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CNHCOR COKPALWEHHNA

ABK — anTaronuctsl BuTammuHa K
AI®D — aneHosuHaudocdar
AKK — aHeBpu3MasibHast KOCTHas KMCTa

Anno-TI'CK — anynoreHHast TpaHCIJIAaHTALIMSI TEMOTOATUYE-
CKHX CTBOJIOBBIX KJIETOK

ATIII — anTuTpoMOuH I11

Ay1o-TI'CK — ayTosornyHast TpaHCIUIaHTALIMSI TeMOMO3THYE-
CKUX CTBOJIOBBIX KJIETOK

AD — anemuss PaHKOHU

A®DIT — anbda-deronporenH

ADC — anTndoCcHONUITUIHBIA CUHIPOM

BK® — Bosnesnb Kukyun—®ymxumoro

BMO — 6omb111011 MONEKYISIPHBINA OTBET

bPB — Ge3peniuanBHast BbKMBAEMOCTh

BCB — 6eccobbiTuiiHAsI BBIXKMBAEMOCTh

BCBC — 6eccynopoxKHbBIN AMUICTITUYECKHAI CTaTyC
BT — 6paxutepanus

BBII — BeXMBaeMOCTb 6€3 TPOTrpecCUupoBaHUS
BBUI" — BHYTpUBEHHbIE UMMYHOTJIOOYIMHBI

B/l — BpoxkaeHHBI AUCKepaTo3

BATIXT — BbICOKOJ0O3HAS MOJUXUMUOTEPAITUS
BAXT — BbICOKOAO3HASI XUMUOTEpaTUs

B3I' — BbICOKO3710Kau€CTBEHHBIE TJTMOMBI

BMK — BbICOKOMOIEKYISIPHBIIT KHHUHOTEH

BO3 — BceMupHas opraHusanus 31paBoOXpaHeHUs
B-OJIJI — B-kJeTouyHbIit ocTphIit TMMGOOIACTHBIN JIEIKO3
BP — BeIcOKMIT prcK

BCCIO — BHeckenerHag capkoMa FOunra

BTO — BeHO3Hast TpOMO03MOOHS

B3O — BbICOKOAMETOreHHAs

T'A — remonMTUYECKASI aHEMUS

Taruto-TI'CK — rarutonneHTUYHA TpaHCIIIaHTaUsI TeEMOTI0D-
TUYECKUX CTBOJIOBBIX KIIETOK

I'b — remaro6yacroMa

I'KJI — ructrouuTo3 u3 Kietok JlanrepraHca

I'KO — repMHMHOT€HHO-KJIETOYHbBIE OTTYXOJIU

I'KC — ritoKOKOpTUKOCTEPOUIbI

I'-KC® — rpanyiouuTapHbiii KOJOHUECTUMYJIUPYIOLINAI

daxTop
I'CK — remomnosTn4ecKre CTBOJIOBbIE KIIETKUA

JI' — noHOpCcKME TPaHYJIOLMTHI

AW — noBepUTeIbHbIN MHTEPBA

JAK — neHaApuTHbIE KIETKU

HNKB — neHapuTHOKJIETOUHAsI BaKI[MHA
JJ1 — noHOpcKUe TUMMOLUTBI

JUIT — nucTaHUMOHHAs JlyuyeBasl Tepanusi
IOH — npIxaTteabHast HEAOCTaTOUYHOCTh
JHK — ne3okcupnboHyKJIeMHOBasI KMCJI0Ta
A D — necMonaHbIi HprOpoOMaTo3

KIA — xenezogeuunTHas aHEMUS
KKT — xenyno4yHO-KUIIEYHBIN TPaKT

KYC — xuszHeyrpoxaroliee COCTOsIHIE
3HO — 31okauecTBeHHbIE HOBOOOPA30BaHUSI
304 — 3m0KauecTBEHHbIE 00pa30BaHUs IMYHUKOB
WBJI — uckyccTBeHHast BEHTWISILIMS JIETKUX
NTI'X — uMMyHOTHCTOXUMUS

K — nndexuum kpoBoToka

MKP — nnTpakaHajabHOE pacrpocTpaHeHue
MM — vHBa3uBHBI MHUKO3

NM® — nHbDaHTUIBHBII MIO(PHIOpOMaTO3
NCT — uMmyHOCyIpecCUBHAs Teparns

HUT — ummyHoTepamnust

NTK— mHruouTOpHl TUPO3MHKUHA3

HUTII — umMMyHHast TPOMOOLIUTOIIEHUS
HWUTXT — unTpaTekaabHass XuMUOTepanus
NDH-y — unTepdepoH-ramma

KK — xauecTBO X13HU

KKII — BakiimHa TpoTUB KOPU, KPACHYX! W TTUAEMUIECKOTO
mapoTuTa

KM — KOCTHBII MO3T

KMH — xocTHOMO3roBasi HeIOCTaTOYHOCTh

KP — KyMynIsITUBHBIN pUCK

KCO — kpa"nuocnuHagbHOE 00JIydeHNE

KT — xommbloTepHas Tomorpapus

KCIO — xocTtHas capkoma KOunra

JIb — numdpoma bepkutra

JIM — nenToMeHUHIealbHOE MeTacTa3upOBaHUe

JIT — nyyeBas Tepanusi

JIY — numdbaTtudeckue y3ibl

JI®K — neuebHast GUKYIETYpa

JIX — numdoma XomxkkrHa

MA — MOHOKJIOHAJIbHbIE aHTUTEJIA

MA® — meTtanedpanbHag ageHoprOpoMa

Mb — MenymiobiacTtoma

M/C — MuenoauCIIaCTUISCKUIA CUHIPOM

MMUBT — MeTaiton6eH3WITyaHUANH

MKDB — MexnyHapoaHas kinaccudukauus 0oae3Hei
MKO3 — MakcuMaabHO KOPPpUTUPOBAHHASI OCTPOTA 3pEHUS
MO — MeauUMHCKasi opraHu3aLust

MOBbB — MmuHMMAaJIbHasE ocTaTOYHast 00JIE3Hb

MII3 — muenonpoaudepaTuBHbIe 3a001€BaHUS
MPT — MarHUTHO-pe30HaHCHAast ToMorpadus
MCKT — mynsrucniipaibHas KOMITbIOTepHas ToMOTpadust
MCO — meTaHedpanrbHas CTpOMaIbHAS OITYyXOJIb
HAO — HacneacTBeHHBII aHTMOHEBPOTUYECKUIA OTEK
Hb — HeilipobiacTtoma

HTI'A — HacnencTBeHHbBIE TEMOJUTUYECKUE aHEMUU
H3I' — Hu3Ko03/10KaueCTBEeHHbIE TJIMOMBbI

HOAK — HOBbI€ OpasibHble aHTUKOATYJISTHTBI

HII — nytputuBHAas moaaepxKa

HIIB — HuxxHss nos1ast BeHa

HC — HyTpuTHUBHBII cTaTyC
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HT — nacnenctBeHHast TPOMOOLMTOTIEHUST

HXJI — HexomxKUHCKas TuMdoma

H — HexenareabHbIC SIBICHUS

OBII — opraHsl OPIOLIHONI MOJOCTH

OB — 0011125 BEIXXHBAEMOCTb

OBP — oueHb BbICOKUI pUCK

OI'3 — oHKOTreMaTOJIOTHUECKHE 3a00JIeBaHUS

OI'K — opraHbl rpyaHO# KJIETKU

OJI — ocTpblif neitko3

OJIJT — ocTpbiii 1MM(OOIACTHBINI JIeiTK03

OMJI — ocTpblif MUETOUIHBIN JIETKO3

OITIT — ocTpoe TToBpexXIeHNE TOYEK

OI1D — otnaneHHbIe MOOOUHBIE (P PEKTHI

OPC — ocTpblii pecnupaTOPHbBII IUCTPECC-CUHAPOM
OC — ocTeocapkoMa

OIIl — oTHOIIEHE 1IaHCOB

IIT'O — moHEBII reMaTOIOTHISCKUM OTBET

I13 — nporpeccus 3adbosieBaHUs

TI3I1T — npoaieHHas 3aMeCcTUTEIbHAsS TOYeuHas Teparnus
I — nepBUYHBII UMMYHOAE(DULIUT

TTKA — npoTokoJ KIMHUYECKOU anpodaluu

TTKI'P — nosiHast KIMHUKO-TeMaTOJ0TMYecKasi peMUCCHUs
ITKK — noyeuyHo-KjeTOUHast KapuMHOMa

TIJIJ1 — mere1MpoBaHHBIN TUTTOCOMATbHBIN TOKCOPYOULIMH
IIMO — noaHBII MOJEKYISIPHBII OTBET

1O — nmosHbIi OTBET

I1IT — npegararHoCTUYECKUI MMEPUOT,

[II1b — nneBponyabMOHa/IbHas OJ1acToOMa

TP — nonHas pemuccus

I1CB+ — npuobpeteHHbIi cuHapoM Bunnedpanga
TICKK — nepudepuyeckne CTBOJIOBbIE KIETKA KPOBU
IITC — mocTTpOMOOTHYECKUI CHHIPOM

IIXT — nonuxuMuoTepanus

IO — ToMHBIN TUTOTEHETUYECKUIT OTBET

TP — nonuMepa3Has LienHas peakius

TIBI10 — mepBUYHOE SHAOMPOTE3UPOBAHUE OPOUTHI
Pb — petuHo61acroma

PIKM — peructp 10HOPOB KOCTHOTO MO3Tra

PUC — pagnonHayunpoBaHHBIE CApKOMEBI

PUT — perpobynbbapHast MHPY3MOHHAs Tepanust
PUT — panuoiioaTepanus

PM2K — pak MOJIOUHO Kejie3bl

PMC — pabgomuocapkoMa

PHK — pubonyknenHoBast KucioTa

P/P — pedpakrepHoe 1 peliaMBUpYylIollee TeUeHNe
PT — Pecniy6niuka Tatapctan

PTIIX — peakiiusi «TpaHCIUIaHTAT IIPOTUB XO35IMHA»
P® — Poccuiickas ®eneparyst

PII2K — pak LIMTOBUIHOM Keae3bl

Cb — cunapom biayma

C3®0 — Cesepo-3ananHblii heaepaabHbIA OKPYT
CM — comMaTHuyecKuii MO3auLu3M

CMT — capkoMbl MITKUX TKaHEH

CO/Jl — cymmapHas oyaroBasi 1o3a

CTb — crepeoTakcuyeckasi Ouorcus

CTPXT'H — ctepeorakcuueckasi paquoxupyprus «laMma-HOX»

CHO — capkoma OuHra

TA-TMA — TpaHcIJ1aHTaT-aCCOLIMMPOBaHHAs TPOMOOTHUYECKAs

MUKPOAHTUOIATUS
TI'B — TpoM603 m1yOOKHX BEH

TI'CK — TpaHcniaHTaLMsI TEMOMOATUYECKUX CTBOJIOBBIX
KJIETOK

THUADB — ToHKOUTOJIbHASI aCIUPALlMOHHAs OMOTICUS
THUP — TomrHoTa U pBOTa

TKWH — tsa:xenass KoOMOMHUPOBAHHAS UMMYHHAasi HEI0CTaTOY -

HOCTb
TKM — TpaHcIIaHTaluKs KOCTHOTO MO3ra

TMA — TpomMbOTHYECKast MUKPOAHTUOIIATUS

T-OJUJI — T-ky1eToYHbIl OCTPBIA TMMGbOOTACTHBIN KO3
TOC — TeneanrnsKTaTUYECKasE OCTeocapKkoma

TOT — ToTasnibHOE 00IyYeHUE Tela

TT — TpaHCIUIAHTALIMOHHBIE TEXHOJIOTHI

TTT — TpaHcnynuuIIpHas TEpMOTEPaUs

T®B — TpucdasHbIe BOTHBI

VBP — ynbrpaBbICOKUI pUCK

V3U — yapTpa3ByKOBOE MCCIIeJOBaHUE

VM — yBeanbHasi MelaHOMA

DA — (paza akcenepaunn

®B — dpakrop Bunnedbpanga

®BJI — ¢pyHKIMSI BHEITHETO AbIXaHUS

®XKEJT — dopcupoBaHHas XXM3HEHHAs! eMKOCTD JIETKUX
®H — ¢pebpubHas HEUTPOITEHUS

XK — xpoHUUYeCcKMii AUCCEMUHUPOBAHHBIN KaHAMI03
XMJI — XpoHUYECKUIA MUETIOUIHBIN JTEKO3

XT — xumuoTepanus

X® — xponuyeckas daza

LIBK — 1ieHTpanbHbIi BEHO3HbII KaTeTep

LIMB — nuroMeranoBupyc

HHHC — ueHTpanbHast HEpBHasl ccTeMa

YO — yacTUYHBII OTBET

YP — yacTuuyHas pemMuccus

2K — muToBuIHAas Xene3a

DBO — sHaoBacKyIsIpHAsT OKKITIO3USI

OK — anuaypajibHas KOMIIPECCUS

AT — acceHUMaNbHBINA TPOMOOLIMTO3

D3I — anekTposHuedanorpadus
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AUC — niowaab moj KpuBoit

BDPLT?20 (Platelet-type bleeding disorder 20) — HapylieHue
CBEPTHIBAEMOCTH KPOBH TPOMOOIIMTapHOTO THTIa 20

BSA (body surface area) — rio1aab MTOBEpXHOCTH TeJia

COG (Children’s Oncology Group) — JleTcKast OHKOJIOTHYe-
CKag TpyIma

COVID-19 (COronaVlIrus Disease 2019) — kopoHaBupycHast
nHdexkums 2019 .

CMMRD (Constitutional mismatch repair deficiency) — cun-
IpoM IeduIuTa B CUCTEME perlapallii HeCIIapeHHBIX HyKJIeO-
THIOB

CTCAE (Common Terminology Criteria for Adverse Events) —
Ilxana xputepureB oOl1Lel TEPMUHOJOTMHU 151 TOOOYHBIX

3 heKToB

DIPG (Diffuse Intrinsic Pontine Glioma) — nucdy3Has rimmoma
CTBOJIa TOJIOBHOTO MO3Ta

FDA (Food and Drug Administration) — YnpasneHue 1o
KOHTPOJTIO KaueCTBa MUIIEBBIX ITPOIYKTOB 1 JIEKAPCTBEHHBIX
cpencts CLIHA

FISH (fluorescence in situ hybridization) — ¢iyopecuieHTHast
rudpunu3auus in situ

IARC (International Agency for Research on Cancer) —
MexayHapoaHOe areHTCTBE MO U3YYEHUIO paKa

IDRF (Image Defined Risk Factors) — ¢pakTopsl pucka,
BBISIBJISIEMBIC TP MIPOBEICHUN BU3YAIM3alIMOHHBIX METOIOB
HCCIIeIOBAHMUS

1gG — umMyHoro0ynuHbl Kiacca G

IgM — ummyHOrIO00YIMHBI Kiacca M

INSS (International Neuroblastoma Stage System) —
MexayHapomaHasi CUCTeMa CTaINPOBaHMS HepOOIacTOMBI
IQR — mHTepKBapTUILHBIC MHTECPBAIBI

MLPA (Multiple Ligation Probe Amplification) — MHOXeCTBEH-
Hasl TUTa3HO-3aBUCUMas aMILTA(UKAIIAS

NGS (Next-Generation Sequencing) — CeKBeHIPOBaHHIE
HOBOTO TTOKOJICHUS

PBQ (Pediatric bleeding questionnaire) — [lemuarpuueckui
OIPOCHUK KPOBOTOUMBOCTH

PROS (PIK3CA-related overgrowth spectrum) — criekTp
CUHIPOMOB U30BITOUHOTO POCTA, aCCOLIMMPOBAHHBIX C MyTalll-
eii B rene PIK3CA

SIOP (International Society of Paediatric Oncology) —
MexayHapoaHoe 001LeCTBO 1eTCKON OHKOJOTUU

SIOPEL (Childhood Liver Tumour Strategy Group of the
International Society of Paediatric Oncology) — MexayHapo-
Has cTpaTerryeckasi rpyIa o uccjiefoBaHUIO NeTCKUX
onyxoJieil me4yeHu

SIOP-RTSG (International Society of Paediatric Oncology-
Renal Tumour Study Group) — Ipymnmna 1o uzydyeHuto ornyxosei
noyek MeXIyHapoIHOTO OOIIeCTBa IEeTCKOM OHKOJIOTUHN
WMDA (World Marrow Donor Association) — BcemupHas
accoIMaIus JOHOPOB KOCTHOTO MO3Ta
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Paspen |

OPFAHMU3ALHA CUCTEMHOH PABOTbI B OBJIACTH AETCKOM
OHKOJIOTUH U TEMATOJIOTUH, BKNIOYAA PASPABOTHY NOPAQKOB,
CTAHAAPTOB W RJIMHUYECKUX PEROMEHAALUH, PABHO KAR
W BONPOCHI NIEKAPCTBEHHOIO W KALPOBOTI0 OBECNEYEHHA.
NMPUMEHEHUE HHOOPMALWOHHBIX U TENEKOMMYHUKALHOHHBLIX
TEXHOJIOTUA B NOATOTOBKE KAJIPOB, CO3AAHUE E[AMHOIO
PETUCTPA CMEUMANIUCTOB U NNAHA MEPONPHATHH

Mouck HepoACMBEHHOr0 fOHOPa

KaK ycnyra
0.A. TepoBa

braecomeopumenvhuiii pond « Hayuonanvhulii pecucmp 0oHopos
Kocmnoeo mosea umenu Bacu [lepesowuxosa»

AkTyasbHOCTh. [TOMCK HEPOACTBEHHOTO TOHOPA IS BBIMOJ -
HEHMS TPAHCIUTAHTALIMU Te€MOIIO3TUYECKUX CTBOJIOBBIX KIIETOK
(TTCK) Ha ceroaHsi He SIBISIETCSI CTaHAAPTHOW MEIUIIMHCKOMN
yeayroit. B Poccwmiickoit @eneparum (P®) Havano Hepomct-
BEHHOrO JOHOPCTBA CBSI3aHO C BBIMOJHEHMEM JAHHOW YCIIyTU
MHOCTpPaHHBIM OJlaroTBOpUTeIbHBIM (poHaoM Credpana Mopiia
B 1990-X rogax. AKTUBHOE Pa3BUTHE HEPOACTBEHHOTO TOHOPCT-
Ba cpeau xxuteneit PO waunHanock B 2013 I., B OCHOBHOM C T10-
MOIIIBIO OJIATOTBOPUTEIHFHBIX OPTaHM3AIINI 1 SHTY3Ma3Ma MEeIH -
LIMHCKUX pabOTHUKOB. TakuM 00pa3oM, MOMCK HEPOICTBEHHBIX
JOHOPOB JIOXKUJICS Ha TIJICYM HEITOCPEACTBEHHO JIeUalllero Bpa-
Yya-reMarosiora Wih COTpyAHMKA JIa0OpaTOPUU, BBIMIOJHABLIEH
HLA-TunupoBaHue nauueHTa.

Ilean u 3amaun — o6ocHOBaHUE (OPMUPOBAHUS CIIELIATIN-
3MPOBAHHBIX OTAEJIOB ITO BHITIOJIHEHHIO TTIOMCKA HEPOICTBEHHBIX
JMOHOPOB IIJIST TpaHCIUTaHTAMU KocTHOTro Mosra (TKM) u/nnmm
TI'CK.

MarepuaJjbl 1 MeToAbL. [1J1s1 OCYIIECTBIEHUS] TTIOUCKA HEPOJI-
CTBEHHOro AoHOpa B HallmoHaabHOM peructpe J0HOPOB KOCT-
Horo Mo3ra (PIKM) os11 cpopmupoBad [1oMCKOBBIM ILIEHTP
(otmen moucka). DTo monmpasneaeHue, OTBETCTBEHHOE 3a B3au-
MOICHCTBUE C PErMCTpaMU HEPOACTBEHHBIX JOHOPOB B IIESIX
MPOBEIeHUS MOMCKa MOTEHIIMAIbHBIX JOHOPOB IS TTAIIMEHTOB.
CuutaeM, yTo [TOMCKOBBIN LIEHTP MOXKET OBITh KaK CTPYKTYp-
HBIM TIOApA3Ac/IeHNeM TpPaHCIUIAHTAIIMOHHONW MEIUIIMHCKOMN
opraHusannu, Tak u peructpa. [Tonckosslii LeHTp HatmoHass-
Horo PJIKM cocrout u3 nHpopMalMoOHHON CUCTEMbI 1 OTaea
noucka goHopa kKoctHoro mosra (KM). Ilpu ¢popmupoBaHuu
nonpaszaeneHus IouckoBoro uentpa B HamonansHom PJIKM
ObUTM YUTEHBI HEOOXOAMMbIE KOMIIETEHIIMY U3 TIpoheCCUOHATb-
HBIX CTAHIAPTOB TS TTOA00pa COTPYIHNKOB ¢ HAJTMIMEM HaBbI-

PA3JEN I

KOB OpraHM3alli1, COTJIACOBAaHMS U TUTAHUPOBAHMUS TTPOIIECCOB
noaodopa, 3aroTOBKU M JOCTaBKU FeMOITOITUYECKUX CTBOJIOBBIX
kjerok (I'CK), opraHuzanuu u TjaHUPOBaHUS ONTUMATbHONI
3arpy3ku u BpemeHu ucnosHeHus pabotr mo TI'CK, tpebGosa-
HUI K 3HaHUSIM B obOyiactu HLA-TunmmupoBaHusI 1 HEOOXOnu-
MOCTH OLIEHKM COBMECTMMOCTH TI0 MEIUKO-OMOJIOTHIeCKUM
rapaMeTpaM TOTeHILIMAIbHBIX JOHOPOB. B IlonckoBoMm 1ieHT-
pe paboTaroT Bpay-opraHMU3aTop 3ApaBOOXPAHEHUs, Bpay-Me-
TOAWCT, COELMATUCT B 00JACTM KJIMHUYECKON JabopaTopHOit
JUArHOCTUKHU (C BBICIIUM MEAULIMHCKUM WJIM OMOJOTMYECKUM
obpaszoBaHueM). Takke ObLIM ONMUCAHbI U CTAHIAPTU30BAHbI BCE
3TaIrbl padoT IO TTOMCKY HEPOICTBEHHOTo JoHOpa. OCHOBHBIM
WCTOYHMKOM CTaHAAPTU3ALUN SIBJISIICSI MHOCTPAHHBIN OITBIT
KOJIJIET U CTaHIapThl, pazpaboTaHHble BcemupHoii acconmanm-
eii noHopoB KM (WMDA). ChopmupoBaHbI yCIyT ¢ pacueToM
BCeX 3aTpar.

PesyabraThi. Bcero 66110 mogo6paHo v BbIMOJIHEHO 3arOTOBOK
I'CK ot 205 nonopos P® B niepuoz ¢ 2019 r. mo 08.2023, u3 Hux
7—820191.,16—820201,29—B20211.,81—-820221,71 —B2023 ™0
(Ha koHen aBrycra). OT IOHOPOB U3-3a py0eka OBLIO BHITIOJTHEHO
79 3aroroBok 'CK:3—-82020r,22—-820211,21 —B20221.,33 —
B 2023 . (Ha KoHel aBrycta). CpemHee BpeMsI ITogdopa HepoI-
CTBEHHOTO JToHOpa B PD 1 mHOCTpaHHOTO COCTaBUIO 21 NEHB,
cpemHee BpeMs oT 3arpoca Ha 3arotoBky ['CK mo coopa kieTok
oT toHopa — 1 Mec mist moHopoB PD u 1,5 Mec 11t MHOCTPaHHBIX
IOHOPOB. B paMKax TocygapCTBEHHO-YAaCTHOTO ITapTHEpPCTBA
66 nyxnpatomuyxcsa nauueHToB I'BY3 «Mopososckas JAT'KB
A3M» TOIy9IWIn YCIIyTH 1O MOUCKY HEPOACTBEHHOTO JTOHODA,
n3 Hux 18 manmeHTaM nocraBwin TpaHciuiantat I'CK ot Hepon-
CcTBeHHOro goHopa u3 Poccuu, 24 — ot 3apy0OekHOTO TOHOpA.

BoiBoapl. BeineneHue otaesna momucka u popMrupoBaHUE IIITa-
Ta COTPYIHUKOB IO3BOJMJIO COKPATUTh MOMCK HEPOICTBEHHO-
ro JoHopa A0 8 Hex npu moHope u3 PD u go 10 Hex mpu MHO-
crpaHHOM noHope. Co3maHue yeayr Mo MOMCKY MO3BOJMIIO TTPU
rOCyJapCTBEHHO-YaCTHOM ITapTHEPCTBE OOECIEYUTh IMalMeH-
ToB 'BY3 «Mopo3zosckas JII'Kb JI3M» kak poccuiicKkumu, Tak
M MHOCTPAaHHBIMM JTOHOPAMMU 3a CYET TOCYAapPCTBEHHBIX CPENICTB.
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Mpoerm «CHeHKUHKA».
Coxpanenue thepmunbHocmu y gemeil
C OHKonoruyeckumu sabonesaxHusamu.

Hauyano
C.A. Kyaepa'-2, O.E. Jlapunosuy', A.I1. Kapunkuii'

'DI'BY « Hayuonanvholtii MeOUUUHCKUTL UCCAO08AMEAbCKUL UCHMD
onkonoeuu umeru H.H. [Temposa» Mumn3zopasa Poccuu,
Cankm-Ilemepbype;
2OI'BOY BO «Cankm-Ilemepbypeckuii 2ocydapcmeeniblii
neduampuueckuii meouyuHckuil ynueepcumem» Mun3zopasa Poccuu

AkTtyanabpHocTh. HaumHasi ¢ 1960-x romoB, oTMevaercsl Hey-
KJIOHHBI POCT MOKa3aTeJsiei BbBIXKMBAEMOCTH JIETEM CO 3JI0Kade-
cTBeHHOM narojorneit. Ha mmanere yxke 600 000 rmepexuBIINX
pak B IeTCTBe, Kaxablii 20-i1 BeokUBIINMI Mojoxe 40 yet, 1 u3
640 yenoBek B Bo3pacte 20—39 jeT B meTCTBE MEPEXUI pak,
B 2025 1. mporHo3upyetcs 19 MJIH BBDKMBIIIUX OT 3TOrO HEIyra.
Bce varie neTu ¢ OHKOJIOTMYECKMMU 3a00JI€BaHUSIMU U UX PO-
JUTENIN 00palllaloTcsl K HaM C BOITPOCOM: «A OyAyT JIU y HAC AETU
U BHYKU?» Kak 00bSICHUTh MOJIOIOMY YEJIOBEKY, IePEXKUBIIEMY
pak, 9TO IIPOTHBOOITYXOJICBOE JICUeHNE 00IaMaeT BEICOKOM CTe-
MEeHBbI0 TOHAOTOKCUYHOCTH U BEPOSITHOCThH OTUIOMOTBOPEHUSI
B OyayIIieM Mopoii CTpEMUTCS K HyT10?

e u 3amaun — co3maHue ITPOTOKOJIOB KIMHUYECKOTO UC-
CJIeIOBAHMSI IO COXPaHEHUIO (DEPTUIBHOCTU Y J€BOUEK U MaJlb-
YUKOB MpeanyoepTaTHOro 1 mydbepraTHOro Bo3pacra. KitoueBoit
TOUKOI MCCIeA0BAHMSI CTAJIO CO3/laH1e KpruobaHKa OMoaoruye-
CKOro MaTepuarna.

Martepuanst u Metoapl. Hactosiimas pabora sBisieTcss ofi-
HOIIEHTPOBBIM, PaHIOMU3MPOBAHHBIM UCCJEAOBAaHUEM IIO
COXpaHEHUIO (PEPTWIHHOCTU Y MeBOYCK M MAIBUMKOB ITPEIITY-
OGepTaTHOrO M MybepTaTHOro Bo3pacta. Co3maHbl 3 MPOTOKOJIA:
«CoxpaHeHue GepTUILHOCTU Y MaTbYMKOB C OHKOJOTUYECKUMU
3a00JIeBaHUSIMY TIPEIITyOepTATHOTO 1 ITyOepTaTHOTO BO3PACTa»,
«CoxpaHeHue (HepTUIBHOCTA Y MaJIbYMKOB-ITIOAPOCTKOB C OH-
KOJIOTMYECKUMHU 3ab0oseBaHusIMU» U «CoxpaHeHUe (PepTUlib-
HOCTH Y IEBOYEK TPeNITyOepTaTHOTO U MTyOepTaTHOTO BO3pacTta
C OHKOJIOTUYECKMMU 3200JIEBAHUSIMU».

PesynbraTel. [I1s1 qeBouek npearnyoepTaTHOro Bo3pacTta pe-
KOMEHJIOBaHO JIaITapOCKOIIMYECKOe YaaJeHNe OTHOTIO SIMIHUKA
B LIEJISIX KPUOKOHCEPBAIIMKA KOPKOBOTO CJIOSI METOIOM MEUICH-
HOI 3aMOPO3KM TKaHU Tepe HayaJoM FOHaJ0TOKCUYHOTO Jie-
yeHus1. JlaHHBI MaTepuall MOKET XPaHUTBCS B XKUIKOM a30Te
(mpu —196 °C) HeorpaHMUEHHOE KOJUYECTBO BPEMEHU 10 MO-
MEHTa BbI3IOPOBJICHUS peOeHKa U HACTYIIJIEHUSI TTepruoa MoJio-
BOTO co3peBaHus. [Tocie BbI3HopoBAeHNS TKAaHb KOPKOBOTO CJIOS
SIMYHUKA MOXKET OBITh JIATAPOCKOMUYECKU ayTOTPAHCILIAHTUPO-
BaHa B OPIOIIHYIO MOJOCTh MOJIOJOM XXEHIIMHBI, YTO CO3ACT el
PENPONYKTUBHBIN TOPMOHAJIBHBIN (DOH M CITOCOOHOCTH K CaMO-
CTOSITEJIBHOMY 3a4aTHIO U pOXKAeHU IO pedeHKa. bbuiu pa3pabora-
HbI CMIOCOOBI criaceHust hepTUIBHOCTU U Y MaJIbYMKOB — COXpa-
HEHME raMeT (CIIepMaTO30MI0B), SMOPHUOHOB, PEITPOTYKTUBHBIX
KJIETOK (CYCTIEH3UU TECTUKYJSIPHBIX KJIETOK) U TKaHe#l (TKaHu
TECTUKYJT), UYTO MO3BOJISIET 00€CIEeUUTh JOJTOCPOYHOE XpaHEHHE
OMoJIornYecKnx oopa3ioB BHe opraHn3ma. OIHOM 13 OILIWIA 1711
TaKUX JIeTell MOXET ObITh KPMOKOHCEPBAaLMs TKAaHU SIUYEK, OJ-
HaKO METOJMKa BCE ellle SIBJSIeTCS] SKCIIEPUMEHTAIbHOM U MPU-
MEHsIETCS KaK 4YacTh KIMHUYECKOTO ucciemoBaHMs. Ee cyTh
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3aKJIovaeTcs B MeaJieHHo 3aMopo3ke rpu —80 °C TKaHU sINYeK,
coaepxKalleil criepMaTOroHuaIbHbIe CTBOJIOBBIE KJIETKM B LIESIX
MX TIOCJIeAYIOLIe ayTOTpaHCIUIaHTAlMKM J1JIS1 KOJTOHU3AlUU Ce-
MEHHBIX KaHaJibleB. [10JI0BbIE CTBOJIOBbIE KJIETKM MOTYT ObITh
COOpaHbl U KPUOKOHCEPBUPOBAHBI IIepe] HAYaoM JICUCHMS
3aTeM ayTOTPAHCIJIAHTUPOBAHbBI B CEMSIBBIHOCSIIIIME KaHAaJbLIbI
TocJjie 3aBepllIeHUs JeUeHHUs, UTO SIBSIeTCS TEXHUYECKHU BbIIOI-
HUMBIM, HO HE UMEET Pe3yJIbTaTOB KIIMHUYECKOTO MPUMEHEHUST
JIO HACTOSIILIETO BPEMEHU.

BoiBoapl. Co3naBaeMble BHICOKOTEXHOJOTMYHbBIE METOAMKU
1Mo 3a00py U KPMOKOHCEPBALIMM TKaHEW B LIEJSIX COXPaHEHMSI
(hepTWIBLHOCTH y IeTel MPeAnyoepTaTHOrO 1 My0epTaTHOTO BO3-
pacTa, a Takke KpuobaHK «CHEXMHKa» MO3BOJISIT OCYILIECTBUTD
JKeJJaHNe BCeX POAMTENIe — MMETh IeTell M BHYKOB. [Ipobiembl
B BHJIC MCTIOJIb30BaHMUS KAUeCTBEHHBIX PACXOTHBIX MAaTEPUATIOB,
TECTUPOBAHUS KAUeCTBa PEIIPOAYKTUBHOIO MaTepuasa, aBToMa-
TU3UPOBAHHOIO IIPOTPAMMHOI0 00eCIIeUeHMSI IJIsI aHAIM3a KOH-
TULMU pelIaeMbl B CPETHECPOYHOM MePCIeKTURE.

Ponb u akmyanbHocmb
Hympuyuonoru4yecKoro fuarHosa

ML.A. Kyuep', A.}O. Bamypa® 3, T.A. Kosryn?,

10.A. Anbivosa?, /1. B. JIurBunos?
!Hayuno-uccaedosamenvCckuil uHCmumym 0emcKkoi OHK0A02UL,
eemamonoeuu u mpancnaianmonoeuu umenu P.M. Topbauesoit ®IHOY BO
«[lepewiit Cankm-Ilemepbypeckuii eocydapcmeentbiil MeOUUUHCKUL
yHusepcumem umenu akademuxa U.I1. I[laerosa» Munzdpasa Poccuu;
2QI'RY «Hauuonanvholii MeOUUUHCKUL UCCAC008AMENbCKULL UEHMD
0demcKoti eemamonoeuu, OHKOA0UU U UMMYHOA02UU uMeHU JIMumpus
Poeauesa» Munzopasa Poccuu, Mockea;

JPIAOY BO «Poccuiickuii HAUUOHANbHBLIL UCCAC008AMENbCKUIL
meoduyunckuil ynueepcumem umenu H.U. I[Tupoeosa» Munszdpasa Poccuu,
Mockesa

AKTyaJbHOCTh. B 3aBHCUMOCTH OT HO30JOTMU OITyXOJIEBOTO
npoliecca BEPOSITHOCTb MPO0JeM, CBI3aHHBIX C HApYLIEHUSIMU
HyTpuTtuBHOTO cTtatyca (HC) npu nepBuyHOM rocnuTainu3aluu,
MoxeT coctaBisaTh 10—50 %, a B mpoliecce JiedeHusl JOCTUTATh
100 %. HepocTaToOuHOCTh MUTAHUS U OXUPEHUE SIBIISIOTCS Ca-
MOCTOSITEIBHBIMU  (paKTOpaMu HEOJIaromprUsITHOIO IIPOTHO3a,
CHIKAIOIIUMM 001IyI0 3(Pp(peKTUBHOCTh nedyeHusa. [Ipu stom
nuarHoctuka HC B oHKoneauaTpuu 4eTKO He perjjaMeHTUpOoBa-
Ha, 4TO B YCJOBUSX HAJIMUMS OOJIBIIIOTO KOJMYeCTBA (haKTOPOB,
OKa3bIBAIOIIMX BIMSHUE Ha (DYHKIMOHMPOBAHUE IHIIEBAPU-
TEJIbHOW, HEPBHOM, SHAOKPUHHOM U JIPYTMX CUCTEM, CO3[AET
MIPEAITOCHUTKA K HECBOSBPEMEHHOMY PacIlO3HABaHMIO HapyIlle-
HUI MUTAHUS U, COOTBETCTBEHHO, HEAIEKBATHON HYTPUTUBHOM
nonaep:xkke (HIT).

Ilenu u 3amaum — ompeneauTh Kpurepuu st oneHkn HC
¥ YCTAaHOBJICHUS HYTPUIIMOJIOTUMISCKOTO TMaTHO3a B OHKOIICAM -
aTPUHU B LEJSX YIAYIIIeHUS 3(PPEKTUBHOCTH TPOTUBOOITYXOJIC-
BOTO JICUCHUSI.

Marepuajsl 1 MeToabl. [IpoBeneH aHaIU3 KIMHUYECKUX ac-
MEKTOB, TPEUMYIIECTB U HEAOCTATKOB CYIIECTBYIOIINX CKPU-
HUHTOBBIX HIKaa oueHku HC, aHTponmoMeTpuyecKMUX IOKasza-
TeJIeil, METOIOB OMpEeIeICHMSI COCTaBa Tejla, KiIacCu(pUKaImii
HapylleHUid TIMTaHMsI corjacHo BceMupHoil opraHuzauuu

PA3AEN I
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3apaBooxpaHeHus (BO3), MexayHaponHoii Kiaccudukaiyuu
oose3Heit (MKDB) 10-ro mepecMoTpa 1 mpodUIbHBIX MEIULIMH-
CKMX COOOIIECTB.

Pesynsratsl. B PO 1o coctostnuio Ha 2021 1. 3a60s1eBaeMOCTh
3JI0KaYeCTBEHHBIMU HOBooOpaszoBanusimu (3HO) mnpoponxka-
eT YBeJM4uBaThcs, 1Mo cpaBHeHMIO ¢ 2020 I. MpUPOCT COCTaBUI
4,4 % w cpeau IeTeil OCTaeTCsl Ha BHICOKOM YPOBHE, COCTABJISIS
0,6 % ob1iero ymcia Bcex 0OJBHBIX ¢ OHKOoIMarosiorueii. Oo1e-
MPU3HAaHHO, YTO AueTorepanus u HIT aBisioTcst HeoTheMIeMOoi
YacThIO JIEUeOHOTO TIpollecca B OHKOJIOTMH, TTO3BOJISIIOT YiIyd-
LLIUTh Pe3yabTaThl OCHOBHOTO jJeueHus:. Bua u oobem HII cpenu
npouux dakropos onpenensiercs HC 601bHOro — KOMITJIEKC-
HBIM TIOKa3aTeJieM, XapaKTepu3ylolnM (u3ndeckoe pa3BUTHE
pebeHKa, MeTaboMIecKUil cTaTyc, (PyHKIIMOHAIBHOE COCTOSI-
HHUE OpPTaHOB U cucTeM opraHu3Ma. OHAKO B OHKOTEIUATPUU
JI0 HACTOSIIIIETO BPEMEHU HET «30JI0TOTO CTaHIapTa» HYTPUIIU-
OJIOTMYECKON OlleHKU. Mesi eqmHOro HyTPUIIMOJOTUYECKOTO
JIMarHo3a Ioipa3yMeBaeT MoC/IeI0BaTeIbHYIO0 MHTETPAIINIO YKe
W3BECTHBIX, BAJIUIUPOBAHHBIX M arpoOMPOBAHHBIX ITOIXO/IOB
JUTST “HAuBKUayanbHO# onieHku HC ¢ moaBeneHreM MpakTUKY-
IOIIETO Bpaya K OMNpeNe/eHUI0 ONTUMaIbHOU U 2Gh(hEeKTUBHOM
TaKTUKU U BBIOOpY Haubojee moaxonmsuiero meroga HIT. Ha
OCHOBaHWM COBPEMEHHBIX IPEICTABICHUI O TIaToreHese Oen-
KOBO-3HEPreTUYECKO HEJ0CTaTOYHOCTU M KaXeKCUH, Mo00d-
HBIX 3(DheKTaxX U OCJTOXKHEHUSX TTIPOTUBOOITYXOJIEBOTO JICUSHUS,
MMEIOIINXCST MHCTPYMeHTOB olleHkn HC, ux cucremaTusanmu,
copMHpPOBaHBI KOHTYPBI €MUHOTO 4-CTYyEHYaTOr0 HYTPUIIM-
OJIOTMYECKOTO TMarHO3a, BKIIOYAIOIIETro: 1) MUIeBoi aHaMHe3
(0COOEHHOCTU TIMIIEBOTO TMOBEAEHUSI, HEMePeHOCUMOCTb OT-
JIEIbHBIX KOMITOHEHTOB TWIIW, TIWINEBasl ajjieprus); 2) cKpu-
HUHT U nociuenymoliyto oueHky HC Ha ocHOBaHUU aHTpornoMe-
TPUIECKMX, TAOOPATOPHBIX TOKA3aTes el 1 JaHHBIX COCTaBa TEJIa;
3) ypoBeHb aJTMUMEHTAIIMU ¥ BO3MOXHOCTD TIEPOPATIBHOTO ITUTa-
HUST; 4) OLIEHKY CTPYKTYPHOTO COCTOSIHUSI M (DYHKIITMOHAJTbHOU
CMOCOOHOCTH XenynouHo-KueyHoro TpakTa (XKKT), Hanmnuus
SHIOKPUHHBIX M META0OTMIECKUX HAPYIICHUIA.

BoiBoapl. HC — 3T0 KOMIUIEKCHBII TIOKa3aTeb U €ro OTpa-
JKEHUEM MOXET ObITb HyTPULIUOJOTUYECKUI TUAarHO3, KOTOPBIA
MOTEHUUAIBHO TO3BOJIUT OMPEAENISITh AKTYalbHOE COCTOSIHUE
HC, nmporHo3upoBath pucku pa3BUTHSI HYTPUTUBHON HEIOCTA-
TOYHOCTU U OXUPEHUS, PeaIU30BbIBATh CBOEBPEMEHHYIO, TEp-
COHU(UILIMPOBaHHYIO U palmoHanbHyo HII, 1 Takum ob6pazom
MOBBICUTDH 3P PEKTUBHOCTD JICUEHUSI OHKOJIOTMYECKUX 3a00J1e-
BaHUI.

PA3AEN I

JNeKMpoHHbII hacnopm cnyxobl
no npohunio <femcras oHKonorua
U remamonorud». Jkcnepmuas cucmema,
paspabomaHHas ¢ npuMeHeHuem

mexXHonoruil UHKeHepuu 3Hanui

A.C. Ciunun, ®.H. Koctun, M.O. Crapukos, B.B. JIémkun
OI'RY «<HMHUI] JITOHU um. Jimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea

AKTyanbHOCTB. B Hallieii moBceIHEBHOM KU3HU C PyTUHHBIM
cOopoM, XpaHEHUEM, 0OpPaOOTKON U aHATU30M OTPOMHOIO KO-
JinyecTBa UHGOPMALIMU JaHHBIE CTAJIA BE3AECYLIUM MTOHSITUEM,
HauYMHas OT 00JIaCTU MAIIUHHOTO OOYyYEHUS U UHXXEHEPUU U 3a-
KaHYMBasi 5)KOHOMUKON U MeTULIUHOM. JIJ1s1 BO3MOXHOCTHU 00€ec-
MeYeHUs aKTyaJIbHOCTU MHOOpMAlUU, MPOBEACHUS aHAIUTH-
KU, KaK TUHAMUYECKOW (aHAJIN3 OJHOTO OOBEKTAa B pa3iUyHbIC
OTPe3KW BPEMEHM), TAaK U CPABHUTEIbHON (MEXIY pa3INYHbI-
MU MEIUUMHCKUMU opraHuzauusimu (MO), peruoHamu, e-
JIepaTbHBIMUA OKpPYyTamMu), KOJUIEKTUBOM crieninanuctoB OI'BY
«HMUWI AT'ON um. Imutpus PoraueBa» MunznpaBa Poccun
ObU1a pazpabotaHa v BHenpeHa (B 2020 r.) cTaBiiiast OCHOBOM 15T
DJIEKTPOHHOTO TIACTIOPTa CIIYXOBI IO POMIITIO «IeTCKast OHKO-
JIOTUSI U TeMATOJIOTUST» DJIEKTPOHHAsI CUCTEMA KOHTPOJIS Kave-
CTBa OKa3aHUS MEIULIMHCKO TOMOIIIH.

Iean u 3agaum — co3gaHuWe U TPEACTaBICHUE COBPEMEH-
HOW METOAMKM pa3pabOTKM 3KCHEPTHBIX CHUCTEM Ha OCHOBE
WHXEHEepUY 3HAHMI, OLIEHKA OpraHM3alliu OKa3aHUs CIeln-
aJTM3UPOBAHHON MEIMUMHCKON MOMOILIM [IJIsI BO3MOXHOCTU €€
COBEPUICHCTBOBAHUS C NTPUMEHEHUEM 3JEKTPOHHON CUCTEMBI
OIICHKM Ka4yecTBa MPOMIIIBHOM CITy>KObI, TEXHOJIOTHI MHXKEHE-
pUU 3HAHUM.

Marepuajsl 1 METOIbI. DJICKTPOHHBII MACIIOPT CIIY>KObI BXO-
JIUT B COCTaB 3JICKTPOHHOM CHUCTEMbI OLIEHKM KayecTBa OKasa-
HUs MPpOoGUIbHON MEIUIIMHCKON momoInu. B HeM comepxXuTcs
aHAIMTUYEeCKass MHGOPMAIIMS O KaXKI0M YPOBHE MPOMIILHOM
CIIyKO0bI Kaxaoro cyobekra P®. JlaHHbIE IpeACTaBICHbI B BUIE
BJIEKTPOHHOI (hopMBbI M BKITI0OUatoT 0oJiee 2500 rmoieit. DTu moJjis
OOHOBJISIIOTCSl KaXK[ble IOJIroJa M IPEACTaBICHbI B YIOOHOM
rpaguueckoit hopme. DIEKTPOHHBIN MACIOPT CIYKObI IETCKO
OHKOJIOTUM-IeMAaTOJIOTMU UMEET 3 YPOBHS IPEACTaBICHUST NH-
(opManu: rocynapcTBeHHBIN, (heaepalbHbIi U CYyObEKTOBBIMA.
Ha xaxnmom 13 3Tux ypoBHelt oroopakaercss nHpopmauus o 21
KJIIOYEBOM ITapaMeTpe, XapaKTepusylolleM ciayxo0y. Ha ypoB-
He deaepalbHOrO OKpyra Takke MpeacTaBlieHa MHdopmailus
MOIYJISIIMOHHOrO KaHuep-peructpa ®I'bY «<HMUIL AT'OU
uM. JImutpus PoraueBa» MunsapaBa Poccun. Ha cyobekToBOM
YPOBHE 3JICKTPOHHOTI'O I1acIIOpTa TaKxXKe MpeAcTaBlieHbl 0a30Bast
cTaTHCTHYecKasi MHbOpMalLvsl, KOHTAaKTHbIE JaHHbIE M OUHA-
MUKa u3MeHeHuii 30 KpuTepueB, COINIACHO CHCTEME OLIEHKU
KauecTBa oKa3aHUs MPOGUILHON MEAUIIMHCKOM MOMOIIHN. DTO
IO3BOJISIET OLIEHUTh U CPABHUTh KAY€CTBO OKAa3aHMS MEIULIMH-
CKOI1 MIOMOIIY B CIIy>K0€ IEeTCKOI OHKOJIOTMU-TeMaTOJIOTMY Ha
pa3IMYHbIX YPOBHSIX, B TOM YHUCJIE€ C BO3MOXKHOCTBIO IIPOBE/IC-
HUST IMHAMAYECKOM OLICHKU.

Pesynpratel. Peanu3oBaHbl  clieiyroliue BO3MOXHOCTH:
1) ouenka Bcex MO 3-ro ypoBHSI, OKa3bIBaIOIIUX MOMOIIb 1O
MpoWI0 «IeTcKas OHKOJIOTMSI U reMartosiorusi» B PD, mpo-
aHAJIM3MPOBaHA JMHAMHMKA OpraHU3alldM CIY>XObl MO CTpaHe
B LIeJIOM; 2) CpaBHEHME OpraHu3alliMi U KayecTBa MpodUIbHON
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MEIUIMHCKON MOMOIIM B OTAEAbHBIX KIIMHUKAX, (penepagbHbIX
OKpyrax, a Takxe paHxxupoaHue MO B nuHamuke; 3) nposeje-
HUE OLIEHKM CUTyallMu Ha deaepaibHOM YPOBHE.

