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[A.M.H., akageMnk PAH, Hay4HbI pykoBOaUTENb
DBIY «<HMWLL getckon rematonorum,

OHKOMOTMWN Y UMMYHOIOrMM UMeHV OMuTpust
Poravesa»

YBakaemsbIe KoJuierm!

Mangemua COVID-19 Hapynivia Halu
IUIAHBI 110 00LEIVHEHUIO OOLIECTB CIIeLU-
anmucroB (HOZTO u PAZIO) B 2019 1. JIviis
HEJIABHO YATOCh 3aPETUCTPUPOBATh 00D
enuHeHHyIo opranusanuio PAJIOT (Poc-
CHICKasA aCCOIMALNA AeTCKIX OHKOJIOTOB
u remartosioros). CucrtemMHas paGora
HaIllero o0’beJHEHU CHEI[UATICTOB
yBeHuYasach pukasaMu Munszapasa PO
«O06 yTBep:KmeHuu ITopsKa OKa3aHUs
MeJNINHCKON IIOMOIIM 110 IIPO(IIIIO
"meTcKas OHKOJIOTUS Y TeMaTOJIOTHA "y
ot 05.02.2021 1. N° 55H 1 «O6 yTBepxze-
Huy [Topsaka YICIIaHCePHOTO Habmoze-
HUA AeTell ¢ OHKOJIOTUYeCKNMU U Te-
MAaTOJIOTUYECKUMU 3a00JIeBAHUIMMI»
o1 10.06.2021 1. N° 629H (3aperucTpupo-
BaHbI MuHIOCTOM P® 16.03.2021 T. 1107,
N¢ 62765 u 15.07.2021 r. ioz, N° 64274
COOTBeTCTBeHHO). Ha yTBepkIeHUU
B MunTpyze u MuHsznpase PO HaxonuTca
«[TacropT creryamicTa—JeTCKOIO OHKOJIO-
ra-TemMarosiorar.

biarogapsa HMUII um. [I. PorayeBa pe-
IIeHbI BOIIPOCHI 06eclieyeHus JjeTei
B 2020-2021 r. acmaparuHasou, marac-
maprasoy 4 IpyruMy He3aMeHUMbIMU
npenapatraMu. B 3akoHozaTelbHbIE
Oprasbl BHeceHbI ronpasku B @3 N° 323
00 VICITOJIb30BaHUH IIperapaTos off label
y AeTeld. JlaHbl mopy4yeHus [IpaBuTens-
cTBa PO 0 BKIIIOUEHNH AETCKOM OHKOJIO-
TUM ¥ IeMaToJI0TMH B Mporpammy «OHKO-
sorusy. [Ipu nogaep:xke ¢ouga «Kpyr
Jo6pa» pemIeHbI BOIPOCHI 00eCIede I
IIAIeHTOB C HeHPOOIACTOMOH, TPAHCIO-
Kanpei reHa NTRK TapreTHbIMU IIpera-
patamu (TTI) 1 oIIaThl MHHOBAIMOHHBIX
TaIIoNJe HTUYHbBIX TPAaHCIUIAHTAIUN
C Jeruieniet of-~TMM(OIUTOB IIPY reMo-
6J1aCcTO3aX ¥ IPUOOPETEHHOM UMMYHO-
nedurure ([TM). ety c ayToBOCIATIN-
TeJIbHBIMU 3a00JIeBaHIAMY Tellepb 06ec-
mrevens! TI1, a 6opHBIe [TN]] ¢ HapyTIIeH-
HBIM aHTUTEI000Pa30BaHEM — IIOJI-
KO)KHBIMU UMMYHOLIOOY/IITHAMI.

MBpI 6bUTH MTHUIMATOPAMU KIIMHIUYECKIX
pexomeHpaui 1o V]I 1 TOATOIKHY/IU
[IpaBuTenbcTBO PoCccuu K pelieHUIO
0 HAIlMOHAIBbHOM HEOHATAJIbHOM CKPU-
HuHre [T/l 1 opranusanyuy HamyoHais-
HOTo 6aHKa JOHOPOB KOCTHOTO MO3Ta.

BbICOKNE TEXHOJTOI NI/

PBOW annoreHHon TpaHcnnaHTaunm
reMONO3TUYECKUX CTBOMOBBIX KNETOK
y pebeHka B Poccun

TpaHcnnaHTayusi reMornoaTM4eckux cTBosioBbIX KNEToK (TICK) — 3To yHUKaslbHbIV BbICO-
KOTEXHOJTOMYHbIN METOL JIEHYEHUS PSfa TSXKeslbIX, HeU3JIeYUMbIX 4PYruMu criocobamm
3abonieBaHn y getev n B3pocsibix. Peub nget o6 OHKOIOrMYeCcKux, 3/10ka4€CTBeHHbIX
M [J06pOKaYECTBEHHbIX 3a00/IEBAHNSIX CUCTEMbI KPOBU, HACTIELCTBEHHbIX OOJIE3HSIX, MPU KOTO-
PbIX r10Cs1e Kypca UNTOCTaTUHECKUX MPpenaparoB u/niv JIy4eBovi Teparnvu /15 06ecreHeHmsi
UMMYHOJIOMNYECKOM TOJIEPAHTHOCTU U MPVXKMBIIEHNST PELUMNIMTNEHTY BBOAAT reMOrNo3TUHECKUE
CTBOJIOBbI€ KJIETKU [OHOPA C LIEJIbI0 3aMELLEHUST KPOBETBOPEHUS.

NMOJIBEKA B AKTUBE

VicTopusA pasBUTHA TPAHCIUIAHTAITUY FeMO-
TO3TUYeCKUX CTBONIOBBIX KiIeTOK (TT'CK)
B MUpe HacuuThiBaeT 6osee 50 seT. [lepBas
VCIIeITHAsA A/UIOTeHHAA TPAaHCIUIAHTAIA KOCT-
HOTO MO3Ta/TeMOIIO3THYeCKIX CTBOJIOBBIX
kietok (TKM/TTCK) 6pu1a mpousBesieHa
B 1968 roay B CIIIA rpymmoit PoGepra [yma
(Robert A. Good) MaTBIUKY C TKeI0H (op-
MO BpOXKIeHHOro UMMyHofedumuTa. B Tpex
TIOKOJIEHMAX CeMbH 3TOT0 IIaIlieHTa Hacyu-
TBIBIOCH 11 CJTydaeB JAHHOTO 3a60IeBaHUA
C JIETAILHBIM HcxonoM. B 1990 roay [I. Tomac
(Donnall Thomas) u3 CIIIA notyuvut HoGesres-
CKYIO IIPEMUIO 110 MeUIIKHE 32 Pa3paboTKy
u BHegpeHue TKM.

B Poccuro TKM npuiruia HeCKOJIBKO ITO3Ke —
B Hayaste 1990-x. Torga B Mockse, JIeHUH-
rpajie ¥ JPyrux ropofiax CTPaHbI B ClIela-
JIU3VPOBAHHBIX OTJEeJNeHUAX AeTCKOU
TeMaTOJIOTUM U OHKOJIOTMU, OIIUPAACh
Ha 00IIeMUPOBOM OIIBIT, HAYAIU UCIIOIH30-
BaTb COBPEMEHHBIE IIPOTOKOJIbI XUMHOTe-
pamuwu (XT). Toraa sxe B CCCP 6butH mipes-
IIPUHATHI IIepBble NONBITKY IPUMeHeHUA
TKM 0T poACTBEHHOTO JOHOPA Y B3POCIBIX
nanueHToB. B 1987 rofy B IeHUHIPaZCKOM
HWU onxosorun um. H.H. [TeTpoBa OTKpEI-
Ju nnepBoe otaenenrne TKM nof pyKkoBoz-
cTBOM ITpodeccopa bopuca Bragumuposuda
AdanacreBa. TpaHCIUTaHTAIYA ObUIA IIeH-
TPOM €ro HayYHBIX U KIMHUYeCKUX UHTe-
pecoB. TpuanaTs jJeT Has3ak, a UMeHHO
17 nekabps 1991 roza, COTpyAHUKAMUY 3TOTO
HoBoro otxenenus TKM ua 6Gase ropos-
ckoit 60pHUITBI N 31 um. .M. CBepzytoBa
OBbUIA BRIIOTHEHA IepBasd yCIIeNTHasA aJlIo-
renHas TKM y peGenka. Ee 3apeructpupo-
BayM Kak nepsyto TKM u3 CCCP B EBpormeit-
CKOM TpyIIIIe 110 TPaHCIUIaHTAIX KOCTHOTO
mosra (European group for Blood and
Marrow Transplantation — EBMT). Ycnexu
B PasBUTHUM 3TOIO HanpasjeHUuA B CaHKT-

IeTepOypre Hepa3pLIBHO CBA3AHBI C HEOIle-
HUMOM IIOMOIIBIO BeYIIX CIIeIUaINCTOB
EBporer u CIIIA, B mepByIo o4epenb AUPEeK-
Topa LleHTpa TpaHCILUIAaHTAIIUX KOCTHOTO
Mo3ra l'amOyprckoro yHuBepcureTa — IIpo-
¢eccopa A.Llangepa (Axel Zander), a Tak-
e mpodeccopos T. Broxuepa, [I. Kos6a,
I. Xénpruepa (Thomas Biichner, Hans-
Jochem Kolb, Dieter Hoelzer) u3 [epmanuu,
P.Teitna (Robert Gale) u3 CIIA, I. Barema-
Kepa (Gerard Wagemaker) u3 Huzpepnanzmos
¥ MHOTHIX APYTUX (puc. 1, 2).

PucyHok 1. Npodeccop b.B. Adanacbes,
npodpeccop J1.C. 3ybapoBckas n remaronor

K.O. Cuukas ¢ nepsbIM NauneHToM nocne
YCMEeLLUHOW anmnoreHHo TpaHcnnaHTauum KOCTHOro
mog3ra (1999 r.)

PucyHok 2. [InpekTop LleHTpa TpaHcnnaHTaumm
KOCTHOro mo3ara [ambyprckoro yHmeepcuteTa
npodpeccop A. LlaHgep (Axel Zander)

- WHHa
BukTopoBHa
MAPKOBA

3BamecTutens gupektopa no neguatpum HAU
[ETCKOW OHKOJIOrMK, remaTonorm U TpaHCMIaHTo-
noruv um. P.M. F'op6adeson

Pazsurtue metona TITCK Tpe6GoBaIo KBajiu-
($UIIPOBAaHHOM OPTaHNU3AIVIOHHON PaOOTHI,
HaIpaBJIeHHOU Ha pacuIupeHue ClieKTpa
OKa3aHUA BhICOKOTEXHOJIOTMYHOM MeTUITNH-
ckoit momoru (BMII), oGecireyeHne Bcex
BUJIOB COIIPOBOJUTENLHOM Tepalluu y AeTel
¥ B3POUIBIX. DTO CTaJI0O BOBMOKHBIM TOJIBKO
B yUIOBUAX PaboOTHI B alma mater ipodec-
copa b.B. ApanacreBa — [lepBOM MeUITUH-
CKOM MHCTUTYTe UM. akagemuka I.II. ITas-
JsioBa (HbIHe [lepBriii CaHKT-IleTepOypreKuit
TOCyZlapCTBeHHBIN MeIUITUHCKUI YHUBEP-
cuteT uM. akazemuka I.I1. [TaBioBa).

ITpu nopzep:kKe ero peKTopa — akafieMUKa
PAH, npodeccopa H.A. Aurkoro — 3mech
B 1997 roxy 6bUT co3naH LIeHTp reMaToIorum.
B 2000 roay B IICII6GIMY um. akaz,. W.IT. [TaB-
JIOBa OTKPBITA IlepBasd B Poccuu yHUBepCcU-
TeTCKaA KInHuKa TKM. C aToro BpeMeHu
B cTpaHe ObLIa HayaTa IIPorpamMma Io Mupo-
KOMy BHeZIpeHUIO ajutoreHHoU TKM ot He-
POACTBEHHOTO 0OHOPA Y JleTell U B3POCIIbIX,
CAesIaHbl ITepBhIe NIy IO CO3AAHMIO eTHOMN
0a3bl JAHHBIX (PErUCTPa) HEPOICTBEHHBIX
JIOHOPOB KOCTHOTO MO3Ta.

B 2007 rogy B IICII6I'MY um. akap,. V.IL. I1ae-
JIOBA OTKPBUICA VIHCTUTYT AeTCKON OHKO-
JIOTUH, TeMATOJIOTHH U TPAHCIUIAHTOJIOTN
uM. PM. Top6aueBoii (HpiHe HVM JOI'uT
uM. P.M. Top6ayeBoii), IOCTpOEHHBIH

IIpodonncerue Ha cmp. 2 |
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BbICOKWME TEXHOJTOT NI

30 neTt nepBow
annoreHHowu
TpaHcNNaHTauumn
reMmono3TU4eCcKunx
CTBOJIOBbIX KJIETOK
y pe6eHka B Poccumn

OxoHuanue, Hauano Ha cmp. 1

no uHunuaruse IICII6TMY uM. akapg.
N.II. IlaBnoBa u ®onma M.C. TopbaueBa
nipu GUHAHCOBOM Noffep:kke Harronans-
HOT'O pe3epBHOIo 6aHKa. VIHMIIaTOpoM Co3-
JAQHUA UHCTUTYTA U IIEPBBIM €TI0 JUPEKTO-
poMm 6bL1 mpodeccop B.B. AbaHackes.
B 2013 rogy 1oz ero pyKOBOLCTBOM B PaMKax
peansanuy IporpaMMbI IO aJUIOTeHHOM
TI'CK B HUM JOTuT uwm. P.M. TopGaueBoit
TICIIGIMY um. WLIIL. ITaBioBa paspaboraHa,
BHeJIpeHa U Pe3yJIbTaTUBHO UCIIOIb3YeTCs
aBTOMaTU3UPOBAaHHAA MH(pOpMaIIOHHAA
cucTeMa IIOMCKa JJOHOPoB (Bone Morrow
Donor Search). OHa 103BOJIAIET YCIIEIIHO

POB [IJIA AIIIeHTOB UHCTUTYTA U IPYTUX
KJIMHUK Poccuu, Crienuan3upyonuxcs
B OOJIACTH TPAHCIUIAHTAIUU.

PasBurue awtorenHoi TTCK y msetett B CaHKT-
IMeTepOypre CBA3aHO C IETLIM PSIAOM BaK-
HBIX COOBITHH (puC. 3).

MUCCHUSA BbINOJIHUMA

E>xeromHo B KJIWMHUKE UHCTUTYTAa JeTAM
BRINOMHAIOT A0 190 TT'CK Bcex BUAOB —
ayTOJIOTUYHBIX, OT POJCTBEHHBIX U HEepPOJ-
CTBEHHBIX JJOHOPOB C Pa3HOU CTeIleHbIO
COBMECTUMOCTU (IIOJTHOCTBIO, YACTUYHO
COBMECTHUMBIX, TaIUIONIEHTUYHBIX). McItons-
3YIOT pasjInyHble NUCTOYHUKY I'eMOII03TIYe-
CKUX CTBOJIOBBIX KJIETOK (KOCTHBIN MO3T,
nepudepudeckas KpoBb). B KIIMHIKe BHeJ-
PeHbI peXXUMbI KOHIVUIIMIOHVPOBAaHUA pa3-
JINYHOI MHTEeHCUBHOCTU: MUEI0a0IaTUB-
Hble, CHIDKeHHON TOKCUYHOCTU U UHTEeH-
CHBHOCTH, HEMHUEJIOA0IaTUBHbIE.

B mporpaMMHOI TepanuM HaIleHTOB
C peruAnBaMy 3a601€BaHUN 1 IEPBUYHOMN
Pe3UCTeHTHOCTHIO K XT HCIIOIB3yIOT TapreT-

Pa3paGaThIBAalOT U BHEAPSAIOT HOBBIE
MeTOIbI IPODIUIAKTUKY U JIEYeH PAaHHIX
Y IIO3THUX OCJIOKHeHMI ajutoreHHou TI'CK.
ITepeunciieHHble (AaKTOPHI MMO3BOJIMIU
CyIIeCTBEHHO YJIYYIIUTh JOJITOCPOYHbBIE
Pe3yJIbTaThI JIe4eHUs 3JI0Ka4eCTBeHHbBIX
U He3JIOKAaYeCTBEeHHBIX 3a060JIeBaHUM
CHUCTeMBI KPOBH Y ZieTel (0co6oe MecTo
Cpeny HUX 3aHMMaeT OCTPBIH TiuMb0o6IIacT-
HbIH Jietiko3 — OJLJI), COMUIHBIX OIyXOJIel,
PAAa HaCIeACTBeHHBIX 3a00I€BaHUI.

[IpencraByieHHBIN BaAIIATWIETHUM OIBIT
HUU O0TuT um. P.M. Top6aueBoit yoemu-
TeJIbHO IEMOHCTPUPYET, YTO AaKe Y IalyieH-
TOB U3 I'PYHIIbI HeGJIATONIPUATHOTO IIPO-
THO3a IIPU CBOEBPE€MEeHHO BbIIIOJIHEHHOMN
awtoreHHo TT'CK He3aBHMCHMMO OT THHA
JIOHOPA Pe3yJIbTAThI JIEYEHU IPUOIIDKA-
IOTCSA K TAKOBBIM Y TTAlIIEHTOB TPYIIILI 60-
Jtee GIATOIPUATHOTO IIPOTHO3A.

Ha ¢one ycrexoB B 00/IaCTH aJTIOT€HHOM
TICK y meTell yBe/IMIMBaeTCA KOTOPTa Maly-
€HTOB C ITPOJOJDKUTEIBHOU BBDKMBAEMOCTBIO
6e3 IMporpeccHpoBaHuyA. 1 3THM IeTAM Heo6-

HWCKATb 1 AKTUBUPOBATHb pOCCHﬁCKHX,Z[OHO- HbI€ IIpeInapdTbl, MMMYHOTEPAIIHUIO. X041 MO obecIe4YuTh IIOJIHOII€HHOe
17.12.1991 15.02.2001 09.04.2008
nepBas ycreLuHas ansorenHas TTCK nepsas annoreqHas TFTCK nepsas anorenHast TTCK
OT POACTBEHHOTO COBMECTUMOTO [JOHOPa OT HEPOACTBEHHOrO COBMECTUMOTO OT ransnionieHTM4Horo AoHopa
y pebeHka ¢ ocTpbIM feiikosom B CCCP [floHopa y peGeHka € OCTPbIM JIeKo30M Y peGeHka C HepoGacTomoi
ya
/ 29.12.2008
160

30.08.2001

/ nepsas annoredHas TFTCK

nepeast asnoreHHast TTCK

J[0HOpa y pebeHkKa ¢ ConvaHbIM
3710Ka4ECTBEHHBIM 06pa3oBaHeM

14.07.1992 OT rannouaeHTUYHOro AoHOPa
nepeas annorexHasi TTCK OT POACTEEHHOND 4ACTUHHO COBMECTUMO- y pe6eHKa C annacTu4eckoii aHemmei
140 OT POLICTBEHHOIO COBMECTUMOTO [IOHOPA O (FanyIoNAEHTIHHOr0) A0HOpa
y pebeHKa C MMeMoaMCTacTUHECKM Y peGerka
cuHppomom (MAC)
120 28.01.2003
g / riepBast annorenHas TICK'y pe6eHka 11.06.2008 20042016
o C OCTPbIM JIEHKO30M C UCTIONb30BaHVEM BriepBbIe Mput -
2 100 11.03.1993 I\ | PeX1IMa KOHAMLOHVpOBaHYS ranmoNaeHTU HON BNEPELIE B Mvpe
é nepsas annorenHast TTCK CO CHVKEHHOM MHTEHCVBHOCTbIO 403 TPaHCTnaHTaLMM peGeHKy ¢ CMHAPOMOM
E OT POLCTBEHHOMO COBMECTVIMOTO y pebeHka LWisaxvana ~ [lavivoraa
S g0 [fioHopa y pebeHka 05.05.2005 CTIONb30BAH rocie MpepLLIeCTBytoLLE
= C annacTu4eckol aHemmen A ne N ;'l norenHas TFCK HEMaHVMyNMpOBaH- npeabIMnIaHTaluoHHoON
8 PB; annorexHas HbIVA TPaHCTINaHTaT [OVArHOCTVIKM BbIMONHEHa
154 ﬁg;yﬁz;ae; :ﬂz’:ﬁj””""‘" anroreqHas TTCK
5 4 OT MONHOCTbIO
§ 60 23.04.1993 = 29.07.2010 COBMECTMMOrO
E nepsas annoreHHas TFCK 29.11.2005 BrepBble Ans POACTBEHHOMO AOHOpa
S 40 OT POACTBEHHOTO COBMECTUMOTO nepeast annoreHas TFCK MPOCHMNAKTUKN peaKLmm

N
o

OT HEPOACTBEHHOIO JoHOPa
y peberka c MOC

Il «TpaHcnnanTar npotus

1990 1995

04M

20.09.2007

2000 2005 2010

PucyHok 3. ictopuyeckune Bexu passutus annoreHHot TTCK 'y peten B CankT-lNeTepbypre.

X0351Ha» y feten
1cronb30BaHa
pUCK-aganTupoBaHHasa
cTparerus Ha ocHose
NOCTTPaHCMNAHTALMOH-
HOro uvknodoccammnaa

2015 2020

MyJIBTUIUCOUIUIMHADHOE Ha6IIofeHue
Ha IPOT:DKeHUY BCel XKU3HU. [IoBbImaeTcsa
3Ha4YeHHe [IPeeMCTBeHHOCTH Ha BCeX ITaIax
HaOJTI0/IeHYAA, BHEPEHU Pa3IMIHbIX peabu-
JIUTAIIOHHBIX IIporpaMM. ITocte BBI3IOPOB-
JIEHUA MAlKeHThI TIOJIHOCTHIO COIUAIBHO
afaNTHPYIOTCA, ITOJMy4aloT 0O6pa3oBaHue,
B3POCJIEIOT, CO3/IAI0T CEMbH, Y HUX ITOABIIA-
IOTCAA COOCTBEHHBIE IeTHU.

IMox, pykoBoacTBoM npodeccopa b.B. Ada-
HacbeBa HUU 10TuT um. P.M. TopGaueBoit
cran kpynHeumum B Poccum u EBpone
eHTpoM 1o okaszaHuio BMII metogom TKM
JleTAM, IIOJPOCTKaM U B3POCJIBIM C pPasind-
HBIMU BapHaHTaMU JIEMKO30B, JlelIpeccy-
MU KPOBETBOPEHUs, COTUAHBIMU OILyXO-
JIAMHU, BKJIIOYasd OIIyXOJIU I[eHTPaJIbHOU
HepBHOU cucremsl (LIHC) y meTelt, u Hacen-
CTBEHHBIMU 33a00JIeBAaHUSAMU. 33 TOABI
paboThI B KIMHUKE BBIIIOJIHEHO OoJiee
4500 TpaHCIUIAHTAIIUN TreMOIIO3TUYEeCKUX
CTBOJIOBBIX KJIETOK y JeTell U B3POCJIbIX.

HUWU J0TuT um. P.M. Top6GayeBoii uHTe-
TPUPOBAaH B paboTy MeXAYHAPOILHOTO
CIeIMaJU3UPOBAHHOTO COOOIIECTBa,
ABNAETCA WieHoM EBponeiickoll rpynibt
0 TPaHCIUIAaHTAMM KOCTHOTO MO3Ta
(EBMT), HanuoHaabHOU NpOrpamMMBbI
noHopoB CIIIA (Marrow National Donor
Program). Co3maHHBIN Ipodeccopom
B.B. ApaHacheBbIM KOJUIEKTUB CIIeI[UaIu-
CTOB M3BecTeH Kak kKomaHpga CIC 725
EBMT. B 2018 rojy 3a BEIAAIOIIUAMCA BKJIAJ
B passutue TT'CK B CaHKT-IleTepOypre
u Poccun npodeccop b.B. ApaHackes
HarpaxzeH IIpemueli BBICIINX KINHUYe-
CKuX gocTmxeHuii EBMT.

