y KOTOPBIX 3a00JIeBaHKUE Pa3BUBAJIOCh CO Bpe-
MEHEM, YTOOBI ONpEeNeNUTh KaKuhe MYyTallud BO3HUKIU
MEePBBIMU; BTOPOI — UCTTIOJIB3YsI CTATUCTUICCKUE METOIBI,
CPaBHUWJIM YaCTOTY T€HETUYECKUX BAPUAHTOB y 9TUX Mallv-
€HTOB CO 310POBOIi IOy sLueii. [eHeTuUecKue MyTaluu,
HaliIcHHbIC B OOEUX TPYIIax, MOIYT ObITh OINpeaeTIeHbI
Kak MPUBOIALIME K «3aIlyCcKy» Ipolecca. BosneiicTBue Ha
9TU MYyTaLIUU SIBJISICTCS JIYYIIIMM CITOCOOOM JICUCHUS paka,
Belb TaK?

Ho uto ecnu 3TH «3amycKaroIye» MyTallluu sIBISIOTCS
YaCThI0 HOPMAJIBHOTO F'€HOTUIIa MHAVBUIA — TaK Ha3bIBa-
€MBIE «3apOJIbIIIeBbIC» MyTALIMK, KOTOPBIC ITPEACTABICHbI
KaK B HOpMaJIbHBIX, TaK U B PAKOBBIX KJIeTKax? VX yHUY-
TOXEHUE MOXET «I10CeSITh MaHUKY» B opranusme. Minu atu
MYyTalliM MOTYT JaTh TOJYOK K Pa3BUTUIO BTOPUYHBIX MY-

* Opueunanvras cmamos Mikkael A. Sekeres "Trying to Fool Cancer” naneuamana 6 eazeme The New York Times 28 mapma 2015 e.
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Taluii, 4To OyIeT OoJiee OMacCHBIM U TTIOpaXKeHUE «3aITycKa-
IOIIMX» MyTallMil HUKAK He IMOBJIMSIET Ha OMyXOJIb.

Bropoe nccienoBaHue Hallieit rpyIibl, Ha 3TOT pa3 COB-
MECTHO C SITIOHCKMMU U HEMELIKUMMU KoJIIeraMu, HauajloCch
C BU3MTA B Hallly KJIMHUKY Tapbl OJIM3HELIOB, KOraa UM Obl-
J10 okoJjio 70 net. Y Hux oboux ObUT pak KpOBU, KOTOPHIi
BBI3BIBAJI aHEMUIO M TPOMOOIIMTONEHUIO. MBI JIeUMIN MX
C TIOMOIIBIO Mpenapara, KOTOPbI MMEI HU3KUK IIHaHC
sddexkTrBHOCTH (0KOJI0 25 %), M HAIESIMCH HA Yy/I0.

B TeyeHue Mmecsiia ux aHaJIM3bl KPOBU HOpMaJn30Ba-
JINCh, TOPA310 ObICTpee M ApamMaTUYHEe, YeM s OXXuIasa.
MBI TakzKe TOJYYWIN Pe3yJIbTaThl TeHETUYECKUX UCCIEN0-
BaHUIi, KOTOPbIE TTOKA3aJIM, YTO Y HUX BBISIBJICHA OHA U Ta
XKe MyTanus — mytauusi reHa DDX41, pacrnojloKeHHOTo Ha
5-i1 xpomocome. JlaHHas MyTauMsl Oblja BBISIBICHA KakK
B OIYXOJIEBBIX, TaK U B HOPMaJIbHBIX KJIETKaX, TAKUM 00pa-
30M, MbI Y3HaJI1, YTO OHM JIOJKHBI ObLITU POIUTHCS C STUMU
U3MEHEHUSIMU; 3Ta MyTallMs SIBJISIACH «3apOIbIIIECBOM».

Korma MbI TocMoTpeu B Hallly 0a3y JaHHBIX, BKJIIOYa-
tforryto 6onee yuem 1000 mameHTOB ¢ MOJIOOHBIMU 3a00J1€-
BaHUSIMM, MbI BBISIBUIH €11I¢ 8§ YeJI0BEK C TaKOM K& MyTallu-
ei1, KoTopble yxKe ObUIM MPOoJIeYEHbI ITperapaToM, KOTOPbIit
sl Ha3HAYMJIa MOMM TallMeHTaM-0IM3HelaM, U Y BCeX U3 HUX
aHaIu3bl KPOBM HOPMAJIU30BAINCh. DTO, Ka3aJa0Ch ObI, TO-
BOPUT B I10JIb3y HALIMOHAJIbHOU aHTUPAKOBOW ITOJUTUKU,
(oKycHpoBaHHOI Ha TapTeTHBIX IIpernaparax.

JeiictBuTenbHO a1 3T0 Tak? [a, y O1M3HEeLoB Oblia
«3alTyCcKarolIlasi» TeHeTUIeCcKast MyTaltsl, JUIst KOTOPOI Mbl
BBISIBUJIU (CJIydaiiHO) mperapart, o0Jagaloliiii XOpoIum
JieueOHBIM 3P (PEKTOM 1 He UMEIOIINUI CEPbEe3HBIX OO0~
HbIX 3 dekToB. Ho, HeCMOTps Ha yIydllieHUe B UX aHaIM -
3aX KPOBH, MCCJIEIOBaHMSI KOCTHOI'O MO3Ta Iocjie IpoBe-
JNIEHHOW Tepanuu IIOKa3aJM, YTO OIyXOJEeBble KIIETKU
HUKOTIa He Ucue3aid U3 Hero, M OAUH U3 OJM3HELIOB YMEP
OT MH(MEKLNHU, CBI3aHHOM C ero 3abojeBaHUEM, CITYCTS
HECKOJIBKO MECSIIIEB.

Hantocmpayus — bopuc Tlpamamapoe
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Kpome Toro, Koraa Mbl U3y4miau gaHHbie 6osiee ueM 1000
JPYTUX TMaLMEHTOB C 3TOM K& 0O0JIE3HbIO, CMOIVIM BBISIBUTD
MYyTaLMIO TOJIBKO y 25 M3 HMX, UTO cocTaBisieT 2,4 % Bcex
MalMeHTOB C JaHHBIM 3a00JIeBaHUEM, KOTOPHIM €KEroTHO
aMepUKaHIIbI 3200J1eBatOT ¢ yacToToit 4,5 ciydas Ha 100 000.
D10 3aMeyvartesibHast HOBOCTb JIJIST 9THUX OOJIbHBIX, HO YK TOU-
HO He Ta pacIpOCTPpaHEHHOCTh 3a00JIeBaHUSI, BOKPYT KOTO-
POi1 MBI TOJKHBI CTPOUTh HALIMOHATBHYIO TTOJIUTHKY.

OnHO M3 TOCTAENHUX HMCCIEAOBAaHUI MOKHO OBLIO
paccTaBUTh Bce TOUKM Hapa “i”. Mccnenosarenu u3 [apsap-
na u MaccayyceTcKOoro MHCTUTYTa TeXHOJIOTUI ITpoaHalu-
3UPOBAJIM PE3yIbTaThl TEHETUUECKUX UCCIIEIOBaHUIM Oojiee
yeM y 17 000 maumeHTOB ¢ AMabeTOM UM 3a00eBaHUSIMU
cepaa. OHU OOHAPYXKWIM, YTO MHOTHE U3 HUX UMEJIU MY-
Taluu, 0oJiee YacTo aCCOLIMUPOBAHHBIEC CO 3JI0KAYECTBEH-
HBIMU 3200J71eBaHUSIMU KPOBM M KOCTHOT'O MO3Ta, HECMO-
Tpsg Ha TO, YTO 3TU TALIMEHTHl HE MMEIU KaKUX-J10o
3a00eBaHUl KpoBU. BolbHBIE C 3TUMM MyTaUUSIMU —
5,6 % B xoropre 60-1eTHUX 1 9,5 % B Koropte 70-1eT-
HUX — ObLIM B 11 pa3 Gosee MoaBep>KEeHbI PA3BUTUIO 3TUX
BUIOB paka B JAJIbHEUINEN XKU3HU, 10 CPABHEHUIO C TEMU,
KTO He MMeJ 3TUX MyTaiuii. Ho Hannume MyTtanumii He rapaH-
TUPOBAJIO PA3BUTUS 37I0KAYECTBEHHBIX HOBOOOPA30BaHUIA.

IMocnencTBust 3TOro MOTYT OBITH BEChMa CYILIECTBEH-
HBIMU. ECTh MHOTO IreéHeTHYeCKUX MyTalliii, CBSI3aHHBIX
C pakoMm, KOTOpble Ha CaMOM Jeji¢ He BBI3BIBAIOT €ro
y OOJIBILIMHCTBA JIIOACH, BEPOSTHO MOTOMY, YTO OHM HE
MPUBOAAT K TEM BTOPUYHBIM MYTallUsIM, KOTOPbIe HEOO-
XOIUMBI IUIs1 pa3BUTUS Oosie3Hu. MHpopMupoBaHue Ta-
LIMEHTOB C HaJW4YMeM TaKUX MYyTalluid O TOM, YTO Y HUX
B ITOCJIEAYIOIIEH KU3HU MOXKET pa3BUThCS pakK, 0€3yCa0B-
HO, MIPYBEIET K HAIIPaCHOMY OECITOKOMCTBY Ha IIPOTSDKEHUM
Bceil ux xku3Hu. HekoTopble U3 HUX, BO3MOXKHO, Jaxke IMo-
JIlyJaT TapreTHYIO Teparuio 1Mo MOBOMY 3710KaYeCTBEHHOIO
HOBOOOPa30BaHMUs, KOTOPOI'0 y HUX Ha CAMOM JIeJie HET.

Jlaxke y maltmeHTOB, KOTOPhIe UMEIOT TeHETUIECKYIO My-
TallMIO M JOKa3aHHOE 3JI0KaueCTBEHHOE HOBOOOpa30BaHUE,
HaJIM4Ke MyTalluy HeoOsI3aTeIbHO SIBJISIETCS PUYMHOM pa3-
BUTHS onyxouud. [IprMeHeHre TapreTHhIX IpenapaToB MOXKET
MPOCTO MPUBECTH K MTOBPEXKICHUIO KJIETOK, KOTOPhIE OYCHB
TIOXOXXU Ha PaKOBbIE, HO HE SIBJISIIOTCS] TAKOBBIMMU.

be3 coMHeHMs, METONBI JICUEHUSI C UCTIOIb30BaHUEM
TapreTHHIX MperapaToB, HaPaBJEeHHBIX Ha OINpeieIeHHbIC
TeHeTUYeCKe aHOMaJIMK, BHECIM OTPOMHBII BKJIAJ B I10-
BBIIIEHNE BHIKMBAEMOCTU MAILMEHTOB CO 3JI0KAUYECTBEH-
HBIMM HOBOOOpPa30BaHUSIMU, OCOOEHHO TPU HEKOTOPBIX
dopmax XpOHUYECKUX JIEKO30B, MEJIaHOME, paKe JIErKUX
U PaKe MOJIOYHOM KEeJIE3bI.

Ho aT1 MeTOIbI IeUeHMST He SIBISIOTCS] KypaTUBHBIMMU.
W MBI He TOJKHBI OOMaHbIBaTh Ce0sT MJIM CBOMX MallUeH-
TOB, TyMasl, 4TO IPUMEHEHME CTaHAAPTHON XMMHUOTEpaITun
OCTaJIOCh B MPOILLJIOM. VT 4TO HECKOJIBKO NOMOJTHUTEb-
HBIX MECSIIEB XU3HM, KOTOPbIe B OOJBIIMHCTBE CIIydyacB
Jal0T MHOTHE TapreTHBIE TTpernapaThl, SIBISIOTCS MaHaleei
MpU JICYCHUU paKa.
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«BOMPOC-OTBET: MHEHUE 3KCNEPTA~»

(CeroaHa Bce bonbLUe fenaeTca AnA yNyyLieHna pe3yNnbTaToB TPaHCMIAHTaLMMU reMmonosTy-
yecknx cTBoNoBbIX Knetok (TTCK), nepecmatpuBaloTca nokasaHua AnA AaHHOTO MeTofa.

(CeroaHa cBOIl BONPOC 3a4akT Bpaul Tynbckoii 0bnacTHoil feTckoii GonbHMLbl. OTBEYaeT
3aBefiytoLLad OTAeNeHreM TPaHCINAHTaL K KOCTHOTO Mo3ra POCCUIACKOT AeTCKOI KMHNYe-
CKoil 6onbHMUbI A.M.H. EneHa BnagumupoBHa Ckopo6oratoBa.

Bonpoc

Cez00ns Mol 6ce uaue cablium om pooumedeil 60npocy!
OMHOCUMEALHO 3A20MOBKU AYNI0A02UMHOU RYNOBUHHOU KPOBU
(IIK), kax <«nanauyew» om msadxiceavix 3a004eeanuii Kpoeu
u opyaux nedyzo6 (Oemckuil uepedpaivHbLil napaiu4, caxap-
Houl duabem u 0p.). Tem epemenem K Ham Havaiu nocmy-
namv nayueHnsl, KOMopbim NPU POHCOEHUN 3a20MABAUBAAACH
IIK. Pooumeau mpebytom coeaams mpaHcniaHmauuro 3moil
Kpoeu, oadxce 6 cay4ae, ecau 3ab01e6anue umeem cmanoapm-
Hyto epynny pucka. Ecmb au kaxue-iu6o oannvte no smomy
eonpocy? Kaxoe mecmo cezoous 3anumaem TICK, 2de 6 ka-
uecmee mpancnaaumama ucnoav3yemes aymoaozuunas IK?

Omeem

HeinictButenbHo, 1K ycremrHo mnpumeHsieTcsi Kak
WCTOYHMK CTBOJIOBBIX KJIETOK Mpu ajmoreHHbix TI'CK.
O/1HaKO BaXHO OTMETUTh, YTO B IIOCJICIHUE TOIbI JaHHBIA
BMJI KJIETOK MCIIOJIb3YETCSI BCE PEXE, B TOM UMCJIE 33 CUET
pacUIMpeHus] PErMCTPOB TOHOPOB CTBOJIOBBIX KJIETOK
(6oJIbIIIe TOCTYITHBIX MTOJTHOCTHIO COBMECTUMBIX JOHOPOB)

M BHEIPEHUS] HOBBIX TE€XHOJIOTMIA ITO JEIICIUU TPaHC-
IiaHTaTa (MEHbIIE PUCK Pa3BUTHSI OCJIOXHEHUI MPH Ta-
mnouaeHTUYHBIX TI'CK). C onHoii ctoponsl, [1K — 310
OTHOCHUTEJIbHO JIETKOTOCTYITHBIA MCTOYHUK C OTHOCH-
TEJIbHO HU3KKUM PUCKOM Pa3BUTHS PEaKIIUK «TPAHCIUIaH-
TaT MPOTUB XO35IMHA», & C PYTO#l CTOPOHBI, KJIETOK MO-
JKET OBITh HEJIOCTATOYHO, BBIIIE PUCK OTTOPKEHUS
TpaHCIUIaHTaTa U MHMOEKIIMOHHBIX OCIIOXHEHUI, U KaK
OBITh, €CJIM MTOHAA00ATCS TpaHCPY3UU JOHOPCKUX JIUM-
¢douuton?

I1pu otBeTe Ha Bompoc 06 ayro3aroroBke 1K Heobxo-
MO OTMETHUTD, YTO MIPU 37I0KAaYECTBEHHbIX 3a00ICBAHUSIX
peub cerogHs uaeT uMeHHo 00 ammoreHHbIx TTCK. Mc-
noyb3oBaHue ayronornuyHoii ITK HeobocHOBaHHO.

OmHako cienyeT cka3aTh, UYTO y HaC €CTh OMpenesieH-
HbIii omnbIT, Korna 1K 3aroraBimuBaiack B ciaydae, ecliv
y 3a00J1eBIIEr0 pedeHKa pOoXKIaacs CUOJIMHT, TTOSIBIISIICS
noTeHIUanbHbIi noHop, u I1K morom mcnoab3oBanach
B TOM YMCJIC ¥ B KaUeCTBEe KO-TpaHCIIaHTaTa (Harpumep,
B KOMOMHALIMKU KOCTHBIN Mo3r + T1K).
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O6pa3oBaTenbHbIN NPOEKT
«[lanbHMe pernoHbI» —
npodonXkeHne pabotbl

38
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Benylive cneumanuncTbl 4ensTca CBOUM
OMNbITOM OPraHM3aL N HyTPUTUBHOW

nognepXkK 1 nomMoraroT pa3smBaTb
el

STOT BOMPOC B PErMOHAJbHbIX LIEHTPaX ‘
B pamKax obpa3oBaTesibHOro NpoeKTa > W ’
«[lanbHne pernoHbi». g‘
- O
a!

B 2015 r. Kpyrnbie CTO/bl NPOBeAeHbI B C/IeAYIOLWUNX PernoHax:

- KapauaeBo-Yepkecckas Pecny6nuka;
- bpsHckana obnacTb;
- CBeppanoBcKas 0bnacTb;

- [anbHeBoCTOUHbIN depepanbHbin okpyr (MprMopcKuin Kpain,
XabapoBsckuin kKpaii, Pecny6nvka Caxa (AkyTus), Kamuatckuin Kpan);
- Omckas obnacTb.

He ocmaeaumecs cepbiMm NnAMHOM Ha Kapme -
npuanacume «/JjasbHue pe2uoHbi»!

Kak Hakopmume 60/1bH020 pebeHKa?
Ymo moxHO coeslams, Ymobsl eda cmana bosee npussiexa-

mesibHoU?
Kak He Hapywumbe Heobxooumyto pebeHKy HUSKOMUKPOOHyto  [emaTonornyeckre 1 oHKonornyeckme 3aboneBaHus Tpebdy-
ouemy? IOT MHOT'O CU OT opraHu3mMa pebeHka. Kak camo 3aboneBa-

Kak npasusnbHo ucnosie308ame cneyuaausupo8aHHble npo-
O0yKmbl le4ebH020 NUMAaHus?

Ha 311 1 gpyrvie Bonpochl Bbl HaAeTe OTBETbI B KHUe
«MumaHue 0emeli c OHKoNlO2U4Ye-
CKuMu 3abosieeaHUsAMU», aBTOPA-
MW KOTOPOW CTanu Bpayu rpynmbl
HyTpUTMBHOW noaaepkn OHKLI
OrON vim. Amutpuna PoraueBa.

HVie, TaK 1 NOCNEeACTBUA ero fieyeHns (onepaTBHOIO, Xu-
MVIO- NN JTy4eBOW Tepaniimn) MOryT MPUBECTU K UCTOLLEHMUIO.
OueHb YacTo B 3TOT MEPVOof BO3HMKAET AedpuumUT Macchl
Tena. B aTom cnyyae xopoluee NUTaHVe UTPAET OUYEHb BaXK-
HY0 pOoJsib. V13-3a pPasnnyHbIX MPUUNH,

CBSI3aHHbIX C CaM1M 3a6oneBaHneMm

N NleyeHneM, MPUEM ML MOXKET

BbI3BaTb 6O/blUNE 3aTPYAHEHNS.

PErMIOHAJIbHbBIV BJTATOTBOPUTESIbHbIV OBLLECTBEHHbI ®OHJ,
NOMOLLN JETAM C TAXENbIMU 3ABOJIEBAHUAMK KPOBU

06wue ycunus Ha 6nazo demeli!



noanepXxKkv — npoekrt B Poccuu

NOYEMY 5OJIbHO PEBEHOK TEPAET BEC? SHTEPAJIbHOE NUTAHUE
B ycnosusax oTpuuaTenbHOro a3oTmctoro 6anaHca - npepoTBpaLlaeT guctTpodryeckue n atpodpuyeckue
\ ~ 3apeduunt 11 asota (6,25 r 6enka) opraHvsm npoLecchl B cnnsnctoin obonouke KKT;
©  pacnnayvBaeTca pacnafiom 25 r MblleYHOIA — CTUMYNMPYET MOTOPUKY XeNyaKa U KNLLEYHUKa;
Maccbl. B nogo6HbIX yCNoB/AX NaLMeHTbl execy- — BOCCTaHaBJ/IMBaEeT M NoAAepKrnBaeT GepMeHTaTUB-
TOYHO MOTyT TepATb A0 0,5-0,8 KI CO6CTBEHHON HYI0 aKTVBHOCTb MULLEeBapUTENbHBIX COKOB, a TaK»Ke
MbILLIEYHOW TKaHU! romeocTasvpytoLlyto GyHKLUI0 TOHKOW KULWKK;
. MOCNIEACTBUA BEJIKOBO-3HEPTETUMECKON - MpenATcreyerTPaRaloka i IMHEE R
.l\ HEAOCTATOLIHOCTM: B MPOKCUMaJibHble OTAENbl KULWWEYHUKA N YMEHbLLUAET
. PUCK KOHTaMMHALUW Y MHTOKCMKALMN OPraHn3Ma;
— HapyLlleHre NPpoLeCCcoB N1LLIEBAPEHNS; — YBeNMYMBaET Me3eHTepasibHbIN 1 MeYeHOYHbI
' - 3amea/ieHHOe 3aXMBIIeHNe PaH; KPOBOTOK;
'~ 3amepaneHHas KoHcONMAaUMA Nocneonepawyy- — CHVKaeT YacTOTy 3PO3UBHO-A3BEHHbIX MOPAXKEHNIA
{ onmbix PY6LIOB 11 NepenioMoB; PKKT;

— MO3BOMAET OTHOCUTENBHO BbICTPO KYNMPOBaTb
KaTabonmMyeckyto HanpaBneHHOCTb OOMeHa;

— CHVXKaeT CTOMMOCTb JIeYEHA B HECKOJIbKO pa3 Mo
CPaBHEHNIO C NPUMEHAEMbIM NapeHTepasibHbIM

— MOHWMXEeHHaA YCTOVILWIBOCTb K VIH(I)eKLLI/IﬂM,‘
— aHemMwuA, ﬂI/IM(I)OI'IeHI/Iﬂ nrmnonpoTenHeMns;
= 06pa3OBaHVIe OTEKOB;

— CHVIXKeHVe TPaHCMOPTHOW GYHKLMN CbIBOPOTKM UTaHNEM:
’
KposWu. — MOET NPUMEHATbCA B KauyecTBe eANHCTBEHHOrO
WNCTOYHMKA NUTAHUA B TEYEHNE HEOTPAHNYEHHOTO
Mpw BbIGOpPE MeToa HYTPUTUBHOW NOAAEPXKU CIIeAYeT B Nep- BPEMEHM.

BYIO ouepefb MCnosib30BaTh GU3MOMOrMYHBIA NepopasbHbI
1V 30HA0BbIN BapUaHT JOCTABKM NTATENbHbIX BELLECTB, Npu-  [Ipeumyujecmea 3HmepanbHo20 NUMAHUS:

[ep>KMBasCb NPUHUMNA: — MOJSIHOLIEHHbI COCTAB;
«Ecnu XXKT pa6omaem - ucnons3yii ezo, — HUW3KUIN PUCK BOAHO-INEKTPOSIUTHON Neperpy3Kku;
ec/u Hem - 3acmaee e20 pa6omame» — OTCYTCTBUE reMOTPaHCHY3MOHHbIX OCITOKHEHWIA.

BbIBOP METOAA NMPUMEHEHUA SHTEPAJIbHOIO NMATAHUA

CUNUHT 30HAOBOE MNUTAHUE
Heobxoanmoe ycnosue — coxpaHeHue rnoTatenibHon yHK-  [py HEO6XOAMMOCTY MPOBEAEHNA SHTEPANIbHOFO NUTAHKA
LMW U >KenaHne 60/IbHOro NPUHMMATb NMUTATENbHbIE CMECK NPOAOKNTENIbHOCTbIO Oosee 4-6 Hef MOKa3aHO
HaNoKeHVe racTpo- Uan SHTEPOCTOMbI
MOKA3AHUA: MOKA3AHUA
— BblpaXeHHaA obulasn cabocTb; — BblpaKeHHaA aHOpeKCnA;
— HapyLleHue »KeBaTe/IbHOW GYHKLUY; — HapyLWeHnA rMoTaHnsa;

- MJIoXas NPOXOAUMOCTb NMULLEBOAA VI XKENYAKA;
— TAXKEeJbIl aHaCTOMO3UT;

— MPOKCMMAJIbHbIN CBULL;

— KULLEYHbIV CTa3;

— MOpaXkeHne CIN3MCTbIX 060MIoUEK MOJIOCTY PTa U NLLEBOAR;
— Aucdarvs Ha TBepAYIo NULLY;
— CyBKOMMEHCVPOBAHHbIN CTEHO3 BbIXOAHOTO OTAESA XKeNy/AKa;

— WHJEKC Macchl TeNla MeHee 16 Kr/m% — KOMaTO3HOEe COCTOSHIE;
= FVII'IepMETa6OJ1I/ILIECKVII7I FI/II'IepKaTaGOﬂI/BM; — WCKYCCTBEHHaA BEHTUIALNA NErKux;
— paHHsAA peabunuTayms. — nepopasibHas anumeHTauusa MeHee 70 % OT MOTPeOHOCTU.

BaxxHeliweti 3a0ayeli 8 npeodosieHUU OHKO102U4HeCcKo20 3a60/1e8aHUSA A8/19emCs N00OepXaHuUe a0ek8amHoz0 8eca u hompebiie-
Hue 300p0o8ol nuwu, Ymo cnocobcmayem Jiydwieli nepeHOCUMOCMU az2peccusHbIX Memooos mepanuu, ycmouyugocmu
K UHGheKYUOHHbIM 3a60/1e8aHUAM, CHUXEHUIO pUCKA NOC/Ie0NepayUOHHbIX OC/IOXHeHUU, y1y4dueHuto camoyyscmaus. [lo6oyHble
3hchekmbl NO-pPasHOMY NPOABAMCA O/1A Ka0020 pebeHKa U 3a8ucim om op2aHo8 U CUCmemM 0p2aHu3Md, NOCmpaodswiux npu
3abosiesaHul, npoOoKUMeEIbHOCMU U 8UOd JledeHuUs. [lumaHue 8/1usem Kak Ha ¢hu3udeckoe, mak u Ha NCuxu-

yeckKoe cocmosHue pebeHKd, e20 HaCmpoeHue, passumue 4y8cmed 2Hega, mpesoau Usiu Cmpaxa. )
B cnyyasix, Koeda pebeHoK No mem Usiu UHbIM NPUYUHAM He Xouyem, He MoXXem UJiu He O0JIKeH NoJly4yams
00bIYHbIU PAYUOH ecmecmeeHHbIM nymem, Heob6Xxo0UMO UCN016308amb 0ONOHUMEIbHOE Cheyuadsau3u-
po8aHHoe numatue.
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OpuruHanbHble UCCNepfoBaHud

s IETCKOU

OT PEAAKLIMM
0

[oporve apysbs!

B 370M Homepe pybpuka «OpuriHanbHble NCCTen0BaHIA/0630pbl IUTEPATYPbI» N0 MPEATIOKEHINI0 NPUTIALIEHHOTO FIABHOTO pefak-
Topa Homepa npoc. bopuca Bnazumiposiua AdaHacbeBa BbIFABIUT HE0ObIYHO — Mbl IONPOCVAM NPEACTABUTD NIMAEPOB HaNpaB/eHs
(BOI TOUKY 3pEHIA 110 aKTyaNlbHbIM BOMPOCAM TPAHCMIAHTALAI FeMOMO3TUYECKIAX CTBOMOBBIX KNeToK. Konnernn oTcTamBany cgoto
TOUKY 3peHis NOHPABUBLUMMCA M CNIOCOBOM — 3T0 OPUTAHATIbHbIE CTaTbit, NIM60 MaTepHabl B GopMaTe «TouKa 3peHIs».

B 310M HOMepe B dopmare "pro et contra” 06cyxaatoTca 2 Bonpoca. 1. [annouaeHTUUHaA TPaHCMIAHTALMA FeMONo3TUYECKIUX
CTBOJOBBIX KIIETOK — BO3MOHbIe MOAX0/bI K YyULLeHI0 pe3yNbTaToB Tepanii. 2. TpaHCMNaHTaLua remono3Tiyeckix cTo-
NOBbIX KNETOK NaLyeHTaM ¢ CUHAPOMOM [ypriepa — KaKoli pexim nenonb3oBaTb? C NOMHOI WM CHUXEHHOI MHTEHCUBHOCTbIO?

Hageemca, uto NpefCTaBNeHHbIA BAPUaHT 3aKPENIUTCA B HaLLeM XypHane 1 6yaeT 1 fanblue WKPOKO UCMonb3oBaTbeA. YuTali-
Te, 06CyailTe, NpUHUMAliTe yuacTue B Anckyccun!

Jlenneuus anbtha/6ema-T-numdoyumo - HagexHaa nnamdgopma
ANA pasBumusa mpancniasmayuu remono3muYeckux cmsoioBbIX KNemoK
OM rannoueHMuYHbIX JOHOPOB

M.A. Macuan
OIRY «DHKII] ITOU um. JImumpus Poeaueea» Munzopaea Poccuu; Poccus, 117198, Mockea, ya. Camopor Mawena, 1

Konmaxmmuuvie dannvie: Muxaun Anexcandposuu Macuan mmaschan @yandex.ru

B mamepuane npedcmasneno muenue 06 sgpghexmuernocmu denneyuu arvpa/bema-T-aumepoyumos, Kax HadexcHou niamgopme 0
Dazeumust MpaHcnaaHmayuu cemonosmuyeckux cmeonogvlx kaemok (TICK) om eanaoudenmuunsix donopos. [Ipedcmasnenst ucmopuyeckue
acnekmol pazpabomKu U ONMUMU3AUUY Memoda, a maKdice npeumyuecmea 0anHoeo uda denaeyuu Ha cogpemennom smane. [loxazana
aghghexkmusrocmov denneyuu anvpa/bema-T-arumpoyumos kax cnocoba 3Ha4UMOLL peOyKUUU ONACHOCMU PEaKyuu «<mpaHCHAAHMAam npomue
X035UHa» U, C1e008AMENbHO, UHPEKUUOHHbIX ocrodcHeruil. Mamepuan npedcmasiaen @ popmame «1UMHOE MHEHUE» U OMPaxicaem no3Uyu0
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Depletion of alpha/beta-T-cells is a robust platform for haploidentical hematopoietic stem cell transplantation results improvement
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An opinion on alpha/beta-T-cells depletion as effective platform for haploidentical hematopoietic stem cells transplantation (HSCT) is presented
in this article. Historical aspects of the method development and improvement, advantages of this type of depletion in the modern era are
presented. Effectiveness of alpha/beta-T-cell depletion for significant reduction of the risk of graft-versus-host disease and infection
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JTETCKOU

HOAro

TpaHcrIaHTalMsI TeMOMO3TUYECKUX CTBOJIOBBIX KJIe-
Tok (TT'CK), Kak MeauumuHcKasi TEXHOJIOTUS, 3aHUMAaeT
0c000€e MECTO B TepalleBTUYECKOM apceHasie IeTCKOM re-
Martojoruu/onkosoruu. C ogHoit croponbl, TTCK sBsi-
eTcs Oe3aJbTepHAaTUBHBIM CTaHAAPTOM JICUCHMS psiia ar-
PECCUBHBIX TeMO0JIaCTO30B, CUHAPOMOB KOCTHOMO3TOBOI
HEIOCTaTOYHOCTU M BPOXKIEHHBIX UMMYHOAE(hUIIUTOB,
¢ npyroii croponbl, TT'CK ocTaercst MmeTomoM, accolum-
POBaHHBIM C BEICOKMM PUCKOM Pa3BUTHS TSLKEIbBIX, TOAYAC
WHBAIMIU3UPYIOIIMX M CMEPTEIbHBIX OCJIOXHEHUIA.
C TOUKM 3peHUs OpraHU3aluY 3APaBOOXPaHEHMS TIIaBHOM
npodaemoit TICK kak MeToga sBseTCsS orpaHUYEeHHAas
JIOCTYITHOCTb, T. €. (haKTUUecKasi HEBO3MOXKHOCTb BbITTOJ-
HEHMSI TPaHCIIAHTALlMM BCEM HYXXKITAIOIIMMCSI B ONTH-
MaJIbHbIE CPOKM T10 OTHOIIEHMIO K PEMUCCUU OCHOBHOTO
3a00JIeBaHUSI M1 COMAaTUYeCKOMY cTaTycy nmauueHTa. Ocras-
JISI 32 paMKaMM OOCYKIEHMSI KPUTUUYECKYIO CUTYALIMIO
C KOJIMYECTBOM TpaHCIUIAaHTAaLIMOHHBIX KoeK B Poccuiickoii
®denepaliui, OTMETHM, YTO UCTOPUYECKHU KITIOUYEBBIM (hak-
TopoM, ormpeaesomuM noctymHocTs TI'CK, sBasmock
Hamnuue HLA-CcOBMECTUMBIX MOHOPOB, OMpenesseMoe
neMorpaduveckoil cuTyalueil, HaaludueMm, pa3MepoM
U 3THOT€HETUYECKOU CTPYKTYPOI PETUCTPOB HEPOIACTBEH-
HBIX TOHOPOB. DTO OrpaHUYECHUE CBSI3AHO C TEM, UTO
MMEHHO COBMECTUMOCTb MO aHTUI€HAM IJIABHOTO KOM-
IJIeKca FTMCTOCOBMECTUMOCTU Ha paHHUX 3TaraxX pa3BUTHUS
TT'CK 6bu1a ipr3HaHa HEOOXOAUMbBIM YCIIOBUEM JIJIST YCTIe-
Xa TpaHCIUIaHTallMM OT AJIZIOTEHHBIX POJACTBEHHBIX, a 3aTEM
U HepoJCTBeHHBbIX ToHOPOB. [Tapagurma HLA-coBmecTu-
MOCTH JIETJIa B OCHOBY CO3[aHUsI PeTMCTPOB HEPOACTBEH-
HBIX JOHOPOB, CYMMapHO OOBEAMHSIOIMX CETOMHS daH-
HbIe 0oJiee YeM 25 MIJIH BOJIOHTEPOB U3 IECSITKOB CTpaH.
B cTpaHax ¢ pa3BUTBIMU peTucTpamMu 3 GHEKTUBHOCTD MO~
HCKa HEPOJICTBEHHOTO JOHOpa JocTuraet 85 %, a MeauaHa
IIMTETbHOCTU TTorcKa — 45 THeil. DTU JaHHbIe 3aCTaBIsI-
0T IyMaTh, UTO CO3JaHUE KaUeCTBEHHBIX HallMOHAJIbHBIX
PETUCTPOB SIBJISIETCST KITIOYOM K 00ECIIeYeHHUIO JOCTYITHO-
CTU TpaHCIJIAHTAIlMM KaK METO/a, OMHAKO BMECTEe C pa3-
BUTUEM PETUCTPOB HEPOACTBEHHBIX TOHOPOB IPHUIILIO
MMOHMMAaHUE, YTO STHOTCHETUUECKUI COCTaB JOHOPCKOTO
IyJla He BCeTaa TOYHO OTpaXkaeT 3THUYECKYIO CTPYKTYpPY
HaceJIEHUs CTpaHbl. DTO CYLIECTBEHHO CHMXKAET LLAHChI
Ha UASHTU(hUKALIMIO COBMECTUMOTIO TOHOPA ISl 3STHOCOB,
OrpaHUYECHO MPEACTABICHHBIX B PETUCTPaX B CUIIY COLIUO-
KYJBTYPHBIX TpU4YuH. KpoMe Toro, B peaTbHOCTH IJIUTEIb-
HOCTh TPAHCTPAaHUYHOIO TIIOMCKa JOHOpa COCTaBIISIET
B CpEIHEM OKOJIO 3 MeC, UTO PE3KO OCJIOKHSET TJIaHUPO-
BaHMe TPaHCIUIAHTALUI U BeleT K (haKTUUECKOM CeNeKIINN
MaIMeHTOoB, T. €. 0TOOPY Ha TPaHCIUIAHTALIUIO OT HEPOACT-
BEHHOTI'O JOHOpPA MallMeHTOB ¢ OoJiee OJaronmpUsTHBIM Te-
YeHMEM OCHOBHOTO 3a00JieBaHUs U JIYYLIUM COMaThye-
CKUM CTaTyCOM. CosznaHue HallMOHAJTBHOIO
pErucTpa — JOPOTrOCTOSIIMMI 1 JOJITUM IIPOLIECC, HE pellla-
0Lt BOITPOC TOCTYITHOCTU TPaHCIJIAHTALIMK B ITEPCIIeK-
TUBE HECKOJIbKMX JieT. Pa3zBuTue TpaHCIUIaHTALIMU ITYTIO-
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BUHHOM KPOBM MO3BOJMUJIO B ONPEICICHHON CTEIEeHU
OTCTYIIUTb OT XKeCTKUX TpeboBaHuit K HLA-coBMecTUMO-
CTU TpaHCIUIaHTaTa, OTHAKO €CTECTBEHHOE OrpaHUYCHUE
JIO3bI KJIETOK B 00pa3liax MyImOBUHHOUN KPOBHU JeJIaeT 3TOT
METOJl OTHOCUTEJIBHO CJIOXKHBIM B IPUMEHEHUH, OCOOEHHO
B TOITYJISILIMU B3POCIIBIX MALIMEHTOB, TaK KaK YCIeX TpaHC-
TUIAaHTAlUU TIPSIMO KOPPEIUPYET C 10301 reMOIo3Thye-
CKMX MpeAIIeCTBEHHUKOB B TpaHcIUiaHTate. Heobxonumo
OTMETUTh TaKXKe, UYTO PsIi TEXHUUECKMX OCOOCHHOCTEM
TpaHCIJIAHTALlMM ITYIIOBUHHOI KpOBH, B IEPBYIO Oue-
penb — OTCpOUYEHHAsT MUETIOPEKOHCTUTYLIMSI, HeOIaronpu-
SITHO CKa3bIiBaeTcsl Ha 3(P(PEKTUBHOCTU MCIOIb30BAHUS
TPaHCIUIAHTALMOHHBIX KOEK, HeN30eXKHO YBEIUIMBAsI CPe-
HUN KOWKO-JAEHb U CTOMMOCTb CTallMOHAPHOIO 3JTara
TI'CK.

B 3HauMTeNIbHOI CTENEHN HEOOXOAUMOCTh YBEIUUNTD
JMOCTYITHOCTb TPaHCIUIAHTALMM JUISI BCEX HYKIAIOIIUXCS
MalMEHTOB SIBWJIACh INIABHBIM JIpaiiBepOM pa3BUTHS TPAHC-
TUIaHTAllUU OT TaITOUAEHTUYHBIX TOHOPOB.