BoiBoapl. [lpyiMeHeHUE TEXHOJOTM WMHXEHEepPUM 3HaHUM
C TIOCHeayIoIIUM MpeacTaBieHeM JaHHbIX MeTOJaMU BU3Y-
aJIbHOW aHAJIUMTUKU 00eCreuyrnBaloT 3 OCHOBHBIX MPEUMYLIECT-
Ba IO CPaBHEHUIO ¢ TPaAULMOHHBIMM 3allpocaMM K 0ase JdaH-
HbIX: 1) mosb30BaTEIb MOXET UCCAEA0BATh «O0JIbIIINE TaHHBIE»
B peXXMME CaMOOOCITY>KMBAaHUS «YKaXXU W IIEJKHW», B OTINYNE
OT HamucaHus 0a3bl JAHHBIX, 3a4aCTyl0 TPEOYIOLIMX CO3AaHuUs
3aMPOCOB BPYYHYIO; 2) CJIOXHBIE UEU MOTYT OBITh SICHO U (-
(eKTUBHO MepeaaHbl B BUJIe BU3yaJIbHBIX rpapuKOB, a HE B BUJE
TaOJIMYHBIX JTaHHBIX, BHIBOAUMBIX U3 TPAAULIMOHHOIO 3aIpoca
K 0a3e JaHHbIX; 3) UHCTPYMEHTBI BU3YaJbHOW aHATUTUKNA MOTYT
0ToOpaxathb 00JibIIMe 00beMbl OT(UIBTPOBAHHBIX JAHHBIX Mpa-
KTUYECKHU B pealbHOM BpeMEHU.
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Paspen Il

JNMUAEMUONOTHYECKUE UCCNENOBAHNHA B OBJIACTH
JETCKOH OHKOJIOTUW U TEMATOJIOTUH B CYBBERTAX
POCCHHCKON ®WEQEPALMMN U CTPAHAX CHT,

A TARHME NPUHUMUNDI PETHUCTPALWUN U MOHNUTOPUHTA NALIMEHTOB
B AETCKOH OHKOJIOTHH U TEMATOJIOTHH

Pe3ynbmambl CpaBHUMENbHOro
(hapMaKo3KOHOMUYECKOro aHanu3a
MemojioB npohunakmuKku peakyuu
«MpaHcnaaHmam npomus Xo03auHa»

y Aemeii ¢ remo6nacmo3samu:

onbim opiHoro Lienmpa

A.B. Aopocumos', /I.C. biunos!, E.B. biannosa?, M.A. Macuan!
'QI'BY «HMHUI] ITOU um. JImumpus Poecawesa» Munsopasa Poccuu,
Mockea;
2DIAOY BO «Ilepsviit Mockosckuii 20cy0apcmeeHHblil MeOUUHCK UL
yHusepcumem umenu M. M. Ceuenoséa» Murn3zopasa Poccuu
(Ceuenoeckuii Ynusepcumem), Mockea

AkTyampHOCTh. OrieHKa croumocTu ajmioreHHoit TI'CK
(anno-TI'CK) u mocaeayroliero HaOMOAEeHUS MalMeHTOB MO-
pexXHeMY sIBJISIETCsI cepbe3HOoit TpobaeMoii. [TpoBeneHue dap-
MaKO3KOHOMUYECKOTO aHaJIi3a, HECMOTPS Ha IIIMPOTY IIpUME-
HEHMSI MeToda JIeYEHMSI B OHKOTeMaTOJIOTMYECKON TpaKTUKe,
3aTPYIHEHO BCIICACTBUE CJIOXKHOCTHU OILIEHKM CTPYKTYPHI 3aTparT,
MepuoaMu3aliMy 3TAoB OKa3aHUs MEIUIIMHCKON MOMOIIU pe-
murmeHTaM ['CK, HeoOXoanMocThio (hapMaKO3KOHOMUYECKO-
o MOJCJMPOBAHMS, BAPUATUBHOCTHIO KOHEUHBIX CYpPOTaTHBIX
¥ KIIMHUYIECKUX TOUeK. OCIOXHSICTCS TUCKYCCHS MCITOIb30Ba-
HUEM pa3HOOOpPa3HbIX MOAMMUKALIMI TeparneBTUUYeCKUX OIMLIUIA
B OTHOIIICHUH TTOATOTOBKY ITAIIMEHTA K OIepaliy 1 Ipoduiiak-
THKH OCJTOKHECHUA.

enu u 321241 — MPOBECTU CPABHUTENIbHYIO OLIEHKY KIVMHU-
KO-9KOHOMMYECKOU 3 HEKTUBHOCTHU 2 HAUOOJIEE YACTO UCTIONb-
3yeMbIX TEXHOJOTUYECKUX TIaT(HopM MPpodUIaKTUKU peakiuu
«TpaHcruianTatr npotuB xo3snHa» (PTITX) — TCRap/CD19-
JETUICIIUY U ACTUICLIVNY in Vivo BBICOKUMMU A03aMU IUKIodocha-
MWJIa, U3YYUB OCOOEHHOCTH KaXI0TO U3 ITUX METO/IOB B peajb-
Hoi1 mpakTuKe ogHoro LleHTpa.

Marepuaast u Merombl. [l oOlLieHKM ObUIM  TIOMO-
Opanbl aBe “match paired” rpynnbel geTedl, KOTOPBIM
Oblla MpoBeAcHA TPaHCIUIAHTALUMS TI0 OJHOM U3 MeTo-
IUK MO TMoBoay remob6jacro3a B Tniepuon ¢ mag 2013 n
no stHBapb 2021 . B ®I'BY «HaumoHanbHbIM MeIULIMHCKUIA
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HCCIIeI0BATEIbCKII LIEHTP AETCKOI IreMaTOJIOTMM, OHKOJIOTUU
1 UMMyHoJioruu umenu Imutpust PoraueBa» Munsnpasa Poc-
cuu. I1o moaydyeHHBIM MOKa3aTe M KIMHUYECKO# 3(hpeKTUB-
HOCTH (IIOCTOBEPHOCTD PAa3INYMii BHIIIOJHEHA C TIOMOIIBIO HE-
napamMeTpuuyeckoro kpurepuss MaHHa—YUTHM) HA OCHOBAaHUU
Moaenun MapkoBa TpoBeneHO (apMaKOIKOHOMUUYECKOe MO/e-
JINpOBaHUE, OIpeaeieHa CTPYKTypa 3aTpaT W BBIOJHEH dap-
MaKO9KOHOMUYECKUI aHaIU3 «3aTpaTbl—3(PHOEKTUBHOCTh» , UH-
KpEeMEHTaIbHbII aHaIu3 «3aTpaThl—3(p(GEKTUBHOCTb», a TaKXkKe
MPOM3BEIEeH pacyeT IToKa3aTesieli CTOMMOCTH OTIepallii depes
5 JIeT ¢ y4eToM OMCKOHTUPOBaHMS. B KauecTBe KOHEUHBIX TO-
YeK MCMOoIb30BaHbI pe3ynbrarhl 06011el (OB) n 6eccoObITUITHOM
(BCB) BBCKMBaeMOCTH, a TAKKe BEKMBACMOCTHU 0€3 pa3BUTHUS
PTIIX u peumauBa. 3atpaThl pa3iesieHbl HA 2 BPEMEHHbIX Te-
puona: 1-ii atan — no 30-x cyrok nocie TI'CK u 2-it atanm —
¢ 31-x cyrok mmocine TI'CK m mo 1 roma. Pacxomsl pa3mesieHBI Ha
MpsIMbIe W HETIpsSIMbIe. 3a HeTIPSIMbIE PAacXObl B3SITHI CPEIHUE
UG P UMEIOLINXCST COLMATBHO-9KOHOMUYECKUX JTaHHBIX.

Pe3yabraTei. O011IME 3aTPaThI IS 2 3TAIIOB OBLIN COTIOCTaBU-
MBI 115t 06eunx matdopm: TCRap/CD19-nemnenun — 6802,162
ThiC. py0.; PtCy — 7425,729 ThIC. py0. 3aTpaThl HEPAaBHOMEPHO
pacIipeieIeHBI 10 3TaraM: 1-if 3Talr IBJIsieTcsT 00JIee TOPOTOCTO-
smmm 1utd atdopmsl TCR, Bropoit — s PtCy. [1pu ananusze
«3aTpaThl—3(p(GEKTUBHOCTL» Kaxkaasli enuHuilia 3(pEGeKTUBHO-
ctu (1 % BbIKMBaeMOCTH 3a 1 rof KypaLuu) 00XOIUTCS JOPOXKE
s mnatdopmel PtCy, kpome OB 1 BCB B niepBbie 30 cyT mo-
cne TTCK. C yuetom pekomeHnosanHoro BO3 koadduimenra
JUCKOHTUpOBaHuUs B 3 % 3a rof, 3a 5 JieT rogoBasi CTOUMOCTb
3aTpaT misg Metoga TCR moimkHa cHu3uthes no 5781,837 Thic.
py0., a wist tiatdopmbl PtCy — mo 6311,869 Thic. py0. 6e3 yuyera
MaKpO3KOHOMUYECKHUX IToKa3aTeneil. Kaxkmast mormoTHuTe IbHAs
ennHuia apdpextuBHocTr (1 % BoKUBaeMoct) TCR obolineT-
cs st OB B 124,713 Toic. py6., s BCB B 311,783 ThIC. PYO.,
1151 BEKuBaemocTu 6e3 PTIIX u peruauBa B 44,54 ThIC. pyO.

BoiBoapl. PapMaKOSKOHOMUYIECKI MEHEe 3aTPaTHBIM 3a T1e-
puon 1 roma Kypalluy OKa3bIBaeTCsl IIPeBEeHTUBHAs Tuiatopma
TCR 10 cpaBHeHMIO ¢ TIIIATGOPMOI IETUIELINH in Vivo ¢ TIOMO-
1IbIO BBICOKUX 03 LKMKIohochaMuaa, HECMOTpPsT Ha 6oJiee Bbl-
COKYIO CTOMMOCTb €¢ IIPUMEHEHUs Ha 1-M 3Tare Kypaiuu.
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JnugemMuonorud onyxosneil ueHmpanbHolii
HepBHoli cucmembl y aemeil
B Pecnybnuke Tamapcman

3a 25-nemuuil nepuop (1996-2020 rr.)

A.P. Bosikosa!, D.B. KymuposaZ?, 1.B. Ocunosa!,

X.M. Baxuros’, P.3. IIlammacos!, E./. Huzamytaunosa' 4
TAY3 «/lemckas pecnybaukanckas Kaunuveckas oavhuya» Munzdpasa
Pecnybauxu Tamapcman, Kazans;
2T'BY3 «Mopo3osckas demckas 20p00CKast KAUHUMECKAsL 00NbHUUA
Jenapmamenma 30pasooxpanenust 20pooa Mockebvi»;

JOIbOY BO «Kaszanckuii 2ocydapcmeeninlii MeOUUUHCKULL YHUBEpCUmMem»
Mun3zdpasa Poccuu;

*000 «Medskcnepm», Kazano

AxtyampHocTh. 3HO 1eHTpanibHOU HEpBHOW CHUCTEMBI
(IHC) 3anuMaloT Beayllee MeCTO B CTPYKTYype JEeTCKOM OHKO-
JIOTUYECKOI 320071€BaMOCTU U OTJIMYAIOTCS HU3KUM POCTOM
rnokasatesieil BBKUBAEMOCTHU MO CPABHEHUIO C IPYTUMMU 3JT0Ka-
YECTBEHHBIMU 3200JICBAHUSIMU.

emn u 3ama4u — U3YyIUTh SMUIEMUOJIOTUIECKUE, TUCTOJIO-
rMyeckue, Tororpaduyeckue OCOOEHHOCTH TOOPOKAYeCTBEH-
HbIX HOBooOpaszoBanuii u 3HO L[HC y nereit B Pecryonuke
Tatapcran (PT) 3a nepuon ¢ 1996 o 2020 .

Marepuaasl U metoapl. MccienoBaHue peTpOCTIEKTUBHOE
MO IW3aifHy, KPUTEPUM BKJIIOUCHUS: BBICTABJICHUE IUArHO-
3a B riepuof ¢ 1996 mo 2020 r.; cOOTBETCTBME AMAarHO3a KOJaM
MKB-10 C70-72, D33-34, D43; poxneHue,/IpoXXMBaHUE TaIl-
eHTa Ha Tepputopun PT, Bo3pacTt maumenTa ot 0 1o 17 et 11 me-
csteB 29 mHel. JlaHHBIE O COCTOSTHUU OOJIBHOTO OIICHMBAJINCh
Ha 01.01.2021. I1pn aHanm3e aMUAEMUOIOTUYECKUX XapaKTepH-
CTHK HCTIOJIb30BAaHBI CBEICHUS DJICKTPOHHBIX 0a3 0(DUIIMATBHO-
ro caiita MenepanbHON CIIYKOBI TOCYIAPCTBEHHOM CTATUCTU-
ku. CTaTUCTUYECKMIT aHaIn3 BHITONIHEH B cucteme IBM SPSS
Statistics 26 u StatTech 2.0.

Pesynbsratel. C 1 ssHBapst 1996 . mo 31 neka6pst 2020 . B PT
BoisiBieHo 704 cnyyasg 3HO LHHC y nmereit. CpenHeMHOroieT-
HUIi1 TI0Ka3aresib 3a00jieBaeMOCTU cocTaBull 3,4 cinyvasa Ha 100
TBIC. I€TCKOIO HAaCeJeHHUsI B FOJ MU HE 3aBUCEJI OT IPOXKMUBaHUSI
B DKOJIOTMYECKHU HeOJIaronoyYHbIX paioHax 1 yIajJeHHOCTU OT
ropona. M3 Bcex BuissBIeHHBIX ciydyaeB 3HO 3apeructrpupoBaHbl
B 69,6 %. CpeaHeMHOroJieTHUI oKa3aTeb 3a00JIeBaeMOCTU
npu 3HO coctaBun 2,5 cinyvas Ha 100 Teic. aeteii. [TokazaTenan
3a00J1eBaeMOCTH B Bo3pacTHoli rpymiie 0—13 net 11 mecsiies 29
JIHER, CTaHIapTU3UPOBAHHBIN 1O BO3PACTy, COCTaBUI 2,6 CIy-
yag Ha 100 TeIc. geTeii. MakcuMalbHble 3HaYEHUSI MPULLIJIACH Ha
rpynIisl neteii B Bo3pacte 1—4 roma u 5—9 et — 3,1 u 2,7 Ha 100
ThIC. AeTei cooTBeTcTBeHHO. Jlokanmu3auus 3HO LIHC B 3aBu-
CHMOCTH OT PACIIOJI0XEHMSI IT0 OTHOILIEHUIO K HAMETY MO3KeUKa
ObL1a yrouHeHa y 74,3 % 6oabHbIX. UH(paTeHTopranbHbie 3HO
coctaBuim 48,0 %, cynpateHTopuaibHbie — 47,8 %, omyxoiu
criuHHOro mo3ra — 4,2 %. B 70,7 % ciydaeB Obula olpeje/icHa
npuHamiexHocTh 3HO K rucToiornyeckoii rpymrie B COOTBETCT-
Buu ¢ kinaccudukarnueit onyxoseit LIHC BO3 2016 . Cpenu Hux
npeodaananu 1ud@y3Hbie acCTpOLUTAPHBIE U OJTUTOICHIPOTIN-
ajJibHble, SMOPHOHAJIbHBIE U MPOYUE aCTPOLIMTAPHbIC OIYXOJIH.
ITaru u 25-netusas OB mpu 3HO HHC y nereit B PT cocraBunu
56,5 % u 47,5 % coorBercTBeHHO. [Tokazaresb S-netHeit OB BbI-
pocHa 8 % — ¢ 55,2 % B 19972008 rr. 1o 63,2 % B 2009—2019 rr.
JlaHHBIM MapaMeTp CTaTUCTUYECKU 3HAYMMO 3aBHCE] OT BO3-
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pacTa maimueHTa, JIOKaJIM3allMi U TUCTOJOTMYECKOro BapuaHTa
omryxoiu (p < 0,01).

BbiBoabl. YpOBeHb CpeHEMHOIOJIETHETO I10Ka3aTesist 3a00-
neBaemoct 3HO LHHC y nereit B PT B 1996—2020 rr. a”Hayioru-
YeH TAKOBOMY B 9KOHOMMUYECKH Pa3BUThIX CTPaHAX 1 COCTABIISIET
2,5 Ha 100 ThIC. JETCKOTO HaceJIeHUsI, a €XKETOAHBIN IMoKa3aTe/lb
Bapbupyet oT 1,5 1o 4,1 Ha 100 ThIC. IE€TCKOTO HACEJIEHMS C BO3-
pacTHbIM MUKOM 1—4roga — 3,1 Ha 100 ThIC. A€ TCKOTO HACEIEeHUSI.
Tororpacdndeckue, FTICTOIOrMIECKIE XapaKTePUCTUKHN BCEX HO-
BoobOpazoBaHuii [IHCy geteii B PT oTiinyaloTcst OT JTaHHBIX MEX-
JTIYHApOITHBIX PETUCTPOB OOJIbIIE YacTOTON pacTpoCTpaHEeH-
HBIX U HEUIEHTU(ULIMPOBAHHBIX THCTOJIOTMYECKUX BAPUAHTOB.
IMokazatenu 5-, 10-, 25-netneit OB nmpu 3HO LHC y gereit
3a M3ydaeMblii iepuon cocraswm 57,4 + 2.3 %, 57,3 £ 2,5 %
u 48,6 + 2,9 % coorBercTBeHHO. B rpymnme mauuentos co 3HO
IIHC naunbGonee Huszkue 3HaueHus S-netHeir OB peructpupo-
Baju y gereit mutazgie roga (35,5 £ 6,9 %; p < 0,01) u y nereit
¢ O9MOpHUOHATbHBIMU omyxosisimu (52,2 + 5,4 %; p < 0,01).

Numchoma bepkumma cpeau AeMcKoro

Hacenexus KanuHuxrpapckoi o6nacmu

K.JI. Manaxosa, 11.B. Tonuaposa,
JI.A. TlepmunoBa, JI.B. Muxaiinona
DIAOY BO «barmuiickuii hedepanvhblit yHugepcumem
umenu Ummanyusa Kanma», Kaaununepao

AKTyaJabHOCTB. JIuMdoMbI — 3T0 rereporeHHas rpymnmna 3HO
JUM@OUIHOI TKAHU BHEKOCTHOMO3TOBOTO ITPOMCXOXKICHUS.
BbicoKkO3710KaYeCTBEHHBIMU SIBJISIETCST TPYIIa JETCKUX HEXOII-
KKkUHCKkuX gumdom (HXIT), xapakTepusyroluxcsi BbICOKOM
CMOCOOHOCTBIO K TpoJudepalun, 4To 00YCAOBIUBAET UX UC-
KJTIOUMTEIBHO OBICTPBIM POCT. BHICOKO arpecCUBHOU SIBIISICTCSI
n mMmdoma bepkurra (JIB), koTopas y meTeit, mo Imreparyp-
HBIM JaHHBIM, cocTaBiigeT okoiio 30—50 % Bcex mnmdom.

Ilenn u 3apaun — poBecTH aHanu3 3aboneBaemoctu JIb met-
cKoro HaceJieHus: KaMHUHIpaackoi 001acTu.

Marepuaasli u Meronbl. B pabore ucnosb3oBaiuch OdaH-
HbIe IETCKOTo KaHIep-perucrpa KammHWHTpamcKoit objactu
n MHUOMU nm. I1.A. TepueHna, opuiinanbHble CTAaTUCTUYECKUE
otyeTHble (opMbl PocmorpebHan3opa. CraTUCTMYECKYIO 00-
paboTKy JaHHBIX MPOBOAWIN C MCIOJb30BaHUEM ITPOTPAMMBbI
Microsoft Office Excel 2007.

Pesyasratel. B KanunuHrpaackoit obsactu Ha 1 ceHTSI0ps
2023 . sapeructpupoBansbl 32 026 manueHTOB ¢ nuarHozom 3HO.
W3 nux getu ot 0 go 17 ner cocrasuiu 0,7 % (228 uenoBek).
3a nocieguaue 10 et oTMeuYaeTcs pOCT MAIlMeHTOB C BBIIIEYKa-
3aHHBIM 1rarHo3oM nmoutr Ha 40 % (B 2014 . Ha nUCITAHCEPHOM
yuete coctostimo 137 mereit, B 2018 . — 187, B 2021 . — 209). 3a
28 1et (c 1992 mo 2020 r.) B banTuiickom pernoHe cpeaHeMHO-
roJieTHss1 nepBuyHas nuarHoctuka 3HO y gerteit B Bo3pacte 10
17 net cocraBuaa 18,1 ciaydyas B roa (MakCMManabHOE KOJIUYECT-
BO BITEPBbIE BBISIBJIEHHBIX ClIydyaeB npuxoautces Ha 1993 . — 31,
1998 . — 29, 2016 . — 39, 2018 . — 39). B cTpyKType nepBuY-
HOU OHKOJIOTMYECKOl 3a00JIeBaeMOCTH JIMIUPYIOIIEe MECTO
3aHUMAOT OITyXOJU JUM@ATUIEeCKO M KPOBETBOPHOI CHC-
teM — 69,3 %, nanee ciaenyior onyxonu LHHC — 18,8 %, wuro-
BunHoi xene3nl (LK) — 3,7 %, npyrux opraHoB u cucCTeM —
8,2 %. B cTpykType 0HKO03a0o0JieBaHUi TUM(aTUUECKOil U KPO-
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BETBOPHON CHUCTEM JUIUPYIOT OCTPhIN JUMGbOOJIACTHBIN Jeit-
ko3 (OJIJT) (33,9 %), HXJI, HoBoOOpa3oBaHUs JTMM(POUTHOM
TkaHu (28,2 %), numdoma XomkkuHa (JIX) (19,2 %), ocTpblii
MmuenonaHbi Jieiiko3 (OMJI) (6,8 %). Uckmouenne: 2010 . —
JuMdombl TrarHocuupoBaHbl B 20 % ciaydaeB, JICMKO3bI —
B 15 %;2012 1. — onyxonu LIHC — B 29,4 %, neiiko3sl — B 23,5 %.
JIB ¢ 1992 1. mo 2020 r. 3amoKyMeHTUpOBaHa y 16 mereii: mpeo-
onamganu Maapunku — 15 (93,7 %), nesouka — 1 (6,3 %). Camo-
My MJIaJIeMy nauueHTy ob1o 4 roga (6 net — 6 (37,5 %) 60.1b-
HeIX, 7 et — 2 (12,5 %), 9 ner — 1 (6,2%), 10 ner — 2 (12,5 %),
11 ner — 1 (6,2 %), 13 ner — 2 (12,5 %), 14 ner — 1 (6,2 %)).
MakcumanbHoOe YMncio 3adoneBinx npuxoautcs Ha 2007, 2008
u 2010 rr. — 7 neTeid.

BoiBoapl. B ctpykType 3a6oneBaemoctu 3HO nerckoro Hace-
snenus KannauHrpaackoit obsactu ¢ 1992 1. auaupyloliyio mno-
3ULIAIO 3aHUMAaJI OITyXOJIM KPOBETBOPHOU W JMMGbaTUIECKON
TKaHeil, pexe Bcrpevanauch onyxoau LIHC. JIb cpenu HXJI co-
craBwia 13,8 %.

Pe3ynbmambl ne4yenus gemei
¢ Helipodnacmomoil rpynnbl BbICOKOro pucka
B Pecnybnuke Tamapcman
3a nepuopn 2015-2022 rr.

N.B. Ocunosa, E.H. I'pummuna, JI.P. Kapumosa,
T.}O. Makcumosa, K.B. Ypragynosa, B.1O. ITlampo
TAY3 JIPKE Mun3opaea Pecnyoauku Tamapcman, Kazano

AkryamsHocTb. HeiipoGiacroma (HB) cocraBisieT okosio 6 %
Bcex 3HO y nereit no 18 et u okoso 40 % y nereii no roma. bo-
Jiee TPETU MallMEHTOB IPU YCTaHOBJICHUM TIEPBUYHOTO TMarHO3a
cTpatTuuuIUpyIoTCs B Tpymiy Beicokoro pucka (BP). [Tomumo
Oouosornyeckux (hakTopoB (FE€HETHMYECKHWE MapKephl, CTaaus
3a00J1eBaH1sI, YyBCTBUTEIBHOCTD OIYXOJIM K TePaIu) IIPOTrHO3
3a00JIeBaHUSI TAKXKE 3aBUCUT OT CBOEBPEMEHHOM 1 KOPPEKTHOM
JNUarHOCTUKU, TOYHON CTpaTUdUKALMU TallMeHTOB B TPYIIIbI
pHCKa ¥ COOJIIOICHYSI TAMMHTA TepaITiHu.

e u 3aga4m — 1eMOHCTpaLIUsl pe3yJIbTaTOB Teparuu aeTei
¢ HB rpyniniet BP B PT 3a nepuoa 2015—2022 rr.

Martepuajsl 1 MeToAbl. YueTHbIe (popmbr Ne 112/y, 003 /y.

Pesyabrater. C 2015 mo 2022 r. B OTHCIEHUM OHKOJOTUH
HOPKb (r. Kazanp) muarno3 HbB rpyrmer BP BeictaBien 21 pe-
0eHKy, 4To coctaBuiio 34,5 % oT 001lero KoJu4yecTBa AUarHo-
crupoBanHbiXx HBb — 12 (57 %) manpuukos, 9 (43 %) neBouek.
Pacnipenenenue o Bo3pacry: noroxaa, ot 1 mo3neruc 3 no Sner—
mo 6 (28,6 %) 4enoBek, 2 MalyeHTa B BO3pacTe OT 5 10 7 JIET,
1 pebenky Oblmo 10 yer. MyJaBTHCUCTEMHOE TOpaXkeHUe 3a-
dukcuposano y 11 (52,4 %) nauuyeHToB, 7 AeTell UMeJIM TIopa-
JKeHMEe HaAIoYeuyHNKa/3a0pIOIMHHOTO TIpocTpaHcTBa 1 KM;
2 pebeHKAa WMEIM ONWHOYHYIO N-myc-TIO3UTUBHYIO OITyXOJIb
HaamoueyHwka. Y 12 merell BBHISIBICHBI HEOJArONMpPUSITHBIC
reHetudeckue mapkepol (N-myc+, 1p+, 11q+) c dgacTtoroi
11, 5 u 1 coorBercTBeHHO. JlMarHo3 M cragust 3a0o0JieBaHUSI
TMOATBEPXKIAINCH B pedpepeHc-1IeHTpax. JIedueHre TpoBOIMIIOCH
B paMKax IIpoToKoja NB u BKiTtouago B ce0s MHIYKIIMOHHBIC
KypCHI (TIOJTHOCTBIO MpoBeneHH 20 ASTSIM), XMPYpPTAYECKOE Jie-
YeHHue MepBUIHOM/0cTaTOuHO# omyxonu (20 meTeit), Tepamuio
MmeTaiton6ensunryanuanaom (MUBT) (3 peGenka), ayTonorud-
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ayto TT'CK (ayto-TT'CK) (16 meteit), tydeByto Tepanuio (JIT) Ha
JIOKEe OCTaToO4YHOM oryxonu (6 meteir), nuddepeHIIMPOBOYHYIO
Teparuio TPaHCPETUHOEBOI KMCJIOTOI (3aBepiueHa y 18 60Jb-
HbIX), UMMyHOTepanuio (U T) nuHytykcumadbom Gerta (6 neteit),
kypcbl T (7 yenoBek), METPOHOMHYIO Tepanuio (4 raiueHTa).
N3 6 nereii, MoJydMBIINX TePAITUIO AMHYTYKCUMAOOM: IS 4 3TO
OBLJIO MEePBUYHOE JIeYeHUE, U 2 IeTell — IMOCae NOCTHXKEHMS
nojiHoro oteTa (ITO) Ha Tepanuio 2-it TMHUM pelrarBa 3a00-
JeBaHus. Kypchl upyHOTEKaHa ¢ TEMO30JaMUAOM 2 TallMeHTaM
ObLTM T0OaBJIEHBl B MHAYKIIMOHHYIO Teparuio, 5 — B KauecTBe
MPOTUBOPELIUAUBHOTIO JieueHust. 13 21 GosibHOrO Tepamnuio 3a-
Bepluu 18, 2 mpogonxalot jedyeHue, 1 pebeHOK ymep B Havyaje
Teparvy OT TSKeJIOro TeueHus 3aboeBannst. Yactuansiii (HO)/
CMEIIaHHBIM OTBET 3aperucTpUpOBaH y 4 MallMEeHTOB, Y KOTO-
pPbIX B TOC/enyolleM HaOaroaasach nporpeccust 3aboaeBaHus
(I13), u3 Hux 3 aereit ymepau. M3 16 6oabHbIX, nocturinux I10,
y 3 pa3BUJICS PeLUAMB C JIeTaJlbHBIM McXoaoM B 1 cirydae. Ta-
KM oOpa3zoM, u3 21 mamueHTa Ha CETOAHSIIIHUN JeHb XUBBI
16 (76 %), n3 KOTOPBIX 2 MIPOIOJIKAIOT Tepanuio. Y 1 pebeHka
JNMarHOCTUPOBaHa BTOpasi OMyxosb (mamwiisapHbiil pak 2K
(PILIK)). MuHUMAaNbHbBII CpOK HAOMIOACHHUS 32 MallMeHTOM —
8 Mec, MakcuManbHbIi — 7 1eT 10 Mec; cpenHuit CpoK HabIIoe-
HUs cocTaBui 4 rofa 6 mec. Crabuiusarius 6os1ee S JIeT oTMeue-
Hay4 (19 %) nauuenTtos. M3 6 yMmepIimnx nauyMeHTOB BCE UMEN
4-10 ctaguio 3aboneBaHusl, mopaxkeHue KM 0Ob110 y 3 GOMBHBIX,
B 3 ciyvasax N-myc+; 3 neteit 10 rofa UMeJIu paHHIOK MTporpec-
CUIO U OBICTPYIO CMEPTh, y 2 IeTelt B Bo3pacTe 4 JeT NMpu nocra-
HOBKE JIMarHo3a 0TMevaJoch JUIMTEAbHOE (10 5 JIeT) Mporpeccu-
pytoliee pedpakTepHoe TeUeHHe 3a001eBaHNS.

BoiBoapl. TakuM oOGpa3om, pesynbraThl JiedueHus nereii ¢ Hb
rpynnbsl BP B PT conoctaBUMBbI CO CTaTUCTUYECKUMU JAaHHBIMU.
BHeapeHue coBpeMEHHBIX BbICOKOTEXHOJOTMYHBIX OMUMIA TTO-
3BOJISIET JOCTUYD JUTUTEJbHON CTaOMIM3alMU B JaHHON KIMHU-
YeCcKOMU TrpyIire.
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3" ﬂﬂBacleﬂpHaﬂ OKKNIO3UA CeNie3eHOYHOIll  BapuTebHO ObLIM BaKLIMHUPOBAHBI MPOTUB IMHEBMOKOKKOBOIA,
- MEHMHIOKOKKOBOI MH(MEKLMIT 1 TeMO(MUIBHON MaJOYKH.
apmenuu v Aemeu C HacneacmBeHHbIM BoiBoapl. DBO cene3eHOYHON BeHbI SIBISIETCSl 0€30MacHbIM
[;(l]epouum(nnM KAR UHCMpYMEHm U 3G@EKTUBHBIM METOIOM JIEYEHMS NMAallMEHTOB C HACJIEACT-
BEHHBIM cdepounTo3oM. OCHOBHBIMU €T0 IpeuMylIeCTBaMU
ynpasnexusa remonu3om (no Mamepuanam

CJIyXaT opraHocOeperarolias TaKTMKa U Majias WHBa3MBHOCTD

perucmpa HacneAcMmMBEHHbIX 110 CPaBHEHHUIO C paJlVKaJIbHON CIUIEHIKTOMUEN. B TO Xe Bpe-
- M OBO cocynoB cele3eHKU ABJIIETCS B psle CllydaeB IIpoMe-
remonumuyeckux anemuii C3m0)

JKYTOUHBIM 3TaIlOM JIeYeHUsI, U B MOCJEAYIOLIeM TIpU HaTUuuuun
H.E. Cokonosa, H.1. Baiinonckas MOKA3aHUi1 BO3MOXHO MPOBEICHUE CILIEHIKTOMUU.
CI16 I'BY3 «/lemckuii 20po0cK0li MHO2ONPOPUAbHBLI KAUHUYECKULL
CHeYUANU3UPOBAHHbLI UEHMP 8bICOKUX MEOUUUHCKUX MEXHOAORUL,
Cankm-Ilemep6ype
AxTyampHOCTh. HaciencTBeHHBIN Cc(EpoIMTO3 SBISIETCS
HanboJiee pacIpoCTpaHEHHOW BPOXICHHON TeMOJUTUYECKOMN
anemueit (I'A), BcTpewaromieiicss y eBponeounoB. I[loctpaman
npumepHo 1 13 5000 gemoBek, MPOKUBAIOIINX HA TSPPUTOPUN
CeBepo-3amagHoro denepanbHoro okpyra (C3dP0). TsxecTb
COCTOSTHUSI OOYCIIOBIIEHA CTEIeHBIO BBIPAXKEHHOCTH TeMOJIM3a.
BrIpaxkeHHasT cIieHOMeTaIusI, XapaKTepHasl IJIsT JaHHOU TaTo-
joruu, ycyryosusier teueHue [A. B 1iensix yMeHbIIEHUSI TEeMIIOB
TeMOJIN3a, CHIDKCHUS TpaHC(Y3MOHHOI Harpy3KH y IeTeil paH-
HETO BO3pacTa IPOBOAMUTCS SMOOIM3AIINS CeIe3eHOYHOM apTe-
pun.

Ilean u 3ama4l — OLIEHUTH 3(PHEKTUBHOCTD U 0€30IMaCHOCTh
5MOO0IM3aLMU COCYIOB CEIIe3eHKHU Y IeTeil ¢ HACIeACTBEHHBIM
chepoLnTO30M, MpoxkuBaronx Ha reppuropun C3PO u BKITIO-
YEHHBIX B peructp remosutuyeckux anemuii C3MO.

Marepuajsl 1 MeToabl. OCHOBHas 0a3a [Jis BHITIOJHEHUS pa-
60Tbl — otneneHue remaronaoruu CI16 'BY3 I'M KCIL, BMT
r. Cankr-IletepOypra. B nccnenoBaHue BKIIIOYEHbBI MALIMEHTHI,
cTpajarolie HaclaeICTBEHHBbIM C(hEepOLMTO30M U IOCTOSIHHO
npoxupalomne Ha tepputopun C3MO. DmMOoIM3aLMsS COCYI0B
CeJIe3eHKU paclieHUBalIach KakK MEPBUYHOE OMNEPaTUBHOE BME-
LIATEJIbCTBO, HAIlEJICHHOE Ha CHIDKEHME TpaHC(hY3MOHHOM 3a-
BUCUMOCTH. B mociieyioliem rocie T0CTUXKEeHUsT HE0OXOAMMO-
ro Bo3pacTa U IpY COXpaHEHUH MTPU3HAKOB TEKYILIEro reMojIn3a
MaruyeHTaM IPOBOAWIACH TPAAULIMOHHAS CIUIEHIKTOMMSI.

Pesynbratel. [[7151 yMeHblIeHUsS TpaHC(Y3MOHHOM 3aBUCH-
MOCTH JETSIM paHHEro Bo3pacTa MpoBefeHa SHIOBACKYJIsSIpHasT
okkiio3ust (DBO) cocynos cenezenku — 26 (21 %) ciydaes. [1o-
Ka3aHUAMU K TPOBEICHMIO 3MOOIM3AIMU COCYIOB CEIe3eHKU
ObLTM 3 TeMOJUTUYECKMX KpU3a U OoJiee B Bo3pacTe 10 1 rona.
CaMblii paHHU Bo3pacT BeinosHeHUs1 DBO — 7 mecsieB. CHU-
JKE€HHUE YaCTOThl FeMOJIUTUYECKUX KpU30B nocsie DBO otmeueHO
B 100 % ciyyaeB, mOJHBIIA OTKa3 OT TpaHcdy3uil —y 22 (84,6 %)
neTeit, XxoTs Obl 1 TpaHcdysuto mocie npoeneHuss SBO mony-
g 4 (15,4 %) maumenTa. [TycKoBBIM MOMEHTOM KPH30B I10-
cie DBO Obutn BepubULMPOBaHHBIE BUPYCHbIE WHGMEKIIUU:
napBoBUpYycHasi MHGbeKIMs — 3 pedeHka, BeTpsiHas ocna — 1.
Hecmotpst Ha nocTzkeHne y OOJBIIMHCTBA AeTell TpaHcdy3u-
OHHOM HE3aBUCHMMOCTH, 6 MallMeHTaM, Y KOTOPBIX paHee ObLIa
OBO, B mocieayoueM MpoBeaeHa paauKalbHas CIJIEHAKTO-
MM B CBSI3M C COXpAaHEHMEM TEKYIIIeTO TeMOJIM3a 1 OITaCHOCTHIO
Pa3BUTHS KeTYHOKaMeHHOI 6one3Hu. Cpenu neteit, He MOJy-
ypBmmx DBO, oHa Habmomanack v 16 MalMeHTOB, XOIEINCT-
SKTOMUS TpOBefeHa y 6 nmeTeil. PamukanbHasi CIIIEHIKTOMMUS
BBITIOJTHSIIACH Y MAIIMEHTOB C TSKETBIM M CPETHETSIKETbIM TeUe-
HMeM 3a00JieBaHUsI, HAUMHasI ¢ Bo3pacTa 6 jieT. Bece netu mpen-
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Paspen Il

COBPEMEHHLIE NnoAXoAbl B AUATHOCTHRE OHHOJIOTUYECKUX
W TEMATONIOTMYECKUX 3ABOJIEBAHUN Y AETEM,
NOAPOCTROB U MOJNIOALIX B3POCJIbIX

OcobeHHoCMuU cucmembl remocmasa
npu acceHyuannHom mpomboyumose

B nefuampuyeckoll npakmuxe

A.B. Actanuna, A.B. Borganos, I1.A. 2Kapkos, A.B. ITmoHKuH,
M.H. Kopcanmus, H.H. Konkas,
C.A. Jlebenesa, O.B. JIoTonuna
OIBY «HMHUIL JITOU um. Imumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AkTyanbHOCTh. OcHOBHBIM (akTopoM pucka BCR-ABL-
HeraTuBHbIX MueonpoardepaTuBHbIX 3adoneBanuit (MII3),
onpeaensomuM KayecTBo Xu3Hu (K2K) mamnueHToB, sBisieTCs
PUCK KpOBOTeYeHUI MM TpoMOooOpa3oBaHusi. Bo B3pocioii
MOMYJISILIMK Y MAlUeHTOB C 3CCEHUMATIbHBIM TPOMOOIIMTO30M
(OT), UCTUHHOI MONMULIMTEMUEH, TTEPBUYHBIM MUEJIOGUOPO30M
JMOCTOBEPHO MOKa3aHO, YTO PUCK KPOBOTCUCHMIA ITOBHIIIACTCS
pu BropuaHoM Aedunmte dhakropa Bumneopanma (PB). Kim-
HUYECKIE OCOOCHHOCTH TeueHMs maHHBIX MII3 y meteit ocTa-

IOTCS B 3HAUUTEIBHOM CTETIEHN HENM3BECTHBIMU.

e u 3amaum — aHAIU3 KJIMHUKO-JIA0OPATOPHBIX 0COOECH-
HocTeit TeueHus DT y geTeii.

Marepuajsi u MmeToabl. I1poBeneH aHaau3 teuenus: DT y 64
0opHBIX B Bo3pacTe no 18 ser. Jluarno3 OT ycranaBnuBaics
Ha ocHoBaHMU KputepueB BO3, BKIIOYABIIMX OLEHKY KJIW-
HUYECKUX JaHHBIX, JJaOopaTOpHble HcciaeaoBaHus (OOIIEKIN-
HUYeCKUe HccaenoBaHus; MOpGhOoJIorniyeckrue, reHeTuIecKue,
rucToyiormyeckue ucciaenopannst KM), mHCTpyMeHTaIbHBIE WC-
crnenoBanus. [TpuodpereHHsbit cunapom Bunnedpanga (ITCB+)
yCTaHaBJIMBAJICS HA OCHOBAaHUM OIlpelesieHus: akTuBHocT DB
(<50 %).

PesynsraTel. Cpeau Bcex 60sbHbIX ¢ BCR-ABL-Heratus-
HbIMU XpoHndeckuMu MI13 BT nuarHoctupoBaH y 64 (66 %)
u3 103, aBnsisch camoii yactoit popmoii y nereit. CpeaHuii Bo3-
pacT B Hallleii KOropTe MaMeHTOB Ha MOMEHT ITOCTaHOBKU DT
cocraBsmi 11,2 roma. IICB+ 0Obi1 nnarHoctupoBaH B 34 (53 %)
cirydasgx y 6onbHbIX ¢ DT. Meauana BpeMeHU HaOMIOAeHUS 3a
nauueHTamu ¢ [ICB+ cocrasuiia 4,5 rona. [eHeTnyeckuii aHa-
JIN3 TIOKAa3aJl, 9YTO Y MOJIOBUHEI U3 HUX OB BBISIBIICHBI TUITAY-
Hble apaiiBepHble MyTauuu (y 6 (40 %) — myrtauust JAK2V617F,
y 8 (54 %) — myrauus reda CALR, y 1 (6 %) 601bHOro — My-
tauuu reHa MPL). TpomGoruTo3 > 1000 x 10°/71 Obl1 OTMEUEH
y 28 (82,3 %) nauuenrtos ¢ DT u [ICB+. MenuaHa 3HaueHUS aK-
TuBHOCTH RCo @B y 60sbHBIX ¢ [ICB+ cocraBuia 26. Obpara-
€T Ha ce0s1 BHUMaHUe, 4YTo y O0JIbIIMHCTBA neTeit ¢ DT BHe 3aBU-
cuMoCTH OT Hanmuus uan orcyrcTBusl [1ICB He ObLT0 HUKAKMX
KJIMHUYECKUX mposiBiieHnid — y 19 (73 %) nauuenTos ¢ [ICB+
u 25 (71,4 %) c I1CB ormeueHo GeccumnToMHoe TeueHue DT,

PA3AEN III

Hu onun pebenok ¢ DT He nMell TpoMOO30B B aHaMHE3€E, B TOM
Yyucjie BEHO3HON M apTepuajbHOi cucteM. [emopparunueckue
OCJIOKHEHMSI B BUIEC HOCOBBIX KPOBOTCUCHUI B aHaMHe3¢ ObLIU
BBISIBJICHBI TOJIBKO Y 2 MAIIMEHTOB, Y KOTOPHIX aKTUBHOCTE OB
obL1a 6osiee 50 % (ITCB—). Y 1 manuenTa 16 jeT ¢ aKTUBHOCTBIO
®B 27 % pa3BuiIoCh XM3HEYrpoXKaloliee XKeayI0qHO-KUIIed-
HOe KpOBOTeUeHNME Ha (poHE SI3BEHHOI 00JIC3HM KEeTyIKa.

BoiBoapl. MbI M3y4miii GOJIBIITYIO KOTOPTY 64 TIeAaTpIeCKHUX
nauueHToB ¢ nuarHozoM DT, 1o pesyasraTam mpoBeaeHHOTO aHa-
JI3a MOXHO ceiaTh BBIBOM, YTO caM (haKT IMarHOCTUKU IPHUO-
opererHoro nmedunmra @B He sSBISIETCS OCHOBHBEIM YCIIOBHEM,
peanu3yolmM puck KpoBoTeueHus y pedeHka ¢ DT. OnHako ciy-
Yaii KM3HEYTPOXKAIOIIEro KpOBOTEUEHHs y MalyeHTa 16 JieT moma-
YepKUBaeT BO3MOKHYIO POJIb CHIDKeHUs akTuBHOCTH DB B dhop-
MHWPOBaHUN 0OJiee BBIPAXKEHHBIX KPOBOTEUEHUI Y TAllMEHTOB
C COMYTCTBYIOIIMMU PUCKAMU FeMOPParndecKux OCJI0KHEHUIA.

NGS-ananus onyxonesoil mKaHu nayueHmos
[iemcKoro Bo3pacma ¢ pabgoMuocapromoil.
Onbim Pecny6nuku benapychb

B./I. Benoookosa, K.O. Kanpuenko,
T.M. Muxanesckas, JI.I1. Kucenes
'Y «Pecnybaukanckuil HaQy4HO-NPaAKMU4eCKUil yeHmp
0demcKoil OHKO0A02UU, 2eMaAMON0UU U UMMYHOAOSUU»
Munszdpasa Pecnybauku beaapyco, Munck

AktyaasHoCcTh. Pabmomuocapkoma (PMC) sBnsiercsa Hau-
0oJree pacIpoCTpaHEHHOM OMYyXOJIbI0 MATKMX TKaHE# y JeTeil,
KoTopasi pa3BuBaeTcsl U3 HeauddepeHIUPOBAHHBIX ME3eHXU-
MaJIbHBIX KJIETOK M XapaKTepu3yeTcsl aKTUBHBIM POCTOM U ar-
PECCUBHBIM OMOJIOTMIecKUM noBeaeHueM. [lonTBepxkaeHue nm-
arHo3za PMC 3auvacTyio 3aTpyaHEHO M3-3a CXOJCTBA AAHHOTO
HOBOOOpA30BaHUS C IPYTUMU KPYIJIOKJIETOUYHBIMU OITyXOJsSIMU
KOCTe M MSTKUX TKaHei. /111 TOUHOM IMOCTaHOBKU JaHHOIO
IWaTHO3a TPAKTUIECKN BO BCEX CIIydasX HEOOXOOUMBI UMMY-
Horucroxummnyeckue (MI'X), MoaekyasspHO-reHeTUYeCKue,
VABTPACTPYKTYPHBIE METOABI MCCIeIOBaHUS. YCTaHOBJICHUE
0COOEHHOCTE aKTUBHOCTU T€HOB, KOHTPOJIHPYIOIINX KITIOUe-
BbI€ MYTU XU3HEAEITEIbHOCTU 1 PacCpoOCTpaHEeHUsT HOBOOOpa-
30BaHUsI, MOXET 00ECTeUYUTh MTPEUMYIIIECTBO ITOCPEICTBOM BbI-
IeJCHNUST TPYIIT MAIeHTOB ¢ HEeOJArompUSTHBIM IIPOTHO30M,
a TakXKe ONpeaesieHUus MUIIEeHEN IS 1IeJIEBOTO BO3IEUCTBUS
JIEKApCTBEHHBIX CPEICTB. BBICOKOMPOM3BOIUTENbHOE CEKBE-
HUpoBaHUe ciemyroliero mokoneHus (NGS) Ha cerogHSIITHUN
JIeHb paccMaTpuBaeTcsl Kak 3(p@GeKTUBHBINA MeToAd A1 moadopa
TapreTHOM Tepamnuu U MPOrHO3UPOBAHUS CTEIEHU arpecCUBHO-
CTH OMOJIOTUIECKOTO MOBEICHHSI OITYXOJIH.
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IHeau u 3amaum — yCTaHOBUTH IepedeHb MOJIEKYISIPHO-Te-
HETUYECKUX M3MEHEHU B KJIETKAaX OITyXOJU B 3aBUCUMOCTH OT
MOP(@OJIOTUYECKOTO TOATUIIA, PACIPOCTPAHEHHOCTH OITyXO-
JIEBOTO TIpoIlecca U OTBETa Ha TEPANMIO y MAllMeHTOB JIETCKOTO
Bo3pacta ¢ PMC.

Marepuajasl u MeToapl. MarepuajoM Ui MCCISIOBAHUS
SIBJISITIACH OITyXoJieBasl TKaHb 21 marueHTa JeTCKOro BO3pacTa
¢ PMC. HUccnegoBanue mnpopoawiock MetonoM NGS ¢ uc-
nojbp3oBaHueM naHenu reHoB TruSight™ Tumor 170 powered by
SOPHiA™ Ha npu6ope NextSeq500.

PesynsraTel. B xozme aHanm3a mMoydeHHBIX TIPU TPOBEJIe-
HUU UCCJIEOBAHUS TaHHBIX ObLIM BBIMOJHEHbBI MOUCK U aHHO-
Talusl OMHOHYKJIEOTUIHBIX BapUaHTOB, KOPOTKUX WHCEPLMii/
JIeNIelN i, epecTpoek B reHome omyxosieil. O6paboTKa TaHHBIX
MPOU3BOAMIIACH TTPU TTOMOIIM aBTOMaTU3UPOBAHHOTO codTa OT
Illumina: BaseSpace. B pe3ynbrate MyTallMOHHOTO CKPUHWH-
ra ObL10 MaeHTUdULIMpoBaHo 186 Myranuii B 170 renax. Hau-
0oJiee YaCTO MYyTallMOHHbIE U3MEHEHUSI ObLIU JETEKTUPOBAHbI
B reHax NRAS, ARIDIA, TSC1, NF1, TSC2, PDGFRA, PIK3CG,
HRAS, PTCHI, CTNNBI, PIK3CA, KRAS, KIT, MYCL. Ot-
MeJaeTcs, YTO MyTalluM B TeHax ceMeiictBa RAS Bcrpeuanuch
JIMIb B SMOPUOHAJIBHBIX MTOATUIAX OMTYyXOJIU. MyTaluu B reHax
PDGFRA, PIK3CG, PTCHI 6bu11 0OHapyXXeHbI TOJBKO B ajbBe-
OJISIPHOM TIONTHUIIE OIyXOJu. B Xome BHITIONIHEHUS MCCIen0Ba-
HUST ObUTM OOHAPYKEHBI CIEAYIOLINE TPAaHCIOKALIMM, aCCOLIUM-
poBaHHBIle ¢ PMC: PAX3/FOXO1, PAX3/NCOAI, PAX3/SGPP2,
SBF2/ALK, PDGFRB/ZBTB46. OpuruHaibHOI HaXOJIKOM daH-
HOTO HCCleqoBaHus okKa3ajach TpaHciaokauuss NSDI1/FGFRA4,
KOTOpasi He TIpe/ICTaBlieHa B aKTyaJIbHBIX JIUTEPATYPHBIX MaH-
HeIx 111 PMC, Ho omucaHa JJIsi HEMEJIKOKJIETOYHOTO paka
JIETKOTO.

BoiBoapl. PesynbraThl COBpeMEHHBIX MCCAEIOBaHUM MOMI-
TBEPXKAAIOT BaKHOCTb TOYHOM OLIEHKM XapaKTePUCTUK MOJie-
KyJIIPHOTO TIaTOreHe3a OIMyxoJieil MATKMX TKaHeil. JIis Gonee
TOYHOTIO MPOTHO3MPOBAaHUS KJIMHUYECKOro ucxona 3abosena-
HUSI HEOOXOAUMO PYKOBOJACTBOBATLCS TOHWMaHWEM MOJIEKY-
JIIPHO-OMOJIOIrMYECKOTO MOBEAEHUSI HOBOOOPAa30BaHUS U MHM -
BUIYaJIbHBIM CIEKTPOM OITyXOJIEBBIX MapPKEPOB Y KOHKPETHOTO
nanueHTta. OoHapyxeHue tpaHcnokauu NSD1/FGFR4, paHee
He onucaHHOM s nanueHToB ¢ PMC, gBisieTcs opuruHallib-
HOW HaXOJIKOM JaHHOTO UCCJIeNOBAaHUS U TTO3BOJISIET pACIIMPUTD
CIIEKTP MOJIEKYJISIDHBIX WM3MEHEHUI, XapaKTEPHbIX JISI MSIT-
KOTKaHHBIX HOBOOOpAa30BaHMUIA.