3a npomeamnte 30 JIeT cO BpeMeHU IepBo
ycnemrHoi ajutorenHoit TICK y peGerka
B HaIIel CTpaHe B OOJIACTH IeTCKOU reMaTo-
JIOTVIVI/OHKOJIOTHIN C/IeJIAaHO OYe€Hb MHOTO.
JOCTUTHYTBIe yCIIeXyl, HAaKOIUIEHHBIN OIIBIT,
KOOITeparys POCCUUCKUX U MeXIyHAPOZ-
HBIX CIIEITHATINICTOB IO3BOJIAIOT HAZEeAThCA
Ha HOBBIE OTKPBITHA, Ha Y/IyqIIeHVe Pe3ylh-
TaTOB JIeUeHN JleTel CO 3/I0KaueCTBeHHbIMU
U 0OGpOKaYeCTBEHHBIMU 3a00IeBAHUAMU
CUCTEMBI KPOBH, COVITHBIMU OIYXOJLIMU
¥ HaCJIeICTBEHHOM TIaTOIOTHeH, IIPU KOTO-
PbIX NTOKa3aHa autoreHHad TTCK. Q

BOJIE3Hb MO HACNELCTBY

TatbaHa
AnekcaHapoBHa
BEbIKOBA

K.M.H., 3aB. oTAeNIeHMeM TpaHcnIaHTaLmmM KOCTHOro
Mo3ra Ans geTen ¢ opdaHHbIMM 3a60N1eBaHNAMA
HWW OOTUT um. P.M. lop6avesoi

CuHppom lNypnep

Mykornionucaxapugo3 1-ro tmra OTHOCUTCS K HaCsie4CTBEHHbIM HapyLLUeHUSIM OOMeHa.
310 rpynna 3abosieBaHnu, rnpu KOTOPbIX N3-3a FEHETUHYECKOIro JegheKkTa 6/10knpyeTcs
npowyecc metabosimama, 41o npuBoANT K HAKOMIEHWIO METabosINTOB N 4euLnNTy Mpo-
AyKummn gpepmeHTa. bornbLLUMHCTBO Hacie4CTBEHHbIX HapyLLEeH 06MeHa BELLIECTB KpavHe
penku ro otThesIbHoOCTU, HO B LJe€JIOM OHW COCTaBJISIIOT [OBOJIbHO pacrpoCTpPaHeHHYo
rpynrny paccTpovucTB cpeau JeTeun.

MYTALUN B CTPYKTYPHOM FrEHE

Myxkonomicaxapyzos (MIIC) 1-ro Tuma Hacte-
JIyeTcs TI0 ayTOCOMHO-PelleCCUBHOMY TUILY.
Ilo pasHbIM JAHHBIM, B IOIYJIALIN OH BCTpe-
YaeTcs ¢ YaCTOTOM OAMH CIydaii Ha 40 000-
100000 HOBOPOKIeHHBIX. PazBuTHe 3a6071€e-
BaHMA CBA3AHO C MyTaIlAMU B CTPYKTYPHOM
reHe JIM30COMAILHOIO hepMeHTa anbda-L-
uayponuassl IDUA, yTo IPUBOJIUT K Jedu-
nuTy ¢pepMeHTa U HaKOIUICHUIO B TKaHAX
HepacIleIUIeHHbIX IIPOIYKTOB OOMeHa — IJIH-
Ko3aMUHOIIMKaHOB ([Al'). VisMeHeHMA Ipak-
TUYeCKU BO BCeX OpraHax U TKaHAX KIWHU-
YeCKU IIPOABJIAIOTCA IOpasKeHeM HePBHOU

CHUCTeMBbl, YMCTBEHHOU OTCTaJIOCTHIO,
CeplieIHO-IETOYHBIMY HapyIIeHUAMH, Tella-
TOCIUIEHOMeTaJIveH, 3a/lepKKOM pOoCTa,
JTedopMalysIMU CKeJIeTa, MHOXKEeCTBEHHbIM
JI30CTO30M, TIOMyTHEeHVeM POrOBUILIBI.

BeigensaioT Tpu ¢dopmbr MIIC 1-ro Tumna:

e cunzapoM Iypinep (MIIC I-H — Takeinan
(opMma) BcTpevaeTcs MpUMEPHO y 50—
80 % IanneHToB,;

e cungpoM Iypiep — lleite (MIIC I-H/S —
TIpoMeKyTouHasd popma);

e cungpoMm Ileite (MIIC I-S — jerkas
dopma).

CTPATErMn TEPANNU

CerogHA MUPOKO IPUMEHAIOTCA iBe CTpa-
teruu Tepanuu MIIC 1-H. Bo-nepBrIX, KOH-
cepBaTuBHasA ¢pepMeHT-3aMeCTUTeIbHaA
TepanuA ($3T), MaKCUMaJIBbHO IPOAJIeBAIO-
1A KU3Hb ITAaIIMeHTOB — /10 6—12 j1eT. DTOT
OTHOCUTEJIbHO 6e30IacHBIN U 3 eKTUB-
HBII MeToJ, IeMOHCTpUpYeT yIydlleHue
(yHKIIIY JIeTKUX U PU3NIecKON aKTUBHO-
CTU, cHIXKeHUe ypoBHA I'Al' B TKaHAX,
yMeHbllIeHle BhIPAKeHHOCTU relaToCIuIe-
HoMerauy. OZHAKO OH He II03BOJIAET HaJle-
ATHCA HA COXpaHeHHe HOPMAIbHOU (yHK-
UM IeHTPaJIbHOU HEPBHOW CUCTEMbI

(ITHC), oCKOIBKyY IIpernapaT He IPOHUKAaeT
yepe3 reMaTosHIepaTndecKuii Gapbep.
Jlpyras mpo6imema ®3T — BO3MOKHOE CHU-
skeHVe 5 (PeKTUBHOCTY Tepalluu BBULY
MMMYHOTeHHOCTHU IIpenapaTa. Bo-BTOpbIX,
HCIIOJIb3YeTCs AJUIOTeHHAA TPAaHCIUIAHTALVA
TeMOIIO3THYeCKUX CTBOJIOBBIX KJIETOK (JUIO-
TI'CK), HanmpaB/JieHHasd Ha KOPPEKIUIO
JedeKTa BOCCTaHOBJIEHUEM (pU3UOIOTAYe-
ckux Qyakuii. Ajuto-TTCK npuBogyT K sHI0-
TeHHOMY 00eCITedeHII0 HeZJOCTaommM dep-
MEHTOM BceX TKaHell 1 opraHoB. Ee ycmex
3aBHCUT OT HECKOJIBKUX (DAKTOPOB, IJIABHbIE
13 KOTOPBhIX — BO3PACT pebeHKa HA MOMEHT
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BOJIE3HbL MNO HACJELCTBY

XAPAKTEPHbIE OCOBEHHOCTHU

CUHOPOMA I'YPJIEP

1. Manudecramnya Ha IepBOM IOAY >KU3HHU.

2. IIporpeccupyronias KapAHOPeCIPaTOpHasA HeIOCTATOYHOCTb.

3. ApKo BhIpayKeHHasA HEBPOJIOTMYECKasi CUMITOMATHKA C 33/IeP’KKON IICHXOMOTOD-
HOTO Pa3BUTHA, YMCTBEHHOH OTCTAIOCTBIO C YTPATOH IIPUOGPETEeHHBIX HABBIKOB.

4.XapaKTepHbIe U3MeHEeHNA JINIA C IPU3HAKAMU Faprorin3Ma: 60JIbIIas roxosa,
BBICTYIIAIOMIYE JIOOHBIE Oy, ITMPOKHE CKYJIBI, 3alIaBIIAs IIePeHOCHIIA, KOPDOTKHUE
HOCOBBI€ XO/IbI C BBIBEPHYTHIMU HapPY:Ky HO3PAMU, ITOJIyOTKPBITHINA POT, OOJIBIION

A3BIK, TOJICTBIE I‘YGLI.

5. Hau6osee yactble MaHU(ECTHbIE CUMIITOMBI: IyIIOYHbIE WIK IaXOBO-MOIIOHOYHBIE
TPBIKY, TYTOIIOABIKHOCTD MEJIKUX U KPYITHBIX CyCTABOB, KU(03 MOSICHUIHOTO
OT/IeJa TO3BOHOYHUKA (TOSCHUYHBIN THOYC), XPOHUYECKHe OTUTHI U YaCThIe MHPEK-
IIIOHHbIe 3200IeBaHNs BePXHUX JbIXaTeIbHbIX IIyTell.

6./Ipyriie OTKJIOHEHUS: XapaKTepHa 3a[iePKKa POCTa, YaCTO HAOII0AAeTCs IIPorpec-

cupyIoliee IIOMyTHEHIE POTOBUIIBL.

TPaHCIVIAHTALIUU U CTeIleHb TsHKeCTH KIMHN-
YeCKVIX IPOABJIeHU 3aboneBanms. CoxpaHe-
HYe KOTHUTUBHBIX (PYHKITUI HAaOII0oaeTcsa
y ZeTell B BO3pacTe JI0 24 MecsIes ¢ Gosee
BBICOKUM K03(PHUITMEeHTOM IICIXOMOTOPHOTO
Pa3BUTHA, YTO JaeT HANOONBIINI 3¢ deKT
aw1o-TTCK B 1aHHO¥ I'pyTiile HauyeHToB. Jlom-
TOCpOYHasA BbDKMBAEMOCTh 3aBUCHUT TaKKe
OT BbIOOPA ONITUMAIBHOTO ZIOHOPA JIs 06ec-
TIedeHUs CTOMKOIO IIP>KUBJIEHUA C JOCTU-
’KeHHeM IOJTHOTO JOHOPCKOTO XMMepUu3Ma
U OT HOoJfiep:KaHuA HOPMAJIBHOIO YPOBHA
¢epmenTa nowte aywto-ITCK ¢ MUHUMaIL-
HBIM PDHCKOM DPasBUTHA PeaKIUU «TPAHC-
IUIAHTaT MPOTUB X03AuHa» (PTIIX). Cpexu
BO3MOXXHBIX BApUAHTOB pacCMaTpuUBaeTCa
HCIIO/Ib30BaHNe COBMECTUMOTO II0 FeHaM
HLA-cucTteMBbl pOACTBEHHOTO AOHOPA,
He ABJIAIONIErocA HOCUTeNeM, a TaKxke
COBMECTUMOTO HepOACTBEHHOIO JOHOPA.
ITpu 5TOM B CO3AaHUY UMMYHOJIOTHIECKOI
TOJIEPAaHTHOCTH, HEOOXOAUMON KaK IJIA
IIPYDKUBJIEHUA, TaK U JJII MUHUMU3AIUU
MIPOABJIIEHUN UMMYHOJIOTUYECKOTO KOH-
(QIMKTa, BAXKHYIO POJIb UTPAIOT PEKUMBI
KoHaUIMoHUpoBaHus (PK) 1 ctoco6sI mpo-
¢mwraktuku PTIIX. [Ipu BeIGOpe pexxuma
KOHAVLIVOHUPOBAHUSA U €er0 UHTeHCUBHO-
CTU y JieTell, TeM Oojiee C HACIeACTBEH-
HBIMU 3a00JIeBaHUAMY, HEOOXOAVIMO yIU-
THIBAaTh CTelleHb PHUCKAa TOKCUYECKUX
OCJIOXKHEHUI.

COBCTBEHHbIN ONbIT

B xummnuke HAM OTuT mm. PM. Top6adeBoit
TICII6TMY um. W.II. IlaBioBa B HEpPUO[,
¢ anpesiA 2010 I. 1o peBpaib 2020 I. BBIION-
HeHbl a/U10-TTCK 28 mampeHntam ¢ MIIC 1-H.
JlarHo3 yCcTaHaBIUBAJIM Ha OCHOBAaHUU
XapaKTepHOU KIMHITIEeCKOM KapTUHbBI, KPU-
TUYeCKH HU3KOIo YpoBHA anbda-L-uny-
POHI/IA3bI, IOBBIIIEHNA YPOBHA 3KCKPeIU
I'AT’ B MOYe, MOJIEKYJLAPHO-TeHeTUYeCKU 10T
TBep:KIeHHOro fedekra rena IDUA. Menuana
BO3pacTa Ha MOMEHT IIOCTAaHOBKU JarHO3a
cocraBwia 15 (3-35) mec. B kauecTBe Tepanuu
Ha dTarle [0 TPAaHCIUIaHTaIlUY UCIIOIb30BAIN
®3T 1apoHNA301 B CTAaHAAPTHOM peKUMe —
100 Ef/Kr exxeHe[leJTbHO B BUjle BHYTPUBEH-
Hol uHQy3un. Mepriana Bo3pacTa Ha Ha4aio
®3T — 20 (4-40) mec, ITUTETEHOCTU Tepa-
muu — 5 (1-20) mec. BospacT manueHTOB
Ha MoMeHT auIo-ITCK cocrasisan ot 10
710 44 MecALeB, Menuada — 24 Mec. B 60i1b-
IMHCTBe CoIy4daeB (27/28) ayuto-TI'CK BbIToN-
HUIM OT HepOACTBEHHOTO IOHOPA, KaK IOJI-
HOCTBIO (n = 23), TaK U 4aCTUYHO (n = 4)
coBMecTUMOTrO 110 reHaM HLA-cucreMsl. B Ka-
yectBe PK rcnioyms30Bas Myie0abaTiBHbIE
cxembl (MAK) (14/28) Ha ocHOBe GycynmbdhaHa
Ju60 TpeocynbdaHa, a Takxe QUIyzapadyH +
Mesdanas-cofepxamniye PK co cHIxeHHOI
MHTEeHCUBHOCTEIO 7103 (PVIK) (14/28). OcHOBa-
HueM Jyi1 npuMeHenus PYIK 60t Gotee cTap-
ITUY BO3PACT MalMIeHTOB HAa MOMEHT aJLIo-
TI'CK (MemmaHa Bo3pacTa B rpymie MAK

cocraBmia 23 mec, B rpynne PUUK — 28 mec),
a TaK)Ke 3Ha4YMMble OCJIO}KHEHUA OCHOB-
HOTO 3a00JIeBaHUA, B YACTHOCTU OCTPOE
HapyllleHre MO3IrOBOr0 KPOBOOOpAIeH!
B aHaMHe3e, KapIOMUONaTHA ¥ XPOHIIe-
CKUU MUOKapAWT, TSDKeasd THeBMOHUA

BropudyHOe OTTOpXKe€HUe TPAaHCILIAaHTaTa
B oTHaIeHHOM nepuoge awto-ITCK nmowre
VIMeBIIeroCA IPYDKUBIIEHUA 3apeTUCTPUPO-
BaHO y 4 MalueHTOB. Bce oHU Momyywin
noBTOpHYI0 aU10-ITTCK Ge3 cMeHbI JOHOPA,
TIPWKUBJICHNE JOCTUTHYTO BO BCEX CIy4aAX,
ONHAaKO y 1 manuenTa Ha /I+105 3apeructpu-
POBaHO IIOBTOPHOE OTTOPKEeHME TPaHCIUIaH-
Tara, B CBA3U C 4eM Bo30OHOBIeHa P3T.
Octpas PTTIX II-IV cTreneHu TSKeCTy 3apery-
crpupoBasay 12, III-IV crenenn —Yy 5 nany-
eHTOB. TakuM 00pa3oM, KyMyJsSTUBHas
4qacroTa ocrpor PTTIX II-IV cremreHu cocra-
Bwia 43 %, lII-1V crennern — 18 %. ®akTopom,
3HaYMMO CHIDKAIOIVIM PUCKU Pa3BUTHA IaH-
HOTO OCJIOXKHEHUA, CTAIO MCIIO/Ib30BAHUE
TIOCTTPAHCIUIAHTAITMOHHOI0 ITUKIodocda-
MUJia B pexxuMe NMPOQUWIAKTUKUA OCTPON
PTIIX (69 % potus 33 %, p = 0,013). BeImom-
HeHue awto-TTCK B cpok Gosee 13 mec
OT ITIOCTAHOBKH IarHO3a yBeIMYHUBAeT BEPO-
SATHOCTB pasBuTUsA ocTpoit PTIIX (80 % mpo-
TUB 43 %, p = 0,014). XporHuueckasa PTIIX
3aperucTpupoBaHa y 10 ImaryeHToB, HO JIUIIH
2 pebGeHKa MMeJH PACIpPOCTPAHEHHYIO
dopmy, Tpebyrolyro Ha3HAYeHUs CUCTEM-
HOU Tepamuu. Y BceX IaleHTOB, JOCTUTTIIX

TIOKa3aTesield BHUMAaHWA Y KOHIIeHTpalluu
(MeTozmyKa «10 IpeaMeTOB»), 06beMa CJIOBap-
HOT0 3aI1aca (MeTOAMKA peuyeBbIX UTP), yMe-
HUA CYUTATh, BBHINOJIHATH MHCTPYKIIUU,
abCTPaKTHOTO MBIIUTEHUA (METOJUKA acCo-
LMATUBHBIX PAIOB), CIIOCOGHOCTH K yMO3a-
KJTIOYeHUAM (TecThbl Ha JIOBECHOIOTMYECKOoe
mbmuteHue). Jlo awto-TTCK Bce mpoTtecTupo-
BAaHHBIC€ ITAIIUEHTbI MMEJIU TEMIIOBYIO
3aJlep>KKy PasBUTHUA, a TaKXKe OTCYyTCTBUE
PpeueBbIX HaBLIKOB. Ha MOMeHT BhIIIONTHEHVA
aHaIM3a 4 MaIyeHTa, JOCTUTTIIVE ITKOJILHOTO
BO3PACTA, TIOCEIATN 00IIe00pa30BaTETBHYIO
mKoity, 10 AeTeit Myiaiero Bo3pacra moce-
AU YYPEeXAeHNA JOMKOILHOTO 06pa3oBa-
HYA 00111ero TUIA. B Tabuiie mpecTapieHbl
Pe3yJIbTaThl OLleHKU OCHOBHBIX KOTHUTUB-
HbIX QYHKIUI. BO3MOXXHOCTBL coXpaHeHUA
KOTHUTHUBHBIX CIIOCOOHOCTEH CyIIeCTBYeT
U B 0Iy4adax, Koraa awio-ITCK BeIosIHEeHa
B GoJiee TI0O3IHEM BO3pacTe II0 CPAaBHEHUIO
C peKOMeHIOBaHHbIMM CPOKaMU. Bce many-
€HTbhI B IIOUIEeAYIONeM HaXOAWIUCH IIOJ,
HaOJII0fleHueM Bpadell, OCyIeCTBIIABIINX
KOPPEeKIMIo nMeBIImxcA 10 awto-ITCK Hapy-
IeHUM (OKYJIUCTEI, opTonensl, JIOP u ap.),
PeabITUTOIOTOB.

Tabnuua. Pe3ysibTats! OLEHKN KOrHUTUBHBIX QhyHKumi y nauymeHTos ¢ MIIC I-H nocne anno-TICK

MapameTp

BospacTt Ha MOMeHT
anno-TIrCK, mecsupl
Age at the of allo-HSCT,
months

20 24 A1

Bospact Ha MOMeHT
OLIeHKM, rofbl

Age at the time

of assesment, years

10 10 11

Mepuopg ot anno-TFCK
[0 OLeHKN, MecsLbl

Time from allo-HSCT

to the assesment, months

112 102 101

BHumaHuve

1 KOHLEHTpauus
Attention and
concentration

CnoBapHbIil 3anac
Vocabulary size

Cuer
Counting skills

BbinonHeHne HCTpyKLniA
Following instructions

ABCTPaKTHOE MbILLTIEHNE
Abstract thinking

Cnoco6HoCTb
K YMO3aK/O4YEHNUAM
Reasoning

CMeIIaHHOT'O reHe3a (10 OTHOMY 3IIH30.1y)
u 1p. [lATmieTHAA 061mas BBDKUBAEMOCTh
(OB) B rpymIie nanyeHTOB, IIOIYyYUBIINAX
awo-TICK, cocraBwia 89 % (puc. 1a), 6ecco-
OBITUITHAS BHIKUBAEMOCTE (BCB) — 57 %.
[IpwxuBIeHVe TPaHCIUIAHTATa JOCTUTHYTO
y 27/28 marueHTOB. MeAyiaHa BOCCTAaHOB-
JIeHUs JIEUKOITUTOB 1o >1,0x10°/1 cocTa-
Bwia 19 (12-33) gHel, HeUTpoPUIOB
o >0,5x10°m — 23 (12-33) gua. Y 1 ma-
IJMeHTa 3aperuCTpUpoOBaHO IIepBUYHOE
HeIIp)KUBJIeHUe TPaHCIUIaHTaTa Iocie
awto-ITCK ot nnonHOCTEIO HLA-cCOBMecTH-
MOTO HepOZCTBEHHOrO ZloHopa ¢ MAK (Bu12/
Flu150). Bo3pacT aToro nanueHTa Ha Mo-
MeHT BbIIoHeHUA auio-ITCK cocraBuin
44 mecana. [lanieHTy BBIIIOJIHEHA IIOBTOP-
Hada awito-TT'CK oT Toro e JoHOpa C JOCTU-
>KeHHeM BOCCTAaHOBJIEHU: IIOKasaTesel
nepudepruaecKoi KpOBU U IIOJIHOTO TIOHOP-
CKOTO XIMepu3Ma.

29

73

Mon naumeHTOB

X M M M X X X

29 25 16 20 19 29 20

70 44 39 37 33 33 29

TIPYDKUBJICHYS TPAHCIUIAHTATa, HOPMaIM3a-
1M YpoBHA ¢epMeHTa perucTpUpoBaIach
yKe B IIepBOM TOYKe KOHTPOJIA B IIpoMe-
KyTKe Mexny J+30 u J+60 1 fayiee coxpaHs-
JIach B JUariazoHe HOPMAIbHBIX 3HaYeHUl],
B cBaA3u ¢ yeM O3T npekpamamm. [Tpu orTop-
JKeHUM TPaHCIUIAHTATa, IOATBEPKIeHHOM
CHIDKEHUEeM ypOBHA anb(a-L-uIypoHuassl,
®3T BO300HOBJLAUIN [0 BHITOTHEHUS IOBTOD-
Hou ajwto-TTCK. Tak:ke OlleHUBAIU AUHA-
MUKy aKckpenmu AT ¢ Mo4oii (puc. 26), rie
nocsie awIo-TTCK 3aperucTprpoBaHoO IUIaB-
HOe CHIDKeHUe IT0Ka3aTesId O HOPMaJIbHbIX
3HayeHU. OCHOBHOU (hpaKTOp, OIpesesIaio-
U ycremHocTs awto-TTCK y manueHToB
¢ MIIC I-H,— BocCTaHOBJIEHUE UHTEJUIEKTY-
aJIbHOTO pa3sBUTHUA AeTel. TecTupoBaHUe
KOTHUTUBHBIX (PYHKITUI ObLTO IIPOBEIEHO
y 18 manmeHTOB (cpok mocie awio-ITCK
npesbimal 12 mec). KorautusHble QyHK-
MM OLIEHUBAIU IOCPeJCTBOM aHA/IM3a

24 16 22 15 25 24 23

28 28 28 17 14 13 12

* 3eseHbIM UBETOM 0603Ha4YeHbI 1HEVIKM C BO3PAaCTHOV HOPMOW, XETbIM — C HE3HAYUTESTbHbIMY OTKIIOHEHUSIMM, KPACHbIM — CO 3HaYMMOV 3a[ePXXKoK pa3BUTUSI TOFo MU
WMHOIro HaBbIKa.

Cunzpowm Iypirep — 3abosreBaHue ¢ Bapra-
GeTPHON KIIMHUYEeCKOH CUMIITOMAaTHUKOMN
U IIPOTPeCcCUpYIONIUM XapaKTepoM, Bezy-
Iee K MHBUTUAN3ANUU. B IepBble MecsIIbl
>KU3HU JIeTU 3a49aCTyI0 JJINTeTbHO HabIio-
JIAl0TCA y Bpadel pasINgHbIX CIIeITUaIbHO-
CTell C U30JIMPOBAaHHBIMY AVAarHO3aMU, YTO
3aTATUBAET CBOeBPEMEHHYIO ITOCTAHOBKY
OCHOBHOTO AMarHo3a. KoMIuleKCHbIN 1OA-
XOJL, K HaGJIIOIeHUIO TTOAZO0OHBIX ITalllIeHTOB
TI03BOJISIET CBOEBPEMEHHO PACIIO3HATD 3a00-
JIeBaHUe U OIpeleIUTh TAKTUKY JaIbHel-
e Teparnuu. Heo6X0oIIMO OTMETUTB, YUTO
TOIUMOP(PU3M KIMHUYECKUX IIPOSABIeHUN
MIIC 1-H TpeGyeT BHUMAaTEIHHOTO ITOAXOAA
Ha dTane AUATHOCTUKU. DTO CHIDKAeT Bepo-
SITHOCTD OIIUOOYHOTO AUATHO3a, YMEHbIIIaeT
CPOKM ero yCTaHOBJIeHU:A. PaHHAA AuarHo-
CTHKa CHOCOOCTBYeT CBOeBPEeMEeHHOCTH
BeInoaHeHus awio-TTCK y geteil ¢ cuHApPO-
moM Iypirep. Q
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AKTYATIbHAA TNPOBJIEMA

[Mnombl y geten Oo roaa:
HOBeMLuue MeToabl Tepanun

[ InombI HU3KOVI CTerneHn 3510Kka4eCTBEHHOCTU — caMble PacripoCTpaHeHHbIe OryXosv roJloBHOro Mosra y geteu. HYawye
BCEro OHW JIOK&/IN3YHOTCA B XMa3mMasibHO-CEeJITISIPHOM 0651aCTU 1 MPeAcTaBsieHbl MMIoYNTapHbIMU acTpoymuToMamy. HecMmoTps
Ha [06pPOKaYeCTBEHHYH MMCTOJIOMMIO M CXOACTBO AaHHbIX OryXosiev Mexay cobovi Ha rMcTo/IorM4ecKkoM ypoBHe, y AeTen
[0 0HOro rofga oHv OT/INHaIOTCSA KpauiHe arpeccuBHbIM KITMHUHECKUM TeHYEHNEM.