HcTopus vcnoib30BaHus TaIIOMIEHTUYHBIX JOHOPOB
HaCYMUTBIBAET OoJiee Tpex AecATuneTnii. Uctopuyecku ra-
TUIOMICHTUYHAS TPaHCIUIaHTAallMs 3apeKOMEeHI0Ba1a ceOst
KaK METOJI, COTPSKEHHBIN ¢ HauboJee TSKETbIMU OCTOXK-
HeHusMu. [1pu ucnonb3o0BaHMU CTaHAAPTHOM (hapMaKo-
JIOTMYECKOU UMMYHOCYIIPECCUBHON Tepalny pUCK Pa3BU-
TUSI peaklMu «TpaHCIUIaHTaT MpOoTUB Xo3sguHa» (PTIIX)
III-1V crenenu cocrapisii 10 50 %, BEepoSITHOCTh OTTOP-
JKEHMSI TpaHCIIaHTaTa — 6osee 15 %, TpaHCIUTAHTALIMOH -
Hast CMepTHOCTb — Oosiee 40 %. PaKTUYEeCKU rarIouaeH-
TUYHBIC TpaHCIUIAHTALlMM B paMKax CTaHIApPTHBIX
npoTokoJioB npodunaktuku PTIIX cranu B onpeneyneH-
HOM CTENEHU MaprMHAJIbHOM TEXHOJIOTUEM, TepaIIuei «I10-
CJIeHEN HAIEXKIbl» C TOCTATOYHO Oe3HAIEKHBIMU PE3YJIb-
TaramMu. OJHOBPEMEHHO C TMEPBBIMU KIWMHUYECKUMU
yCIIeXaMM aJUIOreHHOM TpaHCIUIAHTALMM KOCTHOIO MO3ra
Mpou3olia paciiMdpoBKa OMOJOTHYECKUX MEXaHU3MOB
aJlJIOPEaKTUBHOCTU M MAeHTUUKauus T-1uMpoimToB
Kak rnaBHbIX a(ppekTopoB PTIIX. OueBUIHBIM ClIeICTBU -
€M 3THUX MCCJIENOBaHUI CTalo pa3BUTUE TEXHOJOTUU Je-
mieuyn T-TuM@OLIMTOB KakK MeTona TpodMIaKTUKKU
PTIIX. Unes T-nennennu Oblia MpeaioXeHa B CepeaHe
1980-x ronoB. TexHuuecku ynaneHue T-1umMdoIUTOB U3
KOCTHOTO MO3Ta OCYILECTBIISUIOCH C ITOMOIIIBIO (hpaKIIio-
HUPOBAHUS Ha OCHOBE (DM3UUECKUX XapaKTePUCTUK. DTa
METOIMKa MO3BOJIsIa 1OOUThCS Aeruieuu T-1umM@ouToB
10 2 log. OCHOBHBIM Pe3yJIbTaTOM MEPBBIX KIUHUYECKUX
HUCCIIeIOBaHUI C UCIIOJb30BaHUEM ex vivo T-merienuu
SIBUWJIOCH TPUHIUIHATBHOE JOKA3aTeIbCTBO BBICOKOM 3h-
(eKTUBHOCTU MeToa B KauecTBe npodunaktuku PTITX.
Opnako, omumo PTIIX, 6uonormyecku T-kinertouyHast
aJUIOpPeaKTUBHOCTh aCCOLIMMPOBAHA C PSIIOM KeTaTeIbHbIX
9 GhEeKTOB TpaHCIIAaHTAIlMM, TaKUX KaK TMPYXKUBICHUE
(graft-facilitating activity) u peakuust «TpaHCIUIaHTAT MPO-
TUB JieliKeMun». UMEHHO B CBSI3U C 3TUM, HECMOTpsI Ha
ycnex B mpogunaktuke PTTIX, oO1iue pe3yasraThl ramio-
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WIEHTUYHBIX TpaHCIJIaHTalMi Ha 0a3e T-aerienuu octa-
BaJINCh HEOJArONMPUSTHBIMU. [JTaBHBIMU TTPUYMHAMU He-
yaay SIBJISUTMCH MepBUYHas HEIOCTaTOYHOCTh
TpaHCIUUIaHTaTa, YBEJIWYEHME pHUCKa peluauBa TIeMO-
0y1acTo3a, 0COOEHHO BBhIPaXkEHHOE MPU XPOHUUYECKOM MU-
eJloJieiiko3e, U pUCKa Pa3BUTHUS OINMOPTYHUCTUUECKUX
nHbpexkuuit. Crienudpuyeckoii nmpoodiaemoit T-aemneTupo-
BaHHBIX TPAHCIUIAHTALIUI CTaJI0 pa3BUTUE TTOCTTPAHCILIAH-
TalIMOHHOI JUMdoIpoaudepalii, acCoUUMpPOBaHHOMN
¢ Bupycom DmteitH—bappa (DBB-ITTJI3), Tak Kak cenek-
TUBHOE yaajieHue T-muM@ouUTOB U3 TpaHCIIJIaHTaTa BeJlo
K MOTepe MMMYHOJIOTMYECKOT0 Ha30pa 3a mysioM DbB-nuH-
¢upoBaHHBIX B-TMM@OLNTOB, NX HEKOHTPOJUPYEMOI
npoardepalnu U 3T0Ka4eCTBEHHOM TpaHCHOpMaLIMK.
CrenyoiuM 3TarioM pa3BUTUSI TEXHOJOTUU ex Vivo
T-nerteruu crana no3uTuBHas cenekiys CD34-mo3uTus-
Ho# (pakiuu. JlaHHas TEXHOJOIMs pa3BUBaJach B cepe-
nuHe 1990-X ronoB B HECKOIbKUX aKaleMUUECKUX IIEHTPax
EBpornbl u CILIA, Hanbonee MHTEHCMBHO B YHUBEPCUTETE
[lepymxu, yHuBepcutete TroOuHreHa 1 MemopuaibHOM
oHKosiornueckoMm 1eHTpe «CnoaH KerrepuHr» B Hrbio-
Nopke. MeTox 0OCHOBaH Ha BBICOKOA(h(EKTUBHOI MO3M-
TUBHOU UIMMYHOMArHUTHOM CEJEKLIMU TeMOIO3TUIECKIX
CTBOJIOBBIX KJIETOK ¥ pAHHUX MUEJTOMIHBIX TPEAIICCTBEH -
HUKOB. B pesynsraTe mpolieaypbl INIyOMHA AETUICIIUMN
T-nmumbounroB gocturaet > 4,5 log, a no3a T-mumdonu-
TOB B TPaHCIUIAaHTaTe COCTaBJISIET HECKOJIBKO ThIC. KJIIETOK
Ha Kr Macchl Tena. Ilyookas T-gerenust obecrieumBaeT
MpakTUYeCKU TOJHBIA KoHTposab PTIIX, a memieuus
B-numpounTtoB — agpdekTuBHYI0 MpodunakTuky DbB-
ITTJI3. OnHoit u3 ocobeHHocTeit CD34-cenekiuu sIBsi-
eTcs Majiasi CyMMapHasi KJIeTOYHOCTb, U KaK CJIEACTBUE —
PUCK TIEpBUYHOM HEIOCTAaTOYHOCTM TpaHCIUIaHTaTa.
[l1aBHBIM pe3yIbTaTOM CepUM UCCACIOBAaHMI CTala IEMOH-
cTpauys MPUHLIMITAAIbHON BO3MOXXHOCTH TTOJTHOTO KOHT-
poasa PTTIX npu TpaHCIIIaHTaLMK OT AOHOPOB, HECOBME-
CTHUMBIX IO OTHOMY TaIUIOTHUITY, YTO CaMo 10 cede SIBUIOCH
orpoMHbIM ycrexoM. Cpeau BaxKHEMIITMX HaXOJOK 3THUX
KJIMHUYECKUX UCCAeIOBaHUI — MOATBEPKACHNE TTOCTY TN -
POBaHHOrO B J1JaOOpPaTOPHBIX 3KCcHepuMeHTax addekTa
«Merazio3bl» CTBOJIOBBIX KJIETOK, T. €. HEOOXOAUMOCTH UC-
MOJIb30BaHMs BRICOKUX 103 (> 10 X 10°/Kr) mis obecneye-
HUS IPUKUBICHUS TpaHCIUIaHTaTa. BTopoii LieHTpaibHOM
HaXOIKOH CTaJlo MOKa3aTeJbCTBO BIMSHMS Ha UCXOHd
TpaHciianTtanmu NK-amnopeatuBHoctu. Tak, coriacHo
naHHbeIM F. Aversa et al., cmocooHocTh NK-Kj1eTok foHOpa
3((HEKTUBHO aTakoBaThb KJIETKU-MUILIEHU PELUMUITMEHTA
acCoLIMMPOBaHa C CYIIECTBEHHBIM CHUXKEHHUEM PUCKa pe-
LIUAMBA TIPU OCTPOM MUeI00IacTHOM Jieiiko3e. Hepaspe-
LLIEHHO#1 Mpo0JIeMOoi1 ocTaBanach MO3AHSISI UMMYHOPEKOH-
CTUTYIIMsI, OCOOCHHO B MOMYJISILIMU B3POCIIBIX MallMEHTOB
C €CTeCTBEHHOI MHBOJIIOLIMEI TUMYCa, a TAKXKe HEOOXOI1 -
MOCTb UCITOJIb30BAaHUSI MHTEHCUBHOTO PEXKMMa KOHIUIIY -
OHMPOBAHMS JIsI 00CCIIeUeHUS TIPYKUBICHUST MaIOKJIe-
TOYHOTO TpaHCIJIaHTaTa. [J1aBHOW NPUYMHONM Heygay
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TpaHCIUIAaHTAlIMU SIBUIMCH OMIIOPTYHUCTUYECKHE MHDEK-
LIMY, @ PUCK TPaHCIUTAaHTALOHHON CMEPTHOCTU COCTaBUJI
10 40 %.

Jlornuecknum pasBuUTHEM BTUX pabOT cTaja TMpeaio-
xkeHHas R. Handgretinger TexHonoruss CD3/CD19-neme-
uu. LleHTpaabHOI uaeeli TEXHOJIOTUM SIBIIETCSI COXpaHe-
Hue B TpaHcriaHtare NK-KJIeToK M MUETOMIHBIX
MPEIIIECTBEHHUKOB U KOMOMHAIIMS HEraTUBHOM neruie-
uu T- u B-mumdoruTos ¢ nenbio npodunakruku PTITX
1 OBbB-ITTJI3 cooTBeTCTBEHHO. ABTOPBI METOAMKM TT10OJIa-
raJii, 4YTO BbICOKasl KJIETOYHOCTh TpaHCILIaHTaTa 00JIerIUT
MpPWKUBIEHUE, a BbicoKast 103a NK-K1eToK yBeJTUYUT Mpo-
TUBOJIEHKEMUYECKYI0 aKTUBHOCTh. CpaBHeHUE HaHHOI
texHosornu ¢ CD34-cenexiueii mokasano, 4to 3¢ (GHeKTUB-
HOE MPIDKUBJICHUE BO3MOXKHO MPU MCIOJIb30BAHUM OTHO-
CUTEJIbHO HEMHTEHCUBHBIX PEXKMMOB KOHIULIMOHMPOBAHMSI,
OCHOBaHHBIX Ha KOMOMHaUMKU THOohochaMuaa 1 Mendaa-
Ha, 0e3 UCMOJIb30BaHUsI TOTAJILHOTO 00ayueHus tenaa. Of-
HOI U3 BaXKHBIX HAXOMOK CTaJO0 paHHEE BOCCTAHOBJICHUE
TPaHyJIOLUTAPHOIO M TPOMOOILIMTAPHOIO POCTKA, CBSI3aH-
HOE, BEPOSITHO, C BEICOKMM cofiepKaHeM KOMMUTHUPOBAH-
HBIX TIPEIIIECTBEHHUKOB B TpaHCIUIaHTaTe. Bmecte ¢ Tem
kauectBo npodunaktuku PTITX Obl10 CHIUXKEHO, UTO Ya-
CTUYHO OOYCJIOBJIEHO MeHee 3(D(EKTUBHOI, B CpaBHEHUM
¢ CD34-cenexuueii, gerneuneit T-mumdouTos.

OIHOBPEMEHHO ¢ KIMHUYECKUMU HCCACHOBAHUSIMU
CD34-cenekuun u CD3/CDI19-geriennin  MoOsSIBUIUCH
MHOTOYMCJICHHbIE MCCIeI0BaHMsI, YKa3blBaloOlI1e Ha I10-
TEHIIUATbHYIO POJIb MOMYISLUMU T-TUM(bOLUTOB, HECYIITNX
ramMma/nenbra T-KJIeTOUHBIM pelernTop, B IPOTUBOOITYXO-
JIeBOM UMMyHUTeTe. Onupasich Ha 3TU TaHHbBIC U PE3YJIb-
TaThl KJIMHUYecKoro npumeHeHuss CD3/CD19-nemenyu,
R. Handgretinger et al. pa3paboTaiay HOBYIO METOAMKY 00-
pabotku TpaHciianTtata — TCR anbda/6eta u CD19-ne-
ienuio. B ocHoBe MeTOAMKHU JIEXKUT MOHOKJIOHAJIbHOE
AHTUTEJIO, CEJICKTUBHO CBSI3bIBAIOIIEECS ¢ KOHCTAHTHBIM
y4yacTKoM ajibda/6eta T-KJIeTOUHOTO pelernrtopa U OnTU-
MU3UpPOBaHHasI CUCTEMa MEUEHMUSI, TTIO3BOJISIIONIAsT YBEIH -
YUTh HArPY3Ky MarHUTHBIX HAHOYACTUIL Ha KJIeTKY. ONTH-
MU3aLNS METOIUKU Mo3BoJIMIa YBEJIUYUTh
a(dEeKTUBHOCTD ACTICIIUU 00 MoKa3aTens > 4,5 log, co-
MOCTAaBUMOTO C aHAJIOTUYHBIM MTapameTpoM CD34-cenek-
LMK, B TO BpeMsl KakK mokaszaTelb coxpaHHoctu CD34
B TpaHCIUTaHTaTe moBbicuicsa 10 > 90 %. B pesynsrate
TCR anbda/6eta u CD19-aemieniiu hopMupyeTcs: TpaHC-
TUIaHTaT C BBICOKMM COIECPXKaHHWEM CTBOJIOBBIX KJIETOK,
KOMMUTHMPOBAHHBIX MUEJIOUAHBIX MPEAIIECTBEHHUKOB,
NK-kieTok 1 ramma/nensra T-1uM@oIuToB.

Metonuka TCR anbda/6eta u CD19-nerennu crana
KoMmMmepuecku aocTyrHa B 2011—2012 rr., 1 B 3TOT NepUO/,
OB MHULIMMPOBAHBI ITePBbIe KITMHUIECKUE UCCIIeI0Ba-
HUs y neTell B yHuBepcuTeTe TroOMHIeHa, YHUBEPCUTETE
Puma u ®HKI ATOU nm. Imutpust Porauesa. B @HKILI
ATON wm. Imutpust PoraueBa B nepuon 2012—2014 rr.
O0bU10 BhIMOHEHO OoJyiee 100 rarIoMIeHTUYHBIX TpaHC-
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IJIAHTALMi C MCIIOJIb30BaHUEM HOBOTO METOJA IIPOIIEC-
CHUHTa TpaHCIUIaHTaTa. MICTOYHMKOM TpaHCILIaHTaTa BO
BCEX MCCIICIOBAHUSIX SIBJISIIOTCS] CTUMYJIMPOBAHHBIC TPaHy-
JIOUUTAPHBIM  KOJIOHUECTUMYJIUPYIOIIUM  (haKTOPOM
(I'-KC®) cTBONOBBIE KIIETKM MepUPEpPUIECKOil KPOBH,
OJIHAKO CYIIECTBYIOT OIpeAe/eHHbIC OTJINYUS B COCTaBe
KOHIUILIMOHWPOBaHUSI, B YaCTHOCTU B UCITOIb30BaHUU TO-
TaJbHOTO OOJYYeHHUsI Tejla IpU OCTPBIX JICHKO3ax
U B OTHOIIIEHUY BUJA, T03bl X TAUMUHTA BBEACHUS aHTHU-
TUMOLIMTApHOIO I100yanHa. Ony0IMKoBaHHBIE PaHHUE
pe3yJIbTaThl 1 COOCTBEHHBIM OMBIT CBUIETEILCTBYIOT O Psi-
JIe CYILLIECTBEHHBIX MO3UTUBHBIX 3((HEKTOB, aCCOLIMUPO-
BaHHbIX ¢ TCR anbda/6era u CD19-gerenveit. K nau-
0osiee 3HAYMMBIM CJIeIyeT OTHECTH 3(PEPEKTUBHOCTh
MPUKUBJICHUS TpaHcIaHTaTa, KoHTpoab PTITX u Hus-
KYIO0 TpaHCILIAaHTAllMOHHYI0 CMEPTHOCTh. TaK, COIJIaCHO
manaeiM @HKI JITOU um. Imutpus PoraueBa, BeposiT-
HOCTB ITEPBUYHOTIO MTPYKUBIIeHMS TTpeBbIiacT 95 %. Cpen-
HUI  CPOK  BOCCTAHOBJICHUSI  TPaHYJIOLIMTAPHOIO
U TPOMOOLIMTApPHOTO POCTKa cocTaBisieT 14 m 15 mHeit
COOTBETCTBEHHO, a B coobmeHusx R. Handgretinger
u E Locatelli — oxojnio 10 gHei, 4To 00yCIOBIEHO CUCTE-
Matnyeckum rcnosb3oBanreM I'-KC®. Yacrora pa3Buts
octpoit PTIIX II-IV crenenn Bapeupyet ot 0 1o 35 %,
a tsokesoit PTTIX I11 ctenenn He nipesbiiaer 15 %. Bapu-
aruu B yactote PTIIX 00ycioBieHbI, BEPOSITHO, PEXKMMOM
HCIIOJIb30BAHUSI aHTUTHUMOLIMTAPHOTO [JIOOY/IMHA, a TAKXKE
JIeTAIIMU KOHAMIIMOHUPOBAHMS, B YACTHOCTU — IIpUME-
HeHUeM puTykcuMaba B paboTtax yHuBepcuTeTa Puma. Bo
BCEX COOOIIEHMSIX IIoKazaTeslb TpaHCIUIAaHTALMOHHOMN
cMepTHOCTH He npeBbiaet 10 %, ciaydau paHHeid cMepTH
HUCKJTIOUUTEIbHO PEIKH, UTO MOXKET OBITh OOYCIOBJICHO KaK
BBIOOPOM PEKMMOB KOHIUIIMOHMPOBAHMS, TaK U BKJIAJIOM
AJJIOPEAKTUBHOCTH B «KJIACCUYECKME» ITPOSIBIICHUSI OCTPOI
TOKCMYHOCTU TPAHCIUIAHTALIMM, TaKue KaK CUHIPOM 00-
CTPYKIIUM CUHYCOMIOB (BEHOOKKIIIO3MOHHAsI OOJIe3Hb),
OCTpOE TIOBPEXICHUE JIETKMX, CUHAPOM ITOBBIIIICHHOMI
MPOHUIIAEMOCTU KaNWLISIPOB U ap. OQHUM U3 TTO3UTUB-
HbIX 3(P(HEKTOB SIBISIETCS OTHOCUTEIbLHO PAHHSSI PEKOH-
CTUTYLHMSI KOJMYECTBEHHBIX IOKa3aTeeil KIETOYHOIO
MUMMYHHUTETA, B YaCTHOCTU — conepxkaHust NK-kierok
u T-numdbormToB. BocctaHoBneHMe MTokasareseit T-1uM-
¢ourTOoB 00YCIOBIEHO, B OCHOBHOM, 3KCITaHCHEH ramma/
nenbTa-T-TMM@GOLIMTOB 1 OJIMTOKJIOHATLHOM 9KCITaHCHUEH
pesuayanbHbIX anbda/0eta-T-TMMGOLIMTOB, COXpaHUB-
LIKMXCS B TpaHCIIaHTaTe. BMecTe ¢ TeM, He0OX0AMMO OT-
METHUTh, UTO PereHepals IMpoKoro penepryapa T-1um-
¢ouuToB orcpouyeHa no +150-ro gHsI, Korma Io Mepe
BOCCTaHOBJICHUSI TUMUYECKOI (DYHKIIMU ITPOUCXOINUT BOC-
CTaHOBJICHUE CYONMOMyISLUil HAaUBHBIX T-TUMGbOILIMTOB.
Takum oOpa3oM, B MepBbIe MECSILIBI TTOCIe TPaHCIIJIaHTa-
LIMU COXPAHSIETCS BBICOKMI PUCK PAa3BUTUS TSKEIbIX BU-
PYCHBIX MH(MEKIIMIA, B TIEPBYIO 04epeb — LIUTOMETaJI0BU -
pycHOli UM aneHOBUpYcHOM wuHdekuuu. B 1emom,
TpaHCIJIAHTAllIMOHHAsI CMEPTHOCTh B 3HAUMTEJbHON CTe-
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TeHU 00YCIOBJIeHa UMEHHO 9TUMM ITaToreHaMH, 0OCOOEHHO
afeHOBUPYCHOM MH(bEKIIMEH, (hapMaKOJIOTMYeCKUit KOHT-
pOJIb KOTOPOIi KpaliHe 3aTpyAHEH, a (yIbMUHAHTHOE Te-
YeHME OrpaHNYMBAET BO3MOXHOCTD YIIPEXXIalolieil Tepa-
NUY,  TPAgUMLIMOHHOM IS  LUTOMETAJIOBHUPYCHOM
nHpekunu. Kak 1 mpu Bcex TeXHUYECKUX BapyaHTax ajl-
JIOTEHHOM TpaHCIUIaHTAllMM B MIeAMaTpUU, TJIaBHOM MpU-
YUHOM HeycIiexa TpaHCIUIaHTalMU TIpU remMobjacTo3ax
octatorcs peunausbl. B orbire @HKIL ATOU um. Imut-
pus PoraueBa KyMyJISITUBHBII pUCK PELIUAMBOB BapbUpPyeT
ot 20 % 1ipu ocTpoM MUeI00acTHOM Jieliko3e 1o 40 % npu
ocTtpoM JaumMdobacTHOM Jeliko3e. Pa3zdopoc B yacTore pe-
LIUAMBOB MOXET OBbITh OOYCJIOBJIEH KaK OMOJIOrMYeCcKOil
YYBCTBUTEJIBHOCTBIO COOTBETCTBYIOIIMX (OPM OCTPBIX
JIeiiko30B K NK-aniopeakTMBHOCTH, TaK U COCTaBOM KOH-
TUIIMOHUPOBAHMUS, TOUHEE HEIOCTaTOUYHOM 3(h(PeKTUBHO-
CTBIO XUMHOTEPANIEBTUYECKOTO KOHAUIIMOHUPOBAHMS IIPU
OJIJI B KOHTEKCTe TpaHCIJIAHTALIMU C «OTKJIOUEHHOI»
T-kneToyHoit aniopeakTUBHOCTHIO.

Takum obpas3oM, JajbHelillee COBEpIIEHCTBOBAHUE
rarIouICHTUYHOM TpaHcrianTaiuu Ha riatdopme TCR
anbda/oera u CD19-geruieniy A0KHO BKIIIOYATh 00ec-
MeYeHne KOHTPOJIsSI BUPYCHBIX MHGMEKIIMI A0 MOMEHTa
MOJHOLIEHHOU (PYHKIIMOHAIBHON MMMYHOPEKOHCTUTYLIUU
U MpeIoTBpalllcHUE PeLMANBa ITPU TeMo0IacTo3ax.

C TOUKHM 3peHus MPOPUIAKTUKN BUPYCHBIX MH(MEKIINIA
oIpee/IieHHbIe HAIEKIbl BO3JIaraloTCs Ha HOBbIE MTPOTH-
BOBUPYCHBIE MpeTapaThl, B YaCTHOCTU — brincyclovir, mo-
Ka3aBILIMI BHICOKYIO 3(()EKTUBHOCTb U HE3HAYUTEIbHYIO
TOKCUYHOCTh MPU MPODUIAKTUISCKOM TPUMEHEHUH 110~
cJie aJIJIOTeHHOM TpaHCIUtaHTauu. PazpabaTeiBaioTcs Me-
TOABI aIONTUBHON KJIETOUHON Tepanuu 1 MpoOUIaKTUKU
BUPYCHBIX MH(MEKIIMIT Ha OCHOBE CEJICKIIUU U ex Vivo dKC-
MaHCUU BUPYC-CIEHU(PUUHBIX JOHOPCKUX JUMOOIIUTOB,
a TakxKe TepeHoca IITMPOKOTro NMMYHOJIOTMYECKOT0 perep-
Tyapa, acCOLIMMPOBAHHOTO ¢ T-kaeTkaMu naMsITu. OKOH-
YaTeJIbHOE MECTO KOHKYPUPYIOIIMX TEXHOJIOTUI KOHTPOJIS
BUPYCHBIX MH(MEKIIUI OyIeT OnpeaesiThes He TOJBKO (-
(bEeKTUBHOCTbHIO, HO U pHIHOYHBIMU (paKTOpaMMU.

B oTHollIeHMM KOHTPOJSI PELMAMBOB HaWOOJbIINE
HaIeXObl CBSI3aHbl C BHEAPEHWEM TapreTHON Tepamuu
U HOBOTO ITOKOJICHYSI UMMYHOTEparneBTUIeCKUX MOIXOI0B,
HanboJiee BaXKHBIMU U3 KOTOPBIX SABJISTIOTCS OMcnieuduy-
HbIC aHTUTEJIa, TaKue KaK OJJMHAaTyMOMa0, ¥ TeHETUYECKU
monudupoBaHHble T-nmumdonutel (chimeric antigen
receptor (CAR)). LleHTpanbHBIM MEXaHU3MOM TapreTHOM
MMMYHOTEPAIUU SIBJSIeTCS TIepeHarpaBieHIe IIUTOTOKCH -
YeCcKOM aKTUBHOCTU T-TMMGOLIMTOB € TTOMOIIBIO aHTUTE-
HOB, 3KCIIPECCUPOBAHHBIX Ha OIYXOJIEBBIX KJIETKaX M He
9KCMPECCUPOBAHHBIX HA KPUTUYECKUX TKAHEBBIX CTPYKTY-
pax. [lepBbie pe3ynbraThl IpUMEHEHUS OUCTTEU(DUIHBIX
antuten u CAR-T-knetok npu B-nmHENHHBIX Jeiiko3ax
rnokaszanu 0ecrpeleaeHTHYIO 3P (MEeKTUBHOCTb 3TUX METO-
noB. BormpocoM Orxaiiiiero Oymyiero sSiBisieTcsl uxX mpa-
KTUYecKasi MHTeTrpalus B CUCTEMY Tepalii reMo0J1acTO30B
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BBICOKOTO pucka. Mcxomss M3 MexaHW3MOB aKTMBHOCTU
TapreTHOI UMMYyHoTepanuu, TpaHcruianTauus ¢ TCR anb-
(ha/6era u CD19-nennenneii BO3MOXKHO SIBJISIETCS] UI€alTb-
HO# maaTGOpMOii ISl BHEIPEHUST TaKUX TTOAXOAO0B, TaK
KakK B paHHEM ITOCTTPaHCIUIaHTAlIMOHHOM TIEPUOJIE CO3/1a-
I0TCSI ONITUMAJIbHBIC YCJIOBUS JUTS 9paduKalliK 37I0KaYecT-
BEHHOTI'O KJIOHA: MUHMMAaJIbHAasl Macca OITyXOJIU U OTCYTCT-
BUE MOCTTPAHCIJIAaHTAIIMOHHON UMMYHOCYIIPECCUM.
besycnoBHo, momumo TCR anbspa/6era u CD19-ne-
TUICLIMU, TIPEUIOKEHO HECKOIBKO TEXHOJOTMYECKUX TIaT-
¢opM, MO3BOJISIONINX YCTICIITHO BHITTOJIHSTD TPAHCTLIaHTa-
IMM  OT TaIlUIOMACHTUYHBIX JOOHOpoB. Hawmbonee
WU3BECTHBIMU SIBJISTIOTCS: MCITOIb30BaHUE BHICOKOIO3HOTO
HukinodocdamMuaa B paHHEM MOCTTPaHCIIIaHTAaLIMOHHOM
nepuoae, ycuiaeHHas apMakojgoruyeckas MMMYHOCY-

FTEMATOJIOTMN u OHKOJIOT MU

npeccusi, CD34-cenexuusi ¢ MHMY3Meil peryasiTOpHBIX
T-mumbormtoB. Kaxkablii n3 3TUX TOAX0I0B 00J1aaeT Kak
0e3yCJOBHBIMU TOCTOMHCTBAMMU, TaK M OYEBUIHBIMU He-
noctaTkamu. B HacTosiee BpeMs aneKBaTHOE CpaBHEHUE
aJbTepHATUBHBIX METOIOB BBIMOJHEHUS TallJIOMACHTUY -
HOI1 TpaHCIUIaHTAllMM He BHITIOJIHEHO. BIiojiHe BeposiTHO,
YTO JJISI pa3HBIX BO3PACTHBIX I'PYIIN X HO30JIOTUI Mpeu-
MYIIECTBA OKaXyTCs Ha CTOPOHE OJHOTO M3 yKa3aHHBIX
meTonoB. [1pu mpoBeaeHM aHaIM3a BaXKHO OyIeT BHITTOJ -
HUTB HE TOJILKO CpaBHeHME 3(P(PEeKTUBHOCTU U Oe3o11ac-
HOCTHU KOHKYPUPYIOIIUX METOIUK, HO M (hapMaKO3KOHO-
MUYECKUI aHAINU3, KOPPEKTHO OLIEHUBAIOIIUI HEMTPSIMbIEC
pacxobl, a TAKXKE CTOMMOCTD U3JIeYEHUsI OTHOTO Talr-
€HTa, a He aOCTPaKTHYIO CTOMMOCTb «OHOM TpaHCILJIaH-
TallUn».
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FannoufeHmu4Hasa mpaHcniaHmauua remono3muYecKux
CMBOJIOBbIX KNEMOK B IeYeHuu Aemeil U NOAPOCMKOB
C pe3ucmeHmHbIMu hopMaMu oCmpbIX NeiKko308

O.B. Ilauna, H.B. CranueBa, E.B. Cemenona, C.H. bonnapenko, O.A. Cnecapuyk, E.B. ba6enxko,
H.E. UBanoBa, A.JI. Ansackuii, JI.C. 3yb6aposckasi, b.B. Adanacses

HHUHU demckoii onkonoeuu, eemamonoeuu u mparcnianmonoeuu um. P.M. lopoauesoii 'BOY BIIO «Ilepesviii Cankm-Ilemepbypeckuii
eocyoapcmeeHHblil MeouyurHckuil ynusepcumem um. akademuxa U.11. Ilaerosa» Munzdpasa Poccuu;
Poccus, 197022, Cankm-Ilemep6ype, ya. Penmeena, 12

Konmaxmmuuvie dannvie: Onecs Braoumuposna [launa paina@mail.ru

AnnoeeHnas mpaHcnAaGHMAayus 2eMonod3mu4eckux cmeonoswvlx kaemox (arno- TICK) seasemces 00num uz sgpghexmusrvix memoooe aeuerus
yacmu GOAbHBIX, CMPAOAIOUUX 310KA4ECMBEHHbIMU 3001€8AHUIMU KPOBEMBOPHOILL cucmeMbl. B ces3u ¢ omcymemeuem y 60avuuHcmea
pocculicKux nauuenmog coemecmumoeo no HILA-eenam poocmeennoeo u nepodcmeernHoeo donopa ¢ Mecoynapoonom peeucmpe 0OHOPO8
KOCMHO020 M032a AKMYaneH NOUCK anbMepHAmUEHbIX Ucmounukos o0as nposedenus anrno-TICK. Tpancnaanmayus om uacmuuno
coemecmumoeo no HLA-eenam poocmeennozo donopa (eansoudenmuuroeo) (eanso-TICK) — bbicmpotil u yHUGePCaNbHbLI MeMOO NeHeHUs.
B uccaedosanue exatouero 56 demeii u nodpocmkos 6 eospacme om 1do 21 eoda (meduana éozpacma — 9 nem) c peaucmenmusimu popmamu
ocmpoeo aumgpodaacmuoeo aeiikosa (ONJ) (n = 32) u ocmpoeo muenobracmuoeo aeiikoza (OMJI) (n = 24), noayuuewux eanro-TICK
6 nepuod c¢ dexabps 2007 no urwus 2013 e. B pedcume npedmpancniaHmauuoHHOU no00MOBKU U NPOPUAAKMUKY OCMPOUl peakuuu
«mparncnaanmam npomue xos3una» (PTIIX) ucnoavsosanu mueroabaamuenslii pexcum konouuuonuposarus (MAK) + anmumumoyumapHoLii
enobyaun (ATIAM) (n = 20), MAK + yuknogocpan (LIP) (n = 5), pexcum co chuxcennoi unmerncuenocmoio 003 (PUK) + ATTAM
(n=14), PUK + Komnac (n =4), PUK + IID (n = 13). Bce nayuenmoi noayuanu 6azoeyro UMMYHOCYNPECCUBHYIO MEPAnUI0 MakpoAUMycom
uau  yukaocnopunom A. B kavecmee 2anno-mpanHcnaaHmama NPUMEHSAU: KOMOUHAUUIO CMUMYAUPOBAHHBIX 2PAHYAOUUMADHBIM
Kononuecmumyaupyowum axmopom (I-KC®) nemanunyauposannoeo kocmnozo mosea (KM) u nepugepuueckux cmeonogvix Kaemok
kpoeu (IICKK) ¢ nozumuenoii ceaexyueis CD34*-kaemok (n = 23) uau cmumyauposannotii [-KCD nemanunyauposannviic KM (n = 33).
Obuas eviucusaemocms (OB) 6 epynne 6oavhbix cocmasuna 33,3 %. Cmamucmuuecku docmosepro ayuuas OB (p = 0,03) ommeuanacs
¥ RAUUeHmMo8, MpancnAaHmMuposarivix cmumyauposantovim I-KCD nemanunyauposannvim KM — 45,5 % npomue 13 % npu ucnoavzosanuu
KOMOUHUPOBaHH020 mpancnaanmama. Takce 6 cmamove onucanvl dpyeue gakmopst, okasasuiue eausuue Ha pesyasvmamot eanto-TICK
(603pacm, cmamyc na momenm eanno-TICK, ucnonvsyemolii pexcum KOHOUUUOHUPOBAHUS, NPUMEHEHUe NOCHMPAHCHAAHMAYUOHHOU
mepanuu, 60CCMAHOBACHUE KPOBEMBOPEHUS, KACMOYHOCHb MPAHCHAAHMAMA).

Karouesvie caosa: eannoudenmuunas mpanHcnAaGHmMAyus 2eMONOIMUHECKUX KAeMOK y demeil, NOCMMPAHCNAGHMAYUOHHOE 88edeHue
yuraopochamuoa, MaHUNYAUPOBAHHYII U HEMAHUNYAUPOBAHHYIL 2aNA0-MPAHCHAGHMAM
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Haploidentical hematopoietic stem cell transplantation in the treatment of children and adolescents
with resistant forms of acute leukemia

O.V. Paina, N.V. Stancheva, Ye.V. Semenova, S.N. Bondarenko, O.A. Slesarchuk, Ye.V. Babenko,
N.Ye. Ivanova, A.L. Alyanskiy, L.S. Zubarovskaya, B.V. Afanasiev

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

Allogenic hematopoietic stem cell transplantation (allo- HSCT) is one of the effective methods of treatment of patients with malignant disorders
of hematopoietic system. Because of absence of related and unrelated donors at the majority of Russian patients, search for alternative grafts
Jfor allo-HSCT is actual now. HSCT from partially HLA-matched related (haploidentical, haplo- HSCT) is the fast and universal method of
treatment. Fifty six children and young adults 1—21 years old (age median — 9 years old) with resistant forms of acute lymphoblastic leukemia
(ALL) (n = 32) and acute myeloid leukemia (AML) (n = 24) were transplanted with haploidentical donor from December 2007 to June 2013.

In preparative therapy and graft-versus-host disease (GvH D) prevention the following regimens were used: myeloablative conditioning regimen
(MAC) + Antithymocyte Immunoglobulin (ATGAM) (n = 20), MAC + Cyclophosphamide (CpH) (n = 5), reduce-intensity regimen (RIC) +
ATGAM (n = 14), RIC + Alemtuzumab (n =4), RIC + CpH (n = 13). All patients received base immunosuppressive therapy with Tacrolimus
and Cyclosporin A. The following types of haplo-transplants were used: combination of stimulated with G-CSG unmanipulated bone marrow
(BM) and peripheral blood stem cells (PBSC) with positive CD34* selection (n = 23) or stimulated with G-GSF unmanipulated BM (n = 33).

Overall survival (OS) in this group of patients was 33.3 %. Statistically better OS (p = 0.03) was revealed in a group of patients transplanted
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with G-CSF stimulated unmanipulated BM — 45.5 % versus 13 % in case of combined transplant. Other factors influenced on the results of
haplo-HSCT (age, status at the moment of HSCT, conditioning regimen, posttransplant therapy, engraftment, cells dose) are described in the

article.

Key words: haploidentical hematopoietic stem cell transplantation in children, post-transplantation administration of cyclophosphamide,

manipulated or unmanipulated haploidentical transplant

BsepneHue

He BbI3BIBa€T COMHEHUSI, YTO aJIJIOTEHHAS TPAHCILIaH-
Talus FeMOITO3TUYECKUX CTBOOBBIX KieToK (aio-TTCK)
OT COBMECTUMOTO POJACTBEHHOI'O M HEPOIACTBEHHOIO J10-
Hopa y JeTeil U MoApOoCcTOB Haubosee 3((HeKTUBHA TIpU
nposeaeHuu B pemuccum (ITP) octporo neitkosa (OJI) —
5-nerHss obmas BekuBaeMoctb (OB) B ITP1 — 60—80 %,
B [1P2 — 40—50 %, B TO BpeMsl KaK B peLlMIMBE OHA He
npessbiiaeT 10 % [1-3]. Tem He MeHee, 1JISI MHOTUX ITali-
€HTOB OTCYTCTBHE POJICTBEHHOIO TOHOPA U JUIMTEIbHOCTh
MOXCKa HEPOICTBEHHOTO TIOHOPA SIBJISTIOTCS MPETSITCTBUEM
K CBoeBpeMeHHOMY npoBeaeHunIo amno-TICK.