CoHorpacthuyeckas oueHka noBepxXHocmHo
pacnono:xeHHbiX o6pasoBaHuil

ronosbl U weu y gemei

N.B. Beryn, U.U. ITankeBuu, P.A. Tapacesnd
I'Y «PHIII] JIOTH» Mun3zdpasa Pecnybauxu beaapycy, Munck
AKTyalbHOCTB. B psime cirydaeB mpu IpoBeIeHUH TTIEPBUIHO-
ro yJbTpa3ByKoBoro uccienoBanus (Y3W1) Bo3HUKAIOT TPYAHO-
¢t B 1 depeHIIMaIbHON JMarHOCTUKE MAaTOJOTMYECKUX MPo-
LICCCOB T'OJIOBBI U 1IEU Y IETEH.

Iean u 3ana4m — NPeACTaBUTH YJABTPA3BYKOBYIO CEMUOTUKY
JNIOOPOKAYECTBEHHBIX COCTOSIHMI M HOBOOOpPA30BaHWIA, 3JI0KA-
YeCTBEHHbIX OITyXOJIel, COCYAUCTBIX aHOMATUH MTOBEPXHOCTHBIX
OPraHOB M TKAaHEH TOJIOBBI/IIIEN y IeTei 1 ITOAPOCTKOB.
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Marepuajsl 4 MeToabl. JlaHHbBIE 0OCIeA0BaHUS JETEl B BO3-
pacte 0—17 net, BrepBble MOCTYNMBIIUX B PecrydoinkaHckuit
HAy4YHO-TIPAKTUYECKUN LIEHTP HAETCKOW OHKOJOIWU, remMaro-
Joru U UMMyHosjorun MunsnpaBa Pecnyonuku benapych
¢ 00pa30BaHUSIMU TOJIOBHI U IIeU IJIST 00CIeI0BaHUS U JICUCHUS
B 2017—2022 1. UccnenoBaHue TIPOBOIMIN C TTOMOIIBIO JUAar-
HocTrueckux cucteMm Logiq 9 u Logiq E9 (GE MS). Bo Bcex ciy-
YyasgxX OKOHYATECIBHBII TMarHO3 ObUT YCTAaHOBJICH ITOCJIC TUCTOJIO-
TUYECKOTO MCCIIEHOBAaHMSI MaTepHraia OTKPHITON OMOIICHH WU
TOJIy4eHHOTO BO BpPEeMsI OIIEPaTUBHOTO BMEIIIaTeIbCTBA.

Pe3synbratbl. M3 10OGpOKAYECTBEHHBIX COCTOSIHUI MOBEPX-
HOCTHO pPacIIOJIOXeHHBIX opraHoB st 2K Beimensiiu ayto-
MMMYHHBIA TUPEOUIUT. Y3JIOBYIO ITATOJIOTHIO CTPATU(PUIINPO-
Banu 1o cucteMe TI-RADS (Thyroid Imaging, Reporting and
Data System Lexicon Directory). Jlo6pokayecTBEHHbIE OMYXOJU
CITIOHHOM 3Xene3bl (TIpeBaAIMPOBAIM alecHOMBI) MMEU YeTKue
TPAaHUIIBI, OTHOPOIHYIO/TUIIO3XOTCHHYIO CTPYKTYpPY, B HEKO-
TOPBIX CIYYasiX OINPEAessIOCh KUCTO3HO-COJTUIHOE CTPOEHHUE.
ITpu peakTMBHOM JTMM(baaeHONATUN BU3YaIN3UPOBAJIN LIS HEBIE
JuMdarudeckue y3ibl (JIY) oBanbHOI opMbl, 00b1YHO < | cM
B HaMEHbILIEM AuaMeTpe, ¢ 1ubdepeHIIMPOBKON UK CTePTOM
I bepeHIIMPOBKO BOPOT U MPaBUIbHBIM/IPEBOBUIHBIM pac-
IpeaeaeHUeM COCYIUCTBIX CTPYKTYyp. CoCymaucThie aHOMaIuu
TpeboBaIu onpenesieHus: o0beMa, XapaKTepUCTUK MEKYTOYHOI
TKaHU M TUIOTHOCTH COCYIMCTBIX CTPYKTYD, pa3rpaHUUYCHMS Ha
(bopMBI ¢ HU3KO- ¥ BBICOKOCKOPOCTHBIM KpOBOTOKOM. KpaiiHue
BapHaHTHI TpaHyJIeMaTO3HbBIX ITopaxkeHuit mpu Y3U ompenerns-
JINCh KaK TKaHEBBIE OCTECOJIUTUYECKHE 0Opa30BaHUS C HEPOB-
HBIMU TPaHMUIIAMH, IIPOJAOMPYIOIINE B IMOJATIOHEBPOTUIECKOE
MPOCTPAHCTBO M B TOJIOCTh 4Yeperna, ¢ eAMHUIHBIMUA COCYIU-
CTBIMU JIOKycaMu. JIUTIOMBI, aTepOMBI, CEpeIMHHBIE 1 OOKOBBIE
KUCTHI IIeW HEe TIPEACTABISIIA CIOXHOCTH IJIST TUATHOCTUKU
C YYETOM WX JIOKAJIM3AlMU W aKyCTUYECKUX CBOMCTB. BhI3bIBa-
folMe HacTopoxXeHHOCTh y3ibl LI2K, kak nmpaBuio, crpatudu-
nupoBanuch B Kateropuu oT TI-RADS 4 ¢ BeposiTHOCTbIO Ma-
qurHuzanuu > 10 % no KpuTepusiM CTPOCHUSI, aKyCTUYECKOM
TUIOTHOCTU, OPUEHTALIMM, KOHTYPOB, XapaKTepUCTUKHU BKJIIOUE-
Huit. KaplimHOMBI CTIOHHOM Xele3bl UM HeueTKIEe TPaHUIIbI
oyJara, HCOMTHOPOAHYIO/TUIIORXOTEHHYIO CTPYKTYPY C MaTOJOTH -
YECKOW BaACKYJISPU3ALMEN, B HEKOTOPBIX CIIydasix OTPEIEISJIOCH
KHCTO3HO-COJIMIHOE CTPOCHWE M TIOpaXXeHWe pPerMOHApPHBIX
JIV. Tlpu mmumbonponudepaTuBHLIX 3a00JIeBaHUSIX IICHBIE
JIYV Obutn OKpyIJION, HEMPaBUIBHOW MO0 OBAIbHON (POPMBI,
00BIYHO > | cM B HaMMeEHbILIEM pa3Mepe, co crepToit audde-
PEHLIMPOBKOM cepalieBUHbI WU 0€3, C HEeNpaBUJIbHBIM JUOO
JIPEBOBUIHBIM pacIipelie]IeHUeM COCYIMCTBHIX CTPYKTYyp, Oosee
3KECTKHME 110 OTHOIIEHMIO K IMOAKOXHON KJIeTUYaTKe W MBIIIIIAM.
IlepBuYyHO-0KaIM30BaHHbBIE MapaBepTeOpaibHO B 00JacTU
meun HB BusyanusupoBaiuch B BHIE BacCKyJISIpPU3MPOBAHHO-
ro COJMIHOIO OKpyrioro, > 1,5—2 cM B AuameTpe y3ia, bosee
JKECTKOT'O M0 OTHOLIEHUIO K pedepeHTHOoI TKaHu. dubpocap-
KoMma B 00JiacTu Jiba y pebeHKa MoayTopa JIeT olpeaessiiach Kak
M30-/TUIO3XOTEHHAs COJIMAHAS OIyXOJb ¢ aKTUBHOM MaTOJIO-
TMYeCKOM Backysipuzanueii, 0e3 JeCTPYKTUBHBIX U3MEHEHUI
TMOJIEXAIIEN KOCTH.

BoiBoapl. OnvicaHHasi CUMIITOMAaTHKA OYIET Moje3Ha B CITy-
yasgx HeooxonuMoi nrudepeHIIMaTbHON TMarHOCTUKY, a TAKXKe
BBIIEJICHMS TPYIII ITALMEHTOB C Pa3JIMYHON TAKTUKOM JaJbHEI-
IIIETO BEIACHMSI.
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Apmepuanbhble yenuakome3enmepuanbHble
U N0OYEYHbIe AHOMANuu: BO3MOKHOCMb
UHKopnopauuu B cucmemMy Image Defined
Risk Factors

A.B. Bacuabes!, C.A. Kyiepa' 2, A.B. Mumenko! >4,
C.C. barnenko'-2, U.A. Byposuk! ¢, C.JI. Tpocumos!',
E.A. Muxaiinosa!, P.I1. Xaoaposa', E.M. Cenuypos',

A.B. Pena!, E.B. Kocrpomuna'-2, C.A. Tarbkos!, A.A. Ipymko!
'@OIBY «HMHI] onxonoeuu um. H.H. [Temposa» Munsdpasa Poccuu,
Canxkm-Ilemepoype;
2@I'BOY BO CIIoT'TIMY Munsdpasa Poccuu;

SOI'BOY AII0 «Poccuiickas MeOUUUHCKAsL AKAOEMUsL HENPEPbIEHO20
npogeccuonarvHoo odpazosanus» Munzopasa Poccuu, Mockea;
‘DI'BOY BO «Canxm-Ilemepoypeckuii eocyoapcmeenHulil yHusepcumem»

AktyansHocTh. C 2009 . B LENsIX CTaIMPOBAHMS TMALIMEH-
ToB ¢ Hb akTUBHO MCNONb3yeTCsl BU3YyaTu3alMOHHAs cUCTeMa
C OLIEHKOI (haKTOPOB pucKa I MepuomnepalMoOHHbIX Heba-
TOTNPUSITHBIX COOBITUI TIpU TIJIAHWPOBAHUU XUPYPruyeCcKoro
BMmelnatenbcTBa — Image Defined Risk Factors (IDRF). Ongnako
B HEll HE YYMTHIBAIOTCSI BApUAHThl aHATOMUM apTepUaIbHbIX CO-
Cya0B LHECJIUAKOMEZCHTCPUATIBbHOI'O 1 IMTOYCYHOI'O OacceitHOoB.

Ileau u 3aga4d — OLIEHUTHh BO3MOXHOCTbh MACHTU(MDUKALIUU
CTPOEHMST apTEPUATBHOTO pycia LEeTUaKOME3eHTEPUATBHOTO
U MIOYEYHOTO 0aCCEHOB ¢ MOMOIIbIO KOMITBIOTEPHO TOMOTpa-
¢duu (KT), onpenenutb NOMOTHUTEIbHbBIE BU3yaTU3alIMOHHBIC
(hakTOpBI prCKa BOBJIEUEHHOCTH COCYIIOB B OITyXOJIb.

Marepuansl u mMetoabl. B uccienoBaHue ObUIM BKJIIOYEHBI
cBeneHus o 50 mersix B Bo3pacte ot 0 mo 18 et ¢ Mopdooru-
yecku BepuduuposaHHoii HB 3abprommHHON JoKanu3auuu.
PeTpocneKTMBHO MpOaHAIU3UPOBAHBI JAHHBIE WX MEPBUYHOM
KT. ITpu oueHke BO3MOXHOW OMYyXOJIEBOH MHBA3UU B COCYbI
HUCIOJIb30BAJIach BU3yanu3auuoHHas kiaccudukauus IDRE
K dakTopam xupypruueckoro pucka OTHOCATCS CJeIylolIue
TUIIBI BOBJIEUEHUS COCYa — OXBAT U UHBA3USI.

Pesynbrathl. Kitlaccuueckasi aHaTOMUSI apTepualbHBIX CO-
cynoB BbisiBieHa y 25 (50 %) nauuentoB. HaubGojiee yacTbiM
TUIIOM abeppaluii ObLIO HAJIMYKME JOOABOYHBIX ITOYEUHBIX ap-
Tepuii, KoTopble onpeneasuichk B 18 (72,0 %) ciaydasx. Musa-
31s1 JOOABOUYHBIX MOYEYHBIX apTePUl OMYyX0JIbIO BhIsIBJIeHa y 11
(61,1 %) nauueHToB. Bapuaiuy oTXoXaeHUs ITEYSHOUYHBIX ap-
Tepuii Habmonanuch y 11 (44,0 %) 6onbhbix. Y 3 (27,3 %) nauu-
€HTOB aHOMAJIPHO OTXOMSIIHII COCYI ObUI OXBaueH HOBOOOpa-
30BaHMEM. HeTUIMMYHBIN BapMaHT BETBEl UPEBHOTO CTBOJIA
nuarHoctupoBaH B 3 (12,0 %) ciyuasx, npu 31oM B 1 (33,3 %)
M3 HUX HAOJII0IaIOCh BOBIIeYeHUE cocyda B omyxoiib. Y 3 (12 %)
MAIMeHTOB OB CMEIIaHHBIN TUIT apTepUaIbHBIX aHOMAJIUIA.

BoiBoabl. B Koropre Hallyx MalyeHTOB JIUILIb Y TPETU OTMe-
YyeHa KJIAaCcCUYeCcKash aHATOMMSI MOYEYHBIX COCYIOB, UTO HIXKE
npumepHo Ha 40 %, 4yeM JaHHbIe, ONyOJIMKOBAHHBIE B KJIaCCU-
¢ukauuu C. Cases et al. B 2017 1. Takke BBISIBJICHBI Bapualiu
LIEJIMaKOME3eHTEePUaIbHbIX apTepuid, He BKIIOYEHHbIC B TUIIbI
knaccudukanuu N. Michels 1955 . Btu gaHHBIE HEOOXOIUMO
YYUTBIBATh MPU TUIAHUPOBAHUU XUPYPIHMUYECKOTO BMEIIATEIb-
ctBa. OXBaT U MHBA3Msl OITyXOJIbl0 abepPaHTHBIX COCYI0B HEOO0-
XOAMMO TaKXe paccMaTpuBaTh KakK (DaKTOPbl XUPYPrUYECKOrO
pUCKa epHONepalMOHHbBIX OCIOXHEHMIA.

PA3AEN III

AnumenbHocmb U 0cobeHHoCMU
npepauarHocmuYyecKoro nepuona
npu HoBoobpa3oBaHuAX UEHMpanbHoil
HepBHOUl cucmembl y Aemeil
B Pecnybnuke Tamapcman

3a 25-nemuuii nepuop (1996-2020 rr.)

A.P. Boskosa!, D.B. Kymuposa?, X.M. Baxuros?,
N.B. Ocunosa', P.3. Illammacos!, E./. Huzamyraunosa' 4
'TAY3 JIPKb Munsdpasa Pecnybnuxu Tamapceman, Kazanw,;
2I'hY3 «Mopososckas JITKE JI3M»;

SOI'BOY BO KI'MY Munszdpasa Poccuu;

000 «Meoskcnepm», Kazanv»

AKTyalsHOCTh. [lepBrUHas AMarHOCTHKA HOBOOOpPa30BaHUIA
HHC y mereii 3aTpymHeHa M3-3a HECTICHIM(DUIHOCTU KIMHUYC-
CKMX TIPOSIBJIEHU, YTO yBEJIMUMBAET BpeMsl YCTAHOBJICHUS AU -
arHosa, yxXyAllaeT pe3yjabTaThl Je4eHUss U TpeOyeT BHEAPEHUs
HOBBIX MTOJXOJ0B B IEPBUYHON AMArHOCTUKE AETEl C HOBOOOpa-
3oBaHusmu [THC.

Iem v 3ama9M — MICCIIeIOBATh ITUTEIBHOCTD ITPEIINAarHOCTH -
yeckoro nepuona (ITIT) mpm HoBoOOpa3zoBanmsix LIHC y mereit
B PT B iepuon ¢ 1996 o 2020 . u ee BIMsIHKME HA BBLKMBAEMOCTD;
pa3paboTaTh MPEMTOXKEHUS TI0 COBEPIICHCTBOBAHUIO CUCTEMBI
paHHETO BBIIBICHUS 1 MoHUTOpMHTA oryxojieit LIHC y meteii.

Marepuaisl 1 MeToabl. VicciaenoBaHue peTpoCIieKTUBHOE TT0
IU3aifHY, KpUTePUH BKIIOYCHUS CIydaeB B MCCIICIOBaHUE: BHI-
craBjieHue auarHosa B mepuon ¢ 1996 mo 2020 ., cooTBeTCTBIE
nurarHo3a kKogam MKb-10 C70—72, D33—34, D43, poxneHue/
npoxuBaHnue nanuenTa B PT, Bo3pact nammenTa ot 0 go 17 jet
11 mecsmeB 29 maeit. CTaTUCTUYCCKUI aHAIN3 BBITIOJTHEH B CH-
creme IBM SPSS Statistics 26 u StatTech 2.0 cranmapTHBEIMU
MeToHaMM MEIUIIMHCKON CTaTMCTUKU. AHAJIN3 BBIKABACMO-
CTU TIPOBEIEH C MCIIOJb30BAaHUEM TAOJIMII HJOXWUTHUS M KPUBBIX
Karmrana—Maiiepa. JUTeIbHOCTD IPEeIIUAarHOCTUIECKOTO TIe-
puona ompenessiiach BpeMEHHBIM MHTEPBAJIOM MEXKIY IepBOM
Kajoboil 1 HellpoBU3yanu3alMeil, TpU KOTOPOii Obl1a 0OHAPY-
KeHa onyxoJib. CumnTombl HoBooOpazoBaHuilt LIHC pacnpene-
JIEHbl B COOTBETCTBUHU C PEKOMEHIAIIUSIMU HEHPOOHKOJIOTUYE-
ckoro coto3a HeadSmart (akporum “LOWorPAY”).

PesynbraTbl. Menuana miutenbHocty I1IT BapbupoBaia ot
6 1o 27 Hen. [JaHHbBIN MapaMeTp He 3aBHUCEI OT MECTa IPOXU-
BaHMS TALIMEHTOB M YOAJICHHOCTH OT TOPOJa VUIM 3KOJIOTHYC-
CKU HEOJIATOTIPUSITHBIX PaifOHOB, HO OBUT CBSI3aH C BO3PAacTOM
0OJILHOTO U 3JIOKAYeCTBEHHOCThIO HOBooOpazoBaHuii LTHC.
B TIIIT 6buTO 3aperucTpupoBaHO OT 1 10 8 KIMHUYECKUX CUM-
TIITOMOB, CAMBIMHM YaCTBIMHU M3 KOTOPBIX OBUIM TOJIOBHEIC OOJIH
(54,4 %), psorta (49,3 %), warkoctb moxoaku (19,1 %). Pexe
BcTpeyaauch touHora (17,5 %), obuias ciadocts (11,4 %), cy-
noporu (10,6 %), BsunocTb (9,8 %), ronoBokpyxkeHue (8 %), Ko-
cornasue (8 %), 6onu B xuBote (1,3 %) u ap. Ha pasnnuHbIx
cpokax IIIl mauueHThl HaOmoOgAIUCL y neauatpos (95,0 %),
Hesposioros (71,4 %), ractpoanHreposioros (11,2 %), nndexuu-
oHucroB (8,6 %), opraabmosnoros (6,1 %), opronenos (3,3 %),
sHIoKkpuHOIOroB (1,0 %). «Mackammn» HoBooOpazoBauuii LIHC
okazanuch 3aboneBannst 2KKT (27,9 %), snunerncus (26,7 %),
HeliponHpexknys (9,3 %), Beretococynuctast nuctorus (8,1 %),
3a00JIeBaHUST OMIOPHO-ABUTATeIbHOTO amnmapara (7,0 %), Hapy-
LIEHMS TICUXOMOTOPHOTO pa3Butus (5,8 %), KuilieuHble NH(pEK-
1y (3,5 %), HeBpO3bl HABI3YMBBIX ABVKeHUI (3,5 %), yepernmHo-
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Mo3roBast TpaBMa (3,5 %), SHIOKPUHOJIOTMYECKIE 3200 IeBaHMST
(3,5 %), xpuoes (1,2 %). I1I1 6bu1 OOJIBIIIE TPKU HATIPABICHUT
nalueHTa neauaTpoM K HeBpoJiory B 1,8 pasza, o¢praaibmMonory —
B 3,5 pasa M MeHbIIIe MPY HampaBIeHNN K WHHEKIIMOHUCTY —
B 2,3 pasza. 13 41 6ompHOTrO ¢ Meaysuioomactomoit (MB) y 26
(63,4 %) ¢ mmrenbHOCTBIO TTIT 10 2 Mec 5- m 10-netasst OB
ObLTM BbILIE, YeM Yy 15 (36,6 %) nauuenros ¢ I1IT 6onee 2 mec
(88,5 % u 40,4 % coorsercTBenHO, p = 0,01; 79,6 % u 40,4 %
cooTBeTcTBeHHO, p = (0,01).

BoiBoabl. Menuana anuteasHocty ITIT mpu HoBooGpa3oBa-
Husx HHC y nereit B PT cocraBuna 13 [5; 32] Hen, npu 3710Ka-
yectBeHHbIX onyxossix LITHC — 13 [5; 29], npu noO6pokavyecTBeH-
HBIX onyXoJisix — 23 [6; 51| Hen. YBenuuenue mmutenbHocTH 111
yXyaiaet nporHo3 y 6osbHbix Mb: ipu I1I1 meHee 2 mec 5-yet-
nue nokasareau OB u BCB paBubi 88,5 % 1 77,0 %, 6oee 2 Mec —
40,4 % un 32,1 % cooTBeTCTBEHHO. J1JIs1 pAHHETO BBISIBIEHUS HO-
BooOpazoBaHuii [IITHC BpauaM «mepBOro KOHTakTa ¢ IMalleH-
TOM» TIPM ONMMCAHHBIX CUMIITTOMaX PEKOMEHIOBAHO HAIPaBUTh
MaryeHTa Ha HelpoBU3yaTu3alnio, MUHYST KOHCYJIbTAllUM JIPY-
TUX CIIEIMATNCTOB.

NMporHocmuyeckas 3Hayumocmb Mymauui
B rexe WT1 npu ocmpom Mueno6nacmuom
neiikose y aemei

M.B. I'ncekoBa, 1.1. Kammauna, A.H. Ka3zakosa,
O.1. Coanatkuna, K.A. Boponnn, M.D. JIyoposuna,
A.M. Ilonos, E.A. 3epkanenkosa, A.A. Macuyan, M.A. MacyaH,
I''A. HoBnukosa, }O.B. Oabmanckas
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AkTtyanapHOCTh. OMJI — KJIMHUYECKU U T€HETUYECKU reTe-
poreHHoe 3a00jieBaHuE, B OCHOBE MaTOTeHe3a KOTOPOro JIEXKUT
IIWPOKHI CIIEKTP TeHETUYECKNX M3MEHEHWI. MyTallnu B TeHe
WTI Bctpevatorcst B 8—12 % ciayyaes OMIJI y B3pocibix na-
LIMEHTOB M acCCOIMMPOBAHBI C HEOJIATONPHUSTHBIM ITPOTHO30M.
JlaHHBIX O MPOTHOCTUYECKOM 3HaYeHuu mytauuit WT1y neteit
HeI0CTaTOYHO.

IHemm m 3amaum — OIPEAC/INTh YACTOTY U CIIEKTP MYyTalllit
B reHe WTI, X IpOTHOCTHUYECKYIO 3HAUYNMOCTh Y TAlICHTOB
nerckoro Bo3pacta ¢ OMJIL.

Marepuanasl ¥ MeToIbl. B paMKax NIpOCHEKTUBHOTO MHO-
roueHTpoBoro ucciaenoBanuss OMIJI y nereit B PO «OMJI-
MRD 2018» ¢ 2018 mo 2022 . B ®I'BY «<HMMUILL AT'OU um.
Amutpusi PoraueBa» MumnsagpaBa Poccum ObLIM TIpOBEAEHBI
MOJIEKYJISIpHO-TeHEeTUUeCKe HccleqoBanusa y 281 mamm-
eaTa ¢ OMJI. Memmana Bo3pacta coctaBuia 15,4 roma (or
2 MecsmeB no 17,9 roma), MaJIbUMKOB M IEBOYEK OBLIIO TIOPOB-
Hy (1:1). Bcem manmeHTaM OBUIM BBIIIOJHEHBI KapUOTHUIIH-
poBanmne (G-banding) m ayopeclieHTHas TUOPUOU3ALINS in
situ (FISH) mnst ompeneneHusT cTpaTU(PUIUPYIOMMNX TPAHCIIO-
kanuii. CexkBeHupoBaHue 1o CaHrepy M (parMeHTHBII aHa-
M3 ObUIM TIPOBEIAEHBI IJIsI OOHApyXXEHUS MyTalliii B TeHax
FLT3-ITD, CEBPA, NPM1. na oLleHKA MYyTallMOHHOIO CTa-
Tyca WTI OBLT UCIIOIB30BaH METOJ BHICOKOIIPON3BOIUTEILHO-
O TapreTHOro ceKBeHMpoBaHMs ¢ HabopoM Human Myeloid
Neoplasms Panel Ne DHS-003Z (Qiagen, [epmanmst).
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Pesyabratel. Mytaiiuu B reHe WTI Obuiu OOHapy>KeHbI
B27 (9,6 %) ciiyvasix. [IperMyIieCTBEeHHO MyTallil BCTPEYaInuCh
B JIHK-cBs3pBatomem noMmeHe (3k30HBI 7—10): B 7-M 3K30HE
(67 %, n = 18), 9-m ak3one (18,5 %, n = 5), 8-m sk3one (11 %,
n = 3). B ocHOBHOM MyTaiuu ObUTM TpPEACTaBJIEHbI BapUaH-
TamMu ¢ rnorepeit ¢pyHkuuu reHa (loss-of-function) co capurom
pamMku cuuTbhiBaHus (n = 20) 1 HOHCEHC-BapuMaHTOM B 1 ciydae,
MUCCEHC-3aMeHbI ObUIM BBISIBICHBI B 6 ciiydasix. Cpeau mauu-
€HTOB, NMeIoIUX MyTaunu W11, HopMaJIbHBIN KapUOTUTI OBLT
BbIsIBIIEH B 26 % ciyuaeB (n = 7), t(8;21) u nepecrpoiika reHa
NUP98 — B 18,5 % (n = 5 xaxuplii), nepectpoiika reHa KM T2A
ninvl6 — B 7 % (n = 2 Kaxmplii), TPUCOMUS 8 U MOHOCOMMST 7 —
no 1 cayyato. B 4 HaOmoneHUAX 3HAYMMbIe XpPOMOCOMHBIE abep-
palvy BRIABIEHBI He Obut. MyTtatiun WT1 galiie Bcero coyera-
JIUCh ¢ MyTallUsSIMU B TeHaX TUpo3uHKuHa3 — 70 % (FLT3-1TD
(n=7), FLT3-TKD (n = 1), NRAS (n = 8) u KIT (n = 3). Tak-
K€ BBISIBJIEHO codyeTaHue ¢ MyTauusiMu B reHax CEBPA (n = 4)
u NPM1 (n = 2). Myrtaiuu B reHe WT'] yaiiie BCTpeyaauch y ma-
ureHToB ¢ M2 (n = 7) u M4 (n = 8) FAB-Bapmantamu OMJI.
[Mpu npyrux BapmaHTax OHU BCTpevyasuch pexe: M1 (n = 4),
M5 (n=4), M6 (n = 3), Mx (n = 3), M7 (n = 1). IByxJIeTHSISI
BCB y WTI-0o3UTUBHBIX TALlMEHTOB ObLIa JOCTOBEPHO HIKE,
yem y WTI-neratuBhbix: 20 % (n = 27, 95 % noBepuTeIbHbIIA
unrepsan (AN) 8,7—48) u 47 % (n = 254, 95 % AU 35-51) co-
otBercTBeHHO (p = 0,004). [Ipu 3TOM B TpYIIIEe MPOMEXYTOU-
HOTO pucKa MyTaiuu B reHe W71 He 0Ka3bIBaloOT JIOCTOBEPHOTO
BiusiHusl Ha BCB, B To BpeMst Kak B rpyrine BP ux npucyrctBue
noctoBepHo yxyamaeT BCB (7 % vs 41 %, p < 0,001). B rpymme
CTaHAAPTHOTO pUCKa ObLIO 2 TMamueHTa CO BpeMeHeM HaOIio-
nenus 10 mec, oba B pemuccuu. 3a COOBITHS B TaHHOM cJIyJac
MPUHUMAJIUCh: PEUUANB — Y 6 GOJbHBIX, MepBUYHAs pedpak-
TEPHOCTb — Y 8, CMepTh — B 5 cIyvasix.

BoiBoapl. Mytauuu B rene WT1 'y nereit ¢ OMJI 6butn 06-
HapyeHbI B 9,6 % (n = 27), coYeTaauch ¢ APYrMMU COOBITHSI-
MU, KaK CO CTPYKTYPHBIMU XPOMOCOMHBIMU abeppaiusmMu, Tak
W MyTallusIMU B Apyrux reHax. [lalimeHTsl JeTCKOTO Bo3pacTta
¢ mytauusmu reie WT1 nvenu xynmyio BCB — 20 % npotus
47 %, 0cOOEHHO 3TO OBIIO XapaKTepHO IS TPyl BP,

JluarHocmuska GeccyfopomHoro
anunenmuYecKoro cmamyca
C nepuoAuYecKkumu paspaaamu mpexdasHoi
Mopthonoruu Memoaom
anekmpo3xuedanorpatuu y aemei

C OHKOremamonoru4yeckumu saéonesanuamu

A.IO. 3axaposa, T.B. Kynunosa,
E.B. Credankuna, E.A. TuxomupoBa
OIBY «HMHUI] ITOU um. JImumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AKTyalIbHOCTb. BeccymopoXKHBIN SIMICNTUICCKUAN CTaTyC
(BCBC) gmnserca xusHeyrpoxaromnm coctosHueM (KYC)
W CIYXKUT HeCIelM(pUIECKUM OCJIOXKHEHUEM MHOTHMX TSIKETBIX
3aboeBaHuii. Ero nuarHocTtuka y AeTeil ¢ yTHETEeHUEM CO3Ha-
HHUST BO3MOXHA TOJIBKO C TTIOMOIIBIO 3JIeKTpodHIIehanorpapumn
(®3TI). Perucrpaums neprnoandecKux paspsaoB ¢ TpexdazHoi
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MopdoJiorrueit BLICOKOTo nHaekca Ha DD B coyeTaHUU C TMO-
JIOXKUTENbHON OeH30A1a3eMMHOBOI MPOOOIi paclieHUBAETCs KaKk
narrepH bCOC u TpebyeT He3aMeTUTEIbHbIX JIEUeOHbIX MEPO-
MPUSTHA.

Iean u 3amauym — MpoaHaJIM3UpoBaTh JaHHbIe DI, mojy-
YeHHbIE Y IeTel CO CHUKEHUEM YPOBHS 0OIPCTBOBAHUSI, COIEP-
Kallye epruoandeckue paspsianl ¢ TpexdaszHoi Mmopdoorueit.
OueHutbh JuHaAMUKY O3 U ee KOppeTsaluio ¢ KIMHUYECKUMU
JaHHBIMM Ha (DOHE Teparny aHTUAMUIETITUISCKUMU Tperapa-
TaMM.

Marepuaasi u  Metoabl. [IpoBeneH  peTpOCIEKTUB-
HBII aHaIM3 JaHHBIX 9  3jekTpoaHuedarorpamMMm  Je-
Teli CO CHUXEHHWEeM YPOBHSI CO3HaHUs (KOMa, Comop),
colepXalnx Tepuonanyeckue paspsiabl ¢ TpexdaszHoil Mop-
donorueit. Bospact nmeteit coctaBun 12—16 ner (MeauaHa —
15,7 roma), Bce maumeHTH Majabuuku. CormacHO 3alblOypr-
CKUM KPUTEPUSIM, UCXOIHbIE MaHHble DD TpakToBaJMCh KaK
BeposiTHbIi BCOC u 6 nersaM Gblia BBITTOJHEHA Mpoba ¢ GeH-
30/IMa3enMHOM, 3 TTOIPOCTKAM Mpoda He TMpoBoaMIach. Y 5 1e-
Tell TIpoba IMOJIOXKUTENbHAS C TIOJNIHOW peayKimel TprugasHbIx
BostH (T®B). V 1 pebenka 6eH3zonuazennHoBast mpobda oTpuiia-
TeabHast (Ha MarHWTHO-pe3oHaHcHoU Tomorpaduu (MPT) —
npu3Haky oteka mo3sra, penykuust TOB Ha ¢doHe MpoTHBOO-
TeuHOU Tepanuu). [lanbHeiias TaKTUKa BeNEHUST TAllMeHTOB
ObL1a cKkoppekTupoBaHa ¢ yuetom tedeHus BCOC na D3I Becem
JETSIM YIAJIOCh TOJTHOCTBIO KYIMUPOBATh SIWICITUYECKYIO aK-
TUBHOCTB. Y 3 JieTeil oTMedanach OTYETIMBAsT TOJOXUTETbHAS
JMHAMUKa 10 BOCCTaHOBJIeHUIO co3HaHus. OOpariana Ha ce0st
BHUMaHUE TIPEIIeCTBYIONIAs JUINTEIbHAS Ceqalusl TUOTIeHTa-
oMy 6 neteii u peructparust TOB Ha DBI yepes 2—4 cyT noce
OTMeHbI TUoTieHTana (n = 4) 1ubo Ha ()OHE MOBEPXHOCTHOM ce-
paumu (n = 2).

PesyabraTel. Meton 331 11o3BoIIsIET CBOEBPEMEHHO TUATrHO-
CTUPOBATh Yy JAeTel Takoe ocioxkHeHue, Kak bCOC ¢ perucrpa-
uel MepruoaNYecKnX pa3psiioB ¢ TpudaszHot Mopdosorueit,
SIBJISTIOIINICST TIPUYMHON CHUKEHUSI YPOBHSI OOJPCTBOBAHUSI.
CBOeBpeMEHHOE Ha3HAYEHUE TPOTUBOIMWICTITUUECKUX TIpe-
MapaToB W OILIEHKA JWHAMUKHU NaHHbIX OO mos3BosisieT mo-
OUTBCS y TAKWX MAIMEHTOB BOCCTAHOBJICHUSI YPOBHSI CO3HAHUS
U YMEHBIIUTh PUCKU PAa3BUTHUsI HEBPOJIOTUYECKUX OCIIOXKHEHUN
B OTJQJIECHHOM TI€PUOJIE.

BeiBoapl. 1. Peructpaius Ha D91 nepuoanyeckoro narrepHa
¢ TpexdasHoii Mopdoiorueit BO3MOXHA HE TOJILKO Y B3POCIIbIX,
HO M y jeteil. 2. Tak Xe, KaK U y B3pPOCIIbIX, IIPU BbISIBJICHUU
narrepHa T®B na D3I caenyer uckmounts BCOC. 3. I1arrepH
He sBJsgeTcs cneduuHbIM. 4. BeposiTHO, 60Jiee aKTMBHOE MC-
nosb3oBaHue DD -MOHUTOPUHTA y AETell ¢ YTHETEHUEM YPOB-
Hs1 OOIPCTBOBAHUSI MPU PA3IMYHBIX ITATOJIOTHUSIX, B TOM YHUCIIE
y MOJIyYaBIIKX JJTUTENBHYIO CENALIMIO TUOTIEHTAJIOM B YCJIOBUSIX
OT/Ie/ICHUSI peaHUMallud M MHTEHCUMBHOM Teparnuu, IMO3BOJIUT
0oJjiee IeTalIbHO M3YYUTh NaHHBIIA (DEHOMEH B MeauaTpu4eCcKon
MpaKTUKE.

PA3AEN III

Manunnapxaa afeHoKapuuHoma
B KUCMe mupeornoccanbHoro npomoxa.
RnuHuyeckui cnyyaii

B.O. Kynpbimuna, B.O. Xopommuiosa, C.H. Muxaiinosa
Hayuno-uccaedosamensckuii uncmumym 0emcKoii OHK0A02UU
u eemamonoeuu umenu axaoemuxa PAMH JI.A. /lypnosa @I'BY
«Hauyuonanvruiil meOuyuHCKUl UCccre0068amMenbCKUll YeHmMp OHKOA0UU
umenu H.H. Baoxuna» Munszopasa Poccuu, Mockea

AKTyajpHOCTBh. K1icTa THpeorioccaabHOro MPOTOKa SIBIISIET-
cg HamboJiee pacrpoOCTPaHEHHOM BPOXIEHHON TOOpOKavyecT-
BEHHOM omyxoJjibio 1men y aeteii. [Manmumnsgpuerii PLLIK — 6omee
penKas 3JJ0KaueCTBEHHasI OITyXO0JIb U BcTpeuaeTcsi B 1—3 % Bcex
OIyXOJIeH 1Ieu B JETCKOM BO3pacTe. YUMThIBasI peIKOCTh 3a00-
JIEBaHUS, YETKUX KIMHMYECKUX PEKOMEHAAIUI 10 BEACHUIO
U 00CJIeIOBaHMIO IETEU ¢ JTaHHOM IaTOJI0rMei B HaCTos11ee Bpe-
M HeT. [1pu aToM HeKOTOophIe 3apy0OeskHbIe aBTOPHI BBICTYIIAIOT
3a TOTAJbHYIO TUPEOUISKTOMUIO 1 MPOBEICHUE paaroiioaTepa-
mu (PUT) ¢ 3] mocie BBISIBICHME TTOI0GHOI OMyXOIH Y AETEIA.

Iemu n 3amaum — neMOHCTpalUsl KpailHe peaKoro KJIWHU-
YECKOro ciayyas NalnuulsipHOM aleHOKapLUMHOMBI B KMCTE TH-
peorjoccalbHOr0 MpoToka. B aKTomupoBaHHOI TUPEOUTHOI
TKaHU MOTYT pa3BUBATbCs MOOPOKAYECTBEHHbIE M 3J710KAYeCT-
BeHHbIE OMyXoau. MICTOUHMKOM MX BO3HUKHOBEHMUS SIBJISIIOT-
Csl OCTaTKU CPEAMHHOM KUCTHI IIEW WM OOJUMTEPUPOBAHHOIO
LIMTOSI3BIYHOTO MPOTOKA, B KOTOPBIX MOTYT MPUCYTCTBOBATb
yactuupl 12K, B nutepaType OoTCyTCTBYIOT AaHHBIE O YacTOTe
aJIEHOKaApLIMHOMBI B KMCTE€ TUPEOIJIOCCAIBLHOTO IMPOTOKA, HET
KJIMHUYECKUX PEKOMEHIALIMIA 110 BEACHUIO U O0CIEOBAHUIO JIe-
Teil ¢ JaHHoi marojorueii. 1o gaHHBIM 3apyOeKHBIX aBTOPOB,
ONTUMAJIbHBIA 00BEM JIEUEHHUs] BKJIIOYAET TUPEOUIIKTOMMUIO
u nposenenue PUT ¢ 1.

Marepuanasl u Meroabl. [layuenmka, 13 aem, obpamusace
¢ Jcanobamu Ha obpaszosanue 6 cpedneii mpemu weu. Ilpu Y3U
BbISBNCHO MHOROKAMEPHOE, KUCMO3HOe 00pazoéanue paszmepa-
mu 2,9 x 2,2 x 2.2 cm Ha enybune 3 MM OM NOBEPXHOCMU WeEl.
3akarouenue: IX0-npu3HaKu 060Koeoll Kucmol uieu. Ilposedeno xu-
pypeuueckoe aeuenue 8 obseme yoaneHus o0pazosanus. B pe3ynb-
mame eucmonoeuteckoeo u HMI'X-uccaedoéanuii — nanuanapuas
A0CHOKAPUUHOMA 8 KUCME MPU02A0CCANbHO20 NPOMOKA.

Pesynwratel. B nocaeonepayuonnom nepuode no pe3yibmamam
deaxncobl nposedentoeo Y3HU msexux mraneti weu u LK (uccaedo-
8aHue nposoounocy ¢ kpamuocmoto 1 pasz é 3 mec) 0anubix 3a HAAU-
uye donoaHumenvuvix oopazosarnutl 6 LK, usmenennoix J1YV weu,
a makice UsMeHeHUll @ MseKUuX mKausax weu He noayyeno. Cyunmu-
epapuueckux npusHaKos 04az06020 nopaxcenus LK ne evisi6aeno.
Ilpu KT opearnoeé epyonoii knemxu (OIK) — 6e3 namonoeuueckux
UBMEHEHU.

BoiBoabl. AneHOKApILMHOMA KUCThI IATOBUIHO-SI3BIYHOIO
MPOTOKa, KaK IPaBIIIO, 0OHAPYKMUBACTCS CAYIAfHO IIPH TUCTO-
JIOTMIECKOM MCCIICAOBAaHNY YIAJICHHON CpeTMHHOM KICTHI IIICH.
Metonbl o0ciemoBaHUSI, CPOKM HaAOJIOACHUS, a TaKxKe 00beM
TIPOBOAVIMON Tepaltui He MMEIOT OOIIETIPUHSATHIX CTAHIAPTOB
¥ TIPOTOKOJIOB. B HaIlleM KIMHUYECKOM CIyJae IPYTrue METOMBI
JieueHus1 (TUPEOUAIKTOMMUS, PIU/IT) He npoBoauauck. [lamueHTt
CcTpaTU(PUIIMPOBAH B IPYIIITy HI3KOTO PHCKa (6IMHCTBEHHOE 00-
pa3oBaHNe, He MMEIOIINE COCYINCTON MHBA3UM U TIPOPaCTaHMS
3a KaIICyJIy KUCTHI, 10 JTAaHHBIM THCTOJIOTHYECKOTO 3aKTI0UCHHS
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0e3 TPU3HAKOB JOMOJHUTEIbHBIX 00pa30BaHUi M M3MEHEHUIA
JIabopaTOpHBIX IOKa3aTeseil) U OCTaBJeH IoJ AMHAMUYECKOe
HaOJII0IcHUE OHKOJIOra U 9HAOKPUHOJIOrA.

Ponb CUHAPOMOB NpeapacnonoKeHHocmu
K paKy B pasBumuu
BbICOKO3N10KaUYeCMBEHHbIX FMUOM Yy fAemeil

T.M. Muxauesckas', A.C. Pomannosa', H.E. Konomis?
TV « PHIIIL] IOT'H» Munszopaea Pecnybauxu Beaapyco, Munck,;
2TV «Pecnybaukanckuil HAQyMHO-NPAKMUYECKUN YUEHMDP OHKOAOUU

u meouyuuckoll paduonoeuu um. H.H. Anexcandposar, Munck

AktyamsHOCTh. BbicOKo3m0KauecTBeHHbIe TiMombl (B3T)
y IeTeil MpeACTaBIsIIOT COO0M penKue OMmyXoau C ONHUM U3 ca-
MBbIX BBICOKMX MOKa3aTeseil CMEPTHOCTU B JETCKON OHKOJIOTUU.
HecMoTpst Ha yiydiieHre MOHMMAaHUSI OMOJIOTMYECKUX OCHOB
BO3HUMKHOBEHUSI M pPa3BUTUSL OIyXOJeil, TeparneBTUUYECKUE
BO3MOXHOCTU /11 NaHHOM TPYMIIbI MAIlMeHTOB OrpaHUYCHBHI,
n 5-netHss OB manHbIx 60JbpHBIX He TIpeBbiaet 20 %. B oim-
Yre OT B3POCIBIX MAlMEHTOB YacToTa Berpeyaemocty B3I, ac-
COLIMMPOBAHHBIX C CUHAPOMAMU MPEIPACTOIOKEHHOCTH K paKy
cpeau MeauaTpUyecKrX MallueHTOB, 3HAYMTEIbHO BbIIIE U CO-
craBisieT 10 15 %, 1o pa3HbIM JIMTepaTypHBIM JaHHBIM. [Ipu-
YUHON BO3HUKHOBEHMS CUHIPOMOB IPEAPaCIIONOXEHHOCTU
K paKy SIBJISIIOTCSI TEPMUHOTEHHBIE MATOTEHHBIC MyTaIlK T€HOB,
KOIMPYIOIINX OHKOCYIIPECCOPHI M MPOTOOHKOTeHHI. [loHMMa-
HIE OCHOBHBIX ITATOJIOTUIECKUX MyTel Ha MOJICKYISIPHOM YPOB-
He MPUBEJIO HAC KO MHOTUM PAAUKATbHBIM OTKPBITHSIM B TIOHU -
MaHUM MEXaHU3MOB OHKOT€He3a, MPOrpecCUpPOBaHUS OIyXOJr
M pa3paboTKu TapreTHoi Tepanuu. M3BectHo, uro ciyyau B3I
y IeTeii, CBSI3aHHbIE C CUHAPOMOM AedUIIMTa perapaluuu He-
cnapeHHbIX HyKIeoTuaoB (CMMRD), mokaszaau Giaromnpusit-
HBII OTBET Ha IIPUMEHEHNE MHTMOUTOPOB KOHTPOJIBHBIX TOUCK,
TJIMOMBI ¢ MyTatusiMu TeHoB BRCA 1/2 awyBctButenbHbI K PARP-
MHTUOUTOpAM.

Ieau u 3aaa4n — u3yvyeHue 4actoTel Bcrpeyaemoctu B3I ac-
COLIMMPOBAHHBIX C CHHAPOMAaMU TTPEIPACIIONIOKEHHOCTH K paKy
cpelu malueHTOB JeTCKOro Bo3pacrta B Pecnybnuke benapych,
OInMcaHue 0COOEHHOCTE! KIMHUYECKOTO TeUeHUs 3a00IeBaHMS
U OLIEHKA UCXOMIOB JICUECHUS.

Marepuajsl 1 MeToabl. PeTpOCTICKTUBHBIN aHAIM3 JaHHBIX
nauueHToB ¢ B3I, monyuaBimmx neyenne Ha 6aze PHITLL JJIOTU
(Pecniybnuka benapycs) ¢ 2015 mo 2023 . MonekysipHO-TeHe-
TUYECKOE HccliefoBaHue MpoBoaniIoch MeTogoM NGS (1mpoko-
naHesbHOro TapretTHoro JIHK-cekBeHMpoBaHus1), ceKBEHUPOBa-
Hus no Coanrepy. J11si moaATBEpXKAEHUSI TePMUHAIBHOTO CcTaTyca
00HapyKeHHBIX BApUAHTOB UCCICIOBATIMCH 00pa3Ibl KPOBH.

Pesynsratel. Cpenu 76 marmentoB ¢ B3IT cuHapoM mpen-
PaCIONIOXKEHHOCT K paky ObuL1 ycraHosiaeH y 9 (11,8 %).
CIIeKTp BBISIBICHHBIX CHHIPOMOB BKITIOUANl HelipopropomMaTos
I-ro Tuna (n = 3), CMMRD (n = 2), cuHApPOM CeMeIHOro paka
MosouHoi kene3sl (PMXK) (n = 2), cunanpom Jiu—®paymenu
(n=1), DICERI (n = 1). CpenHuii Bo3pacT JeTeil Ha MOMEHT
nuarHoctuku B3I cocraBun 8,03 roga. ¥ 1 U3 malmeHTOB pa3-
BUJIach BTopas omyxoib. B 2 ciyuasx B3I o6pa3oBanach B pe-
3yJIbTaTe OITyX0JIeBOM TpaHC(hOpMAIIMN HU3KO310KauYeCTBEHHBIX
oM U ripoBeneHns JIT. YV 3 manimeHTOB ObIT OTITOIIEH CeMeli-
HbIIi OHKoJIornyeckuii aHamHe3. IlpakTuyecku Bce OOJbHBIE
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MOJIYYMJIM CTaHAApTHOE JiedeHue, BKItovatomee JIT u xumuo-
tepanuto (XT), 3a uckiaoyeHuem 1 malueHTa ¢ CUMHIPOMOM
ceMmeitHoro PM2K, nonyyaBiiero osanapu0 1jist Je4eHUsT peLm-
JIMBHOM omyXoJin. JIBYXJIETHSISI BBKMBA€MOCTb JI0 IIPOTPECCUPO-
BaHUs nanueHToB ¢ B3I ¢ cuHapoMoMm npeapacnoaoXeHHOCTU
K paky coctaBuia 25 % (95 % AW 19—45), uro HMXe 1Mo cpaB-
HeHu1o ¢ manreHTamu ¢ B3I, He CBA3aHHBIMU C TEHETUYECKUMU
cunapomamu, — 29 % (95 % AN 2—37).

BoiBoapl. [1porHo3 B3I, cBsi3aHHBIX ¢ CUHApPOMaMu Mpej-
pPACIoOOXEHHOCTU K paky, MpU JICUEHUU CTaHAAPTHBIMU Me-
ToAaMU HeOJaronpusITHBINA, YTO yYKa3blBaeT Ha HEOOXOAUMOCTb
BHEIPEHUS HOBBIX TEparneBTUUYECKUX ITOJXOA0B B PYTUHHYIO
MPaKTHUKY.

KnuHuKko-rucmonoruyecxas
Xapakmepucmuka audgy3HbIX onyxonei
CMmBoONa roNnoBHOro Mo3ra

(nunomuoe uccneposaxue)

C.C. O3zepos, A.B. JlesoB, M.U. JInpmm,
A.H. Kucmgkos, M.A. Kosuesa, D.B. Kymuposa
I'bY3 «Mopososckas JITKb I3M»

AKTyaJabHOCTh. JleueHue OobHBIX ¢ nucdy3HON TIMOMON
cTtBosia TojioBHoro mosra (Diffuse Intrinsic Pontine Glioma,
DIPG) gBnsieTcst omHOI M3 caMbIX MpayHBIX CTpaHULl COBpE-
MEHHOI HEeMPOOHKOJOrUU. BEICTPHIN U (paTaabHBIN UCXOI 3TOTO
3a00JIeBaHUS MIPU OTCYTCTBUU Jaxke MUHUMAJIBLHOTO Iporpecca
B UX Tepanuu 3a MOCIeIHUE HECKOJIbKUX NECSITUICTUN TPUBO-
IUT B OTYasiHME U MalMEeHTOB, U Bpaueil. B HacTosiee Bpems
Bo3BpalaeTcs uHrepec K ouoricussMm DIPG. DTo o0bsicHseTCS
MpeXae BCero OTCYTCTBUMEM Jaxe MUHUMAaJIbHOTO IIporpecca
B JICUEHUHU OOJIbHBIX C OMYXOJSIMU CTBOJIa TOJIOBHOI'O MO3ra Ha
MPOTSKEHUM HECKOJIbKUX AecsaTuiieTuil. Bo3amoxHo, mpu uc-
CJIeOBAaHUM TKaHU OMYXOJIM OyIyT HaleHbl KaKue-TO KJIoUYu
K YCTIEITHOM Teparnuu.