Jliogmuna
MBaHoBHa
MAMYLLA

K.M.H., 3aB. OTA€/I0M ONTYMM3aLmn Tepanium
Oryxonew LieHTpanbHON HEPBHOWM CUCTEMBI
OrbY «HMUL, Aron um. Omutpus Porayesa»

Mapraputa
AanceeBHa
3AULIEBA

Bpay knmHnyeckon nabopaTtopHOW AMarHOCTUKK
nabopaTopun MOMEKYNSPHON OHKOMOrMn
OrbY «HMUL, Aron um. Omutpus Porayesa»

AWArHO3 N0 CMMNTOMAM
JvHIedarbHAA KaXeKCHs, IIPOrpecCupyo-
IIee CHIDKeHNeE 3peHUA U IIa30[BUraTelb-
Hble HapyIIeH!:A — BOT OCHOBHBIe KJIIMHIJe-
CKVIe CIMIITOMBI, TIO3BOJLAIONTYE 3aII0Z03-
pUTH JaHHOe 3aboeBaHme. JIOKaIM3ausa
B CPEJITHHBIX CTPYKTYPaX TOJIOBHOI'O MO3ra
JleylaeT HeBO3MOXKHBIM paluKaIbHOe yAasle-
HMe 3TUX oIyxosel. lusHilearbHasg Kaxek-
cyA 00yCJIOBJIeHA BOBJIEYEHVIEM B OITyXOJIe-
BBII IIPOLIECC TUITOTAIAMITYECKUX CTPYKTYP.
V3onmpoBaHHOe HaJW4YMe JAaHHOTO CUM-
IITOMa JielaeT 3aTPyJHUTEIBHBIM CBOEBpe-
MEeHHYIO IIOCTAHOBKY AMArH03a, IIOCKOIBKY
TMAIUEeHTHI JTOJITOe BpeMA HaGII0faIoTCAa
y Bpaueli CMeXHbIX CIIeIIMILHOCTeH (racTpo-
SHTepOJIOTH, JuieTorory). Kpome Toro, B 60116
IIIOM IIPOIIeHTe CJIy4aeB y ITaIieHTOB C UH-
(paHTWILHBIMYU IMOMAMU 3PUTETHHOTO Iy TH
IIPUCYTCTBYeT MHUITNAILHOE MeTacTaTude-
CKOe pacIIpoCTpaHeHue, YTo TAK)Ke YXy/IIaeT
TPOTHO3 3a60JIeBaHUA.

TEPANEBTUYECKUW CTAHOAPT

CranpapToM JiedeHUA IJIMOM HU3KOH CTe-
TIeHU 3/I0Ka4eCTBeHHOCTH ABJIAETCA IIPOTO-
Koit SIOP LGG — KOMOMHMPOBAHHAA TP
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PucyHok 1. lNMokaszatenu obLuel BbK1BAeMOCTH
NauneHTOB C IMNOMaMUN HU3KOW CTEMEHN
3M10KaYeCTBEHHOCTU (KpacHas kpueas — OeTu
0o 1ropa, YyepHas kpuas — getu ot 1 roga
no 18 ner)

KapOOIUIaTUH/BUHKPUCTHUH. Y TIAI[IeHTOB
¢ MH(AHTWILHBIMU IJINOMaMU VCITOIb30Ba-
HYe CTaH/IAPTHBIX PEXKMMOB XMIMUOTEePAITUN
(XT) He oKa3a10 BICOKOU 3(eKTUBHOCTH
(puc. 1). JlygeBas Tepanud y AeTell paHHero
BO3PaCTa HEBO3MOKHA M3-32 BBICOKOTO PHCKA
PasBUTHUA OCTOKHEHU.

OTKpBITHE MOJIEKYJIAPHOTO IIaTOTeHe3a
IJIMOM HU3KOH CTelleHU 3/I0KaueCTBeHHOCTU
CITOCOGCTBOBAIO PA3BUTHIO HOBEHIIINIX METO-
JIOB JIeYeHU, B YaCTHOCTU TapreTHOU Tepa-
nuu (TT). Ucnonb3oBanue TT BO3MOKHO
TOJIBKO IIPY BBIABJICHWM B TKAHU OITyXOJIN
KOHKDETHOI reHeTUYeCKOU abeppanuu.
YHUKaJIbHOM reHeTUIeCKOU XapaKTepUCTHU-
KOM MIWIOIUTAPHBIX ACTPOLITOM ABJIAETCA
xuMepHbIN reH KIAA1549-BRAF, o6pa3syio-
muicA B pe3y/ibTaTe AYIUTUKAIUU XPOMO-
COMHOTO (pparmeHTa 7q34. IIpu BEIABICHUN
JIAHHOT'O XYIMEPHOTO I'eHa/TPAaHCKPHUIITA BO3-
MOKHO pacIIpeHNe TeparneBTUIeCKUX OIl-
Uil — Ha3HAYeHUe TapreTHON Tepanuu
MEK-MHTHOUTOPOM.

I[IpencTapiiAeM BalieMy BHUMAaHUIO yCIIEITT-
HBIU IPUMeP UCIOJIb30BAHUA TAPreTHOM
tTepanuu (MEK-MHru6uTOp TpaMeTHUHUO)
y manueHTa ¢ MHQAHTWIbHON ITWJIOIU-
TapHOU aCTPOIMTOMOM XMa3MaJIbHO-CeJI-
JIIPHOU OGJIACTU C HATUYNEM XUMEPHOTO
reHa KIAA1549-BRAF. HazHaueHUe Tapret-
HOM Tepanuu MPUBEJIO K BHIPAKEHHOMY
COKPAIIeHUIO Pa3MePOB OIYXOJIH, a TAKXKE
3HAYUTETBHOI IPUOABKe B Bece U yIIydIlle-
HUIO HeBpOJIOTUYecKoro crartyca. Ceitgac
pe6GeHOK MPOJO/KAET TepaIuio B aMmOyJia-
TOPHBIX YCJIOBUAX II0 MECTY KUTEJIbCTBA.

KINMHUYECKUN CNTYYAN

JeBoukaH., 1 rog u 7 mecsaneB. I3 anHamMHe3a
3a00JI€BaHMI U3BECTHO, YTO B 7 MECSIIEB I105-
BIUIVCh TIEPHOIITYECKYIe ITOIePIUBaHI IJIa3-
HBIX 06JIOK, IIPOrPeCCUpPYIOIee CHIDKEHUE
OCTPOTBI 3peHUs, BRIDLKEHHOe yMeHbIIIeHIe
MacchI Testa. [1o MecTy JKUTeIbCTBa peOeHOK
OCMOTpEH HEBPOJIOTOM, PEKOMEH/IOBAHO ITIPO-
BeJleHle MarHUTHO-Pe30HAHCHOM TOMOTIpa-
(vm1 (MPT) rosmoBHOTO Mo3ra. [1o pesy/sraramMm
MPT BbIsIBJIEHO 00BEMHOe 0Opa3oBaHUE
XMa3MaTbHO-CEJULIPHOI 0OJIACTH Pa3MepaMU
3,5x4,2x2,6 cM (V=20 cv?) (puc. 2).

[TaneHTKa rOCIUTAIU3UPOBAaHA B OTeJIe-
Hue xupyprun HMUIL ITOU umenu Jmu-
TpuA Poradesa. IIpy IIOCTYyILUIEHUU B BO3-
pacre 10 Mecs1eB BeC pebGeHKa COCTABIII
7,5 KI. B HeBpOJIOTM4eCKOM CTaTyce oTMeda-
JIACh HUCTAarM, MbIIIeYHasA TMIIOTOHUA,
HapylIeHue IICUXOMOTOPHOIO Pa3BUTHA.
[IpoBeleHa TUATHOCTUYECKAA OUOIICUS
C 1IeJIbIO THICTOJIOTMYeCKOM BepU(pUKaIun
¥ yTOYHEHUA MOJIEKYJIAPHBIX XapaKTepu-
CTUK omyxosu. [Io gaHHBIM rucTOIOrAYe-
CKOTO UCCIeIOBaHUs ObLIA YCTAaHOBJIEHA
NWIOUAHAA acTpouuToMa. MoeKyIApHO-
TeHeTU4YeCKOe MCCIeJOBAaHNE TKAHU OILy-
XOJIX METOZIOM IIOJIMepPa3HOM LIeITHOM peak-
VY BBIABWJIO SKCIIPeCCUI0 XMUMEPHOIo FeHa
KIAA1549 (15-i1 2k30H) — BRAF (9-i1 5K30H).

Y4IUTBIBasA THCTOIOTMYECKUH IVIarHO3, ObUIA
VHULIMMPOBaHAa XMMUOTePaIUsA 0 IIPOTo-
Koity SIOP-LGG-2004 (pexyM «KapOOoIUIaTHH
+ BUHKPUCTHUH»). Yepes 2 HeJle/Id OT HaJaIa
Tepanuy 0TMe4aIoCh IPOrPeCCUBHOR YXYI-
IeHNe COCTOSHMA B BUJe CHIDKeHUA 3pe-
HUA, COHJIMBOCTH, PBOTBI, 3JIEKTPOJIUTHBIX
HapylIeHU!, NOABJIeHUA CTOMKOU JIUXO-
PazKu Ge3 BBLABJIEHHBIX 09aroB MH(EKIH.
ITo faHHBIM NTPOBeNeHHON KOMIIBIOTEPHOM
ToMorpaduu (KT) BeIABI€HO HapacTaHUe
ruaponedIny, IPU3HAKU HAYUIBHOTO
OTeKa FOJIOBHOTO MO3Ta, HA OCHOBAaHUU YeT0o
NIpOBeJleHa yCTAHOBKA BeHTPUKYJIO-TIepu-
TOHEAIbHOI'O IIyHTA.

B mocieyrommnye cyTKu cocTosiHue peGeHKa
IIPOJOJIXKANIO YXyAIIaThCA: yTHeTeHUe
CO3HaHUA BIUIOTh 0 COIIOPa, aHeMUYeCKU
CUHJPOM. DKCTpeHHO BbINONHeHa KT,
110 pe3y/IbTaTaM KOTOPOU 3a)MKCUPOBAHO
MacCHUBHOe KPOBOU3JHUAHUE B OIIyXOJb

AHNA. KOHCTaTHUPOBaHO IPOrpecCUpOBaHUE
3abosieBaHMA (pHUC. 3). YIUTHIBAA IIPOTrpec-
cupoBaHue 3a6oseBaHusA Ha QoHe CTaH-
JapTHON XWMHUOTepaluu, JaHHbIe MO-
JICKY/IIDHO-TeHETUIECKOI'0 UCC/IeIOBaHNs,
peleHyieM BpadeGHON KOMICCHY B PAMKax
IporpaMMbl pacIIMPEeHHOIO AOCTYyIIa
(UPMBI-TIPOU3BOAUTENA ObLIO HHUITUKPO-
BaHO HasHadYeHUe TapreTHOM Tepaluu
MEK-MHTH6UTOPOM TPAaMEeTUHUOOM B J03U-
poBke 0,032 MTI/KI eXelHeBHO, uepes
ractpoctoMy. KOHTpoIbHOE 06CiIejoBaHme
Jepes 2 MecALd IocIe Hadasa IpreMa Ipe-
Tapara BbIABMJIO 3HAYUTEIbHOE COKpalle-
HUe pasMepOoB OIyXoyu (Ha 36 %). B HeBpo-
JIOTUYeCKOM ¥ COMaTH4eCKOM CTaTyce OT-
Me4dayach BbIPayKeHHAA ITOJIOKUTEIbHAA
JVHAMUKA B BUJe IIPUOABKYU Beca, OTCYT-
CTBUA JINXOPAJAKU U JIEKTPOIIUTHBIX HaPy-
IeHUH, HUCTarMa, a TakKe YIydIleHUsa
3peHuA. V13 HeXeJaTeJbHBIX IIOGOYHBIX
2 deKToB Tepalluu OTMeYaaach TOJIBKO

PucyHok 2. NHuumanbHble MPT-nccnefoBaHnsa rofnoBHOMO U CIMHHOMO MO3ra C KOHTPACTHbLIM YCUIIEHUEM.
AkcmanbHas u caruttanbHas npoekumn. O6beMHoe 06pa3oBaHMe XMa3manbHO-CENNAPHON 06nacTu
(V = 20 cm®). Menkue y3noBsble MeTacTaabl Mo 0605104KaM CMIMHHOrO Mo3ra

A

PucyHok 3. MPT-vccnepoBaHue ¢ KOHTPACTHLIM YCUMEHNEM Ha POHE XMUoTepanun. AkcuanbHas
1 carutTtansHas npoekumn. O6beMHoe 06pa3oBaHve xmasmanbHO-cennspHon oénactu (oo V = 70 cvd).
MaccuBHoe kpoBousnusiHWe B CTPyKType onyxonu (Ao V = 20 cm®)

(puc. 3). Ilo maHHBIM 06CIEJOBAaHUSI METO-
JIOM 3PUTENIbHBIX BhI3BAHHBIX IOTEHIIVIAIOB
(3BII) 3aperucTpupoBaHO HapylleHUe 3pU-
TeJIbHOU addepeHTaIuu Ha KOpy ¢ 06erx
CTOPOH C OTCyTCTBUEM JOCTOBEPHBIX KOP-
KOBBIX OTBETOB HAa CBETOBOM CTUMYII.
[To pesynpraTam MPT omnpepessiocs yBenu-
YeHVe 00BEMOB 00pa30BaHUA Oojee 4eM
B 3,3 pasa B CpaBHEHUM C JAHHBIMU IIpeJbl-
Jymel BU3yaIU3aIiu, IOsABIeHYe B CTPYK-
Type OIyXOJIU MacCUBHOTO KPOBOMS3JIU-

KO2KHasA TOKCUYHOCTD [-1I cTenenu (mremy-
IIeHMe U 3y, KOXKHBIX IIOKPOBOB).

B CBA3U C JIETKOCTBIO IIPUEMa U OTCYT-
CTBHEM BBIPOKEHHOH TOKCUYHOCTH TTAIl-
eHTKa IIPOJIOJIKAeT HCIIOTb30BaHNe IIpera-
paTa o MeCTY KUTeIbCTBA C PETYILAPHBIM
OCMOTPOM ¥ ZI€TCKOTO OHKOJIOTA I KOHT-
POJIA COMATUYECKOTO CTAaTyCa, MOHUTOPUH-
ra He)KeJIaTeJbHbIX ABJIEHUH U JaTbHeH-
1Teit OIeHKHU oTBeTa Ha Teparnuio. (3)
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KnuHnyecknn npumep Tepanum UHIMGUTOPOM peLienTopa
UHTepnenknHa-1 — npenapaTromMm aHakKMHpa — y nauueHTa

C KpyuonnmpuH-accounmnposaHHbim nepunoan4eCKmm CUHAPOMOM
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DIBY «HaymoHasbHbIVi MeaLMHCKUI UCCIIe[0BaTEIbCKUU LIEHTP AETCKOV reMartosiornm, OHKOMIorumu u uMMyHosiorum nMeHu Amutpus Pora4esa» MuHuctepcTBa 3apaBooxpaHeHus PO

KpuonupuH-acconuupoBaHHbIe II€pUO-
nmdeckue cuHAPOMBI (CAPS/cryopyrin-
associated periodic syndromes) BKJIIOYaiOT
TpU KJINHWYeCKUX (peHoTUma ¢ Bo3pac-
TaloIley CTeNeHbI0 TAOKEeCTU: CceMeHbIN
XOJIOZOBOM ayTOBOCTIATUTETBHBIV CUHAPOM
(Familial Cold Autoinflammatory Syndrome/
FCAS), cungpom Maxuia — Yasuica (Muckle-
Wells Syndrome/MWS) 11 XpOHIYeCKU MJTa-
JIeHYeCKU HePBHO-KOKHO-aPTUKYJLIPHBIN
CUHZPOM/MJIa/IEHIeCKOe MyJIETUCUCTEMHOE
BOCITaIUTeNbHOEe 3aboseBanue (Chronic
Infantile Onset Neurologic Cutneous
Articular/Neonatal Onset Multisystem
Inflammatory Disease, CINCA/NOMID). Driut-
30[IbI JIUXOPAZOK, KPAaITUBHUIIBI, O6OIU
B CyCTaBax U MOBBINMIEeHNE 0CTPO(Pa30BbIX
6eJIKOB KpPOBU GeCIIOKOAT IIPpU Beex (hopmax
CAPS. bosee nerkas ¢popma CAPS — FCAS
— XapaKTepUu3yeTcsA 3MM30JaMU MaKyJIo-
Tamyae3HoU ChIY, COIIPOBOXKIAIOIIENC A
TIOBBIIIIEHWeM TeMIlepaTyphl Tejla, HeZIloOMO-
raHueM, apTPITUeN, MUAJITHeN, pexe —
KOHBIOHKTUBUTOM. MWS 1MeeT cXOmHbIe
¢ FCAS cuMIniToMbI, HO KJIIMHUYECKYe IIPOsIB-
JIeHUA U JIabopaTOpHbIe IIPHU3HAKY BOCIIAIe-
HUA 0OBIYHO IIPUCYTCTBYIOT IOYTHU IIOCTO-
SHHO. Y GOJIBHBIX IIPOrPeCCUPYIOT TuMda-
JIeHOIIaTHsA, FelIaTOCTUIEHOMET TV, a TAKXKe
CHIDKeHMe CJIyXa, ABJIAoNeecd ce[CTBUeM
KOXJIeapHOTO BocnaieHU:A. [TomMmumo Hapy-
IeHYA KaueCTBa XKU3HU U 33/IeP>KKU pocTa
IIPOTHO3 OIIpeJiessIeTCs MOPLKeHNeM I1as,
HapyIleHHeM CIyXa ¥ pasBUTHEeM aMWIOU-
J103a BHYyTPeHHUX OPTaHOB.

Camas Tsoxenas dopma — CINCA/NOMID —
XapaKTepu3yeTcA HeOHATAILHBIM WIN paH-
HUM MJI[IeHYeCKIM Ha49aJIoM U COIIPOBOK/IA-
€TCA JIMXOPaJKOU, KpaIlBHUIIeH, KOHbIOHK-
TUBUTOM, NIPU3HAKaMHU aCeNTHUYeCKOIo
MEeHUHTHTA U ITOBBIIIEHHOTO BHyTpUYeperl-
HOTO JIABJIEHU, OOJISIMU B CYCTABAX U YepeIl-
HO-IMIIeBBIM AucMopdusmoM. Kpome Toro,
y 9THX IAIMIeHTOB HabIIOAI0TCA IIPOrpeccy-
pylolasa ceHCOHeBpasIbHAsA IOTePs CIyXa,
HapylleHue 3peHUs M3-32 XPOHUYIECKOTO
OTeKa AMCKa 3pUTeIbHOTO HepBa M KOTHUTHB-
Hble HapymreHusd. IIpuMepHo 20 % mamues-
TOB ¢ cu"gpoMoM CINCA/NOMID He foXu-
BAIOT /IO B3POWIOTO BO3PACTa 0e3 JIeUeH .

ITprunHOl pasBuTUA CAPS ABIAIOTCA reTe-
po3uroTHele Mmyranuu B reHe NLRP3, kogu-
pyromeM KpUONIUPYH, KOTOPbIe IPUBOJAT
K U30BITOYHOU aKTHBAIlMU KacIasbl-1
U nepexogy npo-IL-1b B ero akTUBHYIO
(opmy. [lepemada curHaia yepes perenTop
IL-1 nMeeT BayKHOe 3HaYEHME B [IaTOTeHE3e
CAPS, 4TO GBUIO TIOATBEPIKJEHO B psAze
UCCIeOBAaHUH Y AIeHTOB, IIOIyYaBIINX
PeKOMOMHAHTHBIM aHTaTOHUCT pelenTopa
IL-1 (IL-1Ra) — mpemnapaTt aHaKUHpa.

C 2012 roza nperapar aHaKMHPa offl06peH
i nedeHus NOMID B CIIA, ¢ 2013-ro —
mia Bcex tunoB CAPS B EBpomeiickom
Coro3e, ¢ 2014-ro — B ABCcTpanuy; B des-
pase 2021 roza 3aperucTpUupoBaH B PO s
Bcex TunoB CAPS. Huxe npezacraBiieHo
KJIVHUYeCKoe HaGIio/leHre MalueHTKU
8 MecAIeB C reTepO3UTOTHON MyTaruei
B TeHe NLRP3, mpoxoJuBIIel JedeHUe
B oTAeNeHny uMmMmyHosnorn HMUILL ITON
um. JI. PoraueBa M3 P®.

PucyHok 1. MPT ronosHoro mosra nauueHra
c CAPS

PUcyHok 2. MaTHUCTO-NanynesHas cbirb
y naumeHTa c CAPS

KITMHWNYECKOE HABJIIOAEHUE

JleBouka, 8 MecAIleB, POAWIACH B CPOK C HOP-
MaTBHBIMU BECO-POCTOBBIMYU IIOKa3aTeIIMU.
CeMeltHbIl aHaMHe3 He oTsATomIeH. C mepBbIX
JHeU KU3HU OTMeUYaIuCh ITepUoAIIecKre
BBICHIIIAHYA Ha TeJle 110 TUITy KPAalIUBHUIIBL,
YaCThIN pas;KIDKeHHbBIN CTYJI, SIIU30/bI ITOBBI-
IIeHN TeMIIepaTyphl Tejla, a TAKXKe BOCIIAIN-
TeJIbHbIe N3MeHeHUd B KpoBU. Ilomydana
AHTUOAKTEPUATHHYIO Teparuio 6e3 addexra.

TocnuTanu3anys B CTalFIOHAP B Bo3pacTe
5 MeCAIeB B CBA3U C COXPAHAIOMIENCA JINXO-
PaKOM U NOABJIeHUEM IIPOXIWIOK KPOBU
B cTyse. JIaBopaToOpHO OTMeYaIUCh IIPU-
3Haku aHemuu (Hb mo 69 r/xn), Jefikonu-
TO3a — 710 14 x 10°/1, TpOMGOLIIITO3a —
J10 650 x 10°[71, noBhIIeHNe YPOBHA C-peak-
TuBHOTO Genka (CPB) mo 173 mr/i (HopMma
0-5 mr/1), COD mo 64 Mmm/[duac (HopMa —
1o 10). TTo maraBIM MCKT OpraHoB rpyaHou
KJIETKY BBISABJIEHBI IPU3HAKU JBYCTOPOH-
Hell HIKHeJI0JIeBOM IOoJIrcerMeHTapHO!
ITHeBMOHMU, 110 JaHHLIM MPT rojoBHoro
MO3ra — TIPU3HAKU CI1a00 BBIPAKEHHOU
cy6aTpoduy MapeHXMEI BeIlleCTBa TOJI0B-
HOTO MO3ra (JT00HO-TeMeHHO-BUCOYHBIX
obJtacTei), paciIvpeHre Hapy:KHbIX JIUK-
BOPHBIX TpocTpaHcTB (puc. 1). Ha dpoue
TIPOBOJUMON aHTUOAKTEPUATIBHON Tepa-
MUY TIPU3HAKY THEBMOHUY, KOJIUTA ObLIU
HUBEJIMPOBAHbI, OTHAKO COXPAHSIUCH (el-
PWIbHBIE TIOLBEMBI TEMIIePAaTyPhI TeJa,
a TaK)Ke TOBBIIMIeHNe OCTPO(a30oBbIX Oer-
KOB KPOBH.

B cBA3M ¢ mog103peHreM Ha ayTOBOCIIATIU-
TeJTHHBIN CUHIPOM pebGeHOK 6bUT TOCIINTa-
JIM3UPOBaH B OT/eleHre NMMYyHOJIOTUU
HMUL ATOU M. Imutpua Porauesa.

[Ipu OCTyIUTIEHUH 00paIial Ha ceOs BHU-
MaHUe JUneBod aucMopdusM B BUie
BBICTYIIAIOIINX JIOOHBIX OYyTPOB, THIIOILIA-
31U CpefHell 30HbI JINIIA, a TAKXKe PaCIIpo-
CTPaHEeHHBIN KOXKHBIW CUHJPOM (ILATHUCTO-
naryse3Has CbIIb) (pUC. 2).