Takum o6pa3om, MOUCK aTbTePHATUBHBIX UCTOYHM-
KOB TeMOITO3TUYECKUX CTBOJOBBLIX KiaeToK (I'CK) mnsa
amno-TI'CK, K KOTOpbIM OTHOCSTCSI 00pa3iibl MYyITOBUH-
HOM KPOBU M TaIJIOUJAECHTUYHBIN TOHOP, YPE3BBIYAMHO
akTyasieH. OmHako, BbICOKasl BEPOSTHOCTb DPa3BUTUS
OCJIOXKHEHU, CBSI3aHHBIX C HECOBMECTUMOCTDIO 110 TeHaM
HLA-cuctembl, a UMEHHO TSXKEJIOM OCTpOM peakluu
«TpaHCIUIaHTaT MpoTUB xo3siuHa» (0PTIIX), HempuxuB-
JIGHUsI KaK UMMYHHOI peakIuy KJIETOK pelunrueHTa Ipo-
TUB KJIETOK TOHOpPa, OrpaHNYMBAJIO IIUPOKOE BHEAPEHUE
rarongeHTnyHoit TI'CK (ramno-TI'CK) B KIMHUKY.
B Hacrosee BpeMs pedyabTathl ramio-TICK mpuban-
XatoTcs K HepoacTBeHHoM anno-TI'CK npu OJI [4], ra-
mio-TI'CK nmonyyaer pacnpocTpaHeHUE B JICUSHUU CO-
JIMIHBIX OIIYXOJIEW, MAUOTIATAUYECKOW ariaCTUYEeCKOM
aHEMMU TSDKEJIOW CTeNeHM, HacleACTBEHHBIX 3a00eBa-
HUIi, TaKNX Kak aHemuss PaHkoHu |3, 6].

CaugetenbctBa yenemHoctu ramio-TI'CK y pereit
npu OJI moay4yeHs! npu ucrojb3zoBanu CD34*-kieTok,
BBIICJICHHBIX C TIOMOIIbIO METOIOB MTO3UTUBHON MJIM He-
TaTUBHOM CEJIEKLIUU ex Vivo, — 3-JeTHsIs Oe3peliauBHast
BeikuBaeMocTh (BPB) B momHoii pemuccum mocturaet
46 % |7, 8]. PesyabraThl Ie4eHUsT PELIMIMBOB U PE3UCTEHT-
HbIx hopM OJI, Tak Ke KaK 1 MpU APYTrUX BapraHTaX ajio-
TI'CK, HeynoBieTBopUTeabHbI, 5-1eTHsAs OB He mpeBbI-
maeT 10 %. B nonojHeHre K 3TOMY ObLIO TI0Ka3aHO, YTO
npuxkusiaeHue 'CK, moay4yeHHBIX OT raryiouicHTUYHOTO
noHopa ¢ T-KJIeTOuHOM ceeKInei ex vivo, Kak paBuio,
COIIPOBOXKIAETCS BBICOKMM PUCKOM MHGbEKIIMOHHBIX
OCJIO)KHEHMI U YBEJIMYMBAET BEPOSITHOCTb DPELUIVBA
OCHOBHOTO 3a00s1eBaHusd [9].

Paspabotka HoBbIX BapuanToB rario-TI'CK cBsa3ana
C BHeApeHUEM MeTOoA0B T-KJIeTOUHOM ACTICLUM in Vivo,
YTO MMeEET PsIi MPEUMYIIECTB, OCHOBHBIMU U3 KOTOPBIX
SIBJISTFOTCSI ITPOCTOTA BBIMOJHEHHSI, OTCYTCTBUE HEOOXOI 1~
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MOCTU B MaHUITYJIMPOBAaHMM C TPAHCIUIAHTATOM €x Vivo,
YTO 3HAUUTEJBHO YMEHbIIIAeT BEPOSITHOCTD notepb CD34+-
KJIETOK U KOHTaMWHaLMU TpaHcruiaHTaTa. Cpenu Hanbo-
Jiee BaXHBIX — HaJIMYMe JaHHBIX, CBUIETCIbCTBYIOIIMX
0 MOIYJIMPYIOIIUX UMMYHHBI! OTBET C 1IeJIbI0 PO UIaK-
Ttk oPTIIX cBoiicrBax nukinogocdana (LID), BBeneH-
Horo B [I+3, JI+4 B mo3e 50 MI/KT Beca pelIMIIMeHTa Iocye
ramno-TI'CK, a Takke MomenpoBaHue KJIETOYHOTO COCTa-
Ba TpaHCIJIaHTaTa, MOJIYy4eHHOTo 13 KocTHOro mo3ra (KM),
MyTeM U3MEHEHUS HarpaBJieHUsI TTosisipu3aiyu ot Thl-mmum-
¢ouutoB K Th2-mumdormTam ¢ MOMOIIBIO TPaHYIOLUTAP-
HOTo KoJIoHuecTumy pymolero (akropa (I'-KC®), BBonu-
MOTO JOHOPY B /03¢ 5 MKI/KT B TeueHuUe 3 OHEl 10
muenoskcdysuu u 4 nHeit no 3abopa 'CK kposu [10—12].

ITokazaHo, 4TO MpPU UCITOIH30BAHUM HEMAHUITYIMPO-
BaHHOTO TpaHcIaHTarta npu raruio-TI'CK y nereit 5-yer-
Hsst BPB B 1-i1 u 2-i1 pemyccuu rmpu ocTpoM MUET00J1acT-
HoMm Jeiiko3e (OMJI) cocrasnster 82,5 u 59,4 %, octpom
auMdoobaacTHoM Jeiikose (OJIJI) — 68,9 u 56,6 % coor-
BercTtBeHHO [11, 12], B permanse mpu OMJI — 42,9 %, nipu
OJIT—22,2% [11-13].

He BbI3bIBa€T COMHEHHUSI, YTO BO3MOXHOCTH JICYCHUSI
PELIMANBOB U pe3ucTeHTHBIX (popm OJI cBsI3aHbBI ¢ HEOOXO-
JUMOCThIO KOMOMHMPOBAaHUS LIMTOCTATUYECKOTO Y UMMY-
HoaaonTUBHOTO 3¢ ¢eKkToB. [IpuMeHeHe peXKMMOB KOH-
JUIIMOHUPOBAHUSI CO CHUKEHHON MHTEHCUBHOCTBIO 103
(PUK) y OOJBHBIX C BICOKOI MpeaieueHHOCThIO O3B0~
JISIET CHU3UTD YACTOTY TOKCHUYECKMX OCIOXKHEHUI U SIBJISI-
€TCS «IUIALIapMOM» TSI JAJIbHEUIIE MMMYHOAQIOIITUB-
HOM Tepanuu B ITOCTTPAHCIUIAHTALIMOHHOM IIEPUOJE.
C Ipyroif CTOpOHbBI, MCIOJIB30BaHUE ABYXITAITHBIX PEXKU-
MoB KoHauumoHupoBanus (PK) rmo3BoJisieT cyiiecTBeHHO
YMEHBIIUTh OIYXOJEBYI0O Maccy 10 MOMEHTa BBEIACHMS
TpaHCIUIaHTaTa OT TalUIOMAEHTUYHOTO JOHOpa, TEM Ca-
MbIM moBbilag 4yactoty npukubieHus ['CK. Takum
obpasom, addextuBHocTh ramio-TICK 3aBucut He
TOJIBKO OT CITOCOOOB 3arOTOBKM TpaHCIUIAHTATa, HO U OT
BapuanToB PK [14—19].

Hecmotpst Ha nMerolKecs: JaHHBIE, OIBIT IIPUMEHE-
Hug ramno-TI'CK y neteii ¢ ucroab3oBaHueM MUenoada-
TuBHBIX PK (MAK) 1 HeMAK-peXXuMoB ¢ BBeIeHUEM
B paHHUI nepuon mnocie TpaHcrantanun LD wa JI+3
u JI+4 ¢ 1enbio MHAYKIIMU TOJIEPAHTHOCT MeIMKAMEH-
TO3HBIM CITOCOOOM, OCOOEHHO Y JeTeil, UMEIOIIUX «IIPO-
JIBUHYTbIC» CTAAUU 3a00JIeBaHUSI HA MOMEHT IIPOBEACHUS
raruio-TI'CK, Hebonbioi [11], 4To U OOBICHSET Liedb
HallIero UCCIeI0BaHMUS.
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llenb uccnegoBaHud — orieHUTHL 3(PHEKTUBHOCTD rario-
TI'CK y neteit 1 MOAPOCTKOB C PE3UCTEHTHBIM TeUEHUEM
OJI B 3aBucumoctu ot PK, mpodpunaktuku oPTIIX
¢ nomolipio P u ciocoba 3arotoBku 'CK.

MayueHmbl U Memoabl

B uccienoBanue BKIIIOYEHO 56 IeTeil M MOAPOCTKOB
B Bo3pacTe oT 1 g0 21 roma (MenuaHa Bo3pacta — 9 JieT)
¢ OJUUI (n=32; 57,1 %) u OMIJI (n = 24; 42,9 %), noiy-
yuBIIMX Tepanuio MetogoM rario-TI'CK B mepuon ¢ ae-
kabps 2007 no uroHb 2013 1. MenuaHa HaOMOICHUS 3a
nalyeHTaMu cocTaBuia 3,7 roja.

Bce OGonbHBIE B HMccleayeMoil TpyIIie HaxXxOAWJIUCh
B PE3MCTEHTHOM T€YSHUM 00JIE3HU WM pelyauBe. Yactu
nanueHToB (n = 15; 26,8 %), yuuTbiBasi COXpaHHbII coMa-
TUYECKUI CTATYC, C LEJbIO PEAYKIIUN OITyXOJIEBON MacChl
repen HavyajJoM KOHAMIIMOHMPOBAHMS MPOBEIU XMMUO-
tepanuio (XT) ¢ UCMOAB30BaHUEM pe3epPBHBIX (hJIymapa-
OuHcomepxkalMx cxeM. boJjblliasg 4yacTb PelUIUMEeHTOB
(n = 41; 73,2 %) uMena KpaiiHe BBICOKYIO IIpelJIcUeH-
HOCTb, 3T 00JIbHBIe He monydanu X T, mpeaiiecTByIONyo
ramio-TI'CK .

B kauectBe PK ucnonbsoBamu MAK (n = 25; 44,6 %) —
oycyabdan (Bu, 16 mr/kr), LI® (2000 mMr/m?), uurosap
(Ara-C, 8000 mr/m?), gomycturn (CCNU, 120 mr/kr).
B nononnenue k aTomy B PK BKII0Yau aHTUTUMOLIUTAP-
Hblii 1o0yuH (ATTAM) (60 mr/kr; n = 20) win LID Ha
H+3u I+4 (100 mr/xr; n =5).

PUK (n=31; 55,4 %) cocrosuiu u3 dirynapadbuta cdoc-
dara (Flu, 150 mr/m?), Bu (8 mr/kr) wim Flu (150 mr/m?),
Mmendanana (Mel, 140 mr/m?) = ATTAM (60 mr/kr; n = 14)
un anemrysymada (Kammac, 1,2 mr/kr; n = 4) wi 11O
B J+3 u +4 (100 mr/kr; n = 13).

Bcem mammeHTamM mpoBOAMJIM 0a30BYI0O MMMYHOCY-
npeccuBHylo Tepanuio (UCT) nuxkinocnopunoMm A (LICA,
3 wmr/kr/cyt, n = 30) wuam TtakponumycoM (Takpo,
0,03 mr/kr/cyt, n = 26). Pertunuenram, nojayyusiiuum LD
B nepuozne JI+3 u [I+4 nocne ramno-TI'CK, ¢ JI—3 Ha3Ha-
yaau wuHruourop m-TOR — cuponumyc (Cupod,
1 mr/m?/cyt, n = 18). XapakrepucTuka O0JIbHBIX, ITOJTYY1B-
mux ramino-TI'CK, mpeacraBneHa B Taba. 1.

TpancrumanTat I'CK 3arotaBnuBanu AByMst CIOCOOAMM:
1) komOuHaums crumyiaupoBaHHbeix [-KC® B nmose
5 mr/kr/nexs B TedeHue 4 naeit KM u ITCKK, nmonsep-
TIIMXCS MO3UTUBHOM cenekunuu CD34*-KaeToK mpy momMo-
mu armmapara CliniMACS, Miltenyi Biotec (n = 23; 41 %);
2) ctumyaupoBaHHbIid [-KC® B 103e 5 MI/Kr/aeHp B Te-
yeHue 3 qHeir KM (n = 33; 59 %). C ueibio IpoBeaeHMs
JaJTbHEMIIETro aHaIn3a ObUIM OIpeIeeHbI MeIUaHbl KJIe-
TOYHOCTH 110 KojinuecTBy CD34* u CD3*-kneTok, KOTO-
poie coctaBuau 7 X 10¢/xr u 6 x 107/Kr COOTBETCTBEHHO.
Haub6onee yacTto B KauecTBe raruiOMACHTUYHOIO JOHOPA
HCIIONIb30BaJI MaTh MareHTa (n = 41; 73,2 %), npyrumMu
raruIONACHTUYHBIMA TOHOpaMu ObUTH OTLEI (n = 14; 25 %)
nopar (n=1;1,8 %).

TEMATOJIOTMM u OHKOJIOT MU

Taomua 1. Xapakmepucmuka nayuenmos

XapakTepucTHKH N=56

MenuaHa Bo3pacTa, rofbl 9 (1-21)
COOTHOIILIEHKE TIO TTOJTY, MK 32:24
Jlnarxos:

OJI1 32 (57,1 %)

OMIJI 24 (42,9 %)
Menunana HaOIOIeHUSA 3,7 rona (1-41,6

Mec)

CraTyc Ha MOMEHT TPaHCILIAHTAIUU:

MALMEHTbI C XUMHOPE3UCTEHTHBIM

teueHnem OJI 56 (100 %)

uutopenyktuBHas XT nmpoBoauiach 15 (26,8 %)

muTopenykTuBHast XT He MmpoBoauiIach 41 (73,2 %)
Cosmectumocts o HLA-renam 3/6 56 (100 %)
PK:

MAK + ATTAM 20 (35,7 %)

MAK + LD 5(8,1%)

PUK + ATTAM 14 (25 %)

PUK + Kammac 4(7,2 %)

PUK + LD 13 (23,2 %)
IMpodunakrrka oPTITX (6a3oBas):

LHCA 30 (53,6 %)

Takpo 8 (14,3 %)

Takpo + Cupon 18 (32,1 %)

BBumy kpaiiHe BBICOKOTO pUCKa pa3BUTHUS pELIMIMBA
OJI nocne rammno-TI'CK ¢ 1iesibio coxpaHeHUsT pEMUCCUN
3a0oJieBaHMs yacTy mauueHToB (n = 21; 37,5 %) mocie
otMeHbI 0a3oBoii MCT HazHavamach Teparnus ¢ UCIoJIb30-
BaHMeM xumuonpenaparos (n = 11; 52,4 %) (6-mepkanTo-
mypuH B no3e 50 mr/m?, meroTpekcaT B mo3e 30 mr/m?),
nHpy3un foHopckux muMmdponuton (MJ1J1) B ackanupyro-
mux go3ax 1 x 10* — 1 x 10° mo koamyectBy CD3*-kireTok
(n=318; 38,1 %) wim xkomouHaumst XT ¢ UIJT (n=2;9,5 %).

CTaTUCTUYECKUI aHaAIU3 BBIIIOJHEH B IIpOrpaMmax
SPSS Statistics v.17 u Statistica 8.0. BbIxuBaeMocCTb
U KYMYJISITUBHASI BEPOSITHOCTh aHAJIM3UPOBAHBI 110 ME-
tony Kamnmana—Maiiepa. C 11eJbI0 OLIEHKU KOHKYPUPY-
01X PUCKOB IMPpUMeEHsIIach mporpamma «R», pekoMeH-
nyemasl K MCIToJib30BaHMI0 EBpomneiickoil accoumaiueit
TpaHcIUTaHTaluu KocTHoro mo3ra (EBMT). [TauueHTsl,
JKMBYIIIME B PEMMCCMU Ha MOMEHT aHajiu3a JaHHBIX,
nensypupoBaHbl 01.06.2014. CpaBHeHME BEIKMBAEMOCTH
BBITNIOJIHSJIOCHh TIpU MoMmoluu log-rank Tecra, cpaBHU-
TEJIbHBII aHaIu3 PasHOCTU AO0JIEM — TOYHOTO TecTa
Fisher. CtaTucTuuecku 3HaUMMBIMU CYUTAIUCH pa3in-
yus npu p < 0,05.

Pesynbmambi

Boccmanosaenue kposemeopenus

B o6uieii rpyne 6onbHbIX TTocie ramio-TICK mpu-
JKMBJIEHHME TpaHCIIaHTaTa 3apukcrupoBaHo y 46 (82,1 %)
marueHToB. [lepBUYHOE HENPUXKUBJICHUE TPAHCILIaHTaTa
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Habmonamu y 10 (17,9 %) peunnueHTOB Ha (poHE pe3u-
CTEHTHOT'O peluanBa. MeauaHa BOCCTAHOBIICHMS TPaHy-
JorutoB (> 0,5 x 10°/1) cocraBuna JA+19 (A+10 — J1+34),
neikountoB (> 1,0 x 10°/n) — A+17 (A+10 — JI+34),
tpoMboruToB (> 20 x 10°/1) — A+17 (A+10 — 1+41), me-
JIaHa BoccTaHoBIIeHMs JuMdormToB (> 0,3 x 10°/1m) —
O+29 (I+14 — 1+50). IMocae raruto-TI'CK momHbIi 10-
HOpPCKUIA xuMepu3M K 30-my nHio onpenesuics y 41 (73,2 %)
namnuenTa, K 60-my nHio — y 46 (82,1 %) GOJIBHBIX.

Buucusaemocmo nayuenmos

Tpexnernsas OB nocie ranmao-TI'CK B o01eit rpymiie
cocraBwia 33,3 % (puc. 1). [Ipu atom 3-netHsis OB marnu-
eHTOB MJtazuie 9 jeT 6buta paBHa 46,7 %, 4TO JOCTOBEPHO
OTJIMYAJIOCh OT IalMeHTOB crapiie 9 jer — 18,5 %
(p =0,01). Ilpu cpaBHeHUU OB nManeHTOB, MOJTYUUBIINX
I'-KC® mpaitMyupoBaHHBI HeMaHUITYIMpoBaHHBI KM
U KOMOMHUPOBAHHBIN TpPAaHCIUIAHTAT, OHA COCTaBMJIA
45,5 % wn 13 % coorBerctBeHHO (p = 0,03) (puc. 2).
3Haunmoe BiussHHMe Ha OB okaszan o0beM OmMyXoJieBOii
Maccel Ha MoMeHT rarto-TI'CK (p = 0,02): y nmaimeHToB
nocie uuTopenyktuBHoi XT, MpoBeaeHHO Mepe Hava-
oM PK, OB cocraBuna 50 % nipotus 26,8 % y 601bHBIX
0e3 peayKIuu onyxoJieBoii Macchl. TpexneTHsiss OB 60b-
HBIX, TTOJYUYMBIIUX B paHHUI Tiepuon rociie ramio-TICK
onuH u3 BapuaHToB Tepanuu (XT — 90 %, XT + UIJT —
60 % v UJ1 — 50 %), nocToBepHO OT/IMYAIACh I1O CPaB-
HeHulo ¢ 8,6 % mauueHToB 0e3 Teparmuu (p = 0,000)
(puc. 3). Kpome Toro, ynajoch ycTaHOBUTbH JOCTOBEPHOE
BnusgHue Ha OB ¢akra BoccTaHOBIIEHUS TUM(POLIUTOB 10
30-ro gus nociie ramwio- TT'CK: manmeHTsl, BOCCTAHOBUB-
e JuMbouuThl 10 ypoBHs 0,3 x 10°/1, umenu OB, paB-
Hyio 42,9 % mnpotuB 15,4 % 06e3 BOCCTaHOBJICHMUS
(p = 0,00). OT™Meuanoch BIMSIHUME HA YPOBHE TEHICHIINU
PK Ha OB (p = 0,06). IIpu ucnonp3zoBanuu MAK OB
cocraBmia 35 % npotus 20 % y pelIMIIMEHTOB, TOJIYyYUB-
mux MAK + ®; npu PUK — 11,1 % nporus 61,5 %
y OOJBHBIX, TpaHcIiaHTHpoBaBmuxcs ¢ PUK + LD
(puc. 4). He oxa3anu 3HaYMMOTO BIAUSHUS Ha 3-JIETHIOIO
OB Tun noHopa (MaTh IMPOTUB OTELl/CUOJMHT), COBME-
CTUMOCTb JIOHOpA M PELUIIUEHTA 110 I10JY, KIeTOYHOCTD
TpaHcruianTaTa o koaudectsy CD34" u CD3*-kjeTox,
JIeHb TIPUKUBJICHUS TIO0 HeWTpoduiaMm, JeiKouuTaMm U
TpoMmOouuTaM. TpaHcTIaHTallMOHHAs JIETaJIbHOCTh B 00-
11ei rpyrrie coctaBuia 38 %, yactora pa3BUTHSI PELIUIN-
BoB — 39,3 % (p = 0,07). Bce dakTopsl 1 UX 3HAYCHUS
MnpeAcTaBieHbl B Ta0d. 2.

OcnomHeHus

OIHUM U3 OCHOBHBIX OCJIOXHEHUI, BOZHUKAIOIIMX
nocie ramto-TI'CK, asasmacy oPTITX. U3 46 manueH-
TOB, Y KOTOPBIX 3apErMCTPUPOBAHO MPYKUBICHUE rarlio-
TpaHCIUIaHTaTa, KiuHu4yeckue npusHaku oPTTIX Ha6mo-
namuchk B 33 (71,7 %) cnyuasax. IIposBaenust oPTIIX
I crenenn ormevanuch y 10 (30,3 %) Gonbhbix, II-1V cTe-
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Puc. 1. Tpexaemusn OB nayuenmos nocae eanno-TICK (meduana nabaroode-
Hus — 72 mec)
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Puc. 2. Tpexnemnss OB nayuenmos nocae eanno-TICK 6 3asucumocmu om
cnocoba 3ae0moeKu mpancnaaumama (mMeouana Habawdenus — 72 mec)

neHu —y 23 (69,7 %) peluUIIMEeHTOB, IIPU 3TOM TSIKEJIbIe
creneau oPTIIX (I1I-IV) nabmomamucek v 9 (27,3 %)
yeJIoBeK. B rpyIine maiueHToB CO 3HAYMMbIMU KJIIMHUYE-
ckumu niposBiaeHusMu oPTIIX 22 yenoBeka Moyduain
npodunakTuky c¢ ucrnonab3doBaHuem ATTAM, 1 OGonb-
Hoit — ¢ BBeneHneM LID mocie ramio-TI'CK. Octpyro
PTIIX He Habmomanu y 13 (28,3 %) peuunueHTos, 9 u3
kortopsbix nocJe ramio-TI'CK nonyunnu BBenenue LD,
y 4 6onbHBbIX ucnionb3oBan ATTAM. IpuszHaku XxpoHu-
yeckoit PTIIX umenuce y 11 (23,9 %) uyenosek, 10 60b-
HBIX pa3BWJIM pacIlpoCTpaHeHHYIO GopMmy, 1 mamueHT —
JIoKaJibHy10. TakuM o0pa3oM, B TpyIIie aHAIU3UPyeMbIX
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Puc. 3. Tpexnemnss OB nayuenmos 6 3agucumocmu om xapakmepa mepanuu
nocae eanno-TICK (XT, XT + HIUI uau MJUT) (meduana Habarodenus — 72 mec)

1,0 4 — MAK
= MAK + O
PUK
0,8 1 we PUK +L|D
n=13;61,5%
0,6 1
0,4 - n=20;35%
0,2 1 n=18;11,1%
n=5;20%
0,0 1
0 200 400 600 800 1000 1200

OnntenbHOCTb XMn3HW 1095 aHen

Puc. 4. Tpexremnussa OB nayuenmog nocae eanno-TICK 6 3asucumocmu om
PK (meduana nabarwdenus — 72 mec)

0ONBHBIX TsiKeable mposiBieHus oPTIIX u xpoHuyeckoii
PTIIX nHabmomanuch B 27,3 % u 23,9 % citydaeB COOTBET-
CTBEHHO.

W3 56 maumenToB y 22 (39,3 %) 601bHBIX OBLIO 3ape-
rucTpupoBaHo paszsutue peuuauba OJI ¢ MenuaHoit Ha-
crymiaenus 134,5 gusa mnocne ramno-TICK (A+17 —
J+555).

JleTabHOCTD, KaK CBsI3aHHAsl, TaK U HE CBs3aHHasI
¢ rarno-TI'CK, cocraBuna 38 %. OCHOBHOI NPUYMHOMI
cMepTH AeTeit u moapocTkoB nocie raruio-TICK B aHanu-
3UPYEeMOI TPYIIIE SIBJISUIMCH PELIMANBDI, pa3BUBIIMECS y 22
(39,3 %) uenoBek. B nononHeHue Kk aromy 10 100-ro mHs

Taomaua 2. Paxmoput, eausiowue na OB nayuenmos nocae eanno-TICK

OB B rpynmne 33,3

Bospacr:
<9 et 46,7 0,01
> 9 et 18,5

Cratyc Ha MOMEHT TPAHCIUIAHTAINH:

uuropeaykruHas XT mpoBo- 50

IAJIach 0,02
uutopenykruHas XT He 26.8
MPOBOIMIIACEH ’
Hcnoansyemsrii PK:
MAK 35
MAK + LD 20 0,06
PUK 11,1
PUK + LD 61,5
Cnoco6 3arorosku I'CK:
I'-KC® npaiiMrUpoBaHHBII 45,5
HEeMaHUIyIMpoBaHHbI KM 0,03
KOMOWHUPOBAaHHBIN TPaHC-
TJIaHTaT 13
IIpumeHeH#ne NOCTTPAHCILIAHTALM-
OHHOIi Tepanuu:
XT 90
XT + U1 60 0,00
1 Z010)1 50
0€e3 Teparnu 8.6
Boccranosienue mumponuros:
J1+30 1o yposhs 0,3 x 10°/n 42,9 0.00
nocsie 1+30 10 ypoBHs 15,4 ’
0,3x10°/n
Tun noxopa:
Marb 26,8 0,37
oTell/CUOIMHT 50
KnerouHocTs TpaHCILIAHTATA:
no koauvecmay CD34*-kaemox
> 7 x 10%/kr 36,1 0,13
<7 x10¢/kr 28,6
no koauvecmay CD3*-kaemox
> 6 x 107/kr 44,4 0,38
<6 x 107/kr 42,9
BoccranosiieHne KPOBETBOPEHHUS:
Hellmpoguabt
+19 > 10°
A+19>0,5% 10°/n 0 0,56
6onee 1+19 > 0,5 x 10°/n 367
Aelikouumot ’
+17 > 4
OA+17>1x10°/x 0 0.53
6omee [I+17 > 1 x 10°/n 379
mpomboyumut ’
+17 > 4
JO+17>20 % 10°/x 30.8 0.51
6omee [I+17 > 20 x 10°/n 385
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MIPUYMHAMY CMEPTH MTOCIYKMIN MH(PEKLIMOHHBIE OCIOX-
HeHust — 13 (23,2 %) u oPTIIX — 6 (10,7%) cinyvaes.

06cy:xpeHue

Haub6omnbmas apdexktuBHocTs amio-TI'CK, B Tom un-
cJie OT TaIUIOMACHTUYHOrO JOHOpPa, IToKa3aHa IpH MpoBe-
JICHUU TpaHCIUIAaHTALUK B peMUCccUM 3a0oseBaHust. OqHaKo
YUCJIO AeTe U MOAPOCTKOB, MMEIOIIMX ITPOrPeCcCHIo 3a00-
JIeBaHUs WIN PELUANB, TOCTaTOYHO BeuKo. [IpeononeHue
JIEKAPCTBEHHOI PE3UCTEHTHOCTH Y 3THX MAllUEHTOB HEBO3-
MOXHO TYTeM WHTEHCU(UKAIMU 103 IIUTOCTATUIECKUX
MpenapaToB, COMPOBOXIAIOIIEHCS YBEIMYCHUEM TOKCUY-
HOCTH Tepaluu, 0e3 MMMYHOAJOITUBHOIO BO3ICHCTBUS,
Haomonaemoro nipu BeeaeHuu I'CK annoreHHoro moHopa.
B aToMm cityyae mperMyIecTBa raluIoMACHTUYHOTO TOHOpa
He BBbI3BIBAIOT COMHEHUI — cKopocTh nonydeHus ['CK, Bo3-
MOXHOCTb JOIOJIHUTEIbHOM 3aroTOBKM TpaHCILIAaHTAaTa
B HYXXKHOE BpeMsI, OTCYTCTBHE 9KOHOMUYECKUX 3aTPar.

[0 mocieIHer0 BpeMEeH! OTHOIIIEHHE K UMMYHOAIOII -
tuBHOMY 3 dexty npu OJI, ocoberHo npu OJIJI, ObLI1O
HEOJHO3HAaYHbIM. B mocienHue rompl MosIBUIMChH PabOTHI,
JIOKa3bIBAIOIIME CYIIIECTBOBAHUE PEAKIIMU «TPAHCIUIAHTAT
MPOTUB JieliKo3a» He ToabKo mpu OMIJI, Ho u npu OJIJI
[17]. BeposiTHO, 3TOT 3(p(PeKT MOXKET OBITH OOJIee BHIPAKEH
npu nposeneHnu auio-TITCK oT yacTUYHO COBMECTUMOTO
no reHaM HLA-cucteMbl poACTBEHHOTO JOHOPA Y UCTTIOJb-
3oBaHneM PUK B kauecTBe pexkyma MOATOTOBKM MEpes,
ramio-TI'CK.

Hauunasg ¢ 2000 r., aMepuKaHCKUMU U KMTACKUMU
HCCIICI0OBATEISIMU ITyOIMKYIOTCSI pAaOOThI IO MPUMEHEHUIO
komouHuposanHoro (KM + TTCKK) rario-TpaHcIuiad-
Tara, ClIoCOOHOI0 BhI3BaTh MpYXKUBIeHUE U pemuccuio OJ1
y OOJIbHBIX, OTHECEHHBIX K "salvage"-rpymnme [17]. MHoro-
obelIalolIre pe3yJIbTaThl OMyOIMKOBAHbI UCCIEI0BATE b~
ckoit rpynmnoii The John Hopkins and Fred Hutchinson
Cancer Research Center y mauueHToB ¢ OJI, oTHeCEHHBIX
K BBICOKOH Trpymire pucka, noiayduBiinx ramio-TICK
¢ PUK m mocTrpaHCIiaHTallMOHHBIM BBeneHueM LD
B J1+3 n JI+4, raoe yaanock 10CTUYb IPYKUBIEHNS B 87 %
ciyyaeB ¢ OB 41 %. Ipu atom ypoBerb oPTIIX 111V cre-
rneHu He nipesbiian 27 %, xpoundeckoit PTIIX — 15 %.
OjHako, oTMeYajach BbICOKAsI YaCTOTa Pa3BUTUS IOCT-
TpaHCIJIAHTALIMOHHBIX peunanBoB (55 %) mpu OTHOCH-
TEJIbHO HU3KOW TPaHCIUIAHTALIMOHHOW  JIETAJILHOCTU
(18 %). BeposiTHO, 3TO CBSI3aHO C HEMOCTATOYHOM peayK-
LMei omyxoJieBoit Macchl mpu mpuMeHeHuu PUK y rpym-
el "salvage" GOMBbHBIX, U, BO3MOXHO, ¢ HEAOCTATOUHBIM
MMMYHOJIOTMYECKUM 3(DGhEKTOM «TpaHCIUIAHTAT IPOTUB
onyxoJin» rocie BBeaeHust LMD, KoTopblii BMECTE ¢ Ipyri-
MU OJOKUPYIOIIMMU T-KJIETOUHYIO a/IOpeaKTUBHOCTh
nMMyHocymnpeccaHTaMu (Takpo) yMeHbIIaeT peakluio
«TpaHCIUIaHTaT MPOTHUB Jeiiko3a» [17].

[To pesyabrataM MpoOBeICHHOTO HAMU MCCIICAOBAHMSI
B TpyMNIle MalMeHTOB ¢ pe3ucTeHTHhIMU (dopmamu OJI,
BO3MOXKHO JIOOMTHCS TTPYDKUBIICHUS TPaHCILIaHTaTa OoJiee
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yeM Y 80 % GOJIBHBIX C TOCTHKEHKMEM ITOJIHOTO TOHOPCKO-
ro xumepusMa K 30-my nHio nioce ramio-TICK. Tpexner-
Hssg OB atux nauueHToB coctaBmia 33,3 %. OueBUIHO,
yTo pazButue oPTIIX compsikeHo ¢ MpoOsSIBICHUSIMUA UM-
MYHOJIOTUYECKOMN peaKklMU «TpaHCILUIAaHTaT MPOTUB Jieii-
Ko03a». XOTsI B HallleM MCCJICI0BAaHUM YaCTOTa Pa3BUTHS
Tskenoit crerieHn oPTITX He npesbimaia 27 %, 4To cOOT-
BETCTBYET JIUTEPATypPHBIM AaHHBIM [13, 14] 1 MOXeT OBITh
CBSI3aHO C NPUMEHEHHUEM MEIMKAMEHTO3HBIX CIIOCOOOB
B paHHeM nepuoje nociie ramio-TTCK ¢ 1enbio MHAyKIUn
TosiepaHTHOCTU— BBeAeHue LD Ha JI+3 u J+4 [10—14].
B namewm wmcciaenoBanuu OB manueHTOB, MOJMYYMBIINX
B KauecTBe MpeATpaHCIJIaHTallMOHHOM moarotoBku PUK
C IOCTTPAaHCIUIAaHTALIMOHHBIM BBeneHueM LID, cocraBuiia
61,5 %. doctoBepHas pa3Huuia B OB mpu ucnojib30BaHUN
I'-KC® npaiiMmupoBaHHOTrO HeMaHUITyIMpoBaHHOro KM
(45,5 %) n xomOuHKMpoBaHHOTO TpaHcIUiaHTaTta (13 %)
noaTBepKaaeT Bo3MoxkHOCTh TpuMmeHeHust 'CK ot rarmio-
MIEHTUYHOIO JToHOpa 0e3 MmpoBeneHus ex vivo T-KiieTou-
Hoii aerutenu. OTCYTCTBUE CEPhEe3HBIX MH(MEKIIMOHHBIX
ocioxkHeHuii 1o J+100, mMoBIeKIIMX JIeTaIbHBIM UCXO/I,
BEPOSITHO CBSI3aHO C Oosiee ObICTPOit T-KIeTOUHOI peKOH-
cturyuveil. B HalleM ucciaenoBaHMM MOKa3aHO BIMSHUE
BOCCTaHOBJICHUs JuMdoOIUTOB 10 ypoBHsa 0,3 x 10°/n
K JI+30. OB y Takux 60;1bHbIX cocTaBwia 42,9 % npoTus
15,4 % Ge3 BOCCTaHOBJICHMUSI.

OCHOBHOI1 TIpO0EMOI1 B IPyIINe MalleHTOB, TPaHC-
IUIAaHTUPOBAHHBIX BHE PEMUCCHM, OCTAIOTCS MOCTTPAHC-
IUIaHTAllMOHHbIE peluaAuBbl. [10 pe3yjbraTaM UTabsH-
CKHX WCCIIeAOBaTe/Ieii, 4YacToTa pPEUUAMBOB y TaKUX
6osbHBIX gocturaet 50 % [15, 17], B Haueil rpymme —
39,3 %. YuuTbIBas 1OJIydeHHbIE HAMU PE3YJIbTAaThl 3-J1€T-
Helt OB nipu ucnoab30BaHUM OJHOTO U3 BAPMAHTOB Tepa-
nuu nocie ramio-TICK (XT, XT + WO unu W),
CKJIa[IbIBACTCS BIIEYATICHUE O HEOOXOIMMOCTH €€ IIPOBE-
JIEHUSI C IIEJIbI0 COXPaHEHUS pPEMMCCUU 3a00JIeBaHUS
B 2TOI TpyIine 6oabHBIX. Beicokue nokazarenu OB B rpym-
1€ TalMEeHTOB, MOJIYYMBIIUX B TOCTTPAHCILIAHTALIMIOHHOM
nepuozae Toabko XT, TpeOYIOT YTOUHEHMsI, TTOCKOJIbKY MO-
IYT OBITh CBSI3aHbI C HEOOJIBIIMM YHUCIOM IallEHTOB
U1 HEOOXOAMMOCTbIO JaJIbHEMUIIIEro HaOII0ACHUS.