Ienau u 327244 — MOMCK BO3MOXKHBIX MUILIEHEN JUIS1 TapreT-
HOU Tepanuu nubdy3HBIX OMyXOJieil CTBOJIA TOJIOBHOIO MO3-
ra y nerei, npoBeneHue crepeotakcuueckoin ouoncuu (CTh)
nubdy3HbIX OMyXOJeil CTBOJIA TOJOBHOTO MO3ra, OMnpeneaeHue
HX TUCTOJIOTMYECKOTO BapUaHTa U MOJIEKYISIPHO-TEHETUYECKUX
MapKepoB.

Marepuannsl 1 MeToabl. C 2021 mo 2023 1. B oTaeNeHUU HEW-
poxupyprud Mopo30BCKOI JI€TCKOW TOPOICKON KIMHUYECKON
0G0JbHUIIBI ObUTO BbITIOJIHEHO 13 6uomncuit y 12 6oabHbix ¢ DIPG
(12 CTBb, 1 otkpsiTas 6uoncus). Bozpact 6oabHbIX — 3—17 set
(mennana — 10 et). CooTHOLIEHE MAaTbUUKOB U AeBoyeK ~ 1:1.
JiTeTbHOCTh aHaMHe3a cocTaBmia oT 1 Her 1o 16 Mec (MeanaHa —
4 mec). Y 11 (92 %) 6onbubix DIPG BO3HUKIIA KaK MEPBUYHAST
onyxoJjb, ¥ 1 (8 %) oHa pa3BuIach Kak BTOPUYHAs IIOCJIE 3aBEp-
wenust jgedenuss OJIJI. IlpenBapuTenbHBIA TUArHO3 ObUT BbI-
CTaBJICH MO JAaHHBIM KJIMHWYEeCKOU KapTuHbl 1 MPT ronoBHOrO
mosra. CTb npoBoawnch ¢ NCIOJIb30BAaHUEM HEMPOHABUTATOPA
BrainLab. Bo Bcex ciyyasix CTb BbImosHsLIUCH TpaHcLiepebe-
JIAPHBIM JOCTYNoM. B 3 ciyyasix oqHOBPEMEHHO C OuorcHeit
ObLIa BBIMIOJIHEHA IIYHTUPYIOLIAS onepanus (BeHTPUKYJIOTEepU-
ToHeocToMus1). MPT criMHHOro Mo3ra ¢ KOHTPaCTHBIM YCUJIEHU-
eM ObLia rpoBeaeHa y 7 (78 %) GOJIbHBIX.
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Pesyabratel. OciioxXHEHUI omepaluuu He ObUIO OTMEYEHO
HU B ONHOM ciy4ae. [ucTosornyeckuit 1uarHo3 ObLI MOJyYeH
y 11 (90 %) GonbHBIX. B 1 ciyyae mosydeHa TKaHb MO3XedKa.
Y9 (75 %) nauneHTOB BbIsIBJIieHA cpeiMHHas Auddy3Has riimoma,
y1—B3I'(8 %),y 1 (8 %) — nuiougHas actporutoma. Y 2 60J1b-
HBIX (25 % 13 00cIef0BAaHHBIX TALIMEHTOB) IO pe3ysisTataM MPT
CITMHHOTO MO3Ta ObIJI0 BBISIBJIEHO METaCTaTUYECKOE TTOpakeHUe.
JleBaTH nalreHTaM ObUIO BBIITOJIHEHO KOMIUIEKCHOE TeHOMHOE
cekBeHUpoBaHue 1o nporpamme Foundation One. BbisiBIeHBI
CJIeIyIoIIe MOJIEKYJISIpHbIE U3MEHEHUST B OMYXOJIEBOM TKaHU:
H3F3A K28M — 9 (75 %) 6onbhbix, TP53 — 4 (36 %),
BRAF-V6OOE — 1 (9 %), MYCN —-1 (9 %), BCL2 —
1 (9 %), CDKN2C — 1 (9 %), nHaktuBauust PTEN — 1 (9 %),
KIT — 1 9 %), PDGFRA — 1 (9 %), TERT — 1 9 %),
KDR —1 (9 %), RICTOR — 1 (9 %) natueHr.

BoiBoapi. 1. CoBpemeHHast Tepanusi 6oibHbIX ¢ DIPG Ma-
JnoaddekTuBHa. 2. TlepcrieKTMBHBIM HampaBJieHUEM B Jieue-
HUM 3TOI MaTOJOrMK MOXKET cTaTh TapreTHas Tepamnus. 3. CTh
IUMOY3HBIX OMyXxoJieil CTBOJIa TOJIOBHOTO MO3ra MOXET OBbIThb
BBITNTOJIHEHA Oe301acHo. 4. BeisiBieHre MUlLIeHe! 11 TepCOHU-
(GUUMPOBAHHON Tepanuy MOXET CTaTh KJIIOUOM K M3JIeYEHUIO
OOJILHBIX C 3TUM 3a00JIeBaHUEM.

Amunuyxas manuthecmauus cunapoma bnym
Yy nayuexnma co cnassHcKoil Mymauuei
c.1642C>T (p.0548X) B rexe BLM

N.B. IT1axomosa, B./I. benoookosa, M.I'. HaymoBuy,
B.P. Bepreako, O.C. Bmuskosa, M.B. besepnes
I'Y «PHIII IOl H» Munzdpasa Pecnybauxu beaapyco, Munck

AxkTyansHocTh. CuHapoMm biyma (Cb) — ayrocomHo-peliec-
CHBHOE 3a00JieBaHUE ¢ YacToToil BcTpeuyaemoctu 1/48 000 po-
JKICHUI, OTHOCSIIEeCs K CHHIApOMaM TeHOMHOM HeCTaOUIbHO-
CTU ¥ OOYCJIOBJIGHHOE HAJIUYMEM WHAKTUBUPYIOLIUX MYyTalluid
BreHe BLM. OcHoBHBIe KinuHNYecKkue nposiBaeHuss Chb: Hu3Ko-
pociiocTh, (OTOAEPMATUTHI, UMMYHOAES(MUILIMTHBIE COCTOSTHUS
M TIPEIPACIOIOXEHHOCTh K Pa3BUTHIO OHKOJOTMYECKUX 3a00-
neBanuit (51,6 % ciydaeB). 3abosieBaHUE BKIIOYEHO B KJIaCCU-
dukammio oHKoremaTojorndyeckux 3adonesanuii (OI3) (BO3,
2022) KaK CUHAPOM, CBSI3aHHbII C BPOXIEHHON Mpeapacroo-
JKEHHOCTBIO K Pa3BUTHIO MUEIOWUIHBIX HEOTLIA3UiA.

Ienn v 3aaa4m — oncaHue KIMHUYECKOTO CTydast IaleHTa
¢ Cb, xapaKkTepu3yIOLIEerocss aTHITMYHBIMU KITMHUIECKUMMU TIPO-
SIBJICHUSIMU Y HAJTMYUEM PEKYPPEHTHOM IJIST CJIaBIHCKOM ITOITY-
Jumy MyTtaunu B reHe BLM (¢.1642C>T (GIn548Ter)).

MarepuaJjbl 1 MeTOIbl. MaTepuasioM 1Jisl UCCAEN0BaHUS M0~
cirykun oopazerr KM Ha MOMEHT mocTaHOBKM auarHosa. Ilpo-
OOIOATrOTOBKA ISl TapreTHOTO CEKBEHUPOBAHUS IpPOBeAcHA
¢ ucnosb3oBaHueMm QIAseq Targeted DNA Panel (141 ren).
CekBeHUpPOBaHME BHINMOJHEHO Ha Iuiatrdhopme MySeq ¢ nocie-
nywolieil Bepudukanyeil BbISIBICHHBIX W3MEHEHUI MEeTOA0M
MpsIMOTO ceKBeHUpoBaHMs 1o CaHrepy.

Pesynsratel. /lesouxa JI., eec npu poxcoenuu — 2090 e,
pocm — 44 cm. Dusuueckoe pazsumue cpedHee, 2apMOHUUHOE.
B anamuese 6pouwxumoi, omumvsl (c napauenmeszom). Juaero-
CMupogano omipvimoe 08aavHoe okHo. CemeliMblli aAHAMHE3 He
omseoueH. Ilposenenuii pomodepmamuma u opyeux gpeHomunu-
yeckux npusnaxkoé CB 3apeeucmpuposano He 6viro. B eozpacme
9 2em nocmynuna ¢ PHIII] JIOT'H ¢ scarobamu Ha 20108Hble 604U

PA3AEN III

u eunepmepmuio. Ilayuenmie ycmanoseaen duaenoz OMJI (M1 no
FAB-kaaccuguxauuu, panuux cmaduii dugpghepenyuposku), [IHC I,
epynna BP (monocomus 7, komnaekcuwiii kapuomun). Ilocae npo-
6ederUst 060UHOU UHOYKUUU KOHCIMAMUPOBAHA PEMUCCUsI ¢ NOCAe-
OyIouUM nepepviéom 6 AeHeHUU U3-3a UHDEKUUOHHBIX OCAONCHEHU.
Ha gone cmabuauzayuu npoyecca nposeden 610k XT, nocae ueeo
npoepeccuposaty msxicensvie UHMEKYUOHHbIe OCAONCHEHUS., KOMO-
pble npugenu K 1emanbHOMY UCX00Y.

YcTaHOBEHO HATUYKE TEeTEPO3UTOTHOTO KOMIMAyHAa B FeHe
BLM. TereposurotHoe HocuteabecTBO €.1642C>T (GIn548Ter)
B CiaBsiHCKOW momysisiiimu coctapisier 0,2—0,6 % wm acco-
LIMAPOBaHO ¢ paHHUM pazButueM PMIK. B Hacrosiiee Bpe-
Ms1 orucaHo 2 ciydas Cb, xapakTtepusyloluxcsi Haauduem
¢.1642C>T (GIn548Ter) 1 aTUMMYHOM KIIMHUYECKOM KAPTUHOIA.
Myrtaums c.1316del (p.Met439fs) onmcaHa Kak IaToreHeTHUYe-
ckasi mpu Cb ¥ neTeKTrpoBaHa y MallueHTOB C KOJIOPEKTaTbHbIM
pakoM. Takum 06pa3zoM, 06a BapuaHTa KJIaCCU(PUIIMPOBAHBI KaK
MaTOreHHBIE.

BeiBoapl. OmMcaHHbBII KIMHUYECKUI ciydail MOATBEpXKIa-
eT TIPEATOJIOKCHNE 00 acCOoIMalMy CIAaBIHCKON MyTalnu
c.1642C>T (GIn548Ter) B reHe BLM w atunuuHbix opm Ch
(oTcyTCcTBHE 3amepXKXKKM pocTa U doTomepMmaTuTa). BrioueHue
reHa BLM B nuarHocTuyeckyto naHenb st OI'3 mo3Boaut odec-
MeYuTh 0oJiee BICOKMI ypoBeHb A hepeHLIMalbHON JUarHo-
CTUKH.

Hosaa Mymauusa SLFN14, cBa3aHHas
¢ MakpompomGoyumonexued y nayueHmxu

C mA#KenbiM remopparu4eckum CUuHgpoMom

.M. ITosoxos" 2, ]I.B. ®enoposa’, A.A. Urnarosa’,
E.A. ITonomapenko', A.A. MaptbsaHos!, 1.B. MepcusiHosa',
H.A. ITogomaenosa', A.B. IToaeraes!, E.A. Ceperuna’,
E.B. Tpyxuna', C.A. ILiacynosa', I A. HoBuukosa',
I1.A. 2Kapkos!, M. A. I1anteneeB' >
'OIBY «HMHUIL[ ITOU um. Imumpus Poeavesa»
Mumnzopasa Poccuu, Mockea;

OI'BYH «llenmp meopemuueckux npobiem Gu3UKO-XUMUHECKOU
gapmarxonoeuu» Poccuiickoii akademuu nayk, Mockea;
JOIHOY BO «Mockosckuii 2ocydapcmeeninlii yHUGepcumem
umeru M.B. Jlomonocosa», Mockea

AkTyansHOCTh. HapyieHne cBepTEIBAEMOCTH KPOBH TPOM-
oouutapHoro tuna 20 (Platelet-type bleeding disorder 20,
BDPILT20), usBectHoe kak SLFNI4-cBs3aHHasi TPOMOOIIUTO-
TIEHUS, SIBJISIETCS PEIKOI HAaCIeACTBEHHOM TPOMOOIIMTOIICHUEH
(HT). Panee ObL10 onucaHo 5 reTepo3UroTHBIX MUCCEHC-MyTa-
uuii B rene SLFN14.

Ienn v 3aaa9n — U3yIUTH HapyIleHUsI MOpdhoornu U hyHK-
Uy TpoMOoLUTOB Tipu SLFNI4-cBI3aHHOI TPOMOOLUTOTIE-
Huu. Pe3ioMupoBaTh ITOJydeHHbIE NAaHHbIE OJIs1 OOJIer4eHus:
nuddepeHIMaNIbHON fMarHocTuky ¢ npyrumu HT 1 nMMyHHOM
TpoMborutonenueit (MTIT).

Marepuaasl U Metonmbl. IIpoBeaeHO KOMILIEKCHOE K-
HUKO-JTa0bOpaTopHOe OOcienoBaHME MauueHTKu 17  jer
C MakKpOTPOMOOLIUTOIIEHUEN M TSIKEIBIM KOXHO-CIIM3UCTHIM
reMopparu4eckum cuHapoMoM. OO0ciiefoBaHue IIPOBOAMIOCH
¢ ucnoyib3oBaHreM [lequaTpuueckoro orpocHUKa KpOBOTOUM-
BocTtu (Pediatric bleeding questionnaire, PBQ), NGS, onTtuue-
CKOI1 1 (bJIyOpeCLEHTHOM MUKPOCKOIIMU, IIPOTOYHOM LIUTOME-
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TPUM C aKTUBALIMEI M aHAJIM30M BHYTPUKIIETOYHOM KaJIbIINEBOM
CUTHAJIM3ali TPOMOOIIUTOB, ONITUYECKOI arperoMeTpUM U po-
cra TpoM0a B MPOTOYHOI Kamepe.

Pesynpratel.  TskecTb  reMoOpparmyeckoro  CHHIpPO-
ma oueHeHa B 20 6amioB nmo PBQ. KonuuectBo Tpom-
6ouutoB cocrtaBuiao 40 x 10°/n1. AHamM3 TeHOTUIA Ta-
LIMEHTKU BBISIBUJ paHee HEONMUCAHHBIA BapuaHT C.655
A>G (p.K219E) B MmyTalinoHHOI1 ropsiueii Touke reHa SLFN14.
NMMyHOMIyOpeCcIIeHTHOE ¥ CBETJIOTIOJNBHOE WCCIIeIOBAHUS
TPOMOOILIUTOB B Mas3Ke BBISIBUWIM HEOTHOPOIHOCTh pa3Me-
POB KJIETOK, BKJIOYasl TMTFaHTCKUE (DOpMbI AuUaMeTpoM OoJiee
10 MKM (HOpMaJIbHBIH pazMep — 1—5), ¢ Bakyonu3auueit u nud-
(dy3HbIM pacnpenenenueM Bl-tyoyauHa u CD63. Tlpu akTuBa-
1uu cmecbio CRP + TRAP TpoMOOLMTBI MOKa3aau ociadieHue
yMeHbllleHUs1 pazMmepa 10 1,31 oTH. ea. (Hopma — 1,37—2,09)
u otmereHusi/uatepHaym3aun GPIb no 1,35 oTH. en. (Hop-
ma — 1,43—2,39). IpaHyISIpHOCTb MPU aKTUBALIMU TPOMOOIIUTOB
yBeauuuiach 10 0,98 otH. ex. (Hopma — 1,11—1,58). DkcTepHa-
nmuzanst GP 11b/111a n3 BHYTpUKIIETOYHOTO JIETTO ObLJIa COXpaH-
Ha — 3,38 oTH. en. (Hopma — 2,28—3,45), HO KiacTepu3alus
aktuBupoBanHoro GP IIb/Illa 6bina ocinabnena no 7,38 OTH.
eln. (Hopma — 21—-48). O6beM MIOTHBIX TPaHyJI (110 MEMaKPUHY)
ObL1 yBeaudeH 10 156 % (Hopma — 73—118), HO gerpaHyIsLKs
ObL1a coxpaHHa 2,7 OTH. ell. (HopMma — 2,2—4,8). Jlerpanyasiuus
a-rpaHya (rmo P-cenexkrtuHy) Obuia coxpaHHa — 35,4 OTH. ef.
(Hopma — 20—47,5). McciienoBaHue BHYTPUKIETOUHOM Mepeaa-
YU CUTHAJIOB BBISIBUJIO HApYIIeHNE MOOWIM3AIINN KaJIbIIUS TTPU
crumyasuuu TRAP — 35,97 HM (Hopma — 180 = 44) u CRP —
10,08 HM (HOpMma — 56 % 30). Arperauus ¢ ameHO3MHAUMOC-
darom (AID), xomrareHoM, TRAP, apaxumoHOBOIT KMCIOTOM
U aIpeHaJIMHOM OblIa ociabjieHa 0 CJIENOBBIX 3HAYEHUI, HO
arnTIOTUHALMS ¢ PUCTOIETMHOM COXpaHslach. B mpoTouHo
Kamepe co ckopoctbio casura 400 c-1 aare3uss TpoMOOLUTOB
K KOJUTareHY U POCT CTYCTKA ObUTA OCJIa0JIeHBI.

BoiBonbl. BrisiBieHHBIE M paHee HE OMMCAHHbIE Hapyllle-
HUS (peHOTUTIA, IUTOCKEETa U BHYTPUKIIETOUHOI CUTHAN3a-
WU OOBSICHSIOT TIPUPOAY AUCHYHKIIUN TPOMOOIIUTOB SLFN 14
U TSKEJIOTO TeMOpparndeckKoro CUHApoMa y manueHTku. Onu-
CaHHBIN MATTEPH HAPYHICHUI MOXET ObITh TI0JIe3eH Mpu Jud-
depenumanbHoit quarHoctuke SLFN [4-cBsi3aHHON TPOMOOIIM-
TOTICHUU.

bone3nb Kukyyu-@yamumomo: peaxuil

KNUHUYeCKui cnyvail y aesouku 11 nem

H.B. Caseabesa', A.B. Bypayukas!, B.B. JIeoenes?,

A.B. Aspamenko?, C.M. Borauesa', C.A. ITonos?
IPIrbOY BO «Kybanckuii cocydapcmeentblii MeOUUUHCKULL YHUBepcUmem»
Munszdpasa Poccuu, Kpacnooap;

’I'BY3 «/lemckas kpaesas KAuHu1eckas 060AbHULA»
Munszdpasa Kpacnodapckoeo kpas, Kpacrhodap

AkryanbHocTh. bone3nb Kukyun—®ymxumoro (BK®), mimn
TUCTUOLIMTAPHBIN HEKPOTU3UPYIOMINN TUMGbAICHUT, SIBIISICTCS
OYeHb PEAKON MPUYMHON J0OpOKaYeCcTBEHHOM TnMdaaeHoIa-
. BK® yacto ommboyHO IrarHOCTUpyeTcs Kak JuMdoMa,
TyOepKyne3 uian auMdaaeHUT MPU CUCTEMHOM KpacHOM BOJI-
yaHke. /[uarHo3 BbICTaBJISIETCSl HA OCHOBAHWM TMCTOJIOTUYECKO-
ro u UI'X-uccnenoBanuii anaauzon ouonrara JIY. BK® — 3a60-
JIeBaHWeE ¢ 0J1aronpUsITHbIM TTPOTHO30M.
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Ienu v 3a1a4n — NIPEICTABUTD PEIKUIA KITMHUYECKUIA CITydait
BK® y neBouku 11 ner.

Marepuajsl U MeToabl. [Iposeder ananus MeOUUUHCKOU 00Ky -
meumavuu navuenmrku 2011 e. p., komopas npoxodusa 06credo-
saHue u neuerue 6 gpespane 2023 2. 6 xupypeuueckom omoeneHuu
No 1 JIKKFE 2. Kpacnodapa.

Pesynwratel. [Ipu nocmynienuu 6oau 6 jcusome nepuoduye-
ck020 xapakmepa 6 meverue 7— 10 ouneii. B anamuese: xponuueckue
3a001€8aHUS OMCYMCMBYIOM, NPUBUBKU NO KAAEHOAPI0, KOHMAKM
¢ mybepKyne3om 6 cembe OMpuyarom, aiiepeuteckux 3a601e6aHuil
nem. Ilpu ocmompe: ne memnepamypum, nepugepuveckue J1Y ne
yeeauueHbl, co CIMOpPOHbl NeeKux U cepdya 6e3 namoaoeuu, neyeHs
+2 cm, cenesenka ne ygeauuena, 601e3HeHHAs NAALNAYUS 8 NPABOIL
noodezdowiHoli obaacmu. B ananuse kpoeu, 6uoxumuveckom awa-
ause Kkpogu u 6 ananuse moyu 6e3 namonoeuu. KT opeanoé oprous-
HOI noaocmu: NPUBHAKU c80000H020 HCUOKOCMHO20 KOMNOHEHMA
6 Jlyenacosom npocmpancmee, eenamomeeanrus. He uckawouancs
decmpyKmueHblil anneHOuyum amunu4Hol aokasuzayuu. Jluae-
HOCmu4ecKasi AanapocKonus: 6 30He UAeOUeKanbHo20 nepexooa
uHpuUALMpam, npedcmasneH KOHeAoMepamom yeeauueHnvlx J1Y
¢ NOONasHHOU Npsaoblo 00AbUI02O CANLHUKA, Yep8eodpasHbli om-
pocmok unmaxkmuulil. Huscnecpedunnas aanapomomus: y4acmok
UHDUABMPUPOBAHHORO CANbHUKA OmOeneH, pe3euuposat. Buidese-
Hbl U 833mbl Ha buoncuro 3 mezenmepuanvHolx JIY (2,0 x 1,5 cm,
1,5 x 1,0cm, 1,0 x 0,5 cm). LHlumonoeus mazkos-omneuamrog J1Y:
KAemouHblll Mamepuan ¢ npeobaadanuem AUMPOUOHBIX INeMeH-
MO8 pazHoil cmeneHu 3peaocmu, NAA3MOUUmMOo8, UMMYHOOAACMO8,
npuUCymcmeyom Kiemku, mMoppoaoeuuecKu cxooHvle ¢ KAemKamu
Xooxuckuna. UT'X-uccnedosanue: KpynHoie Kaemku 3KCHpeccupy-
tom CD30, MUM 1, Fascin, PAX-5, ouaeosas skxcnpeccuss EBER,
6 MOM uucae HA KPYNHbIX KAemKax. 3akawuerue: KAACCUHecKas
JIX, HoOyaspublil cKkaepo3. Buoncuiineiii mamepuan HanpasieH
6 pegeperc-nabopamopuro OI'BY «HMHUIL] JITOHU um. JImumpus
Poeauesa» Munzdpasa Poccuu. Mukpockonuueckoe onucanue:
mamepuan npedcmaener paemenmamu mxanu J1Y, nokpeimozo
moAcmoll coe0uHUMeNbHO-MKAHHOU KAncyaoll ¢ 860CHAAUMENbHOI
uHpuabmMpayueil, nposUGepupyrOUUMU KPOGEHOCHbIMU COCYOamu.
Tucmoapxumexmonuka J1Y wacmuuno cmepma 3a cuem 04aeo8
KAeMOUHbIX CKONACHUL 8 COCMOSHUU HEKPOOUOMUUEeCK020 Kapuo-
pekcuca. B napenxume HeMHO20UUCAEHHbIe NePEUUHbIE U 8MOPUY-
Hble AUMPOUOHbIE PONAUKYAbL, MENCPHONNUKYASPHBIE NPOCHPAH-
cmMea GbINOAHEHbl MHOLOMUCACHHBIMU AUMPOUOHBIMU KAEMKAMU.
HUTX-uccredosanue: svisagnena sxcnpeccuss CD20/Pax5, CD3 na
B- u T-aumghoyumax, omcymcmeyem sxcnpeccus CD30, EBV.
Sakarwuenue: npusnaku aumgadenuma Kuiyuu—Dyducumomo,
Kapuopexmuueckas cmaousi. B xupypeuveckom omoeneHuu nayu-
eHMKa NoAY4ana aHmubaKxmepuatsHyo mepanur. Bummucana na
10-e cymku 6 yooearemeopumenshom cocmosiHuu nod HabarooeHue
eemamonoea JIKKb e. Kpacnodapa.

BoiBoapl. TakuM 00pa3oM, y NallMeHTKU ObLT BBISIBIEH KOH-
riaoMepaTr yBeJIMUYEeHHBIX Me3eHTepualbHbIX JIY. B pesynbrare
ructojiornyeckoro u MI'X-aHanu3oB ObUT BBICTABIEH JAUArHO3
JIX. TTocne mepecMoTpa OMOTICUITHOTO MaTepuana B peepeHc-
LIEHTpEe BBISIBJIEHBI U3MeHeHUs, xapakTepHble 11 BK®. Tan-
HBIM KJIMHUYECKUIA CIydail mpeacTaBlisieT COO0M OYeHb PeaKYOo
dbopmy mTuMbaneHOIaTUM, KOTOPasl IIEPBOHAYATIBLHO OBLIa JUar-
HocTupoBaHa Kak JIX.

PA3EN 111
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flBneHue comamuyecKoro Mo3auyu3ma
B hamoreHe3e passumus
HoBooOpa3oBaHuil y nemei

A.C. Canomatuna, M.A. KypHukosa,
JI.A. SIcbko, FO.M. Mapeesa, A.E. [pyii
OIBY «HMHUIL JITOU um. Imumpus Poeauesa»
Mumn3zopaea Poccuu, Mockeéa

AKTyansHOCTh. MoO3anyHbie (hOPMBI 3a00I€BAHUI SIBIISTIOTCS
pe3yJIbTaTOM COMaTUYECKUX MYTallMil HA OTHOM U3 3TAIlOB M-
OpuoreHesa. JInarHoCTUKAa MO3aUYHBIX CUHIPOMOB UMEET BaX-
HOe KJIMHWYECKOE 3HaueHue. B pse cirydyaeB BbISIBJIEHUE MTATO-
TE€HHBIX MO3aUYHBIX MYTallMil MTO3BOJIUT HE TOJbKO OOBSICHUTH
3TUOJIOTUIO Pa3BUTUSI HOBOOOPA30BaHUS, HO U OyIeT Crnoco0-
CTBOBaThb MOAU(UKAIIMN CTIeUU(bUIECKOTO JIEUEHUS, TTO3BOJUT
VHULMUPOBATh MOJIEKYJISIPHO-HaMpaBlIeHHYO Tepanuio. Kpome
TOr0, MO3aWYHbIE CUHPOMBI MOBBIIIAIOT PUCK PAa3BUTUS pa3-
JIMYHBIX 3JIOKAYECTBEHHBIX U HOOPOKAYECTBEHHBIX OITyXOJIEH,
YTO OMpEAeISIET HEOOXOAUMOCTb pa3paboTKN U MOCIEAYIOIIETO
co0JI0IeHNS] TPOTOKOJIOB HAOIIOAEHUS JUTS MALlEHTOB.

He.]'ll/l M 321291 — OIMCAHME MOHATHUS «COMAaTUYECKUI MO3a-
NIHU3M» (CM) 1 €ro pOJiM B MMAaTOIr€HE3€ pa3BUTUA 4YaCTU CIIO-
pagn4YCCKHX OHYXOHCﬁ; JCMOHCTpalvad KIMHHUYCCKUX CJIydacB
pa3BUTHUA MO3aMYHbIX CHUHIPOMOB Yy ,[[CTCI7I; IIpEACTaBICHUC
aJlropuTMa MOJICK}UIH]Z)HO—FCHSTI/I‘-ICCKOﬁ JMAarHoCTUKHU CM.

Marepuaisl 1 MeToabl. Bce mareHThl, BKIIOYCHHBIE B UC-
cleoBaHME, UMEJIM B aHAMHE3€e OITyXOJIb M B psiae cayJaeB (e-
HOTUITMYECKHE OCOOEHHOCTH, IT03BOJISIONIME 3allod03PUTh
HaJIM4Ke TeHeTUYECKOro hakTopa IMpeapacIioaoKeHHOCTHU B Ma-
TOreHe3e pa3BUTHSI HOBooOpa3oBaHMs. HeKOTOphIM MalieHTaM
JI0 BKJIIOUEHUS B MCCIeIOBaHNE TTPOBOIMIACH MOJIEKYISIPHO-Te-
HeTUYecKasl TMarHOCTHKA, OJHAKO MaTOTEHHBIX/BEPOSITHO Ta-
TOT€HHBIX T€HETUYECKUX BapUAHTOB, OOBSICHSIOMMNX MPUIMHY
pa3BUTHSL OMYXOJIHM, paHee BBISIBICHO He ObLIO. B KauecTBe mc-
clieIyeMOTo MaTepuaa B IepBylo ouepenb ucroib3oBaHa JHK,
BBIIEICHHAS U3 (PUKCUPOBAHHON WM MPU JOCTYITHOCTU U3 CBE-
Kell TopaxkeHHO# TKaHu. B psime ciyyaeB 11 MccleqoBaHUS
HCITOJIb30BaIOCh OoJjiee OMHOro obpaslia Marepuana — TKaHb,
He cofepIKalliasi OImyXoJIeBbIX KJIETOK, OITyXOJEBbIi MaTepuall OT
JIPYTUX OIlepaluii, OYKKaJIbHBIA SMUTENUN, Tepudepruyeckas
KpoBb. MccnenoBanue mpoBoauioch Ha 6aze HMMUIL JITOU
uM. Jmutpusa Porauesa ¢ ucnonb3oBaHueM MeTonoB NGS,
MHOXECTBEHHON JTUra3HO-3aBUCUMOM aMILIN(UKAIIUY 30HI0B
(MLPA/MS-MLPA), cekBeHupoBaHus o CaHrepy.

PesyabraThl. B xome wucciaemoBaHuUsI OOHapy>KeHbI MoO-
3aMYHbIe MYyTallUM B Te€HaX, aCCOLIMMPOBAHHBIX C Pa3BUTH-
eM cuHapoma bekButa—BunemaHa, rpynmbl CHMHAPOMOB U3
cnektpa PROS (PIK3CA-related overgrowth syndrome), cuH-
JIpoMa JIMHEIHOIo HeByca CaJibHbBIX kese3 B couetaHuu ¢ PMC/
9KTOME3EHXMMOMOM M NIPYIrMX MO3au4HbIX CUHAPOMOB. [Ipu
OIpee/IEeHHBIX HO30JIOTMYEeCKUX (hopMax BbISIBJICHUE MAaTOTeH-
HBIX BApUAHTOB UMEJIO TTPEAMKTUBHOE 3HAYEHUE U TOCITYKUIIO
OCHOBaHMEM [UIsI Ha3HAaYeHUs] MOJICKYJSIPHO-HaAIpaBIeHHOM
Tepanuu. B psne ciaydyaeB oOHapykeHHe SMOPHOHAIBHBIX MO3a-
WYHBIX MYyTallMii MTO3BOJUIO OOBSICHUTh Pa3BUTHE HOBOOOPA30-
BaHUU y MAlIMEHTOB. YUYUTBIBAsl MOBBIIICHHBIA PUCK Pa3BUTHS
oIryxoJieil Ha (poHe MO3aMYHOIO CHHIpPOMa IPeapaciooXeH-
HOCTH, TIAlIMEHTaM PEKOMEHIOBAaHO COOJIIOACHNE MPOTOKOJIOB
JUHAMUYECKOTO HAOIOICHUSI.

PA3AEN III

BoiBoapl. TpyaHOCTM AMArHOCTUKM U HEOOXOIUMOCTb Je-
TeKIUM MO3aW4YHBIX MYTalWii, YYUTbIBasg MX KIMHUYECKYIO
3HAYMMOCTb, OIPEACISIOT Ba)KHOCTb CO3JaHUS aJlfOpUTMa,
TO3BOJISIIONIET0 Ha 3Talle MHULMALMUA MOJIEKYISIPHO-TeHETH-
YeCKO# TMAarHoCTUKM, Ha OCHOBAaHWM JAHHBIX aHaMHe3a, TUTIa
HOBOOOpPa30BaHMsI, (PEHOTUIMMUYECKUX XapaKTEePUCTUK TMallMeH-
Ta, ONIPeAeIUTh HanboJiee ONTUMATIbHbII METO/, UCCIIeTOBaHMSI,
a TakKe BbIOpaTh MoaXoasuii ouomarepuai. B xoxe uccneno-
BaHUs MPOJAEMOHCTPUPOBAHbI KIMHUYECKUE CAy4Yad pa3BUTHUS
HOBOOOpPAa30BaHMIi, aCCOIMUPOBAHHBIX C MO3AaWYHBIMU MYTa-
OUSMU B pa3IMIHBIX TeHAX, ONTICAHBI KPUTEPUH, TIO3BOJISIONINE
3aMol03pUTh HAJTUUKEe MO3aUYHBIX CUHAPOMOB, a TaKXKe Mpe-
CTaBJIeH aJlTOPUTM AuUarHocTuku CM.

MemamakcoHOMUYEcKul ananus
MUKpoGuombl KUWEYHUKa Aemei
C BPOMACHHLIMU HapYWEHUAMY

UMMYHHOIil cucmembl

E.A. Ckomnosen, B.P. Beprenko
I'Y «PHIII JIOT'H» Munzdpasa Pecnybauxu beaapycs, Munck

AKTyalIbHOCTB. B3anMoelicTBIe MeXX Iy MUKPOOMOTOM 1 M-
MYHHTETOM XO3SMHA IIPEICTaBISICT CO00M (hyHIaMEHTAIBHYIO,
CUMOMOTUYECKYI0O U TUHAMUYHYIO B3aUMOCBSI3b. Y TeHETHYe-
CKU TIPEIPACITOJIOKEHHBIX JIMI JUCOMO03 MUKPOOMOMa MOXKET
yCUJIUBaTh Ae(DEKTHBI UMMYHHBIN OTBET MPOTUB MUKPOOHBIX
M TPUOKOBBIX IMATOTeHOB. B yCclIOBUSX BpOXKAEHHBIX I1e(EKTOB
nmMyHHOM cucteMbl (ITW/]) nuc6r1o3 MoxeT BO3HUKATh M3-3a
YMEHBIIICHHS TTOITYJISIINN MAKPOOPTAaHNU3MOB, KOTOPHIE B HOP-
Me€ CBSI3aHBI C 3aIIUTHBIM JCMCTBUEM, YBEJIUUEHMS TTOIYJISIIIUN
BO30YIUTEIs] WIM SKTOIMMYECKOMN JIOKAJIM3alMi KOMMEHCAb-
Hoit daopsl. CiemoBareabHO, IS JIyYIIEro MOHMMaHUS Ta-
topusuonoruu MU n cBSI3aHHBIX ¢ HUMM B3aUMOACHCTBUIL
MUKpOOHOMa HEOOXOAMMBI DoJiee MacIITaOHble UCCIIeI0OBaAHMS,
COCPEIOTOUYCHHBIC HAa MOJCKYISIPHBIX, WMMYHOJIOTMIECKIX
U KIMHUYECKMX aclieKTax.

Ienu u 3aa4u — TIPOAHAIM3UPOBATH COCTaB OAKTEPUil K-
IIeYHNKa 30pOBBIX JeTeil u mamueHToB ¢ [TW]l ¢ momolibio
NGS.

MarepuaJjisl 1 MeTOabl. MaTepraaoM IJIsl UCCICIOBaHMS T10-
CIyXUau oOpaslbl Kajla, mojydeHHble oT 20 3M0pOBbIX deTei
n 9 maruenToB ¢ [11]1 ¢ moMoipio ruardopmel Illumina Miseq
(v3 600 unkioB). HazHayeHne TaKCOHOMUU ITPOBOAUIOCH C MO-
MolLbIO 0a3bl JaHHBIX SILVA.

Pesyabratel. ¥ 5 nanuenTton ¢ [TV orMevanach NOBbIILIEH-
Has goJs1 g. Enterococcus (5—49 %) OTHOCUTEIBHO KOHTPOJIBHOM
rpymibsl. Cpenyt Ipyrux 0aKTepuii KWIIEYHWKa Ha YPOBHE pona
B rpynne [TW]1 6bu1u yBenuuensl: g. Mitochondria, g. Clostridium,
g. Rothia, g. Veillonella. B rtpynre 300pOBBIX IeTeil IMpeo-
OmamaromuMu  cemeiicTBamMu  siBisitotress  f. Lachnospiraceae,
f. Ruminococaceae, f. Oscillospiraceae. B Tpymie TalMeHTOB
npeBaympoBanu cemeiictpa: f. Micrococcaceae, f. Clostridiaceae,
f. Enterococcaceae. AHanu3 anbga-pazHooOpa3usi Ha OCHOBE
nHaekca llleHHOHa ToKasay cpeqHUi moKa3aTenb 2,57 njs na-
LIMEHTOB, YTO ObLIO Aajeko OT MeauaHbl (4,02) 1 OJU3KO K MU-
HUMaJIbHOMY 3HaueHuo (2,92) mist 3mopoBhix mereil. CpemaHee
3HaveHue InvSimpson cocrtaBmwio 26,20 mis 3M0pOBBIX JIIOAEHA
u 8,09 misg maumeHtoB ¢ ITHU/I. DT pe3yabTaTbl XOpPOIIO CO-
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OTBETCTBYIOT JAPYTUM MCCJAEAOBAHUSIM, JEMOHCTPUPYIOIIUM
3HAYUTEJbHOE CHUXXEHME B TaKCOHOMUYECKOM pa3HOOOpa3uu
MUKpPOOHMOMA KUILIEUHUKA Y MALIMEHTOB C pa3MYHBIMU HO30J10-
ruueckumu popmamu [TUJI. TToTepst pazHooOpasus peKanbHO
MUKPOOUOTHI OOBIYHO CBSI3aHA C BBLICOKMM PUCKOM MHGEKIIN-
OHHBIX 3a00J1€BaHUI Y MOXKET OBITh UCITOJIb30BaHa JJ1s1 MPOTHO-
3UPOBaHUS MOTEHUMATBHBIX OCJIOXHEHUIA.

BoiBoapl. g manmenToB rpynmsl [TW/] otMedyeHO 3HA4Yu-
TEJIbHOE CHIVDKEHME IOoKa3aTesiell pa3HooOpa3usi MUKPOOUOTHI
XKKT. NUupexcsl pazHoobpasus lllenHoHa, InvSimpson Obutn
3HAYUTEJBbHO HUXe B rpymrie nanueHToB ¢ [11]l B cpaBHeHUHN
C KOHTpOJIbHOI rpynmoil. TakuM obpa3zom, aHaau3 Mpoduiis
OakTepuit KuleyHrKa, BoBaedeHHbIX B [TW]I, MmoxeT npencras-
JISTh COOOM BaXKHBIN 1Al HA MYTH K JIydlIeMy MTOHUMaHUIO Ta-
ToreHe3a 3abosieBaHuUs U co3aaHuio 6osee 3(pHeKTUBHBIX Tepa-
MEeBTUYECKUX TPOTOKOJIOB.

Onbim NnpuMeHeHud UMMYHocynpeccuBHoil
mepanuu npu XunesHbiX Bbinomax
Yy HOBOPOKAGHHBIX U Aemeil

rpyaHoro so3pacma

ML.A. Cyaasko', A.C. I'ypckas!, E.IO. JIpskonosa’,
I'.b. Carosin?, P.P. Bagsuros', E.B. EkumoBckasg!,
N.B. Kapnyra', A.A. Knenukoa'
'DIAY « Hauuonanvholii MeOUYUHCKUL UCCAe006AMENbCKUL UeHMp
300posbs demeil» Munzdpasa Poccuu, Mockea;
HUHU JI0ul um. axad. PAMH JI.A. lypnosa @I'BY « HM U] onxonoeuu
um. H H. broxurna» Munzdpasa Poccuu, Mockea
AKTyalIbHOCTb. XWJIOIIEPUTOHEYM M XMJIOTOPAKC B IIEPHO-
JIe HOBOPOXJIEHHOCTU U Y AETEeW TPYAHOTO BO3pacTa — PEIKUe
XVYC, BoszHUKaoINMe B pe3yiabrare HaIUIUSI aHOMAIUMA WIN
HE3peIoCcTH TMM@aTUISCKUX COCYI0B, Ha (DOHE COITYTCTBYIO-
IIei MaTOJOTMM, B TOM UMCJIE OHKOJOTMYEeCKUX 3a00JIeBaHUM.
Metoauka iedeHUsI XUJIe3HbIX BHIITIOTOB B HACTOSIILIEE BPEMSI OJ1 -
HO3HAYHO HE OIpeaeicHa.

Ienu u 3aga4u — MIPOAHAIM3UPOBATDH OIBIT UCITOIb30BAHMS
U OLEHUTb 3h(PEKTUBHOCTh MMMYHOCYIPECCUBHOM Tepanuu
(M CT) cupoammycoM y HOBOPOXKICHHBIX U IETEi TPYIHOTO BO3-
pacTa Ipu JieYeHUM XUJIOMEePUTOHEYMa 1 XUJIOTOpaKca.

Marepuansl 1 MeToabl. [IpoBeneH peTpOCHEKTUBHBIN aHa-
Jm3 11 ucrtopuii 6071e3HM AETE ¢ AMArHO3aMU XUJIOTIEPUTOHEYM
M xusioropakc 3a nepuo c 2018 mo 2023 ., mojyyaBIINX JIeUeHUE
BXUPYPIrUYECKOM OTICJIEHUN HOBOPOXKIECHHBIX U I€TEH TPYIHOTO
Bospacta @®TAY «<HMMULI 3nopoBbs neteit» Munsapasa Poccun.
Bcewm netsiM mpu BBISIBACHUN XUJIE3HOTO BBIIOTA BBHITIOJIHSIOCH
JIPEHUPOBAHME, TIEPEBO/ Ha MOJHOE MapeHTepalbHOe TTUTaHUE,
Ha3zHayvajlach KOHcepBaTUBHas Tepanus. [lepBas TMHUS KOHCEP-
BaTUBHOI Tepamuu — OKTPEOTUA B A03MpOBKe 5—10 MKr/Kr/4
B HENpPEPhIBHOM pPEXMME B OTIACIAbHBI BEHO3HBIN TOCTYII
B TeueHue 14—20 gHeit, mpu OTCYTCTBUM 3(PdeKTa HazHavaIcs
CUPOJIMMYC B CTapToBOil go3upoBKe 0,1 Mr/cyT BHE 3aBUCUMO-
CTU OT Macchl Teja pebeHKa ¢ JajibHeiilleil KoppeKIuen 103bl
MOJ KOHTPOJIEM KOHIICHTpaLIMU TIperapara B IJla3Me KPOBU Ka-
xkaple 10—14 gneii. B nensix mpoduaakTUKU TTHEBMOLIMCTHOI
MH@EKIMU Ha3Havyalach Tepamnus mpenapaToM KO-TpUMOKCa30J1
(cynbdomeTokcaszon + TpPUMETOIPUM) — 36 MI/KT/CyT B 2 IpU-
ema 3 pasa B HeleJ1o Ha Bce BpeMs npoBoaumoit MCT.
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Pe3yabraTbl. Db dhekT OT KOHCEPBATUBHOMN Tepanuu OKTPeo-
TUIOM TIOJTyYeH B 5 HAOMIOACHUSIX, B ClTydae OTCYTCTBUSI TIOJIO-
KUTeJIbHOM nuHaMUKU Ha 10—14-e cyTKu Ha3Havasiach Tepanusi
CHPOJIUMYCOM, KOTOpasl /aja TMOJOXUTEIbHbI pe3yabTaT BO
Bcex HaOmoaeHUsIX (1 = 6).

BoeiBoapl. B nHamem uccnenoBanuu MCT mpoaeMoOHCTpUpO-
Basia 9((HEKTUBHOCTD B CJIOXKHBIX CIyJasx XWJIOIEPUTOHEYMa
¥ XWJIOTOpaKca y JeTeil B Meproe HOBOPOXKICHHOCTH, OMHAKO
IIO pa3pabOTKU KIMHUYECKNX peKoMeHnanuii HazHaueHue MCT
CJIeMyeT OCYIIECTBIISITh TOJIBKO IO PEIICHIIO BpaueOHO KOMHUC-
cUU. YUUTHIBASI PEIKOCTh MAHHOW MATOJOTUU, IJISI YTOUYHEHUS
pacrpoCcTpaHEHHOCTH, STUOJIOTUM W Pa3pabOTKM peKoMeHa-
IIUI TI0 JICYEHUIO TpeOyeTcsT MpoBeNeHNe TaTbHEHIITX MHOTO-
LIEHTPOBBIX MccaenoBaHuil. B mpoTokon obcnenoBaHus TaHHOM
I'PYMIIbl MTALIMEHTOB HEOOXOAMMO BKJIIOUATh MPOBEICHUE T'eHe-
TUYECKOTO 00C/IeIOBaHUs Ha CIEKTP CUHAPOMOB M30BITOYHO-
o pocTa ISl BBISIBJICHUS] T€HETUYECKU IEeTePMUHUPOBAHHBIX

dopmM.

PeuupuBupylowuil, Ho He pethpakmepHblil
Bli-ocmpblii numcgobnacmHublii neikos:

KNuHUYecKui cnyyail

10.K. Tommna, C.H. JlanaeBa, A.}O0. CmupHoBa,
A.C. Eropos, 10.B. /Iluankuna
DI'BY «Hayuonanwvhwiii MeOUUUHCKULL UCCAC008AMENbCKULL YEHMD
umenu B.A. Aimazoea» Munzdpasa Poccuu, Cankm-Ilemepoype

AktyaasHocTh. Penmnusel OJIJI mocie moBTOpHOI alio-
TI'CK ocraroTcs akTyaabHOI TpoOJEeMOil B acrekTax BbIOOpa
Hanbosiee 3¢ GEKTUBHOM OMILIMK TEPAITUU C ITPUEMIIEMBIM TIPO-
uneM TokcmuHOCTH. [1epcreKTMBHBIM HaIlpaBJIeHUEM SIBIISICT-
csl puMeHeHne KoMonHupoBaHHoi UT.

Ilerm w 3amaum — mpeacTaBiieHHME KIMHUYECKOTO Cirydast
MHOTroKpaTHO peuuausupyoomero BIT-OJIJI.

Marepuainst u Mmetoabl. Ilayuenm, 11 aem, ocHO6HOIL OuaeH03:
BII-OJIJI, npomexcymounas epynna pucka. Ilepeas aunus mepa-
nus nposedena coenacro npomoxoay ALL-MB-2015 (epynna D) no
mecmy ycumenvcmea. Ilocaedyrowuii obsem aeueHuss 8bINOAHANCS
8 YCA08USAX OMONCHUS XUMUOMEPANUU OHK02eMAMOA02UMECKUX 3a -
oonesanuit u TKM ons demeit ®I'BY «HMHUI] um. B.A. Armaszosa»
Munszopasa Poccuu, CAR- T-kaemounas mepanus 0viaa npogedena
6 OI'BY «HMHUIL] JIOHU um. Imumpus Poeaueea» Mumnszdpasa
Poccuu.

Pesynsrathl. Ha smane nodoepacusarowseit XT 1-it aunuu y pe-
OeHKa 0bin OUAeHOCMUPOBAH PAHHUI U30AUPOBAHHLI KOCHHOMO3-
206011 peuudus. I[locre 6mopoeo docmudiceHuss MUHUMAALHOL Ocma-
mouHoii 6osesnu (MOB) — neeamueHoll pemuccuu 3a001e6aHUS
C UCNOAb308AHUEM UHMEHCUDUUUPOBAHHOI NPOMUBOPEUUOUBHOLL
XT (FI/F2, FLAM) nauuenmy 6vira évinoanena anno-TICK om
POOCMBEHHO20 NOAHOCMbIO CO8MECMUMO20 O00OHOpa. B kauecmee
DeACUMA KOHOUUUOHUPOBAHUS OblA0 UCHONB306AHO MOMAAbHOE 00-
ayuenue meaa (TOT) 6 kombunayuu ¢ évicoxodosnoi XT (BAXT)
(muomena, gaydapabun). Ha +180-it derv nocae anno-TICK ebi-
saeneno Hapacmanue yposus MOB 0o 0,02 %, umo onpedeauno no-
xazanusa k UT oaunamymomabom. Ha gpone neuenus umeno mecmo
paseumue 6mopoeo U30AUPOBAHHOL0 KOCMHOMO3208020 peyudusa.
Yuumoisasn cpoku u xapakmep peuuousa 3a601eeanus nocie Npo-
gedenusi anno-TICK (7 mec), a makce neagpgpexmusnocmo UT,
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ovira unuyuuposarna XT cHudiCeHHOU UHMEHCUBHOCMU 8 coYema-
Huu ¢ unghysueil donopckux aumgpoyumos (/LJI) coenacno npomo-
xony FRALLPOST2004, umo nozgoauno docmueHyms mpembeil
KAUHUKO-2emamono2uueckoil pemuccuu ¢ yposwem MOB 0,23 %.
B nocaedyrowem nocae evinonnenus CAR-T-mepanuu Ovira KoH-
cmamuposana MOb-neeamusnas pemuccus u yepe3 3 mec ycneuiHo
npogedena nosmopras aino- TICK (XT no cxeme: muomena/gpayoa-
pabun/mpeocyrvgarn) om eansoudenmuuroeo dovopa. Ha +184-i
denv nocne anno-TICK duaenocmuposeano Hapacmawnue ypoeHs
MOK (0,26 %) u cmamyc Hetipoaeiikemuu, 4mo cOOMEEMCcme08ano
mpemovemy KOMOUHUPOBAHHOMY peuudugy 3aboseeanus. Yuumoi-
8as npedutecmeyrouguii 00sem, UHMEHCUBHOCMb U CDOKU JNeHeHUsl,
npuHamo pewterue o nocaedosamenvnom npumenenuu UT e coue-
manuu ¢ JUI u unmpameranvroti XT (MTXT). MOb-neeamusnas
pemuccus bvlaa docmuenyma yice nocae I1-eo Kypca 6aunamymo-
Maba, mem He MeHee CYMMApHbLil 00sem 4-il aunuu mepanuu co-
cmasun 3 kypca T 6aunamymomadom + JUI, 1 kypc unomyszymaba
o302amuyuna (cymmapras 0osa — 0,9 me/m?), 7 esedenuit HTXT
(mpunaem), kpanuanvhoe ooayuerue (12 Ip). Panueit mokcuuno-
cmu, accoyuupo8aHHoll ¢ 4-ii aunueli mepanuu, 3apeucmpupo8aHo
He Obl10. Ha ceco0Hawnuil deHb y nayueHma coxpaHsemcs cmamyc
MOB-neecamuenoil pemuccuu 3a0604e6anUs1, 8pemMs HAOAOeHUS NO-
cae 3asepulenus AeveHus cocmasasem 3 mec.