ITo aHHBIM IPOBEEHHOTO0 MOJIEKYJIAD-
HO-TeHeTUYeCKOro 00CIeOBAHUS BhIAB-
ngeHa myrtanua rege NLRP3 c.1912C>G,
p-GIn638Glu B reTepo3UTrOTHOM COCTOS-
HUY. Ha 0oCHOBaHUU JaHHBIX aHAMHe3a,
a TaK)Ke KIIMHUKO-Ia00paTOPHOM KapTUHBI
6bUT BepuDUIMIPOBAH AMUATHO3 «II€PBUY-
HBIN UMMYHOZeGUIUT: AyTOBOCIIAJIUTENb-
HBIN CUHJPOM — KPUOIIUPUH-aCCOITUUPO-
BAaHHBIU IIepUOJUYECKUN CUHJPOM
(cuampom CINCA/NOMID)», B CBA3M C 4YeM
OBUIO IPUHATO pelleHre 0 Havaje Tepa-

KpoBH (TabJ1.). HexkeaTeabHBIX ABIEHUH
Ha (oHe Tepanyy OTMEYeHO He ObUIO.

SAKJTIOHEHUE

KpronmpuH-acconMIpOBaHHbIIA ITepUOIe-
CKUU CHHAPOM — KpaiiHe pefKasA MaToIOr A
(aacTora— 1:1 000 000), HO, HECMOTPA Ha pel-
KOCTb, B HaCTodAIlee BpeMsA OHa ABJIAETCA
OITHOY U3 CaMBbIX U3y4eHHBIX MOHOT'€HHBIX
(opM ayToBOCTIATUTETLHBIX 3200/I€BAaHU.
B ocHOBe maToreHe3a 3a60JIEBAHUA JIEKUT
MOJIEKYJIAPDHBIN AedeKT, MPUBOAAIIUINI
K U30bITOYHOMY o6GpasoBaHuio WI-1, 94To
TIpefonpezesAeT BLIOOP TapreTHON TeHHO-
WHKeHepHO! OMOIOTYeCKO Teparuu. bio-
KUpoBaHue penierrropa MJI-1 mpuBOgUT K pas-
BUTHUIO OBICTPOTO TepamneBTUYEeCKOTO
aPekxTa, KyIMPOBAHMIO IPU3HAKOB CUCTEM-
HOTO BOCIIJIEHUS U KOHTPOJIIO OCHOBHBIX

Ta6nuua. [lokasaTtenm KpoBu [0 1 HAa POHE Tepanuu rpernapaToMm aHakKuHpa

Moka3artenb Mpwn noctynneHun
Femorno6uH, r/n 67
Oputpouutbl Xx10'2/n 3,58
Nenkouuntbl Xx10%n 12,18
Tpom6ouunTsl x10%/n 675

CO9, MM/ 120

CPB, mr/n 59

MUY UHTUOUTOPOM pellenrtopa WI-1 —
IperapaToM aHaKUHpa. JIOIOJHUTEIbHO
OBUIO IIPOBeleHO 0D TATBMOJIOTHYECKOe
o6ciie[oBaHMe, a TaK)Ke ayAUOMeTpHs,
10 JAHHBIM KOTOPBIX OTKJIOHEHU! BBIAB-
sieHo He ObL10. TepanuA 6bL1a ofo6peHa
KOHCWJINYMOM CIIeLIUIMCTOB, MaTePbIO
nanyeHTa MoAINCcaHo MHGOPMUPOBAHHOE
corjyiacue Ha IIpoBefieHUe Tepanuu. B yc-
JIOBUAX OTAeNeHUA UMMyHosaoruu HMUL]
JI'OV 6pU1a MHUIMPOBAaHA Tepalus Ipe-
I1apaToM aHaKMHpPA B flo3e 3 MI/KI/CyTKH,
MOJIKO>KHO, Ha OHe KOTOPOU B TeueHUe
IIePBBIX CYyTOK OTMEYEHO KyIIMpOBaHUe
JINXOPaAKH, ChIIIU, a Yepe3 HeJeln —
yJIydilleHue JIab0paTOPHBIX IIOKa3aTesei

B pMHamuke

Ha choHe Tepanum AL
82 110-140
3,9 3,5-4,8
8,66 5,5-12,5
597 180-400
- 0-10
9,9 0-5

IIPOABJIEHMI 3a00/IeBaHuA. JIaHHbIe HaIlllero
KJIMHIYECKOTO CJIyYasd, a TAKXKe MeXXIyHapOZ-
HOT'0 UCCJIEJOBAHUS Y IAIIEHTOB C TAKeION
¢popmoit CAPS — NOMID cBuzeTeIbCTBYIOT
0 BBICOKOH 3G (heKTUBHOCTU U 6e30ITaCHOCTH
Tepanuy NHruOUTOpOM pererrropa WI-1 —
TIperapaToM aHaKWHpa.

TapreTHas Tepanus KPUOIMUPUH-ACCOLIU-
VPOBAaHHOTO MMePUOAUYECKOT0 CHHAPOMA
SIBJIAETCA Cephe3HOU 3a/iauelt, ¥ TOJIbKO CBOe-
BpEMEHHOe Ha3HAYeHVe ITaTOTeHeTIECKON
TepaIuy CII0OCOOCTBYET KOHTPOJIIO HaJl 3a00-
JIeBaHUEM, YIyJIIeHUI0 KaueCTBa KU3HU
U [IPEMYTIPEXKIEHUIO PA3BUTHSA TSHKEITBIX, He-
COBMECTUMBIX C KH3HbIO OCIOMKHeHUIA. (3)

Cnucok umepamypol HaxXo0umca 8 pedarkyuu

Bxknad asmopos: BCe aBTOPbI B PBBHOI/I CTeTleH! BHECIU CBOM BKJIAJ] B PYKOIINCh, PACCMOTPEIIN ee OKOHYATeIbHBIA BapUaHT U JTA CoIIacue

Ha IyG/IMKALHMIO.

Dunaxcuposaue: BCe aBTOPbI 3aABIINA 00 OTCYTCTBUH (PUHAHCOBOM IIOAEPKKY ITPU MOATOTOBKE JAHHOM PYKOIMCH.

Kongnuxm unmepecos: Bce aBTOPbI 3aABIIM 00 OTCYTCTBUM KOHKYPHUPYIOIIVIX HHTEPECOB.

KUHEPET® (AHAKWHPA) —

EOVNHCTBEHHGIN

3APETMCTPUPOBAHHLIN B POCCUW PEKOMBVHAHTHBIV
AHTATOHWCT PELLEMTOPA MHTEPNEWKUHA-1*

Pa3speLueH k npumeHenuto npu CAPS** ¢ 8 mecsiueB ¢ maccon Tena ot 10 kr'
CnocoGCeTByeT yryyLlEeHWo CUMMTOMOB CO CTOPOHbI LIeHTpanbHOW HEPBHOW CUCTEMBI'2

KPATKASI UHCTPYKLUSA NO MEAWLIMHCKOMY NPUMEHEHMIO NEKAPCTBEHHOIO NPEMAPATA KUHEPET
Mexayuapomioe enaraiTosaikos Wk Tpynnposatoe Hawosalne (VHHJAvaips. fletaperasian Gopus: pecrsop amn nogionoro ssegei, Mlokasain

AETAM B B03PACTE OT B MECALIEB W CTapLLe C MACCoil Tena or 10 ki

r W BLILIE ANS NIEYEHNS KDUONMPYH-

nokazaH x:pntnbw nogpocTa
n leBaHHe HeoHaTanbHoro Bospacta (NOMID) / XpoMyeckii
JiHbit XONIO/10BO/t 2y TOBOCNANHTENbHbI CHHAPOM (FCAS).
: ol BELLECTBaM WM NDO3BOHsIM Benka E.col. Mpenapar
le/IyeT HasHavaTb NALMEHTaM G HeHTPONEHHelt (36CONIOTHOE YACO HeATPoMNoB, ANC <1,5 x 109 /). C OCTOPOXHOCTBHO: - Y NALMEHTOB, MEIOLLMX B
\AMBHPYIOLLWE MHGEKUAM WM PEAPaCTIONaraloluite aKTOpbI, KOTOPbIE MOTYT NPUBECTA K PA3BHTHIO HHAEKLII, NOBLILIEHHE AKTHBHOCTH MEYEHONHbIX
tbepwnma 8 aHaMHE3E I 1E4EHOHHYIO HEROCTATOHHOCT TAKENOJ CTeNeH TAXECTH, N04E4HY10 HEAOCTATOMHOCTS CPEHeH CTenerit TAKECTH ( /
Wik, GPORXIHaSHYIO ZCTHY; SNOKEHCTBEHHbIe HOBOOPa0BBHAS, B TOM 4G, B AKANHE3E, - Y NAIAEHTOB, KOTODHM TPEGYeTCA BaKLHALI - ¥
NaUVMEHTOB; - ¥ NAUMEHTOB, MPUHUMAIOLLIMX OHOBPEMEHHO BapdapiH Ui q:enmw IpumeHenue npyu GepeMeHHOCTH 1 B NePHOA TPYAHOTO BCKAPMANE:
GPEMEHHOCM. JHHeIG O TPHVIEHEHAY BHAIUHDo! Y GEPEMHHSX XCHLLUH OFpaHWYEHs. Pe3yIITaT HCGTGR0BaHAlHa XUBOTHSIX He YKGSHIBEIT Ha Hanlie
~PAMO W KOGBEHHOM PENPOAYKTUBHOM TOKCHHHOCTH, 6 B Ka4ecTBe Mepbl MPEA0CTOPOXHOX aTb NPUMEHEHIS BHAKHDb BO BPEMS!
BepEMEHHOCTH, a TakKe KEHWHHaM AETOPOAHOTO BO3PaCTa, He WCMOMb3yIOLMX KOHTpaLer ) jgaHue. HenasecTHo, NpoHMKaeT
aHaKWHDAIMETABOMATS B FDYZHOR MOTOKO. PHCK A HOBOPOKIEHHOTO DEGEHKAIMNZAeHLa He MOKET BbiTh HCKIKYEH. BO BEMS N1edeHHs npenapaTom
KiHeper® rpyaHoe BckapMAMBaHWe creqlyeT npekpamyTh. MobodHoe JecTBMe. Kpam: pucmica npocpunn
HexenaTenbHbIX nekapoTBeHHuiX peakunsix (HP) y naumenTos ¢ CAPS nonydeHtl B oTKpe
penapaom KuHepeTa, AnUTensHOCTsIo 10 5 fleT 1 noKasaTenem nﬁmen sy 159,8 NaLMeTo-ner. " Xoge 5-neriero K/
6bin0 3aPTHCTPUPOBAHO 24 CepheHbIX H
BR3AHHLIE C NpUMeHeHvem npenapara K
XpaHeHusi, XpaHT nipu TeMneparype or 2 A
HEOCTYNHEIX ANR feTei. TTpenapar KiHeper® AOnyCTIMO XpaHUTb B TedeHie 12 YacoB np TeMMEparype He Bbille 0 B et om0 nepoaa
penapar HeoBXORHMO BIGPOCHTS. CPOK FORHOCTH. 3 F0Ra. He HCTN308aTb NOCTe HCTESeHHS CPOKa OHOCTH. T103POGHES HHGOPMALYR HATOKEH B
IOTIHOVE BEPCHY MHCTPYKLUN 11O MEIWLIMHCKOMY MpUMEHEHo fipenapata Keper (anakukpa) 111 - 006746,

Ay o vegmoouy ot penapar oneper U065 Raphass Godac
Onset Mulisystem Inlammatory Disease Responsive 0 Intr Inhiilon /N EnglJ Med 2006
il e e e e VA AN el s e S
n08zHM. C CenTBpA 2003 1. 10 Wons 2004 1. CYpHFPO3HO 20 NAUYEHTOR. 18 NaLWGHTOB U3
TRDBITOE O 08 UCCTE0BRHHE GHAKMHPS, 663 ] yrpors. TDHHAWRIM
=10, Mlawemvocnesosasm nemam gy 2y, Mlepeissie
10 CpasHen
3 Bmpwwe KOHEUHbIE TOUKH: QYHOTDAHS, BIYAEHER O aexeus N0 Aars MPT FOTOBHOMD Mo3ra 8 peyynbrarax
GHTOR CyCHTEHAGM EMTOMEHATENsHOTO P i e 1 8 o e o e
08 OTMeveHa CTaOHTH3ALUR MOKG3aTENel 3peHn
e Periodic Syndromes — KpHOTAPHH ACCOLIMAPOBHHBIE MEPHOMIYECHAE CHHIPOMS:

NtalleJ. Daiey, M.D., Scott W, Cannia et al. Neonatal
247 Ghin 0700PeH HaBMONaTENLHbM
B ognca HQOpUIRo a

n XhWst IOKA3ANa YTy HLLEHNE CyXa, Y B
o roomiav o 10221 -CAES - Cyopy A

TonbKo Ans CNeUManicToB 3PaBoOXPaHEHNs

(QKwHepeT@ e SOb|

(anakuHpa)

000 «Caepuw Opdhat BrosuTpym»
119034 r. Mockea, yn. Mpe4ucTenka,

A, 40
aktiyecki agpec: 125047, r. Mocksa,
4-i1 INecroi nepeynok, A. 4, ochuc 483
Ten. +7(495) 748 84 79. pv.russia@sobi.com
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MEXXONCUNTITTIMHAPHAA TTPOBJTEMA

OmMuTpunii
l'ypamoBuny
AXATNAOSE

K.M.H. pykoBoguTesb rpynmbl TopakoabaoMUHabHOM
XUPYPrm, AETCKNIA XMPYPT, OHKOOr

®BI'Y «HMWL| peTtckoi reMaTonornm, OHKoIornm

1 UMMYHORNOrM MmeHn Imutpusa Poradesa»

OnyxoneBbin
TpOM603 HUXKHEW Moo BeHbI

C pacnpocTpaHeHneM B NpaBoe npencepaune

BbiHeceHHbIVI B 3arofioBOK guarHo3 OTHOCUTCS K YUCTTY PEAKO BCTPEHAIOLLMXCA OCITIOXKHEHWU 1y 3/TOKAYE€CTBEHHbIX
Oryxosisix y aeten. 1o COCTOSIHNE TPEOYET CIIaXXEeHHOV paboTbl MEXANCUNIITIMHAPHOW KOMaHAb! CrieynasamcToB pas-
JINYHOI o rpogunIIsi U CBOEBPEMEHHOIO M/1aHNPOBAHNSI BCEX 3TarloB JIEYEHUS, B TOM YUCTIE XUPYyprudeckoro. B ctatbe
npencTasrieH OrlbIT JIEYEHWS ro4oBasiov NayneHTKn ¢ Hegbpobs1acToMOV JIEBOV MOYKM U OIyXOSIEBLIM TPOMOO30M HUX-
Hew roJsiouv BEeHbI U MpaBoro npegcepaus.

MYJNbTUMOLAJIbHbIN NOAXOA
BrICOKUe JOCTMKeHUS COBPeMeHHOM JIeT-
CKOUM OHKOJIOTWU CBA3aHBI C Pa3BUTHEM
MyJIBTUMOAAIBHOTO ITOIX0AA K JIEUeHUI0 —
BHeJIpeHreM 3(pPeKTUBHBIX CXeM XUMUOTe-
panuu (XT) 1 MeTo[0B JIOKAJILHOTO JIeYeHUA:
JydeBou Tepanuu (JIT) 1 XMpPypIrU4ecKoro
stamna. Tak, BHezpeHue npoTokona SIOP
2001, a 3atem SIOP-RTSG 2016 Umbrella o6Ge-
CIleyuBaeT JOCTbKeHYe XOPOIIVX pe3yIbTa-
TOB U U3JIeueHre GOMBITUHCTBA OOJIBHBIX
¢ Hedpobracromoii. TeM He MeHee OT/IEIb-
HbIe pefikye (POPMBI 3TOV BTOPOU I10 YaCTOTe
BCTPeYaeMOCTU COMUTHON SKCTPaKpaHUAIb-
HOU OIIyXOJIM JIeTCKOTO BO3PacTa TPYZHO
TIO/IA0TCA JiedeHUIo. OHOM 13 TakuX GopM
ABJIAETCA TPOMOO3 HIDKHEN II0JION BeHBI
(THIIB). THIIB — peznkoe OCIOKHEHMeE B JieT-
CKO OHKOJIOTUY — TIpU HedpobiacTome
oOHapyXuBaeTcs B 4-10 % HaGIIOmeHUN
(Giannoulia-Karadana A., 2000). Hau6omnee
TSKEJIBIM COCTOSHUEM ABJIAETCA Paclpo-
CTpaHeHUe OIyXOJIEBOTO TPOMOA B IOJIIOCTh
npasoro npencepaus (II1). OHo BcTpevaeTca
3HAYUTEIbHO pexe (1-6 % cIydaeB) u Tpe-
OyeT BBICOKOTEXHOJIOTIHON METUIIMHCKOMN
nomornu (BMII) u BKIIOUEeHUA TOMUMO
OHKOJIOTOB B MEXIUCIUIUIMHAPHYIO KO-
MaHAYy XUPYypIOB, JIy4eBBIX TepaIlleBTOB
¥ 6pUTafbI KapAUOXUPYPIOB.

KIMHUYECKUIA CNYYAHN

IpencrapisieM COOCTBEHHBIH OIIBIT JIEYSHILA
TOZOBAION ITAIIEHTKY ¢ He(hpoOIacTOMOM
JIEBOH ITOYKY C OIyXosIeBbIM TpoM6oMm HIIB
U IIpaBOroO IpejicepAusA. B koHIe uionia
2021 rofa Mpu OTCYyTCTBUU KAKUX-TUOO KIIV-
HUYEeCKUX IPOABJIEHUIN 06OJIe3HH MaMa
JIEBOYKU OOpaTWIa BHIMAaHUeE Ha yBeJuJe-
HUe IIPaBOU IOJIOBUHEI KUBOTA. Poureu
0OpaTWINCH 32 MEAUIIMHCKOUM ITOMOIIBI0
B CTallUOHAp II0 MeCTy >KUTeJIbCTBa.
INo pe3ynpTaTam yJIbTPa3ByKOBOI'O MCCIIEO-
BaHMA (Y3U) 1 MyJIBTUCIIUPIBHON KOMIIBIO-
TepHOU ToMOrpaduy OPraHOB OPIOIIHOM
niostocty (MCKT OBII) ¢ KOHTPaCcTHBIM yCruTe-
HYeM ObUTU BBLIBJIEHBI KPYITHOEe HOBOOOPa-
30BaHUe ITOYKU pasMepoM 100 x 93 x 104 Mmm
u TpoM603 HIIB, pacnpocTpaHAIOMUNACT
B 11osiocTh III1. Tlocie TereMemuITMHCKOM
KOHCY/IbTauu co crnenuanucramu ®I'bBY
«HMUL] ATOU nm. Imutpud Porauesa» M3
PO BhICTaBIIEH AMATHO3 — «Hedpobracroma
JIeBOI TTOYKY, TpoM603 HIIB u IIl», HavyaTa
npeponepanonHasa XT B COOTBETCTBUU
¢ nporokosoM SIOP-RTSG 2016 Umbrella.
[TanmenTKa nepeHewia XT ynoBieTBOpU-
TeJIbHO, OHAKO Ha ()OHe IIPOBEAEeHHOTIO JIede-
HUSA He GbUIO IOCTUTHYTO COKPAIIEHUA OITy-
XOJI U OITyXOJIeBoro TpoM6Ga. CocTossHue
pebeHKa OCTABAIOCh CTA0WIBLHBIM, T€MOJIU-
HaMIYeCcKUe II0Ka3aTeIy ObUIN YIOBJIeTBO-
PUTEILHBIMY U He TPeGOBAIN ITPOBEIEHS
JIOTIOJIHUTEJIBHOM Tepanuu. PagukanbHOe
yIajieHue OIyXOJIH C TPOMOOM U3 IIOJIOCTH

IIT HeBO3MOXKHO 6e3 UCITOTb30BAHS UCKYC-
CTBEHHOTO KPOBOOOPAIeHN ¥ COBMECTHOM
PaboThI OIIEPUPYIONTMX OHKOJIOTOB U Kap/Ivo-
xupypros. Ha atamne npegomneparirionHoi XT
KIMHUYECKUH CJIyval MalueHTKU ObLI
00CyXJTeH Ha COBMECTHOM KOHCWINyMe
co crnenuaaucramu OI'BY «<HMMUI] CCX
uM. A.H. bakynesa» M3 P®. [Ipu riaHupoBa-
HUU CTpaTeruy ollepaTHBHOIO BMeIaTeb-
CTBA YYUTBIBAJIU pPEeHTIeHOJIOTUYecKue
XapaKTepPUCTUKUA TPoMOa, HeOOXOJUMOCTD
SKCTUPHIAIM HIDKHEU I0JION BeHBI U ee
THocJIeyIoIero npore3upoBanus. Ilanu-
eHTKy nlepesesi B HMUIT CCX um. A.H. baky-
JIeBa, Ijie IocjIe IUIAaHOBBIX IOATOTOBUTEIIb-
HBIX MEpPOIPUATUN OBUIO BHIIOJHEHO
oIlepaTHBHOE BMeIIaTe/IbCTBO.

OMNEPALINA HA CEPALIE

Ha rmepBoM sTarie K XpyprudeckoMy BMeIla-
TeJIbCTBY IIPUCTYIIIIIA OPUTAZIa OHKOXUIPYD-
roB. [Tocse ocyIecTBIeHyA AOCTYIIA B GPIOII-
HYIO IIOJIOCTB U 3a0PIONTMHHOE IPOCTPAHCTBO
TIpoBeZieHa peBu3uA. JleBas II0YKa 3aMeleHa
KPYITHOM MHOT'OY3JIOBOH OITyXOJIBIO, B IIPO-
CBeTe JIeBOU ITIOYETHO BeHbI ONIPeJefIAI0TC
TpoMboTIYeckue Macchl. HIIB pacrmvipeHa
OT YPOBHA IIOY€YHbBIX BeH U BBIIIe, YIUIOT-
HEeHa 3a CYeT OITyXOJIEBOTO TPOMOA.

JleBas movKa GbUIA IOJIHOCTHIO MOGYIIM30-
BaHa, JIMTUPOBAHbI JieBad [T0YeYHas apTepus
¥ MoueToYHUK. HIIB MOOWIM30BaHA ITUPKY-
JIAPHO OT YPOBHA CJIVITHUA TTOAB3JOITHBIX
BEeH JI0 YCTheB ITeYeHOYHBIX BeH C IIOCIe0Ba-
TeJIbHBIM IIepecevueHrieM KOPOTKUX KOMMY-
HUKAHTHBIX BeH OT 1, 6, 7-T0 CeTMEHTOB
rregeHy. TakuM 06pa3oM GyyImuii mpenapar
OBUT MOOWIM30BaH eNUHLIM 0/I0KoM. [Tocte
CaruTTaIbHOU AuadparMoToMuu Gpuraja
TIPUCTYIIIUIA KO BTOPOMY, KapAUOXUPYyprIde-
CKOMY, 3TaIly OIeparyu (puc.).

KaH0IMpoBaiu a0pTy U BepXHIOIO IIOJIYI0
BeHy. BeHo3Haa KpoBb u3 cucremsl HIIB
cobupanach B KaHIOIIO, YCTAHOBJIEHHYIO
yepe3 MPOCBeT MPaBoii 6eApeHHON BeHBI.
B yC10BHAX UCKYCCTBEHHOTO KPOBOOOpare-
HUA BBIIIOJIHeHA aTPUOTOMHUA (pacceyeHue
II1). ®parmMeHT OIyX0JIEBOTO TpOoM6ba Mcce-
YeH C YaCTUYHOU pe3eKlell CTeHKU Ipa-
BOTO IIpeJicepAud U MeXIpeJcepIHOU
TIePeTOPOJKU.

HIIB niepeceki Ha ypoBHe IIPaBOli IIe4eHOY-
HOM BeHBI, a TaKkKe BHITIOJTHIIN Ilepeceye-
HUe YCTheB IIeYeHOYHbIX BeH. [locimennee
OKa3aJIoCh CJIOXKHOM 3afadeld, yIUThIBAsA
IUIOTHYIO OOTYPAIUIO TPOMOOM: IJIS TOCTH-
»KeHUA PaIUKAIBHOCTH OIlePallY OTCEYECHbI
YCThsA IIPaBOY IIeYeHOYHOM BEeHbBI U eIITHOe
yCTbe CpefHel U JIeBOU ITedeHOYHBIX BeH.
[IpenapaT, BKJIIOYAOMIUI IIPABYIO MOYKY
¢ HIIB c Tpom6om u dparmenTs! I1I1, yoareH.
B 5TO BpeM:A KpOBOOGpAIlleHHe B CHCTEMe

K. —

PucyHok. CoBmMecTHas pa6oTta 6puragpl
OHKO- 1 KapAnOX1pypros.

MaBa 6puragbl OHKOXMPYpPros —

K.M.H. [1.I'. Axanagse n kKapanoxvpypros —
0.M.H., npodpeccop K.B. LLlaTanos

BOPOTHOU BEHBI U TEYE€HU COXPAHSIOCH,
a 3a00p KPOBH 13 IT€YeHOYHBIX BEH OCYIIEeCT-
BJIAUICS B KOPOHAPHBIM aCIIMPATOP C HEMETT-
JIEHHBIM BO3BPAIlleHUEM B IIUPKYJISIIUIO.