3aknioyenue

Takum obpaszom, ramio-TICK HemaHuIynupoBaH-
Horo mpaiiMupoBaHHoro KM aBnsercss 3HeKTUBHBIM
METOJOM JOCTMKCHMSI PEMUCCUHN 3a00JIeBaHUs Yy deTei
U TOAPOCTKOB C XUMUOPE3UCTEHTHBIM TeueHueM OJI.
C npakTUYeCKOM TOYKM 3PEHUS CYIIECTBYIOIINE METO/IbI
cemapalliy TpaHCIUIAHTaTa He MMEIOT IIPEUMYIIECTB
y nereil u moapoctkoB. Ilpumenenue LMD B KauyecTBe
npodunaktuk oPTITX B paHHEeM MOCTTpaHCIIaHTALIU -
OHHOM Ilepuojae — AOCTYIMHBIA U 3 GEKTUBHBINA METO,
noBbIaKii pe3yasrarsl ramio-TICK. OgHum u3 oc-
HOBHBIX (pakTOpoB, Biausitomux Ha OB y mauumeHTOB
¢ XUMHUOpe3ucTeHTHBIM TeueHueM OJI, aBngercs ¢dakT
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MPUMEHEHUs OJHOIO M3 BapUAaHTOB TepaIlMu IOCe ra-
mno-TI'CK (nmopaepxuBatoiast XT, ”UMMyHOaIONTUBHAS,
BEpPOSATHO TapreTHasi/snureHomMHasi). C 1eblo yaydiie-

Hus pesynbratoB ramio-TICK HeoOxonuMo nanbHelilee
M3y4eHUE U IMPOBEICHNE MHOTOIICHTPOBBIX MCCJIeI0Ba-
HUI1 B 3TOI 00J1aCTH.
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TpaHcnnanmauua reMono3muYeckux CMBoNOBbLIX KNemok
Y Nauuenmos ¢ cusngpomom l'ypnep - 3ththeKMuUBHOCMb
MuenoaénamuBHOro KOHAUUUOHUPOBAHUS

K.!. Kuprusos' 2, E.A. IIpuctanckosa', H.B. Cugoposa', B.B. Koncrantunosa!, b.B. ITypoyesa!, O.C. ®unx',
0.J1. Baaronpasosa', A.JI. ITocunenos!, C.B. Muxaiiiosa', A.A. Bomoros!, E.B. Ckopooorarosa'

IDIBY «Poccuiickas demckas kaunuveckas 6oavnuya» Munzopasa Poccuu; Poccus, 117997, Mockea, Jlenunckuii npocn., 117;
OI'BY «®HKI[ JITOH um. Jimumpus Poeaueea» Munzdpasa Poccuu; Poccus, 117198, Mockea, ya. Camoper Mawena, 1

Konmaxmmuute oannvie: Kupunn Heopesuu Kupeuszos nodgo@yandex.ru

Axmyaavnocms. [Iposedenue annocennoil MpaHcNAGHMAUUY 2eMONOIMUYECKUX cmeonoevix kiemok (arno-TICK) y nayuenmos
¢ MYKONOAUCaxapuoo3amu s64semcs eOUuHCMBeHHbIM DAOUKAAbHLIM Memooom mepanuu Ha ce200HawHUuil Oens. [Ipumenenue
MUEN0a6AAMUBHBIX PeNCUMO8 KOHOUUUOHUPOBAHUSI N0380As1em 000UBAMbCs XOPOUe20 NPUNCUBAeHUs MPAHCHAAGHMAMA U 3HAYUMO He
KoMnpomMemupyem comamu4eckuii cmamyc nayueHma.

Ileav uccaedosanus — noxazamo 3¢pghexmusrocms arno-TICK ¢ mueroabaramugHovim KOHOUUUOHUPOBAHUEM Y NAYUECHINOE C CUHOPOMOM
Typaep (CI).

Ilayuenmot u memoowt. Mo npoananuzuposanu 23 arno-TICK y 22 nayuenmos ¢ CI', komopbie 6viau ebinoanerst 6 nepuod 2002—2015 ee.
TICK om nepodcmeentuix donopos (10/10 u 9/10) 6viau ocyuecmenenst 18 6oavnvim. Hcmounukx cmeonoswix Kaemok: KOCMHbLi M032 —
73,9 % (n = 17); nepughepuueckue cmeonosvie kaemxu kposu — 17,4 % (n = 4); nynosunnas kposs (I1K) — 8,7 % (n = 2). Cpednuii 6o3pacm
nauuenmog — 1,86 eooa (10 mecsayes — 3,8 eo0a). Pexcum konouyuonupoganus: 6ycyavghan/mpeocyavchan + gayoapadbun + muomena/
Meahanran u aHMUMUMOUUMAapHbLil en00yautn +/— pumyrcumao (6 cayuae TICK om HepodcmeeHHo20 00HOpPa).

Pesyavmamoi. Ilocae nposedennoii TICK na nacmosujee epems ycusvl 19 nayuenmos, u3 HUX noaHbvlil OOHOPCKULL XUMePU3M UMEIOm
15 demeti, y 6cex ommeuen xopowiuii omeem no 0OCHOGHOMY 3a004e6aHUI0 (AVHUIULL OMEem KOppeaupyem ¢ MUHUMAAbHbIM UHMeP8Aanom
Medcdy nocmanoskoi duaenosza u npogederuem TICK). [lepsuunoe nenpusicuerenue mpancnaianmama 6vino ommeuero ¢ 1 cayuae
mpancnaaumayuu kaemok 1K, B 3 cayuasx 3aghukcuposano ommopicenue mpancnaanmama. Ipuuunamu cmepmu 8o écex cayuasx oviau
UHPEKYUOHHBIE OCA0ICHEHUS.

Ommeueno yayuuierue pesyrsmamog TICK 3a nocaednue 5.nem, umo céa3ano ¢ ychexamu KOHMpoas U mepanuu UHPEeKYUOHHbIX U UMMYHHBIX
ocnoxcrenuil. Meduana nabniodenus cocmasuna 48,62 (§—130) mec, obuas evincusaemocmo — 83,2 %, a beccoovimuiinas — 71,5 %.
Buitoowr. Hawu pezynsmamer nokaswigarom, umo anno-TICK ¢ mueroabramuensim KOHOUUUOHUPOBAHUEM C 8KAIOYEHUEM Meagdarana
vy nayuenmos ¢ CI' sgagemcs 3ppexmusHsiM Memooom mepanuu, ueavlo Komopoeo CAYJICUM OCMAHO8KA Npo2peccupos8anus
HelipodeceHepamugHbix npoyeccos. Onmumusayus memodog NpoPUAAKMUKU U AeveHUss UHPDEKUUOHHbIX OCAONCHEeHUll U peakyuu
«MPAHCNAGHMAM NPOMUB XO3AUHA» N0360As1em 3Ha4UMo yayuuums pesyromamot TICK.

Karouesnie caosa: cunapom pr/lep, Mylconmucaxapudm, 6emu, MmMpancnaaHnmayus 2emonosmuveCcKUxX Cmeo/a106blX KAemok, Muenoabaamueroe
ICOHaUL;LlOHLlpOG(JHue, Peaxkyusa «<mpaHcnianmam nponue X031uHa», OCA0MCHeHUs mepanuu, Heﬁpoaeeeﬁepamueﬁoe 3abonesanue
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Hematopoietic stem cell transplantation in patients with Hurler syndrome — myeloablative conditioning efficiency

K.I. Kirgizov"?, E.A. Pristanskova’, N.V. Sidorova’, V.V. Konstantinova’, B.B. Purbueva’, O.S. Fink’,
O.L. Blagonravova', A.L. Pospelov', S.V. Mikhailova', A.A. Bologov', E.V. Skorobogatova’
'Russian Children's Clinical Hospital, Ministry of Health of Russia; 117 Leninskiy Prosp., Moscow, 117997, Russia;
2Federal Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitriy Rogachev,
Ministry of Health of Russia; 1 Samory Mashela St., Moscow, 117198, Russia

Background. Allogenic hematopoietic stem cell transplantation (allo- HSCT) for patients with mucopolysaccharidosis is the radical method of
therapy nowadays. Myeloablative conditioning regimens allow to achieve good engraftment and do not compromise clinical status of a patient.
Aim — to show effectiveness of allo- HSCT with myeloablative conditioning for patients with Hurler syndrome (HS).

Patients and methods. We analyzed 23 allo- HSCT at 22 patients with HS which were performed in 2002—2015. HSCT from unrelated donors
(10/10 and 9/10) were performed in 18 cases. Transplant: bone marrow — 73.9 % (n = 17); peripheral blood stem cells — 17.4 % (n = 4);
cord blood (CB) — 8.7 % (n = 2). Age median — 1.86 y.o. (10 months — 3.8 years). Conditioning regimen: Busulphan/Treosulphan +
Fludarabine + Thiotepa/Melphalan and Antithymocyte Immunoglobulin +/— Rituximab (in case of HSCT from unrelated donor).

Results. 19 patients are alive now. 15 patients have complete donor’s chimerism now. All patients have good answer on general disease (best
answer correlated with minimal interval between diagnosis and HSCT). Primary graft failure was in one case of CB transplantation. Graft
rejection was diagnosed in 3 cases. Causes of death were infection complications in all cases.

Results improved during last 5 years — good infection control and therapy of infection and immune complications. Median of follow-up is
48.62 (8—130) months, overall survival 83.2 %, event-free survival — 71.5 %.

Conclusion. Our results suggested that allo- HSCT with myeloablative conditioning (with Melphalan inclusion) for the patients with HS is
effective way of therapy to stop neurodegeneration processes. Optimization of prevention and treatment of infection complications and graft-
versus-host disease allows to improve significantly results of HSCT.

Key words: Hurler syndrome, mucopolysaccharidosis, children, hematopoietic stem cell transplantation, myeloablative conditioning,
graft-versus-host disease, complications of therapy, neurodegenerative disease

AKmyanbHocmb

Amno-TI'CK Ha ceromHsIIHUI ACHDb SIBISICTCS SIMH-
CTBEHHBIM PaJIMKaJIbHBIM METOJOM M3JICUEHUS psiia Ha-
CJIEICTBEHHBIX 3a00JIeBaHMIi, 0CO00€ MECTO CpelM KOTO-
pBIX 3aHuUMaeT Mykomoaucaxapupo3d (MIIC) [1].
MIIC — rpynmna metaboanyecknx 3ab0aeBaHNil COeAUHU-
TEJbHOM TKaHU, CBSI3aHHBIX C HapyllIeHHeM OOMeHa KuC-
JIBIX TJIMKO3aMUHOTJIMKAaHOB, BbI3BAHHBIX HETOCTATOUHO-
CThIO JIM30COMHBIX (PepMeHTOB. 3a0oJieBaHUS CBSI3aHBI
C HacCJIeICTBEHHBIMU aHOMAJIMSIMU OOMEHa, IPOSIBIISIIOTCS
B BHJIE «00JIE3HN HAKOTUIEHUS» U TIPUBOIST K Pa3IMYHBIM
nedekTaM KOCTHOM, XpsIIeBOM, HEPBHOM U COCTUHUTETb-
HoO¥ TKaHeili [2].

Buowt MIIC

I Tun — cunppom Iypraep (CI);

II Tunm — cunapom XaHTepa;

III Tunn — cunapom CaHpuaumnIo;
IV tun — cunnpom Mopkuo;

V tun — cunapowm llleiie;

VI tun — cunapom Mapoto—Jlamu;
VII tun — cunapom Crasl.

Puc. 1. Xabumyc nayuenma c cundpomom [ypaep

TOB B TKaHAX pe6eHKa 1 BBI3BIBACT MMOPaXKECHUE PA3IMYHBIX

Hawnb6onee yacto Bctpeuaercst MIIC I Tunma — CI, ko- opraHoB [4]. 3aboneBaHMe XapaKTepU3yeTcsl 3aAePKKOI

TOPBIiA SBJISIETCSI ayTOCOMHO-PELIECCUBHBIM 3a00JIeBaHUEM
[3]. Aedumut depmeHta o-L-uaypoHumassl MPUBOIUT
K HaKOTUJICHUIO rerapaH-cyJb(haToB U JepMaTaH-CyIbda-

B MOTOPHOM U YMCTBEHHOM pPa3BUTUU, U3MEHEHUEM JIU-
1eBoro ckejeta (puc. 1) ¥ Mo3BoHOYHMKA (KM(O3 U CKO-
JIN03), TpbIXKaMU, MaKpOIJIOCCHEH, TeIaTOCIIEHOMET I -
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eif, TIOMyTHEHHEM pOTOBHILIbI, Ie(hEeKTOM CYyCTaBOB,
KapauajabHOU AUCGhYHKIMEH U peUaANBUPYIOIIUMU WH-
eKuMsIMU BEpXHUX M HUKHUX ObIXaTeJbHBIX ITyTEH,
a Tak:ke opraHa ciyxa [5].

CeromHs TpaHCIUIAHTALUs SIBJISICTCSI €AMHCTBEHHBIM
pamuKaabHBIM METONOM TepalvM, TaK KaK Ipernapar 1ist
¢depMeHTO3aMecTUTENIbHOM Tepanuu (JlapoHupgaza) He
MPOHMUKAET Yepe3 reMaTosHuedalIndecKuii 0apbep U He
CIIOCOOEH OCTAaHOBUTH HEBPOJOTMYECKOE ITPOTrPeccrpoBa-
Hue 3abosieBaHus [6]. B oTaimume o KoHCepBaTUBHOI Te-
panuu, TT'CK no3BonsieT B ciyyae ycrexa HalaauTh «IIpo-
M3BOICTBO» (epMEHTAa B OpraHu3Me pebeHKa M €ro
MPOHUKHOBEHME BO BCe TKaHU opraHusma. IlepBrie co00-
meHus o6 addexktuBHocT TI'CK npu CI' matupoBaHbI
1994 1., a KMMHUYECKHE PEKOMEHIAIIMN ObLIM OIMyOJIUKO-
Banbl B 2000 1. [7]. CBoeBpemeHHoe BoinoaHeHue TICK
OIpEAEIIIET YCIEIIHbIA UCX0, TEPAIIUU — T10 COBPEMEH-
HbIM Kputepusim, TI'CK pekoMeHayeTcsl TpOBOAUTD IMa-
LIMEHTaM 10 2-JIETHEro Bo3pacTa ¢ COXpaHHON KOTHUTUB-
Ho#t pynkuwmeii (1Q > 70) [1].

B xontekcre TI'CK Beaymmumu 3agadyamMu sIBISIIOTCS
HEIOITyIIeHUEe Pa3BUTHS CEPhE3HBIX OCIOKHEHUI 1 0bec-
neyeHue 3POEKTUBHON MIUTEAbHON (YHKIIMM TpaHC-
miaHTata. Hannuue 6onee 2 pakTopoB prcka (Tadauia)
YBEJIMYUBAET BEPOSTHOCTh HEOJIArOoNMpUsITHOIO MCX0a Ha
30 % [8].

He mMeHee BaxkHBIM SIBJISIETCSI BBIOOP aieKBaTHOTO pe-
JKUMa KOHauIMoHupoBaHus [9]. B mociaenHue roapl, He-
CMOTPSI Ha YCIIeXU MPUMEHEHUS PeKUMOB CO CHIDKEHHOM
TOKCUYHOCTBIO, TPOUHOE MECTO 3aHMMAIOT PEXKUMBbI IOJI-
HOI MHTEHCUBHOCTU. YUUTBIBAsI MOIMMDUKALINIO JaHHBIX
peXnMOB (BHeIpeHHEe TpeocyabdaHa) U yIydllIeHUe Kaue-
CTBa CONPOBOIUTEIbHON TepaIru, a TAKXKe paHHEW auar-
HOCTHKH CaMOTo 3a00JIeBaHMSI, YIAIOCh YIYUIIUTh Pe3YJIb-
tatel Tepanmuu [10]. Kpome Toro, B OOJBIIMHCTBE
MPOTOKOJIOB LIMKIodochaMua 3aMeHeH Ha (irynapaduH

IIpeompancnaanmayuontole hakmopsl pucka y nauueHmos ¢ CUHOPOMOM
Lypaep [8]

1. Tunpouedanus
2. OTcTaBaHKe B YMCTBEHHOM Pa3BUTUK
3. IMaToyiorust cepieYHO-COCYIUCTOM CUCTEMBI
a) HapyuleHus Ha 3NeKmpoKapouoepamme
0) anammues cepOeuHoll HedoOCMAamoYHOCMU
8) CHUDICEHUe (hpaKyuu b10poca Ha 3XoKapouoepagpuu
4. JlerouHast HEAOCTaTOYHOCTb
a) unmybayus 6 aHamese
0) 06CMPYKYUS 6ePXHUX ObIXAMENbHbIX Nymell
8) msdicenas NHeeMOoHUs

2) 00CMPYKYUsL HUNICHUX ObIXAMENbHbIX nymell
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C LIEJIbIO CHYDKEHMSI TOKCUYHOCTH, a JIJIST JOTIOTHUTEIbHOM
Muenoabdaauy (YYuThIBast BBICOKMIT TOTEHIIMAI OTTOpKe-
HUS) B Tepamnuio Obul JoGaBieH MendanaH. MendanaH
¥ (paynapabuH, B CBOIO OUepeib, HE 00/1aJaloT KapauOTOK-
cuvHocThio [11].

IMon6op noHOpa ¥ UCTOYHMKA KJIETOK OCTAeTCsT Kpaii-
He BaxHbIM. TpaguumonHo misg CI' ucnonb3oBalicst coB-
MECTUMBIN poacTBeHHBIN qoHOp (CP/I), He cTpagatoimii
MIIC [12]. OpHako Bce yalle TpaHCIIJIaHTAllUK BBITIOTHSI -
JOTCS OT COBMECTUMOTO HepoAacTBeHHoro noHopa (CHJI)
kak 10/10, Tak 1 9/10. KoctHbiit Mo3r (KM) u nepucdepu-
yeckue ctBonoBbIe KIeTku KpoBu (ITCKK) ncnonb3yrorcst
MPUMEPHO B OIMHAKOBOM uucie ciaydaeB [13]. OcraeTrcs
OTKPBITHIM BOTIPOC O HEOOXOAMMOCTHU CEJIEKLIMU U JIETLIe-
MM TpaHcriaHnTara B ciaydae CIT — psn mMccnenoBaHuMin
roBoput 06 ucnonb3oBanuu CD34"-cenekuum, npyrue
aBTOPBI HACTAMBAIOT HA MPUMEHEHUM HATUBHOTO TPaHC-
riaHrara [14].

MHoroe ceifyac enaeTcst 1Jis YIydIeHUs 10Jrocpoy-
HBIX Pe3YJITATOB TEPAuU U YIYYIIECHUST KauyecTBa KU3HU
nauueHToB ¢ CI' — 310 peabunurtanus, IpuMeHEeHNE Me-
JHUKaMEHTO3HBIX METOMOB JieueHus: ocioxHeHuit TI'CK
(HampuMep, Tepanusi TopMOHaMu pocTa) u ap. [15].

TakuM 06pa3oM, 1eJIbI0 HCCIEIOBAHNMS SIBUJIOCH OITpe-
neneHue adbdexktuBHocTy ato-TI'CK ¢ MuenoabiaaTus-
HBIM KOHIULIMOHUPOBaHUEM Yy TTalueHToB ¢ CI.

MayueHms! U Memofbl

B uccnenosanue Ob1M BKiIoYeHbI 22 mauueHTa ¢ CI,
kotopbiM BbinmoJIHEHBI 23 TI'CK. ¥V Bcex OOJBHBIX,
BOBJICYCHHBIX B MCCJICIOBAHNUE, IMATHO3 BHICTABJISJICS Ha
OCHOBAaHMM  KJIMHUYECKOM  KapTUHBI, aKTUBHOCTHU
o-L-1aypoHuiassl 1 TeHETUYECKOTO UCCIIEI0BAHNSI.

TI'CK BeimonHsuiuch 3a nepuona ¢ 2002 mo 2015 &
CpenHuii Bo3pacT naureHToB Ha MoMeHT ajuto-TI'CK co-
craBmi 1,86 roga (10 mecsiieB — 3,8 rona). bonbImmHCTBO
O6onbHBIX (1 = 18) momyyunau TpaHcrianTamuio ot CHJI.
ITpu atoMm B 1 ciryyae noHop 661 ¢ 9/10 HLA-coBMecTu-
mocThio. Cpenu nauueHToB, noayuuBnx TT'CK ot CP/I,
Y OIHOIO JOHOPOM BBICTYIIAJ IMOJTHOCThIO COBMECTUMBIIA
oteil. B 73,9 % (n = 17) ciiyyaeB UICTOYHUKOM KJIETOK SIB-
st KM, B 17,4 % (n=4) —IICKK,aB8,7 % (n=2) —
nynouHHas KpoBb (ITK). Cpeansis noza CD34-m1o3utus-
HBIX KJIE€TOK coctaBmia 8,4 x 10°/kr (5—10,5 x 10°/Kkr)
MaccChl Tejla peluIIMeHTa.

OCHOBHBIM PEXUMOM KOHIUIIMOHUPOBAHUS SIBUJIACh
KOMOMHaLMs TpeocyibdhaHa — 42 r/m?, diynapabuHa —
150 mr/m2, Mesndanana — 140 Mr/M? 1 aHTUTUMOLIUTAPHO-
ro rimooynmuHa B caydae TI'CK ot CH/. dst 6 manyeHToB
¢ CH/I B kauecTBe MpoPUIaKTUKN PeaKILIMU «TpaHCIIJIaH-
TaT TmipotuB xo3sguHa» (PTIIX) BBomuics purykcumad
B no3e 375 mr/m? IlepBbie 4 manueHTa, BOBJICYCHHbIC
B HUCCeAoBaHUe, MOAyYuan Ooycyiabdan (Havamo 2000-x
rofoB). YeTBepbIM MallMEHTaM B CBSI3U C OTCYTCTBHEM TIpe-
napara B P® mesdanan OblI 3aMEHEH Ha THOTEITY.

2015 11}



JTETCKOU

HOAro

BoccraHoBneHue neiikonossza (UKCUpPOBAOCh MpU
JIOCTVXKEHMU YMCa IEUKOLIUTOB B TTepudeprudecKoii Kpo-
BU nanueHTa Boiie 1,0 Teic./MKI. OLIeHKa reMOITo3ThYe-
CKOTO XMMepu3Ma IipoBoamiack Ha +30, +60, +90-ii 1HU
U Jajiee 1o pe3yJibTaTaM MpeablAyIIX UCCIeI0BaHui, HO
He pexke 1 pasza B 6 Mec B TeueHue nepsbix 2 et oT TT'CK.
Yucio KIETOK OOHOpa Belle 95 % pacieHUBajloCh
Kak TIOJIHBII JOHOPCKUiT xuMmepusM. Kpome Toro, mauu-
€HTaM  BBINIOJHSUIOCh  MCCJAENOBaHUE  aKTMBHOCTU
o-L-uaypoHuaassl Kak Mapkepa 3(p(OeKTUBHOCTU TpaHC-
IUTaHTALUU.

IMpopunaktuka PTIIX B ciayyae poACTBEHHBIX
TI'CK nmpoBoauiach KOMOMHALIMEW LUKIOCIOpUHA A
u MmukodeHonata modperuna g0 2011 r. [Tocie mukode-
HoJjiaTa Mo(eTuJ1 ObLI 3aMeHeH Ha MeToTpekcar. B ciy-
yae TI'CK ot CHJI uukiocropu A 3aMeHsJICS Ha Ta-
kponumyc. Tsokects PTITX onieHuBaiach no craHgapTHON
mkaie [16].

Pesynbmambi
¥V Bcex maumneHTtoB, nonyuuBiux TI'CK, orMeuanace
TOKCUYHOCTb  pa3JIMYHOW CTEIEHU BBIPAXKEHHOCTH.

YV OoabLIMHCTBA OHA ObljIa MpeIcTaBieHa KOXHOM U TTeue-
HoOuHOI popMmoii He 6osee 11 cTenmenu.

[Mocne nposeneHHbix TI'CK Bhikuam 19 manueH-
TOoB. MeanaHa HabmomeHus coctaBuiia 48,62 (8—130)
Mec, o01ast BeIKUBaeMocTh — 83,2 %, 6eccoOBITHII-
Hasg — 71,5 %. IlpyunHaMu CMepPTU BO BCEX CiIydasix
ObLIM MH(EKIMOHHBIE OCIOXHEHUS (TeHepalu30BaH-
Has MH@eKuus Jerkux). JleraabHbie UCXOAbI 3a(pUKCU-
poBanbl B riepuoa a0 2009 . BocctaHoBneHMe eiiKo-
1M033a KOHCTaTUPOBAJIOCh B cpeaHeM Ha 18- (11—29-ii)
IIeHb. Y BCeX IMAallMeHTOB, Y KOTOPBIX HE CIYYUJIOCH
OTTOPXEHUS, YPOBEHb 0-L-UAypoHMIa3bl HAXOAUTCS
B Mpeaeax HOPMbI, YTO MTO3BOJISIET UM BECTU HOPMaJb-
HYI0 XU3Hb (puUc. 2).

Y 54,5 % (n = 12) 6bUIM OTMEYEHBI IIPU3HAKHU OCTPOI
PTIIX no II crenieHu.

VY 4 13 19 BbIKMBIIIMX MALIMEHTOB ObLT 3a(bUKCUPOBAH
CMEILIAHHBIX F'€MOITO3TUYECKUI XUMEPU3M, IIPU TOM Ha-
Omromanach MOJIOKUTEIbHAS AMHAMUKA IO OCHOBHOMY
3aboneBaHuto. [lepBuuHoe HeMPUKUBIEHNUE TPaHCIIJIaH-
TaTa ObLIO 3a()UMKCUPOBAHO B | ciyyae TpaHCIUIAaHTALUU
kietok 1K, mauueHT ymep mociie moBTOpHOM TpaHCIJIaH-
Taiuu KM oT HepoACTBEHHOTO JoHOpa. Y 2 13 4 maiueH-
TOB, B KOHAUILIMOHUPOBAHUM KOTOPBIX MCIIOJb30BaIach
THOTEMa, OTMEYascsl BbIPAXXCHHBIN CIABUI XUMEpU3Ma,
B 1 ciayyae HaOMIOAATOCh TEMOTIOATUYECKOE OTTOPKEHUE
TpaHcruiaHTaTa u ranupyercs mopropHas TI'CK. Takke
3a(UKCUPOBAHO OTTOPKEHUE U Y OOJIbHOTO MOCJIe TPaHC-
mnantaiuu ot CPII Ha (poHe HEBO3MOXKHOCTH KOHTPOJIS
XUMepH3Ma I10 MPUYMHE JUIUTEbHOIN HEeSIBKU B KJIMHUKY.
Jpyrue nmaureHThl CO CMEIIaHHBIM XUMEPU3MOM I0JTyva-
JIM UHOY3UU JOHOPCKUX TUMDOILIUTOB € MOJIOKUTETbHBIM
apdekToM.

TEMATOJIOTMM u OHKOJIOT MU

Puc. 2. [layuenmot (cubauneu) ¢ CI nocae mpancnaanmayuu om CHJ[

Buckyccus

HecomuenHo, cBoeBpeMmeHHas auio-TI'CK siBastercs
addexkTuBHBIM MeTogoM Tepanuu npu CI. CerogHs yna-
JIOCh JOOUTHCST YBEIUUECHUS 00IIei BhIKMBaeMocTr ¢ 50
[6, 9] no 80 % u naxe Bbie. YacToTa TSKEIOM OCTPOI
PTIIX Taxke cHUKaeTcs.

JleBsITHaMLIATh ALIMEHTOB, BOBJICUECHHBIX B MCC/ICAOBA-
HUE, KUBbI Ha HACTOSIIIMI MOMEHT 1 HE UMEIOT MMPU3HAKOB
MPOrpeccur OCHOBHOTO 3abojieBaHus. B cBolo ouepenpb,
y 4 mauMeHToB 3a(UKCUPOBAHO TEMOMOATUYECKOE OTTOP-
JKEHWE WIM TIEpBUYHOE HETPYIKMBACHUE TpaHCILIaHTaTa,
YTO 00YyCIaBIUBAET HEOOXOAMMOCTD ITPOBEACHMS TTOBTOP-
Hoii TI'CK. OngHako, y4uThIBasi HU3KYIO TOKCUYHOCTh Te-
parnuu, 3TO TMPEACTaBsIeTCsS BO3MOXHBIM. B cpaBHeHUM
C UICTOPUYECKMMU JaHHBIMU 1 MIOKa3aTeISIMU €BPOIEHCKIX
rpyni [ 17] Halm pe3yasTaThl TO3BOJISIIOT TOBOPUTH 00 3¢-
(heKTUBHOCTH JAHHOTO TOAX0/Aa B yCJIOBUsIX PD.

BaxxHo OTMETUTb, YTO POJIb KOHIMLIMOHUPOBAHUS
KpaiiHe BbICOKA. DTO ITTOKa3bIBaeT HeOJarompusTHHIN
OITBIT MIPMMEHEHMUS TperapaTa THOTeNna B KOHAUIIMOHU -
poBaHuu (4 ciyydas). Y MOJOBUHBI MAIIUEHTOB, B KOHIM -
LIMOHMPOBAHUM KOTOPBIX COIEpKajcs 3TOT Iperapar,
HaOJI0IaICs CMEIIaHHbBIN XUMEpU3M, U B 1 HaOI0AeHUN
MPOM30IILIO OTTOPKEHME TpaHCcIUIaHTaTa. B ciyvae mpu-
MeHeHUs MedanaHa OTTOpPXKeHNWe MPOU30IIIO B 2 CIIy-
yasx us 18.

B Hamewm vcciaenoBaHUM ITOKa3aHa BO3MOXKHOCTb MPU-
MEHEHMSI HEMaHUITYJIMPOBAaHHOTO TPaHCILJIaHTaTa ¢ MEHb-
1Ieli BEPOSITHOCTHIO OTTOPXKEHUSI 110 CPaBHEHUIO C PE3YJib-
tatamu TI'CK ¢ CD34-ceneximueit [10]. ITpumeHeHue
HATUBHOIO TpaHCIUIaHTaTa MOKa3aHO B PEKOMEHIAIIUsIX
EBpomneiickoii TpynIibl 0 TpaHCIUIAHTALIMU KPOBU U KOCT-
Horo Mo3ra (EBMT).

D(PpPeKTUBHOCT, MUET0A0MIALNN C UCTIOJb30BaHUEM
TpeocyiabdaHa/0ycynbdaHa, (paynapadbuHa u MeiadanaHa
M0Ka3aHa KaK B 3TOM, TaK U B IPYTMX UccienoBaHusx [18].
IIpuMeHeHMe TaHHBIX TTpernapaToB 00YCIOBIEHO HEOOX0-
JUMOCTBIO CHUIKEHUMSI TOKCMYHOCTH, B TOM YHUCJIEe M3-3a
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pPa3BUTUSI BEHOOKKJIIO3MOHHOU Oosie3Hu [19]. V Hammx
MHAIMEHTOB MOJIOOHBIX OCI0XKHEHUI He HAOII01aJI0Ch.

BbiBoAbI

Hamm pesynbraThl mokasbiBaioT, 4to ajuio-TICK
¢ MMeJ10a0JJaTUBHBIM KOHAMIIMOHMPOBAHUEM Y MALIMEHTOB
¢ CI' aBngercsa a¢ppeKTUBHBIM METOIOM Tepaliuu, Leblo
KOTOPOTO CJIy>KUT OCTAHOBKA ITPOrPecCUpPOBaHUsI Helpoie-
reHepatuBHbIX npolieccoB. Pe3ynsratel TI'CK B mocnenHue

FTEMATOJIOTMN u OHKOJIOT MU

TOJIbI CTAHOBSATCSI JIYYIIE 33 CYET ONTUMM3ALIMN KOHIAIIMO-
HUPOBaHUS, MeTOAOB MpoduiakTuku octpoit PTITX u ycu-
JIeHUsT MH(EKIIMOHHOTO KOHTPOJISI. YUUThIBas BBbICOKMI
MOTEHLIMAN OTTOPXEHUsI TpaHcIiaHTata y 0oibHbIX CI,
TpeocyabdaH, GpaygapaduH 1 MeadanaHcoaepKalnii pe-
KM KOHAMIIMOHUPOBAHMS 00eCIIeYrBaeT J0JTOCPOYHYIO
YAOBJIETBOPUTEIbHYIO (DYHKIIMIO TPAHCIUIAHTATA IIPU CHU-
JKEHHOM PHCKE Pa3BUTHSI TOKCUYECKUX OCTIOXHEHUI 1 MO-
JKET OBITh PEKOMEHI0BaH K HMCITOJIb30BaHMIO.

3 2015 1M
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Pe3ynbmambl anyorenHoil mpaicnnanmayuu remono3mu4ecKux
CMBONOBbLIX KNEMOK C PeKUMOM KOHAUUUOHUPOBAHUA CHUMKEHHO
UHMEeHCcUBHOCMU A03 Yy hayueHmoB ¢ cuiapomom l'ypnep

A.C. boposkona, H.B. CtanueBa, C.B. PazymoBa, O.B. I1auna, I1.B. Koxokaps, A.A. Pam,
A.B. Koznos, 10.I. ®emokosa, E.B. Cemenona, JI.C. 3y6apoBckas, b.B. Adpanacren

HHUHU demckoii onkonoeuu, eemamonoeuu u mparcnaanmonoeuu um. P.M. lopoauesoit I'BOY BIIO [lepswiit CIIGI'MY
um. akad. . I1. [laerosa Munsopaea Poccuu; Poccus, 197022, Cankm-Ilemepoype, ya. Penmeena, 12

Konmaxmmuuie dannvie: Anacmacus Ceamocnagosna boposkxosa bonastasya@mail.ru

Axmyaavnocms. Curdpom [ypaep aeasemes camvim majiceabim 6apuaHmom meweHus MyKonoaucaxapudosa I muna c 6oeneuenuem yeHmpanbHou
HepeHOll cucmembl, cepoeuHo-cocyOucmoil, onopHo-deueamensroi cucmem. Eduncmeennvim padukanvhviv memooom mepanuu seasiemcs
ANN02eHHAs MPAHCHAGHMAYUS 2eMON0IMUMECKUX CB0108biX Kaemok (anno-TICK). /lna dannbix nayuenmos ocmaemcs HepeuleHHbIM 80npoc
C BbICOKOU MOKCUYHOCHbIO MPAHCNAGHMAUUL.

Lleab pabomut — oyenums d¢pghpekmugHoCmb U MOKCUMHOCIb PEACUMOB KOHOUUUOHUPOBAHUS CHUIICEHHOU UHMEHCUBHOCIU 003 Y NAUUEHM08
¢ cundpomom [ypaep.

Mamepuaaot u memoost. B uccaedosanue exniouero 8 nayuenmos. Meduana nabaodenus cocmasuna 20 (1—60) mec. Illlecmu nayuenmam
ovLra nposedera anno-TICK om noanocmoro coemecmumoeo no eenam HILA-cucmemsr HepodcmeerHoeo doHopa, 2 nauueHmam mpancniaumayus
ovLra evinonnena om wacmuyuno HLA- coemecmumbix doHopos ¢ pazauvuem 6 eere nokyca A. B kauecmee nodeomosxu k anno-TICK ucnonv3osanu
PeduCUM KOHOUUUOHUPOBAHUS CHUMICCHHOU UHMeHcueHocmu 003: (aydapabun — 150 me/m?, meagpasran — 140 me/m? ¢ ekaroueruem
aumumumoyumapro2o enodyaura (ATIAM) — 60 me/xe. /s npoguasakmuku ocmpoii peakuyuu «mpaxcniaumam npomug xossura» (PTIIX)
ucnoavzosanu yukaocnopun A 6 dosze 1,5 me/xe 2 pasa 6 cymku ¢ kombunayuu ¢ memomperxcamom (10 me/m? ¢ A+1, A+3, [+6) uu
Mmurogenorama mogpemunom (15 me/xe 2 paza 6 cymxu 6 meuenue 30 Oueii). Haubonree uacmo ucmounuxom mpavcnianmama Oviau
nepugepuueckue cmeonosuie kaemxu kposu (IICKK) — 6 (75 %) nayuenmos, é 2 cayuasx uchonv3oeancs KOCmHblil moze. Beudy evicokoeo
codepacanus T-numepoyumos ¢ mparcnaanmame IICKK 'y 3 nayuernmog donoanumenvto nposodunu ummynomaenumuyro CD3/CD19-dennseyuro
unu ceaexyuio CD34*-kaemox na npudope CliniMACS ¢ nocaedyrouum eedenuem 6 mpancnaanmam CD3/CD 19 -kaemok 6 doze 1,0 107/ke
seca peyunuenma npu arno-TICK om noanocmero coemecmumoeo donopa u 1,0 % 10°/ke eca peyunuenma npu HaAUHUU HECOBMECMUMOCIU
no HLA-cucmenme.

Pesyaiomamor. Ha momenm anaauza danHwix dcusvl 6 nayuenmos (cpednuil cpok Haoarodenus — 20 (1—60) mec). Obwas eviicusaemocms
nayuenmog ¢ cundpomom Iypaep nocae anno-TICK cocmasuna 75 %. Y ecex nauuenmog 0v110 3agukcupogano nepeuuHoe npuicueseHue
MPAHCNAGHMAMA, ¢ NOAHBIM OOHOPCKUM Xumepusmom Ha J]+30. Akmuenocms anvpa-L-udyporudassl 6 aelikoyumax 0ocmuena HOpManibHO20
ypoeHs 6 cpedrnem 61,3 M/me/18 u na J[+30 u dasee do JI+100 6vira na yposune 77,6 uM/me/18 u (nopma — 61,0—175,5 M/me/18 u).
B nocaedyrouwem y 2 604bHbIX 3apecucmpupo8ano cHudceHue 0oHopckoeo xumepusma (va J+60 u na J+180). Hu y 00Ho20 u3 nauuenmog
He 0bL10 ommeuero maxiceno2o mykozuma 11—V cmenenu. Om npuuun, ceszannvix ¢ mpancnaanmauuei, ymepau 2 6oavHoix. Cpedu npuuun
cmepmu: ocmpas PTIIX 1V cmenenu ¢ nopaxcenuem dceayoouro-kuueunozo mpakma 1V cmenenu, koxcu 111 cmenenu, neweru 11 cmenenu
(I+69 nocae anno-TICK) — 1 60avHoii; TRALI-cundpom, pazeusuiuiics nocae mpancgysuu spumpoyumaphoi 83eecu, /[+45 nocae arno-
TICK — I nayuenm.

3akarouenue. Ilposedenue anno-TICK ¢ npumenenuem pexcumod KOHOUUUOHUPOBAHUS CO CHUIICEHHOU UHMEHCUBHOCMbI0 003 Y Oemell
¢ cunopomom Typaep sieasemces 3ghchekmugHvim Memooom neuenus, He 8bi3bI8AIOUWUM PA3GUMUS MANCENbIX MOKCUMECKUX 0CA0dCHeHull. Jlns
npouaaKkmuKyu OMmopiiceHuss MPaAHCHAAHMAMA 8 CAydae CHUJICeHUs OOHOPCKO20 XUMePU3MA B03MOJICHO UCNOAb308AHUE Mem0008
UMMYHOAOONMUBHOU mepanuu.

Karouesvie caosa: aemu, cqupOM prﬂep, Mylconmucaxapudm, mpancnaaimayusl eemono3muvecKux cmeon06ovlX KAemokK, OCA0UCHEeHUA,
ucxodv! mepanuu
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The results of allogeneic hematopoietic stem cell transplantation with reduced-intensity conditioning regimen doses
in patients with Hurler syndrome

A.S. Borovkova, N.V. Stancheva, S.V. Razumova, O.V. Paina, P.V. Kozhokar, A.A. Rats,
A.V. Kozlov, Yu.G. Phedyukova, Ye.V. Semenova, L.S. Zubarovskaya, B.V. Afanasiev

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

Background. Hurler syndrome is the most severe type of mucopolysaccharidosis with central nervous system, cardio-vascular system and
musculoskeletal system involvement. A unique method of radical therapy is allogenic stem cell transplantation (allo-HSCT). A question on
high toxicity of HSCT is still unsolved for these patients.