BoiBoasl. HamMu mpogeMOHCTpUpOBaH Clydaii MHOTOKPaTHO
peuunuBupytoniero BII-OJIJI B paHHue CpoKu Mmocjie MHTEH-
CUBHBIX PEXMMOB Tepalnu, BKIodass oimHatymomao, CAR-T-
Tepanuio U nmoBTopHyto amio-TI'CK. PyTMHHBI MOHUTOPUHT
ypoBHsi MOD B nepuoj HaGtoAeHUS ONpeaessieT BO3MOXHOCTb
CBOEBPEMEHHOI MMArHOCTMKMU peluauBa 3adosneBaHus. [Ipu-
MEHEHME KOMOMHMPOBAHHBIX pexxuMoB UT y malueHToB Io-
cie anno-TI'CK gaBasgercsa ap@ekTUBHON cTpaTterueit JeueHust
¢ MUHAMAaJIbHOU aCCOMMUPOBAHHOM TOKCUIHOCTHIO.

Cmpykmypa u KNuHuKo-nabopamopHaa
XapakmepucmuKa peaKux Koarynonamuil

y aemeii
I.B. ®aopunckuii, I1.A. 2Kapkos

OIBY «HMHUIL JITOU um. Imumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AKTyallbHOCTB. Pekuie KoaryonaTuu — reTreporeHHast TpyI-
Ma HaCJIEACTBEHHBIX KaUYeCTBEHHBIX WU KOJIWYSCTBEHHBIX Je-
GuuMTOB (PakTOpOB, BKIOUamOLIAs AeULIUMTH (puOpUHOreHa,
npotpom6uHa (paxrop II), dakropos V, VII, X, XI, XIII, kom-
ounupoBaHHblil nepuuut FV + FVII, FVII + FX u nacnencr-
BEHHBIII KOMOMHUPOBAHHBIN Ae(UIIUT BUTAMUH K-3aBUCUMBIX
(hakToOpoB CBepThIBaHUS KpoBU. PacnpocTpaHeHHOCTh OT 1 Ha
500 000 mo 1 Ha 2 000 000 u pexe. PekoMeHmalmy OCHOBAHBI
Ha MHEHUSIX 9KCIEPTOB, a HEe Ha pe3yJibTaTaX KIMHUYECKUX UC-
caenoBaHMit. OTCYTCTBUE TaHHBIX IO KOrOpTaM MallMeHTOB IeT-
cKoro Bo3pacta. OrpaHMYeHHOE KOJMYECTBO HallMOHAJIbHBIX
U1 MEXXITYHAPOIHBIX PETUCTPOB OOJIbHBIX.

Ieaun u 3apaum — aHaAIU3 CTPYKTYPHI U KOJUYECTBA pa3iny-
HBIX BMIOB PEIKUX KOaryjJomaTuii y JAeTeil, oOpalllaBIIUXCS
B OI'BY «<HMUL AT'OU um. Imutpust PoraueBa» Mun3npasa
Poccuu u cocrosimmx Ha yuyeTe y IeTCKHUX TeMaToJI0TOB Ha Tep-
putopun P®, ¢ ncroap30BaHMEM CIICHMATN3UPOBAHHOTO aH-
KETUPOBaHUS TJABHBIX BHEIITATHBIX CIICLIMATUCTOB PETMOHOB;

PA3AEN III

aHaJIM3 aHAMHECTUYECKUX OCOOEHHOCTEN U TSKECTH KJIMHUYe-
CKUX TIPOSIBJICHUI Y MALMEHTOB C PEIKMMU KOaryJonaTusMu
B 3aBUCMMOCTH OT BHJ1a AeDUIIMTA; OLIEHKA 3aBUCMMOCTHU aHaM-
HECTUUYECKUX OCOOEHHOCTEM U TSIKECTH KIMHUYECKUX MTPOSIBIIE-
HUI CO 3HaYEHMEM CTeleHu aedulMTa hakTopa y malureHTOB
C PEIKMMM KOAaryJIonaTUsIMU B 3aBUCIMOCTH OT BUJIa AeUIIUTA;
OlIEHKa POJIM CTaHAaPTU30BAHHOIO ONPOCHMKA B TUArHOCTHUKE
PEeIKMX KOAryJIoIaTuii y 1eTeil.

Marepuajbsl 1 MeTonbl. PeTpocTieKTMBHOE MOHOIIEHTPOBOE
nccienoBanue Kpurepun BKItoueHUs: aMOyJIaTOPHOE WJIU CTa-
nuoHapHoe JedeHue B ®PI'BY «<HMUIL ATOUN nm. AMutpust
PoraueBa» MunsapaBa Poccuu c¢ 29.11.2019 mo 29.11.2022.
Bospact no 18 net. YcraHOBIIeHHBII 1MarHo3 peaKoil KoaryJsio-
naTtum, cHuxkeHue aktuBHoctu aktopos 11, V, VII, X, XI, XII,
XIII ke 50 % wnu pubpuHoreHa MmeHee 1,5 /1.

Pe3ynbraThl. YacToTa BCTpeuaeMOCTH PEAKMX KoaryjonaTui
B P® otmmuaercs oT oOIIeMHpPOBBIX JaHHBIX. Hambonee pac-
npocTpaHeHHBIM sBgeTcs neduuut VII ¢gakrtopa, 2-e MecTo
3aHUMaeT aeuuut pubpuHoreHa, aanee cienyet aepuuut XI
(akTopa. ITarmmeHTH ¢ peAKMMH KOaryJIomaTUSIMUA UMEIOT T0-
JMopdHBIE TIPOSBICHUST TeMopparndeckoro cuHapoma. On-
Hako s nepuumra dakropa XIII, daxkropa XI, dakropa VII
n gedunura ButamMuH K-3aBUCHMBIX (DaKTOPOB MOKHO BBISI-
BUTb XapaKTepHble KJIMHUYECKUE TposBieHus. g nepuuura
(bakropa XIII BbIsIBIEHA KOPPENSIIINS MEXIY BBIPAKEHHOCTHIO
reMopparuyeckoro CMHApoMa M KojauyecTBoM akrtopa. s
neduimtoB dakropa I, XI u VII koppensiiiuu He 0OHapyXeHO.
HecmoTpst Ha oTCyTCTBUE KOppesiuuu, Npu aepuumnTe ¢pakropa
VII menee 1 % HabII01a10TCSI JOCTOBEPHO OO0JIEE TSIKEJIbIE TIPO-
SIBJIEHUSI KPOBOTOUMBOCTH.

BoiBoapl. 1. Hajmune reMaToMHOro TUIla KPOBOTOUMBOCTH,
MYITIOYHOTO KPOBOTEUYCHMSI M/WJIM MACCHUBHOIO CIIOHTAHHOTO
BHYTPUYEPEITHOTO KPOBOTECUCHMS Y MALIMEHTa 0€3 HapyIIeHU
CO CTOPOHBI CKPMHUHTOBBIX KOATYJIOJOTUUECKHNX UCCIICAOBAHUI
TpeOyeT 0OcIenoBaHMS B LISJISIX NCKIIIOUeHUS aeduimTa hakTo-
pa XIII. 2. JIng ctaHpapTA3auy reMopparudecKux mposiBICHUIA
B aHaMHe3e pPeKOMEHJI0BaHO McIoab30BaTh PBQ. BHe 3aBucu-
MoCTH OT 3HadyeHuii PBQ y manueHToB ¢ HajimyueM OTKJIOHE-
HUM B CKPMHUHTOBBIX KOATYJIOJIOTHICCKUX MUCCICIOBAHUSIX He-
00XOIMMO WCKIIIOUCHUE KOHKPETHON IPUYMHBI BBISIBIICHHBIX
W3MEHEHUI (MccliefoBaHNEe aKTUBHOCTU (DAKTOPOB CBEPTHIBA-
HUSI, UCKJIIOUECHNE HAJWYMS BOJTYAHOUYHOTO aHTUKOATYJISIHTA).
3. IMammenram c¢ pepunuroMm XIII pakTopa M aKTUBHOCTHIO
(bakropa HuKe 5 % pPeKOMEHAOBAHO IPOGUIAKTUYECKOE Jieue-
HIUE BO M30eXXaHHNe XXU3HEYTPOXKAIOIINX KPOBOTCUCHU, B TOM
YHCJIe BHYTPUYEPEITHBIX KPOBOM3IMSTHUIA.
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PempocnekmuBHblli aHanu3 cnyyaes
yBeanbHoi MeNnaHoMbl

y Aemeil U NOAPOCMKOB
A.1O. IIpirankos, A.I'. Amupsn, C.B. Caaksan

DI'BY «Hayuonanvhbiii MeOUUUHCKULL UCCACO08AMENbCKULL YEHMD
enasmuix 6onesneti umenu leavmeonvya» Munzopasa Poccuu, Mockea

AKTyasbHOCTB. YBeanbHas MmejnaHoMa (YM) mpusHaHa Ha-
nbosee 4yacToil MEepBUYHON 3JIOKAYECTBEHHON BHYTPUIJIA3HOM
OMyxoJblo. B npenenax Haliei cTpaHbl YMCIoO ciydyaeB YM Ko-
nebuercs ot 6 10 13,3 Ha 1 MuIH B3pociioro HacejaeHus B rof. I1o
naHHbIM BO3 1 MexXXmyHapoIHOTO areHTCTBA 10 M3YICHUIO paka
(IARC), wacrota YM B Mupe BapbupyeT oT 1 1o 23 ciyyaeB Ha
1 MJTH B3pOCJIOTO HaceeHus B ToJ1 1o obpaiaeMocTu. YM Hexa-
pakTepHa sl AeTCKOro Bo3pacra. Kak mpaBuiio, cTpaaaloT Juia
Ha 5—6-M JeCATUICTUY XKU3HU (ITMK IIPUXOIUTCS Ha 55-eTHUIA
BO3paCT), OJHAKO B JIMTEpaType UMEIOTCS CBeAEHUs 00 yBeIu-
yeHuu 3a0osieBaeMocT YM 1 y 60jiee MOJIOAOTO KOHTUHIEHTA.
B MupoBoii 1utepatype npeacraBieHbl OTpaHUYeHHbIE HAOIIO-
JIeHUs1 JaHHOM OIyXOoJIu y NeTei, B CBI3M € YeM Kaxaasl my0Jiu-
Kalusl 3acay>K1BaeT MPUCTaTbHOIO BHUMAHUSI.

ILlemm u 3amaum — peTPOCIIEKTUBHBIN aHAINU3 0COOCHHOCTEN
KJIIMHUYECKOrO TeUeHUsI COOCTBEHHBIX HaOmoaeHuii YM y na-
LIEHTOB MOJIOJOTO BO3pacTa.

Marepuajsi 1 MeToabl. [IpoBeieH peTpOoCTIEeKTUBHBII aHAIN3
ciiydaeB YM y nmaiye HTOB MOJIOAOTO BO3pacTa IO JaHHBIM OT/Ie-
Ja oraspmooHkosiornu 1 paguosorud ®I'bBY «HMMUAII rnas-
HBIX Oosie3Heil nMm. TeapMmroabua» Munsapasa Poccun ¢ 2005
no 2023 r. IlnarHo3 YM 0a3upoBalicsl Ha JaHHBIX KOMILJIEKC-
HOTO KJIMHUYECKOTO M HMHCTPYMEHTAJIbHOTO OOCIeHOBaHMIA,
KOTOpbIE TTOMUMO CTaHIAPTHBIX BKIIOYAJIM YJIBTPa3ByKOBOE
cKaHMpoBaHue (B pslie cllyyaeB — AYIJIEKCHOE CKAaHUPOBaHUE),
(IYOpeCLIEHTHYI0O aHTUOTpaduio, ONTUYECKYI0 KOTEPEHTHYIO
ToMorpaduio. Xupypruueckoe M Jy4eBoe JIeueHUe BKJII0Yaio
opaxutepanuio (bT) ¢ mcnonb3oBaHMEM OTEUECTBEHHBIX PO-
IUii-pyTeHUeBbIX odraibmoamuinkaropoB (Ru-106/Rh-106),
TPAHCITYIUWJUISIDHYIO TEePMOTEpaIuio, OTTPaHUYUTEIbHYIO Jia-
3ePKOAryysluio, MPOTOHOTEPANNIO, UPUAIKTOMUIO WU HPU-
JOLMKIIOCKICPIKTOMUIO ¢ MPUAOIUIACTUKOM, a TaKXkKe SHYKJIe-
aluio. DHYKJICMPOBAaHHbIE IJ1a3a, a TaKKe YIaJeHHBINA Mocie
OJIOKAKCIIM3UI MaTepuall ObLIN IMOABEPTHYTHI TUCTOJIOTUYECKO-
My ucclienoBaHuio. Mopdoornyecku auario3 YM OblT Bepu-
(GULIMpoOBaH BO BCEX O3HAUEHHBIX ciydyasx. Bcem manueHTam
MPOBEIECHO KOMILJIEKCHOE OO0IlllecOMaTUUecKoe o0CIeI0BaHNe
¢ 00s13aTeIbHBIM BKJIIOUEHHUEM B CXEMY YJIBTPa3ByKOBOTO CKaHM -
poBaHus neyeHu u peHTreHorpaduu OI'K B 1ensIx uCKIoueHUs
reHepaau3alnu mpoiecca (MeTacTaTu4ecKoii 6one3nu). Ha mo-
MEHT 00C/IeIOBaHMsI, IOCTAHOBKM NMAarHO3a M Hayvajia JIeUYCHMS
HU Y OIHOTO TaIlMeHTa MPU3HAKOB reHepaanu3alii OIyX0JIeBO-
IO MpOoLECCa M OHKOIMATOJOTUHN APYTUX JIOKATNU3aLWii BBISBICHO
He 0b110. CpoKM HaOJI0AEHUS 32 JaHHBIMU OOJIbHBIMU COCTaBU-
Jm ot 12 10 216 Mec ¢ MOMEeHTA BBITTMCKU U3 CTaLlOHapa.

Pesynbratel. [IpencraBieHbl JaHHBIE O KIMHUYECKMX, WH-
CTPYMEHTAIbHBIX M TAaTOMOPGOIOTNIECKUX (B CITydae JIMKBUIA-
LIMOHHOTO JIEUEHUST) 0COOEHHOCTIX Y M y MOJIOABIX MALIUEHTOB.
INoka3aHo TmpeoOnagaHue OECHUTMEHTHBIX W HEpPaBHOMEPHO
MUTMEHTUPOBAHHBIX (POPM OITYXOJIM IO CPAaBHEHMIO C TTMTMEH-
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TUPOBAHHBIMU Y B3POCJBIX MAllMEHTOB, a Takxke OoJiee Oaro-
MPUSITHOTO BEPETEHOKIIETOYHOTO THCTOJIOTMYECKOTO TUTIA OTTY-
xonu. [TpuBeneHbl TaHHbIe 00 OTHAIEHHOU BHIKMBAEMOCTH.

BoiBoapl. HecMoOTpst Ha OTHOCUTEIBbHYIO PEIKOCTD B IETCKOM
1 TIOAPOCTKOBOI MOMYJISILIMU, AMarHo3 YM nojikeH ObITh MpU-
HST BO BHUMaHME B €XXeTHEBHOM MpaKTUKe IeTCKUX OPTaTbMO-
JIOTOB B CBSI3W C ITOTCHIIMAJIBLHOM YIPO30M IS 3peHUS] U KU3-
HU peOeHKa. Bospact gereil mipu BbISIBIeHUM YM cocTaBiseT
B cpeaHeM 16 iet. [IpeobiamaHue CpeaHux ¥ OOIbIIMX pa3MEPOB
OITyXOJIM Y ACTE! U MOAPOCTKOB CBUICTEIBCTBYET 00 OTCYTCTBUU
paHHel TMarHOCTUKY, KaY€CTBEHHOTO MPOo(GUIaKTUIECKOTo 0C-
MOTpa AeTel U HU3KO OHKOHACTOPOXKEHHOCTHU O(PTaTbMOJIOTOB
B peTHOHAX.

Mocmmpom6omuyeckuil cuHapoM y aemei

T.10. SAdomkuna, I1.A. 2Kapkos
OIRY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea

AktyanasHOCTBh. [locTTpoMOOTHMYecKuUit cuHmpom (ITTC) —
3TO OTCPOUYEHHOE OCJI0XHeHNe TpoMbo3a riyookux BeH (TT'B),
B OCHOBE KOTOPOTO JIEXKUT Pa3BUTUE XPOHUYECKON BEHO3HOM
HenoctaTouHocTu. ITITC mpuBoaut K cHuxeHuto K2K pereit,
a MPY TSDKEJIOM TEYCHWM TTOBBINIACT PUCK WHBATUOU3ALINU BO
B3pOCJIOM BO3pacTe, IT03TOMY mpoduiakTrka ocioxkHeHuii TT'B
SIBJISIETCSI OYE€HDb BAaXKHOM 3a1a4eid.

Ilenu u 3a7a4u — OLIEHUTH YACTOTY, TSKECTh M KITMHUYECKIE
ocobeHHocTu TeueHus [1TC y geteit mocjie CMUMITOMATUYECKO-
ro TpomM003a.

Marepuaisl 1 MeToabl. bbiia mpoaHanu3upoBaHa 0a3a JaH-
Hbeix HMULL AT'OU um. Amutpust Porauesa 3a nepuon ¢ 2013
no 2023 r. beutn oTOOpaHbl MaLMeHTHI B Bo3pacTe oT 0 1o 18 set
He MeHee 4eM 4depe3 6 Mec I0ocjie OObeKTUBHO IOATBEPKIEH-
Horo cumnromarudyeckoro TI'B BepxHeil nin HUXHEN KOHEY-
Hoctu. AuarHoctuka I1TC Obuta mpoBeaeHa B XOI¢ IIAHOBBIX
BM3UTOB K T€MaTOJIOTY WJIM BO BpPeMsI MHTEPBbIO MO TesiehOoHY
C WCIMOJb30BaHUEM CTaHAAPTU30BAHHBIX IIKan (pycupuim-
pOBaHHBIC BapMaHTHI OMPOCHUKOB Manco—Jonson instrument
(MIJI), Modified Villalta scale (MVS), Clinical Assessment of
Post-Thrombotic Syndrome (CAPTSure). /Inst oueHKH cTaTu-
CTUYECKOM 3HAYMMOCTHU Pa3IMuMii MeXIy TpynIraMu ObLT MC-
MMOJTb30BaH KpUTePpUii X1-KBapar.

Pesyabratel. Yactora I1TC B HacTosIIIIeM MCCeIOBAaHUHI CO-
craBuia 87 % no mikaie MVS u 68 % no mkane CAPTSure. He
OBLIO BBISIBJIEHO CTATUCTUYECKU TOCTOBEPHOI Pa3HULIBI MEXITY
yactoToil [1TC y manmeHTOB ¢ LIEHTPaJBHBIM BEHO3HBIM Ka-
tetepoMm (LUBK) u TI'B u ¢ HelIBK u TI'B. B rpynmne ¢ LIBK-
TI'B npu ouenke mo MVS nerkuii [1TC Obl1 fMarHoCTUPOBAH
y 10 (59 %) u3 17 matmenToB; cpenHerskebiii [ITC —y 3 (18 %)
u3 17. B rpynne ¢ HellBK-accouumupoBaHHBIM TpOMOO30M TIpU
oueHke no mkaie MVS nerkuit IITC ObUT mHMarHOCTUPOBAH
y 14 (47 %) u3 30 mauueHToB, CPEIHETSKEIbIA U TSKEIbIA —
y 13 (43 %) u3 30. I1pu cpaBHenuu naimueHtoB ¢ LIBK-TT'B
n HelIBK-TT'B oOpamiaer Ha cebs1 BHMMaHuUe Oosiee BhICOKas
yacrora cpegHeTsikenbix TI'B B rpymme 2: 18 % nportus 43 % (110
mkanse MVS) cooTBeTCTBEHHO, OJHAKO JAHHbIC pa3IMUus OKa-
3aIUCh CTATUCTUYECKU He3HAUUMBbIMU (p = 0,2).
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BoiBoapl. Halie nccienoBaHue mokasbiBaeT, UTO y AeTelt Kak
C CUMIITOMaTU4YeCKUM TpomOo3oM, cBsizaHHbIM ¢ LIBK, Tak
u ¢ HellBK-accouuuposanusiM TI'B MoxeT paszsutbes T1TC.
BoMbIIMHCTBO MALIMEHTOB B HAllleM MCCIENOBaHUM B 00euX
rpynmax umetot Jerkuit IITC. Takas Boicokasi yactota ooHapy-
>XeHus nipusHakoB Jierkoro I1TC y nereil mo3Bojinjia HaM Bbl-
NeJUTh IIMPOKYIO TPYMIy HAOJIONEHUs 3a MallMeHTaMU Iocje
nepeHeceHHoro TT'B, 4yTOObI OLIEHUTh AMHAMUKY Pa3BUTUSI CUM-
MTOMOB U TSIKECTb XPOHWYECKOU BEHO3HON HEAOCTaTOYHOCTHU
B JajibHeiemM. Panee mpoBeaeHHbIE UCCIEIOBAHUS TOTYEPKU -
BAlOT, YTO BpeMs OT nmoctaHoBKU auarHo3a TT'B no ouenku I[1TTC
MMEET 3HauYeHUe, YTO YKa3blBaeT Ha Ba’KHOCTb JOJTOCPOYHOIO
HaOJIoeHUsT 3a TAKUMU AeThbMU. [danbHelle uccaenoBaHUs
B oosactu I1'TC momoryT jiydiiie CTPYKTYpUpPOBaTh HAOIIOAeHE
3a IeThbMU Mocie nepeHeceHHoro TI'B, a Takke yay4dnTh Tepa-
MeBTUYECKHE cTpaTeruu ajs nauueHTon ¢ TT'B.

PA3AEN 111 ~ 32 ~
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Paspen IV

MYJNbTUANCLMUNNAUHAPHBIE NOAX0AbI B JIEYEHUU OTAENDbHDIX
OOPM AETCHKUX OHROJNIOTHYECKUX U TEMATOJIOTMYECHUX
3ABOJIEBAHUN, A TARHE YV NOAPOCTHOB U MOJIOA1bIX B3POCJIbIX

Cmpamerus oka3aHus MeguyuUHcKol
noMowu afemam nepsoro rofaa Hu3Hu,
00NbHBLIM CONUAHBIMU 3/10KA4Y€CMBEHHLIMU

onyxonamu
V.I. Anyesa, T.A. IIlapoes

T'bY3 «Hayuno-npakmuyeckuil yenmp cHeuyuaiu3upo8aHHoil
MeduuyuHcKoll nomousu demsam umenu B.®D. Boiino-Hceneyroeo
Jlenapmamenma 30pasooxpanenus e. Mockebvr»

AkTyansHOCTb. B Hallleit cTpaHe, Kak BIPOYEeM U B OOJTBIIMH-
CTBEe 3apyOeXHBIX CTpaH, He pa3paboTaHa 4YeTKasl CTpaTerusl
0Ka3aHUsI OHKOJIOTMYECKO MTOMOIIM HOBOPOXICHHBIM U ACTIM
rmepBoro roga kusHu. OHa MpearnosaraeT MakKCUMalbHO paH-
HIOIO TOCIUTANM3AIMIO MallMeHTa U3 POAUIBHOIO A0Ma, JET-
CKOI TOJIMKJIMHUKY WU CTallMOHapa B CIIeLUAJIM3UPOBAHHOE
MEIMILIMHCKOE YUPEKIEHUE, TIe UMEIOTCS OTACICHUST OHKOJIO-
MU, HEOHATOJIOTUU, aHECTE3UOIOT UM | MTHTEHCUBHOM Teparnuu,
OCHAIIIEHHbIE BCEM HEOOXOMUMBIM [JIsl OKa3aHUs aJeKBaTHOM
MEIMLIMHCKOM MOMOILX MallMeHTaM JaHHON BO3PAaCTHOM IpyI-
mbl. [TpoGieMa oKa3aHUS OHKOJIOTMYECKOM ITOMOIIM AETSIM Iep-
BOTO I'O/Ia JKU3HU MPEACTABIISIETCS, 6€3YCIOBHO, aKTYaIbHOIA.

]_[e.]'[l/l M 321244 — TIOBBILIEHUE KayecTBa JUArHOCTUYECKOMN
M JIeYeOHOI MOMOILM AETIM NEPBOTO roaa )XKM3HU, 0O0JIbHBIM CO-
JIMIHBIMU OITYXOJIAMMU.

Marepuaast u  Metoapl. C 2011 mnmo 2022
B HIILl creumanu3upoBaHHOW  MEIULMHCKOW  TTOMO-
M JeTSIM BCEro mpojiedeHo 175 meTeil mepBOro roma Ku3-
HU B Bo3pacte oT 1 aHs no 12 mecdues, u3 Hux 1—-29 nHeit —
72 (41,2 %), 1-5 mecsaueB — 66 (37,7 %), 6—12 mecsieB —
37 (21,1 %). Cpeavt HOBOPOXKICHHBIX M MITQICHIIEB ITPE00JIaIaloT
netun, bonbHble HB, — 87; 2-¢ MecTo 110 yacToTe 3aHMMAaoT 00JIb-
HbIe TEPMUHOT€HHO-KJIETOYHbIMU omyxossimu (I'KO) — 28; na-
Jiee CIIeAYIOT MaleHThI, 001bHbIE TeratobaactoMoii (I'b), — 16,
pabmouHas OIMyXoJib MeYyeHu Habaoganack B 1 ciydae; 3aTeM
CJIeAYIOT OOJIbHBIE OITyXOJISIMU IToYeK — 19 (HedpobiaacToma — 12,
Me3objactuyeckasiHepoma—3S,padaoraHasI Oy XOAbIOUK — 1,
HedpobiactomaTos3 — 1); capkombl MsATKUX TKaHel (CMT) — 14,
u3 HUX: 9MOpuoHanbHasg PMC — 6, anbBeosspHas PMC — 2,
pabmouaHast OMyXoJib MITKUX TKaHel — 2, nHdaHTUIbHasA hu-
OpocapkoMa — 4, MUKCOUIHAS ME3eHXUMaIbHAs OMyXoJib — 1;
petuHobOnactoma (PB) — 6 manmenToB. B rpyrmimy «peakue» Bo-
1IIM 5 O0JIbHBIX (FpaHyJIe30KJIeTOYHAasl OMmyXxoidb — 1, aKCTpa-
peHalibHas pabgouaHasi OMyXoyib — 1, aapeHOKOpPTUKAJIbHAas
KaplUMHOMA HAAIOYeYHUKa — |, MUOSTNUTETUATBHBIIA paK HO-
comtoTku — 1). Ha MOMEHT ycTaHOBJIEHUS AUarHo3a mpeoodJa-
nanuv ety ¢ | cragueit 3a6oneBanust — 76 (43,4 %) nmanueHTOB,
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11 cragust Obuta nuarHoctupoBana y 35 (20 %), 111 cragus —y 32
(18,3 %), IV cramus — y 32 (18,3 %). W3y4yeHbl 0COOEHHOCTHU
TEUYEeHUST OITyXOJIEBOTO TpoIlecca M BO3MOXHOCTHU TPOBEICHUS
npoTuBooIyxoieBoit momuxumuorepanuu (ITXT), B ToM uncie
Y HOBOPOXIEHHBIX, a TAKXKE XUPYPTUUECKOTO JICYCHUS U TIPUMe-
HEHUS Pa3INYHBIX METOIOB peabwmtanu. Ha pernpe3eHTaTnB-
HOM MaTepuasie uzydeHa nepeHocumocts [1XT neTbmu mepBoro
rojia X13HU, pa3paboTaHbl TPOTOKOIBI COTIPOBOIUTETHHON Te-
panuu.

PesyabraThl. B mpoBoarMoii poTHBOOITYXOJEBOM Tepanuu
MPUMEHSICS MYJIbTUANCHUMTIUIMHAPHBIN MOAXO0, YTO MO3BOJIUIO
JIOOUTBCS XOPOIIUX Pe3yabTaToB: U3 175 maluueHTOB B HACTOSI-
1iee Bpems KUBBI 165, uto cocrasusier 94,3 %. UeThbipe maryeH-
Ta CKOHYAJINUCh OT OCJIOXHEHUI IMTPOTUBOONYXOJIEBOM Tepamnuu,
6 — OT IpOrpecCcUpOBaHMSI OIYX0JIEBOIO MPOoLecca.

BoiBoapl. KoMILIeKCHOCTh, CBOEBPEMEHHOCTb, MYJIBTH-
JQUCLIMIUIMHAPHOCTh UM CBOEBPEMEHHOE IIPOBEACHUE IIPOTHU-
BOOITYXOJIEBOI Tepamnuu y aeTeil repsBoro roga xkuzHu co 3HO
IO3BOJISIIOT TTOBBICUTh BBIKMBAEMOCTh JI0 BBICOKMX 3HAYCHUIA.
[MpencraBineHHast cTpaTerusi OKa3aHUsI OHKOIIEAMATPUUYECKOI
IOMOIIY HOBOPOXICHHBIM U JETSIM IIEPBOI0 rofa XU3HU CHU-
JKaeT KOJIMYECTBO CJIy4yaeB HECBOEBPEMEHHOM MTUAarHOCTUKM 3J10-
Ka4yeCTBEHHBIX OIyXOJjieil, B3aMHOE COIIPOBOXACHUE peOeHKa
BpayaMu-HEOHATOJIOTaMU U JETCKUMU OHKOJIOTaMU ITO3BOJISET
JIMarHOCTUPOBATh 3a00JIeBaHUSI, TPOBOAUTH CJIOXHEHIIIIEe MYJIb-
TUMOJAJIbHOE IPOTHBOOIIYXOJICBOE JIeYeHUE U ITOCIICAYIONIYIO
peadbunuTaIuio B TIepBbie JHU XKMU3HU peOeHKa.

Pe3ynbmambl Ne4YeHus peyuausos 0CMporo
numdo6nacmuoro neiko3a y aemei
no npomokony ALL-REZ BFM 2002
C NnpUMeHeHueM UMMYyHomepanuu -
MOHOUGHMPOBOE UCCNEeAoBaHUe

H.A. Barmanosa, T.T. Baques,
M_.A. llepBammnze, K.1. Baaues
DI'BY «HMHUI] onkonoeuu um. H.H. broxuna»
Muwnszdpasa Poccuu, Mockea

AKTyanapHOCTh. COBpEeMEHHBIE IIPOrpaMMBbI JICUCHUsI, pas-
BUTHE MHTEHCUBHOM COIPOBOAMUTEIbHOI Tepanuu, BHEAPECHUE
TpaHCIUTAaHTAIMOHHBIX TexHojoruii (TT) Tmo3BoaMIM TOBBI-
CUTb BBDKMBAEMOCTb MAILMEHTOB C IIEPBUYHO AMArHOCTUPOBAH-
HbeiM OJIJT mo 85—90 %. OnnHako peunauBbl OJIJ1 pa3BuBaioTcst
y 10—15 % GoJIbHBIX, a Y YaCTU MMAllMEHTOB He yAaeTCss JOCTUYb
IIOBTOPHOI PEMMCCUU C UCIIOJIb30BAaHUEM TOJIBKO MHTEHCHUB-
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Hoit ITXT. AktuBHoe BHenpenue awio-TI'CK, ucnonb3oBaHue
MOHOKJIOHaJIbHBIX aHTuTea (MA), Takux kak aHTu-CD19 ou-
cneuuduueckoe MA GamHatymoma0, a Takke aHTu-CD22 MA
MHOTY3yMab 030TaMMIIMH, MMO3BOJISIET YBEJIMYMTh IOKa3aTesn
BbDXMBaeMOCTHU y neteii ¢ peruauamu OJLI.

Ienau n 3apaum — aHAIU3 Pe3yJBTaTOB JICUEHUS NETei ¢ pe-
muauamu OJIJI B HUM neTckoil OHKOJMOTMU U TreMaTOJIOTUU
nMm. akan. PAMH JI.A. dypuoBa ®I'BY «<HMMULI onkosnoruu
uMm. H.H. bnoxuna» MunsnpaBa Poccun, ocHOBOIi KOTOpPOTO
seuiics mpotokoa ALL-REZ BFM 2002 B coyetaHuu ¢ pa3iny-
HbeiMu BapuaHTaMu UU'T u mocnenytomeii amto-TI'CK.

Marepuast u meroasl. B HUU JIOul’ B mepuon ¢ 2018 o
2023 1. mporpaMMHYIO TepaIuio IO MMPOTUBOPELIUANBHOMY ITPO-
tokoiy ALL-REZ BFM 2002 nomyyun 41 peGeHOK B BO3pacTe
oT 4 no 17 net, cpequmii Bo3pact 9,4 & 3,8 romga, u3 HUX MaJTb4M-
koB 32 (78,0 %), neBouek — 9 (22,0 %). Anarnos OJIJI uz B-kie-
ToK npeaecrBeHHUKOB (B-OJLJI) ycranosneHy 36 (87,8 %), us
T-xnetok npemiecrBeHHUKOB (T-OJLJT) —y 5 (12,2 %).

PesyabraTel. Bce mammeHTH MOIYYMIN WHIYKIIAIO PEMUC-
cun coriacHo nporokony ALL-REZ BFM 2002. OtBet nocie
KaXJIOTO Kypca JIeUeHUsI OLICHUBAJICS 10 pe3yJbTaTaM ITyHKTaTa
KM u onpenenenus MODB. Ilpu npusHakax pedpakTepHOCTA
3a001eBaHMs TTAlMEeHT nepeBoamicsa Ha cxemy XT 3-ii TuHUM
¢ BxmoueHueM dynapaouna (FLAI/FLAM). ITocue 3aBepiie-
HUsI MIPOTOKOJIA HA OCHOBAaHMU OCTAaTOYHOM SKCIIPECCUM Tap-
retHoro aHtureHa (CD19/CD22) omnpenensiuch TMokazaHUsI
K TIpUMEHEHHIO OJIMHAaTyMoMaba W/WIM MHOTy3ymaba o30ra-
munyHa. [Ipu goctmkennu yposus MOB < 10 npoBoauiach
amo-TI'CK. OtBer M1 mocie MHOYKIIMYA PEMUCCHUM TOCTHUT-
HyT y 28 (68,3 %) mauuenroB, M2 — y 5 (12,2 %), B ocrajb-
HbIX ciiyvasix (n = 8) pemuccus He Obuta mocturHyta (19,5 %).
MOBbB-HeraTuBHBI CTaTyC ITOCJIE OKOHYAHWS MHAYKIIMUA PEMUC-
cuu otmedeH y 13 (31,7 %) GonbHbIX, 28 (68,3 %) ocraBaauch
MOB-no3utuBHbIMU. Cily4aeB WHOYKIIMOHHON JICTAIbHOCTU
He oTtMeueHo. U'T mHOTY3ymMabOM 030TaMMLIMHOM IMpOBeaeHa
2 manuyeHTaM, B obomx ciydasx 3aduxcupoBaH MOBb-Hera-
TUBHBIN cTatyc nocie 1 monHoro uukiaa. U T 6iamHarymomadom
nposeaeHa 10 (24,4 %) nauueHTaM, y BceX ObLI 3a(MKCUPOBAH
MOBbB-HeraTuBHBIN cTaTyc Tociie 1 mosHoro nukia. Heskemna-
TeJIbHBIX TO00YHBIX 3(pdekToB mpu UT MA 3adukcrupoBaHo He
onut0. I1pu oleHKe OTHaNeHHBIX pe3yabraToB: OB Beeit rpymmbl
nanueHToB coctaBuiaa 50,9 + 13,6 % mpu cpenHeil MINTEIb-
Hoctu HaomoneHus 50,2 £ 6,3 mec, npu atom OB nanmneHToB
¢ B-OJIJT cocraBuna 68,7 %. be3peunauBHasi BLLDKMBAEMOCTb
(BPB) (paBna BCB) cocraBuia 39,4 = 14,4 %, y GOJbHBIX
¢ B-OJIJ1 — 44,5 £ 15,9 %, npu stom BPB nauueHToB, moiy-
yuBiux onuHatymomab niepen amno-TI'CK, cocraBuna 74,1 +
16,0 % nipu cpenHei MpoAOKUTEILHOCTA HaomoneHus 25,0 £
5,6 Mec. Pesyabrarel tedeHus manueHToB ¢ peruauamu T-OJ1J1
OKa3aJMCh HEYIOBJICTBOPUTEIBHBIMU — CPEOd S5 TAlMEHTOB
KUB 1 60JIbHOM, OH HAOJIOIAETCSI B pAHHUE CPOKM MOCJE ajljio-
TI'CK.

BoiBoapl. CoracHO HalIMM pe3yJibTaTtaM, npuMeHeHue UT
B COYETAHUM CO CTaHIAPTHOM MpoTUBOpeunauBHOM XT yBeau-
YUBaeT BepOSITHOCTh noctukeHuss MOB-HeratuBHOI pemuc-
CHUU, UTO TTO3BOJISIET yCTelIHO TTpoBoauTh amio-TICK.

PA3QAEN IV

Onbim BefeHudA nayueHmoB AeMCKOro
U noApoCcCMKOBOro Bo3pacma ¢ capkomoil
Ounra B ycnosuAx AemcKoro
OHKONoruyeckoro ompenexnua Mrby

«HMMHL oxkonoruu» Mun3apasa Poccuu

A.N. Becnanosa, 10.10. Kozeas, M.B. Crapxkenxkas,
I.10. IOpuenko, I''A. MkptusH, B.B. /Imutpuesa,
0.B. Kosmwk, E.E. I1ak
DI'BY «Hayuonanvhviii MeOUUUHCKULL UCCA08AMENbCKULL YEHMD
onkonoeuu» Munsdpasa Poccuu, Pocmog-na-/lony

AkryansHocTh. Capkoma HOwnra (CHO) — omna u3 BbICO-
KO3JI0KQYECTBEHHBIX OMYXOJel OMOPHO-ABUIaTeILHOIO all-
napata. [IporHo3 nalMeHTOB, CTpaJalOLIMX JaHHONW OHKO-
HO30JIOTMEeM, OocTaeTcsl KpaiiHe HeOJaronpusTHbIM Jaxe Mpu
OTCYTCTBUM OTIAJIEHHBIX METACTAa30B U CBOEBPEMEHHOM Hauajie
MPOTUBOOMYXOJIEBOTO JICUEHMUSI.

e u 3agaum — oueHUTH 10-JIeTHUIT OTMBIT BeIeHUS TTalll-
€HTOB JIETCKOTO M MoApocTKoBoro Bo3pacta ¢ CIO B yciaoBusx
JeTrckoro oHkonornueckoro otaenenus GI'bY «HMMUILI onko-
norun» Mun3zapasa Poccun.

MarepuaJibl u MeToabl. B ucciienoBaHye ObLIM BKIIOYEHbI ITa-
LMEHTHI IETCKOTO 1 TTOAPOCTKOBOro Bo3pacTa ¢ nuario3om CHO
1—IV cranuii pa3nuyHbIX JTOKAIU3aLWi1, TPOXOIUBIINE JICUSHUE
B YCJIOBUSIX OTaeSIeHusI neTckoit onkoaoruu ®I'BY «HMMUII on-
Kojiorun» Munsapasa Poccun B nepuon ¢ 2012 o 2022 1. [Ipo-
BoauIu aHaMu3 2- u 5S-netHeit OB u BCB y maniveHTOB, MoTyJyaB-
LIKUX KOMOMHUPOBAHHOE M KOMILIEKCHOE IIPOTUBOOITYX0JIEBOE
JIeYeHUE TIPU Pa3IMYHBIX (POpMax IUCCEMUHALIMU OITyXOJIEBOIO
npouecca cornacHo nporokoiaM EURO-EWING 2008, EURO-
EWING 2012, Bki1touaBIINe MPOBEACHUE HEO- U aIbIOBAHTHOM
TIXT, B Tom unciie BAXT, pannkanbHOTO XMPYypruuecKoro Jieue-
Hus u JIT.

Pesyasratel. Menuansl S-netHeit OB u BCB B o611t rpynme
ucciieayeMbix coctaBuiamn 60 u 17 Mec cooTBeTCTBeHHO. [Toka3a-
teau 2- u 5-nerHeit OB u BCB y mauueHTOB 001Iei IpyInbl —
80,6 % n 56,7 %, 38,6 % 1 10,6 % coorBeTcTBeHHO. OOBEM IPO-
BEIEHHOTO MTPOTUBOOITYXOJICBOIO JICUEHUSI, a TAKXKE TOJT Tallu-
eHTa U (opMa pacIpoCTPaHEHHOCTU OIMYXOJIEBOTO Mpollecca
He OKasbIBaJIM 3HAUYMMOTO BIMsIHUS Ha nokazatenu OB u bCB
(p > 0,05). ITpu aToM maHckl 3a60eTh CHO y MaJIbUMKOB ObLTU
CTaTUCTUYECKM 3HAYMMO BbIIIE B 2,2 pa3a Mo CpaBHEHUIO C Je-
Boukamu (95 % AN 1,1—4,3).

BoiBoapl. [Tonyyennsie nokazarean OB u BCB cBuzaetesb-
CTBYIOT O HEYIOBJIECTBOPUTEIBHBIX pe3yJIETaTaX IPOTHUBOOITY-
XOJIEBOW Tepanmuu W KpaliHe BBICOKOI arpecCMBHOCTU OMOJIO-
TMYECKOTO ITOBEACHMSI OITyXOJW BHE 3aBHUCUMOCTHA OT (DOPMBI
pacrpocTpaHeHUs OITyXO0JIEBOTO MpoIiecca.
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HMmMyHomepanua anmu-GD2-anmumenamu
y hayueHmos ¢ Heiipobnacmomoii rpynnol
BbICOKOro pucKa u npu pepakmepHbix
u peyuguBupyrowux hopmax 3abonesanus.
Onbim HUW AOTuT um. P.M. Fop6ayeBoil

O.1. Boraanosa, 1.B. Ka3zaunues, I1.C. ToakynoBa,
T.B. Ipmuenko, A.B. Ko3nos, O.C. IOaunneBa,
J.A. JIpo3nosckas, A.H. Tanmumos, F0.A. Ilynanos,

A . Kynarun, JI.C. 3y6apoBckas
Hayuno-uccaedosamenvckuii uncmumym 0emcKoi OHKoAOUU,
eemamonoeuu u mpancnaanmonocuu umenu P.M. Top6auesoit ©I'HOY BO
«[lepeviii Cankm-[lemepbypeckuii cocydapcmeentvlii MeOUUUHCKULL
yHusepcumem umenu akademuxa HU.I1. I[lasrosa» Munzdpasa Poccuu

AxkTyampHOCTh. HB — Hamnbosee yacTo BeTpevaromascs: 3KC-
TpakpaHUaabHas OIyXOJib JIE€TCKOro Bo3pacta. IIpu ucrnosib-
30BaHUM CTaHAAPTHBIX METOIOB MHTEHCUBHOro jedyeHus Hb
rpynmsl BP, a Takke mpu pedpakTepHBIX U PELIMANBUPYIOIINIX
(p/p) bopmax 3aboneBaHUS MPOTHO3 OCTACTCS HEOJArOMPUSIT-
HbIM. OTHUM U3 METOAOB Tepaluy, MOTCHINAIBHO MTO3BOJISIO-
UM YJIYYLIUTh PE3yabTaThl siBjisieTcsl mpumeHeHue UT aHTu-
GD2-anTtutenamu.

Iemn w 3amaum — onucanue onbita HUUM JOIUT wum.
P.M. Top6aueBoii mo npuMmeHeHuto aHTu-GD2-aHTuTen y namu-
eHToB rpynsl BP u nauuenTos ¢ p/p dopmamu HB.

Marepuansl 1 MeToabl. C 2019 mo 2023 r. B pamKax Mpo-
cnektuBHoro ucciengosanuss B HUM JOIuT um. P.M. Topba-
yeBoil 32 maumeHtaM Obuta npoBeneHa UT antu-GD2-MA.
JBaguath oauH mnauueHT nojayuun MT B kadyecTBe mommep-
KuBaroleit tepanuu mnocie ayto-TI'CK; 1 GombHOMY ayTo-
TI'CK He nmpoBonuiachk u noaaepxupatomiass UT Obuta Hauata
nocae kypcoB IIXT u onepatuBHoro jeudeHusi. IlokazaHuem
I mpoBeneHust nomaepxkuparmomeiit MUT OblT AOCTUTHYTHIN
nojublil (ITO) win YO Ha cranmaptHyto Tepanuio HB rpym-
nel BP. Menunana cpoka Havyaia WUT mocne ayro-TI'CK co-
crapwia 5 (2—10) mec. UT npu pedpakrepHOM TedyeHUU
wi nipu peurnuse HbB Obuta mposeneHa 10 mamueHTam Tmo-
clie 2 TuHui Tepanuu U Oosiee, BKiItodas ayto-TI'CK; u3 Hux
5 yenosek noayyuian UT B komOuHaumu ¢ XT upruHOTEKaHOM
U TeMo3ojoMunoM. Cratychl 3a0osieBaHus nepen Hayaiom UT:
YO (n=6), crabumuzanumst (n = 3) 1 B 1 ciaydae mporpeccupoBna-
HUE OMyXO0JIeBOro Mmpoliecca.

Pe3ynbraThl. MenuaHa HaOI0aeHNsS ¢ MOMeHTa Havana UT
coctaBuia 24 (1—48) mec. Y 22 nauueHTtoB coxpaHsietcs YO
i [1O Ha tepanuio. Cpeay MalueHToB, MOJTYIUBIINX MOIEP-
xkuBatoiyto UT nocne ayto-TI'CK, y 4 pazBuics peunaus HB,
B 2 ciTydyasix peliMIuB ObUT paHHUM. BoTbHOI, KOTOPOMY HE TPo-
Boauaach ayto-TT'CK, nmoru® BciieACTBUE pa3BUTUSI peLIUAMBA
3a6oseBaHus ¢ nopaxenueMm LIHC nocne 2 kypcos UT. [Tpu UT
y TIAIIMEHTOB C p/p TeueHueM 3abosieBaHus YO ObIT JOCTUTHYT
y 5,y 1 6oabHOrO coxpaHsieTcs crabunusaius 0oae3Hu. Haib-
Helilllee mporpeccupoBaHue ObUIO 3aUKCUPOBAHO Y 4 MallveH-
TOB, | U3 HUX ymep Beneacteue 6ypHoro I13. OB u bCB B rpymnmne
MaIMeHTOB, MOJYYUBIIUX MomaepxuBatonyio WT, cocraBuiu
95,5 % v 77,3 % COOTBETCTBEHHO, a B IpyIe GOJbHBIX ¢ ped-
pakTepHoii ¢hopmoii wiu npu peuuause Hb — 90,0 % u 60,0 %
cootBeTcTBeHHO. U'T anTu-GD2-aHTuTenamu conpoBoxaaiach
YMEpPEHHON TOKCUYHOCTHhIO. Hambosiee yacThIMU OCJIOKHEHU -
aMu ObUTd (hebpuibHas JTUXOopanka, HelponaTuyeckass 0OJb,
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aJuIepruyeckie peakini, CUHAPOM ITOBBIIIEHHOW IPOHUIIAe-
MOCTH KaIlWJUISIPOB, apTepraabHasi TUIIOTeH3Us. Y 3 MallMeHTOB
BBeneHne aHTU-GD2-aHTUTENT OCIOKHMIOCHh HEHMPOTOKCUIHO-
ctbio grade 1 (n = 1), grade 2 (n = 1) u grade 3 (n = 1) no 1iKane
NCI-CTCAE. ¥ namuenTa ¢ HeiipoTokcuuyHocTbhio grade 3 UT
onLTa TIpepBaHa. Bo Bcex 3 cirydasix OCIOXKHEHUS UMEIN obpa-
TUMBIA XapakTep.

BoiBoapl. UT antu-GD2-MA yny4yniaeT BIKMBAeMOCTb Ta-
uueHToB, gocturmux 1O nnm YO Ha cTaHaapTHYIO Teparuio
HB rpyrmer BP. [ moaydeHus yoequTeabHBIX JaHHBIX 00 3¢~
dextuBHocT UT nipu T13 u ero crabunuszainyu, a Takxe MpuU
ero p/p popmax HeoOXOAUMbI TOMOJTHUTEIbHbIE MPOCTIEKTUB-
HBIC UCCIICTOBAaHUS.

Onbim ucnoNb30BaHuUA Mynbmumaprem-oli
ACHAPUMHOKNEMOYHoil BaKYUHOMepanuu

y Aemeii ¢ Heiipobnacmomoli

K.M. Bopokumnosa', C.A. Kyxesa'2, 1.A. Baanyesa',
T.JI. Hexaesa!, A.B. Hosuk" 2, H.B. Emenpgnosna’,
E.A. Muxaiinosa', P.1. Xa6aposa', E.M. Cenuypos',
D.J1. I'ymoarosa', A.A. Kynesa!, }0.K. Cemenona®
IQIrBY « HMHII onkonoeuu um. H.H. [Temposa» Munsdpasa Poccuu,
Canxm-Ilemepoype;
OI'BOY BO CIIGI'TIMY Munszopasa Poccuu
AkryanabHocTb. [Ipumenenue aktusHoit MT ¢ ucnosnb3oBa-
HUEM JeHIPUTHOKJIeTOUHON BakuuHbl (JIKB) sBisercss mep-
CMEKTUBHBIM MeToaoM i nanueHToB ¢ HbB rpynner BP.