Jia pexoHcrpykuuu HIIB BeIGpaH Geckiia-
TIAaHHBIW KCEHOKOHAYUT U3 IPeMHOU BEeHbI
6b1Ka. CHavaya chOpMUPOBATN aHACTOMO3
c IIII. 3ateM 00BEAVHIIN MeIUATHLHYIO
U JIaTepPAIbHYI0 CTeHKU yCThbeB IPAaBOH
U CpeJHell Ile4eHOYHbIX BeH U CO3JIU
Ie4eHOYHO-KaBIbHbBIN aHacToMo3. B mo-
UIeIHIOI0 OYepe/ib, oI IyCKa KPOBOTOKA,
aHACTOMO3UPOBaHbI KCeHOKOHAyUT 1 HIIB
Ha YPOBHE YCTbs IIPaBOX IOYE€YHOU BEHBL.
BrImorHeHa 0653aTeIbHASA 1A XUPYPTUU
He(POOIACTOMBI GUOTICUA TUMPATIIECKUX
y3JIOB I1apaaopTAJIbHON U Aa0PTOKAaBAIb-
Ho rpym. [Tocte corpeBaHUA CUHYCOBBIN
PUTM y IallieHTKU BOCCTAaHOBIJICA CaMo-
CTOATEJIBHO.

IMocreoniepaIoHHBIH ITePYIOJ, IIPOTEKa 6e3
OCJIOXKHEHUH, IMMaIeHTKa HabIozarack
B OTeJIeHUU peaHVMaliy U UHTeHCUBHOU
Tepaluu B TedeHre IIepBbIX IT0CIeolepay-
OHHBIX CYTOK, IIOCJIe 4Yero IepeBeleHa
B OHKoOJIorHYecKkoe otaeneHre HMUII IO
uM. /Imutpusa Poragesa. [ltaHOBOe THCTONO-
TU4YecKoe HCCIefoBaHUe IOATBEepPIMIIO
PperpecCUBHbIN TUIT He(POOIACTOMBI (TPyIIIa
TIPOMEXYTOYHOTO prcKa). C yueToM oILyXoJe-
Boro Tpom6o3a HIIB u I11, a Takke MeTacTa-
TUYeCKOI'0 OopaKeHUA yJaJleHHbIX TUMQa-
TUYeCKUX y3/I0B ycTaHoBJIeHa Il TokanbHasA
cTausA 6ose3nn. Ha 13-e mmocieorneparyios-
Hble CyTKU IallieHTKe IIPOBefleH IIepBhIi
610K TTocTeoneparonHoi XT. Ha coBmecT-
HOM OOCY:KIeHUHU o creruaaucramu JIT

3aIUIaHUPOBAHO ee IpOBeleHNe B CBA3U
¢ Il ToKa/IbHOM CTazuel O0Ie3HN.

CNMNOYEHHAA PABOTA

JaHHOe KIMHIYeCcKoe HabmoeHre — IIpU-
Mep CIUIOYEHHO paGoThI MEXKAVCITATLIN-
HapHOM KOMaH/IbI OHKOJIOTOB C IIpUBJIeYe-
HUeM Bpauel Jpyrux clieluajibHOCTeu.
«BBICOKMIT» omyxoJyieBbIii TpomM603 HIIB
BCTpeyaeTca pefko. TeM He MeHee y ITaliu-
€HTOB JeTCKOTO BO3pacTa, B TOM 4uCiIe
¢ He(ppoOIACTOMOI, HAKOIUIEHHBIN MUPO-
BO OIIBIT IeMOHCTPUPYeT BaKHOCTD IIpeJ-
onepanyoHHOM XT. Y GOJIBIIMHCTBA HaIy-
eHTOB Ha ee ()OHe OTMeyaloT COKpalieHue
TpoM0a, 13-32 Yero y HeKOTOPBIX OOJIbHBIX
OTIAaaeT HeOOXOAMMOCTD B IIPOBEIeHUH
olepanuy B yCJIOBUAX UCKYCCTBEHHOTO
KpoBooGpamenus (Shamberger R.C. 2001,
Hadley G.P. 2010). B psae ciyyaeB cokpare-
HUA pa3Mepa TpoMba He Habozaercsa
(Elayadi M., 2020), gyTo TpebyeT moucka
ONTUMAJIBHOU XUPYPTUYeCKOU TaKTUKU
U TIpUBJIeYeHUsI K COBMeCTHOU pabore
KapANOXVIPYPIOB.

DTanel IpoBefleHUA U TeXHUYeCKue 0Co-
OeHHOCTH OllepaIuy Hy>XAAI0TCA B IIpe/iBa-
PUTEILHOM 0OCYy>KAeHUY ¥ IUTAHUPOBAHIH.
BrInmosHeHUe IePBBIM a6JOMUHAIBHOTO
aTana HeoOXOLVMO UIA COKPAIeHUs Bpe-
MeHU UCKYCCTBEHHOTO KPOBOOGPAIeHHUA.
Vcnionp3oBaHME KOPOHAPHOTO aCIIUPaTopa
VICKJTI0YaeT HeOOXOAUMOCTb B TOTIHHOM
COCYAVICTOM MBOJIAIIUY IIedeHU Ha dTale
pekoHcTpykuuu HIIB. IlocienoBarensHasn
pexoHcTpyknya HIIB ot mpencepayis mo3so-
JIAeT OCyIIeCTBUTD IIyCK KPOBOTOKa 10 $op-
MUPOBAHMA HUXKHETO KaBaJIbHOTO aHACTO-
MO3a U KaK MOKHO paHbIlle BOCCTAHOBUTb
€CTeCTBEHHYIO IIUPKYJIALUIO B IIe4eHU
¥ BEHO3HBIH OTTOK OT Hee. [Ipu BrIbope
Martepuana Jjuda nporesuposaHus HIIB
HeoOXOAMMO YIUTHIBATH HEOOJIBIION [Ua-
MeTp IPOTEe3UPyEMBIX COCYyAOB. Vcmomnp-
30BaHUe ayTOTPAHCIUIAHTAaTOB y AeTell
paHHero Bo3pacTa HeBO3MOXKHO U3-3a OTCYT-
CTBUA JOCTATOYHOIO II0 pa3Mepy AOCTYII-
HOT'O MaTepUaa, B CBA3M C YeM IIpeAIIoYTe-
HUe GbUIO OTAAHO OTJAHO KCeHOrpadTy.

PagyiKaibHOE yIaeHre 06pa3oBaHus efu-
HBIM OGJIOKOM, HEOCIOKHEHHOE TedeHue
TIOC/IeOITePaIIOHHOTO TIePUoia U CBOEeBpe-
MeHHOe HayaJlo IocjaeoleparuoHHol XT
TIO3BOJISIIOT PACCYMUTHIBATE HA BIaTONIPUSAT-
HBIU IIPOTHO3 Y JAHHOM nanueHTKU. Hako-
IUIEHME OIIbITA JIEYeHUsI TAKUX OOJIbHBIX
¥ OTJIKEeHHBIH AJITOPUTM PabOTHI MEX/TUC-
IUIIMHADHON KOMAaH/IbI CIeIUaINCTOB
00eCIIeYrBaIOT HAWIYYIINe Pe3yIbTaThl
JIeueHUs JleTel C pPacupoCTpaHeHHbIMU
popmMaMu 310KaYEeCTBEHHBIX OITyXOJIeMH,
KOTOpbIe He TaK JaBHO CYUTAINCH Heolle-
pabebubMU. ()
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HEMHBASVBHAA ONAITHOCTUKA
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) Y FanuHa
BukToposHa
TEPELLEHKO

K.M.H., pykoBoguTenb Hay4HOro oTaena ny4YeBow
ONarHOCTUKM, 3aB. OTAENEHVEM PEHTTEHONOMNN
®BI'Y «HMWL| peTckoi reMaTonornm, OHKoIornm
1 UMMYHOOrMM UMeHn Omutpus Poradesa»

OBpPEeMEHHbIe .
BO3MOXHOCTU NNy4EBOMN

BU3yan3auum

JlydeBasi auarHocTuka B LeHTpe [mutpus Pora4eBa pa3BmnBaeTcsi B CBETE caMbiX COBpe-
MEHHbIX TEHAEHLMV 1 BOBMOXHOCTEV BU3yanmnsaumm. 34ecb MOXHO poBECTU UCCIIEL0-
BaHue 1robou 30Hbl U aHaTOMU4YeCcKou 0bs1acTv ¢ COBJIIO4EeHNEM BCEX COBPEMEHHbIX
cTaHgapToB U METOAMK, C BbIMOJIHEHNEM OOJTIOCHOIrO (ha30BOro KOHTPACTUPOBaHUS, B TOM

Yyncrie ¢ rippmeHeHnem aHecTe3nosiormn4ecKoro rnocoous.

Orey
«HMUWL OTOoU
NM. AMUTPUA
POTAYEBA»

KOMAHOHAA PABOTA

BrICOKUI YpOBeHb IPOBOAUMEIX B IIeHTpe
WCCIIeJOBAaHUU — pe3yJIbTaT KOMaHJHOW
MEXAVCITUIUTMHAPHON PabOThI KIIMHUIU-
CTOB, aHeCTe3KOJIOIOB U AarHocToB. CooT-
BETCTBUE BBITIOJIHAEMOM PabOTHI MEXIY-
HapOAHBIM CTAaHJApPTaM, TpeGOBAHUAM
COBPEMEHHBIX ITPOTOKOJIOB, OBICTPOE pea-
TUpOBaHIe Ha U3BMEeHEHUs B CAMOYYBCTBUU
pebeHKa, KOMIUTEKCHBIHN TTOAXOZ B Ha0JIIO-
JIeHUH 32 ITAlFIeHTOM CO3JAI0T YHUKATIbHbIe
BO3MOKHOCTH JIST Pa3BUTHA HOBBIX METO-
MK MICCIeNOBaHMA, JUATHOCTUYECKUX II0/I-
XOJIOB U COBPeMEeHHBIX HayUHO-UCCIIe[[0-
BaTeJIbCKUX IIPOTOKOJIOB.

XoueTtca KOCHYTBCA HECKOJIbKHX HAITPpABJIE-
HUU B Ppa3BUTHNU JIy‘IEBOfI JANATHOCTHUKU

Kpatine BaXXHOM 1A IeANATPUU ABJIAETCA
3aMeHa MHBAa3UBHBIX JUATHOCTUYECKUX
MeTOJUK Ha nH(}OpMaTUBHbIE U Oe301mac-
Hble HeMHBa3UBHBIE. B HallleM IleHTpe pas-
paboTaHa U BHeApeHa B IIPAKTUKy Me-
TOAWKA MarHUTHO-Pe30HAHCHOMN TOMO-
rpa¢puu — MPT-AMarHOCTUKU eperpy3sKu
JKeJIe30M IIapeHXMMAaTO3HBLIX OPraHOB
y IALIeHTOB C PeryJIAPHBIMU IeMOTPaHC-
QysuaMU. DTO IO3BOJIUIO OTKAa3aTbCA
OT OMOIICHY TTaPeHXVMBbI ITeYeHU /I OIpe-
JeJeHUs CTeIleHW reMOoCuJepos3a U 3a-
MEeHUTH ee CIeIUaJTbHOU MeTOLUKOU
MPT-ckaHupOBaHUA.

HPI/IMEHCHI/IC KOJIMYeCTBEHHBIX ME€TOAOB
OILI€HKH B IIeINATPHU ITIO3BOJIAET HE TOJIBKO
u36aBJIATHCA OT MHBA3MBHBIX CIIOCOOOB

PVICVHOK 1. MaFHMTHO-pESOHaHCHOG CKaHupoBaHue Ha 3agepxxke v npu CBOGOAHOM AbIXaHWUN

aun c— uccnepoBaHve Ha 3afepXXKe AbIXaHna ¢ AMHaMU4ecKumm aptedakramm n3obpaxeHus;
b n d — nccneposaHve Ha cBO60AHOM AbixaHuUK 6e3 apTedhakToB

PucyHok 2. MPT-kapTupoBaHve dpakumm xvpa

a — 340poBbIv fobpoBoneL;

b — naumeHT B ocTpoii dhade oCcTporo NMMO61aCTHOrO NENKo3a;
€ — NauMeHT nocne Kypca XMMm1oTepaneBTUHECKOro eveHns

B IleJUATPUY, PeIN30BAHHBIX B HAIIEM
LIeHTpe: OT IWIOTHOTO 0 HayYHO-KJIU-
HUYeCKOT0 UCUIeNOBaHNA, IIPOTOKOJIA KIIU-
HUYeCKOUN ampobanuu U KINHUYIeCKUX
pexkoMeHzarui. [Ipexxie BCero 3To nprume-
HeHUe MeTOAVK MarHUTHO-Pe30HaHCHOIO
CKaHMPOBAHUS MAllIeHTOB 10/l HAPKO30M
Ha CBOOOAHOM JbIXaHUM (PHC. 1).

JUATHOCTUKY (GUOIICUSA TIeYeHH, TPeIaHo-
OGHUOIICHS KOCTHOTO MO3Ta), HO ¥ UCIIOIB30-
BaTh X B KaYeCTBE JUATHOCTUYECKUX OHO-
MapKepOB OITyXOJIell U reMaTOJIOTMIeCKUX
3abosieBaHU (pUC. 2).

JaHHBIA IOJXOX, WCIIONIb3yeMBIN IJIA
3aMeHbI pANA WHBA3UBHBIX MeTOIUK

PucyHok 3. ®aHTOMbI pa3nnyHbIX KOHLEHTpaLmnii

xenesa

o06cIeoBaHUA MAIEeHTOB IPU PAa3BUTUU
JKU3HEYTPOKAIOITUX COCTOSHUM, yXKe Haxo-
JUT IIpUMeHeHUe B IPaKTUYeCcKoU Ieiua-
Tpuu. B cBOIO 0OYepenp, OH TpeGyeT CTaHAap-
TH3AIUHU TTOTyYeHUA U300pKeHUH, B TOM
YucJie C UCII0Ib30BaHMEM COOTBETCTBYIO-
mux ¢paHnToMoB. Co3laHHbIe B LleHTpe JIMuT-
pus PoraueBa (paHTOMBI OIIeHKU KOJIHYe-
CTBa )KeJle3a — 3TO IIar K PACIIPOCTPaHEHUIO
MeTonuku B MPT-oTmereHus 1r000ro meaua-
TPUYECKOro yupexgeHusa PO (puc. 3).

HevHBa3uBHAA AMATHOCTUKA CTAJa PeaTb-
HOCTBIO CEeTOAHANIHEeN IeJuaTpuiecKon
MIpaKTUKU. be3ycIoBHO, 0Z00HbIE METO-
IUKU OyOyT HeIpephIBHO PAa3BUBATHCA,
TOBBINIAA KOMMOPTHOCTh U MHGOPMATHUB-
HOCTb UCC/IeIOBAHUM y IeTell. Q

Hay4Hble pa3paboTku,
MEHSARLLME YKMU3HM NALWEHTOB

HpOprBHble OTKPbITUA, MEHAOLME XXNU3HU NaLLMEeHTOB J1eXKaT B OCHOBE BCEro,
yTo Mbl fenaeM. Mbl ocTaeMmcs BepHbI Halen Mmccum OTKpbIBaThb,
pa3pa6aTb|BaTb n obecneynmBaTbh NaLUEHTOB MHHOBALMOHHBIMU TEXHOIOTUAMMY,
KOTOpble MOMOratT UM CMpaBidTbCA C CEpbe3HbIMU 3aboneBaHUAMMU, 1 HUKOTLa
He M3MEHWUM CBOEN Lenu — LapUTb Hagexay nradaM rno scemMy Mupy.

dh Bristol Myers Squibb®

MoppobHee y3HaTb 0 HaC Bbl MoXeTe Ha caTe BMS.com.

NORU2002495-01

Peknama
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[MPAKTHECKAA PABOTA

Ponb neguaTtpa B ycnewHoOM Jie4eHuun
remoobnacTto3oB y aeteun

'emMob61acTO3b1 — 3/710KA4ECTBEHHbIE Oy XOJIN KPOBETBOPHOWM (1EVKO3bI) U JIMMOULHOM (3/10KA4€CTBEHHbIE JIMMGDOMbI)
TKaHW — Hanbosiee 4acTbivi BU 3/10Ka4€CTBEHHbIX OryXoJ1eN B ripakKTuke negmatpa. Ha vix gosnwo npuxognutcs noyYtm
r10/10BUHA BCeX CllyHaeB 3/10Kka4eCTBEeHHbIX OryXosiev eTCKoro Bo3pacTta. ExxerogHo no Bcevi ctpaHe [o 4,5 Teic. geteu
3aboneBaroT remobriacto3amm. C 3ToV NaTosiormevi CTasikmBaroTcs neguatpbl B pakTU4YeCcKor paboTe.

Tumyp
TenmypasoBuy
BAJIVIEB

[.M.H., 3aB. OTOENEHNEM XMMMOTEPaNnM reMo-
6nacto3oB Ne 1 HAW peTtckov oHKonorum n remaro-
norum ®rey «HMUL oHkonorum um. H.H. BnoxuHa»
M3 P®, npocheccop kadpeapbl AETCKON OHKONOrMm
Oreoy Ano PMAHIMO M3 PO

HaTtanbsa

AnekcaHgpoBHa
CYCVIJIIEBA

J.M.H., Hay4HbIN KOHCYNLTAHT OTAENEHNS XMMMOTEPa-
num remobnacTto3oB Ne 1 HAW petckoin oHkonorum

1 rematonorim ®rey «HMWL] oHkonorumn

uM. H.H. BrioxuHa», npodeccop kadenpbl AETCKON
oHkonorun ®reoy Arno PMAHMO M3 PO

nnoabl NPOrPECCA

3a601eBaeMOCTh 3I0Ka4eCTBeHHbIMU HOBO-
o6paszoBanusamMu (3HO) B 3aBUCUMOCTH
OT BO3pacTa pebGeHKa IIpuBeieHa B TA0I. 1.
IIporpecc B JIe4eHUH reMOoOIacTO30B, 0CO-
OGeHHO B mociaenuue 15-20 JeT, O3B0
U3MEeHUTH OTHOIIIeHHe K HUM: U3 (paTaabHOU
narosnoruu 3ty popmel 3HO y meTeit mpeBpa-
TIINCH BO BIIOJIHE KypabeIbHbIe — CTaJIo
BO3MOXKHO JOCTYDKEHUe IIPOAODKUTEILHBIX
CTOMKHMX PEMHCCHUU U BBI3[JOPOBJIEHU.

B To ke BpeMsA cpeAul MPUYUH AETCKON
cmeptHOCTH B Poccuu 3HO 3aHMMaIOT nisiToe
MEeCTO, & OCHOBHAA 4aCTh JIETAIBHBIX UCXO-
JIOB, OOYCIIOBJIEHHBIX 3JI0Ka4eCTBEHHBIM
TIPOLIECCOM Y JleTel, 3TO TeMOOIacTO3bI.

YcnemHoOCTS JledeHUA OIyXojiell KpoBe-
TBOPHOU M JIUM(OUIHOU TKAHEU 3aBUCUT
oT 11eJ10r0 psAfa paxkropoB. KpaiiHe BaxkHa
CBOeBpeMeHHasA AUAarHOCTUKaA 3aboiieBa-
HUA, 3aBUCAIIAA OT Bpayell IepBUYHOIO
3BeHa. [[pUYUHBI NO3AHEeNH AMATHOCTH-
KU reMOOJIaCTO30B Y ZieTel IIpeJiCTaBIeHbl
B Ta6II. 2.

3HaHUe KIMHUYeCKUX IIPOSBIeHUI reMo-
6J1aCTO30B, Kpyra 3a60IeBaHNA, IMEIOIINX
CXOIHBIE CIMITTOMBI, UX IuddepeHInaIbHO-
JUATHOCTUYECKUX KPUTEPHEB, BXOAAIIIX
B IIOHATHIE «OHKOJIOTHTYECKON HACTOPOKEeH-
HOCTH», ITI03BOJIAET CHU3UTD YACTOTY 3ally-
IMeHHBIX CIyJaeB, KOTopas Bce elle BHICOKA
¥ IOCTUTAET 65 %. Bpauu Bcex CIeIuaIbHO-
CTeli JII060r0 JIeueGHO-TTPODIIAKTIIECKOTO
yIpeXIeHUA JOJDKHBI IOMHUTH O BO3MOX-
HOCTH Pa3BUTHA Y HaI[eHTa OHKOJIOTITYe-
CKOTO 3a60J1eBaHusA. [IpUHITUI, KOTOPBII
JIaBHO IIPOIIaraHAVpPyeTcs BO B3POCJION
npakTuke: «[[py COMHEeHUM B [arHO3e —
IyMaii 0 pake»,— JOJKeH ObITh MPUHAT
U B meguatpuu. TakyKe Ba)KHBI 3HAHUA
006 OpraHM3aIyy OHKOJIOTUYIECKOH CITyKObI
U ObICTpOe HalpaBiieHUe peGeHKa IIpU
He0OXOZIMIMOCTH B COOTBETCTBYIOIIee CITeITH-
AIU3UPOBAaHHOE OTJeleHHe, TaK KakK
OT aZIeKBaTHOCTH BbIOOPA IIEPBITYHOTO Jieye-
HUA 3aBUCUT ero KOHEYHBIN pe3yJIbTar.

Ta6nuua 1. BospacTtHasi cTpykTypa 3abonesaemoctv getevi SHO

MeHee 5 net

Henpobnactoma
Hedpobnactoma

OI'IyXOJ'II/I XKeNTo4YHOro MeLlka

PeTtnHobnactoma

5-10 net

HexopmXKMHCKne MM oMbl
Jlumdboma XomxkmHa

Onyxonu LIHC

MsrkoTkaHHble CapKOMbI

Bonee 10 net

HexopmXKMHCKne MM oMbl
Jlumdboma XomxkmHa
Onyxonu LIHC

epMMHOTrEHHO-KNETOUHbIe
onyxonu

Ta6nuua 2. [Tpu4nHbI N1034HEV ANArHOCTUKM reMob1acTo30B y [eTel

MeauumnHckue

1. HepoctaTto4Ho 3HaHUM
0 [ETCKOM pake K Bpa4am
2. Pepkne 3aboneBaHus. Bpaum
O HUX 3HAIOT, HO HE OXUAAT
BCTPETUTb B KITMHNYECKOWN
npakTuke

Bpayen

3. 3HatoT, o6paLLaloT BHUMaHUE,
HO He JoBepstoT cebe (Hanpas-
NAOT AeTen K y3KMM crneuuanm-
cTam, He no npodwmnto 3abone-
BaHMs)

CouuanbHble
(popuTenbckue)

1. He obpavuatotcs

2. O6pavyatorcs,
HO He JOBEPSOT MHEHUIO

3. O6parLatotcst, HO
BblGMPaOT HETPAAULIMOH-
Hble MeToAbl NeYeHnst

Oco6eHHOCTU 6MONOrM4ecKo-
ro NoBefAeHUs1 Onyxonu

1. Manbin nepBrYHbIN o4ar

2. bbicTpas guccemmHaums

3. Bricokast nponudepaTtnsHas
aKTVMBHOCTb

4.06paLlatotcs, cornaila-
I0TCSA C ANarHo3oMm (MpuHu-
MaloT AMarHos), HO OTKasbl-
BalOTCA OT JIeYEHUS B
KnuHnKax P®, c6op aeHer
Ha neyeHne 3a pybexom

O6cemoBaHme peGeHKa IIPY IMOM03PEHU
Ha 3JI0Ka4eCTBEHHYIO OIyXOJIb O4€Hb BaKHO
TIPOBOAUTDH B MAKCUMAJIBHO CKaThble CPOKU
C IIpUBJIeYeHeM HeOOXOMUMBIX CIIEIUAIN-
cToB. [lepBbIil ypOBeHb ClTelINATU3UPOBAH-
HOM IIOMOIIY JEeTAM C reMo0JIacTO3aMy —
3TO JeTCKHe OHKOJIOTU U IreMaTOJIOTHU
CTaIlMOHAPOB, B KOTOPBIX IIPOBOAUTCS Jieye-
HUe TaKuX nanueHToB. B MockBe cyiie-
CTBYeT CIyk0a OKPY>KHBIX IeTCKIX OHKOJIO-
TOB, TeMaTOJIOTOB B ITOJIMKJIMHUKAX OKPYTOB
CTOJIUIIBI.