Aim — to estimate effectiveness and toxicity of conditioning regimen with reduce intensity in patients with Hurler syndrome.

Materials and methods. Eight patients were enrolled to the investigation. Follow-up median was 20 (1—60) months. 6 patients received allo-
HSCT from full HLA-matched unrelated donors, 2 patients received HSCT from partially HLA-matched unrelated donors with mismatch in
A locus. The following conditioning regimens with reduce intensity were used as preparative therapy: Fludarabine — 150 mg/m?,
Melphalan — 140 mg/m?, Antithymocyte Immunoglobulin (ATGAM) — 60 mg/kg. For graft-versus-host disease (GvHD) prevention Cyclosporine
A in dose 1.5 mg/kg? time per day with a combination with Methotrexate (10 mg/m?in days +1, +3, +6) or Mycophenolate mofetil (M MF)
(15 mg/kg 2 times per day during 30 days) was used. The most common transplant source were peripheral blood stem cells (PBSC) — 6 (75 %)
patients, in 2 cases bone marrow was used. Due to high level of T-cells in PBSC at 3 patients, the immunomagnetic CD3/CD 19-depletion or
CD34*-cells depletion with the help CliniMACs device was performed. The following transplantation of CD3/CD19"-cells in dose 1.0 % 10’/ kg
of recipients weight in case of full-matched unrelated donor or 1.0 x 10°/ kg of recipients weight in case of mismatched unrelated donor was
performed.

Results. Six patients are alive on a moment of analysis (median follow-up 20 (1—60) months). Overall survival of patients with Hurler syndrome
after allo-HSCT is 75 %. All patients engrafted with complete donors chimerism on day +30. Alpha-L-iduronidase activity in leukocytes
achieved normal level (average 61.3 nM/mg/18 h) on day +30. Activity was normal till day +100 — 77.6 nM/mg/18 h (normal indicator —
61.0—175.5 nM/mg/18 h). Mixed donor’s chimerism was revealed on days +60 and +180 at two patients. No incidence of severe mucosytis
1111V gr. revealed. Two patients died due to transplant related causes. Causes of deaths: I" patient — acute intestinal GvHD 1V gr., 111 gr.
skin GvHD, II gr. liver GvHD on day +69 from allo-HSCT, 2" patient — TRALI-syndrome after packed red cells transfusion on day +45
after allo- HSCT.

Conclusion. Allo- HSCT with reduced intensity conditioning regimen for the patients with Hurler syndrome is effective method of treatment
without severe toxic complication. Immunoadoptive therapy can be used for rejection prevention in case of mixed donor’s chimerism.

Key words: children, Hurler syndrome, mucopolysaccharidosis, hematopoietic stem cell transplantation, complications, treatment outcomes
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AKmyanbHocmb

Myxkononucaxapuao3s I Tuna — Mmetabonnyeckoe 3a00-
JIeBaHME C ayTOCOMHO-PEIIECCUBHBIM TUIIOM HacjeloBa-
HUS, BbI3BaHHOE Ae(UILIUTOM JIN30COMATBLHOTO (hepMeHTa
anbda-L-uaypoHnnassl, KOTOPbI MPUBOAUT K Hapylle-
HUIO Jerpafgaluu rinuko3aMmuHoriankaHoB (IADN). 3abone-
BaHMe UMeeT 3 KIIMHuYeckue opmbl: cuHapoM [yprep,
cunapoM Iypnep—Illeiie, cunapowm Illeite. Cunapom Iyp-
JIep — camMasl TspKesask KIIMHuJeckasi (hopMa ¢ MyJIBTHOpraH-
HBIM TTOpaXkeHHeM (BOBJIEYEHUEM LIEHTPaIbHOI HEPBHOM
cuctembl (LHHC), cepaeyHoO-cOoCyaucToi, AbIXaTeJIbHOI,
OITOPHO-IBUTATEIbHOM CUCTEMBI ), TIEPBbIE CUMIITOMBI ITPO-
SBJISTIOTCS Ha TIEPBOM oAy KM3HU (B 6—12 Mecses), 6e3
Teparuu IeTH Tornbaior B Bo3pacte 6—10 jer.

EAuHCTBEHHBIM paguKaJlbHBIM METOAOM JICUCHUS
cuHapoMa Iyprep sBisieTcs alsioreHHas TpaHCIUIaHTaIus
TreMOITO3TUYECKUX CTBOJIOBBIX KJIeTOK (ayuno-TIT'CK). Iep-
Bas ycnenrHas ajuio-TI'CK 6buta BeimoHeHa B 1980 . [1].
B Hacrosiee Bpemst B Mupe mpousseneHo oosee 500 ano-
TI'CK y naumeHToB ¢ cuHapoMoM Iypaep. JoarocpouHas
BbKMBaeMocTh nocie ano-TICK, 1o naHHbIM pa3nny-
HBIX aBTOPOB, Bapbupyet ot 50 10 85 % [2, 3].

ITpu Beimonnenuu amno-TICK y nereit ¢ HaciaeacT-
BEHHBIMU 3a00JIeBaHUSIMU, B TOM YHCJE C CUHAPOMOM
[ypnep, 10 cux 1Op He YCTAaHOBJICH ONTUMAJIbHBIA PEXXUM
MOATOTOBKMU TMalreHToB. Hanbosee TpaauiiMoOHHBIM SIBJISI-
eTCsl MPUMEHEHUE MUEI0a0JIaTUBHBIX PEXKUMOB KOHAMIIN -
oHupoBanusga (MAK), 4To, HECOMHEHHO, yBEJMYMBAET
PUCK pa3BUTHS TSKEJIBIX OCIOKHEHMH, TPUBOIUT K MOBBI-
IIEHUIO JIETAJIbHOCTU, CBSA3AHHOW C TpaHCIUJIaHTALUEN.
DTO UMeeT MPUHILIUITHATIBHOE 3HAYCHUE Y OOJIBHBIX C HU3-
KHM OOI11eCOMAaTUYECKUM CTaTyCOM, YTO BCEraa MPUCYTCT-
BYeT y neTeil ¢ cuHapoMoM Iypiep crapiiiero Bo3pacTa,
MMEIOIINX MPOJABMHYTYIO cTanuio 3aboneBaHus. [Tokasa-
HO, yTO y peuunueHToB aio-TTCK ¢ ob1iecoMmaTnyecKum
cratycoM MeHee 80 % JieTaJIbHOCTD MOCJIe TPaHCILIaHTa-
uuu coctaniseT 28,3 % 1no cpaBHeHuIo ¢ 16 % B rpymie
nereit, wumeBmux crtatyc KapHoBckoro (JlaHckoro)
80—100 % [4]. [TauneHTsl ¢ cuHapoMoM [ypiiep Bo BpeMst
pexXruMa KOHAUMIMOHUPOBAHMS Ha (hOHE TTOPaKEHUS MUO-
Kapia M KOPOHAapHBIX COCYIOB MYKOTOJMCaxapyuaaMUu
yalle pa3BUBAOT (hbaTaJbHBIC CEPACYHO-COCYIUCThIE
OoCJIOXKHeHUs [5], BBUIOY CHEeUMMUUECKOTOo MOpPaKEHUS
MMEIOT IMOBBIIIEHHBIN PUCK Pa3BUTHS BEHOOKKIIIO3MOHHOMN
6osie3Hn rreyeHn [6]. Kpome Toro, B oTIaJeHHOM IepUOIe
nocie ano-TI'CK Hepenko mporcXonuT HapacTaHWe He-
BPOJIOTUYECKOTO NeUIIMTa, COMPOBOXAAIOIIETOCS Hapy-
LIEHUEM TTOBEICHUsI, CBSI3aHHBIX KaK C BO3pacToOM, TaK U,
HECOMHEHHO, C TOKCMYHOCThI0 MAK.

JaHHBIE pa3IUYHbBIX UCCIETOBAHUI CBUACTEIbCTBY-
0T, UTO TNPUMEHEHHUE PEXMMOB KOHIUIIMOHUPOBAHUS
CHMXKEHHOM MHTeHcuBHOCTU 03 (PUK) y maumeHTOB
¢ cuHapomoM [ypiep yBeanunBaeT BEpOSITHOCTh OTTOP-
JKEHMS TpaHCIJIaHTaTa 1, CJIeA0BaTeIbHO, YXYIIIaeT 00-
myto BeikuBaeMocTh (OB). HecMoTps Ha 310, u3ydyeHue

TEMATOJIOTMM u OHKOJIOT MU

BO3MOXKHOCTH UX MIPUMEHEHUS C 1IeJbI0 CHUXKEHMST TOK-
CUYHOCTH SIBJISIETCS aKTyalbHbIM. Oc0o00€ 3HaYeHUE BHE-
npenue PUK npuodperaet npu BoinoaHeHuu ajio-TTICK
y MallMeHTOB CTaplliero Bo3pacTa, Kak MpaBujiIo, MUMEIo-
KX 0ojiee 3HaYMMble KITMHUYECKUE TTPOSIBICHUS] OCHOB-
HOTro 3a60JieBaHUS.

llenb pabombl — oueHUTH 3OPEKTUBHOCTL U TOKCHUY-
Hoctb PUK y maumeHToB ¢ cunapomom Iyprep.

Mamepuanbl u Memoppbl

B uccinenoBaHue BKIIOUYEHO 8§ MALIMEHTOB C CUHIPO-
moMm Iypnep, mpoxomuBiuux jedyeHue B HUM NOIuT
uM. PM. Top6aueBoii [ICII6I'MY um. akan. U.I1. [TaBnosa
¢ 2008 mo 2015 rr. Beero BeimonHeHo 9 ayuto-TI'CK (8 mep-
BUYHBIX, | MOBTOpHAs).

JInarHo3 ycTaHOBJIEH Ha OCHOBaHUU KJIMHUKO-1a00-
PaTOPHBIX JAHHBIX: KIMHUYECKMX ITPOSIBJICHUIA 3a00J1eBa-
HUSI, OLICHKM YPOBHS aKTUBHOCTH ajibha-L-umypoHumassl
JeiikounToB, cogepxanust [AI' B Moue, MOJIEKYIIpHO-Te-
HETUYECKOro uccaenoBaHus. MenraHa HaOIOIeHUS paB-
Ha 20 (1—60) mec. MeanaHa Bo3pacTa Ha MOMEHT ITOCTa-
HOBKM JMarHosda cocrtaBuia 15 (3—24) mecsdueB, Ha
momeHT aito-TI'CK — 2 roga 4 mecsiua (1 rog 7 mecsitieB —
3roga 4 mecaua). o amno-TI'CK Bce mauimeHTHI motyya-
JI1 (pepMEHTO3aMECTUTEIBLHYIO TEPAIINIO IIperapaToM AJlb-
nypasuM B no3ze 100 En/kr exeHenenbHO, B CpelHEM
B TeyeHue 9 (4—19) mec.

Iectn mamueHtam Obuta mpoBeaeHa amuio-TICK
OT MOJIHOCTBIO coBMecTMMOro 1o reHam HLA-cuctembl
HEPOACTBEHHOTO AOHOpa, 2 OOJbLHBIM TpaHCILJIAHTALIUS
ObLIa BIMOJHEHA OT YacTuuHO HLA-coBMecTHMBIX TOHO-
POB C pa3jiMuMeM B TeHe JIoKyca A.

B xauectBe moaroroku K ayio-TT'CK ncnonb3oBaiu
PUK: daynapabun — 150 mr/m?, mencdanran — 140 mr/m?
C  BKIIOYCHHEM  aHTUTUMOLMTAPHOTO  IJI00Y/IMHA
(ATTAM) — 60 mr/kr. st mporIIaKTUKU OCTPOI peak-
LIMY «TPaHCIUIAHTAT NpoTuB Xo3sauHa» (PTIIX) ncmnosns3o-
BaJIM LIMKJIOCTIOpUH A B mo3e 1,5 MI/Kr 2 paza B CyTKMU
B KoMOMHanuu ¢ Mmetorpekcarom (10 mr/m? B 1+1, A+3,
J+6) win mukodeHonara modberuiaom (15 mr/kr 2 pasa
B CcyTKU B TeueHue 30 THeid).

HcmoyHUKu mpaHcnnanmama

HawuGosiee yacTo MCTOUHUKOM TpaHCILJIaHTaTa ObLIN
nepudepudeckue CTBOJIOBBIE KJIETKHU KPOBU
(ITCKK) — 6 (75 %) nauueHTOB, B 2 ClIy4asx UCIOJIb30-
BaJics KocTHbIN Mo3r (KM). BBumy Bhicokoro comepkaHust
T-numdouutos B TpaHcruiantare [ICKK y 3 manueHToB
JOTOJTHUTEIbHO TPOBOAWIN MMMyHOMarHuTHyio CD3/
CD19-gennennto wiu cenexiuio CD34"-kieTok Ha Tpu-
o6ope CliniMACS ¢ mocnenyolmuM BBeIeHUEM B TpaHC-
mianTar CD3/CD19*-knerok B mose 1,0 x 107/kr Beca
peuunuenTa npu amio-TI'CK oT moaHOCTbIO COBMECTH-
Moro goHopa u 1,0 x 10°/Kr Beca peLiMueHTa IIPU HAJTK-
yuu HecoBMecTumocTu o HLA-cucteme.
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MenmaHa 10361 SAPOCOAEPIKAIIMX KJIETOK ObUTa paBHa  Beca peuunuenTa (2,7—13,1 x 10%/kr), CD3*-kj1eTok —
8,5 x 10%/kr Macchl Tenna peuunuenTa (3,3—53,2 x 108/kr). 6,0 x 107/kr (0,1-56,0 x 107/kr). XapakrepucTuKa naiu-
Hosza CD34*-kneTok coctaBuia B cpeaHeM 8,3 x 10°/kr  eHToB M pe3yasrarhl amio-TITCK npeacraBieHs! B TaOIULIE.

HOAro

Xapakmepucmuku nayuenmog u peyasmamest aino-TICK ¢ PUK (hauano)

M M XK M X XK XK M

TTon

Bospact Ha MOMEHT
TIOCTAHOBKM TNATHO3a, 11 24 3 10 13 19 17 21
MeCSIIBI

AKTUBHOCTb asibha-L-
MIyPOHUIA3bl O aJIJIO- 8,4 2,2 1,3 1,73 1,2 0,08 0,54 1,32
TICK, HM/mr/18 u

®Dpakius BeIOpoca, % 62 71 60 67 69 71 65 67

Craryc 1o 1kase
KapHoBckoro B Mogubu- 80 70 80 80 90 80 90 80
ka1iuu Jlanckoro

BospacT Ha MOMEHT
TpaHcmiaHtauuu KM, 38 40 23 19 26 28 28 34
MeCSIIIBI

BpeMst 0T MOCTaHOBKH
JIMarHO3a 10 TPAaHCTUIaH- 26 15 19 9 13 8 11 12
Taiuu KM, mec

JnmuTebHOCTh (hepMeHTO-
3aMECTUTEIbHOW Tepanuun 13 7 19 8 13 5 10 4
1o amto-TI'CK, mec

Jlonop
TTOJTHOCTBIO COBMECTH -
MbIit 1o reHam HLA-cuc- 4F + F + + +
TeMbl (10/10)
HecomectumocTb 110
renaM HLA-cucrembl + +
B JIOKyce A
Hcmounux zemonodmuyeckux cmeo406bix KAeMmoK U pejcum KOHOUUUOHUPOBAHUS
TICKK + + + + + +
KM ar +
Flu + Mel + ATG + aF aF aF aF aln aF aF
Ilpopuaaxmura PTIIX
CsA + Mtx I + + + 4L +
CsA + MMF + +
+ CD3/CD19-perneuust +*

+ CD34"-cenexuus +
CD3/CD19 — 1 x 107/kr
+ CD34"-cenexkuus +
CD3/CD19 — 1 x 10¢/kr
Ilpumenanue. Flu — gnyoapadun, Mel — meagpanan, ATG — anmumumoyumapnuiii ummyHoesooyaun, CsA — yukaocnopun A, Mtx — memompexcam,

MMF — mukoghenorama mogemun.
|

+
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Xapaxkmepucmuku nayuernmog u pesyaomamst arno-TICK ¢ PUK (okonuanue)

Xapaxmepucmukxu mpancnaanmama u ucxoo aiao-TICK

CD34%, x 10°/kr 9,4 5,4 4,2
CD3", x 107/xr 0,1 21,0 9,4

XuMepu3Mm rocie

am10-TICK, % 100 100 100

AKTUBHOCTb asibda-L-

MIYyPOHKIA3bI OCIIEe

amo-TI'CK, HM/mr/18 u 52,0 82,3
(Hopma — 61,0—175,5

HM/mr/18 1)

AKTUBHOCTb asibha-L-

UIYyPOHUIA3bI TTOCIIE

amno-TI'CK, MKMoTb/1/9 — — —
(Hopma — Gostee 1,96

MKMOJIb/JT/4)

117,8

Craryc nocie amno-TICK ymep JKUB KUB

JmuTebHOCTh Habuo1e-
HUST, THU

45 1517 1554

13,1 7,1 10,4 10,1 2,7
50,0 56,0 1,0 0,1 2,6
100 (mmocne
100 100 100 69 TTOBTOPHOM
TpaHCIIaH-
tauuu KM)
82,3 117,8 97,6 - 86
- - - 6,83 -
KUB ymep KUB KUB KUB
1828 69 668 582 272

Pe3ynbmambi

Ha MoMeHT aHaiM3a IAHHBIX KMBBI 6 IallMCHTOB
(cpeanuii cpok HabmoneHus — 20 (1—60) mec). OB manu-
eHToB ¢ cuHapomoM Iypnep nocie anno-TI'CK coctaBuna
75 % (pUCYHOK).

Survival Function

1,0 H
0,8
0,75
064
©
=2
2
>
wv
e 04+
>
O
0,2
=I1 Survival Function
== 0
0,0
1 1 1 1 1 1 1
0,00 10,00 20,00 30,00 40,00 50,00 60,00

VAR00004

Tpexaemuss OB nayuenmos ¢ cundpomom Iypaep nocae arno-TICK ¢ PUK

Boccmanosaenue kposemeopenus

VY Bcex maiueHToB ObUIO 3a(MKCHPOBAHO TIEPBUYHOE
MPYKUBJICHUE TPAHCIUIAHTATA, C IIOJTHBIM JOHOPCKUM XU~
mepusMoMm Ha JI+30. BocctaHoBieHUe KoIUuecTBa Heil-
TpoduiioB > 0,5 x 10°/1 mpourcxoauio B cpeaHeM Ha 20-it
neHb (12—23-1i nH1), BOCCTAHOBJIEHME KOJUYECTBa TPOM-
6ouuToB > 50 x 10°/1 — Ha 22-i1 (11—25-i1 qHU). AKTUB-
HOCTh aliba-L-umypoHuaasbl B JICHKOIIMTaX IOCTUIJIA
HOpPMAaJIbHOTO YpOBHsSI B cpenHeMm 61,3 HM/mr/18 4 Ha
J+30 u nanee no J1+100 6bl1a Ha ypoBHE 77,6 HM /Mr/18 4
(Hopma — 61,0—175,5 HM /mMr/18 ).

B nocnenyiomem y 2 maiueHTOB 3aperMCTpUPOBAHO
CHUXXEHHUE JTOoHOpckoro xumepusma (Ha J+60 u Ha
J1+180).

B nepBoM ciydae CHUKEHME JOHOPCKOTO XMMepr3Ma
Ha [1+60 coBmajo ¢ OTMeHOI1 6a30BOM UMMYHOCYIIPECCUB-
HOM Teparnuu, BbITOJIHEHHOI B CBSI3U C MOSIBJICHHEM HEBPO-
JIOTUYECKOM CUMITTOMATUKM, PACLIECHEHHOM KaK IPOSsIBJIC-
HHUE HEWPOTOKCUYHOCTU LuKjIocnopuHa A. [lamueHTty
JIBaK/Ibl OBLIO BBIIIOJIHEHO BBEIEHME TOHOPCKUX JIUMDO-
LIMTOB 0e3 a(pheKTa ¢ pa3BUTUEM BTOPUYHOIO OTTOPXKECHUS
reMOIO3TUYECKUX CTBOJIOBBIX KJIETOK JOoHOpa Ha JI+228.
B nocnenytoniiem 60ibHOMY ObLIa IPOKM3BeicHA ITOBTOPHAS
HepoacTBeHHas amio-TI'CK ot Toro ke moHopa ¢ PUK
(baymapabun — 160 Mr/m?2, 6ycyibdan — 10 Mr/Kr, TUMO-
m1ooyauH — 4,5 mr/kr), npodunakrukoit PTITX ¢ moMo-
mpio nuKiodocdana B noze 50 mr/kr/cyt Ha JI+3, +4,
Takponumyca B pose 0,03 mr/kr/cyr, HauumHas c JI+5.
B kavecTBe MCTOYHMKA TEMOIIO3TUYECKUX CTBOJIOBBIX KJIE-
ToK ncnonb3oBaHbl [ICKK. ITprxuBneHue TpaHcriaHTa-
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Ta gocturHyto Ha +30 ¢ BoccTaHOBJIEHHEM ITOJHOTO
JIOHOPCKOI'0 XMMEPHU3Ma.

Bropomy nanuenty nocne amno-TI'CK ot yactuyHo
coBMmecTuMoro aoHopa ¢ CD3/CD19-nemnerueii TpaHe-
IUIaHTaTa B CBSI3U CO CHIDKeHUeM Ha [+ 180 akTuBHOCTH
anbda-L-unypoHuaassl Ha hOHE CMEIIaHHOTO XMMEpU3Ma
BBITIOJIHEHBI 2 MH(Y3UU TOHOPCKUX TUMQPOLIMTOB. Y 00JIb-
HOTO COXpaHsIeTCs CTaOWMJIbHBIM CMEIIaHHBIN XUMEPU3M
(60—69 %), nocTUrHyTa HOpMau3alus aKTUBHOCTHU aJlb-
(a-L-unypoHunasel.

Ocaoxcnenus

Hu y onHOro 13 naiyeHToB He ObUI0 3a(pUKCUPOBAHO
Tsikesioro Mmykosuta I1I—-1V crenenu.

Octpag PTIIX 1I-1V crenenu passuiach y 4 (50 %)
MalMeHTOB, B TOM YHcIe KIMHn4Yecku 3Haunmas (111-1V
crenieHn) — y 2 (25 %) GonbHbIX. B KauecTBe Tepanuu 1-i
JIMHUW MCII0JIb30BAJIMCH NIIOKOKOPTUKOCTEPOUIBI B 103¢
1—2 mr/xkr, y 2 maumeHToB ¢ octpoit PTTIX II—IV crenenun
MPOBOIMJIACH KOMOMHUPOBAHHAsSI UMMYHOCYIIPECCUBHAs
Tepanus ¢ IPUMEHEHUEM MOHOKJIOHAJIbHBIX AHTHUTE.
ITonHbINM KITMHWUYECKN OTBeT ToCTUTHYT Y 3 (75 %) marm-
eHToB. JlokanuzoBaHHast popma xpoHunueckoit PTTIX ot-
Mevaiach y 3 (50 %) 6oabHBIX. PacipocTpaHeHHOI (hopMbI
xpoHnueckoii PTTIX He 3apeructpupoBaHo.

HeitpoToKCHMYHOCTh B paHHEM IIEPHOIE ITOCIE aJljIo-
TI'CK 3aperucrpupoBanay 3 (37,5 %) manueHTOB (9HLE-
danonatus — 2, nonuHeliponatus — 1). AprepuajabHyI0o
TUIIEPTEH3UI0, CBSI3aHHYIO C ITOCTTPAHCIUIAHTALIMOHHOM
MMMYHOCYITPECCUBHOM Tepanueii, Hadmoganun y 2 (25 %)
OOJIbHBIX.

OCHOBHBIM MH(MEKIIMOHHBIM OCIOXHEHHUEM ObLiIa pe-
akTuBauus 1uToMerasopupycHoir (LIMB) wundbexiuu,
KoTOpasi otMevajiach y 5 (62,5 %) nalneHTOB, YTO MOTPE-
0oBajl0 Ha3HAYEHMSI TAaHILIMKJIOBUpPA B 103¢ 5 MI/KT Beca
exegHeBHO g0 cHwxkeHus LMB-JIHKemun wMeHee
500 xomuii/miI.

Jlemaavnocmo

OT NpUYMH, CBSI3aHHBIX C TPaHCILIAHTALUEH, yMEpJIU
2 mauueHTa. Cpeau npuanH cMepTu: octpast PTTIX TV cre-
IEHU C IIOPaXE€HMEM KEJYIOYHO-KUIIEYHOI0 TpaKTa
IV crenenu, koxwu I11 crenenn, neuenu I crerrenu (J+69
nocne anno-TICK) — 1 6onbHoiI; TRALI-cunapom, pas-
BUBIIHWICS MOCie TpaHC(Y3UU 3PUTPOLIMTAPHON B3BECH,
J+45 nocne anno-TI'CK — 1 mauueHT.

Llucryccus

Anno-TI'CK gBnsgeTcss eIMHCTBEHHBIM paJguKaabHbIM
METOJIOM JICUECHUSI, TIO3BOJISIONIMM 3HAUYUTEIbHO YMEHb-
LIXTh KJIMHUYECKUE TposiBIeHus cunapoma [ypiep, oco-
OeHHO u3MeHeHus co cropoHbl LIHC.
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ITo paHHBIM OOJILIIMHCTBA UCCIIENOBAHUI, V AU~
€HTOB ¢ cMHApoMoM [ypiep peKoOMeHIOBAaHO UCIIOJIb-
3oBaHue MAK. OnHako UX IpUMEHEHUE MOXKET ObITh
OrPaHUYEHO B CBSI3U C OOJIBIIIMM PUCKOM Pa3BUTUSI TOK-
CUYECKMX OCJIOKHEHMIi, 0COOCHHO Y MallMeHTOB cTap-
et Bo3dpactHolt rpynnbl. [To nanHbeiM EBpomneiickoit
TPYIIIBI 110 TPaHCIUIAHTALlMK KPOBU M KOCTHOTO MO3Ta
(EBMT), onTuMalbHbIM CPOKOM BBITIOJTHEHUS ajlJlo-
TI'CK gaBnsieTcst Bo3pacT 10 2 JieT, KOrga oTMevaeTcs
MEHbIlIasgs CTEeIeHb MYJbTUOPTAaHHOTO BOBJICUCHUS
M BO3MOXXHOCTh MaKCUMaJIbHOTO COXpaHeHUs (hyHKIINU
LIHC. B uccnenosanuu J.J. Boelens et al. mauueHTHI,
TpaHCIUIAaHTUPOBaHHBIE A0 Bo3pacTa 17 MecslieB, UMe-
IOT JIy4lIyl0 OeCCOOBITUIHYIO BBIKMBAeMOCTh —
71 vs 55 % cooTBeTCTBeHHO (0 U mocJe) [7].

Hama paGoTa mpeacTaBisieT OIBIT IPUMEHEHUs
PUK y nereit ¢ cunapomom [ypriep B yCIOBUSIX OTHOTO
HeHTpa. OOHOIN M3 MPUUYUH BbIOOpPA JAHHOIO pexkrMa
KOHIMIIMOHUPOBAHUSI MOCITYKUJI CTapIInii BO3pacT Ia-
ILIUEHTOB, MeIMaHa KOTOpOTo cocTaBuja 28 Mec.
B MyJIBTULIEHTPOBOM HMCCIICIOBAaHMU, IPOBEICHHOM
M. Aldenhoven et al. [8], MenuaHa Bo3pacTa Obliia paBHa
13,5 mecsa, mo nanueiM M. Hansen et al. [9] — 18 me-
caieB. Kpome aToro, y mauueHTOB HaIllero IeHTpa Me-
I1aHa BpeMEHU OT MOMEHTa MOCTAaHOBKM JMarHosa 10
nposeaeHus anno-TI'CK obina 14 Mec, B TO BpeMs Kak
B paboTax Apyrux aBTopos — 5,2 mec [7].

Tpexnetnsas OB mauuenToB coctaBmia 75 %, 4To
CPaBHUMO C IAaHHBIMU IPYTUX UCCIENOBAHUM, Ie UC-
noab3oBanuch MAK [7, 10]. ¥ Bcex mauueHToB K J1+30
ObLIO 3apEerMCTPUPOBAHO MPUKMBICHUE TPAHCILIAHTA-
Ta C TOCTUKEHUEM ITOJHOTO JOHOPCKOTO XMMepu3Ma.
B panneM nepuoge nocie amio-TI'CK He ObL10 3aUK-
cUpoBaHO ToKcuueckux ocinoxHeHuii I11-1V crenenu.
JletanbHoCcTb, cBg3aHHy0 ¢ ayuo-TI'CK, Habmoganu
y 2 mauueHTOB: ocTtpasg PTIIX IV crenenu — 1 manueHT,
TRALI-cunapom — 1 60JbHOIA.

BeposiTHOCTh pa3BUTHSI CMEIIAHHOTO XMMEpu3Ma
TaKXKe CpaBHMMA C JaHHBIMU APYTUX UCCenoBaHui [7].
Kpowme Toro, npumenHenue PUK B ciydyae HeoOXoouMo-
CTU JaeT BO3MOXKHOCTb MPOBEACHUSI MOBTOPHOI ayljio-
TI'CK ¢ MEHbLIMM KOJIUYECTBOM OCIOXHEHUIA.

3aknioyexue

IMposenenne anno-TI'CK ¢ mpumeneHuem PUK
y neTeit ¢ cunapomoM Iypiep sBasieTcst a(pheKTUBHBIM
METOJIOM JICUEHHUSI, HEe BbI3BIBAIOIIUM PAa3BUTUS TSXKE-
JIBIX TOKCHMYECKMUX OCJIOXHeHUM. s mpoduiiakTuku
OTTOPXKEHUsI TpaHCIUIAaHTaTa B cllydae CHMXEHUS J0-
HOPCKOI'0 XMMEpH3Ma BO3MOXHO MCIIOJb30BaHUE ME-
TOJOB MMMYHOAQJIONTUBHOMI TepaIuu.
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The experience of transplant of solid organs after the hematopoietic stem cell transplantation in case of graft-versus-host disease is very moderate
now. The first Russian experience of the treatment of the patient with this pathology is presented in this article. Presented follow-up results show
good opportunity of liver transplant in case of treatment of severe irreversible liver defeats after hematopoietic stem cell transplantation.
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MpoOneMbl NPakMUYECKOl remMamonoruu-oHKoONOruuy

BsepneHue

Cilyyau TpaHCIUIAHTALIMU COJIMAHBIX OPTaHOB IOCJIE
aJUIOTEHHOI TpaHCIUIAHTAIllMd KOCTHOIO Mo3ra (ajuio-
TKM) BciaeacTBue pa3BUTHUSI peaklUU «TpaHCIJIaHTaT
npotuB xo3siuHa» (PTIIX) kpaiiHe peaku B MpakTHKeE.
B maHHO# TyOGIMKALIMU TIEMOHCTPUPYETCS MOJIOXKUTEIb-
HBbIIi OIBIT TPAHCIUIAHTALMK (DparMEHTa MEYSHU OT KUBO-
IO POJACTBEHHOIO JOHOpa MalMeHTKE C XPOHUYECKOM
PTIIX. Anno-TKM MOXeT COIpoBOXKIAThCS HAPYLIEHUEM
(GYHKLIMM MIeYeHn pa3nuyHoro reHesa. K Hanbonee yacto
BCTpeyaoImuMcs opMaM MOpakKeHUsI TIEYEHU OTHOCSIT
BEHOOKKJII03MOHHY10 Oone3Hb, PTIIX, nmekapcTBeHHbIE
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¥ BUpycHbIe renatuthl [1—4]. Pazsutue PTITX o6ycnos-
JIEHO MMMYHOJIOTUYECKUM KOHMIMKTOM MEXIy aKTUBH-
poBaHHBIMU T-TMM@OLNTAMI TOHOPA M AHTUTEH-TIPE3¢H-
TUPYIOIIMMU KJIETKaMM peluIieHTa. B 3aBucumMocT oT
cpokoB pa3Butus (1o nim mnocyie 100 cyTok) pasanyaioT
ocTpyto 1 xpoHudeckyto ¢opmbl PTTIX. YacToTa pa3Butus
xpounyeckoit PTITX cocrasnser 25—80 %, a neTaabHOCTD
MPpY KCTEHCUBHBIX (popMax 3aboseBanust gnocturaer 80 %
[5, 6]. ITpu ycTOMYMBBIX K TEpariiy XpOHUYECKHNX (hopmax
PTIIX ¢ mopaxeHueM nedyeHU BO3MOXKHO Pa3BUTHE TXKe-
JIBIX He0OpaTUMBbIX MOPMOMYHKIIMOHATBLHBIX U3MEHEHUIA,
YIPOXKAIOMIUX KM3HM TALIMEHTa C MPOTrHO30M S-JIETHETO



JTETCKOU

HOAro

BbikMBaHUs MeHee 10 %. B Takux cuTyauusix Bce dalle
paccMaTpUBalOTCSI BO3MOXHOCTH TPaHCIUIAHTALIMY TTeYeHU
C XOPOIIMMHU OTHAJICHHBIMU pe3yabkTaTaMu JeueHus [7—9].

Xapakmepucmuka Knusu4eckoro Habniofexus

Burne 2012 2. ¢ OI'BY I'HI] Munzdpasa Poccuu nayu-
enmke b., 1990e. p., 6bi1a évinoanena TKM om HLA-uoen-
muunoeo, anmu-HBcor nozumugnoeo 6pama 1985 e.p. no
noeody anaacmuueckoil awemuu c¢ Hasuuuem ITHI-kaona
(IIHI — napokcuzmanvhas HouHas eemoenobunypus). Pannuii
NOCMMPAHCNAAHMAYUOHHDLI nepUo0 npomeKan 6e3 0caodic-
nenuii. C yeavro npogusaxmuxu PTIIX ucnoavzoeanuce me-
3EHXUMHbIE CIPOMANbHBIE KACMKU, UUKAOCNOPUH A, KOmopublil
6 C8A3U ¢ HehPOMOKCUUHOCMBIO OblA 3aMeHeH HA MUKOQeHO-
aama mogpemun. Yepes 2 mec nocae TKM y nayuenmxu nos-
BUAUCH KOJICHDLIL 3Y0, JCeNMYXa, 8e3UKYA0-NANYNe3Hble CAUG-
Hble 8bicbINaHUs HA wekax u utee (puc. 1).

Puc. 1. Ilayuenmxka 0o evinonnenus mpancniaHmayuy nevenu

Jlabopamopuas KapmuHa XapaKkmepu3o8aniach nogulile-
Huem ypogHeli 0bujeco buaupyouna (0o 567 mkmons/a, npeu-
MYUECmeeHHo 3a cuem Npamoll GpaKuyuu), pepmeHmos yu-
mosau3za (acnapmamamunompancghepasza (ACT) do 470 Ed/a,
anranunamunomparcgepasa (AJT) oo 1135 Ed/n) u xonecma-
3a (eamma-eaymamunmpancnenmuoasa (I'T'T) do 3079 Ed/a,
wenounas ocgpamasa do 250 Ed/n). Ilpu komnaexcrnom oo-
cnedosanuu 6 PIBY I'HI] Munzdpasa Poccuu evisienero no-
Dpadicenue nevenu CMeuantoeo eernesa. B kauecmee smuona-
moeeHemMu4eckux  (paKkmopos — NOpadceHus — neveHu
paAcCMampuganucy:

1. PTIIX: no danHbim eucmonocu4ecko2o uccaedo8anus
ouonmama neuenu uepes 2 mec nocie TKM — kapmuna PTIIX,
no OanHbIM NOBMOpHbIX Ouoncuil, uepe3 4 u 10 mec nocae
TKM, — kapmuna xponuueckoii gpopmor PTIIX (puc. 2, 3).

2. JlekapcmeenHoe nopasicenue neuenu, 8 mom 4ucie -
KAOCHOPUHO8ASL 2eNAMOMOKCUYHOCb.

3. Bupycroe nopaxcenue: ¢ meuenue 3 mec nocne TKM
8 CbIBOPOMKeE KPOBU PeUCMPUPOBAAUCH MADKEPbl BUPYCHOO
eenamuma B (anmu-H Bcore u anmu-HBe) npu ompuyamens-
HbIX Pe3yabmamax OUaeHOCMUKY ¢ NOMOUbIO NOAUMEPA3ZHOT
yennoii peaxyuu. Komnaexc aeueOnbix meponpusmuii, 6KarH0-
YARUWUX MePanuro NPeoOHU3010HOM, ME3CHXUMHbIMU MYAbIMU-
NOMEHMHBIMU CIMPOMANLHbIMU KACMKAMU, A3aMUONPUHOM,

TEMATOJIOTMM u OHKOJIOT MU

Puc. 2. JJucmpoguueckue u decmpykmueghvie usMeHeHus CMeHKU
JHCenH020 NPOMOKA 8 NOPMANLHOM MPaKme epynnsl AUMPOUUMOS,
NPOHUKHOBEHUEe OMOeAbHbIX U3 HUX 8 snumeauil npomoka. Okpauiusanue
2eMAmoKCUAUHOM U J03UHOM, yeeauuerue X200

Puc. 3. Xosecmas u ducmpoghuueckue usmenenus nNApeHxXuMbl Ne4eHu.
Bypuiit nuemenm 6 yumonnasme kyngeposcrux kaemox. Oxkpamusanue
2eMamoKCUAUHOM U I03UHOM, yeeauyerue X200

asumexasupom u 11 ceancos naasmaghepesa, okazancs neagh-
pexmuenvim. K coxpansawowumcs nposieaeHusm yumoausa
U X01ecmasa npucoeOUHUAUCh NPUHAKU NeYeHOUHO-KAemou-
HOUl He0OCMamoyHoOCmu 6 gude eunoarbOymunemuu (arboy-
mMun — 25 e/n) u eunonpompomoburemuu (RpompomouH no
Keuxy — 60 %). B ces3u ¢ npoepeccupyrouwjum xapaxmepom
nopaicenus neueHu Ha (ore pemuccuu aniacmu4eckol ane-
muu navuenmia nanpaérena ¢ PIBY PHIIX um. akao.
b.B. Ilemposckoeo 045 peuterusi 60npoca 0 mpaHcnAGHMAayuu
neuenu. C yuemom mscecmu nopayjcerus nevenu — 30 6aa-
s106 no wikare MELD (Model for End-Stage Liver Disease) —
onpedeneHvl UMNEPamugHvle NOKA3aHUs K mpaHcniaHmayuy
neuenu. B kauecmee poocmeennoeo 0oHopa gpaemenma ne-
ueHu obcaedosan bpam 1982 2. p., udenmuunsiii no cucmeme
ABO.