Ienn n 3ama4u — MTPOaHAIN3UPOBATH PE3YJIBTATHI TPUMEHE-
HUS aKTUBHOU AE€HAPUTHOKJIETOYHOW BaKIIMHOTEPANUH Y TETEN
¢ HB, ctpatudunmpoBannsix B rpynmny BP peruausa.

Marepuansl u MeToapl. Hb sBisieTcss oqHOI M3 arpeccuB-
HBIX OITYXOJIEU Y N€TEM, B ICUEHNN KOTOPOI UCTIOJIb3YETCS KOM-
IUIeKCHBIN momxon: XT, Xupypruueckoe JiedeHUE, BRICOKOHO3-
Has [IXT (BAITXT) ¢ ayro-TI'CK, JIT u maccuBHas UT. Bto
3HO otHocutca K GD2-mO3UTUBHBIM OITyXOJIsIM, BHEIpEHUE
B IIpOTpaMMy Tepamruy KOTOphIX aHTU-GD2-aHTUTe IIpUBEIo
K TToBbIIIeHUIO MToKa3arteseit Kak BCB, Tak u OB. YuurtbiBas a1
naHHele, Ha 6aze HM UL onkonoruu um. H.H. INetpoBa co3nan
KieTouHbli npoaykt — KB, B KauecTBe OITyXOJ€BOIO JiM3a-
Ta KOTOPOW MCIIOJIb30BaHbl KJIETOYHASI KYJbTypa MeEJIaHOMBI,
BBICOKODRKCIPECCUPYIOIasi PAaKOBOTECTUKYJISIPHbIE AHTUTEHbI
(NY-ESO-1, MAGE 1, S100 u ap.), u odpasell OmyXoau IJIMOo-
6sactombl ¢ akcrpeccueit GD2 (96 %). Beenenne [1KB marmen-
tam ¢ Hb npoBoauiock nociie 3aBepiieHus TporpaMMbl JJedeHUst
B MOANEPKUBAIOIIEM PEXUME.

Pesyasrater. C 2022 mo 2023 r. MyJbTUTapreTHas BaKIIMHO-
Teparnms poBeaeHa 3 maureHTaMm ¢ Hb, mepsuuHo cTpatndu-
1MpoBaHHbBIM B rpyniy BP. Bce oHu mostyuniu crienimduyeckyio
Tepanuio B nmojHoM obbeme: 6 kypcoB IIXT (N5/N6), ornepa-
tuBHoe neyeHue, BAIIXT c ayro-TI'CK (1 mamueHT momydmr
single, 2 mpoBeneHa tandem BIIIXT c¢ ayro-TI'CK), 5 kypcoB
HUT antu-GD2-MA, nuddepeHIMPYIONIYIO Tepanuio U30Tpe-
tuHOMHOM. C Hos16ps 2022 1. mo ceHTa0pb 2023 1. 3 GONBHBIM
npoBeneHo cymmapHo 22 Kypca (ot 5 o 8). K MoMmeHTy Hava-
na aktuBHOM MT Bce manueHTHl HAXOAWJIMCh B PEMMCCUU TIO
OCHOBHOMY 3aboseBaHuto ot 28,5 10 54,7 mec. Ha poHe npume-
Henus UT JIKB y 2 manimeHTOB OTMeUYeHO HapacTaHUe peaKIuu
TMTIEPYYBCTBUTETLHOCTH 3aMEIJICHHOTO THUTIA B MECTE BBEICHUS

PA3AEN IV



IV o6bepnunennoro Kourpecca POIOT

BaKLIMHBI ocjie 5—8 BBeleHU B 2 pa3a, YTO MOXET CBUIETE/b-
CTBOBaTh O HAJIMYMU UMMYHHOIO OTBETa Ha BakuMHauuto. [1pu
aHau3e MMMYHOJOIMYECKMX TMapaMeTpoB B Tepudepruyeckoit
KpoBu Ha (oHe UT y malmeHTOB OTMEUYEHO MOBBILLIEHUE 3HA-
yeHuit CD3"CD8" (uutorokcnueckue T-mumdonutsl ¢ 19,5 %
10 21,6%) u ux akTuBrpoBaHHBIX (hopm (CD3*CD8*HLA-DR*
(axTMBMpPOBaHHBIE IMTOTOKCHMYecKue T-mumdorutel ¢ 1,9 % mo
2,3 %)). laHHasi TMHaMUKa LUPKYJIUPYIOIIMX KJIaCTEPOB M-
MYHHBIX KJIETOK TIpSIMO KOppeaupyeT ¢ 3(p@PeKTUBHOCThIO Te-
panuu JIKB. UT xopoiiio nmepeHOCUTCSI MalMeHTaMu, UMMY-
HOOITOCPEIOBAaHHBIX OCJTOXHEHU I HE OTMEUaoCh.

BoiBoapl. HeynosneTBopuTenbHbIE IMOKa3aTeJIU BbIKUBA-
emoctu nauueHtoB ¢ HB rpynnel BP TpeOyroT monicka HOBBIX
meTonoB Tepanuu. Ilpumenenue aktuBHoit MU T y 6oabHbIX HB
rpynmbsl BP uMeer 6onbiine nepcnektussl. JIKB criocobcTByeT
akTUBaUMM T-KJIETOYHOrO MPOTUBOOITYXOJEBOTO MMMYHHOIO
OTBETa Y 3TUX MalueHToB. JlobaBieHHWEe B TPOrpaMMy JICUSHMU ST
aktuBHOU UT sBigeTCs MepCreKTUBHBIM HAMIPaBJICHUEM U Tpe-
OyeT maJbHEHIIIEero N3yYeHMUSI.

Ponb BbICOKOJ03HOr0 MEMOMpekxcama
B NeyeHuu T-nuneiiHoro ocmporo

numtobnacmuoro neiiko3a

T.T. Bammes', M.A. Illeppammnze’, H.A. Barmanosa!,
N.B. Ocunosa?, T.U. Bypayukas?, I'.A. AieckepoBa®,

C.H. IOnpamesa’, K.!. Kupruzos', C.P. Bapdo.iomeena’
THUU JIOul um. akao. PAMH JI.A. Jlypnosa ©®I'BY « HMHUI] onkonocuu
um. H H. baoxuna» Munsdpasa Poccuu, Mockea;
2TAY3 JIPKb Munzopasa Pecnybauxu Tamapcman, Kazano;
JOI'BY3 «llemckas obracmuas Kaunuveckas boavhuya», Beaeopood;
‘Hayuonanvholil yenmp onkono2uu Munucmepemea 30pagooxpanenus
Azepoaiidncanckoii Pecnybauku, baky;

PI'BY «Uncmumym nHeomaoxcHoil U 60CCMaHO8UMENbHOU XUpypeuu
umenu B.K. I'ycaka» Munzdpasa JIHP, /loneuk

AxkTyanbHOCTh. [Iporpecc B ieuenuun OJIJI y neteil okazancs
BO3MOXHbBIM Ojiarofgapsi U3y4eHUI0 MOJIEKYJISIpHO-OMOoornye-
CKMX MEXaHM3MOB OITyX0JIEBOI TpaHCHOpMalMU, YTOUHEHUIO
UMMYHOMEHOTUITUYECKUX OCOOEHHOCTE! JTeHKEeMUYECKUX KJIie-
TOK U pa3paboTKe Ha OCHOBAHUM 3TUX JAHHBIX PUCK-amamnTh-
poBaHHbBIX porpamM Tepanuu. T-OJIJI xapakrepusyetcst dosee
TSDKEJIBIMU KIMHUYECKMMU CUMIITOMaMM U MIPOTEKAET C TUIep-
JIEKOLIMTO30M, CUHAPOMOM CAABJIEHUSI BEPXHEU IMOJIOM BEHBI
M AbIXaTeJbHbIX MyTeH 3a CYeT IKCTpaMedy UISIPHBIX MPOsIBIie-
Huit OJIJI ¢ nopaxeHuem tumyca u JIY cpenocteHusi. OCHOBY
JgeyeHust T-OJIJI cocTaBasiloT MPOTOKOJbI, MpeanoJararoiiue
Tepanuio METOTPEKCATOM B BBICOKMX A03ax (5000 Mr/m?).

Ienu u 3anaum — npeACTaBUTH pe3yabrathl jedeHus T-OJIJI
y aeteii 1o mpotokony ALL IC-BFM 2002, npeamnosaratoiiero
BBelIeHME MeToTpekcara B o3¢ 5000 Mr/m?.

Marepuaist u metoabl. C 2003 mo 2022 1. B HacTOSIIIIEe MYJIb-
TULIEHTPOBOE MCCJIeI0BaHKE BOLLIM 67 MALIMEHTOB C BIIEPBbIE
ycTaHOBJIEHHBIM nuarHo3oM T-OJIJI. Bo3pacT manmneHToB — OT
1 mo 18 et (cpemuuii Bo3pacT — 7,4 roma). Bcem 00IBHBIM TIpO-
BoawiIoch JiedeHne 1o mportokony ALL IC-BFM 2002. B co-
OTBETCTBUU C KpuTepusiMu 1potokoia 30 (44,8 %) nmauueHTOB
OBUIM OTHECEHBI K TPYIINe CTaHAapTHOTO pucka, 28 (41,8 %) —
cpennero 9 (13,4 %) — BP. [1nst ouenku 2(pheKTUBHOCTHU Tepa-
1y aHaau3upoBainch rmokasarenn OB, BPB 1 BCB.

PA3QAEN IV

Pesynsratel. HecsatunetHss OB mpu T-OJIJI cocraBuia
82,5+ 3%, BPB—-82+27 %, BCB — 79,3 £3 %. Y G0olbHBIX
rpynisl craHaaptHoro pucka OB cocraBuna 85,4 +2,9 %, bPB —
79,8 £ 3,1 %, BCB — 79,1 £+ 3,5 %. Cpeay malllieHTOB TPYIIIThI
CpeIHero pyucKa JaHHbIe MoKa3atenau obutn 85,6 + 3,3 %, 82,6
2,2 % un 80,3 £ 3,9 % coorBercTBeHHO. Hamnbonee HU3KMeE 1mMo-
Ka3aTeJIM BbDKMBAEMOCTH OTMEUEHBI B IpyIie 00JbHbIX BP —
34,6 £18,3%,20,8 17,1 %n 19,3+ 11,4%. Cnenyer ykasathb,
YTO JIETAIbHBIX MCXOIOB, O0YCIIOBIEHHBIX TOKCMYHOCTHIO METO-
TpekcaTa, He ObLIO.

BoiBoapi. [Tporpammuas XT mo mporokony ALL IC-BFM
2002 npu T-OJIJI no3Bojset noctuub 10-netHeit OB B 82,5 *
3 %. Tlpu aHalM3e BBIKMBAEGMOCTH B 3aBUCUMOCTHU OT TTPOTHO-
CTUYECKOWM TPYIMbl PUCKa 0Ka3ajloCh, YTO Haubosee HU3Kas
OB, HecMOTpsT HA MAJIOYUCIIEHHOCTD TPYIIITBI OOJTBHBIX, OTME-
yena npu BP T-OJIJI — 34,6 £ 18,3 %. Jlns yay4ileHusT BbIKU -
BaeMOCTH, BO3MOXHO, OMpaBAaHHO BKJIIOYEHUE HelapabuHa,
BEHETOKJIaKca, 00pTe30MKba B TporpaMMbl | -ii IMHUY Tepanuu
T-OJUJI BP.

KnunuyecKuil cnyyail mepanuu ocmporo
numgobnacmuoro neiiko3a, 0CNOHHEHHOr0
XPOHUYECKUM UCCEeMUHUPOBAHHLIM
KaHAuao030M, ¢ UCNONb30BaHUEM
6nusomymomaba

E.B. BacuineBa, K.C. Acnansn, H.B. fIro3unckas,
N.B. fIuenko, H.B. Ctpokosa, JI.B. Tonuaposa, A.X. XacneksH
T'BY PO «Obaracmuas demckas kaunuveckas 00AbHUUA»,
Pocmosg-na-/lony

AktyanabHocTh. OJIJI — Haubojiee yacToe OHKOJIOTMYECKOE
3a00JIeBaHUE y NeTel ¢ BBHICOKOW 3(DHEKTUBHOCTHIO JIEUCHUS,
MO3BOJISIIOLIEN BBI3TOPOBETh 85 % marmeHToB. OQHAKO COBpE-
MeHHbIe pexxuMbl [TXT yacTo mpuBOAST K pa3BUTUIO OCIOXKHE-
HUIA, a UMEHHO K MUKOTUYECKUM MHMEKINIM, HapyIIAOIIIM
TaMUHT IPOBEICHMS JICUCHUS M YXYIIIAIOIIMM IIPOTrHO3 3a00-
neBaHus. Mcnonw3oBanue UT B nedenun OJIJI mo3BojsieT co-
XPaHUTB Pe3yJIbTaT U ITPOTHO3 TAKUX MAlIMEHTOB.

enau u 3a1a9m — onucaTh KIMHUYECKOE HAOII0CHUE Malv-
eHta ¢ OJIJI, oClIOXKHMBIIETOCSI XPOHUYECKUM JIUCCEMUHUPO-
BaHHBIM KaHauno3oM (XIIK) Ha panHux stamax [TXT.

Marepuaist u metonsl. Ilauyuenme JI., 2016 e. p., 27.05.2022
6 omaoeneruu demckoii onkocemamonoeuu cxumuomepanueit 'bY PO
OJIKb duaenocmuposan OJLJI, B-2 eapuanm, I[HC 1. C 30.05.2022
no 25.06.2022 nposeden ¢ppaemenm IIXT no npomokoay unoykuuu
ALL-MB 2015 0as epynnot D1 ¢ noaoxcumenvHolm 3ghgpekmom: Ky-
nuposansl kaunuueckue nposigrenus OJ/LJI, baacmos 6 muenozpamme
cHusuncs 00 5 % k 15-my ouro aeuenus. B danvueiimem 25.07.2022
ovira 3agukcuposana pemuccus 1, MOB-neeamueubiii cmamyc.
C 25.06.2022 Ha ¢hone aepanynoyumo3a NOs8UAUCH NOBMOPHbIE
nodsemvl memnepamypul 00 gedpurvhuix yugp. JApyeux Kaunuue-
CKU 3HAYUMbIX U3MeHeHull He Habaodanocs. TIXT ocmanosnrena na
27-ii denv npomokona. Kombunuposannas anmubakmepuanibHas
mepanus ¢ pomayueil npenapamos, AHMUMUKOMUYECKas mepantsl
Kacno@yneunom spgexma He umena. B danvueiluem nHa ocHosa-
HUU KAUHU4eck02o Habarodenus, pesysomamos Y3U u KT opeanos
oprownoit nonocmu (OBII) u nouex 6 dunamure, 6blA6UBUIUX MHO-
JcecmeenHble MHO20KaMepHble 00pazosanus (abcyeccovl) 8 nape-
Xume 0beux noueK ¢ MaKkcuManbHulM pamepom 00 55 Mm u 6 Huic-
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HeM noaroce cene3eHKU pasmepom 00 5 MM, MUKPOOUON0UHECK 020
uccnedosanus mMamepuand, NoAY4eHHO20 NYHKUUOHHOU Ouoncueil
npasoii nouxu nod Y3HU-xonmponem 26.07.2022, évissusuieco pocm
Candida tropicalis, 6bin duaecnocmuposan X/IK ¢ nopasicenuem na-
DeHXUMbl no4ex, cene3eHku. boin ommenen KacnogyHeur, Ha3Ha4eH
amouzom 6 0o3e 3 me/Ke napeHmepaibHo ¢ NOAOICUMENbHOU OUHA-
MUKOIL 8 8U0e CHUJICEHUSI 8bICOMbL, HACMOMbl N00BEM08 meMnepa-
mypuvl meaa énaoms 00 CMAOUAbHOU HOPMAAU3AUUU NOKA3amenell.
Yuumuvieas oaumenvnuiii nepepvie 6 mepanuu OJIJI, Heo3moic-
Hocmb nposedenus danvretiweil IIXT ¢ yuemom meuenus XK 6vin
npogeden kypc UT oaunomymomabom ¢ 23.09.2022 no 20.10.2022
Ha 6aze DTBY<«HMHUII] um. B.A. Armazoea» Munszopaséa Poccuu
(2. Cankm-Ilemepbype) Ha ghoHe npuema cycneH3uu 60PUKOHA304A
aumepanvHo 6 doze 8 me/xe 2 paza/cym ¢ 20.09.2022 ¢ nonosicu-
MeNbHOU KAUHUYECKOU U PA3HOHANPABACHHOU UHCIMPYMEeHMANbHOU
(KT, Y3H) ounamuxoii. C 27.10.2022 no nacmosuee epems ¢ I'bY
PO OIIKb oesouxe nposodumcs moougpuuuposarnnas noooepicu-
saowas [IXT memompexcamom eHympumbviuieyHo u 6-mepkan-
MONYPUHOM per 0S ¢ IHO0AIOMOANbHBIM 88edeHUem mpuniema 1 pa3z
8 mecsy. Peundykuuu c dekcamemasonom uckawouenst. Yepes 2 mec
nocae kypca oaunomymomaoa ¢ 14.02.2023 no 28.02.2023 nayu-
enmia noayyuna Kypc JT na 6aze OI'BY«HMHUIL] onxonocuu»
Munzdpasa Poccuu (e. Pocmoeé-na-/Jlony) 6 cymmapHoil o4azo6oii
doze (CO) 12 Ip 6e3 ocroxcnenuii. 27.01.2023 (uepes 3 mec nocae
Kypca 6aunomymomada) noomeepiicoen MOB-neeamugnolii cma-
myc pemuccuu 1 OJIJI. KT-konmpoav om 20.12.2022, 23.03.2023,
06.07.2023 3a¢huxcuposan Kynuposanue o4azo8 NOpalNceHus 8 na-
DPeHXuMe nouex u cenesenke ¢ pegpeperc-noomeepicoernuem 6 OIbyY
«HMUI] JITOHA um. Jmumpus Poeauesa» Munzopasa Poccuu
(2. Mockea). Bopuxonazon ommenen 08.04.2023.

Pesynbratel. B Hacmosiujee épems desouka npodoadicaem noay-
4amov ONUCAHHYIO MEPAnuI0, COXPausas YO008AemMBOPUMENbHbLI CO-
Mamu4ecKuii cmamyc.

BoBonsl. CoBpemennast UT coxpanuna MObB-HeratuBHbII
cratyc pemuccun nanueHtke ¢ OJIJI, mo3BoIuB KynmupoBaTh Tsi-
3KEJI0€ MUKOTUUYECKOE OCJIOXKHEHUE U TPOAOKUTh Kype [TXT.

CmepeomaxcuyecKkasa paguoxupyprusa
«[aMMa-HOMX > B NNeYeHuu yBeanbHoll

MeNnaHoMbl Yy iemeii: nepebliil onbim

A.T. Tanoanosa', B.A. fIpoBas!, A.B. T'o1anos?,

B.B. Koctouenko?, E.O. ManakmuHosa!, A.A. SIposoii!
'DIAY «HayuonanvHolii MeOUYUHCKUL UCCAe006AMENbCKUL UeHMp
«Medxcompacnesoii nayuno-mexuuueckuil komniexc «Mukpoxupypeus
enaza» umenu axkademurxa C. H. @edoposa» Munzopasa Poccuu, Mockea;
2DIAY «HayuonanvHolit MeOUUUHCKUL UCCACO08AMENbCKUL UEHMP
Hetipoxupypeuu umeru akademuxka H.H. bypodenko» Munzdpasa Poccuu,
Mockea

AkTyanabHOCTh. [10 maHHBIM JUTEpaTyphl, YM He xapakrtep-
Ha JUJIs1 JIMI] IETCKOro BO3pacTa M 4acToTa €€ BO3HUKHOBEHMSI
cocraBisieT oT 0,5 mo 1,5 % Bcex cinydaeB YM. B Hacrosiiee
BpeMsI OCHOBHBIM METOIOM JieueHUsI YM OOJIbIIMX pa3MepoB
SIBJISIETCST 9HYKJICALIMST, HO €€ BBIITOJIHEHHE COITPOBOXIAACTCS Psi-
JIOM TICUXOJIOTUYECKUX MTPO0OJIeM, UTO CMEIIaeT BEKTOP BeASHUS
OOJILHBIX B CTOPOHY aJIbTePHATMBHBIX OPraHOCOXPaHSIOIINX
METOAUK, B TOM UMCJIE U CTePEOTAKCUUYECKON pamuoXupypruu
«Jamma-Hox» (CTPXTH).
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Iean n 3apaum — NpeaCTaBUTh MEPBbIA OMBIT JeyeHuss YM
6opinx pa3mMepoB y aeteit ¢ momomnbio CTPXI'H Ha npumMepe
KJIMHUYECKOTO MpuMepa.

Marepuanst 1 Metroabl. C ucnoavzoeanuem CTPXI'H npoae-
uena deeoura 15 rem ¢ becnuemeHmHOlU MEAAHOMOIU 8 HADYICHOM
omdene. Bvicoma onyxoau 0o neuenus docmueana 9,9 mm, a npo-
maxcennocms — 10,5 mm. Makcumansho Koppueupo8antas 0cmpo-
ma 3penus (MKO3) do aeuenus cocmasuna 0,45. Ilpeonucannas
dosza obayuenuss npu CTPXI'H coomeemcmeosana 30 Ip (50 %)
C UCKAIOUEHUEM KPUMUYECKUX CIPYKMYp: XpyCmaiuxka, 3pumens-
Hoeo Hepea, ueHmpanvHoll 3016l cemuamku. CTPXTH nposodunace
no cmanoapmHoll MemoouKe, ONUCAHHOU HaMU paHee. B momenm
AeueHus ObL1a 8bINOAHEHA MOHKOUROAbHASL ACNUPAUUOHHAS OUONCUS
(THAB) YM 6 npoenocmuueckux yeasx.

Pesyasratel. [locne CTPXITH evicoma onyxoau cocmasuna
3,4 mm, npomsncenrnocmv — 10,4 mm. Yepes 11 mec nocae CTPXTH
OMMeUEHO NosBAeHUe PeMUHONAMUL NY1eB020 2eHe3a 8 e op-
MUPOBAHUSL MAKYASAPHO20 OMEKd, KOMOPblll OblA YCHEUWHO Kynu-
posan nymem O0ecAMUKPAMHO20 UHMPAGUMPEANbHO20 66€0eHUs
uHeubumopoe aneuoeeresa (Jlyyenmuca) no cxeme 1 pas e mecsy.
Yepez 40 mec nocae obayueHus 6via6AeHA 3A0HEKANCYASAPHAS AY-
uegas KamapakKma, NPOAEHEHHAs ¢ UMNAAHMAYUeil UHMPAoK)-
aapHoil aun3vl. Tlokazamenv MKO3 nocae newenus cocmasun 0o
0,8. Ilo pesyromamam yumonoeu4ecko2o uccied08anus mame-
puanra THAB eepughuuuposana eepemeHOKAEMOYHAS MEAAHOMA,
a makace mymauus 6 eene GNAQ 6 sx3one 5 (mymayus c.626A>T,
p.(GIn209Leu). Jlpyeux usmenenuil evisieAeHO He Obi10, 4mMo ceude-
MeAbeme08ano 0 NPUHAOAEHCHOCMU OnyXoau K 1 npoeHocmuuecko-
My Kaaccy — puck pazeumus memacmazoe YM nuzkuii. Cpok Ha-
61100eHUs Ha HACMOoAWUIL MOMeHm cocmaesun 43 mec 6e3 npu3HaKoe
duccemuHayuu onyxonu.

Boisoapl. [Tepsoiii onbiT nposeaenuss CTPXT'H nemoHcTpu-
PYeT BO3MOXHOCTb YCIIEIITHOTro JiedeHus1 Y M 00b1110r0o pazMepa
C COXpaHEHUEM TIJ1a3a, a TakKe 3peHUs y peOeHKa.

Mo3pnaa hopma Bumamun K-3aBucumoli
Koarynonamuu y gemeil

NepBbIX MECAUEB HUIHU

E.M. Toaosuna', K.C. Acnaunsn!, I1.A. 2Kapkos?
'TBY PO O/IKb, Pocmos-na-Zlony,
DIrbY «HMHUI] JITOU um. JImumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AKTyaJIbHOCTBh. [eMopparmyeckme COCTOSHUSI y AETeil mep-
BBIX MECSIIEB XKU3HU SIBIISIIOTCSI CEPhE3HOM MPOOIeMOit, IPUBO-
JSIIe K MHBATUAN3AY ¥ THOEIIH TTalleHTOB TP OTCYTCTBUN
CBOEBpPEMEHHOI afieKBaTHOI auarHoctuku. Cpeayu mpuunH Ha-
PYIIEHWIA CBEPTHIBAEMOCTH KPOBH Y IETEI 3TOTO BO3pacTa Hau-
OoJiee BaxkKHOM sABIsieTcss BUTaMuH K-3aBucrMas KoaryaomnaTus,
TaKKe HasbIBaeMas TeMOpparnIeckoil 00JIe3HbI0 HOBOPOKICH -
HOT0, KOTOpasl pa3BUBaeTcs BeJeACTBYE neduiiuta BuTamruHa K.
3HaYMMOI BBIIJISIAUT €€ Mo3aHss1 opMa, KoTopas B 50—82 %
CJIy4aeB CONPOBOXIAETCS BHYTPUUEPEITHBIMU KPOBOUBIUSIHUS -
M, a B 20—50 % HaOMoneHnii — JieTaabHBIM KcxomoM. Mcro-
puYecKHr 3a001eBaeMOCTh Mo3aHel (popmoii cocTaBisiia 4,4—72
caydast Ha 100 000 HoBopoxXXIeHHBIX. MaccoBast mpoduIakKTuKa
npenapartaMu ButamuHa K| ((huI10XxMHOH) TIO3BOINIIA COKPATUTD

PA3AEN IV
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3aboneBaemMocThb 10 0,5—1,9 cayyas Ha 100 000 HOBOpOXIEHHBIX
no Bcemy mupy. B Poccuu Bce HOBOPOXIEHHBIE MOJYyYatoT MPo-
(unakrTyeckoe BBeNeHUE Npenapara ButamuHa K, (Menaanona
HaTpusT OMCYIb(PUT) B IIepBbIe 24 4, OMHAKO CYIIECTBYIOT COM-
HEeHUS B ero 3(p(peKTUBHOCTU.

Ilesn v 3ama9i — TPOBECTHU aHAINU3 3a00J1€BAEMOCTHU TTO3HE I
¢opmoii ButamuH K-3aBrUcHMOI KoaryjionaTuu cpeiu 340po-
BBIX JIETE MePBbIX MECSLIEB XU3HU, POAUBIIUXCSI B PocTOBCKO
obsnactu B 2022 1. ¥ OJyYUBIIUX MPOPUIAKTUYECKOE BBEACHUE
npenapara ButamuHa K..

Marepuajsl 1 MeToapl. B paboTe mpoBeneH aHaIN3 Iemepco-
HUOUIMPOBAHHBIX TaHHBIX HOBOPOXICHHBIX M JETE MEePBBIX
MeCSILIEB KU3HU C YCTAHOBJICHHBIM JMAarHO30M «ITO3[IHSST BUTA-
MuH K-3aBucumasi KoaryjionaTust», pOAMBIINXCS Ha TEPPUTO-
puu PocroBckoii obiactu B 2022 1.

Pesyabratel. B 2022 . B PocToBCKO# 00jacTH pPOIMINCH
33 094 peodenka. 1o HamMM gaHHBIM, TTO3AHSS BUTaMuH K-3a-
BUCHUMasl KoaryJjornatusi Oblia JuMarHoCcThpoBaHa y 17 neteit,
MOJyyaBIlIMX JieUeHUue B cTalMoHapax PocToBckoil o6iactu,
yTo cocTaBujio 51 ciyyaii Ha 100 000 HoBopoxIeHHbIX. M3 HUX
13 meteit OBUIM 3MOPOBBIMU JOHOIICHHBIMA HOBOPOXICHHBI-
MU, CpPeIN KOTOPHBIX 12 TMOIyImian mpoIaKTHIecKoe BBEIC-
Hue ButamuHa K, B pomuinbHoM nome. Takum obpasom, 3a60-
JIEBAEMOCTDb CPeIM 3IO0POBBIX MTOHOIIEHHBIX HOBOPOKICHHBIX,
MOJYYMBILMX MPO(UIAKTUYECKOE BBedeHHEe BUTaMuHa K, co-
craBmia 36 caydaeB Ha 100 000 HOBOPOXKIEHHBIX. Y 3 MalueH-
TOB, OTHOCSIIIIUXCS K 3TOM TPYIINE, pa3BWINCh BHYTPUUEPEITHBIE
KPOBOUBJIUSHUS, IIPUYEM HHA B OJHOM CJTydae OHHM HEe COIPOBO-
KIATNCh KOXXHBIM TeMOPparndecKnuM cuHIpoMoM. OIWH TTaiu-
€HT ¢ BHYTPpUYEPEITHBIM KPOBOM3IIUSIHIEM TTOTHO.

BreiBoapl. [IpodunakTuueckoe BBeAcHUE MperapaToB BUTa-
MuHa K, BEpPOSATHO, HE MMEET HOCTaTOYHOM S(DHEKTUBHOCTH
B OTHOIIEGHWM TMO3MHEN TeMOopparnyeckoil 0OJIe3HM HOBOPO-
JKIEHHBIX, TTOCKOJIbKY, COTJIACHO HAIIIMM JaHHBIM, 3a0oJieBae-
MOCTh CPEIU 3TO0POBBIX HOBOPOXKIECHHBIX, IOJIYYMBIIUX IIPO-
¢UIaKTUYeCKOe BBEACHNME TAHHOTO BUTAMWHA, COOTBETCTBYET
TAaKOBOI1 10 BHEAPEHMUSI MACCOBOI MPOMPUIAKTUKH.

HeiipoGnacmoma ¢ UHMpaKaHanbHbLIM
pacnpocmpaHeHueM:

onbim HMHL ATOW um. AMumpus Porayesa

E.B. I'opoxosa', I.10. Kauanos', O.b. Mepumassu',
C.II1. Xomskona!, C.C. Ozepos?, A.H. Pemusos!,
A.II. Illepoakos!, /I.M. Konosanos!, A.C. Illapnaii',
I0.H. JIukaps!, C.P. Bapdoaomeena?, T.B. Illamanckas’
'OIBY «HMHUI] ATOH um. Imumpus Poeavesa»
Munszdpasa Poccuu, Mockea;
2I'hY3 «Mopozosckas JITKE JI3M»;

OIBY « HMHI] onkonoeuu um. H.H. Broxuna»
Munszdpasa Poccuu, Mockea

AxkTyansHOCTh. HB sIBIISIETCS caMoit yacToii aKcTpakpaHUab-
HOI COJIMTHOM OIMyXOJIbI0 NIETCKOro Bo3pacTa. [lapaBepredpaib-
Hasl JIOKIM3alMsl TEPBUYHON OMyXOJW TpemorpenessieT pac-
MPOCTPaHEHWE OIMYXOJM B MO3BOHOYHBIN KaHal C BO3MOXHBIM
pasBuTHEeM 3nUaypaibHOil kommpeccuu (DK) ¢/6e3 kimHU4Ie-
CKOIT HEBPOJIOTUUICCKOM CUMIITOMATUKN 1 OPTOTICIMICCKIX IIPO-
O;1eM Kak B 1e0roTe 3a00JIeBaHNs, TaK 1 B OTIaJIECHHOM IIepUOJE.

PA3QAEN IV

Iemu n 3aaaym — U3YYUTh OCOOEHHOCTU TEUEHUs U Bele-
Hus manueHToB ¢ HB ¢ mHTpakaHalbHBIM pacrpoCTpaHEeHU-
em (MKP) onyxonu, moayyaBmux jedeHune 8 HMUILL ITOU
uM. Amutpust Porauyesa.

Marepuajsl 4 MeToabl. B aHaiu3 ObUT BKIIIOYEH 61 mamueHT
¢ auarHo3oM HbB ¢ MKP 3a nepuon ¢ 01.2012 o 12.2019 (82
Mec). Bcem OonbHBIM MHUIMANBHO BhIMoaHsuMCh KT/MPT
CIIMHHOTO MO3ra. AHAJIU3 HEBPOJOTUYECKON KapTUHBI MTPOBO-
IuJics B 1e0roTe 3a0o0JieBaHMS, Ha dTarnax Tepanuud U Habo-
JneHust (B ToM umucie ¢ ucnoiab3oBaHueM 1ikaa ASIA, CTCAE
u FLACC). uarno3 Hb yctaHaBnuBascs B COOTBETCTBUU C Me-
KIYHApPOAHBIMU KpuTepusimu. CTaaupoBaHUe MTPOBOAWIOCH MO
cucteme INSS. Tepanusg no Mogu@UIIMPOBAHHOMY MTPOTOKOJIY
GPOH-NB 2004.

Pesyabratel. MennaHa Bo3pacTa Ha MOMEHT TOCTaHOBKHU
nuarHosa cocraBwia 8,1 mec (pazopoc ot 0,4 mo 104,2 wmec).
CoorHomenue no nony m:a — 1:1,1 (29/32). TlepBuuHnas mo-
KaJM3alusl OMyXOJy MPEUMYIIECTBEHHO B 3allHEM CpeIoCTe-
Hum 27/61 (44,3 %) wiu 3a0prOIIMHHO BHeopraHHo 23/61
(37,7 %), c npeobiagaHueM JIOKATbHBIX CTaaUi 3a00IeBaHUS:
1-3-a cramuu 39/61 (64 %); meractatuueckue Gopmbl (4/4S
cranuu 'y 22/61 (36 %)) BcTpedanuch pexe. AMIUTMGUKALIUS
reHa MYCN otcyTcTBOBasiia y BceX ManueHToB (y 2/61 crartyc
MYCN gain). B rpymmy Habmonenus otHeceHsl 43/61 (70,5 %)
manuenTa, 12/61 (19,7 %) — B rpyrimny NpoMeXyTOYHOTO prcKa
u 6/61 (9,8 %) — B rpynny BP. Muunmansho y 45/61 (74 %)
ObuUTH BhIsIBJIEHBI cuMntoMbl DK. HeBposornyeckue cuMIITO-
MBI B BUJIe IBUTATeIbHOTO neduiuta 'y 23/45 (51 %) 6onbHbBIX,
KOPELLIKOBBIX PacCTpoicTB y 3/45 (6,7 %), nuchyHKIUA Ta30-
BBIX OpraHoB y 3/45 (6,7 %) u KOMOMHUPOBAHHBIX HAPYIIEHUIA
y 16/45 (35,6 %). PentreHonornuecku mpeobianan Topakaib-
HbIit 22/61 (36 %) v TopakomombanbHblid 13/61 (21 %) ypoBeHb
nHBa3uu HB B MO3BOHOUHBIN KaHall ¢ MPEUMYIIECTBEHHO TO-
tanbHbIM 35/61 (57 %) 3amojiHeHWEeM MOTepeYyHrKa CITMHHOTO
mosra. B rpynne na6monenust XT nipoBeneHa y 27/43 (63 %).
Helipoxupyprudeckoe jedeHue BoimonHeHo y 11/61 (18 %), ux
Hux 9/11 ¢ cumnromamu DK 'y 2/11 npu 6ecCUMNITOMHOM Te-
yenun DK (1 — yxyniieHue HeBpOJIOTMYECKOro craryca u | —
onepanus He B HMULL ITOU um. Imutpust Porauesa). 13 45
MalMEeHTOB ¢ HEBPOJIOTMYECKOW CUMITTOMATUKOM B Ie0IOTe 3a-
6osieBaHUs Yepes 18 Mec HEBPOJOTUYECKUI CTaTyC OlIeHEeH Y 23;
U3 HUX Y 7/23 0TMEUYEeHO TIOJTHOEe HUBEIMPOBAHUE HEBPOJIOTHYE-
CKUX HapylieHuii; y 12/23 napyuieHust B 1BuraTesbHol cdepe
COXpaHSITUCh 0e3 TuHaMUKW; y 4/23 oTMeueHbl KOMOMHUPOBAH-
Hble paccTpoiicTBa. B opTomennyeckoMm craTyce MHULIMATLHO
I crenenb ckonmo3sa BeisiBiieHa 'y 9/61 (14,7 %), a ciyctst 2 rona
ckosro3 BeisiBiieH y 10/61 (16,4 %) (y 2/10 cpopmupoBanach
Il crenenn). Ha 12.2021 © xwuBsl 55/61 (90,2 %) GONBHBIX.
Ymepaun 6/61 (9,8 %), B ToM unciie 4/6 OT OCTOKHEHW I TepaTTiH.
Tpexnernsist OB cocraBuna 89,7 + 4,0 %, a 3-nerusis bCB —
65,2 £6,1 %. Meauana HabmoneHust — 73 mec, 95 % 11 62,4—93 4.

BoiBoabl. Hb ¢ UKP umeet G1aronpusiTHbIE OITyXOJIeBbIe Xa-
PaKTePUCTUKHU, TP STOM 00Jiee YeM y TOJIOBUHBI OOJIBHBIX OT-
MedyaeTcsl HeBpOJIOTnYecKasi CUMIITOMAaTKAa Ha MOMEHT ITOCTa-
HOBKU auarHo3a. OCHOBHBIM MeTOmOM Teparmuu DK sBisieTcs
XT c HelipoxupypruyecKruM BMELIaTeIbCTBOM Y YaCTU OOJIbHBIX.
Benenne nauuenTta ¢ Hb n DK gaBnsgeTcs MyaIbTUAMCIUIIIAHAD-
HOI 3a1ayeil C MPUBJICYEHUEM OPTOIEIOB, HEBPOJIOTOB, HEUPO-
XUPYPTOB, IETCKUX OHKOJIOTOB B IIEJISIX ONTUMM3AIINN TePaTin
W YIAYYIIIEHUST BBDKBACMOCTH.
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MynbmupucuuNAUHapHbIi NoAXoA
K AUarHOCMUKe NaHreprancoKnemoy4Horo

rucmuoyumosa y aemeil

JI.A. JIzxasanos, }0.10. Kozens, B.B. /Imutpuesa,
0.B. Koswok, M.B. Crapxenxkas, E.E. I1ak, A.I. becnanosa,
I.10. IOpuenko, B.A. KoBajieHko
DI'BY «HMHI] onkonoeuu» Munzopasa Poccuu, Pocmos-na-Zony

AkTyanabHOCTb. [McTHOLMTO3 U3 KieToK Jlanrepranca (I'KJI)
OTHOCHUTCS K YUCITY PeKUX HOBOOOpa30oBaHUil y nereii. Yactora
BcTpeuaeMoctu coctapisgeT oT 3 go 10 ma 1 000 000 merckoro
HacesieHus B ron. Manbuuku 0oJietoT vaiiie AeBouek. [Tk 3a60-
JIEeBAEMOCTU — paHHUM IeTCKU Bo3pacT (10 4 JieT).

HeJ’lI/l M 3271a4Y4 — HAYYHOC OIIMCaHNE KIMHUYECKOIo HabJI10-
ACHUA.

Marepuanst u Metonbl. Ilayuenm N., 2 eoda, 3abonen
02.07.2020, koeda mams énepagbie 06pamuia 6HUMAHUE HA NPUNYX-
A0cmb, 601€3HEHHOCMb U CUHIOWHOCIb KOJICHBIX HOKPOBO8 HUICHEl
mpemu cnuHl (UMena Mecmo mpagma — naderue ¢ 0emcKoi ma-
WUHKY CRUHOU Ha acganrem). B mom dce OeHb camocmosmensHo
obpamuauce kK mpasmamonozy-opmonedy Ho Mecmy JHCUmenbCm -
8a. Boinoanen pso uccredosanuii. Boicmaenen npedsapumenshblii
duaernos: $30.0 Ywub HuxicHeil wacmu cnuHbl U Mmasa, 3aKpvimas
mpaeéma. B dunamuke 6e3 yayuwenus. 20.07.2020 camocmosimens-
HO 06pamuauce Ha KOHCyAbmayuro Kk demckomy onkonoey 6 KJO
OI'BY «HMHUII onxonoeuu» Munzdpasa Poccuu. Boinoanena MPT,
3akaouenue: MP-kapmuna KOCMHOM03208020 omeKa 6 OYICKAX
U AUMUHECK020 NPOYecca AHamoMU1ecKoll N0KAAU3AYUYU OCMUCIO-
20 ompocmka LI-no3eonka, eeposmmuee gceco, ¢ acenmu4ecKum
B80CNANUMENbHBIM KOMHOHEHIMOM 8 MAKUX MKAHAX NepUoKanbHO
6 npoexuuu ocmucmoeo ompocmxa L1. 10.08.2020 ¢ omdesenuu
netipoorkonoeuu OI'bY « HMHUI] onxonoeuu» Muuzdpasa Poccuu
8bINOHEHA Onepayus: yoaieHue Onyxoau OCMUCMO20 OMPOCMKA
u dyxcku L 1-no36onkoe ¢ npumeneHuem Heipoghusuonocuteckoeo
moHumopunea. Bepugurxayus om 04.09.2020 — mopghonroeuueckas
Kapmuua u ummyHogpenomun onyxoneswix kaemok (CD1a*, CD6S",
Langerin®, Ki-67 — 5 %) coomeemcmeyiom ['KJI. Ycmarnoenen
Kaunuyeckuil ouaenos: I'KJI, monocucmemnas gopma (c nopaice-
nuem LI-nozeonka ¢ unmpakanansuoim pocmom). C 15.09.2020
no 22.10.2020 6 omoenenuu demckoii onkonroeuu Ne | OI'BY
«HMHII onkonoeuu» Munzdpasa Poccuu pebenky npoeeder unu-
yuansuwiil kype IIXT no npomoxoay LCH-111. I1o danueim MPT om
27.10.2020 ocmamounas onyxoav He onpedeasemcsi. 04.06.2021
MAAbHUK 3a6epuius NO00epICUBAIOWYI0 Mepaniuto no NPomoKoay
LCH-III. Cnycms 3 mec y nauuenma nossuaucs »#caiobvl Ha nepu-
oduyeckue 604U 8 JcU8ome U CHUHE, MAMb CAMOCMOSIMeAbHO 00pa-
muaace Ha npuem K demckomy onkonoey. Ilposedena MPT noseo-
Hounuxa om 16.09.2021, 3axarouenue: MP-kapmuna o6pazosanus
ompocmia u oyxcex ThS pacnpocmpanenno2o nopajcenus napa-
eepmebpanbHblx Msaekux mxareil Ha yposine Th4—ThS. 29.09.2021
8bINOAHEHO UUMOPeOyKmueHoe yoaieHue onyxoau 0CMUCmozo om-
pocmka u oyyucku Th5-noseonkos. Mopghonoeuueckas kapmuna
U UMMYHOeHOmuUn onyxonegwvix kaemoxk coomeemcmeyiom ['KJIL
Sagurcuposan peyudue 3abonesanus. C 20.10.2021 ¢ omdesenuu
demckoit onkonoeuu No 1 OI'BY « HMHUI] oukonoeuu» Murnzdpasa
Poccuu pebenok npouten kypc XT no npomokonay LCH-1I1 npenapa-
mamu eunoaacmut, npednusonon. Ilo okonuanuu mepanuu @vinoi-
nena MPT om 03.06.2022: peepecc ocmamouHoil onyxonesoii mka-
HU 6 noxce ocmucmoeo ompocmika ThS. 06.06.2022 3akawouenue
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ocmeocuuﬂmuepadmu: NPU3HAKOB 04a206020 NOPANCEHUA Kocmell
CKenenma He 6blAB/NAEHO.

Pesynbratel. 1o peaysbmamam uncmpymeHmMaibHoiX Uccaeoo-
BAHUI U KAUHUYECKUM OAHHbIM NOBMOPHO KOHCMAMUPOBAHA pe-
muccus 3a004e6aHus.

BoiBoabl. Hactosiiiee HaOmogeHue MOpeacTaBisieT WHTe-
pec B CBSI3U C HETUMUYHOW KJIMHUYECKOW KapTUHOW 3aboJie-
BaHUS y peOEHKa paHHEro Bo3pacTa, MOsIBIEHUS HOBOTO OyYa-
ra ropaxeHusl 3a KOPOTKUI MPOMEXYTOK BpeMEeHU Ha (hoHe
PEMUCCUM, CIIOXHOCTh BepUUKAIIMU C TPUMEHEHUEM Hell-
poxupypruuyeckoro mnocodus. [lonTeepxiaeHa HEOOXOOUMOCTb
MYJIBTUAUCLHUIIIMHAPHOTO MOAX0Ja B TUATHOCTUKE 3JI0KAYEeCT-
BEHHBIX MPOLIECCOB y MAllMEHTOB PaHHEro Bo3pacTa C TECHbIM
B3aMMOJIEUCTBUEM CIIELIMATIMCTOB PA3IUYHOTO MPODUIIS.

bnusamymomab B neyeHuu ocmporo
numgobnacmuoro neiiko3a y nayueHmon

[IeMcKoOro Bo3pacma: onbim ofHoro Llenmpa

FO.B. /lunukuna, H.B. Mynsposa, A.}10. CmupHosa,
J.A. Moprauesa, C.H. Jlanaesa, A.C. Eropos, }O.K. Tommuna,
A.A. 3acyanckag, E.C. JIsiruna, M. M. KupnueHko,
E.II1. Esciotuna, E.E. ®enynosa
DPIBY «HMHUII um. B.A. Aamazoéa» Munzdpasa Poccuu,
Cankm-Ilemepoype

AKTyajapHOCTh. HecMOTpsT Ha MOCTUTHYTBIE yCreXy B Jiede-
Huu B-OJ1J1, akTyabHBIMY BOIIPOCAMU OCTAIOTCS TIPEOJ0IEHUE
TOKCUYHOCTU CTaHIAPTHBIX pexkuMoB XT u sieueHue p/p hopMm
3aboneBaHusl. Hanboliee TepcrieKTUBHON OIIMER SBIIsSIeTCS
puMeHeHue O1MHaTymMoMaoa.

Ienu v 3a1a41 — TIPOAHAIM3UPOBATH ITOKAa3aHMS K IIPUMEHEe-
HU10, 3¢ heKTUBHOCTh U niepeHocuMocTbh UT 6amHaTtymomadbom
y neteii ¢ B-OJIJI.

Marepuajbl 1 MeToabl. 3a miepuon ¢ anpeis 2016 T. mo aB-
ryct 2023 1. BBINOJHEHA PETPOCMEKTHMBHASI OLIEHKA CJy4yaeB
NpuMeHeHus 6auHatymoMaba y nereit ¢ B-OJIJI B oTnenenun
XUMUOTEpAMU OHKOreMaToJd0Tu4YecKux 3adoneBaHuit 1 TKM
st gereir ®I'BY «HMUI um. B.A. AnmaszoBa» MuH3apasa
Poccuun. Ucnonb3oBancsa cTraHZapTHBIM pPeXUM Ha3HAYEHUS
onmHaTymMoMmaba ¢ y4yeToM Beca MauueHTa. B ciydasix KoHco-
JIUaauuu pemuccuu mpu nepsuuHoM B-OJIJT Tepamnus mpoBo-
JUIach B paMKaxX KJIMHUYECKOI arpobanuu «MeToj JieueHust
JeTeil U moapocTKoB ¢ TepBuuHbIM B-OJIJI ¢ nmpuMmeHeHneM
komouHupoBaHHoi XT u UT». Ob11ee yncio ciaydyaeB Ha3Haue-
Hus 6arHaTyMoMaba 3a nepuof ¢ 2016 mo 2020 . cocraBuiio 7,
ac2021 mo 2023 . —42.

Pesynbratel. B nccnenoBanue BkitoueHbl 49 aereii, U3 HUX
25 (51,02 %) manbuukoB u 24 (48,98 %) neBoyku ¢ MeaMaHOM
Bo3pacta 7,91 (2,08—19,8) roma. Cpenv MMMYHOJIOTMUYECKUX
BapuantoB OJIJI mpeo6namanu BII (n = 43, 87,76 %), pexe
Berpevanuck Bl (n =5, 10,2 %) u BIII (n = 1, 2,04 %). Yacto-
ta ciydyaeB OJIJI ¢ reHeTUUYECKMMU ajibTepallMsIMM COCTaBUJIa
34,69 % (n = 17), nomunuposanu t(12;21) u t(9;22) — 52,94 %
129,41 % cooTBeTCTBEHHO. B 3aBUCHMOCTH OT ITOKa3aHUI K Ha-
3HAYEHUIO OJMHATyMoMa0a ObLIM BbIIEIEHBI 4 KOTOPTHI Malv-
eHTOB: 1) KOHcoMmmanus peMuccuu Ipu mneppuaHoM B-OJIJI
(n=17, 34,69 %); 2) nepcuctenuuss MODB mocie 3aBepiieHust
unaykuvonHoi XT (n = 11, 22,44 %) wiu nepes 3TalioM ajuio-
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renHoit TKM (n =11, 22,44 %); 3) 3amMeHa CTaHIapTHOI KOHCO-
JIMAAIUY PEMUCCHUU B CBSI3U C MPEAIIECTBYIONIEH TOKCUYHOCTBIO
XT wnau uHBIMM TTPOTMBOITOKA3aHUSIMU K €€ TIpOBeAeHHUIo (1 =9,
18,37 %); 4) Tepanus criacenust ipu p/p OJIJI (n = 1, 2,04 %).
Cratyc MOb-HeratuBHoOl peMuccuu nocie 1-ro kypca UT no-
cturHyT B 87,76 % ciydaeB. Teparus 6iMHaTYMOMaOOM Y TTaL-
eHTa ¢ p/p OJIJI u ToTtanbHoll 61acTHO uHbMIBTPauueit KM
Obu1a 2((EKTUBHON U MO3BOJMUIA PEeAYyLUPOBATh OMYXOJEBYIO
nonyJistiuio 10 7,2 % K 15-My AHIO Teparnuu, TeM He MeHee UMel
MECTO JIeTaJIbHBI MCXOM, OOYCIOBICHHBIN MPEIIIECTBYIOIINM
pa3BuTHeM TspKesnol nHdekmru. Hanbosnee yacTeiMu BapraH-
TaMM TOKCMYHOCTU ObUIM Jieiiko-/HeiTponenus I11-1V cremne-
uu (14,28 %/22,4 %), anemus Il crenienu (14,28 %), TpoMbO-
mutonenust [—III crenenn (10,20 %); deOpuibHasT TMXOpagKa
¢ meauaHoi 1 (1-3) neHb or uHMLManMu Tepanuu (48,97 %)
U ¢ MenuaHoi 2 (1—5) nHs1 mocJie MOBBILIEHUS 103bl JO pacyeT-
Hoit (24,48 %); wmeiiporokcuuHocth [—III crenenm (26,53 %)
¢ npeobagaHueM rojioBHoi 6o (18,36 %), 6becCMMNITOMHO-
ro TMoBbIIIeHUs 1UTO3a JukBopa (12,24 %). MHbekmoHHbIe
ocnoxHeHust [—I1 crenenu TskecT 3aperucTpupoBaHbl y 16 %
nmarueHToB. Penykiys g03bl 6J1MHaTyMoMaba B 1IeJIsSIX KYIUpO-
BaHUs TOKCMYHOCTU TOTpedoBanach 12 % OOJbHBIX, TIPU 3TOM
MeJuaHa THei Tepanuy ¢ peayKiueil 103kl cocTaBuia 4; TIo-
kokopTtukoctepouasl (I'KC) npumensuivch y 12 % manueHToB.