31ech OCYIIeCTBIIIOT KOHCYJIBTAllNY U JIVIC-
MmaHCepHOe HaOJMI0ZeHUe, BeAyT yIeT
OCHOBHBIX ITOKa3aTejel OKa3aHUs II0-
MOIIY IaIleHTaM C OHKOJIOTUYeCKUMHU
3a00J1eBaHMAMMY, BKJIIOYasA reM0o06JIacTO3bI,
a Takke 3a60J1€BA€MOCTU U CMEPTHOCTH.
BTOpOi1 ypOoBeHb OKa3aHUA ClleluaIn3U-
POBaHHOM IIOMOIIY IEeTAM — 3TO CIIeIya-
JIN3UPOBAHHbBIE OTHAEJIeHUI PAWOHHBIX,
TOPOACKUX U OOJACTHBIX JETCKUX OOJIb-
HUII, & TPEeTUN — ClleINaIN3UPOBAHHbIE
IeHTpHI enepanbHOro 3HadeHud. Ile-
JVaTPhl NUMEIOT BO3MOXXHOCTH IIPOKOH-
CYJIBTUPOBATH OOJIBLHBIX CO CIIEITUAIUC-
TaMu JII0O60TO YPOBHA. B IocieHme Tofbl
BHEJPAIOTCA NN POBbIE TEXHOIOTHUHU C OKa-
3aHMEeM KOHCYJIFTATUBHOM IIOMOIITY Ha pac-
CTOSTHUY, UCIIONB3Ys TeJleMeAULIVHY, 3a-
OYHBbIe KOHCYJIbTAIlUU 10 MMelolencs
MeJUIIMHCKOU JoKyMeHTanuu. Heo6xo-
JVIMO TOJIBKO He YIIyCTUThH BEPOATHOCTD
Pa3BUTHUA y MaI[UEHTa OHKOJIOTHYEeCKOHN
TaTOJIOTUU U IPOBOJAUTH HEOOXOAUMEIE
obcieoBaHUs I CHATUS WJIN IOJ-
TBeP)KJeHUA JUarHo3a.

Bosbiioe 3HaueHMe I paHHeN AUarHo-
CTUKU MMEIOT BbIAEJIeHUEe IPYIIl PUCKaA
110 Pa3BUTUIO TOU WIN UHOU (POPMBI reMo-
6J1aCTO32a ¥ AKTUBHOE HAOJIIOleHYe 32 3TU-
MM HalleHTaMU.

K rpyrirte pricka OTHOCATCA IETH C OTATOINEH-
HOU HACJIE[ICTBEHHOCTHIO 10 OHKOJIOTHYe-
CKUM 3a00JIeBaHVAM, IIPY 3TOM OY€Hb BXKHO
VX HUTMYYE Y OIVDKANIIINX POACTBEHHUKOB,
a TaK)Ke HAKOIUTeHVe OHKOJIOTTIeCKUX 3a00-
JIEBAaHUU B ceMbe, 0COOEHHO C JOKa3aHHBIM
HACJIeICTBEHHBIM XapaKTepPOM IIepeauu
(peTuHOOMACTOMA, HelipopuOpoMaTo3
[ tua). CnenyeT yIOMAHYTh Y CUHAPOM IIpefi-
PACITOJIOKEHHOCTH K Pa3BUTHIO 3JI0Kade-
CTBeHHBIX OIIyxoJIeli (cancer predisposition
syndrome), Ipu KOTOPOM BepOATHOCTH
pasButua 3HO y pebeHKa MOBBIIIAETCS
B JIECSITKY Y COTHU Pas.

JlokasaH BBICOKUM PUCK Pa3BUTHUA IreMo-
6JIaCTO30B IIPU BPOXKIEHHBIX T€HETUIECKIX
cungpoMmax ([ayna, HyHan). B matorenese
oIIyxojieli KpOBeTBOPHOU 1 TUM(OUTHOM
TKaHell MeeT 3HaueHVe HapylleHre PaboThI
MMMYHHOU CHCTeMBbI. B CBA3M ¢ 3TUM pUCK
passurtuA 3HO BospacTaeT, v eiiaTpy Heo6-
XOIVIMO yAelIATh IPUCTAIbHOe BHUMaHe
HaOJTIOIEHUIO 3 IeTBMU C ITOJJOGHBIMU COCTO-
AHUAMM, KOHCYJIBTUPOBATBCA C UMMYHO-

JIOTAMU Y IETCKUMM OHKoJoramu. K rpyrre
PHICKa OTHOCATCA 9acTo GoJeoniue AeTu
(6oree 4 pa3 B rox).

VimeeT 3HaueHUe BeC peGeHKA IIPU POXKe-
HUU: IeTU C BBICOKOI MacCOH TeJia yare
3aboJeBaOT U remobacTo3aMu. BaxkeH
XapaKTep TedeHus O6epeMeHHOCTH y MaTepH,
ee 3a60yeBaHUSA BO BpeMs 6epeMeHHOCTH,
0COOEHHO BO 2 U 3-M TpUMeCTpe, XPOHUYe-
CKasA TATOJIOTHS Y MaMbI C HapylleHueM
JIe3MHTOKCUKAITMOHHON (QYHKIINY IIeYeHH,
TIOXKWIOM BO3PACT poauTesiel, IpOU3BO/I-
CTBeHHbIe BPeIHOCTU y HUX. Haymrauie sTux
(axTOpOB TakKe TpebyeT Gosiee IPUCTATB-
HOTO BHUMAHUA NTeANaTpa MIPU AUCIIAHCep-
HOM HaOJII0ZeHVH 32 leThbMU. i Bbijere-
HUA ITalieHTa B TPYIIy PUCKa UMeeT
3HaUYeHUe U SKOJIOTUYeCKass 0OCTaHOBKaA
MeCT MIPOXKUBAHUSA pebeHKa KaK dK30TeH-
HbII (haKTOp OHKOreHe3a. Jlyia reMoGIacTo-
30B, KaK U JUIA APYTUX 3JI0KAaYeCTBEHHBIX
HOBOOOPA30BaHUI y AeTel, XapaKTePHO
pasBUTHeE OGIIEro OIIyX0JIeBOTO CUMIITOMO-
KOMIDIEKCA, BKIIOYAIOIET0 TUIIOANHAMIIO,
BSUTOCTb, CJIAGOCTD, GBICTPYIO YTOMIIAEMOCTh,
KaIPU3HOCTD, OTCYTCTBUE aIIIeTUTA, U3Me-
HeHUe ITUINEeBbIX IPUCTPACTUN, ITOXyAaHUe,
cy6debprinuTeT, aHeMuio. Bece 3T yKa3bl-
BaeT Ha HebJaromosy4rie u TpeGyeT o6cie-
JIOBaHUA peGeHKa I yTOYHEeHNA VarHo3a,
B IIEPBYIO OYepeb UCKIIOUeH JIEHKO30B
¥ HeXOKKUHCKUX JINM(POM.

NMAPAHEOMNACTUYECKUA CUHAPOM
Hepezko B OTBeT Ha HAIMYME OIIyXOJIEBOIO,
MMMYHOJIOTUYECKH y>KePOJHOTO aHTUTeHa
PasBUBAETCA PeAKIUA UMMYHHOU CACTEeMBI,
JIeXKalasa B OCHOBe KIMHIIeCKOM CMITTOMa-
TUKU JAePMaTOMUO3UTA, PEeBMATOULHOIO
apTpuTa, ayTOMMMYHHOM reMOJIUTAIeCKON
aHeMUHU U APYTUX ayTOMMMYHHBIX IIPOIIec-
COB, BXOZAIIMX B TaK HasbIBaeMbIi1 IIapaHeo-
IUIACTUYeCKU CMHAPOM. B HEKOTOpBIX CIIy-
YaAX 3TU KIIMHUYECKNE IIPOABJICHUA ITPE/-
IIeCTBYIOT MECTHBIM CIMITTOMAaM OITyXOJIH,
B JPYTHX — MNOABJIAIOTCA OJHOBPeMEHHO
C HUMU, UHOIJA I0CJIe BepU(PUKAILIAN OIyXO-
JIeBoTo Iiporecca. HanGosbinme TpyaHOCTH
BO3HMKAIOT, KOIZIA JaHHbIe IIPOABJICHU
CO CTOPOHBI UMMYHHOU CHCTEMbI TPAaKTY-
FOTCSA KaK CAaMOCTOSITeNIbHbIEe 3a00IeBaHIA
Wi CMHAPOMBI, YTO IIPUBOAUT K Ha3HAYE-
HUIO HeOIIpaBJAHHOIO JIeYeHUs U BbIABIIe-
HUIO IeMOOJIACTO30B Ha ITO3JHUX CTA/IVAX.

3HaHMe KIVMHUYeCKON CUMIITOMAaTUKY Te-
MO0JIaCTO30B, MACOK, 110 KOTOPBIMH IIPO-
TeKalT 3TU 3aboseBaHuA, nuddepeH-
IUATEHO-TUATHOCTIYECKUX KPUTEPUEB Upe3-
BBIYANHO BAXKHO I CBOeBpeMeHHOU Iua-
THOCTWKHY. DTY 3HAHUA IeANaTPhI MOTYT
TIOYePIHYTDb U3 MyOIUKALIVIA, MEeTOIIIec-
KUX PeKOMEeHaIUil 0 paHHeH JuarHo-
CTUKe TeMOOJIACTO30B Ha KPATKOCPOYHBIX
IMKJIAX TOBBIIEHNA KBAIM(UKAIIIH, Opra-
HU3yeMbIX KOHGEePEeHINAX, KIMHITIeCKIX
pasbopax, Takux Kak «TpyaHbINA CIydai»
U IpyTHe.
IIpodanncerue Ha cmp. 12
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HAYKA MWTOCEPONA

HeBa>XHO, CKOJIbKO OHEN B TBOEN XU3HMW.

BaXXHO, CKOJIbKO XXU3HU B TBOUX AHAX!

31 crioBa s npo4utana B coycetn Ha ctpaHuye C.B. LLlapnkoBa, pykoBoauTesns ghegeparibHoro rnpoeKkTHoro oguca
«Yaum3Haem» . @riarmaHcKas nsolanka rnpoekta «Yaum3Haem» — HalynoHaribHbIi MeAUUMHCKUA UCCIe0BaTe Ib.CKUM
LEHTP JETCKOUM reMatosiornm, OHKOS10rum n UMMYHOI0rum uMenn mutpusa PoraqveBa. Ceprevi ButanbeBuny pacckasarn
NCTOPUIO MalsibYmKa, 60POBLLErocs 3a CBOK XWN3Hb. VI B TOT MOMEHT 51 0CO3Harsa, 4To B 3TUX CJI0Bax 3ak/1lo4aeTcs CyThb

MOEV XU3HW U paboTsl.

Onbra
BnagumupoBHa
BOCTPUKOBA

Mpencenarens MexayHapoaHOro col3a NoMoLLy
1 NOOAEPXKN NaLMEHTOB, YNeH O6LLECTBEHHOrO
coBeta npu PocaapaBHaa30pe, YreH 3TMYeCKoro
komuteta ®IreY «HMUL OrOU um. Omutpus
Porayesa» M3 PO

COI03 NALUMEHTOB

MeXXIyHapOJHBIN COI03 MAIUEeHTOB ObLI

CO37aH IIpU IoAJepKKe akageMuka PAH,

JIOKTOpa MeJIMIIMHCKUX HayK, ITpodeccopa

A.T. PymsaHIeBa 1 pyKoBoauTeNA defepaib-

HOTO IIPOeKTHOro oduca «yumMm3HaeM»

C.B.Illapukora B 2017 roxy. 3amad 6bLTO0

HECKOJIBKO:

e OOBenVHeHMe MMAlVeHTCKUX OPraHM3a-
M, Bpadel, HeKOMMep4YeCcKHX Iiap-
THEPCTB IIOMOIIY HalfeHTaM, OJIar0TBO-

puTenbHBIX GOHAOB U IIpeAcTaBUTeIe
Ou3Heca JyIA TOBBIIIeHNA KadeCcTBa KU3-
HU ¥ OKa3aHUA [TOMOIIY IIallieHTaM.
OpraHu3sanusa IpOCBeTUTEIbCKOM pabo-
ThI 110 6OpBOe ¢ 3abomeBanusamu B CMU.
[IpuBiIedeHre CPENCTB M PECypCOB I
OPTaHM3AIVY TIOMOIIY HACEJIEHUIO ITPU
COZIeWICTBUHU T'OCYZIAPCTBEHHBIX CTPYKTYD
B ITapTHEPCTBe C OOIeCTBeHHbIMU Opra-
HU3AIVIAME U COIMTEHO-OPUEHTHPOBAH-
HBIMU OM3HEC-CTPYKTYPaMU C I[eJIbIO:

¢

CO3oaHUA IIPOYHBIX U IIPO3PAYHBIX
CBsI3eM I YKpeIUIeHUs 370POBbs
HaIlUY, OKAa3aHUsA IOMOIMYU Iany-
€HTaM U TIOBBIIIEHUA KadyecTBa
"X XXU3HU,

OTCJIEKVIBAHUA ¥ TIPeCTABJIEHUA
MHeHUs NalUeHTOB Ha BCEPOCCUM-
CKUIX Y1 MEKIYHAPOIHBIX KOHTpeccax,
BKJIIOYAsA TTOCTPOEHMe CHCTEeMbI COO-
pa uHdOpMAaIUY, AaHAIU3 U CTPYKTY-
pYpOBaHVEe IAHHBIX, OPTAHM3ALMIO
KOMMYHUKAIIUY MeK/Ty COOOIIeCTBa-
MU, SKCIIepTaMU, OPTaHaMU BJIACTU

PETMOHAJIBHOTO W (PelepaIbHOro
YPOBHS;

Pa3BUTHSA U TOMYJIAPU3AIUM PaH-
Hell AUarHOCTUKU 3a00JeBaHUI
B CTpaHe, a TAKKe IIPOBEIEH Iya-
THOCTUKU TI0 Pa3IMIHBIM HO30JIOTH-
M C JATbHEUIe MapIIpyTU3aIy-
el B roCylapCTBeHHbIE GOIbHUIIBI
U YacCTHbIe KIMHUKYU 1o OMC;
OCYIIEeCTBIEHUS U3AATETbCKON Aes-
TeJIbHOCTY, HalleJIeHHOU Ha YJIydIile-
HYe Ka4eCTBa )KU3HU I1al[ieHTOB;
OPTraHU3aIUK IPOCBETUTENBCKOM
pabotsr B CMU 1o 60pbbe ¢ 3aborte-
BaHUAMU CpeU HaCeJIeHNsT;
MPOBEAEHUA MIKOJ IaIl[1eHTOB
B OosbHUIIAX Poccuu ¢ pazmelneHu-
eM BUJEOTPAaHCIANUN B COIUAATH-
HBIX CEeTSX U Ha COOTBETCTBYIOIIUX
CalTax;

IIOMOIIA B IIOMCKe WHGOPMAIUU
0 3a00JIeBaHUY, JIEYeHUY, PeabIn-
Tanuu. IL1oc MappyTusanys Ipu
JIeYE€HUH, ITOUCK OIATOTBOPUTETHLHO-

r0 GOH/A ¥ TPYIIITHI B3AMMOIIOMOIIA
B KQKJIOM pervoHe, obecieyeHue
OOIIeHnA Bpava U MalreHTa Ha pas-
HBIX YPOBHX II0 BCEH CTPaHe;

¢  TOJIy4YeHUs BTOPOrO MHEHUS Bejy-
IIUX POCCUNCKUX Bpadell 1 BO3MOK-
HOCTH Y3HATh MHEHUE 3apyOeKHbIX
CIEIUAINCTOB, BO3MOKHOCTHA yd4a-
CTUA B KIMHAYECKUX UCCIEOBAHIIX.

Mbl BYAEM XWUTb
3a BpeMs paGoThI MeXKIyHapOIHBINA COI03
TIAI[IeHTOB OPTaHU30BAJ ¥ OCYIIeCTBIII IIPO-
€KTBI BCePOCCUICKOro Macrraba. IlepBorit
U3 HUX — 3TO HAUMOHAJIbHAsA MIPeMUs
«MbI GyZIeM 3KUTB!», TPUYPOYEHHAsT KO Bee-
MUPHOMY JIHIO GOPBOBI C OHKOJIOTHYeCKUMU
3aboneBaHUAMMU. Llesb MpoeKTa COCTOUT
B IIPUBJIEYeHUY BHUMAaHUA OOIIeCTBEHHO-
CTHU K OCBEZIOMJIEHHOCTH O MTPOPIIAKTUKE
OHKOJIOTYEeCKUX 3a00JIeBAaHUN U B KOHCO-
JUAAUYN YCUWIUH TpPpaKgaH B 60pnbe
¢ pakoM. O4eHb BAXKHO JaTh HAJEXAY
ITpodammerue Ha cmp. 12 |»

=z
MTEN/1
MMM

FEMJINBPA nokasaHa':

K dpakTopy Vil

BPA

3ymabo

Ba 3305 0mHGa svetigHs
noa HageXxHow 3aLyuTou

remodpunun A 6e3 unrubutopa

AN5 NpeaoTBpaLLeHns Ui
4acTOTbl KPOBOTEYEHUN

NOAKOXXHAA UHBEKLINA B PEXKUME':

* 1,5 mr/kr 1 pas B Hepgenio ® 3 mr/kr 1 pa3 B aBe Hepenn ® 6 Mr/kr 1 pas B yeTbipe Hepenu

YBEPEHHOCTb KAXAbIA OEHb

TonbKo ANA MeAULIMHCKNX PabOTHUKOB

M-RU-00002326 MapT 2021

1. IHCTpYKUMs N0 MeMLIMHCKOMY NpUMEHeHUI0 npenapaTta AMuum3ymat. neKTpoHHbI pecypc.
URL: https://www.rlsnet.ru/tn_index_id_96727.htm#farmakokinetika [Jata o6paiienus: 01.2021.

AO «Pow-Mocksa»

OdbmumanbHbivi AUCTpUGLIOTOP «®. XoddmanH-Na Poww JTa.» (LLBeiuapus)
107045, Poccus, r. MockBa, Tpy6Has nnowjagpb, oM 2

MomeleHue |, atax 1, komHaTa 42, MOK «lanepea Hernunxuas»

Ten.: +7 (495) 229-29-99, www.roche.ru

YToBbl 03HaKOMUTLCS C MHCTPYKLMEN N0 MEAULMHCKOMY NPUMEHEHMIo Nnpenapara
Femnmbpa®, otckaHnpymnte QR-kog Unu nepengmTe no cebiske:
https://www.roche.ru/ru/produkty/katalog/Hemlibra.html

Ecnu Bam Tpebyetcs pacnevataHHas akTyasibHasi UHCTPYKLMS, CBSOKUTECH C HaMu MO TesiedoHy
+7 (495) 229-29-99, n Mbl NPULLINEM UHCTPYKLMIO MO ykazaHHOMY Bamu appecy.

Peknama
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AponTuUBHaA KJfietovyHas
MMMYHOTEepanusa CONNAHbIX
onyxoJsien y peteun

ViMmyHoTeparnus 3/10ka4eCTBEHHbIX HOBOOOPa30BaHWN UMEET ANNTENIbHYO UCTopuio. [lpudem criy4an crioHTaHHbIX
perpeccuvi oryxosin Ha GhoHe MHEEKLNN N INXOPALKN PEMNCTPUPOBAITNCE C AHTUYHbIX BpeMeH. OTLOM MMMYHOTeparnmm
Oryxosierl cYNTaeTCcs aMepUKaHCKUU Xupypr Yunbsam Koysin, KOTOPbIV Bbi3biBasl Perpeccuro CapKkoMbl CTUMYSUNEN
UMMYHHOUM CUCTEMbI MHAKTUBUPOBAaHHbLIMU 6akTepusaMmu Streptococcus pyogenes n Serratia marcescen (Tak Ha3biBae-

MbIMU TOKCUHamn Koynm).

Mwuxann
BaneHTtnHoBMY
KWCENEBCKUI

[.M.H., npodheccop, 3aBeayoLmin nabopaTopuen
KrneTo4Horo ummyHuteta ®rbyY «HMWL, orkonorvmn
um. H.H. BnoxvuHa» M3 PO

Kupwunn
Mropesuny
KNPIM30B

K.M.H., 3amectutens aupektopa HAW OOwIT, poueHt
kadbefpbl OHKOMOMN, AETCKOV OHKONOMMM, paanoro-
rmm OIreyY «HMUL oHkonorum um. H.H. BnoxuHa»
M3 P®, BeayLLmin Hay4HbI COTPYAHWK OTAENEHUS
TpaHcnnaHTaumm koctHoro mosra HAW JOwvlr drey
«HMWL, oHkonorum um. H.H. BnoxuHa» M3 PO

v :' CeeTnaHa
d PadasnesHa
BAP®OJIOMEEBA

[.M.H., npocheccop, avpektop HAW JOul ®rBY
«HMMWL, oHkonorun um. H.H. BnoxmHa» M3 P®,
npodeccop kadeapb! AETCKOV OHKOMOrMn

uM. akagemuka J1.A. lypHoBa, npodeccop kadbeapb!
OHKONOrnW, AETCKOW OHKOMorun, paguonorum Orey
«HMWL, oHkonorum um. H.H. BnoxuHa» M3 P®

UCTOPUYECKUIA MOMEHT

OCHOBOITOJIOX(KHUKOM COBPeMEeHHOMU afioll-
TUBHOU (adoptive — IIPUBHECEHHbI) KJIeTOY-
HOU uMMyHoTepanuu ctan C. PozeH6epr,
Pa3paboTaBIIM M BHEIPUBIIVIA B KIITHITYe-
CKYIO IIPAKTUKY OHKOJIOTMU B 1990-e rosbl
MeTton MmyHoTeparnuu (UT) 3mokagecTBeH-
HBIX HOBOO6pasoBaHuii (3HO) BEICOKUMU
Jl03aMU MHTeprieKrHa-2 (IL-2) 1 mmM$poKuH-
aKTUBUPOBAaHHBIMU KwUIepamu (LAK-kiet-
KaMmu). PesysibTaTbl KIIMHUYECKUX UCIIBITA-
HU KoMOuHanyy LAK-KJIeTOK U BBICOKO-
Jo3HOM IL-2-Tepanuy He MOKa3alu TaKOU
3¢} deKTUBHOCTU, KaK OXUJIOCh U3HA-
JapHO. boree 70 % manirieHTOB € pacIpocTpa-
"HeHHbIMU (popmamu 3HO He oTBeTwWIU
Ha TaKoe JiedeHue. A Y HeKOTOPBIX OOJIBHBIX
BO3HUKJIM BBIpOKeHHbIe HeXKkesaTeJIbHble
sABnenu (Hf), cBaA3aHHBIe C BBeJleHreM BbICO-
Kux 7103 IL-2. OgHako y 25-30 % maryeHToB

C MeTacTaTU4eCKOM MeJIaHOMON U PAaKOM
II0Y€eK, Pe3UCTEeHTHBIX K CTAaHAAPTHOM Tepa-
Y, ObUT 3aPeTUCTPUPOBAH OO bEKTUBHBIN
orset Ha LAK/IL-2-UT.

[Mocnenytoniyie ucciiefOBaHMUs, IIPOBeIEeH-
"Hele B HMUL] onkosoruu um. H.H. bio-
XWHA, I0Ka3aJIN BBICOKYIO 3(pdeKTUBHOCTh
¥ XOPOIIYI0 IePeHOCUMOCTh KOMOMHALIVII
HU3KUX (MMMYHOCTUMYJIAPYOIINX) 103 IL-2
1 LAK-KJIeTOK IIpU JIOKQJIBHBIX U JIOKOPeTH-
OHAJIBHBIX BBeJIeHUAX, a TAKXKe AJIA Ipodu-
JIAKTHKY PelVIBa reM0o06JIaCTO30B y AeTell.

Opna u3 mogudukanuit LAK-KIeToK — 3T0
IIUTOKUH-aKTUBUpOBaHHble Kuuiepsl (CIK).
OHu npogeMoHCTpUPOBaIU 3G GEeKTUB-
HOCTB IVIABHBIM 06Pa3oM B aIbIOBAHTHOM
peXuMe, yBeJIUYUB Oe3peruguBHBIN
Iepuo/, >KU3HU OOJNIBHBIX C COMUAHBIMU
OILyXOJIAMMU.

BaxkHOI Bexol pa3BUTHA aJONTUBHOU
ummyHoTepanuu 3HO ctana paspaboTka
IIPOTUBOOILYXOJIeBbIX BaKIIH Ha OCHOBE
JIleHIPUTHBIX KIeTOK, HarpyKeHHBIX OITyXO-
JIEBBIM aHTUTeHOM. XOTA 3TH KJIETKHU
U He TIOKa3aI1 3HauuMOoM 3(pheKTUBHOCTH
B MOHOPeXHMe, OHU aKTUBHO HCIIOJIb3Y-
IOTCA B KOMOMHAIMY C APYTMU BUAAMU
MMMYyHOTePaIiX. PeBONIIOIIIOHHBIM 3TaIllOM
B Pa3BUTHUU UMMYHOOHKOJIOTHH CTaJIO BHe-
JpeHye B KIMHIUYECKYIO IIPAaKTUKY MHIHOU-
TOPOB KOHTPOJIBHBIX TOUeK UMMYHHTETa
(MKTH) 1 reHeTU4eCKU MOAU(DUIINPOBAH-
HBIX JIMM(OLUTOB C XUMEePHBIM T-KJIeTo4-
HbIM perenrtopoM (CAR-NK-k1eTok).