18 dexabps 2013 e. 6 PHIIX um. akad. b.B. [lemposcko-
20 NayueHmKe 8bINOAHeHa OPMOMONUYECKas MPAHCHAGHMA-
yus nesoii doau newenu (OTII) om xcueoeo poocmeenHoeo
doHopa. B kauecmee uHOYKYUOHHOU mepanuu ucnoab308aiu
MoHokaoHanbHble anmumena k CD25 (6azuaukcumab) c eee-
JeHuem 80 8pems Onepayuu U Ha 4-e nocreonepayuoHHvle
cymku 6 doze 20 me/cym. bazoeuwtii npomoxon ummyHocynpec-
cuu 6bL1 npedcmaener YUKAocnopuHom A é doze 5 me/ke, me-
muanpednuzononom 150 me/m?, ¢ nocaedyrouieii noaHoi om-
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HOAro

MeHOUl nocaedHeeo0 HA 4-e nocAeonepayuoHHble CYMKU.
B danvHeiiuem bbira npouzeedena KoH8epmauus YUKA0CHO-
puna A na makpoaumyc 6 doze 0, 1 me/ke. Macca mpancnaan-
mama cocmasuna 490 e, a ee omHouieHue Kk macce meaa pe-
yunuenma GRWR (Graft-to-Recipient Weight Ratio) — 0,6.
B paunue cpoku nocmmpancniaHmayuorHo20 nepuooa Oviau
ommeyeHbl KAUHUKO-1a00pamopHble NposeaeHUs CUHOpoMa
«Man020 no pazmepy MpaHcniaHmama» 8 eude eunepoulupy-
ouHemuu (¢ nogvlulenue  obujeeo  ObuaupybuHa 0o
170 mxmonv/n, npeumyujecmeeHHo 3a cuem npsamoll gppakyus)
U MPAH3UMOPHO20 ACYUMA.

Ha ¢hone pecenepamoproii eunepmpoguu mparcnianma-
ma, pecucmpupyemoli npu yabmpazeyko8om Ucciedo8anul,
VKA3aHHAS CUMPIMOMAMUKA Peepeccuposana K KOHUY nepeo-
20 Mecsya nocaeonepauylioHHozo nepuoda (puc. 4). Ilayuen-
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Puc. 4. lunamuka rabopamophvix nokazameneil Ha goHe yeeauerus 06sema

mpancnaaumama

mka evinucana Ha 41-e CYMKU nocae mpaHcnianmauuu
6y006/lem30pume/1bH0M CoCmoAHUU npu NOAHOUL Hopmaausa-
uuu OuoOXUMU1ecKux nokazamenei.

3akntoueHue

K MoMeHTy myOJuKauuy cTaTbU CPOK HAOMIOASHUST
nociae OTIT cocraBun 1,5 roga. Ilo pesynbratam
KOHTPOJILHOTO aM0yJtaropHoro oocienosanus B ®I'BHY
PHIX wum. akan. b.B. IlerpoBckoro (pyHKIMsI TpaHC-
rutanTara xopoias. ITo nanabIM o6ciienoBanust B ®I'BY
T'HL Mun3snpaBa Poccum coxpaHsieTcs peMuccus aria-
CTUYECKOM aHEMUM, KPOBETBOPEHME 3a CUET JOHOPCKOTO.
IManyeHTKa MOJHOCTHIO aalITUPOBaHA COLIMATIBHO U (K-
3udecku (puc. 5).

Puc. 5. [layuenmka uepes 200 nocae OTIT
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BoNbHUYHbIE KNOYHbI: urpa unu npogeccus?

2015

E.C. ¥Ypakosa, K.C. Cenos

ABMOHOMHASI HEKOMMEPHECKASL OP2AHU3AUUS NOMOUU OeMSIM, OKA3ABUUMCS 8 MANCEAbIX HCUSHEHHBIX 00CMOIMEeNbCMBax
«boavHUUHbIE KAOYHbI

Konmaxmmuuie oannvie: Koncmanmun Cepeeesuu Cedog dr.clown.sedov@gmail.com

B cmamuve npedcmasnet onvim HeKOMMEPHECKoll opearu3ayuu « BoabHUuHble KA0YHbL», Komopas nepsoii 6 Poccuiickoi Pedepayuu enedpuna
MemOoOUKY NCUXON0LUMECKOU NOMOWU NAUUCHMAM ¢ MANCEAbIMU 3A001e6aHUAMU 6 (opMe noceujeHull OONbHUYHbIX KAOYHO8. B cmambe
onucara paboma 60AbHUYHBIX KAOYHO8 8 Kauecmee 00HOU U3 (popm no00eplCcKU RAUUEHMOE 8 CAONCHbLI nepuod UHMEHCUBHOL Mepanuu.
BonvHuuHble KAOYHbL 8 OQHHOM cayHae AGASHOMCS YACMbI) KOMAHObL, KOMOPAs NOMO2aem NAUUEHMY 0C80UMbCs @ HeNPOCMOl CUMYyayuu
20CNUMANU3AUUU 8 KAUHUKY.

Takoce 6 cmamve daHa KpamKas XapaKmepucmuka npoyecca no020moeku K pabome GOAbHUMHBIM KAOYHOM, OGHO ONUCAHUE NPOuecca
CMAaH0BAeHUS, NPOPEeCCUOHANbHO20 POCMA U co8epuieHCcmE08arus. OmoeabHo omMme4eHo MeNcOYHApoOHoe COmpPYOHU4ecmeo, oaazodaps
Komopomy «bonbHUMHbIE KAOYHbL> COBEPUICHCMBYION C80U 3HAHUS U NOMO2AIOM 8PAYAM AEHUNb CAMIX 8AJICHBIX NayueHmos — demel. Yem
OMAUMAEMCAL «PbIXCUI» KAOVH 0m «0en020» ? CKoabKo 8pemeHu 0aumcs nodeomoska 60abHuMH020 KAoyHa ? B kakux kaunukax pabomarom
OonvHUuHbLe KA0YHbL ? Yumaiime 6 Hawem mamepuane.

Karoueevie caosa: demu, eemamonoeus-oHkono2us, 60AbHUUHbIE KAOYHbL, NOMOULb, NOOOEPICKA

Hospital clowns: the game or profession?

Ye.S. Urakova, K.S. Sedov
“Hospital Clowns” — an Independent Non- Profit Organization for Children experiencing challenging life situations

Experience of non-profit organization “Hospital clowns” is presented in this article. “Hospital clowns” first in Russian Federation applied
method of psychological help for patients with severe disease in a form of hospital clowns visits. The work of hospital clowns for supporting of
patients during the period of intensive treatment is presented in this article. “Hospital clowns” in this case is a part of the team, that helping
the patients to feel comfortable in case of entering the clinic.

Short characteristic of clown’s preparation to work, theirs professional growth and improvement are showed in article. International collaboration
are also presented as the one the general ways to improve and to help physicians in theirs work - treating children. What is the difference
between “redheaded” and “white” clowns ? How long will it takes to train a hospital clown ? Which institutions is covered by “Hospital clowns”?
Read in our article!

Key words: children, hematology-oncology, hospital clowns, assistance, maintenance

BseneHue Kak caenatb nipeObiBaHue B OOJIbHUIIE JJIs1 peOeHKa

CeronHs Bce 60MIBILIYIO POJIb B JICYEHUU JETEil OTBO-
JSIT YIYYIIEHUIO KaueCTBa OKa3bIBAEMOM ITOMOIIU B TOM
YUCJIe Y 3a CUET YIYYIIeHUs TICUXOJIOrMYeCKOro cTaTryca
camoro pebeHka u ero poautenei [1]. daxe nmpu camom
BHUMATEJIbHOM OTHOIIEHUU Bpayeii, 0Ka3aThCsl B 0OJIb-
HUILIE — 3TO TSDKEJI0€ MCIbITaHUE, B OCOOEHHOCTHU JUIS
pebeHKa.

PebeHok, mpoxoAsimii Kypc MHTEHCMBHOM Teparnuu,
MepeXnBaeT BCIO TaMMY HETaTUBHBIX MO — OH OOUT-
Csl, OH CKy4YaeT, OH HUCIIBIThIBA€T YyBCTBO OJIMHOYECTBA.
3a4acTylo HaxOXICHHWE B CTallMOHAPE — B3TO TSKEJIbIA
cTpecc, 4acTo IeTU HAUMHAIOT OTKA3bIBAIOTCS OT €IIbl, UI-
pyliek 1 obueHus [2]. B KoHIle KOHIIOB, OHU TIEPeCTaloT
YyBCTBOBaTh C€0sI CYACTIIMBBIMU — 3TO MOXET OKa3bIBaTh
BJIMSIHUE Ha YCIIEeX JICYCHUSI.

spue, Becelsiee, paloCTHEe, KaK BEpHYTh MaJIbIIITY JETCTBO,
KOTOPOE YacTo ocTaeTcs 3a creHamu 0oabHuLbI? B Poccun
YK€ HECKOJIbKO JIET Ha 3TOT BOIIPOC OTBEYaeT aBTOHOMHAsI
HekoMMmepueckas opranusanust (AHO) «boabHU4YHBIE
KJIOYHBI». EnnHCTBEeHHAas1 mpodeccruoHanbHasl opraHu3a-
LIMS1, TIPAKTUKYIOIIAs pEryIsSpPHYIO U CUCTEMHYIO peaOuI-
TalMIO AeTei C MTOMOILBIO CPEACTB OOJIBHUYHOM KIIOYHAIBI.
HepaBHoayliHbIe akTepbl B SIPKOI OJeXkIe, OIPOMHBIX
LIBETHBIX OOTHMHKAX, ¢ KPACHBIM KJIOYHCKUM HOCOM TIpH-
XOJAT B BeIyIIME POCCUNCKME OOJTbHUIIBI U NAPST IETSIM,
KOTOPbIE HAXOMITCS B HEIIPOCTOM CUTYyall1, HACTOS A
npa3nHuK. Tak «boabHUYHBIE KIOYHBI» TIOMOTAIOT MaJIbl-
111aM TIPeo0JIeBaTh YyBCTBO ITOCTOSIHHOI'O CTpecca Ha JIo-
OBIX 2Tamax JIeYeHUsI He JIeKapCcTBaMM, a CUYACTJIMBLIMU
aMouusIMU. M 3T0 neiicTBUTEIbHO paboTaeT!
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B psine mociaegHux myOauKaLuii ObLI MOKa3aH OIbIT
OOJILHUYHBIX KJIOYHOB B CHIDKEHMU YPOBHSI CTpecca IeTei,
Haxonsuxcs B cTtauroHape [3, 4]. OnbIT pa®oTHl psiga
rpynn cocrasisier 6onee 10 met [5]. B Poccuu mpoekt
«boapHMuHbBIE KI0YHBI» opranu3oBai K.C. Cenos B gaie-
koM 2008 1. CerogHst KOJIJIEKTUB « BOJTBHUYHBIX KIIOYHOB»
HacuuThIBaeT yxke 50 yeaoBeK, peryasspHO MOocelalomx
nereit B 0onbHMIIaX MockBbl, CankT-IleTepOypra, Kaza-
Hu, PocroBa-Ha-Jlony u Opia.

Bce «bobHMYHBIE KJIOYHBI» — 3TO TTPOdeCcCuoHalb-
HbIE aKTEPhI, PEKUCCEPhl U MYy3bIKAHTHI, a TAKXKe, 32 pell-
KHUM HCKJTIOYEHMEM, JIIOAU APYTUX TBOPUYECKUX Mpodec-
CUIA, TIOTy4arolre Bo3HarpaxieHue 3a cBoit tpya. [1pexe
YeM 3aiiTu B MajiaTy K peOeHKY, BCe OHU ITPOXOST CIIeII-
aJlbHOE 00yYeHHe, a TaKKe MOCeIaloT TPEHUHIU U CeMU-
Hapbl MO MOBBIIICHUIO MacTePCTBA, OCHOBAM CECTPUHCKO-
o JieJia, NMeJaroruke u MCUXoJ0TuHu.

OCHOBHBIMU HampaBjleHUsIMU aesateabHocT AHO
«BboNMbHUYHBIE KJIOYHBI» SIBJISTIOTCS:

*  peryjsipHasi MCHUXOCOLIMaIbHasl ITOMOIIb B 0OJIb-
HUIIAX U XOCIHCAaX ACTSIM C TSKEJIbIMM 3a00JeBaHUSIMU
U UX POIUTENISIM;

*  TOMOIIb B COUMAIM3AIMU U TApMOHU3ALUM JIe-
Te-CUPOT B AETCKUX TOMAaX U AETCKUX MCUXUATPUIECKUX
OoJIbHUIIAX;

* coleiicTBue peaObwivTalUu AETEi, IMOMABIINX
B TPYIHBIE (KU3HEHHbIC CUTYaIIMU B pe3yJIbTaTe Upe3BbIuaii-
HBIX cuTyaluii (pabota « BOJIbBHUYHBIX KJIOYHOB» B JIarepsix
OexKeHIIeB Ha rpaHulie ¢ YKpanHoii JetoM 2014—2015 rr);

*  00y4YeHMe MHULIMATUBHBIX I'PYIIT BOJOHTEPOB U3
peruoHoB Poccuu u ctpaH OJIMKHETO 3apyOeKbs.

Oka3zaHue KJIIOYHCKOI OTBJIEKaIOIIEH, TTICUX0JI0rnye-
CKOM 1 aIalITUBHOM ITOMOIIM IIOMOTAET PEIIUTh BaXKHE-
1K€ 3214 MIPU JCUCHUHU:

*  COKpallleHUe UTUTEIbHOCTH CTPECCOBBIX COCTOSI-
HUI y AeTel IIPpU NEPBOM U ITOCIECIYIOIIMX IOCIIUTAIN3a-
LIUSIX peOeHKa;

*  COKpallleHHe CPOKOB CUHAPOMA «TOCIIUTATM3Max;

*  OTBJEYCHME M TCUXOJOTHYECKasl pa3rpy3ka pe-
OcHKa B IpeIoNepallMOHHbIN ITEPHUOI M HEITOCPEICTBEHHO
MocJie onepanum;

*  OTBJICUYECHHUE U CHATHUE OOJIEBOTO CUHIPOMA HEMe-
JMUKaMEHTO3HBIMU METOAAMU ITPU MPOBEACHUN MEIUITUH-
CKMX MaHUMYJSLUIA, KOTOpble PeOCHOK OLIEHUBAET, KaK
arpeccuio.

Kak pabomaem «6onbHuyHaa KnoyHaga»?

Korga MbI pricyeM 00pa3 KJIOyHa B CBOEM CO3HAHUU,
B IIEPBYIO OYepelb HAM BCIIOMUHAETCA SPKUM, LIIYMHBIH,
OOApBI U TYASAIIMA LHUPK. ATMochepa MPOUCXOISIIEro
Jierkasi u 6e33abotHasi. OnHaKo 4YesIoBeK, BLIOpABILIMIA TTPO-
deccuio 00JbHUYHOTO KJIOYHA HE TTPOCTO Beceslbuak, OH —
HaCTOSIIIUI PeadUINTONOT, CMEXOTepareBT, TOMOTAIOIINIA
JIeTSIM TI0YYBCTBOBaTh CeOsl JIydyllle, CTaTh CYACT/IMBEeE.
BonbHUYHBIN KITIOYH — 3TO CBOeOOpa3HbIii Tepoii, TOTOBbI
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Bceraa coOIoaaTh OJHO HEMpPeJoXHOe MPaBUIO — ObITh
MapTHEPOM 110 PalloCTH, T. €. B JII000E BpeMsI U TTPH JIIOObIX
00CTOSITETLCTBAX HAXOAUTHCS B XOPOIIIEM HaCTPOCHUU.

He cekper, yTo B 00JbHUIIAX CYILIECTBYIOT CBOM CTPO-
rue TpaBWiIa: pexXuM, COOJIOIEHUE TUIIMHBI U MHOTOE
JIpyroe, HO, KpOMe TOro, K KaxkIoMy peOeHKY HY*KeH CBOIA,
OTHEJbHBIN MOIXOMd, TTO3TOMY, KOTrla KJIOYHBI MPUXOAST
B OOJIbHUILY, OHU TTPUHUMAIOT BCE ITpaBUjIa 3TOTO yupeKie-
Hus. Ilepen moceleHrueM MajaThl Bpauu Nai0T KJIOYHaM
KpaTKy1o MH(pOpMaInIo, KaK U ¢ KAKMM PeOSHKOM JIy4llie
ce0s1 BeCTH, YTO MALIMEHT JIIOOUT, a UYTO — HET.

KioyH Bcerma rotToB K TOMY, UTO €r0 3pUTeb HEOXHU-
JaHHO TTOMEHSIETCSI, MOCKOJIbKY JIeYeOHO-IMarHOCTUYEe-
CKMI1 Ipoliecc He TepIuT nepepbiBoB. [1oaTOMY OnHUM U3
CcaMbIX BOCTPEOOBAaHHBIX KaueCTB OOJIbHUYHBIX KJIOYHOB
SIBJIICTCSI MOOMJIBHOCTh M CTPECCOYCTOMUMBOCTh. KitoyH
BXOIUT B CBOI 00pa3 cpasy, Kak TOJIbKO HaJieBaeT HOC, BeIb
B OOJIbHUIIE PEOCHOK MOXKET BCTPETUThCA Jaxe B TudTe,
KOTZIa KJIOYH TOJIbKO ITIOIHUMAETCS B OTIEICHUE.

BonbHUYHBIE KIOYHBI Beeraa padoratoT B nape — be-
JIBIN 1 PBIKMIA. Y KaXKa0ro U3 HUX €CTh CBOM OCOOEHHOCTH,
M03TOMY HabJII0JaTh 3a OOIIIEHUEM ITUX IBOUX — HACTOSI -
11ee yIoBOJLCTBUE. Benblii KJIOyH B mape TJIaBHBIA, OH
BeneT 3a coboit Peixkero. Kak mpaBuiio, benblii KJoyH 60-
Jiee CTpOTUI, cepbe3HbIl. PbIKMit, HA00OPOT, XUTpELI,
CTPEMMTCS HAIIAJIUTh U CAEJIaTh BUI, YTO HE BUHOBAT.

Ha camom gene B KJIOyHOTepanMy OYE€Hb BaKeH
BHEIIHUI BUI — 3TO Te MEJKHE AeTaliu, M3 KOTOPBIX
CKJIaIbIBaeTCS OLIYIIIEHUE, BOCIIpUsITIE KJIoyHa. KiloyH —
9TO SIPKOE HEOOBIYHOE TISITHO, KOTOPOE IIOSIBJISICTCS
B OOJIBHUIIE, U XKUTh CTAHOBUTCSI Becejiee cpa3y BCeM: po-
OUTENISIM, JeTSIM U Iaxke caMuM BpadaMm. O0s13aTesibHbIe
aTpuOyTHl BHEIIHETO 00pa3a — OrpoMHbIe TMecTphie 00-
TUHKH, I1aroyka u Hoc. [lociaenHee B KJIOYHOTepanuu
JaJIeKo He TPOCTO TaK: B HOCY Y KJIOYHa TOUKa TSIKECTH,
MO3TOMY OH CMOTPHUT Ha 3TOT MUP IO-APYroMy — 4yepe3
CBOI KpacHbIi Hoc. OH JTI000IBbITEH M BHUMATEJIEH K JIIO-
OBbIM JeTaJIsIM.

Cpenu pekBU3uTa 00JbHUYHOTO KJIOYHA €CTh MHOXKE-
CTBO MPEIMETOB, KOTOPbIE UTPaIOT OIPOMHYIO POJIb MPU
MOATOTOBKE K MpolieaypaM M OIepalMsiM, — MYJSDKU
U yBEJIMYECHHbBIC TTPOEKILIMU IIIPUIIOB, COCOK, TpalyCHU-
KOB. PeOeHOK, yBUACBIINI IIMPULl B HEIIPUBBIYHOM aM-
TUTya, HAYMHAEeT MHAYe OTHOCUTHCS K 00JIE3HEHHBIM PO-
LexypaM, B TOJIOBE MOSIBJISIIOTCS CMEIITHBIC aCCOLIMAIIUM.
C MaJIeHbKUMU I€TbMU B X0 UIYT MBLIbHBIC TTy3bIPHU.

OCHOBHOI1, €CTi HEe caMblii TJIaBHBIN «KO3bIPhb» KJI0Y-
Ha — pyKaBMYHas WM NaJbuuKoBas Kykjia. OHa — He3a-
MEHUMBII TTapTHEP KJIOyHa B padoTe ¢ ACThbMU JOIIKOJIb-
HOTO, a MHOTIJa U IIIKOJIbHOTO BO3pacTa.

B o611eM, Korjga KJIoyH MPUXOIUT Ha TIpUEM, OH JIei-
CTBUTEJILHO Cepbe3HO MmoAroTosieH. [1pu oMoy Hacoca
U IIIAPUKOB KJIOYH MOXET BUPTYO3HO CMACTEPUTh JIIOOYIO
GUrypKy: cobauky, NITUIKY Ui OykBy andasura. OH MO-
JKET BBITBOPSITH CaMble MPUUYIIUBBIC BEIIH, TJIaBHOE, YTO-
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OBl pebEHKY 3ax0TesoCh YIbIOHYThCsI. B Habop KioyHa
TakkKe BXOOWUT IIBETHas Oymara [uisl OBICTPBIX OpUTaMu
Y MHOKECTBO JIPYTOro, aOCOJIOTHO HUYEM HEOTPaHUYEH-
HOTo peKBM3MTa, KOTOPBI MOMOTaeT KJIOYHY PacKpbITh
CBOI1 00pas3.

Bce xJI0yHBI TTPOXOIST CIeMalbHbIN Kypc, Ha3bIBa-
foruiics «IlIkoaa 60JIbHUYHBIX KJIOYHOB».

3auem Hy:kHa <LlKkona 60NbHUYHBIX KNOYHOB»?

PabGoTa ¢ Ts:ke1000MbHBIMU JEThbMU B OOJIbHULIE TPE-
OyeT cieMaJIbHOM MOATroTOBKU. CTaTh O0JIbHUYHBIM KJIO-
YHOM-TIpO(peCcCuOHAIOM HEBO3MOXKHO 0e3 00y4eHusI, KO-
TOpOe BKJIIOUAaeT HE TOJIbKO HU3y4YeHUE (HOKYCOB, HO
1 paboTy ¢ TICUXOJOTMYECKOMN CTPeCCOYCTOMYMBOCTHIO,
MOBBIIICHUE 3HAHUI B 00JIaCTU MEIUIIMHBI.

VYuennku Hamreit «IIKolbl GOMBHUYHBIX KJIOYHOB»
MPOXOISIT HECKOJIBKO CEpUil TPEHUHTOB U MacTep-KJIacCOB,
B MX YHUCJIE 3aHSTHS IO aKTEPCKOMY MaCTePCTBY, MOJIEIN -
pPOBaHUIO, PA3BUTHUIO PEUM, CAHUTAPHBIM U MEAULIMHCKUM
HayvaJIbHbIM 3HAHUSIM.

BoimyckHukuy IIKombl IpOXOASIT 00s13aTEIbHYIO CTa-
JKUPOBKY B OoJibHUIIEC. B majgpHeiiiieM Mbl IoMoraeM UM
COBEpPILIEHCTBOBATh CBOE MAaCTEPCTBO: PETYJSIPHO MPOBO-
ISITCS  TOTIOJTHUTEJIbHBIE MacTep-KJIacChl, CTaXKUPOBKU
B IPYTUX CTpaHax.

06yueHue

O0yuenue B «llIkone O0JbHUUHBIX KJIOYHOB» MIPOXO-
JIUT B 2 3Tana: ceMuHaphl (3 0J0Ka) U cTaxkupoBKa. B Te-
YeHUE HECKOIBKMX 0JIOKOB CEMUHAPOB HAIIIY IIpernoaaBa-
TEJIM ACJISTCS OCHOBAMM MacTepPCTBA KJIOYHA/bI, a TAKXKe
0COOEHHOCTSIMU OOJIBHUYHOM KiIoyHaabl. O0ydyeHre OCHO-
BBIBA€TCS Ha IIPOrpaMMe, BbIpaOOTaHHOM HAMU B ITPOLIEC-
ce paboThI B TeueHUe 9 JIeT, YacTh yIpaKHEHU 3aMMCTBO-
BaHa y HalllMX eBPONEHCKUX KOJLIeT. B mporpamMmmy BXomsT
3aHSTHS 10 HAIIPABJICHUSIM:

. co3gaHue obpasa u (GopMHUpPOBaHMUE XapaKTepa
Prrxero u benoro Kj1oyHOB;

*  IapTHEPCTBO;

*  (OKYCHI;

BonvHuunble Ka0yHbL 6 Oene (noceujenue nayueHmos
6 OHKI] JITOU um. Imumpus Pocauesa)

TEMATOJIOTMM u OHKOJIOT MU

*  MOIEJMPOBAHME U3 IIAPOB;

*  IIJJaCTHKA.

Taxkzke MPoOBOASATCS JEKIIMU TICUX0JI0Ta, JIEKIIMU Bpa-
Yya-3MUIEMHOJIOra 1 AeTCKOro oHkosiora. O0s13aTeTbHbBIN
3JIEMEHT MMPOrpaMMbl — MOJIETMPOBAHUE CUTYaLIUi B 00JIb-
HUIIe, OTPabOTKa HABBIKOB KOMMYHUKALMKA C JETHMU
B CaMbIX HEIIPEICKa3yeMbIX CITydasiX.

3aKJIIOYUTEIbHBIM 3TAarioM OOyYEeHUSI U 9K3aMEHOM
SIBJISIETCST CTAXKMPOBKA: CTaXKePhI 00SI3aHbI COBEPILIUTH OKO-
J10 16 BBIXOZIOB B ITape ¢ MperoaaBaTe/ieM M CAMOCTOSITETb-
HO ¢ KOJUIEeroi (Ipu 3TOM MpenoaaBaresib HaXOIAUTCS Psi-
JIOM), TI0 pe3yabTaTaM CTaKUPOBKU MBI OMpeesisseM TOTOB
JIU CTaxXKep K peryasipHoii paboTe B OOJbHUILIE.

MoBblweHue KBanuduKayuu u peBusuu

JI1st GOMBHUYHBIX KJIOYHOB, TPOLICAIINX OOy4YeHUe
B llIkoJste, pery/sipHO IIPOBOASATCST pa3IuYHbIe CEMUHAPbI
C LIEJIbIO MTOBBIIICHUS KBaTU(MUKALIMY, BKIIOYAIOIINE Ce-
MMHAapbI ¢ IICUXO0JI0TaMU, MacTeP-KIacChl MHOCTPAHHBIX
KOJIJIET, CTaXKMPOBKHU B JPYTUX CTpaHaX, Bble3aHbIe «L1IKko-
JIbI OOJIbBHUYHBIX KJIOYHOB».

Cemunapb! ana BononmepoB Poccuu u peruonoB CHI

Haiwm npenogaBatenn mpoBOAAT 0OydYarolIne CEMU-
Hapbl 11 Apyrux peruoHoB Poccum u crpan CHIL Ve
3 roma moapsia B paMKax Takux ceMmuHapoB AHO «bosb-
HUYHBIE KJIOYHBI» €XerogHo cooupaet 80 BOTOHTEPOB U3
Kazaxcrana, beinopyccuu, YkpauHbl, a TaK:Ke MHOTUX pe-
ruoHoB Poccum (ApxaHrenbek, Actpaxanb, bapHayn, Bo-
norga, Boponex, Kpacnosipck, Tomck, Ilckos, Ilepmp,
Hao6epexnbie Yennsl, Huxknuit Hosropon, HoBocubupck,
Hanpbuuk, Toaeartu, UBanoBo, Maruuroropck, CrtaBpo-
nonb, CapatoB, Camapa, XabapoBck, Ps3anb n FOxHo-
CaxalunHCK).

IIpenonaBatenu AHO «bonbHUUHBIE KJTTOYHBI» ACTST-
Cs1 HAKOTUIGHHBIM OIBITOM, TIPUOOPETEHHBIM B Ipoliecce
peryiasipHoi nmpodeccuoHaNbHON PabOThI, U 3HAHUSIMU,
MOJYYEHHBIMU OT TOJJTAHACKUX, U3PaUIbCKUX, IIBeH1Iap-
CKUX U (ppaHIIy3CKUX KOJIET.

boavHuuHble KAOYHBL U Demu — ayquiue 0py3bs
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MpoGnembl npakmuyeckol remamonoruu-oHKonoruu

s IETCKOU

3akniouenue

Taxum o6pazom, OOTLHUYHBIE KJTOYHBI BHITTOJIHSIOT
KpaiiHe BaxXHYI0 (hDYHKIIMIO B CTAllMOHAPE — ITOMOTAlOT
MaJICHbKUM MallMeHTaM paloBaTbcs XKu3HU. [1pu aTom
KJIOYHBI UMEIOT CIIeLIMaJIbHYIO ITOJATOTOBKY, BKIIIOYa0-
IIYI0 HE TOJbKO OCHOBBI pabOThl C OOJbHBIMU,
HO U 3HaHWE MEIUIIMHCKUX aCIIEKTOB, YTO KpaliHe Bax-
HO B paboTe C IeThbMM, IMOJYYaIOIIMMU UHTEHCUBHYIO
Teparuio.

CNUCOK KNUHUK, C KOMOPbIMU COMPYAHUYaEm
AHO <BoNbHUYHbIE KNOYHbI»

*  Mockea u Mockoéckas obaacmo:

DenepanbHbI HAYYHO-KIIMHUYECKUN LIEHTP IETCKOMI
reMaTOJIOTMY, OHKOJOTUY M UMMYHOJIOTUM UM. JIMUTpus
Porauena;

Poccuiickast nerckasi KIMHUYECKass OOJIbHUIIA;

HayuHo-uccnenoBaTeIbCKuii MFHCTUTYT HEUPOXUPYP-
rum uM. akana. H.H. Bypaenko;

Mopo3oBcKasi JeTcKast TOpoicKast KITMHUYECKast OOJIbHULIA;

JleTckas ropoackas KJIMHUYecKass OojbHUIIAa No 9
nM. I'H. Criepanckoro;

Poccuiickuii  OHKONOTMYECKUI HayYHBI LIEHTP
nM. H.H. BnoxuHa;

FTEMATOJIOTMN u OHKOJIOT MU

DHIOKPUHOJIOTUYECKUI HAyYHBIN LIEHTD;

HayuHbIit IeHTp 300pOBbs IETE;

MocKoOBCKUIi 00J1aCTHOM OHKOJIOTMYECKUIA TUCTIaHCep

*  Canxkm-IlemepoOype:

HayuHo-uccnenoBaTeIbCKUii HMHCTUTYT HOETCKOM
OHKOJIOTMM, TIeMaTOJOIMU U TPaHCIJIaHTOJIOTUU
uM. P.M. TopbaueBoii;

HayuyHo-npakTuyeckuii IeHTp MeIUKO-COLUATbHOMN
9KCIEPTU3BI, IPOTE3UPOBAHMS U peadUIUTAIINY NHBAJIH -
noB uM. ['A. AnpOpexTa;

HayuHo-uccnenoBaTeIbCKUil IETCKU OpTOIeande-
ckuii uHcTuTyT UM. ILU. TypHepa;

Toponckast kmuHuueckas 6oabHUIIAa Ne 31;

JleTckas roponackas 6oiabHuIIa No 1

*  Pecnybauka Tamapcman:

JleTckas pecny0JuKaHCKass KIMHUYeCKast 00JbHUIIA

*  Pocmoesckas obaacmo:

PocToBckast obiacTHas geTcKash KIMHU4YecKass 00b-
HUIIA;

JleTckuit JOM-UHTEpHAT [JIs1 AeTell ¢ DU3MIeCKUMU
HenocratkaMu (I. HoBouepkacck)

*  Opaosckas obaacmo:

JleTckas obaacTHas KIMHUYECKask O0JbHULIA;

MenuImMHCKU 1LEHTP CaHATOPUSI-TIPOMUIAKTOPUS
«JlecHo¥».

N0 WTEPATVY PA

1. Rosenberg A.R., Dussel V., Kang T. et al.
Psychological distress in parents of children
with advanced cancer. JAMA Pediatr
2013;167(6):537—43.

2. van der Geest .M., van Dorp W.,

Hop W.C. et al. Emotional distress in 652
Dutch very long-term survivors of childhood
cancer, using the hospital anxiety and
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depression scale (HADS). J Pediatr Hematol
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Therapy Beneath the Fun: Medical Clowning
During Invasive Examinations on Children.
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4. Goldberg A., Stauber T., Peleg O. et al.
Medical clowns ease anxiety and pain

perceived by children undergoing allergy
prick skin tests. Allergy 2014;69(10):1372—9.
5. Wolyniez I., Rimon A., Scolnik D. et al.
The effect of a medical clown on pain during
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prospective pilot study. Clin Pediatr (Phila)
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i JETCKOM
FTEMATOJJIOTVN u OHKOJIOT1HA 3 2015 (11

OT PEAARLUK

B cerogHsAwHem Bbinycke pyopukin <HoBble MpenapaTbl 1 METOZbI JieyeHns» Mbl PeACTaBNAEM (Pa3y HECKONbKO MaTep1asos
u 0 NeKapCTBEHHDIX CPeACTBAX. PAf 13 HUX TONbKO BXOAWT B KNMHUYECKOE MPUMEHEHWE, a APYIUe YK WHPOKO NPUMEHSATCA

Ha npakTuke, B ToM umcne u B Poccuiickoii Oepepauuu (PO). Kpome Toro, B 3Toii pybpuke Mbl bynem coobLLaTb 0 HayuHbIX

paboTax, CBA3aHHbIX C HOBbIMY NPENapaTamu, — B STOM HOMepe MHYOPMALWA 0 3aLLMLLEHHOI AUCCEPTaLMOHHOI paboTe.

B nepsom matepuane pybpuki npeacTaBaseM Bam npenapatbl, 0406peHHbie B 2014 1. AreHTCTBOM M0 KOHTPONIO Hajy KauecT-
BOM JleKapCTBeHHbIX NpenapaTos 1 nuLeBbix npogykto CLUA (FDA) ana npumeHeHna B rematonoruu v oHkonoruu. Pag u3
3TUX NpenapaToB Y»Ke HaLLen NpuMeHeHue B GefiepanbHblx LieHTpax PO 1 HafeeMca, uTo CKopo Mbl CMOXeM ony6nKoBaTb
nepBble JaHHble 06 1X UCMNONb30BaHNM.

MeracTatryeckasi MeJlaHOMa, MOCJe MPEAIIeCTBYIONICH Tepanuy UMMIMMYMaOboM U/WUIM MHTUOUTOPaMU

22 nexkabpst Husonymao
BRAF (yckopeHHOe o1o0peHue)
PacnipoctpaHeHHBIN pak SUMHUKOB ¢ MyTanueit BRCA, pedpakTepHblit K 3 U 60jee JIMHUSIM XUMUO-
19 nexabpst Omnamapu6
Tepamnuu
Hepe3ekTabenbHble MM PacHpoCTpaHEHHbIE TaCTPOIHTEPONAHKpeaTUyecKre HEeHpPOIHIOKPUHHbIE
16 nexabpst JlaHpeotua
OIYXOJI1
B komMOuHanuu ¢ moieTakcesoM sl JIeYeHUsI OOJTbHBIX METaCTATMUECKUM HEMEJTKOKJIETOUHBIM PAaKOM
12 nexabpst Pamynupyma6 .
serkoro (HMPJT), nmporpeccupyronimx Ha mIaTUMHOCOAEPXKAIEH XMMUOTEparuu
B xoMOMHaLMK ¢ MaKIUTaKCeIOM, ErMIMPOBAHHBIM JTUIIOCOMAIbHBIM JOKCOPYOULIMHOM MJIU TOMOTEKA-
14 Hos1Opst BeBainsymad HOM IS JICYSHUSI TMAlIMEHTOB C TUIATUHOPE3UCTEHTHBIM SMUTEIMATBHBIM PAKOM SIMYHUKOB, (hajutorue-
BBIX TPYO WJTM TIEPBUYHBIM TIEPUTOHEATEHBIM PAKOM
B xoMOMHAIMU ¢ MakJIUTaKCENOM sl JIeUeHMs] OONBbHBIX PACIPOCTPAHEHHBIM PaKOM XKedydKa WU
5 HOsIOpst Pamyuupyma6
ractpoa3odareaibHOro COeAMHEHMsI
B KoMOMHaIIUM ¢ TAJIOHOCETPOHOM IS JICUSHUST TONTHOTHI M PBOTHI Y OHKOJIOTMIECKUX TTAIIMEHTOB, TI0-
20 oKTsIOpst Herynuraur &
JIy9alOIINX SMETOTCHHYIO XUMHUOTEPATTUIO =
=
KacTpalluOHHO-Pe3UCTEHTHBIN pak MPeaCcTaTelbHON KeJie3bl, OTCYTCTBUE MPEAILIECTBYIOIIEH XUMMUO- :
11 ceHTs16pst DOH3aTyTaMU1
Tepanuu [
=
MertacTaTnueckast MeJlaHOMa, TI0CIe TIPEAIIECTBYIONIEH Tepanui UIINMYMaOoOM ¥/WIM UHTUOUTOPAMU =
4 ceHTAOpS TTemOponu3ymad =
BRAF (yckopeHHOe o1o0peHue) -
1=
B koMOMHaLMK ¢ MAKJIMTAKCEJIOM, LIMCIIATUHOM WJIM MAaKJIMTAKCEJIOM U TOMOTeKAaHOM ISl JISYeHHUSI Ma- @
14 aBrycra bepannzymad .
LIMEHTOB C PACMIPOCTPAHEHHBIM U METACTATMYECKUM PAKOM IIEMKN MATKU =
=
30 n 6 B koMm6uHaumu ¢ pexxumom FOLFOX (¢bTopypatiui, JIeMKOBOPUH, OKCAJIMIIATUH) B KauecTBe |- TMHUM —
Mast AHUTYMyMa a
Teparuy MEeTacTaTUIeCKOr0 KOJIOPEKTATbHOTO paKa y MalueHTOB ¢ TuKuM ThuioM KRAS =
[
29 ampesnist CeputnHUO Pacrnipoctpanennsiit HMPJI ¢ tpanciokanveii ALK, pedpakTepHblii K Tepamii Kpu30THHHOOM =
[
B i ¢ &
ACIIPOCTPAHEHHBIN PaK XelyaKa WK racTpod3odareabHOro COeAMHEeHMsI, MOc/e MPOrpecCUPOBaHUST Ha @®
21 anpens Pamyuupyma6 ’ =
(ropnupuMHUIMHAX WK TIPenapaTax IaTUHbI =
. . @®
B kxoMOuMHaIMM ¢ TpaMEeTUHUOOM TSI JIeUSHUST TAITUEHTOB C METACTATUUECKON MEJIAHOMOM C MyTalMsIMU 3
10 anpens JabpaheHuoc P
BRAF V600E/K =
| =
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Mepeyenn tHHBJIM B 2015 T.