BoiBoapl. Haiir onbIT geMOHCTpUpyeT OOOCHOBAHHOE pac-
IIMpeHNne TTOKa3aHWi K IPUMEHEHHIO OIMHaTyMoMaba y aeTei
¢ B-OJIJI ¢ BricOKOT 2(D(DEKTUBHOCTHIO U YIOBAETBOPUTEIBHBIM
MpodIeM TOKCUIHOCTH.

AHanu3 cny4yaes ocmporo pechupamophoro
AuUcmpecc-cuHapoMa, accoyuupoBaHHbIX
C mpancnnaimauueil reMono3muyeckux

CMBONOBbLIX KNIEMOK y Aemei:

onblm opfHoro Lienmpa

E.I1. Epcrotuna, M.M. Kupuuenko, E.E. ®enynosa,
B.A. UcakoBa, A.}JO. Cmupnosa, C.I. Jlanaepa,
10.K. Tommna, A.C. Eropos, /I.A. Moprauesa,
A.A. 3acyanckad, 10.B. lunukuna
DPIBY «<HMHUI] um. B.A. Aamazoea» Munzdpasa Poccuu,
Canxm-Ilemepbype

AKTyaibHOCTb. OCTpBIIi pECITMPATOPHBIN TUCTPECC-CUHIPOM
(OPIC) saBasieTcst oqfHUM U3 Hauboee TSKEJIbIX OCTOXKHEHUI
pPaHHETO0 TOCTTPAHCIUIAHTAIIMOHHOIO IIepUoJia C BBICOKUM
YPOBHEM JIeTalbHOCTH. Ha ceromHsimHuii JeHb aKTyaJbHBIMU
OCTalOTCS BOIIPOCHI ITaToreHe3a 1 (pakTopoB pUCKa €ro pa3BUTHS
B LIeJI5IX BbIOOpa HauboJiee 3((HEeKTUBHOM CTpaTernuu Teparuu.

Ilean u 3ama4u — aHaIM3 KOTOPThI MALIMEHTOB C MOCTTPAHC-
mnaHTauoHHbIM OPIC B 1e/151X olieHKU (haKTOpPOB prcKa, Te-
YeHMUsI, UCXOJ0B.

Marepuajsl 1 MeToAbl. BBITIOTHEH peTpOCIIEKTUBHEINA aHa-
Jm3 ciaydaeB OPJIC y malMeHTOB I€TCKOro Bo3pacTa, repeHec-
mux TI'CK 1o moBoy OHKOJIOrM4ecKoro 3a00JieBaHusI 3a EpU-
onc2016mo2023 .

PesynbraTsl. 3a OLieHMBAEMbIil [IEPHUO BpeMEHU 0011ee KOJIM-
yectBo TI'CK cocraBuino 135, u3 Hux 86 ayro u 49 ayuro. M3 Bcex
OCJIOXKHEHUI PaHHEro MOCTTPAHCIUIAHTALIMOHHOIO Ieproaa (10
30-ro nHs1) Jerounbie umean mecto y 11 (6,3 %) nauueHToB, Ipu
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atomy 5 (45 %) u3 Hux oHu cornpoBoxkaanuck pazsuruem OPIC.
MennaHa Bo3pacTa 00JbHBIX cocTaBuia 16 (3—18) et ¢ npeo-
OnamaHueM MaabuukoB (M:1 = 4:1). Y Bcex mauueHtoB ¢ OPJIC
obuta BbinosHeHa auio-TI'CK oT rarmionaeHTUYHOro JOoHOpa
C WCITOJIb30BaHUEM MUEI0a0JIaTUBHOTO KOHIWIIMOHUPOBAHUS,
B 60 % ciydaeB o mosony OJIJI. @OHOBBIMU COCTOSTHUSIMU
paHHETO TMOCTTPAHCIUIAHTAIIMOHHOTO TIeprona y TalllMeHTOB
¢ OPAC obuu TpomboTHueckass MmukpoaHruomnatusi (TMA)
(60 %), octpas PTIIX (100 %), nH(EKIMOHHbIE OCIOXHEHMUS
¢ nopaxenueM yierkux (100 %) ¢ npeobagaHueM MHBa3UBHO-
ro acriepruiesa (100 %), a takxke obycioBieHHbIX Klebsiella
pneumoniae (20 %). Bce nauyeHThI 0Jy4Yall MACCUBHYIO KOM-
OMHUPOBAaHHYIO ITPOTUBOMUKPOOHYIO Teparuio, TPaHyJIOIM-
TapHbIi KonoHuectumynupyoiuii haktop (I'-KC®D) ¢ qus +35.
Memuana gHeit nocie amio-TTI'CK 1o pa3BuUTHS IbIXaTeJIbHOM
HenoctarouHocTH (JIH) cocraBmma 19 (15—-26). Y 80 % narmeH-
toB npusHaku JI H Obu1u 3apeructpupoBaHbl Ha (hOHE BOCCTAHOB-
JIEHMSI JIMKOII093a ¢ MEIMAaHOM YPOBHSI JIEMKOLUTOB 2 x 10°/1
(0,4—4,2) u rpanyaouutos 1,29 x 10°/n (0—2,97). OCHOBHbI-
MM METOJAMM WHCTpyMeHTanbHOU muarHocTuku OPIC oOwuiu
peHTreHorpadusi ¢ Tocaenymoomiein MyabTucrmpanpHoit KT
(MCKT). HckycctBennast BeHtumsiuust jerkux (MBJI) wHu-
HMUpoBajach Ha 1—5-if AHM OT MOMEHTA TOSBIEHUS TEPBbIX
npusHakoB /IH, npu stom meauaHa npopokurenbHoct VBT
cocraBuia 40 (6—71) nueit. CieayeT OTMETUTh HEOOXOIUMOCTD
WCITOJIb30BaHUs XecTKUX napameTpoB MBJI B 1iensix gocTike-
HUST TpeOyeMoro ypoBHsI okcureHauuu y nanueHToB ¢ OPIC.
B 1 ciyyae B 1ensix mpoTe3nupoBaHusl (DYHKIIMU JIETKUX Oblia
MpUMEHEHa 3KCTpaKopropajlbHas MeMOpaHHAasi OKCUTCHALIUS.
Hpyrumu metomamMu KoHcepBaTuBHOI Tepanuu OPIC Obuin
Beicokne 103kl ['KC, aHTUTeNna K MHTEPICHKMUHY-6, BBICOKHE
JI03bI YEJI0BEYECKOTr0 MMMYHOII00yarMHa G, Ta3M000MEeH, Te-
panus cypdakraHToM. HecMOTpst Ha TpOBOAUMBII 00bEM Jieue-
Hus, ucxogom OPIIC 6bu1 tetanbHbIi ucxon B 100 % ciryyaes.

BoiBoapl. [1pyu aHanu3e cepuu KIMHUYECKUX clydaeB (hak-
TOpaMU pUCKa SBWIWCh TUMN TpaHcmuiaHTata (auio-TT'CK ot
rarjouACHTAYHOTO JOHOpa), TSDKeaas COIYTCTBYIOIIAS WH-
(exuust, B TOM YKCle C MOPAKEHUEM JIETKUX, BOCCTAHOBJIEHUE
nokasareneit jerikonos3a, reueHue PTIIX, TMA. Hecmotpst Ha
MCII0JIb30BaHUE COBpeMEeHHbIX MeToa0B Tepanuu, OPJIC xapak-
TEepU3YyeTCs KpaliHe BBICOKUM YPOBHEM JIETAJIbBHOCTH, YTO TPEOy-
€T IMOMCKa HOBBIX METO/IOB JICUEHUST TAHHOTO OCJIOKHEHMSI.

25-nemuuil onbim Kypauuu
HU3K03N10Ka4YeCMBEHHDbIX FMUOM
y neguampuyecKux nayueHmos
Pecnybnuku benapycb

A.E. Kucenena, T.M. Muxanesckas, JI.I1. Kucenes
I'Y «PHIII JIOTH» Mun3zdpasa Pecnybauku beaapycy, Munck

AktyansHocTh. Omyxonu [THC mo wacroTe BcTpeuaeMOCTH
3aHUMAIOT 2-€ MECTO Cpel BCEeX COJUAHBIX HOBOOOpPAa30BaHUIA
y neteil U moapocTkoB. Cpeau HUX HU3KO3JI0KAYeCTBEHHBIE
oMbl (H3T) 1 u 11 crenenu rucronornueckoit nuddepeHim-
POBKU, KOTOphIe Habmonatorcest B 50—60 % ciayuaes. J1o HacTOsI-
11IETO BPEMEHM OCTAETCSI OTKPBITHIM BOIIPOC O MOKAa3aHUSIX K Ha-
3HaveHuto JIT, XT u tapreTHoi Tepanuu AeTSIM C HETTOJIHOCThHIO
ynaneHHbIMU H3T romoBHOTO Mo3ra.
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Ieaun u 3apaun — onpeneeHue Leaecoo0pa3HoCcTH, 3¢hdheK-
TUBHOCTHU, a TakXe cpokoB npumeHeHus JIT, cucremuoit ITXT,
a TaKKe TapreTHOM Tepamnuy IS IMTaleHTOB JeTCKOTo Bo3pacTa
¢ H3T ronoBHoro Moara.

Marepuajbl 1 MeToabl. VI3ydeHBbI OTHAJICHHBIE PE3YJIBTaThl
JedeHus1 535 mauueHTOB B Bo3pacTe OT 6 MecsueB a0 15 et
¢ H3T ronosHoro mosra 3a nepuof ¢ 01.01.1997 mo 31.12.2022.
[lepBBIM 3TarioM JIeYeHHUsT BO BCEX CIIyYasiX SIBIISIOCH XUPYPTH-
YeCKOe BMEIIATeIbCTBO ¢ MAaKCUMAaJIbHO BO3MOXKHOM Pe3eKII -
eii HoBooOpa3zoBaHUs. [lallMeHTaM ¢ TOTaJIbHBIM YHaJeHUEM
OITyXOJIM TIOCJIeOTIepallMOHHas Tepanusl He TIpoBoawiack. [1o-
cne HertoHoro yaagenuss H3T mammeHTs! ObLIW pa3nesieHbl Ha
2 rpynnbl: y 182 onepauust siBasiiach eAMHCTBEHHBIM METOJIOM
JeyeHust; 129 GonapHBIM MpoBeneHa mocieonepanmonHas JIT
(Bospacrt crapiue 5 jet, COI = 55—60 Ip) wiu cucremuas I[IXT
(BUHKPUCTHH, KapOOIUIATUH COTJIACHO KPUTEPUSIM ITPOTOKOJIa
LGG).

PesynsraTel. CpaBHUBaANIACh BBIKMBAEMOCTb BCEU KOTOPTHI
marmeHToB ¢ H3I B 3aBUCMMOCTH OT painKaabHOCTU HEHPOXU-
PYpPriYecKOro BMelaTebCcTBa. [IBaaiaTUMIATUIIETHSISI BBKUBA-
eMocTh 0e3 nporpeccupoBanus (BBIT) u OB y nereit ¢ mosHbIM
yaaneHuem omnyxouu (n = 204) coctaBumn 91 =3 % u 96 £ 2 %
cootBeTcTBeHHO. CyllleCTBEHHO HUXKE 3T TMOKa3aTen oKas3a-
qvch y 311 malnmeHToB ¢ HETIOJMHBIM yIaJeHUEM TTNOMBI — 55 +
4%uTl £4% (p<0,0001). Apanuarunstunetnsisi BBIT na-
IIMEHTOB C HETIOJHBIM YIAJIEHUEM OITyXOJIW MO3Ta, TOJTYYUBIITNX
JT wnu XT (n = 129), coctaBuna 47 + 5 %, a 'y nmauueHToB 6e3
rocyieoniepallioHHoro JieueHust (n = 182) — 58 = 10 %. B korop-
Te, I1e TTPOBOAMIACH MMOCTIEONepallMOHHAsT Tepamnust, 25-J1eTHsIs
OB cocraBuna 63 £ 5 %, B TO BpeMsl Kak Jis IALIMEHTOB,
Y KOTOPBIX OTepaliysi Obuia e IMHCTBEHHBIM METO/IOM JICUEHUS, —
73 + 8 %. TapreTHoe BO3IeCTBYE HA KOMITOHEHThI CUTHATBHBIX
myteii marorene3a H3I pacimpsier BO3MOXHOCTHY Teparuu st
aroit Ho3osoruu. M3BectHo, uro FDA ¢ mapta 2023 1. omo0puio
WCTIONIb30BaHUE CXeMbl nabpadeHnOd + MEKMHUCTA B KaueCTBE
Tepanuu 1-# TUHWU A5 TleauaTpudeckux nanueHtoB ¢ H3T
¥ IoKa3aHHOI mytauueit BRAF V600. B HaileMm McclieqoBaHUT
6 mamueHtoB ¢ H3I' onTuko-xua3malbHONW 00JaCTU MOJIyda-
JIV TEparnuio MpernapaToM KOOMMETMHUO (KOTEJTUK): B 5 Cly-
Yasix OTMEUEH TMPOJIOJKEHHBIN POCT OIyXOJIW B TEUEHUE Toja,
y 1 manueHTa KOHCTaTUPOBaHa CTaOMIM3AlMs B TeueHue 6 Mec
(mponomxaer Tepanuio). OnuH 601bHON ¢ H3T ontrko-xuas-
MaJIbHOM 00JIaCTM TIOJTy4aeT Teparvio IMpernaparoM TpameTH-
HUO (MEKWHUCT); yepe3 3 Mec JIeYeHUs] OTMEUeHa pPemayKIIus
OITyXOJIEBBIX 04aroB Ha 15—27 % u oOluuii nepuos HabJoae-
HMSI HAa MOMEHT aHajii3a cocTaBui 2 rona 6 Mec. JIBa mamueHTa
¢ mreoMopdHoii KcaHToacTpouuTomMoit (BRAF V600OE+) mo-
JlyqaroT npenapar gadopadeHuO, obuuii nepuon HabJIoIeHUS
1 rox 6 mec. B 06oux ciyyasix KOHCTaTUPOBaHA CTAOUIM3aLIusI
3a00J1eBaHUS.

BoiBoapl. Takum o0pa3oMm, NpUMEHEHME II0Ceonepau-
oHHo#t JIT mnmu XT He mo3BoMIO HJOOUTBCI CTATUCTUYECKU
3HAYMMOTO YIY4IIeHUs ITOKa3aTesieil BBDKMBAEMOCTHU Yy Taly-
eHTOB aeTckoro Bo3pacta ¢ H3I. Psanm nekapcTBEeHHBIX CpENCTB
¢ TTOTeHLMaabHOI TapreTadbenbHocThio H3IM B HacTosee BpemMs
MPOXONAT KJIMHUYECKNUE WCITBITAHUSI, YTO MOXKET O0eCITeUuMThb
porpecc B Kypaluuy JaHHOM MaTOJIOTUM.
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Pe3ynbmambl mpancnnanmaguu
reMono3muyeckux CmMBoONOBbLIX KNeMoK
Yy Aemeii ¢ CONUAHbIMU 3N0Ka4Y€CMBEHHbIMU
HoBooGpa3oBanugMu. Onbim HayuoHanbHoro
MeAUUUHCKOro UccnefoBamenbcKoro

ueHmpa oxkonoruu um. H.H. Bnoxuxa

N.0. Kocrapesa!, T.3. Amues!, E.b. MauneBa' -2,
K.A. Cepreenko!, H.I'. Crenanan', }O.B. JIozoBan',
T.U. ITorémkuna', H.A. Bypaaka', I.C. CmupHoBa',

P.P. ®arxymumn', A.M. Cyaeiimanosa!, M.B. Pyoanckas!,
I.b. Carogan', O.M. Pomannosa', JI.M. Kynaesa3, A.JI. Poauna!,
A.C. Cunun?, I.M. Mydraxosa', A.I1. Kazanues',

B.T. ITonskos!, K.M. Kuprusos!, C.P. Bapdoaomeepa’
'HUH JI0ul um. axad. PAMH JI.A. [lypnoea @I'BY « HM U] onxonoeuu
um. H H. broxuna» Munzopasa Poccuu, Mockea;
2Poccuiickas demckas kaunuueckas 6oavHuya — uauar @IrAOY BO
«Poccuiickuii Hayuonanvblil uccredo8amenbCKuil MeOUYUHCKULL
yrueepcumem umernu H.U. ITupoeosa» Munzdpasa Poccuu, Mockea;
JDIBOY BO «Mockosckuii eocydapcmeeHibiii MeouKo-
cmomamosnoeuueckuil ynugepcumem umenu A. M. Eedokumosa»
Mumn3zopaea Poccuu;

‘OI'BY «<HMHUI] ITOH um. [Imumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AktyanasHOCTh. TTCK — MeTOm Tepanuu psiga TSKEIBIX 3710-
KaueCTBEHHBIX M HEOMyXoJieBhIX 3abojeBaHmii. Ayto-TI'CK
yJIydIliaeT MUCXObI Y MallMeHToB ¢ conmuaHbiMu 3HO.

Ilenn 1 33124l — OLIEHUTH BO3MOXKHOCTb npoBeaeHust BJIXT
c ayto-TI'CK y neteit ¢ conuaasiMu 3HO.

Marepuajsbl W MeToabl. B oTmeneHWM IETCKOW TpaHC-
IUITAHTAllMM KOCTHOTO MO3ra M TeMOITO3TUYECKUX CTBOJIO-
Boix kjietok HUWM JOul’ um. akan. PAMH JI.A. JlypHoBa
®dIeY «<HMMUL onkomormn mm. H.H. brnoxuna» MwuH3mpa-
Ba Poccuum 3a mepuon ¢ sHBaps 2021 r. mo okTs16ps 2023 1. (34
Mec) BbInmojgHeHo 155 ayro-TI'CK maumeHTaM ¢ COJUAHBI-
mu 3HO B COOTBETCTBUM C OIpEAeeHHBIM CXeMaMU Jieue-
aust: Hb — mporokonsr COG/NB: tpeocynbhan/mendanan;
I'KO — nporokon MAKEI 2005: tanmemMHasi cxema, comep-
xaias tuoreny; Hegpoonsactoma — SIOP RTSG: mendanan;
CIO — mporokon RESTART, EE: TpeocynbbaHn/mendanan;
MDbB — npotokosl rpymisl HIT, ATPO group: TanmemHas cxe-
Mma ¢ tuorenoii; Pb — Ilentp Pb B P®: xapborutatih/Bene3un,/
nukjogochomua; rmiespomnyibMoHanbHasa 61actoma (ITITB) —
no corjacoBaHuio ¢ PPB-registry: Tpeocynbban/mendanaH; cu-
ajobjacToMa — TaHAEMHas cxema, coiepxaiiasi Tuoreny. Bece
KOHIUIIMOHUPOBAHUE MPOBOAMIOCH Ha (pOHE CTaHAAPTHOM cOo-
MPOBOIUTETHLHOM TEpaTnu.

Pesyasratel. B ®I'BY «HMMUWII onkonorum um. H.H. bioxu-
Ha» Mun3znpasa Poccuu 3a 34 mec nipoBeneHo 155 ayro-TI'CK.
M =91, K = 64; coorHouenue 1:1,4. [TaLiMeHTbI ¢ COMUIHBIMU
3HO: Hb — n = 84; CYO — n = 32; Heppobaactoma — n = 12;
I'KO—-—n=13; Pb—n=7;1IlIb —n =1; Mb — n = 3; cu-
anobnactoma — n = 1. MeauaHa Bo3pacta coctaBwia 4 roaa
1 mec (7 mec — 18 s1eT); MeaMaHa CPOKOB MPUKMBIIEHUS JIEHKO-
LIMTAPHOTO pOCTKa — 12 mHe; MearuaHa CPOKOB IIPYDKUBIICHMUST
TPOMOOIIUTAPHOTO pocTKa — 17 NmHeil; MenuaHa KJIeTOYHOCTU
CD34" x 10°«kr — 7,115; meauaHa CpOKOB HAaOIIOOEHUS —
14,8 mec. OcnoxHeHUsI y OOJbHBIX, BO3HUKIIWE Ha 3Tare
ayto-TT'CK: myko3ut, dedpunbHas Heiitponienus (OH), Tok-
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CHUKO-aJUIeprMuecKue JAepMaTUThl U Jp. (TepraHalbHBIN Iep-
MAaTUT, BTOPUYHAsS apTepuajbHas TMIIEPTCH3Us, ITHEBMOHUSI,
KaTeTep-acCOMUPOBaHHbBICE MH(MEKIINM KPOBOTOKA, ITOJTMHE-
ponatus, uuctut, OPJIC). JleTaabHbIE KUCXOABI B CBSI3U C OCIOXK-
HEHUSMU B paHHEM ITOCTTPAHCILIAHTAlIIMOHHOM IIepUOJIe:
Hb—-—n=0,CIHO—n=0,nedppodracroma—n=1,I'KO—-n=0,
Pb—n=0,Mb —n=0, III1b — n =0, cuano6iacroma — n = 0.

BeBonpl. 'CK y geteit ¢ comunubimu 3HO sBnsiercst Ba-
pUAHTOM JIeUeHUs C TIPUEMJIEMBIMM pe3yiabraTaMu. TOYHBIN
YUYeT, CBOEBpeMeHHass MpoduiIakThKa, TUArHOCTUKA W Jieue-
HUE OCJIOXKHEHWII MOTYT CIIOCOOCTBOBATH IOBBLILIEHUIO 3(-
dextuBHoct TI'CK. CHmXeHME TOKCMYHOCTU PEXUMOB
KOHIUIIMOHNPOBAHMS TIepe] TpaHCIUIaHTAaIle BO3MOXKHO HE
TOJIBKO OJlarofapsi ONTUMAaIbHOM COMIPOBOAMTEILHOIN Teparuu,
HO U MCMOJIb30BaHMIO XMMUOTEPAIIeBTUYECKUX aréHTOB C MEHb-
UM TIPoGUIIeM TOKCUIYHOCTY Y MHIAWBUAYATbHOW KOPPEKIINU
no3 xuMmuomnpenapaToB. Kaxnprii mamueHT ¢ coauaabiM 3HO
TpedyeT MHIuBUayaapHoro rnoaxona K seaeHuto TI'CK u nmocite-
NyIoIeMy HaOII0ACHUIO.

fipoBeeHue annoreHHoil mpancnnanmayuu
remMono3amuyecrux CMBooBbIX KJIEMOK
nayuexHmy ¢ muenopucniacmuyeckum
CUHAPOMOM U CaxapHbiM guabemom

1-ro muna

N.0. Kocrapesa, E.b. Maunesna, T.3. Anmues, T.U. IlorémkuHa,
H.A. Bypaaka, 10.B. JlozoBan, K.A. Cepreenko, H.I'. Crenansn,
P.P. ®arxynmn, M.JI. Manosa, A.JO. Exdnmona,

H.A. barmanosa, M.A. Illeppamunze, T.T. Baaues,

K.K. Kupruzos, C.P. Bapdosomeena
HUU JIOul um. akao. PAMH JI.A. lypnosa ©®I'BY «HMHUII onkonoeuu
um. H H. broxuna» Munsdpasa Poccuu, Mockea

AkTyampHOCTh. Muenomucractuueckuii cuaapom (MJIC)
MPEACTABIIET COOOI TPYITy KJIOHAJTBHBIX 3a00JIeBaHUII Te-
MOITO3TUYECKMX KIIETOK, XapaKTepU3YIOIIUXCS IIMTOIEHUEH,
nucrutazueit B KM u BP tpanchopmariuu B OMJL. Asno-TI'CK —
addexTuBHBIT MeTon neueHnst M C. CaxapHblii nuabet 1-ro
THIIA SIBJIIETCSI OCHOBHBIM ITOATHUIIOM AuabeTa y JeTeit, Tpuiu-
HOI KOTOpPOTO SIBJISICTCSI ayTOMMMYHHBINM TIpOILIeCC, TTPUBOJIS-
LW K a0COMIOTHOMY Ae(bUIIUTY MHCYJIMHA M Pa3BUTHUIO TUIIEP-
TJIMKEMUM.

e n 3amaun — pecTaBUTH Halll onbIT IpoBeaeHus TTCK
nanueHty ¢ MJIC 1 caxapHbIM AuabeToM 1-ro Tuma.

Marepuaist u metoabl. Maavuuk, 8 rem, ¢ MJIC u uzdbimxom
onacmos, mymauus eewe KRAS. B 1 200 Ovin duaenocmupo-
6an caxapubvlii duabem I-eo muna, Hauama NOCMOAHHASA NOO-
KOOJCHAS Mepanus UHCYAUHOM Hepe3 NOMNY, KOHMPOAb 2Al-
Kemuu npoeoduacs nocpedcmeom gaewr-monumopunea Libre.
B 603pacme 7 nem enepavie nossuracs mpomooyumoneHus 00
27 meic., neikonenus 2 moic. u 6aacmos 17 %. B muenoepam-
me onacmuvie Kaemku 4 % ¢ umMmyHO(eHOMUNoOM MuesoUOHbIX
npeduiecmeeHnukos. Ilpu MoneKyaapHo-eeHemuueckom uccae-
dosanuu KM evisieaena mymayus 6o 2-m 3x30He eena KRAS.
bBvino nposedeno 3 Kypca mepanuu ¢ azauumuOuHom 75 me/m?.
Ha ¢pone mepanuu 6vira docmuenyma noaoxcumenvHas OuHa-
Muka 6 sude pedykuuu 6aacmosa. Pebenky noxasano npoeede-
Hue arno-TICK kak agpghexmuenoli Kypamuenoil onyuu neveHus

PA3QAEN IV

Kocmuomo3e060i Hedocmamounocmu (KMH). B céasu ¢ omcym-
cmeuem cubauHe08 0biA0 NPUHAMO peuleHue 0 NPosedeHul anno-
TICK om HepodcmeeHHO20 NOAHOCMbIO COBMECMUMO20 OOHOPA.
bBoin0 nposedeno xonouuuonuposanue: gayoapadbun 150 me/m? +
mpeocyavhan 42 o/m? + meagpanan 140 me/m?. B uensx npoghu-
aakmuku PTIIX npumensauce ATTAM 90 me/ke + abamauenm
10 me/xe (6 —1, +7, +14, +21-it onu), pumykcumad 375 me/m?
(6 denv — 1), makpoaumyc 0,02 me/xe/cym (¢ Oua —1). Yuumoieas
8bICOKUE PUCKU UHGDEKUUOHHBIX OCAONCHEHULL HA (hOHE NOOKOICHO20
66€0eHUsL UHCYAUHA, NPUHSIMO DeuleHue 0 6HYMPUBCHHOM 66e0eHUU
npenapama, cpeoHsisi CymouHas NOMpeOHOCMb 8 UHCYAUHE COCMAB-
aana 7 EJ. Tpusxcueienue no aeilkoyumapHomy pocmky 3agux-
cuposano Ha +14-e cymku, no meeakapuoyumapHomy pocmKy Ha
+17-e cymku. M3 pannux ocaoxncnenuit TICK y nayuenma omme-
yanucw: HelimponeHuveckuii snmepokoaum I cmenenu, opogapun-
2€ANbHbLI MYKO3UM U 330(hasum, CUHOPOM KAnuAlsSpHOU ymeuKu,
emopuunbiil eunoxopmuuyuzm. Ha +66-e cymru nocae TICK pas-
eunaco PTIIX kuweunoii gpopmor I cmaouu, na gone mepanuu
0yoeHoanvikom paspeulenue CUMNMOMO8, OOHAKO cmaind Hapa-
cmamp 2AK03a 8 Kposu 00 20 MM0Ab/1 — NPOBOOUAACH KOPPEKUUS
duemsl u ckopocmu 86edeHus UHCYauHa. 11o 0aHHbIM KOHMPOAbHBIX
uccnedosanuii nocne TICK 6aacmuvie kaemku 6 kposu u KM ne
00Hapycusaruce, mymauus é eene KRAS ne onpedensinaco. Tombo-
yumoneHuu u anemuu He oovlro. Ha cpoke nocae +120-x cymok no-
cne TICK y nayuenma naoarodaemces mevenue xponuueckoii PTITX

¢ nopadiceHueM KolCU U NeeKUX — Npo8ooumcs KOMOUHUPOBAHHAS
HCT, 6e3 eéxnrouenus TKC.

Pesyabratel. [lepuod Habaro0enus 3a nayueHmom cocmasasem
1 200 — mpancnaanm QyHKyuoHUpyem, xumepusm HOAHOCHbIO 00-
Hopcekuil, mymayuu 6 eenHe KRAS u 6aacmubix kaemox ¢ KM nem.
C mouku 3penus caxapHoeo duabema coxpansemcs: cmadbuau3ayus
Ha ¢hone npoooANCEHHOU NOCMOAHHOU MePanuu UHCYAUHOM Yepe3
NOMNY, YPOBEHb 2AI0K03bl HA YPOBHE 4—6 MMOAb/A.

BoiBompl. Hair onbiT mokasan adbdektuBHOCTL 1 Oe3ormac-
HocTh BeioJiHeHU ao-TI'CK getam ¢ MJIC. Hannuue ta-
KOTO TPO3HOTO0 3HIOKPUHHOIO 3a00JieBaHUS, KaK caXapHbIA
nuabet 1-ro Tuna, He SBJSETCS MPENSITCTBUEM K MPOBEACHUIO
TpPaHCIUIAHTALIUU.

Mouemy cnepgyem omaaBamb npenoYymeHue
nepBUYHOMY 3HAONPOME3UpPoBaHUI0 opbumol
npu 3HyKneauyuu y pemei
¢ pemuxHobnacmomoi?

A.B. Korenpnukosa, A.T. Tanboanosa, A.A. SIpoBoii
DIAY «HMHUI] MHTK « Mukpoxupypeus enaza»
um. axao. C.H. DPedoposa» Munzopasa Poccuu, Mockea
AkTyamsHocTh. PB — 37m0KauecTBeHHAsT BHYTPUTIIa3HAS OITY-
XOJIb HEPOIKTONEPMATIBHOTO MPOUCXOXKIEHUS, BCTPEUAIOIIAsICS
MPEenuMyLIeCTBEeHHO Y neteil B Bo3pacte oT 0 no 5 siet. Pb cocras-
ssteT okoo 2—4 % Bcex neauarpudeckux 3HO u 90—95 % Bcex
3JI0KQYE€CTBEHHBIX OMYXOJIeH [1a3a. DHyKJIealsi OCTaeTCs OTHUM
U3 OCHOBHBIX METOMOB JieueHUus Pb, HecMOTpsi Ha OpraHoOCOX-
PaHSIOIIYI0 HampaBieHHOCTh. KocMeTuueckas peadWIUTaius
3aHUMAeT OHY U3 JMAUPYIOLIMX MO3ULIMI B TaHHOM BOIIPOCE.
[TpoBeneHHBINI CPaBHUTEIBHBIN aHAIU3 MALIMEHTOB B TPYIINaXx,
r7ie ObUIO WKW He ObLIO BBITOJHEHO MEPBUYHOE SHIOMPOTE3UPO-
BaHue opoutel (I1BI10), mo3BonWI onpeneauTh Iejaecoodpas-
HOCTb U HEOOXOIUMOCTh MpoBeaeHus umeHHo [1DT10.
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Iemu u 3amaum — MpoaHaJIU3UPOBaTh KOCMETUYECKUE pe-
3yJbTaThI B rpymnmax namueHToB ¢ PB, kotopsiMm nposenu [13T10
u kotopbiM [IBITO npoBeneHo He ObLIO.

Marepuajbl 1 MeTobl. B pe3ysibrare cTaHmapTU3aiuy rpyri-
ra sHyKJiealuii ¢ 3HAONPOTE3MPOBAaHUEM COCTaBuIa 97 maunreH-
ToB (99 rnas), a rpynna sHykiaeauuii 6e3 [NDI1O — 47 60JbHBIX
(47 rnaz). B rpynny snykineauuit ¢ [13110 Bouu 44 neBouku
M 53 MajpuMKa B Bo3pacte oT 2 10 93 MecsueB (MeauraHa Bo3pa-
cra — 28 Mec), a B rpynny sHykjaeanuit 6e3 [19I10 — 27 neBo-
yek U 20 MaapuuKoOB B Bo3pacte oT 4 1o 87 mecsueB (MeauaHa
Bo3pacTa — 25 Mec). Bozpact B rpynmax 611 cpaBHUM (p = 0,395,
U—kpurepuit ManHa—YutHu).

Pesynsratel. CpaBHEHME KOCMETMYECKOTO pe3yJbrarta
B rpymnmax suykieanuii ¢ [13T10 ¢ snykneanusamu 6e3 [IOT10
MPOBOIUJIOCH TIO CJIEMYIOIIUM TapaMeTpaM: CUMMETPUYHOCTD
BBICTOSTHUSI TIPOTE3a C TTAPHBIM TJ71a30M, IIIMPUHA TJIA3HOM 11EJTH,
BBIPAXKEHHOCTh BEPXHEW OpOMTO-TAbIIEOpaTbHON OGOPO3IbI
WMeJIU BBIPaKEHHBIE CTAaTUCTUYECKUE paznniusi. Takke Obul
MPOBE/IEH CPaBHUTENIBHBIN aHau3 oobema opouT. [1pu olieHke
nokazaresst «O0beM OpOUThI» B 3aBUCMMOCTHU OT HAJIMIUSI TIPO-
Te3a ObLTU BBISIBJICHBI CylliecTBeHHbIE paznuuus (p < 0,001).

BreBoapl. Kocmetnueckuit adpdexr mocie [1D3T10 npu sHy-
Kieauuu y aeteit ¢ Pb gocroBepHO BhbIlle, 4eM y JaeTeid, KOTO-
PBIM SHIOTIPOTE3UPOBaHNE HE TTPOBOIMIOCh. O0beM aHO(TATIb-
MHUYECKOI OpOMTHI, TAe OBLIO IIPOBEACHO SHAOIIPOTE3NPOBAHNE,
CTaTUCTUYECKU TOCTOBEPHO OTIMYAJICS OT 00beMa TaM, IIe dH-
TIOIIPOTE3NPOBaHNE HE MPOBOAMIOCh. Takum obpaszom, I[1DI10
11eJIecoo0pa3HoO M HEOOXOANMO, TaK KaK IEMOHCTPUPYET TyUIITre
KocMmeTnueckue pesynbrathl. et 6e3 [TDI10 nmenn He TOIbLKO
neduImT 00beMa, HO M HETOPa3BUTHE KOCTHBIX CTPYKTYP OpOu-
THI, YTO OyIET OKa3bIBaTh BIMSHIEC Ha KOCMETUUICCKUMA Pe3yib-
TaT IIPY IIPOBEACHUHN OTCPOICHHOTO SHIOMPOTE3NPOBAHUSI.

Cucmema npothunakmuku u neyeHus
OCNOMHEeHuil nocne nepsuyHoro
3Haonpome3upoBanus opéumsl npu

3HyKneayuu y aemei ¢ pemunobnacmomoi

A.B. KorenbnukoBa, B.A. fIpoBas, A.A. fAposoii
OIAY «HMHI] MHTK «Mukpoxupypeus enaza»
um. axad. C.H. @Pedoposa» Munzdpasa Poccuu, Mockea

AkTyamsHOCTh. PBb — 3710KauecTBeHHAS BHYTpUIIa3HAS OIIY-
XOJIb HEHPOIKTOIECPMATTEHOTO TIPOMCXOKICHHUS, BCTpeUaroIasi-
cs TIPEUMYIIECTBEHHO y AeTeit B Bo3pacte oT 0 mo 5 net. Pb co-
craBisieT 0Kosio 2—4 % Bcex neauatpudeckux 3HO u 90-95 %
BCEX 3JIOKAYeCTBEHHBIX OITyXoJiel Ti1a3a. HecmoTpst Ha opra-
HOCOXPAaHSIONIYI0 HaIlpaBJIeHHOCTH JieueHUs PB, sHykieanms
0CTaeTCs OTHUM 13 OCHOBHBIX METOIOB JICUCHUS 1 BEITTOTHSICTCS
MPEeNMYIIEeCTBEHHO Y IeTeli, MMEIOIIMX IPYIITy 3a0oneBaHms E.
CornacHO MOCJIETHUM JaHHBIM ITTI00aIbHOTO nccienoBanus Pb,
TIOYTH JBE TPETHU JETeH M3 CTpaH KaK ¢ HU3KUM, TaK 1 BEICOKUM
YPOBHEM [IOXO/1a, TTOIYIMIN SHYKJICaIlIo XOTsI OBl OMHOTO IJIa-
3a, 9TO cocTaBuio 2642 ciyyasa Ha 4043 pebenka ¢ PB. B psane
caydaeB 1ociie IpoBeneHust [1DI10 Bo3HMKaeT oOHaXKeHME
MMITIaHTa, KOTOPOE MOXKET OBITh aCCOLIMUPOBAHO C JICUCHUEM.
CyIecTBYIOT HEMHOTOYHMCICHHBIC MCCICIOBAHUS O BIUSHUU
muctanuronHoi JIT (AJIT) m XT Ha pa3BuUTHE OCIOKHECHMIA.
He mpencraBieHBI JaHHBIE O TOM, KAKMM 00pa30M BBITIOJTHSTH
3aKphITHE OeeKTa TepemHeil CTEHKM OMOPHO-IBUTATCIIHHOM
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KYJIBTU C COXpaHeHUEM OpOMTaIbHOIrO MMIUIaHTa. Hu B oqHOM
WCCJIE/IOBAHUN HE PAacCMOTPEHO BeJeHWE TAlMeHTOB C Halu-
YUEeM OCTPBIX M 3aTSIKHBIX WMHGMEKIIMOHHO-BOCIATUTEIbHBIX
MPOILIECCOB B KOHBIOHKTUBATBHOM MOJOCTH, CYILIECTBYIOT JIMIIb
001111e TaHHbIE IO 00PbHOE C HUMMU.

Ilenn u 3apa4m — B TOKJIa7e OOCYIUM BIAUSIHUE BOCTIATUTEb-
HOTO TIpollecca Ha BEPOSITHOCTb BO3HMKHOBEHUS OOHAXKCHMSI
uMIDIaHTa. [ToMrMMO 3TOro, IMOTOBOPHUM O CITOCOOAX TepareB-
TUYECKOTO JICYCHUSI OCIOXHEHUI 1M MCITOJIb30BaHUN XUPYPTH-
YECKHUX METOIOB ITpU He3(h(HEKTUBHOCTHA KOHCEPBATUBHBIX CITO-
co0O0B.

MarepuaJjisl 4 MeTOABI. DHYKJealus 1o nosoay Pb ¢ T1BI10
nposeaeHa B 99 cinyuasx 'y 97 neteii. U3 97 nalimeHTOB, KOTOPBHIM
ObUTa BBITIOJIHEHA SHYKJIealus raa3Horo s101oka ¢ [19I10 ¢ Ph,
MaJIbuyuKOB ObUTO 53 (55 %), neBouek — 44 (45 %). MenuaHa
BO3pacTa MalleHTOB Ha MOMEHT JieUeHHST cocTaBmiia 28 mec (OT
2 mo 93 mec). [TomBITKM OPraHOCOXPAHSIONIETO JICUCHUS TIpe-
npuHUManuch y 41 pebenka, 41 rnas (41,8 %).

Pesynsrathl. B xonme HaOmomeHMST 3a COCTOSIHUEM OITOpP-
HO-JBUTATEIbHOM KYJIbTM NaluueHToB (99 T171a3) BBISBICHBI
cJenylolIe OCJIOXHEHUs: 3aTSDKHOU OaKTepualbHbIA KOHbB-
IOHKTUBUT C BBIPAXEHHBIM BOCIAJIUTEIBHBIM ITPOIIECCOM
(n =18, 18 %), uctoHuyeHue nepeaHeil CTEHKU OIOPHO-IBUIa-
TeJIbHOU KybTh (n =4, 4 %), oroneHue umiuianra (n =13, 13 %).
Bce nauuentsl (n = 99) cTaJKuMBaJIMCh XOTS Obl OJHAXAbI
C BOCHAJMTEIBHBIM IIPOILIECCOM B KOHBIOHKTUBAJIBHON ITOJIO-
cti. OcoOyl0 OIMacHOCTh TMPEACTaBISI 3aTSKHON OaKkTepuaib-
HBIII KOHBIOHKTUBUT C BBIPAKEHHBIM BOCITAJIUTEIBHBIM ITPO-
meccoM, KOTOpPBIM HaOmromaics y 18 mereil ¢ mocCiemyroIImM
OrojJicHMeM HMIUIaHTa B § ciyyasx. B ciydae BBISIBIEHHOIO
OTOJIEHUSI CUCTEMHAasl aHTUOMOTHUKOTeparusi ObUta 00si3aTellb-
HOI M IIPOBOIMJIACH BCEM OOJIBHBIM IO BBHITTOJTHCHUS XUPYPTH-
YeCcKOro BMelareabecTBa. OroeHrne MMILIaHTa ObLTO BBISIBJIEHO
B 13 (13 %) ciyuasix. 3akpbiTre AedhekTa KOHbIOHKTUBBI O3 yaa-
JICHUsI UMITJIAHTA BBITIOJHSJIOCH XUPYPTUUECKIM CITIOCOOOM.

BoBoapl. OOHaxkeHMe MMILIAHTa BBISIBICHO B 13 ciydasx.
TIpuMeHeHME TPEMTOXEHHBIX XUPYPTUUYSCKUX ITOAXOHAOB IIO-
3BOJIMJIO COXPAHUTh UMIUTAHT B 7 HaOmomeHusIX. JlokazaHo, 4To
HeoanbloBaHTHas XT, agproBadnTHast XT u JJIT cratuctudecku
JIOCTOBEPHO HE ITOBBIIIAIOT PUCK OOHAXKCHMST MMIUIAHTA, TP
ATOM 3aTSKHOM OaKTepHaIbHBIM KOHBIOHKTHUBUT C BBIPAKCH-
HOW BOCIAJUTENBbHOW peakuuel B KOHbIOHKTUBAJIBHOW IMOJIO-
CTU TOCTOBEPHO ITOBBIIIAET PUCK OOHAXXKEHUS MMILIaHTa OoJiee
yeM B 12 pas3.

Onbim ucnonb30BaHuA AOHOPCKUX
rpasynoyumos y nayueHmos Aemckoro
BO3pacma C OHKOremamonoru4yecKumu

3aboneBanuamu

C.I. JIanaeBa, 10.K. Tommna, A.}O. CmupHoBa,

E.Il. Esciotuna, M.M. Kupuuenko, 10.B. lunnkuna
DPIBY «HMHUI] um. B.A. Aamazoséa» Munzdpasa Poccuu,
Cankm-Ilemepbype

AKTyanpHOCTh. Ha ceromusimAMii neHb WHQEKIIMOHHBIC
OCJIOKHEHMSI, 0OYCIOBJICHHbBIE MOJIUPE3UCTEHTHBIMU BO30YIM-
TEJISIMUA, OCTAlOTCS OJHOW W3 OCHOBHBIX MPUYUH JIETAJTbHOCTU
y nmaumeHToB ¢ OI'3. CBoeBpeMeHHOE IMPUMEHEHHNE 3aMECTH-
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TeJbHBIX TpaHCchy3uit gfoHOpcKUX rpaHynouutoB (') Moxer
SIBJIITHCS OMLIMEN JOCTUXKEHUST KOHTPOJISI HaJl MHMEKIIMOHHbBIM
MPOLIECCOM B CIIy4asiX JJIUTEIbHO arjia3ui KPOBETBOPEHMSI.

Ieau u 3agauu — aHanu3 3 GHEKTUBHOCTU U IEPEHOCUMOCTH
npuMmeHeHus JAI' y manMeHTOB AETCKOro BO3pacTa ¢ XXU3HEYT-
poXaroIMU UHGEKIIMOHHBIMU OCJIOXXHEHUSIMU Ha (hOHEe U~
TEJIbHOTO arpaHyJJoLKUTO3a.

MarepuaJjibl U MeTOAbL. PeTpOoCTIEKTUBHO MpOaHATU3UPOBAHO
2 ciy4dast ucTioib3oBaHus I B YCIIOBUSIX OTOEICHUSI XUMHUOTE-
panuu oHKoreMarojiornyeckux 3aboneBanuii 1 TKM mns ne-
teit ®I'BY «<HMUII um. B.A. AnmmazoBa» Mun3sapasa Poccun.
OCHOBHBIMU TTOKa3aHUSIMU K Ha3HAUYEHUIO ObIJIA TSKENTbIe WH-
(eKIMOHHBIC OCIIOKHEHUSI, BHI3BAaHHBIC TOJNPE3NCTCHTHBIMU
BO30YyIUTEISIMH, Ha (POHE HEKYITMPYeMOIt aruta3ni KpOBETBOPE-
Hus ¢ pedppakTepHocThio K [-KCO.

Pesynwratsel. Ilepeotii kaunuueckuii cayuai: nayuenm, 17 rem,
6 aHamHe3e — UOUONAMUYEeCKULl MOKCUeCKUI 2enamum, mepanus
TKC ¢ nocaedyrowum pasgumuem peppakmepHoil NAHUUMONEHUU.
Ilocae eepugpuxauuu duaerHosza npuobpemeHHoU UOUONAMUUECKOI
anaacmuueckoil anemuu O6blA UHULUUPOBAH KYPC KOMOUHUPOBAH-
noit UCT — ATTAM, yuxaocnopun, pesoneiio, I'KC. K 28-my ouro
mepanuu Ha oHe COXPAHAIOWeNCcs NAHYUMONEHUU UMEeN0 Mecmo
passumue NOAUPe3UCMeHmoll UHeKyuU MaeKux mKanell msajicenoil
cmeneHu ¢ nopadiceHuem 2yo, nepuanaibholl, naxoeoll obaacmeil
cemeurarntoll smuonoeuu (Candida glabrata, Klebsiella pneumoniae,
supyc eepneca 6-eo0 muna), ocmpozo nogpexcoenus nouex. Ilayu-
eHmy Ha @oHe npodoadcaroujelics npomuUeoOMUKPOOHOU mepanuu
epynnol peszepsa Ovina nposedera mparc@ysus 23 003 1" 6 meuerue
2 mec, ymo cnocodcmeosano Kynuposanuio UHQeKyul ¢ 603MONCHO-
CMbI0 NOAHOIU deacKarauuy NPOMuUEOMUKpoOHoi mepanuu u nocae-
oyrouwum evinoaHeruem smana arno-TICK.

Bmopoii kaununeckuii cayuaii: nayuenm, 10 asem, ¢ ouaeHo3om
OJUI, TH-ummynosapuanm c t(10;11)(p12;q21), nepsuuro-pegp-
paxkmepHoe meuenue. [locmuyumocmamuyeckuil nepuod (15 oueii
mepanuu undykyuu, F1/F2) ocroixcuuacs 3amsaicHoll anaasueil
KpOBemeopeHust, HeUmponeHu4eckum SHMepoOKOAUMoOM MANCeN0l
cmenenu (Enterococcus faecium), UHBA3UBHbIM daACNEpP2UANC30M
(Aspergillus niger) c nopaxcenuem neekux, KKT. Ha ¢one komou-
HUPOBAHHOLL NPOMUBOMUKPOOHOU mepanuil NPo8edeHa MpaHcQy3us
6 003 JIT 6 meuenue 1 ned. Ommeuanocy 60cCmanogAeHUe CAMOCO-
AMENbHORO NCUKON033d, NOAOHCUMENbHAST OUHAMUKA NO MEUeHUIO
UHpeKyuoHH020 npoyeccd.

Ilposieaenuii panneii moxcuunocmu y peyunuenmos J 1 3apeeu-
cmpuposano He o0vino. Jonopamu /I 6 oboux cayuasx oviau Hepoo-
CMBEHHbLe MYICHUHDL U JCEHUUHDBL, NOAHOCMbIO COBMECMUMbLE NO
epynne Kposu, pesyc-ghaxmopy. Ilpoyedypa aghepesa evinosnsarace
o00HoKpamHo nocae npeduiecmeyrouie2o geederus I-KCD (480 mxe)
u I'KC (dexcamemason 8 me), 0CA0ICHEHUI OmMeHeHO He ObLIo.