AETCKWUW PAKYPC

XoT4a MeTozbI afonTUBHOM UT npofomKaioT
OTKPBIBaTh HOBbIE TOPU30HTHI iedeHnA 3HO
Yy B3pOCJBIX, YCIIeXU B IefuaTpudecKon
MIPAKTUKe 3HAYUTEILHO CKPOMHee B CBA3U
c TeM, 4to ;1A 3HO y meTelr xapakTepeH
OTHOCHUTEJIbHO HU3KUU yPOBEHb MyTaIlU.
Huskasa MyTanoHHaA Harpyska ¢ 4aCTbIM
OTCYTCTBUEM SKCIIPeCCUU HeOaHTUTeHOB
orpaHmuBaeT 3¢ (HeKTUBHOCTD PA3IMIHBIX
BugoB UT, Bxiioyada nutokuubl, MKTU
¥ OOMEeIVITITHCKYE KJIeTOYHbIE ITPOAYKTHL.
HauGornee ycrienrHble Ha CETOAHA METOIbI
agonTuBHOM UT HallesleHbI HA HOPMAJIbHbIE
(muddepeHnmpoBaHHbIE) MEMOPaHHbBIE
aHTUTeHBI, Takue Kak CD19.

I[Ipy BHeIpeHUU B NeAUATPUYECKYIO
OHKOJIOTHIIO-TeMaTOJIOTHIO 3apeKOMEeH/I0-
BaBIIUX Ce0A y B3POIBIX MeTozmoB UT

1960-70-e rogbl 03HaMmeHoBaNUCb N3y4YeHNEM
NPOTUBOOMYXONEBON aKTUBHOCTWN BakLUuHbI BLIXK,
KOTOpas Ao CUX MOop UCMONb3yeTca ANA NneveHns
NMOBEPXHOCTHOIO paka Mo4eBoro ny3bips

CJlefyeT yIUTHIBATh 0COOEHHOCTH UMMYH-
HOTO OTBeTa JieTell pa3HbIX BO3PACTHBIX
rpynn. OgHa U3 HepelleHHbIX IPodieM
TyT — Hfl. OHM MeHee TUTE/IbHBI, YeM IPU
XuMuo- 1 gydeBou tepanuu (XT u JIT),
HO MOTYT IIPOABJIATLCA B BUJle CUHApPOMA
BBICBOOOXK/TE€HUA IIUTOKUHOB — (I[UTOKU-
HOBOTO IITOPMa», ayTOMMMYHHBIX PeaKIi
U HeMPOTOKCUYHOCTU. TeM He MeHee aJi0TI-
TUBHAA KJIeTOYHAsA Tepanusd aKTUBHO BHeJI-
PAeTcA B IPAKTUKY OHKOIIEAUATPUH, O YeM
CBHUJIETEJILCTBYIOT MHOTOUVC/IEHHbIE ITyOJIV-
KaIluy U KJIMHUYeCKHe UCOBITaHUuA pas-
JIMYHBIX UMMYHOTepIIeBTYeCKUX cTpaTe-
TUll y ieTell He TOJIBKO C TeMO0JIacTo3aMu,
HO U C COUAHBIMU OILyXOJIAMMU.

KJNETOYHAA TEPANUA

OnHO U3 MepCIeKTUBHBIX HAITPaBJIeHUN
JIe4eHU: COJIUAHBIX OIyXosel y meTel —
HCIIOIb30BaHMe aKTMBUPOBAaHHBIX 3 dek-
TOPOB BPOXJEHHOTO UMMYHUTeTa. DTO
ydT-1MMGOLUTEI, HATYPAJIbHbIE KIWLIEPhI
(HK-xnetku) u HKT-KJ1eTKY (9KCIIpeccupyro-
mye Kak Mapkepsl HK-kireTok, Tak u T-xie-
ToyHbIe Vi depeHIIIPOBOYHbIe AHTUTEHBI),
KOTOpbIe UTPaloT BeJyIIyI0 POJIb B IIPOTUBO-
OILyX0JIeBOM UMMyHUTeTe. [IpenMyIecTBo
3THUX CyOITOMYJIAIAN TUM(OITUTOB 3aKTI0Ya-
eTcs B UX CIOCOOHOCTH PacIO3HaBaTh
U YHUYTOXKAThb OIIyXoJieBble KJIETKU He-
3aBHCHUMO OT 3KCIIPECCHHU OIIyXOJb-ac-
COLIMUPOBAHHOTO aHTUTeHa Y MOJIEKYJI IVIaB-
HOT'O KOMILIeKCa TMCTOCOBMEeCTUMOCTHU
(TKI'C1). DTO 0COGEHHO BaXKHO I IeTel,
TIOCKOJIBKY, KaK y»Ke TOBOPWJIOCH BBIIIe, UX
OILyXOJIM OOBITHO UMEIOT HU3KYI0 MyTaIly-
OHHYIO HarpysKy U, COOTBETCTBEHHO, HU3-
KUI YPOBEeHb SKCIIPECCUU LIeJIeBbIX OITyXO-
JIeBbIX aHTUTE€HOB.

CIIOCOGHOCTH OITyXOJIEBOU KJIETKU B CBOEM
6e3yMUH YCKOIBb3aHUA OT UMMYHHOT'O HaJl-
30pa yTpauyuBaTh WIN CHWKATh IUIOTHOCTD
skcrpeccun MosteKys1 [KI'C1 apiseTcs curHa-
JioM 111 3¢ PeKTOPOB BPOXKIEHHOTO NMMY-
HUTeTa K YHUYTOXKEeHUIO TPaHC(HOPMUPOBaH-
HOM KJIeTKU. Ellle OMyH BaKHBIN MEeXaHU3M,
onoCpenyIIMUNA HPOTUBOOIYX0JIeBbIN
s¢dexr HK u HKT, cBA3aH c aHTUTEI03aBU-
CHMOM IUTOTOKCUIHOCTBIO. DTO CBUJIETeNb-
CTBYeT O LeJIeCO0OPa3HOCTY KOMOUHUPOBa-
HUA TapreTHBHIX IIpenapaToB Ha OCHOBE
MOHOKJIOHAJIbHBIX aHTUTeN U 3¢ddeKToB
BPOXKIEHHOI0 UMMyHUTeTa. BMecTe ¢ TeM
cy6nomnyanuy HK u HKTummdorpros Masio-
YHUCIeHHBI ¥ B HeaKTUBUPOBAHHOM COCTOS-
HUY He 00JIaJJal0T BBIPAXKEHHOM ITPOTUBO-
OILyXOJIeBOM ITUTOTOKCUYHOCTEIO. I10oaTOoOMy
s akcnancuu v aktuBanuu HK 1 HKT
HCIIOIB3YIOT METOABI SKCTPAKOPIIOPAIIBHOIO
KYJIBTUBHPOBAaHUA JIUM(DOIIUTOB B IIPUCYT-
CTBUM CTUMYIUPYIOIMX (pakTopoB — IL-2
¥ er'0 KOMOVHAIIVIA C IPYTYIMY IIMTOKUHAMU
WIN UHYKTOPaMU Ipovieparium.

Otpa6otannbie B PI'BY «(HMULI OHKOJIOTH
uM. H.H. biroxuHa» Munszapasa Poccun tex-
HOJIOTUYeCKUe IIOAXOAbI IO3BOJLAIOT IIOJTY-
4YUTH B YUIOBUAX €X Vivo 3HAUUTeIbHOe KOJIU-
vecTBO akTBUPOoBaHHBIX HK 1 HKT-mumdo-
IIUTOB C BBICOKOM IIPOTHUBOOIIYXOJIEBOM
AKTHUBHOCTBIO T10 OTHOLIEHUIO K ayTOJIOTY-
HbBIM 1 A/UIOTeHHBIM 3/I0Ka4eCTBeHHO TPAHC-
(opMupoBaHHBIM KIeTKaM. HecomHeHHOe
NIperMYyIecTBO akTuBUpoBaHHbIX HK 1 HKT
COCTOUT B HU3KOU BEPOATHOCTU Pa3sBUTHUA
PpeaKMy «TPAaHCIUIAHTAT IIPOTUB X03AHHA»
(PTTIX), maxe KorJa He IIPOBOAMIIACH JleTUIe-
A ToinM@OITUTOB 3a CYeT CHIDKeHMA UX
CofiepKaHuA B IIpoLiecce reHepaluy aKTUBY-
POBaHHbBIX TUM(OLIUTOB.

AKTUBUPOBaHHBIE ayTOJIOTUYHbBIE U aJUIO-
resHsle HK u HKT-KileTKH, BKIIOYAA JIUM-
(pOKUH(ITUTOKUH)-aKTUBUPOBAHHbIE KUI-
JIepBI, IIPOAEMOHCTPUPOBAIN KJIMHUIECKYIO
9 deKTUBHOCTD IIPU JIEUeHUU CONUTHBIX
OIyXoJiel y B3pocibIx. Celyac 3aperucTpu-
poBaHo 60see 1000 KIMHUTIECKUX UCIIBITA-
Huit HK. HeckobKO 3aBepIiieHHBIX UCCIIe-
JOBAaHUM aKTUBUPOBAHHBIX ex vivo HK
1 HKT-KJIeTOK BKJIIOYAIU JETEeM C COTU-
HBIMU OIIYXOJIAMU, B TOM YUCIE C Heﬁpo-
6JIACTOMOH. DTH KIMHUYECKIE NCITBITAHLA
TIOKAa3aJIM, YTO KOMOUHAIYA aIONTUBHOMN
UT c ucnonb3oBaHMeM aKTUBUPOBAHHBIX
HK B coyetanuu ¢ XT 1 MOHOKJIOHAJIbHBIMU
AHTUTEIAMU TT03BOJISAET MMOBBICUTH 3 Pek-
THUBHOCTD IIPOTHUBOOILYXO0JIEBOTO JIeYeHUA.

[IprMeHeHVe aKTUBMPOBaHHBIX 3¢)GeKTOPOB
BPOKJIeHHOTO IMMYHUTeTA B IETCKOU OHKO-
JIOTUIY ¥ TeMaTOJIOTHH, OYeBUTHO, ABJIAETCS
Haubosiee IIepPCIIEKTUBHOM CTpaTervei
MMMYHOJIOTUIeCKOr0 KOHTPOJIA POCTa COMMUT-
HBIX OIyXoJiell. Beib TOT BapyaHT aJIONTUB-
Holi UT He TpebyeT HAIUYUSA OIYXOJb-
aCCOLIMMPOBAHHBIX AHTUTCHOB WIN Heo-
AHTUTEHOB, HEOOXOIUMbIX IS PeUTH3AIIHI
a¢pdexros CD8 + T-K1eTOK, ¥ OMHOBPEMEHHO
MOXKeT HUBEJINPOBaTh UMMYHOCYIIPECCUIO.
Celfuac MPOBOIATCA KIMHITIECKYe UCUIeNO-
BaHuA s¢dextuBHocTU HK y meTein ¢ co-
JIMAHBIMU OIyXOJIIMM, BKJIIOYasA CAaPKOMY
IOwnHra, pabzoMHroCcapKoMy, OCTEOCAPKOMY,
HetipobactoMy u oryxosu LTHC. YaursiBas
y4actve HK-KIeTOK B pean3aliiy aHTUTEITO0-
3aBHCUMOM IMTOTOKCUYHOCTHU, UCCTIeAyeTC
3(bhEeKTUBHOCTS X KOMOWHAITAY ¢ aHTH-GD2
MOHOKJIOHAJIbHBIMU aHTUTeIaMU B HECKOJIb-
KX KIMHUYeCKUX UCTIbITAHUAX, BKIIOYAIO-
IUX IeTeH C HepoOIaCTOMO.

HakormuieHHbIe JaHHBIE U IIePCIIeKTUBHEIE
WCCIIeJOBaHUA CBUAETEILCTBYIOT O TOM, UTO
HK-KIeTKu MMeIoT OOJIBIION TeparieBTHIe-
CKUI IOTeHITAI B MOHOPEKIMe WIU B KOM-
OMHAIIUY C JPYTUMU MEeTOJaMU JIeUeHUs
COJMAHBIX OIlyXoJel y feTeil. B KayecTBe
CBA3YIOIIero 3BeHa Me1y BPOXKJeHHOU



IMleguatpuda cerogua N7 (19) 2021

11

[MPOBJIEMbI 1 TEPCIEKTIBbI

U aJJalTUBHOM MMMYHHON CHCTeMOM
HK-xieTKu mocpefCcTBOM aHTUTeH-He3a-
BUCHMBIX MEXaHU3MOB CIIOCOOHBI Pa3iiv-
4aThb HOpMaJbHble U 3JI0Ka4eCTBeHHbIe
KJIETKU. A 3HaYUT, OHU MOTYT OBITH UCITOJIb-
30BaHbI JjIA HaIleJIUBAHUA Ha OIyXOJIeBbIe
KJIETKH, KOTOPbIe MCIIONb3YIOT yTPaTy Wi
cHIbKeHue ypoBHA skcnpeccuu ['KI'C1 ma
YKJIOHEHHUA OT aJallTUBHOIO UMMYHHOI'O
Hazz3opa. [IpoBeseHHBIEe KIMHUYECKHE
HUCIIBLITAHMA II0KA3aJIr, YTO agonTuBHaA UT
c npuMeHeHreM HK-kieTok mocTaTo4HO
XOPOIIIO IIEPEHOCUTCA JeTbMU C COTATHBIMU
OITyXOJIAMU.

K BOMPOCY O TICK

TpaHCIUIaHTaIMA TeMOIIO3TUYeCKUX CTBOJIO-
BbIX KJ1eToK (TTCK) — nepcrieKTHBHBIN METOZ,
Teparuy, CIIOCOOHBIN BHI3BIBATH JJIUTENh-
HYIO peMUCCHIO Y AeTeli ¢ comupubmvMu 3HO,
B YaCTHOCTY C pelIUAVBUPYIOIIel win ped-
PAKTEPHOI HENPOOJIACTOMOM BBICOKOIO
pucka. ITpu atom asmmorenHas TI'CK goropoB
ABJIAETCA BOXHBIM TepalleBTUYeCKUM Bapu-
aHTOM /I JAHHOM KaTteropuw jeteil. KimiHu-
yeckas agdextuBHOCTh TI'CK npenmyte-
cTBeHHO onocpenyerca HK-kieTtkamu,
KOTOpbIe ABJIAIOTCA KII0UeBbIMU 3 deKTo-
paMu BpOXXKAEHHOTO IIPOTHUBOOITYX0JI€BOTO
nMMmyHUTeTa. HK-KIeTKy coCTaBIIAIoT BCero
5-12 % mumdonuToB mepudepudecKoun
KPOBU U HETOCTATOYHO 3P PeKTUBHEI B HEAK-
TUBHPOBAHHOM COCTOAHUM. OYeBUIHO, YTO
TIPOIIelypa MOOVIIH3AITIH CTBOJIOBBIX KIIETOK
TIOCPEZICTBOM KOJIOHHeCTUMY/IMPYIOIIX hakK-
TOPOB IIPUBOAUT K aKTUBAIIUU U IIposude-
pauuu HK 1 moBeIlIaeT UX BO3MOXKHOCTU
B peaIM3allii IIPOTUBOOILYX0IEeBOM aKTHB-
HOCTU. OCHOBHBIM IIPeIIATCTBHEM 1A AJUIO-
TeHHBIX WU ramionfeHTUYHbIX TICK
y ZeTel C COIMIHBIMU OIYXOJIAMU CITYKUT
PTIIX. [ly11 HUBEIMPOBAHYS €€ BBIPAKEeHHO-
CTU MOXKHO MCIIOJIB30BaTh ayTOJIOTUYHbIE
WIY JUIOTeHHbIe Me3eHXUMaTbHble MYJIbTH-
HOTeHTHbIe cTpoManbHble kieTKku (MCK).
MCK 06/1aa10T TOJUIEPOTeHHBIMU CBOU-
CTBaMU U CITIOCOOHBI YMEHBIIATh IIPOSBIIe-
HUA IMTOKMHOBOTO 1rtopMa ipu TICK.

OtpaGoranubsie B HMUIL] oHKOJOTUU
uM. H.H. BiioxuHa cIioco6b! KyJIbTUBUPOBA-
H1A MCK KOCTHOTO MO3ra ITO3BOJLAIOT ITOJTY-
YUTh JOCTAaTOYHOe KouumdecTBO MCK misa
JedeHnA U npodwiaktuku PTIIX npu awio-
renHbIx TICK y meteil. JIpyroit mepcrieKTuB-
HOU CTpaTerueil CHIKeHUA IIPOABIeHUN
PTIIX ABiAeTcA yoajeHue IIOTeHIIMAIbHO
QUTOpeaKTUBHBIX T- U B-KJIeToK rocpecTeomMm
armmrapaTtHoi gerwrenuy CD3 (of T-KiIeTok)/
CD19 siumoriToB. /laHHAA MeTOAMKA IIOKa-
3a1a cBoIo 3(pPeKTUBHOCTh KaK IIpU reMo-
6J1aCTO3aX, TaK 1 mpu comuaabix 3HO y meteii.

NMPOTUBOOMYXOJIEBbIE BAKLUUHbI
Hespputable KineTkH (JK) — aTo «apodec-
CHUOHAJbHBIE» AaHTUTEeHIIPe3eHTUPYIoIIIe
KJIETKM, KOTOpbIe CIIeIUaJu3UPYIOTCA
Ha IIPOLIeCCUHTe U IIpeJICTaBIeHNY aHTHTe-
HOB I IpaiiMupoBanusa CD4+ u CD8+
T-KJIETOK U CITOCOOCTBYIOT (POPMUPOBAHUIO
cnenuduIecKUX KIOHOB T-TuMGpOLUTOB.
JK meiCTBYIOT KaK MOCT MeK/Iy BPOXK/IEeH-
HBIM U aJJallTUBHBIM UMMYHUTETOM. Jl1A
KJIETOYHBIX BaKLIVIH UCIIOJIb3YIOT IIO/IyYeH-
Hble U3 MOHOLIUTOB Iepudepuieckon
KPOBU B YCJIOBUAX €X Vivo ayTOJIOTUYHbIe
JK, HarpykeHHbIe OIyX0JIeBbIM AaHTUTEHOM
nepeJ, UHbeKLIVel MTaleHTy.

ComnacHo pagHbM [ 1 11 a3 KImHIYecKux
HCCIENOBAaHMI, BAKITMHBI Ha 0cHOBe JIK o6a-
JIal0T MUHUMATHHON TOKCHYHOCTBIO Y IeTelt
C Pa3HOOOPA3HBIM CIIEKTPOM 3JI0KaIeCTBeH-
HBIX HOBOOOPa30BaHM. HeCKOJIbKO UCTIBITa-
HUI BaKIIUH Ha ocHOBe JIK ycTaHOBWIU yBe-
JIM4yeHue BpeMeHU JI0 IIPOrpecCUPOBaHUA
y JileTell C MeTacTaTU4YeCKMMU WIN pely-

JUBUPYIOIIMMU CAPKOMAaMM U OITyXOJLIMU
THC. 5ddextuBHOCTS [JK-BaKIIMH HAIPA-
MYIO KOppeJIUpoBaja CO CTelleHbIO OTBeTa
IUTOTOKCHYecKnX TvmmMdonuTos. Kmiamde-
CKHe uccoienoBanua JJK-BakIH cocpesoTo-
YeHbI VIABHBIM 00Pa30oM Ha MX KOMOMHa-
IUAX C APYTUMH MeTOAaMU UMMYHOTepaniu
3HO.

XWUMEPHbIN PELIENTOP

BaxkHOI Bexol B Pa3BUTHUU METOAOB a0l
trBHOM UT 3HO crana pa3paboTKa reHeTH-
YeCKU MOIUPUIIMPOBAHHBIX IUM(QOITUTOB
C XUMepHbIM T-KJIETOYHBIM pelelrToOpoOM
(CAR-mmortuTsl). CAR-TTMM(OLUTEI CIIO-
COOHBI PACIO3HABATh AHTUTEHBI TPaHCPOP-
MUPOBaHHBIX KJI€TOK He3aBHCUMO OT dKC-
npeccun 'KI'C. OcHOBBIBasCh Ha 3TOM
OTKPBITUH, DIIXap U ero KoJUIeru paspado-
TaJIv IIepBoe ITOKoJIeHre KOHCTpykiu CAR
C AaHTUTeHCBA3BIBAIONIVIM IOMEHOM aHTUTeIa
Neu/Her2 myist obecriedenus [KIC-He3aBuCH-
moro pactio3HaBaHUA CAR-T-xieTkamu Her2+
a/IeHOKAPITMHOMBI. DTU Pe3yJIBTAThI CIIOCO0-
CTBOBAJIY CO3AHUIO Y MCIIONIb30BaHMIo CD19-
CAR-T-x1€TOK I JIedeHUs XPOHUIeCKOTo
MG O0G6IaCTHOTO JIEHKO03a, TIPOIEeMOHCTPH-
poOBaBIIero BBICOKYIO YaCTOTY IIOJHBIX
pemuiccuil. Pe3ybTaThl KIIMHUYECKUX UCITbI-
TaHUM IIPUBEJIM K YTBEPKIEHUIO HeCKOJIb-
KX GMOMETUIIMTHCKIX KJIETOYHbBIX TTPOIYK-
TOB Ha ocHOBe CD19-CAR-T-K/IeTOK OIS
JIleqyeHuA B-KIeTOYHbIX TeMO0JIaCTO30B, B TOM
quciie Uy geTeil.

CeroHs 110 BceMy MUpe IIPOBOAUTCA GoJtee
600 KInHUYeCcKUX ucnbiTanuii CAR-T-kite-
TOK, KOTOpbI€ HaIlpaBJIeHbl Ha JIeYeHHEe
He TOJIBKO TeMaTOJIOTHMYecKux 3aboieBa-
HUW, HO TaKXXe U COJUIHBIX OILyXOJIeH.
Onnako a¢gdpexTrBHOCTS CAR-T-KIIeTOK IpU
COJIMHBIX OIIyXOJIAX OKasajlach HEBBICO-
Ko1i. IIpy1 5TOM HAGIIONAIVICEH BBIPAKEHHbIE
1106049HbIe 3P GEKTHI B BUE ITUTOKIHOBOTO
HITOpMa, HEUPOTOKCUYHOCTHU U ayTOUM-
MYyHHBIX PeaKIIMii, KOTOpbIe B pAZie CIydaeB
umenu GaTanbHbIN XapakTep. OGHO U3 Hau-
6oJIee TPO3HBIX HOABIEHUN TOKCUIHOCTU
CAR-T-KJIeTOK — HEIDOTOKCUYHOCTb, 00Y-
CJIOBJIeHHAA HapylleHUeM IIPOHUIIaeMOCTH
reMaTo3HIedaTMIecKoro 6apbepa m3-3a
TUIIePIPOAYKLINY IIUTOKUHOB JJIUTEIBHO
nepcuctupytomumu CAR-T-kieTkamu u nx
UHQUIbTPaiell MO3roBoy TKaHu. Hf,
BbI3bIBaeMble CAR-T-KiIeTKaMu, HalleJIeH-
HBIMU Ha OILyXOJIb-aCCOITMMPOBaHHbIE AaHTH-
reHbl conupHbix 3HO, cunbHee 110 cpaBHe-
HUui ¢ CD19-CAR-T-kieTkaMu u3-3a Ipe-
KPACHOTO PearupoBaHusA C AHAJIOTUYHBIMUA
CTPYKTypaMU HOPMaJIbHBIX TKaHel. Bripa-
YKEHHOCTh TOOOYHBIX 3¢ (dekToB CAR-T-K1e-
TOK OKa3aJIaCch HAaCTOJIbKO 3HAYUMOM, 4YTO
VHUITMAPOBAJA Pa3paboTKy CTpaTeruii yja-
JIeHUsA reHeTUYeCKU MO (PUIIPOBaHHbBIX
JIMM(POLIUTOB C UCIIOIb30BaHUEM Clieltu(u-
YeCKUX aHTUTeJ WIN AOIOJHUTEeIbHOU
Mogu(pUKaAIYK II0CPEJICTBOM BHeJpeHUA
CYMIUJAIBHBIX T€HOB, 3aIlyCKAOIUX -
6esbp CAR-T-ki1eTOK. OJHUM U3 BO3MOXK-
HBIX IyTel NOBbIIIEeHUA d9(PPEKTUBHOCTU
reHeTU4eCKU MOAN(PUIIMPOBAHHBIX JIUM-
(doumroB cuurtaercsa co3ganue CAR-HK win
CAR-HK-HKT(CIK) KIeTOK, peaJIu3yOIINX
TIIPOTUBOOITYX0JIeBYI0 aKTUBHOCTD 3a CYeT
3¢ eKTOpOB BPOXK/AEHHOI0 IIPOTHUBOOILY-
X0JIEBOTO MMMYHMTETAa, HalleJeHHBIX
Ha KOHKPETHBIM OIIyX0/Ib-aCCOLMUPOBaH-
HBIU aHTUTEH.