Bo BTOpOM MaTepuane py6puku npeacTaBnAem Bam CMACOK KIU3HEHHO HEOOXOAMMBIX 1 BaXHEILLIX JIeKapCTBEHHDIX Mpena-
pato (MHBJIM), yTBepxaeHHbIi NpaBuTenbcTBoM PO  Lenbio rocyAapcTBEHHOTO PerynupoBaHUA LieH Ha MeUKaMEHTbI.
[JlaHHbIi CNUCOK MOXET NOMOYb Bpayam B Ha3HaUeH!M JaHHOI rpynnbl NpenapaTos.

IIpomusoonyxonesvie u ummyrnocmumyaupyrowue npenapamol (MHH), éoweduiue 6 Ilepeuenv KHBJIIT ¢ 2015 2. (6 nopsioke ynomuranus 8 0oKymeHme)

nHbochamMu MaKJIUTaKCe MPUHOTEKAaH
Mesndanan JlayHOPYOULIMH TPETUHOMH
XJIOPaMOYLIWIT JIOKCOPYOULIMH MeIPOKCUIIPOreCTEPOH
umkinodochamur UAapyouLH ro3epenH
oycybhaH MUTOKCAHTPOH JienpopenH
KapMyCTUH SMUPYOULIMH TPUITOPEIUH
JIOMYCTUH 0JIeOMULIH TaMOKcU(heH
nakapba3uH MUTOMUIIMH dynsectpaHT
TEMO30JIOMUT KapOOoIIaTuH OUKayTaMII
MeTOTpeKcar LIMCIIIAaTUH ayramun
neMeTpeKcen npokapoasuH OKCAJIMIIIATUH
PaNTUTPEKCUT, OeBanu3ymMad aHacTPO30J1
MEpKaNTOMyPUH putykcumab unrpactum
HeslapabuH TpacTy3ymao uHTephepoH anbda
GbnynapabuH LIeTyKCuMao uHTepdepoH GeTa
A3aLUTUANH reuTHUO uHTEpdEPOH ramma
reMIUTa0uH J1a3aTUHUO MaruHTepHepoH
KarenuTabuH MMaTUHUO enaruHTephepoH
Gropyparmi HWIOTUHUO a30KcuMepa 6pomMusL
LUTapaduH copadeHno BUHOJACTUH
CYHUTUHUO BakunHa LK BUHKPUCTUH
9PIOTUHUO rJaTupaMepa arerat BUHODPEIOWH
acraparnHasa [ITYTaMUI-1UCTEMHWI-TIMLIMH IUHATPUS 9TOMO3U/L
TMAPOKCUKapOaMua MEIJTIIOMMHA aKpUIOHALeTaT Jolerakcesn
6opTe3omMud TUJIOPOH 3BEPOJIUMYC
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0T PEAAKLHK
3

B pybpuke.

B ogHom u3 MPOLWbIX HOMEPOB Halllero »ypHasia Mbl coobuanu VIH¢0pMaLI,VI|0 0 HOBbIX NpenapaTax-aHTUTENAX. A tem
BpemeHeM 6bina 3alLyLieHa AnccepTaLnoHHan pa60Ta, NOCBALLEHHAA 3TOMY BONPOCY. 06 3TOM Haw TpeTuii Matepuan

GD2-cneyutuyHblie aHmumena — om Hayku K npakmuxe

B HacTos11iee Bpems ycriexu Teparnuu 3J10KaueCTBeH-
HBIX HOBOOOPAa30BaHUIi BBIPOCIH 3a CUET JIyYIIEro MOHMU-
MaHUs TeTePOreHHOCTH OTAEJbHBIX BUIOB paKa, BblaeJie-
HUSI TPYIIIT pUCKa, UCTIONb30BaHUS Pa3IMIHbIX KPUTEPUEB,
YTO TeM CaMbIM MHTEHCU(MDULIMPYET Teparnuio y NalueHTOB
C BBICOKMM PHMCKOM pELMIMBA U CHMXAET TOKCUYHOCTh
B IpyMIe NaleHTOB C XOPOIIIUM ITPOTHO30M. Pe3ynbsraThl
JICYEHUST OMHOM M3 CaMBbIX YACThIX IKCTpaKpaHUATbHBIX
COJIUIHBIX OITyXOJIeli IeTCKOro Bo3pacta — HelipobiacTo-
MBI TPYTIIIBI BBICOKOTO PUCKAa — OCTaIOTCSl HEYIOBJICTBOPH -
TebHbIMU, cocTaBisisa 40—50 %. Tem cambIM Jenasi TIpu-
BJIEKaTeIbHBIM MCITOJIb30BaHUE HOBBIX TePareBTUUECKUX
MOJIX0J0B, HAIIPUMeEP TaKUX, KaK UMMYHoTeparnusi. Pa6o-
THI B 3TOI1 00J1aCTH B pa3HBIX CTpaHax MUpa UIYT yxKe 0oJiee
30 net. [TomoOGHBIE MCCAEAOBAHUS BIIEPBbIC MTPOBOASITCS
u B Poccuiickoit @eaepaiinu, HO IMTOKA TOJBKO Ha JOKJIU-
HUYECKOM YPOBHE.

24 monst 2015 . B ®I'BYH «MHCTUTYT GMOOpraHnye-
ckoil xumuu um. akaa. M.M. lllemsakuna u FO.A. OBunH-
nukoBa» PAH (MBX PAH) cocTosinack 3amuTa KaHauaaT-
ckoit mucceprauuu  Mrops HropeBumua JlopoHuHa
«IIpotuBoornyxoneBble 3hGEKTbl MOAUMDUIIMPOBAHHBIX
¢parmenToB GD2-cneuu@uuHbix aHTUTEN». [JaHHas pa-
0oTa TpuBJIeKJIa BHUMaHUE HE TOJbKO aKTyaJIbHOCTHIO
TeMbl UMMYHOTEpAIIUU paka, HO U HOBBIMM IOAXOJaMU
B U3YYEHUU LIMTOTOKCUYECKHUX U MPOTUBOOMYXOJIEBbIX 3¢h-
¢exToB pparmeHToB GD2-crienpuuHbIX aHTUTEN. Pabo-
Ta MPOBOAMIACH B TEUCHUE HECKOJbKUX JIET B TPYIIIIE JIM-
MUIHBIX MOIYJISITOPOB MIMMYHMTETA OTAEa UMMYHOJIOTUMN
MUBX PAH mnoa pykoBoactBoM K.0.H. P.B. XonomeHko.
B paborte ObLT MpeacTaBieH aHaIU3 LIMTOTOKCUYECKUX (-
¢exroB GD2-cneuu@uuHbIX aHTUTET Ha pa3IMYHBIX KJIe-
TOYHBIX JIMHUSIX in Vitro 1 B MBIILIMHOW MOJEIU in VIVo.
bruta monydeHa TMHMS KJIETOK THOPUIOMBI, CEKPETUPYIO-
mas GD2-cneunduyHble aHTUTENA, TSI 3TOTO UCITOJIb30-
BaJIM OPUTMHAJIBHBIN MOAX0 MMMYHHU3ALUH J1abopaTop-
HBIX KUBOTHBIX KLH-momnduumnpoBaHHBIMU

TaHTJIMO3UI-MUMUKPUPYIOIIMMU rienTuaaMu. bouia npo-
BejIieHa paboTa 110 CO3MaHMIO U 9KCIIPECCUM PEKOMOMHAHT-
HbIX pparmeHToB GD2-cnieuu@UUHbIX aHTUTEN, YTO SIB-
JsgeTca  HauOojiee IEepPCIEeKTUBHBIM JUIS  U3YYCHUS
LIUTOTOKCUYECKUX 2(PPEKTOB, MHAYLIMPOBAHHBIX BO3/IEH-
CTBUEM Ha OITyX0JIeacCOLMMPOBaHHBIN raHrmo3un GD2.
BriepBbie Ha MBIIIMHOM MOJAEIM OBUIO ITOKa3aHO, YTO 3a
cyeT MoHornerunupoBaHus Fab-¢gparmeHToB, mpuBoasiie-
ro K YBEJMYCHUIO BPEMEHU LIMPKYJISIIMU aHTUTEN B KPO-
BSIHOM PYCJIE, IIPOMCXOIUT YCUJICHHUE IIPOTUBOOITYXOJICBOTO
addexTa Mo cpaBHEHUIO ¢ HEMOAU(PUIIMPOBAHHBIMU aHa-
JIOTaMU.

JlanHas pa0Gota sIBJSIETCS HayajJoM ISl CO3JaHMUs
M UCTIOJIb30BaHMS OTAeNIbHBIX (pparmeHToB GD2-cnienu-
(UYHBIX AaHTUTEN B KAYECTBE HOBOTO U IIPEIITIOIOXKUTEIIb-
HO HU3KOTOKCUYHOIO MHCTPYMEHTA IPOTUBOOIYX0JIEBOM
Tepanuu. KpoMe Toro, OyayT mpoaoKaThest UCCIeI0Ba-
HUSI TI0 Pa3pabOTKe BICOKOYYBCTBUTEIBHBIX METOIOB 11 -
arHocTUKU GD2-M0o3UTUBHBIX OMYXOJIEii.

Ha doro: x.60.1. P.B. Xonoderko (caesa) u duccepmanm M. HU. Jloporun
(cnpasa) 6 rabopamopuu
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KnuHuyecKue HabnwpaeHus

s IETCKOU

FTEMATOJIOTMN u OHKOJIOT MU

OT PEAARLUK

B 310M HoMepe Mbl OTKpbIBaeM HOBBIi pa3gen pyopuky «KnuHuueckue HabntogeHna» — «Cyyail U3 npakTuK», rae GyayT
ny6ANKOBaTLCA KpaTKile ONUCaHNA UHTEPECHDIX CTyYaeB. B 3ToM HoMepe npeacTaBnAem Bam Cllyuail MynbTUGOKabHOIA
Hedpobnactombl y pebeHka B Bo3pacTe 5 ieT. lpurnaiuaem Bac omy6a1uKkoBaTb CBOM Cyyam 13 NpakTuKu!

Cnyyail passumua MynbmugoKkanbHol
Hethpobnacmombl y pedbeHka 5 nem

JI.1O. Kauanos, T.B. Illamanckas, A.M. Murpodanosa, H.H. Mepky.os, I'.B. Tepemenko, C.P. BapdoaomeeBa
OIBY «®HKI] ITOH um. JImumpus Poeaveea» Munzopaea Poccuu; Poccus, 117198, Mockea, ya. Camopor Mawena, 1

Konmaxmmuuie dannvie: Jlenuc Opvesuy Kauanos kachanov78@gmail.com

A case of multifocal nephroblastoma in child of 5 years old

D.Yu. Kachanov, T.V. Shamanskaya, A.M. Mitrofanova, N.N. Merkulov, G.V. Tereshchenko, S.R. Varfolomeeva

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

Hedpobdaacroma (oryxonb Bunbmca) siBisieTcss onHOIM
U3 HauOoJIee YacThIX OIMyX0JIei IETCKOro Bo3pacTta, C Mu-
KOM 3a00JieBaeMOCTH B Bo3pacTte oT 1 10 5 jeT. [IpumepHo
10 % ciyuaeB He(hpoOIACTOMBI IIPEACTABICHBI MYJIBTH(HO-
KaJbHBIM TOpaXKeHWEeM, BKIIOYAIOLIUM OuIaTepabHbIC
OITyXOJIM U MYJIBTU(hOKAJIbHOE MOpaXkeHUe OTHOM U3 TTOUeK
[Dome J.S., 2009]. B Ha1Ieit KIMHAYECKOM MTPaKTUKE MbI
BCTPETUJIM TOJIBKO 1 ciIydait pa3BUTHS MYJIBTU(HOKATBHOMN
YHUJIaTepaJibHOI HedpobiacToMbl Y pebeHka 5 set. [Ipen-
CTaBJICHHBIN cllydyaii MHTEpECeH OCOOEHHOCTSIMM OIMca-

HUSI BU3YaJTM3aLIMOHHBIX MCCIIENOBAHUI M THCTOJIOTUUECKOI
KapTUHBI 00pa30BaHusI, a TaK:Ke HEOOXOAMMOCThIO T de-
PEHIMATBLHOM IUarHOCTUKY ¢ He(ppoOIacTOMAaTO30M.
3abonesanue y pebenka HA4AN0Ch OCMPO ¢ ADOOMUHANb-
H020 004126020 CUHOpPOMA, NO NOBODY KOMOPO20 ObLIO GbINOA-
HEHO YAbMPa3zeyKoeoe UccaedosaHue 0peatos OprouHoll no-
A0CMU,  @blAGUSUIee  HAAUYUE  HECKOAbKUX  00BeMHbIX
obpaszosanuii 6 npasoii nouxe. Ilo pezyrvmamam Komnvromep-
noit momoepaguu (KT) opearnos 6proutHoil nonocmu guiséne-
Hbl XapakmepHvle 045 HeppoOAACmOMbl MHONCECTBEHHbLe

() 4

Puc. 1. KT opeanos bprowroii norocmu
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JTETCKOU

HOAro

OKpyeavle ¢ YemKUMU KOHMYPamu o4aell, ucxoosuue u3 npa-
6011 NOYKU, HEOOHOPOOHbIE RO CIMPYKMYpe (3a cuem @KAlo4e-
HUU pA3AuYHOU NAOMHOCIU, KAAbUUHAMOB), HEPAGHOMEPHO
Hakanausawuue KOHMpPAcmHbslii npenapam, evixoosuue 3a
Konmyp nouxu (puc. 1). lanHbix 3a nopajceHue KOHmMpaia-
MePAnbHOU NOYKU U HAAUHUe OMOANeHHbIX Memacmasos He
svlsieneno. [lposedernHvie 6 noanom obseme 06c1e008aHUs NOO-
meepounu Haauuue y pebeHKa OnyxXoau npasoi NOYKuU, 4mo
N0360U10 HA OCHOBAHUU KAUHUKO-DEHMeeHON0UMEeCKUX OaH-
HbIX YCMAH08UMb OUACHO3 MYAbMUGDOKANbHOU Heghpobaacmo-
Mbl Cnpasa, 6 cesa3u ¢ uem OblA0 HA4AmMo npogedeHue NPOmu-
soonyxoneeoil mepanuu no npomokxoay SIOP-2001 (4 ued
Heoadso8aHMHOU Mepanuy BUHKPUCIUHOM U AKIMUHOMULU-
Hom D). Ha 5-ii nedene 6binonneHo onepamueHoe emeula-
mMeabemeo 6 obseme AanapomomMuu, mymopHegpypemepIKmo-
muu cnpaga. OcodeHHOCMAMU UHMPAONEPAUUOHHOL KAPMUHbL
ABUAOCH MO, MO ONYX0b JelicmeumenvHo Oviaa npeocmag-
AeHA MH020Y3108bIMU PA3HOKAAUOEPHBIMU 00pA308AHUAMU,
KOmopble pacnonaedaiucs npakmuuecKu no eceil naouadu
noueunol mxauu. B Hekomopwix mecmax y3nvl umeau docma-
MOYHO MOHKYIO KANCYAY, YMO NPedcmasasno 8blCOKULL pUck
Hapywenus ee yearocmuocmu. Haonoueunuk Ovia céa3au
C ONYX0AbI0 HACMUHHO, 8 Pe3YAbIMame ue20 y0anioch nposecmu
pesexyuro Haonoyeunuxka. Onyxoav Oviia yoaseHa eémecme

TEMATOJIOTMM u OHKOJIOT MU

¢ napauepanvroil Kremuamkoil padukanvho. IIpogedentoe
eucmonoeuteckoe ucciedosanue NoKA3an0 Haauvue Myavmiu-
oK anvHOll HegpobaaACOMbL NPABOLL NOUKU, PeePecCUBHbLI
mun, aokanvras cmaodus I (puc. 2). B daavueiiwem, c yuemom
2UCMON02UMEeCK020 MUNA HepoOAACTNOMbL U NOKAALHOU CIA-
duu npouecca, pedeHK)y npogedeHo 4 Hed adsr08aHMHOIL me-
panuu.

JlaHHBIN cayvaii IeMOHCTPUPYET PEAKOE OITyXOJIEBOE
MopaxeHue MoYeK ¥ MoJYEPKMUBAET BAXKHOCTb ITPaBUIIbHOMN
WHTEPIPETAIINY Pe3yJIbTATOB BU3yaTU3alluu Uil BbIOOpa
ONTUMAJIbHOM TAKTUKU BEJCHUS TAIlUeHTA.

Puc. 2. lucmonoeuneckas kapmuna (maxponpenapam). Iloukxa c 6yepucmoii
nosepxrocmoto. Ha paspese eu3yaausupyromes MHOJICECHBeHHble ONYX0aeable
Y3161 benecosamo-xuceamoeo yeema, ¢ YemKUMU paHUyami, 04azamu Kpo-
BOUBNUAHULL U HEKPO306
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OT PEJARLMH

u Mbl npogonaem neyatatb paboTbl MONOAbIX CNELMANNCTOB, MPUCTaHHbIe Ha KOHKYpC “Case report — 2015”. CerogHa mbl
npefnaraemM Bam 03HaKOMUTbCA c0 cTaTbeit M.A. AnabbeBoli.

AnabbeBa Mapua AnekceeBHa B 2008 r. noctynuna Ha negua-
TpUyeckuit pakynbteT POCCUIACKOTO rOCYAAPCTBEHHOTO MeAULMH-
CKOro YHUBepcuTeTa (HbiHe — Poccuiickinii HaLMOHaNbHbIN nccne-
L0BaTeNbCKUA MeauUMHCKUA yHuBepcuteT um. H.W. Muporosa
(PHAMY um. H.W. Muporosa)). B 2010 r. oHa npuHumana yyactie
B V mexxayHapogHoit (XIV Bcepoccuiickoit) MuporoBckoii HayuHoil
MeJMLMHCKON KOHQepeHLMM CTYAEHTOB 1 MONoAbIX yueHbIX. loce-
LLiana HayyYHblii KPYXO0K M0 FUCTONOTAN 1 SMOPUONOruN neguaTpu-
Yyeckoro GakynbTeTa, HayuHbIi KPYXOK AETCKOI XUpYpriu, aHecTe-
31070TUN 1 PEaHUMATONOrMN, HayUHbIA KPYXKOK  XMpypruu
1 SHAOCKONUM daKynbTeTa yCoBepLUeHCTBOBaHMA Bpayeil. C 5-ro
Kypca Mapua AnekceeBHa perynapHo nocelana CTyAeHYecKuii
HayuHbIi KPYXOK 10 OHKOOrWIA, FeMaTonorui 1 ly4eBoil Tepanuu
neaunatpuyeckoro dakynsrera PHUMY um. H.W. TiuporoBa. Bbicty-
nana Ha Kpy»Ke ¢ pedepaTmBHbIMM CO0BLLEHUAMY, fienana KnHU-
yeckne pa3bopbl. B 2013 r. npuHumana yuactue B Il mexayHapon-
Hoit (VIII Bcepoccuitckoir) mpakTuueckoii KoHdepeHLn CTYAEHTOB
N Monodbix yueHblx [aa30Bckue uteHna «Cnewute fenatb fo-
0po...». B 2014 r. okoruuna '6OY BIO «PHAMY um. H.WA. Muporo-
Ba» Mun3ppasa Poccum no cneumanbHocty «neguatpusy. Ccentabpa 2015 r. npoxoauT 06yueHue B KNMHIYECKON OPANHA-
Type OTBY «DepepanbHblil HayYHO-KNMHUYECKUIA LEHTP [EeTCKOI remaTonorim u oHkonorun um. imutpua Porauesa»
Mun3apasa Poccum (OHKL ITOW um. mutpua PorayeBa) no cneumanbHoCTi «rematonorua». B cgoeit pabote Mapus
AnekceeBHa noKa3ana onbIT MEXAMCLUNANHAPHOTO B3aUMOZEACTBUA B CONMAHOI OHKONOTIAM HA MPUMEPE fleueHna nauu-
EHTKM C0 3M0KaYeCTBEHHOI repMUHOreHHOI OMyX0Ibio ANYHUKA. HayUHbIM KOHCYNIBTaHTOM PaboTbi BbICTYNIA BPay-AeTCKIi
XUpYpr oTAeneHua oHkonorun u getckoit xupyprun OHKL ATOW um. Imutpus Porauesa Esrenuii CepreeBiy Anapees.
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IepMUHO2eHHO-KACMOUHbIE ONYXO0AU ABASLIOMCS PEOKUMU, HO A2PECCUBHbIMU HOB000pazosanusmu y demeii. OOHAKO ¢ UCNOAb306AHUEM CO8Pe~-
MEHHbIX NPOMOKOA0E AeHeHUs. OOCHUSHYMbL 3HAYUMEAbHbLE YCHEXU 6 BbIICUBAEMOCHU MAKUX nayueHmos. B pabome npedcmasnen pasoop
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Multimodal therapy of disseminated ovarian dysgerminoma (case report)

M.A. Alyabieva

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

Germ-cell tumors are rare, but aggressive tumors in children. The introduction of modern treatment protocols has significantly improved survival
in this group of patients. This paper presents the analysis of clinical case of disseminated ovarian dysgerminoma successfully treated using
multimodal therapeutic approach. The epidemiology of ovarian dysgerminoma among pediatric patients and the pathogenesis of the disease are
discussed based on the analysis of the literature data. We also discuss the basic principles of diagnosis and choice of tactics of treatment.

Key words: paediatrics, oncology, germ cell tumors, dysgerminoma, ovary, surgery, polychemotherapy

BsepneHue

B cTpyKType 1eTCKOI CMEPTHOCTH JICTaIbHOCTh OT OH-
KOJIOTUYECKHUX 3a00JIeBaHUI 3aHUMAET 2-¢ MECTO Iocie
HecyacTHBIX ciaydaeB [1]. [epMUHOre HHO-KJIETOUHBIE OITy-
XOJIU SIBJISIIOTCSI PEIKMM 3a00JIeBaHUEM B IETCKOM BO3pa-
cte — okoJIo 2,9 % Bcex 310KaueCTBEHHBIX HOBOOOpa30Ba-
Huit [2]. Jo HenaBHEro BHEAPEHUS MPOTOKOJIOB JICUEHUST
Ha OCHOBE IIPeNapaToB IUIATUHBI S-JIETHSIS BBLKUBAEMOCTh
MaIMeHTOB JaXke ¢ JIOKAJIM30BaHHOI cTaaueli Oblia He 00-
see 20 %, HO ¢ HayaJIoM IpUMEHEHUsI 0JICOMULIMHA, 3TO-
MO3Ma U LUCIIaTUHA BbKMBaeMocTh gocturaet 90 % [3].
[epMUHOTEHHO-KJICTOYHBIE OIyX0Jiu B 9 % citydaeB JloKa-
JIU3YIOTCSI B OPIOIIHOM IMOJIOCTU ¥ UMEIOT Pa3IuYHOe T'U-
CTOJIOTMYECKOE CTPOCHUE: TUCTEPMUHOMA, He3pesast Te-
paToma, OITyXOJIb JKEJITOYHOTO MeEILKa, dMOpPUOHaIbHASsI
KaplLMHOMa, HerecTallMoHHas1 XxopuokapurHoma [4]. duc-
repMUHOMA SSMYHUKOB auarHoctupyercs B 30 % ciydaeB
BCEX 3JIOKAUECTBEHHBIX T€PMMHATUBHBIX OITyXxojei [5].
YacToTa BCTpe4aeMOCTH HOBOOOPa30BaHUS ITPOIIOPIIHO-
HaJIbHO BO3pAacTaeT B IyOepTaTHOM MEPUOJIE C MAKCHMAJIb-

HBIM TIMKOM B Bo3pacTe oT 15 mo 19 jieT u cocTaBisieT aBe
TPETH BCEX 3JI0KAYECTBEHHBIX HOBOOOPA30BAHUI SIMUHM -
KOB Y XeHIIuH Mojoxe 20 ger [6, 7]. IucTomorndyecku
JIMCTEPMUHOMA CXOXa C MYXKCKOU TECTUKYISIPHOM CEMU-
HOMOM M BcTpedaeTcsl OwiatepaibHOo y 15 % mnaumeH-
ToK [8]. Xupypruueckoe jedyeHue, mocjaeonepaluoHHast
XUMUOTEpanus, JiyueBasi Teparus sIBasiioTcs 3¢ GeKTUB-
HBIMM TE€PANeBTUYCCKMMU OMIUSIMU, a TIPU CBOCBPEMEH -
HOM ITOCTAHOBKE AMarHo3a BO3MOXEH OJaronpusiTHbIN
MPOTHO3 ¢ coXpaHeHneM epTuiabHocTH [6]. Tak, rpu Jro-
KaJIM30BaHHOM ONYXOJIU B SMMHUKE, S-JIETHSISI BBDKUBAC-
MOCTb cocTaBisieT 6osee 96 %, a TIpu pacrpocTpaHeHUU
npolecca BERKMBAIOT He Oostee 63 % manueHTos [6, 9].
[cTonornyecku qucrepMMHOMAa COCTOUT U3 TIPUMU-
TUBHBIX, HeAUDGhEPEHIMPOBAHHBIX TePMUHOICHHBIX KJIe-
TOK, OepyllMX CBOE Havyajao U3 MPeMOPAUaTbHBIX TePMU-
HOT€HHBIX KJIETOK SIMYHUKA. TOYHBII ITaTOreHE3 pa3BUTHS
OITyXOJIM 10 KOHIIA HE OIpeaeeH, HO MepCIIeKTUBHbIC
MCCJIEIOBAHMST aMePUKAHCKUX YYSHBIX YKa3bIBAlOT Ha I10-
TepIo KJIeTKaMu (DYHKIIMU IF'eHa OITyX0JIeBOTO cymnpeccopa
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TRC8/RNF139, 94T0 BO3MOXKHO U SIBJISICTCSI OMHOM U3 MPH-
YUH KaHLeporeHesa [6, 10]. OmyxoJb uMeeT JuMbaTnye-
CKMI M TeMaTOTeHHBIN TyTW MeTacTasupoBaHus. [Ipu
MeTacTa3MpPOBaHMU I10 TUMMATUIECKOM CUCTEME TTOpaKa-
1oTcs TuMmdaTtudeckue y3ibl (JIY) 3a0prommHHoI 00J1acTH,
MaJIoro Tasa, Ipy reMaTOTeHHOM PacIpOCTpaHEHUM — JIeT-
KHe, reyeHb u koctu [10].

Kak 1 GonblIMHCTBO HOBOOOpA3o0BaHUIT OPIOLIHOM
IOJIOCTH Y IeTel, IUCTepMUHOMA SIMYHUKA HE MMEET CIIe-
HM(GUUECKUX CUMIITOMOB, a KJIMHUYECKas KapTUHa BO
MHOTOM 3aBHCHUT OT 00beMa OITyXOJIM, CTEIICHU BOBJICYE-
HUSI B TATOJIOTMYECKUI MPOLIECC COCEIHUX aHATOMUYE-
CKUX CTPYKTYp M OpPraHOB, HaJW4us METacTa3oB. 3aya-
CTY10, OMHUM M3 TIEPBBIX CUMIITOMOB IIPU OOHAPYKEHUU
HOBOOOpA30BaHUs SIBJISICTCS MaJbIIMpyeMasi OIyXOJib
B Opro1Hoi nojioctu (35 %) u yBeJMYeHUE XXUBOTA B pa3-
Mepax [9, 10]. MmMeroT MecTo M mapaHeoIIaCTUYECKUE
CHUHJIPOMBI: TMIIEPTEPMUsI, UHTOKCUKAIIUsI, a0JOMUHATIb-
HBIII CMHAPOM, CHMIXKEHME Beca, KEJITYIITHOCTb KOXHBIX
MOKPOBOB (0OCTPYKTMBHASI TUIIEPOUTUPYOMHEMMUS ), KU~
1IeYHast HeIPOXOAUMOCTb, CUMIITOMbI OOCTPYKIIMHM MOYE-
BBIBOISIIMX ITyTel, BarMHAJbHOE KPOBOTEUEHUE, aCLIUT
[9, 10]. OmyxoJb MoXeT 00J1a1aTh HEOObIYaitHO OBICTPHIM
pOCTOM ¥ MaHM(ECTUPOBATh YBEIUYCHUEM PAa3MEPOB XK1 -
BOTa, 0OJIEBBIM CUHIPOMOM, BBI3BAHHBIM Pa3pbIBOM OITy-
XOJIM C TEMOIIEPUTOHEYMOM WJIM IEPEKPYTOM SIMYHMKA
(5—10 %) [6]. TopMOHaIBLHO-aKTUBHASL OIYXOJb MOXET
MPOSIBASITbCS HAPYIIEHUSIMUA MEHCTpYaJbHOTO LIMKJa [8].
IIpy GUOXMMHUYECKOM HcciIegoBaHuK KpoBu B 20—36 %
cJIydaeB OTMEUAeTCs MOBBIIICHUE TUTALICHTAPHOM 1IeI0Y-
HoW ¢ocdarassl 1 makrataernaporedassl (JIAI) B 60 %
cinyuyaeB [11]. MHorma oTMeuaeTcsl TOBBIIIEHUE OeTa-X0-
puoHnyeckoro ronagorponuHa (f-XI'Y), Ho npakTUyecku
HUKOTAA OIyXOJIb He MpOAYyLMpYeT anbdadeTronpoTenH
(ADI) [8]. Ucniosb3oBaHKEe MHCTPYMEHTAIBHBIX METOIOB
o0cenoBaHus — yJIBTpa3ByKoBoro uccieaoanus (Y3U)
OpIOIITHOI MOJOCTU, KoMITbIoTepHO# ToMorpaduu (KT),
MarHUTHO-pe3oHaHcHo ToMorpaduu (MPT) — no3Bossi-
€T BBISIBUTH OIYXOJIb B OPIOIIHOI TOJOCTH, ONPEACIUTh
CTeIeHb MHBA3UHU B COCEHNE aHATOMUYECKME CTPYKTYPHI,
00HAPYKUTh METACTaTUYECKOE IMMOPaXKCHUE.

ITocKoabKy KIMHUYECKHE, TabOpaTOPHBIE Y UHCTPY-
MEHTaJIbHbIE UCCIICIOBAaHUS HE SIBJISIOTCS CHeU(MUIHbI-
MM, IIPAKTUYECKHU BO BCEX CAyYasiX € LEJbIO TUCTOJIOTHYE-
CKOI1 Bepu(uKaly naToJoru4eckoro mpoiiecca mokasaHo
XUPYpruueckoe jeyeHre B 00beMe OMOTICUY WU YAATeHUS
omryxoau [8]. Iucrepmunoma B 75—80 % ciydyaeB nuarHo-
ctupyetcs Ha | ctanuu 3a0oeBaHusI, B TAKOM Cllydyae uc-
MOJIb3YETCSl TOJIBKO XMPYPIUYECKOE JieYueHUue B 0ObeMe
OJHOCTOPOHHEN pe3eKIIMU MAaTOYHOM TPYObl U SIMUHUKA
[6]. TTpu pacripocTpaHEHHOM OIyXOJIEBOM ITPOLIECCe U Me-
TAaCTa3MPOBAHUU TE€peN PAAUKAIbHBIM XUPYPrUUYECKUM
JIeYeHUEM IMPOBOJIUTCS MpPeAoNepaliOHHas XUMUOTepa-
MK C HEJIbIO PeaYKIUKY 00beMa OIyX0JIr U CAaHUPOBAHMS
MeTacTaTMyecKux ovaroB. [loauxumumoTeparneBTUIECKOe
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neuenue (ITXT) mpoBomIMTCS COTJIACHO TPOTOKOJY
MAKEI-96 ¢ ucnionpb3oBaHUEM pa3IndHbIX KOMOMHALIMIA
XUMMOTEPANeBTUYSCKUX TIpernapaToB B 3aBUCUMOCTHU OT
obbema nopaxkeHus. LlucratnHcoaepxaiiye mpoTOKOIbI
Tepanuy TO3BOJSIOT JOOUTHCS YCTOMUYMBON pPEeMUCCUU
y 80 % mauueHTOB, BKJIIOYasi OOJbHBIX C OOIIMPHBIMU
1 METacTa3upyIoIINMU onyxousMu |2, 6]. Jlydesas tepa-
Musl TakxKe sIBasgeTcs 3(M@EKTUBHON TepaneBTUUYSCKOM
OINIMe, OMHAKO MPUMEHEHNE €€ OrPaHUYCHO B CBSI3U CO
3HAYUTEIbHBIMU HapylleHUsIMU pepTribHocTH [6]. TTo-
Hasl KIIMHUYecKasi pEMUCCUST OMpeAesisieTcsl KaK HoOpMaJi-
3aLIMs1 YPOBHSI OITyXOJIEBBIX MAPKEPOB U OTCYTCTBUE PE3U-
IyaJbHBIX  ONYXOJEBBIX  CTPYKTYpP.  BOJBIIMHCTBO
PELIMIMBOB MPOUCXOIUT B TEUECHUE TEPBBIX 2 JIET IMOCe
JIeUeHUs, 4TO TpeOyeT MHTeHcuuKaluu Tepanuu. [Toce
3aBepIICHUsT KOMIUIEKCHOIO JICYeHUsSI HEOOXOAUM KOHT-
pPOJIb OITyXOJIEBBIX MapKepOB U MOBTOPHbIE MHCTPYMEH-
TaJbHbIC UCCIIEAOBaHMS 00JIaCTU MMEPBUYHOM JTOKATIU3aLIUU
onyxonu [2].

KnuHuyecKuii cnyyaii

ITlayuenmka 6 6éo3pacme 13 nem nocmynuna é omoenerue
onroeemamonoeuu DHKI] JITOU um. Imumpus Poeauesa
¢ duaerozom «ObsemHOe 00pazosanue bPrUIHOU nosocmu (1e-
6020 AUYHUKA?), ONYX0Ae8blil acyum, 08YCMOPOHHULL naeg-
pum. Jloixamensnas Hedocmamounocmy». M3 anamuesa u3z-
eecmno, umo 3a 10 Oueii 0o 3abonesaHus ommeueHo
Hapacmarue maccol meaa, 3a 4 0Hs 6adywkoil 6uL10 3ameqe-
HO yseauueHue pazmepos xcugoma. 3a601e6anue HA4ai0ch
0CMpPO — ¢ NOBbIUIEHUS MeMNepamypsl meaa 0o nupemuye-
cxux yugp (39,6 °C). Ioayuana cumnmomamuyeckyto mepa-
nuro (aumuepunnun), 6e3 agpgpexma. Ha 3-ii denv 6oaesHu
omme4anacy 0OHOKpamuas peoma, ou3ypust (Mo4eucnycKa-
Hue manvimu obsemamu 2—3 pasza é cymku).

Ha 6-i1 denv om nauana 3ab01e6anus NAYUEHMKA NOCMY -
nuna 6 DHKI] JITOU um. Jimumpus Poeauesa.

Tpu nocmynaenuu cocmosinue mssjcenoe 3a cuem Obixa-
MeAbHOU HeAOCMamouHOCMU, bI36AHHOIL BbLIPANCEHHBIM HO-
auceposumom. XKanobvt Ha 6oau 6 ywcusome. Ilpu ocmompe
Jcusom pesxo yeeauuen 6 obseme. [lpu nasvnayuu 6 1e6oii
NOA0BUHE HCUBOMA ONpedensemcs 00pasoeanue, 3aHUMaruee
8CH0 N1€8Y10 NOA0BUHY, cMeujaemoe, be3001e3HenHoe. B ces3u
¢ HapacmaHuem dvixamenvHoli Hedocmamounocmu (I1—111
Cmenenu) NayueHmKa 0CNUManu3upo8ana 6 omoeneHue pe-
anumayuu. Jlvixamenvnas He0OCMAMOYHOCHYb 00YCA084eHA
2UOPOMOPAKCOM U 2UOPONEPUINOHEYMOM.

B xode nposedenmbvix 1ab0pamopHbix uccaedo8anuii 6bl-
saeaen aetikoyumos (19,12 x 10°/a, Hopmanvhvle 3HaueHUs —
4—9 x 10%/n), neiimpoghunes (16,798 x 10#¥/a, HopmanvHbie
sHauenusn — 1,8—6,5 x 10°/n), eunoanvoymunemus (do 26 e/x,
HopmanbHble 3Hayenus — 38—54 e/n), eunepypuremus (moue-
6as kucaoma 739 mkmons/n, Hopmanvhvle 3Havenus — 120—
320 mxmonv/n), nosvimernue JIII ¢ 7 paz (1774 E/a, nop-
Mmanvhole 3Hawenus — do 279 E/n), noswiwenue kpeamununa
do 62,8 mKmoav/n (HOpmanbHble 3HaveHus — 27—

2015 11}



JTETCKOU

HOAro

60 mxmonv/n). Tlogvliuenue OHKOMAapKepos: paKoevlit SIMOpU-
onanvHolll aumueern (CA-125) — 8§05,2 Ed/ma (HopmanbHbie
3Hayenus — 0—35 Ed/mn), Heliponcneyuguueckas enorasa —
163 ne/mn (Hopmanvhoie 3nauenuss — 16,3 ne/ma). llpu Y3HU
8bI5161€HO  00pA308aHUe 8 OPIOWHOU NOAOCMU PA3Mepamu
163 x 96 x 129 mm, eudponepumoneym. [lpu KT opeanos
OpIOWHOU NoAOCMU O00HAPYJICEHO KPYNHOe, HeOOHOPOOHOe,
KUCMO3HO-COAUOHOE 00B6eMHOe 00pa306aHUe ¢ HAAUYUEM KPO-
eomoka, pasmepamu 155 x 118 x 100 mm, ¢ 803M0N*CHbIM
808/1€UeHUEM 1€6020 AUMHUKA, CAA00 KOHMPACM-NO3UMUGHOE,
eudponepumoneym, yeeauueHue J1Y oOprowHol noaocmu,
3a0PHOUUHH020 NPOCMPAHCINBA, MAA020 MA3A, 2eNamocnie-
Homeeanuu (puc. 1). Ilpu KT opearnoe epyoroii kaemku evisiener
eudpomopakc, namoaozuyecku umerenuvle J1Y cpedocme-
HUs, HadouagpazmaivbHo2o0 NPOCMPAHCMEad, NOOKAHYUHHOL
obnacmu cnpasa.

Puc. 1. KT opeanos bprownoti norocmu u manoeo masa (00 onepamueHoeo
sevenus). Ha cepuu momoepamm opearnog 6piowiHoil noaocmu onpedeasiemcs:
KpynHoe, HeOOHOPOOHOe, KUCMO3HO-CONUOHOe 00seMHOe 00pa3oeanue
¢ Haauuuem Kkposomoka, pasmepamu 155 % 118 % 100 mm, caabo konmpacm-
nozumuegnoe. Bozmorcro, ucxooum u3 negoeo sauunuxa. Ilpusnaxu enympu-
oprowHol AuMpadenonamuu, 2UOpoOnepUmMoHeyma

[Iposedena Kkocmuomo3eoeasn nyHKyus — 0GHHbIX 3d NO-
padicenue KOCMH020 M032a Hem.

B cé:3u ¢ Haauyuem y nayueHmKu 8blpadceHH020 niee-
puma u acyuma OblA0 PEUleHO BbINOAHUMb HAEBPANLHYIO
NYHKUUIO U 1anapoyenmes ¢ 3a00pom HCUOKoCcmu U nocaedy-
FOUUM YUMOAORUMECKUM U SUCIOA0SUYECKUM UCCACO08AHUEM.
bonvHoii 6binonnens: naeepanrvhas NYHKYUs U AanapoyeHmes.
Tlo pe3ynvmamam yumonoeuueckoeo Uccaedo8as naeepab-
HOU U acyumu4eckoll Jcuokocmu OuaeHo3 noCmasums He
yoanocs, mak Kak 0blau 0OHAPylICceHbl ONYX0ae8ble KAemKU o
Mopghoaoeuneckum U UMMYHOpEHOMUNUYeCKUM XapaKmepu-
CIMUKAM He OMHOCAUUECS K 2eMONOIMUYECKUM KACKAM.

HUmerowuecs kaunuveckue NPUsHAKU y NAUUEHMKU —
gebpunvras auxopadka, 60au 8 dcugome, OU3ypus, pEOMa —
He seasaucy cheyuguunsimu. Bo3pacm daunoil 60abHOIU
(13 nem) xapaxkmepen kak 045 OuceepMUHOMb! AUMHUKA, MAK
u 0as aumgomel. Tak, nux 3abonresaemocmu aumgpomoii bep-
Kumma Habarodaemces ¢ 7 u 11 nem [12]. MakcumanvHas
Yacmoma ecmpe4aemMocmu OUC2EPMUHOMbL — 8 803pacme Om
1500 19 2em [6, 7].

TEMATOJIOTMM u OHKOJIOT MU

Oduako 6bicmpoe pazsumue CUMNIMOMOB, BblPANCCHHbLI
noauceposum, aumpadenonamusi, yKazol@aiu Ha 03MONCHYIO
OHK02eMamon02u4ecKyio namonocuro, Komopas He noomeep-
dunacs npu YUMOoA02UMECKOM UCCAe008aHUL ACUUMUYECKOL
U NAepPANbHOL HCUOKOCMU, AHAAU3e KOCMHO020 M032d. Yuu-
Mmbleas Monoepagpuro onyxoau, NoGvliueHue YyPOGHsI OHKOMAp-
kepa CA-125, danHble UHCMPYMEHMANbHBIX UCCAe008AHUIL,
paccmampugancs ouggepenyuanbHulil 0UaeHo3 eepMUHO2eH-
HO-KAeMOYHOU ONYyX0oau OPIOWHOI NOAOCMU, B03MOJICHO UC-
Xxoosuweil uz auuHuka. Taxum obpasom, KauHu4eckKue NPU3Ha-
KU, OaHHble 1A0OOPAMOPHBIX U UHCHDYMEHMANbHbIX
uccae008anuil 0KA3anucy HecneyuguuHslMU U He YKa3vleaiu
Ha aumepomy. Beudy neobxodumocmu eucmonoeuueckoeo uc-
caedosanus cybcmpama 04 eepugukayuu 0uazHo3a 0bL10
NPUHAMO pelierue 0 nPogeodeHUU XUpypeuuecKko20 smana me-
panuu 6 odseme yoanreHus Onyxoau eOUHbvIM O10KOM C 1eBbIM
AUMHUKOM U mpy0oil, buoncus KOHmMpaiamepaisHo2o npu-
damka, canbHUKa u opyaux 8U3yaabHoO U3MEHEHHbIX YHaACMKO08
OpIOWHOI NOAOCMU.

Beinoanena cpedunnasn nanapomomus. Ilo éckpvimuu
oprowHoil noaocmu — 604bUl0e KOAUHECB0 ACUUMUYECKOI
HCUOKOCMU € 2eMOPPALUHECKUM cO0epIcUMbIM. Bcro HuicHIon
NOA0BUHY OPIOWIHOLL NOAOCMU 3AHUMANA 2USAHMCKAS ONYXO1b
pazmepamu 20 % 13 X 15 cm cunrouwnoeo yeema c kancynol,
ucxodauas u3 1e6oeo Au4Huka (puc. 2). Boiseaerno, umo ume-
emcs degpeKm Kancyavl ONYXoau ¢ MAcCUGHbIM 00CeMeHeHUeM
€epo3HoLl 000404KU 6 Y21ac080M NPOCMPAHCMEe, HA nepeo-
Hell cmeHKe NPAMOU KUWKU, 3a0Hell CeHKe 81azaiuiid,
6 NOoOny3vlpHOM npocmpancmee, 6 obaacmu Gairionuesoil
mpy6ul cnpasa. Yuumoieas ouccemMunHayuIo NAmoa02u4ecKo20
npouecca, 8bINOAHUMb PAOUKANbHOE ONepamueHoe emeuld-
MmeasCmeo He npedcmasnsnnoch 03MONCHBIM. Boinoaneno yoa-
Jenue 1e6oil parronuegoii mpyoul, 166020 AUYHUKA C ONYXO0-
/1610, NPOKCUMAAbHAS Pe3eKuyus 00AbU020 CalbHUuKa, buoncus
obpazoeanus.

Puc. 2. Uumpaonepayuonroe gpomo onyxoau neeoeo auunuxa. lueanmekas
Onyxonw 1e6020 AuyHUKa pasmepamu 20 X 13 X 15 cm ebleuxHyma 6 pay.
Ob6paszosarue cuHOUHO0 ysema, naomHoe, ¢ kancyaoi. Io 3adueii cmenke
ONYX0AU, 8 Mecme NPUAe2AHUS K NPIMOLL KUWKe U 0y2nacosy npocmpaHcmay,
sols61eH Dehekm Kancynol pasmepom 3 X 5 cm
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Poceniickuit
YKypuan

JNETCKOU

[lo dannbim eucmonoeuneck02o U UMMYHOLUCHOXUMUYE-
CK020 Uccredosanus ycmanosieH ouaenos «Cmeulannas eep-
MUHAMUBHO-KAEMOYHASL ONYX01b — AHANAA3UPOBAHHAS QUC-
eepmMuHOoMa ¢ QoKycamu IMOPUOHAALHOU  KAPUUHOMDYL.
Memacmasel 6 carvHuk, evidesennviii JIY. Hmnaanmamot/
Memacmaswl 8 npocmpancmee nepeo u 3a Mamxoi» (puc. 3, 4).
Taxum obpazom, Ha OCHOBAHUU OQHHBIX AHAMHE3A, KAUHUYe-
CKUX, OGHHbIX PUUKANBbHO2O UCCAe008AHUS, A1AOOPAMOPHOLL,
UHCMPYMEHMANbHOU OUACHOCMUKUL, UUIMO0A0UHECK020 UCCAe-
008aHUS NAEBPANBHOU U ACUUMUHECKOL JICUOKOCMell, eUcmo-
A02UHECK020 U  UMMYHOSUCHOXUMUHECK02O UCCAe008aHUS
yemauogaeH 0uaeHo3 «310Ka4ecmeeHHAs: CMeUAHHAs 2epMUl-
HAMUBHO-KAEMOYHASL ONYXO0Ab 1€6020 AUMHUKA (AHANAA3UPO-

Puc. 3. lucmonoeuueckas kapmuna mamepuana. Heonnacmuueckue KpynHoie
KAemKU, ¢ 00UAbHOU céemaoll uau ampupurvHoil yumonaasmoi. fgopa no-
AUMOPGHHBL, NPEUMYUECMEEHHO 8AKYOAUZUPOBAHDL, C KPYNHbIMU HeHemKUMU
adpviukamu. Mumomuueckas akmusHocms — 00 5 u 6onee guzyp Mumosoe
(6 mom uucae namono2u1eckux) 6 00HOM noae 3peHus npu yeeauueHuu <400

Puc. 5. KT opeanoe 6prownoil norocmu u manroeo masa (nocae onepayuu u 6
kypcos T1XT). JlocmoeepHbix NPU3HAK08 OCMAMKO08 ONYX0AU & 0yeAaco8om
npocmpancmee He euzyaiusupyemcs. Yeeauuenus J1Y oprownoii norocmu,
3a0PHOUILHHO20 NPOCMPAHCMEA JHCUBOMA, 00AACIU MAN020 MA3A He BblsieNe-
Ho. Tlpusnakos nanuuus c0000HOU HCUOKOCMU 8 OPHOUHOL NOAOCMU Hem
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BAHHAs OUCEPMUHOMA C POKYCAMU IMOPUOHANLHOU KAPYUHO-
mot), T3ANIM 1, cmadus no FIGO 1V (memacma3sut 6 canvHuk,
3a6prowUHHble, BHYmMpUepyOHble, NOOKArHUUHbLe JIY, umnian-
MAayUoHHble Memacmassl No OPIOUILHe MAan020 masa, Onyxone-
8blll acyum, Onyxo.esboiil 08YCMOPOHHULL NAeBPUN)».
Ilocaeonepayuonnviii nepuod npomekan eaadko, 6e3
ocaoxcHenuil. Ha 8§-e cymxu om onepayuu pebenky Hauamo
npoeederue cneyuguueckoil mepanuu no npomokony MAKEIL
Tlpu konmponvHom uccaedosanuu nocie 6-20 Kypca 3aguxcu-
posan noauviil omeem na mepanuro. Ha KT opeanoé epyonoii
KAemKu cmpyKmypHulx uzmeHeruil e evisieneno. Ha KT opea-
HO8 OPIOUWHOLL NOAOCIMU NAMOA02UYECKUX 006eMHbIX 00pa306a-
Hull He onpedeasemcs (puc. 5). Ilpu npoeedenuu MPT opearoe

Puc. 4. Tucmonoeuueckas kapmuna mamepuana. UmmyHoeucmoxumuye-
ckas okpacka ¢ Oct %, X 100. Knemku onyxoau oughghysno sxcnpeccupy-
rom Oct Y

Puc. 6. MPT (nocae onepayuu u 6 kypcose I1XT). Ha cepuu momoepamm
6 0y21aco8om npocmpancmee 00CMo8ePHbIX NPUBHAK08 OCMAMK08 OnyXonu
He onpedengemcs. Ilpasbviil auunuk 06bi4HO pacnoaoxcer. J1Y 3abprouiuntoeo
npocmpancmea He yeeauuervl. C60000HOU HcudKocmu 6 00Aacmu Manoeo
masa He onpedensiemcsi
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Jiii AETCKOM

HOAro

Man0e0 Mmaza nPU3HAKO8 OCMAMOUHOL ONYX0AU 8 0Y2Aaco8om
npocmparncmee He onpedeasemcsi (puc. 6).

3aknioveHue

PesynbraT le4eHus MalMEeHTKU ¢ TUarHO30M «3JI0Ka-
YeCTBEHHAsl CMelIaHHash TepMMHATUBHO-KJICTOUYHAS OITy-
XOJIb JIEBOTO SIMYHMKA (aHAIUIa3upOBaHHAsT IUCTEPMUHOMA
¢ dokycaMy 3MOPHOHATIBHOM KapLIMHOMbI)» IPOJEMOH-
CTPUPOBAJ YCIIEX! KOMILIEKCHOTO IIPOrPaMMHOTI0 JICYCHMST
JIUCTEPMUHOMBI SIMYHUKA ¢ npuMeHeHueM KypcoB ITXT,
PaIyKaJIbHOTO XUPYPIrMYECKOTO JICUCHUST IIPU CBOCBPEMEH -
HOM Hayajie aleKBaTHOM Tepamnuu. [1porHOCTUYECKMMU
(hakTopamMu Ipy JTAHHOM 3a00JICBAaHUU SIBJISTIOTCST YDOBEHb
A®DII, B-XI'Y u JIAT, nepBruyHas JToKaIu3aiusi, HaTAIUe
WJIM OTCYTCTBUE BHEJIETOUHOI'O METACTaTUUECKOTO TTOpaXKe-

TEMATOJIOTMM u OHKOJIOT MU

HUSI BHYTPEHHUX OPraHoB (KOCTHBI MO3I, TIeUYeHb, Celie-
3eHka) [13]. JlaHHas malyMeHTKa MMeeT MTPOMEXKyTOUHBIN
MPOTHO3, TOCKOIBKY ypoBeHb ADIT 1 B-XI'Y He noBbIiIIeH,
ypoBeHb JI/II" ripeBbIlIaeT HOpMaIbHbIE II0KA3aTe/ M MEHeEe,
yeMm B 10 pa3, oTMedeHa HeMeIuacTUHaIbHAs IIepBUYHAs
JIOKAJIM3allysl OIyX0JI1, OTCYTCTBYET METACTaTUUECKOE 110~
paXkeHWe BHYTPEHHUX OpraHoB. IISTWIETHSIST BbIXMBae-
MOCTB IMALIMEHTOB MPOMEKYTOUHOM rpyITibl — 80—83 % [14].

HecMotpst Ha TO, YTO ITOCTAHOBKA OKOHYATEIbHOTO JIH-
arHo3a BO3MOXKHa TOJIBKO C Y4eTOM JaHHBIX MOPGhOoJIornye-
CKOTO MCCJIeI0BaHMsI, HEOOXOIMMO ITPOBECTH ITOJIHOE KJTU -
HUYECKOe O0CJIeIOBaHME C Y4YETOM JaHHBIX aHaMHe3a,
OCMOTpa, JIabOPaTOPHBIX JAHHBIX M MHCTPYMEHTAIbHBIX
MCCICIOBAHMI JUI YCTAHOBJICHUSI BEPHOI'O AMAarHo3a, CTa-
JIUY 3a00JIeBaHMS U BIOOPA afeKBAaTHOM TAKTUKU Teparu.
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Hawa ucmopusa

s IETCKOU

FTEMATOJIOTMN u OHKOJIOT MU

OT PEAAKLIMM
0

Mbl npoZos«aem Hallly Tpaguumio MybauKaLmMy NaMATHBIX CHUMKOB B 00/1aCTi AETCKOI remaTonorvin-oHkonorun. CeropHs
HaLLl paccka3 NocBALLEH JieTckomy oTaeneHuto MockoBCKOro 0611acTHOrO OHKoNorueckoro Aucnatcepa (r. banawmxa).

Jlerckoe otnesieHre MOCKOBCKOTO 00JIAaCTHOTO OHKO-
siormyeckoro aucrnancepa (MOO/L) cylecTByeT ¢ caMOro
MOMEHTa  CO3JaHUsS  OHKOJIOTMYECKOTO  ILIEHTpa,
a MMeHHo ¢ 1967 L.

39to TpeTbe Ha TOT MOMeHT B CCCP u enuHCTBEeHHOE
Ha TeppUTOpuu MOCKOBCKOI 00J1aCTU CHELaTu3upo-
BaHHOE OTAEJICHME, e OKa3bIBAeTCS IMOMOIIb IETSIM,
CTpajaloIIMM OHKOJOTMYECKUMU U OHKOTeMaToJIoThye-
CKMMM 3a00JIeBaHUSIMU.

B Hacros1iee Bpems ieueHUE B OTAEJICHUU MOTYT I10-
JIy4yaThb IeTy B Bo3pacte oT 0 1o 14 jeT, a TakKe MoJpoCcT-
Ku ¢ 15 no 18 net. Teparnust mpoBOAUTCS IO COBPEMEHHBIM
MPOTOKOJIaM B TECHOM COTPYIHUYECTBE C BEAYLIUMU (e-
JepajJbHBIMI OHKOJOTUUYECKUMM IIeHTpaMu. Takoe B3au-
MOCICTBUE TTO3BOJISIET OCYIIECTBIISTD JIeYeHHE B TIOJITHOM
o0beMe, BKIOYas XMMHUOTEPanuio, JyYeBYIO Tepalluio,
XUPYPrUYECKOE JICYEHUE U IPYTHE COBPEMEHHbBIEC METO/IBI.

OCHOBOI1 ycMelIHOM padoThl Ha TIPOTSKEHUU YKe
noutu 50 JeT ABIseTcs: KaApOBbIii COCTaB OTACICHUS.

VY ucrokoB Havajna pabOThI OT-
JIEJICHUS Y 10 HACTOSIIIIETO BpeMEHU
MOMOIIb MaJ€eHbKHUM MallMeHTaM
OKa3bIBaJl YHUKAJIbHBIN Bpay, Mpe-
KpacHON OyIIM 4YeJoBeK — AJia
EdumosHna Monoukuna. CBoii Tpy-
JIOBO# MyTh OHA HayaJjia B 1aJleKOM
1963 ., paborast ¢ MaJIeHbKUMU T1a-
LIMEHTaMU B IeTCKOM cany. B 1969 .
Anna E¢puMoBHa 3aHsij1a JOKHOCTh
Bpava-Tieauartpa B ieTckoM otaeaeHurn MOO/, raoe u pa-
0OTaeT Mo HACTOSIIIIEe BpeMsl.

3ajorom 1000 yCIEIIHOM padOTHI ABISETCS TOJBKO
COBMECTHBIM KOJUIEKTHMBHBIIN Tpyld. KomaHpma Bpaueit
B cocTaBe Bpada-rematosiora Ajibsl E¢puMoBHBEI MoJTOYKM-
Hoii, Bpaua-pannojora Kaigepuu BukropoBHbl CeMeH110-
BoOI, Bpauya-oHkojyiora Jluguum HwukonaeBHbl [HaTOK Ha
MPOTSKEHUU TOJITUX JIET OCYILIECTBIsIA JIeYeHUE MaJIeHb-
KUX MalMeHTOB, CTPAJalOINX CTOIb TSKEJIBIM HETYTOM.
Ha cuety y aTux nroaeit ThICSYM CITaceHHbIX KU3Heil. Ha-
yyHas B KoH1le 1960-X TomoB, Ha 3ape 3pbl OHKOTeMaToJIO-
run B CCCP, paboTast B CIIOXHBIX YCJIOBUSIX, 3TU JIOIU
obecrnieurBaIv CTAaHOBJICHUE OHKOJIOTMYECKOM CITyKObI Ha
TeppuTopruu MocKOBCKOi1 obmacTu. OHU CTATKUBAINUCh CO
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BCEMU MpoOJeMaMM TaKOi HOBOI M CJI0XHOI CIielraab-
HOCTU — JIeTCKasi OHKOJIOTHSI.

Anna E¢puMoBHa Boruiomiajga B cedbe He TOJIbKO Ta-
JIAaHT IETCKOTO OHKOJIOTa, HO U OTBITHOTO IIUTOJIOTA.

Ei1 HeogHOKpaTHO OOBSIBISAIN OJ1ar0AapPHOCTh 32 XOPO-
11IM€ TTOKa3aTeJId B paboTe U 0E3BO3ME3THYIO CIavy KPOBH.

B Hacrosee Bpemsi Anna Ec¢uMoBHA TpogoskaeT
padory B MOOJI, ocyuiecTBassi MOJUKIMHUYESCKUN
npueM. HakomniaeHHbBI 00TaThlil OTIBIT ITO3BOJISIET €1 yKe
MpU TIEePBUYHOM OCMOTPE BBISIBISATH MAlIMEHTOB C MOI0-
3peHUEM Ha 3JI0KaueCTBEHHOE 3a0ojieBaHUE U OIpese-
JISITh TaKTUKY WX AajbHeliliero BeaeHus. Kpome Toro,
Anna EdbuMoBHa BeneT KaTaMHECTUUECKUI TTpUEeM TPYTI-
bl TTALIMEHTOB, OKOHYMBIIUX CITELIM(PUIECKYIO Teparuio,
CBOEBPEMEHHO BBISIBJISISI BO3HUKIIME Y HUX MTPOOJIEMBbI
M HaIlpaBJissl Ha JIeueHre U o0ciefoBaHue.

XoueTtcs noxenarb Amne E(puMoBHeE u ee Koyjieram
37I0POBbS 1 YCIIEXOB B paboTe. MoJiogoe MoKoJIeHUe Bpa-
Yell ¢ yIOBOJbCTBUEM MIEPEHUMAET OITBIT CTAPIIMX KOJLIET
U YYUTCST Y HUX TPYAOTIOOUIO, LIEJEYCTPEMIEHHOCTH, Ha-
CTOMYMBOCTH, a IJIaBHOE — JIIOOBU K JIeJy, KOTOPOMY CO-
OupaelIbes MOCBSITUTD BCIO XKU3Hb.
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Hudhopmauuga ona asmopos

YBakaembie Konneru!

Mpun odpopmnennn crateil, HanpaBnAaembiX B «Poccuitckuii ypHan
BETCKOIl remMaToNoru1 U OHKONOrMM», CleAyeT PYKOBOACTBOBATbCA
06HOBNEHHbIMU NpaBUNaMu:

1. (raTbA JOMKHA ObITb Npe/CTaBNeHa B ANEKTPOHHOM Bue (B OTAeNb-
HbIX alinax: TeKCT CTaTby €O CNUCKOM NIUTePATypbl, TAbNMLbI, rpaduKky, pucyH-
Ku, NOANMCI K PUCYHKaM, pe3iome).

LWpu¢t — Times New Roman, 14 nyxkToB, yepe3 1,5 uxtepsana. Bce cTpa-
HULbI ZOMKHbI ObITb NPOHYMEPOBaHDI.

2. Ha nepBoii cTpanuLe JOMmKHO ObITb yKka3aHo: Ha3BaHue CTaTbi, MHALY-
anbl v Gamunun Bcex aBTOPOB, NOSHOE Ha3BaHUe YupeX/eHna (yupexaeHnii),
B KOTOpOM (KOTOpbIX) BbIMONHEHa PaboTa, ero (11x) MONHbIN aZpec € yKazaHuem
NHAEKCA.

06:3aTeNbHO YKa3blBAeTCA, B KAKOM yupeXAeH!UM paboTaeT Kaxablil
13 aBTOPOB.

(ratbA [OMKHA ObiTb MOANMCAHa BceMM aBTOpami. B KoHue cTaTbu
HOMKHbI ObITb 0643aTeNbHO YKa3aHbl KOHTAKTHbIe TeneoHbl, pabounii
appec ¢ yKasaHuem MHAEKc, GaKc, aapec INeKTPOHHOI NouTbl U da-
MUNUA, UMSA, 0TYECTBO NMONHOCTbIO, 3aHMMaeMas JOMKHOCTD, yueHas
(cTeneHb, yueHoe 3BaHNe aBTopa (aBTOPOB), C KOTOPbIM pefakuua bynet
BECTY NeperniucKy.

3. 06bem cTaTeil: opurMHanbHas cTatbA — He 6onee 12 CTpaHuL; onuca-
Hue OTAeNbHbIX HAONIAEHWI, 3aMETKN U3 NPAKTUKN — He bonee 5 cTpaHuL;
0630p nuTepatypbl — He 6onee 20 cTpaHuu; KpaTkue coobLieHnA 1 Nucbma
B peAaKLMIio — 3 CTpaHuLbl.

CTpyKTypa OpuUrMHanbHOii CTaTbi: BBELEHINe, MaTepUanbl U METOAbI,
pe3ynbTaThbl UCCNeZ0BaHNA 11 X 00CYXeHNe, 3aKntueHie (BbIBOAI).

K cTatbam J0MmKHO 6bITb MPUNOXEHO pe3tome Ha PYCCKOM A3bIKe, 0Tpa-
XatolLee cofepkaHine paboTbl, € Ha3BaHWEM CTaTby, GamMUANAMM 1 MHULMANA-
MU aBTOPOB, Ha3BaHUEM YUpexaeHWit; 1A 0pUriHANBHBIX CTaTell — CTPYKTY-
pUPOBaHHOE pe3iome (BBEAeHUe, MaTepuanbl 1 METOAbI, pe3ynbrathl U T.4.).
06bem pestome — 1500—-5000 3HaKoB ¢ npobenamu. KonmuecTeo KnoueBbIX
CNOB A0MMKHO cocTaBnATb 0T 10 go 50.

4. linniocTpaTBHbIN MaTepuan.
« QoTorpadum JomKHbI ObITb KOHTPACTHBIMM; PUCYHKIA, TPaduKI U Auarpam-
Mbl — YETKIMMU.
- OoTorpadun npeaCTaBNAKTCA B OPUTIHANE WAV B SNEKTPOHHOM BiAe B dop-
marte TIFF, JPG, CMYK ¢ pa3pewueHuem He metee 300 dpi (Touek Ha Aoiim).
« [paduKm, cxembl 1 pUCYHKI JOMKHDBI ObITb NpefcTaBneHbl B popmate EPS
Adobe Illustrator 7.0—10.0. Mpu HeBO3MOXHOCTA NpeAcTaBneHuA ¢aiinos
B laHHOM (hopmaTe HeobXOANMO (BA3ATHCA C pefakLuei.
« Bce prcyHkn JOMKHbI ObITb NPOHYMEPOBaHbI U CHAbMeHbl MOAPUCYHOUHBIMU
noanucami. lOANNCY K pUCYHKaM JatoTCA Ha OTAENbHOM ucTe. Ha pucyHKe ykasbl-
BAKOTCA «BEPX» U «HU3»; PParmMeHTbl pUcyHKa 0003HaYaloTCA CTPOUHbIMM ByKBaMK
pycckoro andasuTa — «av, «6» 1 T.2. Bce cokpaLLeHina 1 0603HaueHus, ucnonb3o-
BaHHbIe Ha PUCYHKeE, LOMKHBI ObITb paciLdpoBaHbl B NOAPUCYHOUHOI NOAMNACH.

« Bce Tabnuubl JOMmKHbI 6bITb MPOHYMEPOBAHDI, MMeTb Ha3BaHUe. Bce cokpa-
LLeHNA PaCluMPOBBIBAIOTCA B MPUMEYaHNU K TabnuLe.

« CCbINKN Ha TabanLbI, PUCYHKM U ApYrUe WANICTPATUBHbBIE MaTepuanbl npu-
BOAATCA B HAZANEXALLNX MeCTaX N0 TEKCTY CTaTbi B KPYTAbIX CKOOKaX, a X pac-
MONOXeHMe yKa3blBAeTCA aBTOPOM B BUAE KBaAPaTa Ha NOMAX CTaTbi CleBa.

5. EgnHnubl namepennii satorca g CU.

Bce cokpawyeHus (abbpesuatypbl) B TeKcTe CTaTbit LOMKHbI ObITb MONHO-
CTblo paclundpoBaHbl Npu nepom ynotpebneHnn. cnonb3oBaHue HeobLue-
MPVHATLIX COKPALLIEHMI He JOMYCKaeTCA.

Ha3BaHue reHoB MULIETCA KypcMBOM, Ha3BaHWe 6ENKoB — 0ObIYHbIM
wpudtom.

6. K cTatbe JomxeH 6biTb NPUNOXeEH CMMCOK LMTUPYeMOil uTepaTypbl,
0QOpMAEHHDbIN ClieayoLwm 06pasom:
« (MUCOK CCbINOK MPUBOAUTCA B MOpAAKe LUTUPoBaHUA. Bce nctouHuku
LOMXKHbI ObITb MPOHYMEPOBaHDI, @ WX HyMepauua — CTPOro CO0TBETCTBOBATb
Hymepauun B TekcTe cTatbyt. (CbInKI HA HeonybnnKoBaHHble paboTbl He 1o-
MyCKaIoTCA.
« [InA KaXz0ro MCTOYHMKA HeOBXOANMO YKa3aTb: GaMuum 1 UHALMANbI aBTO-
poB (ecnn aBTOPOB 60nee 4, yka3blBalOTCA NepBble 3 aBTOPa, 3aTem CTaBUTCA
« {p.» B Pycckom unu «et al.» — B aHIINICKOM TeKcTe).
+ [pu ccbinke Ha cmMameu U3 XypHAnos ykasbiBaloT TakxKe Ha3BaHue CTaTbl;
Ha3BaHwe XypHana, rof, TOM, HoMep BbiMycka, CTPAHMLb.
« Mpu ccoinke Ha MOHO2padhuu yKa3blBaKOT TaKxKe NOSHOe Ha3BaHUe KHUTW,
MECTO M3[aHNs, Ha3BaHWe U3aaTeNbCTBa, rof U3aHua.
« Mpu ccoinke Ha aemopeghbepamol fyccepTaumil yKkasblBakT Takxe NoNHoe
Ha3BaHue paboTbl, LOKTOPCKAA WAV KaHANAATCKAA, TOf U MECTO U3[aHuA.
« [lpu ccoinke Ha OaHHble, nosyYeHHble u3 HmMepHema, yKa3biBaioT INeKT-
POHHbIil afpec LUTUPYeMOro UCTOYHIKA.
« Bce ccoInku Ha nTepaTypHble UCTOUHMKI NeyaTakTca apabckumm Ludpamu
B KBa/IpaTHbIX cKoOKax (Hanpumep, [5]).
« Konuectso Lutipyemblx paboT: B OpUrMHaNbHBIX CTaTbAX KenaTenbHo He 60-
nee 20—25 UCTOYHIKOB, B 0630pax uTepaTypbl — He bonee 60.

7. MpencraeneHue B pefakuyio paHee ony6anKoBaHHbIX CTaTeil He 1o-
nycKaeTca.

8. Bce cTaTbu, B TOM umCNie NOATOTOBAEHHbIE ACNMPAHTAMU 1 COUCKaTeNA-

Min y'—IEHOI7I (TENEHN KaHAKAAaTa HayK Nno pe3ybratam C0OCTBEHHbIX UCCNef0Ba-
HuiA, NPUHUMAIOTCA K NeyaTu becnnatHo.

(ratby, He C00TBETCTBYHOLINE [AHHbIM Tp66OBaHMﬂM, K pac-
CMOTPEHUI0 He NPUHUMAIOTCA.

Bce nocrynatoLyme cTaTby peLieH3UpyIOTCA.

MpucnaxHble MaTepuanbi 06paTHO He BO3BPALLAIOTCA.

Pepakuua octaBnsAeT 3a co60il NpaBo Ha pefaKkTUPOBaHMe (Ta-
Teil, NpefcTaBNeHHbIX K ny6nukaumm.

ABTOpbI MOTYT NpUCbINATh CBOU MaTepuanbl no agpecy: 117198,
Poccua, Mocksa, yn. Camopbi Mawena, 1, cnometkoit «[ina HOAI0» unu
Ha N1eKTPOHHbII appec nodgo@yandex.ru ¢ 06a3aTenbHbIM yKasaHu-
€M Ha3BaHuA XKypHana.



Acneprmuanés

KaHanaemus

dy3apnos

y NauneHToB 6e3 HEUTPONEHUN

* BudeHp - ypoBeHb pekomeHpauum Al
npu NIHBA3MBHOM acneer\/\ése y AETEN
(ECIL 4 pnst nepanaTpuyeckux naumenTos, 2012 r.)?

* Haanuune y BudeHpa MHPY3MOHHOW U
nepopanbHbiXx GOPM NPeAOCTaBAAET
BO3MOXHOCTb NPOBEAEHUA

CTyneH4yaTou Tepanumu
(Amoduamnsat ana B/8 200w,

cycneHsua 40mr/ma, tab. 200mr)3

*WUM - HBa3uBHbIE rpUOKOBbLIE MHGEKLMK

YCTONUMBbLIV K GAYKOHA30AY

MHBA3WBHbIA KAHAMAO3

Cuepocrnopnos

KpaTtkas uHoopmaums no npumMeHeHuto npenaparta BuoeHa®

Oapmakorepanemmeckaﬂ rpynna: npoBorpMGKDEbM MIPENapaT CHCTEMHOTO MpUMEHEHHS

bopi pacTeopa AR UHAY3MiA, TaBAETKM,
NOKPBITbIE NAEHOUHOT cﬁvouKom HopomoK AR PHTOTOBACHMS! cycneH:mM A NPHEMA BHYTDb
~ NPOTUBOTPUBKOBbIF NPenapar WMPOKoro
cnewpa AEHCTBUA U3 ToynnL! YDMBGOAUE‘ €ro MexaHuam Aeucmwl CBA3aH C MHTMGMpOBa-
P450

. In vitro Oﬁl\aAaET LMPOKIUM CNEKTPOM NPOTH-
BorpMGKoaom nohcTang: siauna o orvoesn Candida Spp. (BKntouas wrammibi C. krusei,
wranve c. glabrata C. albicans), a Takxe
nposeAseT myHmuMAHbM oot b avmos spp.

- TIPOGUAAKTIKA “MPOPLIBHBIX» FPHGKOBbIX MHGEKUMIi Y NAUMEHTOB CO CHUXEHHOM GYHKLMEN Uk~
MYHHOI CUCTEMb, AUXOPAAKOW 1 HEMTDONIEHHEH, U3 TPYNbI BLICOKOTO PHCKA (PELMIHEHTS TPaHC-
MIAGHTALIM TEMOMO3TUUECKMX CTBOROBAIX KATOK, GOALHBIE C DELMAMEOM AC/IKO3a).

- Mpounaicua uizaaeix TPUOKOBLIX MHQEKLIWiE Y NALIMEHTOB DYNMbi BLICOKOTO PUCKA, TaKMX

CTBOAOBbIX KA€TOK.

Bugena 60ALHbIM C T K BOPHKO-
Ha30AY UAM AOGOMY APYTOMY npenapara. I npu-
eHeHve Budenna cyberparsi CYP3A4 -

acrenaon, WA, NGIA Wik WA, DO DUOAMIALIMH, KAPOAMAZENHH 1 AN
TensHo i B BLICOKMX A03AX
(400 M W Bilue oAMH uaa s cyTH); pHTOHABHP (400 M U Bbilie ABA Pasa 5 oyTK);

C0CO6 NPUMEHEHNS W 4O3bI: HasHaEHHE BUOEHAA CEAYET HAUMHATH C BHYTPHBEHHOTO BEEAC-
HUA B PEKOMEHAYEMOi1 HACHILLAIOLLEN AO3€, HTOBH YXE B NepBbiit AeHb AOGHTHCA BACKBATHOI KOH-
LeHTPALMH B NAASME KPOBU. BHYTDUBEHHOE BEEACHHE CACAYET NDOAONKATS KaK MUHAMYM 7 AHENi,
I0CAE YEro BOIMOXEH NepexoA Ha NepOpanbHbIi NPHEM NPENapaTa NP YCAOBHH, 4T NALMEHT Crio-
COBEH NPHHMATH ACKAPCTBEHHbIE CPEACTBA A NIPUEMA BHYTDb.

B3pOCABIE U MOAPOCTKM OT 12 AT A0 18 ACT: B NepBbiE CyTKM 110 6 MI/KT Kaxapie 12 acos (Hacki-
walowan A03a), Aaree N0 3-4 MI/Kr KaXable 12 4 (TOAAEPXHBAIOWAR A03a).

ety o1 220 12 A€T 1 NOAPOCTKH OT 12 A0 14 A€T C MACCOM Tena meHee 50 Kr: & nepBbie cyTki 9
Mr/Kr 2 pasa (HACHILLAIOWLIAS A033), ABNEE N0 8 MIT/KT KaXAbie 12 4acos (NOAMEPKHBAIOLIAR A03A).

i Haubonee ABAKOTCA

Spp. uan Fusarium spp., koTopble or
TPHOKOBbIM CpeACTBaM.
Moka3saHms K npUMeHeHHIo:
- MHBasuBHbIA aCNEPrUMEs;

- KaHanao3 nuuweso,

- Apyrue Taxensie

XODaAKa, Chiflb, PBOTA, TOLIHOTA, AMADES!, FOAOBHASA GOAb, NepHpe-

CTH K ADYTUM ACKAPCTBEHHbIM CPEACTBaM.

[
cnopiHbM CYP3A4;  pHecKMe OTeK U 6ONb B XHBOTE. HEXENGTEAbHbIE PEaKUMH OBLILHO NGTKO WAN YMEPEHHO Bbi-
W NaToreHHbIX rPUBOB, CTABLUMX AKTYaAbHBIMU B nocl\enkee apemn BKMowaR 38ep060iA it (MHAYKTOP P450 u P- paxeHbl. ¢ 3peHus, uBeTHOrO spewn wAn
npoTuso- BUGEHA NPOTMBOMOKA3aH ACTAM B BO3PACTE MAAALIE 2 AET, @ TAKKe NP1 AedUUMTE Caxapassi/ ABARIOTCSH CAyYaEB OHM
PyKTO3HI, UCHESAIOT CrIOHTAHHO B Tevenne 60 MuH. Bo Bpewms neveHms Maryr paasmcu HapyLeHHs dyHK-
c K Ay B i never ( renaruT,
; 250108, TAKeran creners HEAOCTATOUHOCTH QYHKLUMW Mot TrKenan crenens i c noa
y e ’ CTH GYHKUMM nOveK. i PASO. VHrGMTODs! Ak MHAYKIODS STHX KS0OSDMENTOR
- TAXeNbIe MHBAGHBHLIE KAHAMAOSHbIE MHGEKUAH (BKNIOUaR C. kruse); W IMTOKaRSUMEUY, Coxapribl uaGer crenyer 1 c Y moryT sbiasams WA CHiXeH
- rouo o Sced Fi v nAaavie KpoBK.
KenLE TRUEKOBHE WK, SLidsae Soedasporium spp. u Fusarium spp; Iiepoana OT: s ¢ ; cuycosan
uHOEKUMM DK Hanume i apATMIL; A npUEm BbI- ";':;':;" no npenapaty Budena 8 no
3bIBaIOWX YANHEHHE HHTepBana QT.
ELT Tb, KOraa 3To

CnucoK nuTepatypsbl
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