I[IpoBemenusie B HMUIL] onkomxorum
uMm. H.H. biioxyHa rccre1oBaHuA O3BOIIN
CO37aTh OPUTMHAJIBHYI0 KOHCTPYKIIWIO
aHTuHER-CAR-T-HK Ki1eToK. B moxkmmHI4e-
CKUX UCIIBITAHUAX OHA IIPOJEeMOHCTPHUPO-
BaJIa BBICOKYIO IIPOTUBOOITYXOJIEBYIO aKTHUB-
HOCTb U OTCYTCTBUE SBJIE€HUU OCTpPOH
¥ CyOXPOHUIECKOM TOKCMYHOCTH. Perterrrop

SMNJePMAIBHOTO (haKTOpa poCTa YyeJIoBeKa
2 (HER2) akcmpeccupyeTca He TOJBKO
Ha OIIyXOJAX B3POCJBIX IIAIlMEHTOB,
Ho u B 3HO y feTeti (IIM06IACTOMBI, TJIU-
OMBI U MeyJUI00IaCTOMBI, OCTeOTeHHbIe
CapKOMBI), IIPU 3TOM THIIePIKCIIPeccus
HER2 cBsA3aHa ¢ XyAmmM IporHo3om. Iep-
Bble KJIMHUYeCKe UCCIIeIoBAaHUA y AeTell
C ONyXOJAMM LeHTPAJIbHOW HepBHOU
CHCTeMbI OOHAPY)KWIH, YTO IPUMeHeHe
aHTUHER2-CAR-T KJIeTOK II03BOJIA€T B pALe
oIydaeB JOOUBATHCA CTOMKOM PEMUCCHU.
HexoTtopele uccie0BaHUA IIOKA3IHU, YTO
PaKOBO-5MOPUOHATLHBIN aHTHUTeH NY-ESO-1
3KCIIPeCCUPyeTCca Ha KIETKax psfa COMug:-
HBIX JeTCKUX OIyXOoJIelt, 4To IIPUBEJIO K CO3-
nauuio aHTUNY-ESO-1-CAR-T-KJ1eTOK.

rPYNNA PUCKA

JleueHue geTeil (0CO6EHHO U3 BBICOKOM
TPYIIIBI pUCKA) ¢ conuaabiMu 3HO u penu-
IUBHBIMU/pedpakTepHIMU (HopMaMu
TIpeCTaBJIsAeT COOO0M TPYAHYIO 3afady. OauH
13 6a30BbIX JIEMEHTOB TEPATTUU — BBITIOJ-
HeHue aytonorngHoi TI'CK (ayro-TT'CK) kak
HeoTheMJIeMOTI'0 3Talla Tepanuy, HO IIpU
3TOM IIOCJIEAYIOIIYE ATANbl He JTOJIKHBI
OTKJIAABLIBAThCA. DTO O3HAYaeT, YTO ITall
ayTo-TTCK fgomkeH ObITH OCYIECTBIEH
B IIOJIHOM 00BbeMe, C MUHUMAIbLHBIM YHC-
JIOM OCJIO>KHEHUH.

14 yCIIeITHOIO BBINIOJHEHUs JAHHOIO
3Tara HeoOXOA MBI KaK MyJIbTHICIIAILIN-
HapHOe B3aUMOZAENCTBYe BHYTPU OJHOTO
yYpekIeHNA, TaK U MyJIBTULIEHTPOBAsA KOO-
nepanys. Beab onpeseeHHbIe STAllbI Tepa-
MY NalAeHT MOKeT II0Jy4aTh B IIeHT-
pe IeTCKOM OHKOJIOTMM U reMaTOJIOTUU
B OJHOM U3 Cy0'beKkTOB P®. B aTOM Cityyae

HyBUK

CNMOKTOKOI aJ'Ibea

R

B ¢QelepaIbHOM ILieHTpPe BBIIIOIHAIOTCA
c60p I'CK mna mocienytomieit ayto-TTCK,
XUpyprudeckoe Jjyie4eHre M caMa TPaHC-
IUIaHTaLys.

OnHO M3 IPUOPUTETHBIX HAIIPABIEHUM Aes-
TenbHOCTA HMUL] oHKOMOrMM M. H.H. biio-
XWHA — paclIupeHue paboThI 10 JIEYEHUIO
JleTell mepBoro roza »kusnu co 3HO. B njen-
Tpe BHUMAaHUA CIIeNUAINCTOB HaXOAATCA
JleTU, Hy>KJalolyecs B BBICOKOL03HOM XT,
VHHOBAIIMOHHOM XUPYPIUYECKOM JICUeHUU
u ayto-ITCK. B HameM LieHTpe HaKOIUIeH
GosbIoi onbIT c6opa ['CK y MaoBeCHBIX
JeTei u MiafeHIeB. Tonbko 3a 2021 1. cop
OBUI YCIIEITHO BBINIOJHEH Y 25 IOAZO0OHBIX
HanueHToB. DTO IeTU C Helpo-, peTUHO-
¥ IUIEBPOIYJIbMOHAIBHON 0OJIACTOMOM,
a TaKXe APYTUMHU 5MOPUOHATbHBIMU
OITyXOJIAMU.

OTZeIbHO CTOUT OTMETUTH POCT TPAHCILIAH-
TAaIMOHHOM akTUBHOCTU B HMUI] oHKOJIO-
ruu uM. H.H. Bi1oxuHa, B 0COOEHHOCTU
co cropoHnsl ayTo-TTCK y geTteii ¢ conun-
HeiMu 3HO. DTO CTaio BO3MOKHBIM 0J1aro-
Japs 3amycky B ¢deBpasie 2021 I. HOBBIX
KopiycoB HUM 10ul.

3AKINIOYEHUE

[TepCIIeKTUBHBIM HaIlpaBJIeHUEM IIPe/ICTaB-
JIIETCS COueTaHVe HECKONBKUX BUIOB UT
JULA pellleHu: IpobieM, ¢ KOTOPBIMU CTaJl-
KUBaeTCA AeTCKasg MMMYHOTepaIusa paka.
DTa KOHIENIA BKIIOYaeT B cebs codeTa-
HYe aIONTUBHOM KJIeTOYHOM MMMYHOTepa-
Y, TAPTETHBIX IIPEapaToB Ha OCHOBE
MOHOKJIOHAJIBHBIX aHTUTEJI, OHKOJIUTITYe-
CKVIX BUPYCOB Y MHTUOGUTOPOB KOHTPOJIb-
HBIX TOYeK UMMyHHTeTa. ()

oclapharmaor

3a Ge30nacHoe W ONTUMANbHOE UCNONb30BAHHE NPOTEUHOB YEN0BeKa

e MepBbii B Poccnn' pekoMOMHaHTHbLIN (haKkTop CBEPTbIBaHMUS
kposu VIl 4-ro nokoneHus?, nosly4eHHbI U3 KNEeTOYHOMN

JINHNN HenoBekKa

e Y 85% naumeHTOB Npu NHAMBUAYAIbHO NOAOOPAHHOM pexume
npodunnakTUKM YacToTa MHMY3MIM cocTaBuAa 2 pasa B HeJento

nnu pexe34

e MOXeT NPUMEHSTLCA Y BCEX BO3PACTHBIX rpynn?

MpencrasuTenscrao & Poccun: Mpeactasutenscreo AOOO Oktachapma Hopauk AB, Liisewus
119002 Mocksa, fiewexHbiii niep., 11, c1p. 1
Ten.: +7 (495) 785 45 55, dhakc: +7 (495) 785 45 58, www.octapharmaru.com

Mlepes HasHaveHvem npenapata Hyauk, noxanyiicra, o3HakomsTec
¢ peficTByloLeih BepCHeR N0APOGHOR UHCTPYKUUM
o 8 PO

1. TocyRapCTaeHHI EeCTp NeKapCTBeHHbIX CRACTS hitps://grls.rosminzdrav.ru/Default aspx 2. Memopanayw FDA (STN 125555\0), 9 oxtaGps 2014 1. 3. UHCTPYKLNA 10 MEAMLIMHCKOMY TPHMEHEHMI MeXapcTBeHHoro npenapara Hysuk, PO 2021
019r.

4. [laHHie KIHA4ECKOro MccneAoBaHwA GENA-21. poMeXyTOuHbIA OTer, aerycr 2

Peknama
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[MPAKTHECKAA PABOTA

Ponb negunatpa

B YCMNEeLHOM JlIe4eHUHU
remo6sacTto3oB

y Aeten

4 OxoHuaHue, Hauano Ha cmp. 8

MHOIO3TAMHOE NEYEHUE

Ha meguarpa Tak:ke JIOXKUTCS KOHTPOJIb
3a obecIieyeHreM CUCTEMATUIHOCTH Jiede-
Hus. Tepanusa GOJBHBIX 3JI0KAYECTBEH-
HBIMHU OIIYyXOJIAMMH, KaK IIpaBWJIO, MHO-
roaTanHas, IUKINYIHas, C lepephIBaMu,
BO BpeMs KOTOPBIX BO3MOXKHO Pa3BUTHE
MOGOYHBIX MPOABIEHUN U OCIOKHEHUN
OT IPOBOJUMOIO IIPOTHUBOOIYXOJIEBOTO

JedyeHUs. Hepeko HaGIIOAAETCA IPUCOe-
IVuHeHVe WHD)EeKIIMOHHBIX 3a601eBaHUM,
IIPOTEeKAIoNIVX aTUIINIHO, a IIOPOH U CTpe-
muTenbHO. CBOeBpeMeHHas UarHOCTUKa
TIOOOHBIX COCTOSTHUM YPe3BbIYATHO BAXKHA
U oIIpefiesifAeT UCXO JIeUeHus.

IMeguaTphbl YYACTBYIOT B OpTaHU3AIAU
MeJUIIUHCKOM U COIUATILHOM peadbwinTa-
1Y, HaGIIOJeHUs 34 JeThbMU, IlepeHec-
MY OHKOJIOTUYecKue 3a0oseBanus. [Ipu
5TOM BaYKHBI 3HAHUA IIO30HUX OCI0XKHEHUN
IIPOBOZIMMOTO JIEYEHVS, B TOM YKCJIE PA3BU-
TUA BTOPBIX OIYXOJIEH, MUarHOCTUKA
U IyTHU UX TPOPIIAKTUKY, CBOEBPEMEeHHAA
JUArHOCTUKA PEeIUIUBOB 3a00JIeBaHUS,
KJIMHUYECKYE TPOSABJIEHNS KOTOPBIX MOTYT

3HAYUTEJIBHO OTJIMYATBCA OT neanquﬁ
KapTHUHBI 6OJIe3HM.

Upe3BbIYalTHO Ba’KeH U IICHUXOJIOTTYeCKUH
ACIIeKT JieyeHUsI OOIbHBIX, HACTPOM AeTel,
pornuTesie v 6IM3KOT0 OKPYKeHW:A Ha II0JI0-
YKUTETbHBIN Pe3yJIbTaT U OJIaronpUsaTHBIN
ucxon. Hepenko MHeHVe y9acTKOBOTO ey-
aTrpa ABJIAETCA I HUX OIIPeJeIIAI0IM. OTO
JUKTyeT HeoOXOAUMOCTh Gojiee IIUPOKOM
TIOJTOTOBKY IIeIIaTPOB B BOIIPOCAX JIeUeHUA
TeMOGJIACTO30B U MOCTOSTHHOTO COBEpIIeH-
CTBOBaHI UMM IIOJTyJYeHHBIX 3HAHUH.

JledeHVIe reMOGJIACTO30B OTHOCUTCS K BBICO-
KOTeXHOJIOTUIHOM MeIUITMHCKON IIOMOIIIH,
TpeOyIoIIell HayKOeMKOH AUarHOCTUKY,

BBICOKOMHTEHCUBHON XMMUOTepPanuu
¥ KOMIUTEKCHOI COIIPOBOAUTENHHO Tepa-
nuu. Hayka He crout Ha Mecte — pa3paba-
THIBAIOTCSI HOBbIE, Gojlee COBepIIeHHbIE
MeTOJbI AUATHOCTUKY, UHAUBUYTU3UPO-
BaHHOE, YYNUTHIBAOIee 0COOEHHOCTH KOH-
KPEeTHOT0 0OJIbHOTO jiedeHrie. CoOBpeMeHHbIe
JOCTHKEHUs B O0JIACTU Tepamnuu reMo-
6J1aCTO30B II03BOJIAIOT ZOOUTHCS MHOTOJIET-
Hell BBDKUBAE€MOCTU U BbI3TOPOBIEHU
Gostee yeM 90 % AeTelt jaxke C PaCIpoOCTpa-
HEHHBIMU CTAAUAMU 3aboseBanus. Umer
Gopb0a 3a XopoIiiee Ka4yeCTBO JKU3HU. YCIrex
JiedeHvis JieTell, 6ONMbHBIX TeMOBJIacT03aMH,
3aBUCUT OT CJIAJKEHHOM pabOThI KOMAaH/IbI
Bpayeii, B KOTOPOI BaXKHOe MeCTO 3aHUMAIOT
IeAuaTpshl.

HAYKA MTTOCEPONA

HeBa>xxHO, CKONbKO
AHeN B TBOEU XXU3HMN.

BaXHO, CKOJIbKO
>XXU3HU B TBOUX AHAX!

4 Oxonuanue, Hauano Ha cmp. 9

Ha BBI3ZIOPOBJICHVI€ OHKOJIOTMYeCKUM I1aly-
€HTaM, II0Ka3aB [IPMMepBI YCIIeLTHOIO Jieye-
HUA B Poccuy, ¥ IIO3HAKOMUTBH COOTede-
CTBEHHMKOB C UHHOBAIlMOHHBIMU MeTOaM1
JledeHUA paka. B 2020 rogy sTa MHUIIaTUBA
oJiydusna INPOAOJIKeHUe U BBIPOCia
B MH(POPMAaIIMOHHBIN ITPOEKT #PakYpoK,
00beIUHUB He TOJIBKO MeJUIIMHCKOe
U TAIMeHTCKOoe COOOINecTBa, HO U POK-
3Be3/I, KOTOPbIe CTAIH IIOCIAMHU (aMbaccazio-
pamu) npoekTa. Bo BpemA IaHAeMUN MbI
CTOJIKHYJIUCH C IPOGIEMaMU MaM, KOTOpbIe
TIPUBO3AT CBOUX JIeTell B (pefepaibHbIe KIIU-
HUKU MOCKBBI. BOJIBHUIIBI IPUHUMAIOT
Ha JiedeHUe JieTell U3 BceX peruoHoB Poccun,
HO He KaKIas CeMbs MOXKeT ITO3BOJIUTE cebe
HaBemaTh pe0eHKa BAAJU OT JAOMa.

NEQNATPUA
B 2022 roay

KAJIEHOAPD
MEPOMPUATAIA

K ToMy ke B CBA3U C KOPOHAaBUPYCHOU
uHdeKUuyel nocemeHye NalyueHToB B CTa-
IUOHape 3ampelnieHo. JleTu HaXOAATCHA
B OOJILHUIIE IO, IPUCMOTPOM MEAUIINH-
CKOTO IIepCcoHaa, HO He BUAAT pofuTesiel,
YLY TEIUIO M 3a00Ta UM TaK HeOOXOHMMEL.
U TOJIBKO C COBCEM MAJIEHbKUMU B OOJIb-
HUIIe HaxXO[ATCA MaMbl, IpUYeM KPyIJIOoCy-
TOYHO Ha BCeM IIPOTKeHUU jiedeHUA. OHU
He MOI'YT OCTaBUTb pe0eHKa OMHOIO JajKe
Ha Jac, YTOObI HEMHOTO OTJIOXHYTb, Pa3Tpy-
3UThCA IICUXOJIOTHYECKY 1 TIOTOM C HOBBIMU
CWJIaMU BePHYThCA K CBOeMy MaJIbIITy. Yuu-
ThIBaA BCe 3TU (aKThI, MbI PEeIIIU OpPTraHU-
30BaTh I0OPOBOIBLUECKOe IBIDKeHre «Mama
Ha 4Yac», HaIpaBJIeHHOe Ha OKasaHUue
TIOMOITY AeTAM, KoTopble Jedarcd B PIBY3
«[JeHTpaIbHAS JE€TCKAs KIMHUYECKasA 00Ib-
Huna ®MFBA Poccuny, 1 MamMaM, COIIPOBO-
JKIAIONIUM UX. YHUBepCaJbHOe CPeJCTBO
GOpBOBI C 060 6ONIe3HbI0 U Geloi —
IOMOIIb HYX/JAIOIMUMCA U I'PaXKJaHCKasa
OTBETCTBEHHOCTH. [IBI>KeHHe «MaMa Ha 4ac»
HaIpaBJieHO Ha IOBbINIeHHe KauecTBa
JKU3HU JleTell 4yepe3 BOBJIeUeHUE UX

23-24 cheBpans

Benuko6putaHus, bepkwuup

B TBOPYECKYIO AeATeIbHOCTD, CO3AHE BHY-
TPEeHHeTO IIPOCTPAHCTBA GOIBLHULIBL, IPyKe-
CTBEHHOTO peOeHKYy, IIpOBeJleHue Ipasz-
HUKOB HAa TEePPUTOPUU CTALMOHAPOB
U Pa3rpysKy MaM, IpeOhIBAIOIIVX B IajIaTe
BMecTe ¢ 6OJIbHBIMU MATBIIIIAMHU.

3A PAHHIOKO ANATHOCTUKY

Co103 3aHMMAeTCs IIPOCBETUTENLCKOM pabo-
TOU CpeJy 3[0pPOBOI0 HaceleHusd. 3a Ipo-
mejIue roAbl yIajaochb OpraHU30BaTh
U IIPOBECTU aKIIUU II0 paHHeU AuarHo-
CTHUKe OHKOJOTUYEeCKUX 3a00JIeBaHUIM.
MexayHapOAHBIN COI03 IalllIeHTOB BBICTY-
IaeT OPraHU3aTOPOM exkerofHoM EBporeii-
CKOM aKI[UY IO PaHHel IUarHOCTUKe 3360~
JIeBaHUI roJIOBHI U Iled B Poccuu. B pamkax
eKerofHOM HefleIn paHHe! JUarHOCTUKYU
paka rojioBbl U 1iieu B TedeHure 2017-2019 IT.
6BUTO OCMOTpeHO Gosee 100000 YesToBeK.
Bce oHU mpuUIIM Ha CKPUHUHI, Y3HAaB
06 akiuu. [IpoBeneHo nHpOpMUpOBaHIE
BpaueGHOTo COOOIIeCTBa O IMpobeMe paH-
Hel JVaTHOCTUKY U OHKOHACTOPOKeHHO-
CTU CIIeLIAIVCTOB — OHKOJIOTOB, JIOP-Bpa-

26—28 ceHTAOpSs

4Yell, YeTI0CTHO-IUIeBbIX XUPYProB, CTOMa-
TOJIOTOB, 9HJOKPHUHOJIOTOB, I6PMAaTOJIOIOB;
OPraHM30BaHbI CKPUHUHIY YUIOBHO 3710PO-
BOT0 HaceJIeH! .

B 2019 rogy cOBMeCTHO C aBTOHOMHOM
HEeKOMMepUYeCKOU opraHu3aruen comemn-
CTBUA Pa3BUTHUIO 3[IpaBOOXpaHeHUs «<MyJib-
TUAUCIUIUIMHAPHOE BpadueGHOe COpyKe-
CTBO» OBUIM MHULIMUPOBAHBI €KeToJHas
aKIYA 110 PaHHeH JUarHOCTHKE PaKa Ipo-
CTaThI «Ycabphb», aKIUA IO IPOBEPKe XKeH-
CKOTO 30POBbs U MHOTUe pyrue. Kakyio
PaGoTy MBI IIPOBOUM IO OOBeIMHEHUIO
HeKOMMepYeCKIX OpTaHM3aIyi, CIIPOCHTe
BbI? MeXXIyHapOJHBIU COI03 ITAalleHTOB
IIpU TOAJIePXKKe ACCOIay OPraHu3aTo-
POB 3/]paBOOXPaHEHUA B OHKOJIOTHH
CO3AJIY COBETHI OOIeCTBeHHBIX OPTaHU3a-
UM, KOTOpble OKa3bIBAIOT IIOMOITH OHKO-
JIOTUYeCKUM IarueHTaM B LleHTpaTbHOM
u IIpUBOIDKCKOM (peJtepabHBIX OKPYyTaX.
U sTa paboTa IpoJonKaeTcs B APYTUX Pery-
oHax. TobKO OO BEUHUB YCIIIV, MBI CMO-
’KeM IIOMOYb MHOTHM! Q

MockBa, Poccus

36-1 rnobanbHbIN caMMUT MO neguaTpum «JoCTUKeHUs

W UHHOBaLUuK B neguaTpum — 2022»

C OHNanH-y4acTuem

VIl MockoBCKMIA ropocKkon cbe3f negnaTpoB
C MEXPEernoHasbHbIM U MEXAYHAPOAHbLIM y4acTuemM

https://global.pediatricsconferences.org

KoHeu cheBpansi — Hayano mapta Mocksa, Poccus

www.pediatr-mos.ru

Ha4ano okta6psa Mocksa, Poccus

XXIV koHrpecc Coto3a neguatpos Poccun ¢ MexgyHapoaHbIm
yyacTtvem
www.pediatr-russia.ru

15-17 anpens Mocksa, Poccus

XVII BcepoccumcKun KoHrpecc cneumanuctos
nepuHaTanbHOM MegULMHbI
www.raspm.ru

OKTS6pb Mocksa, Poccus

Hay4Ho-npakTnyeckas KOHepPeHLMsa C MeXayHapoaHbIM
y4actnem «llepBuyHbie MMMYHOOEMPULNTBI — Ha CTbIKe
crneunanbHocTen!»

www.fnkc.online

23-24 masn BaHrkok, TamnaHpg

Poccurckuin koHrpecc «/HHOBaUMOHHbIE TEXHONOMN
B NneguaTpumn 1 OeTCKON XMPYprm» ¢ MEXAyHapOOHbIM yHacTuem

https://congress-pedklin.ru/pgs/congress

Hos6pb MockBa, Poccusa

25-11 eXerogHblni BCEMUPHbBIN KOHrpecc neamaTpos
1 HeOHaTOomNoroB o
https://world.pediatricsconferences.com

KoHrpecc Poccuinckon accoumaumm 4eTCKUX OHKOSI0roB
1 remartosioroB
https://nodgo.org

CTELVANNI/POBAHHASI TASETA
ANITIEAVIATPOB

@HE NATPUA
CErOOHA

http://abvpress.ru/registration

PACMNPOCTPAHEHUE
Mo noanucke. becnnatHo.
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[lata Bbinycka Homepa: 24 Hos6ps 2021 1.

PE[IAKLUA

PefakunoHHas rpynna:

1.M.H., npocheccop C.P. Bapchonomeesa
I.M.H., npocheccop J1.C. 3y6aposckas
K.M.H., foueHT K.W1. Knprusos

A.M.H., npocpeccop A.[l. Kynarun
A.M.H., npocheccop A. Houykosa

YYPEQUTEND

000 «M3pnarensckuit gom «AbB-npecc»
TeHepanbHbIi ANpeKTop:

Jleonnp Mapkosuy Haymos

becryiarHas mogmcka Ha raseTy 7

InasHbIit pepakTop: Anekcasap puropbesuy PymaHues
LLlech-pepakTop: M.B. Typkuta

ALPEC PE[AKLUN
WYYPEQAUTENA

115478, Mocksa,
Kawnupckoe wocce, 24, ctp. 15
Ten. +7(499) 929-96-19

Bbinyckatowmi peaaktop: U.B. Koanesa
OtBeTcTBeHHbIi cekpetaps: H0.10. LLnpabokosa

[nanitH n Bepctka: H0.B. Mepesucna
KoppekTop: W.I. Bypa

[vpekTop no pekname: A.I'. Mpunenckas
Pykosogutens npoekta: 0.A. CTpokoBckas

E-mail: abv@abvpress.ru
www.abvpress.ru

la3era 3apeructpuposaHa ®efiepanbHoil Cnyx60i No Hafzopy
B Cchepe CBSA3M, MHOPMALMOHHBIX TEXHONOTMIA 11 MACCOBbIX
KOMMYHUKauui (PockomHaz3op). CBUAETENLCTBO O perncTpa-
wm MNIA Ne dC77-74576 ot 14 pekabps 2018 1.

NEYATb

OTneyataHo B Tunorpacun
000 «tOHuoH MpuHT>
HwxHuit Hosropoa,
OKckui cbesg, 2, kopn. 1
3akas 213025

Kateropuieckin 3anpeLaeTcsi nonHas W 4acTu4Has nepe-
neyatka Marepuanos 6e3 ohuLManbHOrO Cornacks pefak-
uvn. MHeHMe pefakumu MOXET He COBMajatb C MHeHVeM
aBTOPOB. OTBETCTBEHHOCTb 33 AOCTOBEPHOCTb PEKNMaMHbIX

06wwmit Tupax 10 000 3k3. 06bSABEHNIT HECYT PeKnamofaTenu.