BoiBoapl. B 000uX KIMHUYECKUX CIIydasiX MPOAEMOHCTPH-
pOBaHbI BbIcOKast 3(PHEKTUBHOCTh U yIOBIETBOPUTEIbHAS TIe-
peHocuMocTh npuMmeHeHus I B 1ensix HoCTiXeHus UHbeK-
LIMOHHOTO KOHTPOJISI y TIAalIMeHTOB ¢ pedpakrepHoil K [-KCD
aruiazueil KpoBeTBOpeHus. MexXayHapOIHbIA OMBIT U MOJTYyYeH-
HbI€ pe3YJIbTaThl MO3BOJISIOT PEKOMEHA0BaTh MPUMEHEHUE Me-
TOoAa B KAYeCTBE Tepanuu crnaceHus y naureHTos ¢ OI'3.

PA3QAEN IV

Onbim YCNEwHoro npumMeHeHus
NIUNOCOMANbHOro NerunupoBaHHoOro
AoKcopybuyuxa y nayuenma
C MHOronemuum pefpakmepHbiM meYyeHuem

necmoupnHoro hubpomamosa
M.A. Jlynskosa', B.T'. Jlemuxos!, C.H. JIpoHosa’

! Hayuno-KkauHu4ecKuil yeHmp 2emamonocuu, OHKOAO2UYU U UMMYHOA02UU
DI'bOY BO «Pszanckuil 2ocydapcmeertblil MeOUUUHCKUL YHUGEPCUMem
umenu axademuxa U.11. I[laerosa» Munzdpasa Poccuu;

’I'BY PO «Obnacmuas 0emckas KAUHU4ecKas 60abHuYa
umenu H.B. JImumpuesoii», Pazanb

AkryanbHOCTb. JlecMouaHbiii hubdpomaros (D) — penkas
Me3eHXMMaJIbHasl OIyXOJIb, KOTOpasl pa3BUBAETCS U3 MbIIICY-
HO-aIlOHEBPOTMYECKUX CTPYKTYp M XapaKTePHU3YeTCs JIOKajlb-
HO-arpeCCUBHBIM POCTOM U BBICOKOI YaCTOTOM PeLUIUBOB Oe3
MeTacTaTudeckoro noreHuuana. bonpmmHcrBo Jd npencras-
JISIIOT o001 couaHble, 0€3001e3HEHHbIE, MEIJIEHHO PacTyIlue
OITYXOJIU IIJICUEBOI0, Ta300€APEHHOTO Mosica UM KOHEYHOCTEHA.
B HacTostiiee Bpemsi iepBOHAYAIbHbIN «BbIKUAATEIbHbIIA» IO/~
X0 K Tepamnuu sBISeTCS Pa3yMHbIM BapMaHTOM IJIsI MHOIMX
narueHToB. [1py MosIBJIEHMU CUMIITOMOB WJIM B Cllydae pHUCKa
(byHKIIMOHAIBHBIX HapyLIEHUI CleayeT Ha3HaYUTh Teparuio.
Hu onuH M3 DOCTYIMHBIX BapMAaHTOB JICYCHUST HE MMEET CYIle-
CTBEHHbIX MperMyiinecTB. OQHAKO OTBEThI, HaOJIOAaeMble TIPU
KCII0JIb30BaHUH TIEreJIMPOBAHHOIO JIMTIOCOMAIbHOIO TOKCOPY-
oununa (ITJI/1), 6osee yoeauTeIbHbI.

eau n 3aaa4m — MpenCTaBIsieM OMBIT YCIEITHOIO UCMOJIb-
3oBaHus [JI[I y Maibuka ¢ MHOTOJIETHUM pedpakTepHbIM Te-
yeHueM J1D.

Marepuajibl U MeTOAbl. YV maavuuxa 6 gospacme 1,5 eoda no-
cne GHYMPUMbIUEYHbIX UHBEKUUI 3amMe4eHO YNAOmHeHue 8 npa-
6ol s.e00uunoli ooaacmu. Ilo danHvim nepeuuHoOl euzyasuzauuu
¢ nomouwpto MPT 6 npoexuuu npasvix s200uMHOU U epyulesuo-
HOU Mblul, 0OHapyJiceHa onyxons pasmepamu 5,9 x 3,5 x 6,0 cm.
Buinoanena wacmuunasn pesexuusi, eucmonsoutecku eepupuuu-
posan JID. Ilayuenm noay4an Xumuo20pmoHOMepanuw (memo-
mpekcam, 6uHOAACMUH, MAaMOKcugen) 6 meuenue 6 aem, HO
onyxoas npodoaxcara pacmu. K eospacmy 8 nem onyxoav ume-
aa pasmepvr 13,6 x 8,2 x 8,6 cm, pazsurucy yHKUUOHANbHBIC
Hapywienus (oepanuvenue o0sema O0BUNCCHUL 6 NPasoM MmMa3z0-
bedperHoM cycmaese, Hapyuienue noxo0Ku u ocawku). B cessu
¢ amum Ovlra npouszsedena NONbIMKA pAOUKAAbHOU pe3eKyuil, HO
uepe3 200 onyxons peyuduguposana. Jasvheiiuiue eapuanmol me-
panuu  (MempoHOMHASE Mepanus, UHeUOUMOPbl MUPOZUHKUHA3
(UTK), JIT) 6 meuenue 3 nem conpogoxncoancy npoooaNCeHHbIM
pOCmom onyxoau no 0auwHoim susyaruszauuu (26,6 x 14 x 12 cm,
obsem — 23854 cm’), npucoedunenuem 0601€6020 CUHOPOMA
6 pezyabmame cO0AgAeHUs OnYXoablo cedaruujnoeo Hepsa. C yuemom
OMCYmMCcmaUst 0meema Ha npogooUMYI0 mepanuio no peKkomenoayuu
hedepanbHoeo MeOUYUHCKO20 UeHmpa pebeHKYy Obln Ha3Ha1eH Kypc
I 6 pescume 35—40 me/m? kaxcovie 4 neo, éceco 10 Kypcos (0o
Kymyaamugroi 003t 400 me/m?).

Pesynwratel. Ha gone mepanuu I1JIJ] ommeuerno paspewerue
bone6020 cundpoma nocae 4-eo esedenus. Ilo dannvim eusyaru-
sayuu nocae 9 esedenuil I1JIJ] enepsvie 3agukcuposan omeem Ha
mepanuio 6 eude ymenvuienus oosema onyxoau na 18 %. Ipu ou-
Hamuueckom MPT-koumpone uepe3 3 mec nocae 0KOHUaHUs Kypca
1L o6sem onyxonu ymenvuiuncs ewe na 12 %, uepes 9 mec coxpa-
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HAemcs cmabuau3ayus onyxoneeozo npovecca (00sem onyxoau —
1729 em?). Tepanus I1J1J] xopowio neperocurace, 3HaUUMOl 2ema-
moAoeu4ecKoll U KapouomoKCUHHOCMU OMMeHeHO He ObLao.

BoiBoapl. IlpenctaBieHHbIA KIMHUYECKUI ciydyail TeMOH-
crpupyeT addexkruBHocts [1JIJ1 y manuenra ¢ JP. AKTyaib-
HBIM TIpeACTaBISIeTCS MPOBeAeHNE NaIbHENIINX UCCAeA0BaHUI
C yBeJIMYeHUEM 4Kciia HabaoneHuil ucnoab3oBanus [1JI/] y na-
1eHToB ¢ J1D.

NpomuBoonyxonesas BakyuHayus
B Kayecmse cucmemMHoil mepanuu 4-ii NUHUY
y Nauuexnma c peyugusupyowe

B.JI. Mampn, A.H. Menemxko, E.I1. Bamkesuu,
P.JI. ®pososa, JI.I1. Kucenes
I'Y «PHIII IOl H» Munzdpasa Pecnybauxu beaapycs, Munck

AkryamsHocTh. CMT 3aHUMAIOT 3-€ MECTO B CTPYKType 3a-
00JIeBaeMOCTHU 3KCTpaKpaHUAIbHBIMU COJIMIAHBIMU OITyXOJISIMU
neteii B Bo3pacte 0— 14 net nocie onyxoneit IHC u Hb. PMC —
HanboJiee yacTble HoBooOpa3oBaHus cpean CMT y mauueHTOB
JIETCKOTo Bo3pacTa. M3BeCcTHO, YTO Ha CErOAHSIIHUIA IeHb T0JI-
FOCPOYHbIE [MOKA3aTe/IM BHLKMBAEMOCTH cOCTaBisiioT 60—80 %
JUIS1 TOKaJIM30BaHHBIX (hopM 3a0o0sieBaHUS (XyxKe — IJIs1 ajbBe-
OJISIPHOTO TOATUIIA). BOJBIIMHCTBO MAlMEHTOB C MeTacTaTH-
YeCcKUMU (hopMaMU TaK ke, KaK U ¢ PeIIUINBOM 3a00JIeBaHMUS,
MMEIOT HeOJIaroIPUSTHBIN TTPOTrHO3 IMPU UCITOJI30BAaHUM CTaH-
JAPTHBIX JIEYCOHBIX METOOUK M TPeOYIOT ITOMCKa HOBBIX Tepa-
MEeBTUYECKUX MoAXonoB. OTHUM U3 TaKWX HAaIpaBICHUI SIBIISI-
ercst T, B ToM 4uciie BaKIIMHAIMS TIPU HAJIMIUU M3BECTHBIX
OITyX0JICaCCOLIMUPOBAHHBIX AaHTUTCHOB.

enu u 3anaum — oTpaboTaTh METOJ ex Vivo TeHepaluu AeH-
IpuTHBIX KieTok ([IK), mpaliMmupoBaHus U 3KcIaHcuu T-1uM-
GOLNTOB TMaleHTa ¢ MCITOJb30BaHUEM IETITUIHON OUOIMO0-
TEKH OITyXOJICaCCOLIMMUPOBAHHBIX aHTUTCHOB I PaCIIUpeHUS
BO3MOXHOCTEN B TEPAIIMU COJUIHBIX OIYyXOJIEH.

Marepranasl M MeToAbl. DKCIIPECCUS OITyX0JIeacCOIIUNPO-
BaHHBIX aHTUTEHOB BbINOJHIachk MeTonamu MI'X u xommue-
CTBEHHOI mnojumepasHoit nenHoi peakuuu (ITLP) ¢ nucnonab-
30BaHMEM MaTepuaja yIaJeHHOH OITyXOJIM HEIOCPEeICTBEHHO
Mpu MPOrpecCupoBaHUM HOBOOOpa3oBaHUS Tocje 3-i JTUHUU
cucteMmHoit I[1XT. MaTtepua ajist KJIETOUHOM BaKIIUHbI T10JIy4a-
JIn MeTonoM acdepesa TMMMOLUTOB MallMeHTa C MOCJeIyIOLINM
BbIJIeJICHUEM Ha TMCTOMAaKe MOHOHYKJIEAPHbBIX KJIETOK.

Pesynbratel. [layuenmy ¢ 3MOPUOHAABHOI NApPaMecmuKy-
asapHoti PMC cnpasa, npoepeccuposanuem npouecca nocae opxu-
(DYHUKYAIKMOMUU CNpasa, NepeviM peyudusom nocie 1-il auxuu
IIXT (sunkpucmun, ugpocgpamuo, axmunomuyun D), ydasenus
00pa308anUss MOUWOHKY CAPABA C NAX080-0e0peHHOU AuMgoouc-
cexyueil, 2-ii aunuu IIXT (monomekan, yuxaogocghan, doxco-
pybuyun, kapbonsamun), JT na aodxce onyxonu, nodoepicusaro-
weti mepanuu, éMopuIM peyudusom 6 naxoeoll obaacmu cnycms
[ 200 nocae OKOHYAHUS CREUUANbHOU mepanuu, NpoooAICaAI0-
wumest pocmom nocae kypea IIXT (sunkpucmun, upuromexan,
memodan), yoanrenus onyxoau manoeo masa Rl ¢ aumgoduccek-
yuetl nodesdownvix JIY, JIT na noxuce yoanseHHol onyxoau mano-
20 masa, Ovin 8blNOAHeH 3a60p onyxonesoll mxanu. I[loomeepaic-
dena sxcnpeccus anmueenoé PRAME, MAGE-A3. Jlas noayuenus
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KAemo4HOU BaKUUHbl Obll 6binoAHeH agepe3 aumgoyumos. 1K
Haepyucaru nenmudamu Kk aumueenam PRAME u MAGE-A3. Ilpo-
MUBOONYX0A€8d5 AKMUBHOCMb AUMPOUUMOE ONPeOesinacy no 6Hy-
MPUKAeMOYHOMY OKpawueanuio unmepgpeporom-eamma (UPH-y)
6 aumgboyumax nocae UHKYOauuu ¢ AHMU2EHOM 6 meHeHue Cymox.
OmpuyamenvubiM KOHMPOAEM GbICMYNAAU KAemKu 0e3 cmumy-
AAYUU, NOAONCUMEAbHBIM — (UmMoeMazertomutun (5 mke/ma)
unu cmecy supycroix nenmudoe CMV. B mecme ucnoavzoeanu coo-
cmeeHHylo oubauomexy nenmudog Onyxoaeaccouuupo8aHHblX aH-
mueernoe MAGE-A3. Knemku 6 konue sxcnancuu obaadanu 601b-
well aKmugHOCMblO, YeM UCXOOHble KAeMKU (PA3MOPONCeHHble) NO
noaoxcumenvubvim konmpoaam. Koaunecmeo T-arumepoyumos, pea-
2UPYIOUUX HA ONYX0ae8ble anmueeHsl, cocmasuno okono 1 %. B na-
CMOAWUL MOMEHM NAyUeHmy nposedeHsl 2 003bl KAeMOYHOU 8aKYU-
HbL (U3 3aNAAHUPOBAHHBIX 3) 6Mecme ¢ cOnPo8o0UMenbHOll mepanuell
(yuxnoghocghan, nenanudomud). Ilpu koumpoavHom uccredoeanuu
yepes 2 Mec om HA4aAa aKYUHOMEPANUU OAHHbIX 34 Peyuous Hem.
IIposierenus mokcuuHocmu mepanuu pacyeHeHbl KaK yMepeHHble.

BoiBoapl. AnantuBHast UT ¢ akcnmaHCUpOBaHHBIMU aHTUT€H-
CTUMYJIMPOBAaHHBIMU T-TUM@OLIMTAMU XOPOLIO TEePEHOCUTCS
MalyeHTOM U MOXET SIBJISITbCS YaCThlO T€parnuu peLUaUBUPY-
romnx PMC.

Tpancnnanmauus nevyeHu nayuenmam

C remamonoruyeckumu 3abonesanusmu
A.B. Meremun, A.B. ®umn, O.B. KazakoBa, A.A. ba6asan

Tocydapcmeennuiii nayunoiii uenmp Poccuiickoii @edepayuu PIEHY
«Poccuiickuii HayuHblil yeHnmp Xupypeuu umeHu aKademuxka
b.B. Ilemposckoeo», Mockea

AKTyalnbHOCTh. TepMUHalIbHAs TI€YEHOYHAsT HEIOCTaTOY-
HOCTb Ha (hOHE JIeYeHUsI TeMaToJIOTUUeCKUX 3a00JieBaHUM SIB-
JISIETCS PeIKUM OCJIOXKHEHUEM. BbiMoaHeHWe TpaHCIIaHTaUUU
MEYEHU TAKUM TAlAEHTAM SIBJISIETCH EAUHCTBEHHO BO3MOXHBIM
paavKaIbHBIM XKU3HECOXPAHSIOLIUM METOIOM JICUEHUS.

IMemm m 3amaum — TIpoOAHATM3UPOBATh PE3YJIBTATBI TPaHC-
TUTAHTAIIMH TICUCHU TTAIIMEHTaM C IIPEIIICeCTBYIOIINM reMaToJIO-
TUYIECKUM 3a00JIeBaHUEM.

Marepuaisl 1 metoabl. 3a mepuon c¢ amnpens 2009 . 1o
okTsi0pp 2023 . B otrmeneHuum mnepecanku mnedeHu [HII
®I'BHY «PHUX wm. akan. B.B. IlerpoBckoro» BBIIOJ-
HeHo 197 TpaHcmaHTanuii  medeHu.  Pacrnpenenenue
no Bo3pacty coctaBuiio 19 % B3pocibie (n = 38) u 81 %
netr (n = 159). Menuana Bo3pacta — 5,3 roma (MUHUMYM —
4,6 mec; makcumyM — 55 ser). Pacnipenenenne no moay: 48 %
neBouku (n = 95) u 52 % manbuvku (n = 102). TpaHcruianTanus
I10 MOBOIY XpOHMYECKUX AUDY3HbIX 32001 BaHUI1 BHIITOTHEHA
B81 % ciayudaeB (n=160), 1o MOBOLY 04aTrOBBIX ITOPakeHU B 19 %
ciyuaeB (n = 37). B rpyrre o4aroBbix ropaxeHuii nmedyeHu B 89 %
(n = 33) TpaHCcIUTaHTAIXS TIeYSHU BBITOJIHEHA 110 TToBoay 3HO,
MaIeHThl TPEUMYIIECTBEHHO TIpeACTaBICHBI AeTbMU (1 = 31).
[lectu manmenTam (netu (n = 4), B3pocibie (# = 2)) BBITIOJTHE-
Ha TpaHCIUIAHTALIMS [IeYSHU 110 MTOBOLY Pa3BUTUSI IIEUEHOYHOM
HEIOCTATOUYHOCTH (1 = 5) WJIM OCIOXKHEHUI MOPTaIbHOM TUIIEP-
TeH3uu (n = 1) Ha HOHE UMEIOIIETOCs FTeMaTOJIOTHIECKOTO 3a00-
JneBaHusd. MennaHa Bo3pacTa cocTaBwia 7,4 roga (MUHUMYM —
8,6 mec; MakcuMyM — 24 rona). Ho3osoruu npeacraBieHbl Ma-
crouuTo3oM (cucteMHas popma), PTIIX, ITU], Tsokenoit KoMm-
OMHMPOBaHHON MMMYyHHOI HemoctatouHocthio (TKHWH), JIX
Y TUCTAOLIUTO30M.
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PesynsraTel. OuH TMalMEHT yMep B paHHUE CPOKM TOC/Ie
TPaHCIJIAHTALIMA TI0 MPUYMHE MH(GEKIMOHHBIX OCJIOXHEHUIA,
eme 1 GoabHOU MOrMO B OTHAJEHHBbIE IMOCAEOINepallMOHHbIC
CPOKM OT OCJIOKHEHUIA, CBSI3aHHBIX C OCHOBHBIM 3a00JieBaHM-
em (IMTWUA, TKNH). MenuaHa cpokoB HaOI0AeHUS 3a MalleH-
Tamu coctaBuia 9,3 roga (MuHUMYM — 4,8 roga; MakKCUMyM —
10,6 roma). Bce maumeHThl HaXOASATCS HAa OMHOKOMITOHEHTHOM
MMMYHOCYITPECCUBHOM ITPOTOKOJIE TaKpoJuMycoM. Hu B omHOM
13 HaOJII0IeHUI BO3BpaTa OCHOBHOI'O 3a00JIeBaHMSI HE 3aperu-
CTPUPOBAHO.

BoiBoabl. BrbinosHeHUe TpaHCIUIAaHTALMM TI€YeHU Talu-
€HTaM C TepMUHaJbHON IMEeUYeHOYHOU HEeIO0CTaTOYHOCTBbIO WJIU
MPOrpPeECCUPYIONIEN MOPTAIBHOW TUMEPTEH3UEN C Pa3BUTUEM
JKU3HEYTPOXAIOIINX OCJIOKHEHUI B CBSI3M C TEMAaTOJIOTMYECKAM
3aboneBaHueM wiu B pesyasrate PTIIX saBnasercsa obocHoOBaH-
HBIM XU3HECOXPaHSIOLIUM METOI0M JICUEHUS U IEMOHCTPUPYET
XOPOILIUE PE3YJIBTATHI.

Pe3ynbmambl neyeHusa nayueHmos
¢ renamobnacmomoil rpynnbl BbICOKOro
U 04YeHb BbICOKOr0 pucKa.

Onbim HMHUL AroM um. Amumpusa PorayeBa

P.A. Mouceenxo!, JI.I. Axananze', A.B. ®uann?,
M.A. Sarapos!, B.®. Kum?, I'.C. Padaes', E.B. ®eoktucrona®,
H.H. Mepkynos!, A.B. Mereaunn?, I'.B. Tepemenko’,
B.B. Illykun', T.B. Illamanckas’,
C.P. Bapdonomeesa’, JI.10. Kauanos!
'OIbY «HMHUIL JITOU um. Imumpus Poeauesa»
Munsdpasa Poccuu, Mockea;

THI] PO OI'BHY «PHIIX um. akad. b.B. Ilemposckoeo», Mockea;
STBY3 «Mockogckas 20poockas onkoaouueckas 6oavruua No 62
Ienapmamenma 30pasooxpanenus 2opoda Mockewvr», Kpacrnozopck,;
‘PIIKD — gpuauanr @ILAOY BO PHUMY um. H. HU. [Tupozosa
Munszdpasa Poccuu, Mockea;

SHUU JIOul um. akao. PAMH JI.A. Jlypnosa @®I'BY « HMHI] onkonocuu
um. H.H. baoxuna» Munszdpasa Poccuu, Mockea

AxkTyanmsHOCTh. I'B sIBIISICTCST MOIENTbIO pUCK-adallTUPOBaH-
HOW Tepanuu B AETCKOW OHKOJIOTHU.

e u 3agaun — U3yIuTh 3hhekTuBHOCTH Teparnuu I'b y ma-
nueHToB rpymsl BP u ouens BP (OBP), monyuasimx neueHme
o npoTokojiam rpyniel SIOPEL.

MarepuansiuMeToapl. B riccienoBaHme BKIIOUEHBI TAIIMEHTHI
cBepudpumpoBaHHbiM anardHo3oM I'b rpyrm BPu OBP, monyyaB-
e tepanuio B HM UL ATOU um. Imutpus Porauesa u PHIIX
nM. akan. b.B. IlerpoBckoro 3a nepuox ¢ 02.2012 mo 07.2022
(125 mec). Ina crpatudukaniy Ha TPYIITGI PUCKa UCIIOJIh30Ba-
Jmck kputepuu rpynibl SIOPEL. 1o 2017 1. Bce mauneHThI CTpa-
TUOULMPOBAINCH B Tpyny BP 1 monyJyanm neyeHue mo mporto-
koiy SIOPEL-4, ¢ 2017 . npoBoauiach auddepeHMpoBaHHas
Tepanus 1 nauueHToB rpynmbsl BP (mpotokon SIOPEL-3 HR)
u OBP (mporokon SIOPEL-4). C 2017 . B rpynity OBP cTpaTu-
(GULIMPOBAINCh MALIMEHTHI B Bo3pacTe ctapiie 8 neT. BerknBae-
MOCTh olieHMBajach no merony Kamnana—Maiiepa. B naHHOM
ncciaegoBanum oueHuBaarch OB, BCB u xymynsgtuBHas Bepo-
SITHOCTh CMEPTU. AHAIN3 BEIKMBAEMOCTH TTPOBEACH I10 COCTOSI-
Huto Ha 01.04.2023.

PesyabraTsi. 3a nepuon ¢ 02.2012 o 07.2022 (125 mec) 3ape-
ructpupoBanbl 49 nauneHToB ¢ I'b rpyrim BP 1 OBP B Bo3pacte
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ot 0 no 13 net. B ananm3 BxintoueHwl 47/49 (95,9 %) manuveH-
TOB, MOJIyYaBIIUX Teparnuio mo mpotokojam rpynmnsl SIOPEL.
MenuaHa Bo3pacTa Ha MOMEHT MOCTaHOBKM auarHosa I'b co-
craBuia 24,9 mec (pazopoc — 4,7—154,9). CoorHolleHue
Masibuuku:ieBouku — 1,47:1. PacnpeneneHue Mo cTagusiM
PRETEXT: PRETEXT II — 13 (27,6 %) nauuenroB, PRETEXT
11— 18 (38,3 %), PRETEXT IV — 16 (34,1 %). MenuaHa ypoBHsI
anbba-peronporenta (APII) y malueHTOB ¢ U3BECTHBIMU TOY-
HBIMU 3HaYeHUSIMU (1 = 45) Ha MOMEHT NTOCTAHOBKU JUArHO3a
coctaBmia 182 431 ur/mi (pazopoc — 0,85—1 998 000). MHum-
aJIbHOE MeTacTaTUYeCcKOe opaxXeHue Jerkux umenu 24,/47 (51 %)
nauueHTa. O0beM OTCPOYEHHOI omnepauuu: pesekuuss — 32
(68,1 %) mauuenta, TpaHciuiantauust — 12 (25,5 %), He ObLIO
OTCpouYeHHOI onieparuu —y 3 (6,4 %) 601bHBIX. PanukanibHOCTD
oTcpoueHHoi onepauun: RO — 41/47 (87,2 %) nauuent, R1 —
3/47 (6,4 %), 3/47 (6,4 %) 60IBLHBIM OTIepallis He TIPOBOANIIACK.
Menuana HaOmomeHus: coctaBuia 39,2 Mec (pazdpoc — 2,5—
129,2). 3 47 mamueHTOB, BKIIOYEHHBIX B HcclenoBaHue, 37
(78,7 %) xussbl, 10 (21,3 %) noruoau (2/10 — xupyprudeckue
ocioxHeHust, 1/10 — wHbeKMoHHbIe ocloXHeHus, 7/10 —
nporpeccust I'b). Permmaussl/miporpeccun otMedeHsl 'y 14/47
(29,8 %) nmatmenTos, 7 (50 %) 13 KOTOPBIX ITOrMOJIM OT IIPOrpec-
cuu I'b. Tlpu ananu3se Bceit rpynnbl nanyeHToB (1 = 47) 3-nmet-
ussg OB u BCB cocraBwiu 80,1 = 6,0 u 64,9 = 7,1. B rpymre
MalUeHTOB Toc/e TpaHCIJIaHTaUuU redyeHu (1 = 12) 3-J1eTHsas
OB u BCB 6butu paBubl 73,3 = 13,2 u 64,2 = 14,4. Tpexier-
HSIST KyMYJISITUBHAsSI BEPOSITHOCTh CMEPTH OT omyxosiu — 16,7 £
5,8. TpexireTHSISI KyMyJISITUBHASI BEPOSITHOCTh CMEPTH OT IPYTUX
npuuuH — 7,2 + 4,0. CTaTUCTUYECKU 3HAUMMBIX Pa3IMYMUii B TTO-
Ka3aTe/IsIX BBDKMBAEMOCTH MEXKIy TPYIIaMU C OTHAJICHHBIMU
MeTracTa3aMM U Oe3 MeTacTa3oB BBISIBIEHO He Obuto. Tpexier-
as1s1 OB 1 BCB B rpy1ime manmueHToB ¢ OTIajJeHHBIMA MeTacTa-
3aMM cocTaBuiu 76,5 + 9,4 u 57,1 £ 10,3, B rpymnie manueH-
TOB 0e3 MeTacTa3oB — 77,6 = 8,8 u 73,0 = 9,4 COOTBETCTBEHHO;
p (OB) = 0,919 (log-rank), p (bCB) = 0,440 (log-rank).

BoiBogpl. [TosyyeHHBIE B MCCIeIOBAaHUM JaHHBIE COTIACYIOT-
sl ¢ opurnHabHbIMU uccnenoBanusimu rpymmnsl SIOPEL. [Mox-
TBEP>KACHbI BBITOTHUMOCTb U 3(h(HEKTUBHOCTL MHKOPIIOPUPO-
Banug TT B tedenne namuenToB ¢ I'b rpyrmm BP u OBP.

Teneanruagkmamuyeckaa ocmeocapKoma:
KaK npeojonemb mpyaHOCMU fUArHOCMUKU?

A.B. Ilerpnyenko'—, I1.A. Pomanos!, K.®. Casiaes!,
N.A. Illabipun!, I'.H. Bepuenko*, H.M. Banosa' 3
'I'BY3 «HIII] cney.meod.nomouju demam
um. B.®. Boiino-SAceneuyroeo JI3M», Mockea;
2OrAOY BO PHUMY um. H. U. [Tupoeosa Munzopaea Poccuu, Mockea;
SOIrBOY AI10 PMAHIIO Munsopasa Poccuu, Mockesa;

‘DOI'RY «Hauuonanvhotii MeOUUUHCKULL UCCAe008AMENbCKULL UeHMD
mpaemamonoeuu u opmoneduu umenu H.H. [Ipuoposa»
Munszdpasa Poccuu, Mockea

AKTYaJbHOCTD. [TepBUUHBIE OITYXOJIU KOCTU OTHOCSTCS K pe/l-
KM 3abosieBaHnsIM, coctaBisgior < 0,2 % 3710KauyeCTBEHHBIX
oryxoJei, 3apeructpupoBaHHbIX B 0aze gjaHHbIXx EUROCARE.
IIpu nepBuyHom oOpameHuun 20 % pereil ¢ 0cTeocapKOMOM
(OC) umeroT oTnajeHHble MUKpoMeTacTasbl. OMOKU AUarHo-
CTUKM MPUBOMAAIT K TMO3IHEH BepruUKallMy IUarHo3a U yBeJu-
YEeHUIO yrciia 00JbHBIX, MOCTYIAIOIIMX Ha JIeUeHUE B 3aIyIleH-
HBIX CTaAMIX OOJIE3HU.
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Ieau u 3apaum — yaydilieHUe paHHE TMarHOCTUKU TeJeaH-
ruskratuyeckoit OC (TOC) y neteit 1151 CBOEBPEMEHHOIO Hava-
Jla CIeMaIbHOTO MPOTUBOOITYXOJEBOTO JIEUEHUSI.

Marepuaasl U MeTOAbl. YcTaHOBIeHUe nuarHosza TOC
MpeacTaBseT coboli KpallHe CJIOXHYIO 3adady, HeCMOTPsI Ha
MOIIHBIA apceHaNl AUArHOCTUYEeCKUX cpelacTB. [lo maHHBIM
JIUTEPATypPhl, YUCIO OIMOOK MPU YCTAHOBJICHUMU TMArHo3a Jo-
cruraeT 22—34 %. IlpuuuHa TpyaHOCTEW TUArHOCTUKKU — Pell-
kocth onyxonu, TOC Bcrpeuaercs B 2—12 % ciydaes Bcex OC.
B nepByto oyepenb omyxosib HeOOX0AUMO AU dEpeHIIMPOBATh
¢ aHeBpU3MaibHOI KocTHOU KucToil (AKK) 1 ruraHtoknetou-
HOM OMyXOJblO, T. €. MMepBUYHAs IMArHOCTUKA B OOJIBIIIMHCTBE
CJTy4aeB MPOXOIUT B YUPEXKAECHUSX OPTONEINIECKOTO MPOduUIIs.
B onkonornueckom otneneHuu I'bY3 «HIILL crieu.men.momo-
i aetam JA3M» mpociiexxeH kKaTaMHe3 9 TallueHTOB ¢ YCTaHOB-
JeHHbIM 1uarHozoM TOC. B kaxaoMm cityyae 711 yCTAaHOBJICHUS
JIMarHo3a Tpebosaicsl peepeHc MpernapaToB B 3 yUpeXICHU-
SIX, CIICLIMATU3UPYIOLIMXCS HA BBISIBJICHUU KOCTHBIX OMYyXOJeH,
8 manKreHTOB ObUIU MPEJICYECHBI B OPTONEANYECKUX CTallMOHA-
pax, B 4 ciyyasix morpedoBaiach MOBTOPHAst OTKPbITast OUOTICUS
JUIS YCTAaHOBJICHUS IMarHo3a, B 1 HaOI10AeHUU OKOHYATEIbHbBIN
JMIMarHO3 ObLUT YCTAHOBJIEH TOJIBKO MOCJIE JIOKATbHOTO KOHTPOJIS
OITyXOJIH.

Pesyabratel. Bcem maunueHtam Obuta mpoBeneHa [IXT mo
npotokosiam jiedeHust OC, 7 maiueHToB ObUIM OTIEPUPOBAHbBI
B 06beme RO. Pemuccust nocturnyra 'y 7 neteii, 6 kuBbl 6e3 60-
Jie3Hu, 2 pebeHKa XUBbI 0€3 JTOKaTbHOTO KOHTPOJISI B TEUECHUE
9u 10 siet, 1 pebeHOK TTOTUO OT BTOPOI O1yxosu. [1pu KOHTpOIIb-
HOM 00cJIefOBAaHUU AETEeH C HeyaJeHHBIM TEPBUYHBIM 04aroM
B KPECTLE Y MPOKCUMAIBHOM 3nuMeTaduse 0eApeHHON KoCcTr
oTMeuasach MoJIoXuUTeabHas nuHamuka Ha done [1XT B Bume
3aMEILEeHUS KUCTO3HOTO KOMITOHEHTa COJIMIHBIM. [lnuTesnb-
HOCTb HAOJIIOIEHUS ITUX MALMEHTOB MO3BOJIIET MPEaIoaraTb
60 ommodky B nuarHoctrke TOC, mubo TpaHchopMaIinio BTO-
puuHoit TOC B AKK.

BoBoapl. Iuddepenumansiasa muarHoctuka AKK n TOC
COIPsIKEHA C BBICOKOI BEPOSITHOCTHIO TUATHOCTUYCCKUX OIIIM -
00K M3-3a 0COOEHHOCTEe! omyxoJieBoii TpaHcdopmauu. Oco-
o6ennoctu 6monorn AKK 1 TOC He 1o3BOJISIIOT CHU3UTH PUCK
MUaTHOCTUYECKMX OIMMOOK IIPOBEACHMEM MCCICIOBaHUS Ha
cneunduansie 111 AKK tpanciaokannu, mockoiabky 30—50 %
AKK MOTyT OBITH 3JIEMEHTOM B CTPYKTYpe APYIMX OITyXOJEH.
I BepuuKaIluy 1arHo3a HE0OOXOAUMBI HEe TOJIBKO TIIATE b-
HBII aHAIU3 KIMHUYECKNX JaHHBIX, JAaHHBIX JTY4eBOM AUArHO-
CTUKY U COITOCTaBJICHUE NX C MOP(OIOTUISCKIM UCCIICIOBAHM -
€M, HO U TIpoBejieHrEe pehepeHC-TUarHOCTUKY B YUPEXKICHUSIX,
CHECIUATN3UPYIONINXCS Ha KOCTHBIX ITATOJIOTHSIX.

PeruoHanbHblii onbim npUMeHeHus
npenapama OHKacnap y aAemeii ¢ 0cmpbiMu
numtpobnacmubIMu NeiiKo3amu B UHAYKUUU

U KoHconupauuu pemuccuu B XMAO - HOrpe

H.IO. IIumaesa, I'.P. Kazapsau
I'BY XMAO — Oepbr « Huscneeapmogckas okpyjcHas KAuHu4eckas
demckas 601bHUYQ»

AxkTyamsHOCTB. ExXeronHo B XMAO — FOrpe muarHoctupyert-

cg ot 16 1o 18 Hosbix ciyuaes OJIJI. Teparmusa OJIJI ocyiecTs-
JsieTcss Ha Gase HMXKHEBapTOBCKOM OKPYXHOI KIMHUYECKOM
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JIeTCKOi 0oabHULIBI. OHKacnap SIBJISIETCS KJIOUEBbIM KOMITO-
HEHTOM B MEXIYHapOJIHBIX MeAUaTPUIECKUX TepareBTUYECKUX
nportokojax OJIJI kak Ha 3Tanax MHAYKUMUU, TaK U B KOHCOIU-
Jalliv PEMUCCUU.

e u 3amaym — OILICHUTb O€30IMACHOCTb TNMPUMEHEHUS
Onkacrnapa y 6oabHbiX ¢ OJIJI B MHOYKUMM M KOHCOJWIA-
UM peMHuccur B pamkax mpotokona ALL-MB 2015 B Hux-
HEBAapTOBCKON OKPY:KHOM KJIMHUYECKOU JeTCKON OOJbHUILIE
XMAO — Orpsi 3a 3-netumii nepuon (2020—2023 rr).

Marepuaisl 1 Metoabl. [IpoBeneH aHanu3 TeueHuUs 3abosie-
BaHus 28 mammeHToB ¢ OJIJI, rocutanu3upoBaHHbIX B HikHe -
BapTOBCKYIO OKPYXHYIO KIMHUYECKYIO TIETCKYIO OOJIbHUILY C STH-
Baps 2020 . mo ntoHb 2023 T. ¥ IMOJIyYaBIIMX Ha ATanax MHAYKLIMKA
¥ KoHcommmanuu Teparmuy OHKacmap. MennaHa Bo3pacTa Iaim-
eHToBcocTaBmia 6,4 (1—17)roga. PacripenesieHue 1o moJjy: Majib-
qyukoB — 15, neBouek — 13. IIpeobaamganyu mamueHTs ¢ B-OJIJI
(24 cnyuas), y 2 6onbhbix auarnoctupoBaH T-OJUJI u y 2 neteit
6Lt — Ph*-Bapuant OJUI. Tpancnokanws (12;21) onpenensinach
y 5 MalMeHToB, y 2 BbIsIBIeHA TpaHcaokauus (9;22) uy 1 pedbeH-
ka TpaHciokanud (1;19). Ha stane nuarHoctuke y 1 601bHOTO
nuarHoctupoBaHo BosjiedeHue LIHC I1.

Pesynsratel. [TonHash KIMHUKO-TEMAaTOJIOTMUYECKasT PEMUC-
cus (ITKI'P) Ha 15-e cytku Tepanuu gocturayra y 100 % 6071b-
HbIX (n = 28). Ha 36-¢ cyTKu Tepanuu oHa COXpaHsiach y Bcex
28 (100 %) meteit. MOB-HeraTUBHEBIN cTaTyC 3a00JIEBAHUS OBLT
JIOCTUTHYT Y 96,5 % manueHToB, B 2 ciaydasx Ha 85-ii IeHb Tepa-
nuu, y 1 pedeHka He yaanoch 1octudyb MOB-HeraTuBHOTro OTBe-
ta. JletanbHOCTD B rpynine nauueHToB ¢ OJIJI coctaBuna 3,5 %.
HexenatenbHbie snenus (HA) na ¢one tepanuu OJIJI, cBs-
3aHHbIe ¢ puMeHeHneM OHKacrapa, perucTpupoBainuch y 42 %
oombHbIX. Hanbomnee yacteimu HA gaBnsanuch TpomMOoTHYECKHE
3IM30/bl, KOTOPbIE PErUCTPUPOBAIUCEH Y 8 (28 %) malueHTOoB:
vy 4 (14 %) — TpoM003 BHYTpeHHe1 sipeMHOI BeHbl, B 2 (7 %) city-
yasix — TpoMOO3 I1JIe4erojoBHOM BeHbl, y 1 (3,5 %) pebenka —
cuHyc TpoM603 1 B 1 (3,5 %) HabG0aeHUN — TPOMOGO3 MOAKITIO-
YUYHOW BEHBI. [WMIIepUIyBCTBUTEIBHOCTh ObLIA 3apeTUCTPUPO-
BaHa y 3 (10,5 %) mauueHTOB: B Buje pa3BuTus oteka KBuHKe
B2 (7 %) uB1 (3,5 %) cnyyae pa3Buiicsa 6poHxocmasm. [laH-
Kpeatut Ha ¢doHe Tepanuu OHKACIapoM ObLT TMarHOCTUPOBaH
y 1 (3,5 %) pebenka. Teparmst OHKacmapoM OTMEHEHa y 3 TTamm-
€HTOB: Y | B CBSI3U C pa3BUTHEM OpOHXOCMa3Ma Ha 4-if KOHCOJIM-
Jaluy 1y 2 6071bHbIX ¢ oTekoM KBUHKe Ha 4-11 KOHCOIUAALUMY.

BoiBoapl. COOCTBEHHBIN OMBIT AEMOHCTPUPYET (P PEeKTUB-
HOCTb W YHpaBIsIeMblii MPodWIb 0e30MacHOCTH TMpPUMEHe-
Hust OHkacrapa y aeteit ¢ OJIJI kak Ha 3Tanax MHAYKIMU, TaK
U B KOHCOJMIALUMN PEMUCCUU B pamKax Imporokona ALL-MB
2015, 4TO COMOCTaBUMO C JAHHBIMU JIUTEPATYPHI.

PA3AEN IV
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Bo3Mmo:kHOCMU nevyexus gemeii, 60nbHBIX
AUCCeMUHUpoBaHHOil 0CMeocapKoMoil.
Onbim FBY3 «HIL cney.mep.noMowu
aemam [3M»

E.J. IToranoBa!, A.B. ITerpuyenko'—3, K.®. Casnaes!,
N.A. IllaBbipun’, b.B. Kypawokos!,
T.A.Illapoes" >4, H.M. BaHoBa':3
'I'BY3 «HITI[ cney.meo.nomouju demsam

um. B.®. Boiino-Sceneuxoeo JI3M», Mockea;
2PrA0Y BO PHUMY um. H.HU. ITupoeosa Munzdpasa Poccuu, Mockea;
OIrbOY 110 PMAHIIO Munsopasa Poccuu, Mockesa;
‘I'BY3 MO «Mockoeckuii 061acmHoii Hay4HO-UCcAe008aAMeNbCKULL
Kaunuueckuii uncmumym umenu M.D. Bradumupcrkoeo»

AKTyanabHOCTb. [Ipu nUcceMUHUPOBAHHBIX TpoLieccax y Je-
Tell 3-JIeTHsISI BLKMBAeMOCTb OCTAeTCsl KpaiiHe HU3KOI, He Tpe-
Boimrast 20 %, 4T0, HECOMHEHHO, TpeOyeT MOBBIICHUS dhdeK-
TUBHOCTU cTpateruu jedeHusi. Camasi HU3Kasl BBIXKMBAeMOCTD
HabogaeTCs y AeTeil ¢ MHOXECTBEHHBIMU MeTacTa3aMu U pe-
3UCTEHTHOCTbIO K MPOBOAMMOI Teparuu, ¢ MeTacTaTUYeCKUM
PELMAMBOM U/WU HEMPEPBHIBHO MPOTPECCUPYIOIIUM TEUSHUEM,
YTO MOXKET ObITb OCHOBAHUEM JISI UX BBIIEJICHUS B TPYIIY YJib-
TpaBbicokoro pucka (YBP) u Heo6XoaMMOCThIO MOMCcKa HOBBIX
MyTel B pellieHUU MpoOJIeMbI.

Hemn n 3aga4n — yIydlieHre pe3yJIbTaToB JIEYeHUsT OOTbHBIX
OC rpynnsl YBP. 1. OuieHUTh BO3MOXHOCTD MTPOBEACHUS TTPO-
TUBOPELUAUBHON Tepanuu 00ybHBIX rpymibl YBP. 2. OueHuts
93(bGEeKTUBHOCTD TPOTUBOPELIMINBHON Tepanuu OOJbHBIX TPYTI-
bl YBP. 3. OuieHuTh pe3yasTaThl IPOTUBOPELUANBHON Tepanuu
00JIbHBIX TpyTIibl YBP.

Marepuannl 1 Metoabl. B uccienoBanue Bouumm 29 mpen-
JIEYEHHBIX, B TOM YKCJI€ B OPYTUX YYPEXKIEHUAX, MALVEHTOB.
Bospact — 5—17 net, M = 13,00 £ 0,664; Me = 14,00. Maib-
quku — 19 (65,5 %), nesouku — 10 (34,0 %). [NepBuuHO-mMC-
CEMUHMPOBAHHBIE MALMEHTHI C pePAKTEPHOCTHIO K 1-11 TMHUU
teparuu — 4 (13,8 %), ¢ MeTacTaTMYeCKUM peuuaruBoM — 17
(58,6 %), pedpakrepubie — 8 (27,6 %). CpenHee KOJIMYECT-
BO peuuauBoB — M = 1,68 + 0,27; Me = 1 % [1,0;2,5], mak-
cHMMajJbHOE KOJW4decTBO peruauBoB — 5. Cragua Mla — 18
(62,1%),cramua M1b—11(37,9 %). KonuaectBo omepanmii: 0—7,
M=3,10%0,33; Me =3 £ [2,0;4,0]. TakTHKa JIcYeHUSI COCTOSIIA
B niepcoHanu3upoBaHHoM nonoope [XT nocnenyommx TMHUR
Ha OCHOBaHWU 3((PEKTUBHOCTYU MPEAIIECTBYIOIINX, TIOKATEHOM
KOHTPOJIE TIEPBUYHOTO U METACTATUUECKUX 0YaroB B LIEJISIX 0-
CTUKEHMS XUPYPTUUECKON PEMUCCUU.

Pesynbrathl. [locneonepalimoHHbIE OCJIOKHEHUSI COCTABIISI-
au 17,3 % npu onepauusix Ha nepBudHoM ouare u 10,4 % npu
ynajieHnu MeTtactaTuueckux odaroB. [Taromopdos ITI-IV cre-
[IeHU B [IEpBUYHOM OITyX0JIeBOM ouare coctaBui 34,4 %, B MeTa-
craTudeckux oyarax — 37,9 %. Micxom: XX1BbI CO CTaOMIM3aLei
10 GONBHBIX, KUBHI C TIPOrpecCUpOBaAHNEM — 2, KUBBI 0e3 00-
JIe3HU — 4, XKUBBI, TTOJIYJAIOT JICUCHUE — 1, yMEpJIH OT IIporpec-
cupoBaHust — 11, ymepin Ha JedeHUn — 1. CpenHUil mepuos,
HaOmoneHusa ot Havaia JedyeHusa B HIILL cren.men.momorm
IeTSIM 10 JaThl MOCJIEeTHEro HaOmomeHus cocraBuia 31,57 =+
4,33 mec, Me = 23,84 [13,19;46,77]. Be3peunauBHbIii UHTEP-
BaJl OT Hayaja JedeHMs J0 IepBoro peuuausa — 13,92 + 3,06,
Me = 9,83 [0,12;20,44] mec. OB mpu cpoke HaOIIOACHMS
53,66 mec cocrasuia 0,45 £0,12.

PA3QAEN IV

Boisogpl. 1. TlpoBemeHWe TPOTMBOPELUMINBHON Teparuu
y 00JbHBIX Ipyrnnbl YBP B03MOXHO, MakCMMalbHOE KOJUYE-
CTBO TIPOTUBOPEIUANBHEBIX KYpPCOB = KOJMYECTBY PCLIMINBOB:
or 0 o 5; M = 1,68 £ 0,27; Me = 1,00 £ [1,0;2,5]. 2. Dddek-
TUBHOCTb MPOTHUBOPELIMANBHOM Teparmuu OOJbHBIX IpyTinbl Y BP
KOppenrpoBaja Co CTeleHblo maToMopdo3a, KOoTopasi cocTa-
Buja ripu II1-IV creneHn B MepBUYHOM OIYXOJIEBOM odare —
34,4 %, B Meracrarmyeckux odarax — 37,9 %. 3. Pesyibra-
Thl TPOTUBOPELUUINBHON Tepanuu 00JbHBIX rpyrnbl YBP: OB
npu cpoke 53,60 = 7,48 (38, 93 £ 68,27) mec = 0,45 £ 0,12,
Oe3pelIMINBHBIN MHTEepBaJI (OT HavYaja JICUCHUS IO TICPBOTO pe-
uunusa) — 13,92 £ 3,06.

MipomoKon nevyeHua Heiipodnacmomol
BbICOKOro pucka HR NB-2018
B Pecnybnuke benapychb, paHHue
pe3ynbmambl U NepeHocuUMocmb

N.B. IIpoaeckosckas, H.B. MunakoBckas
I'Y «PHIII JIOT'H» Munzdpasa Pecnybauxu beaapycs, Munck

AktyansHocTh. HB — 3710KauecTBEHHAS OTTYX0JIb CUMTIaTHYe-
CKOIf HEPBHO CUCTEMHBI Y IETEi1, 2-51 10 YaCTOTE BCTPEYAEMOCTHU
cpenu coJMAHbBIX oryxoJjieit B Pecriyonuke benapych. ExxerogHo
nuarHoctupyetcst 18—20 nmepBuuHbIX nauueHToB. [TporHo3s 3a-
0oJIeBaHMS 3aBUCUT OT TePareBTMYECKOM TPYIIIBI pUcKa, KOTO-
pas oIpeelsIeTCs CTaaueit 3a001eBaHMsI, BO3PACTOM TAlIMCHTA,
OMOJIOTMYECKMU XapaKTePUCTUKAMM OITyXOJIH. [ISTuIeTHsIS
BCB y nauuenTos rpymnmnbl BP Ha mpotokone NB2004m cocTta-
Bwia 38 %. Pa3paboTka HOBBIX KPUTEPUEB IS ONTUMU3AIIUN
Teparuy U BHEAPEHUE HOBBIX IMOAXOOB K JICUSHUIO JUIS JTaHHOU
KaTeropnu MalieHTOB SIBJISTIOTCST aKTyaJIbHOI TIPOOJIEMOI COB-
PEMEHHOM NETCKOU OHKOJIOTUM.

Ieau u 3anaumn — pa3zpaboTKa v BHEAPEHUE HOBBIX KPUTEPUEB
st rpynn BP u YBP pucka, BHeapeHue UCIIONb30BaHUS TaH-
nemHoit ayto-TI'CK B kadecTBe Tepanmuu KOHCOJWAALMU IS
naiueHToB rpymnmnbl BP, olleHKa nepeHoCMMOCTU JAHHOTO MO/ -
XoJia K Teparuu.

Marepuaist u metoapl. B 2018 . 8 PHITLL JIOI'M 6511 pa3pa-
6otaH 1 BHeapeH npotokos HR NB-2018 pist neyennst maimeH-
ToB rpynibsl BP. YcnoBusimu Havaia aTana KOHCOMUAALMU SIBU-
nuck: 1O win YO no meTacrazam, o MeHblueil Mepe Ha 50 %
yMEHBIIIEHNe TIOpaKeHUsI cKesleTa 1o fanHbM MBI -Tepanun
¥ He 0oJsiee 3 0aJIoB, TIPU YCJIIOBUU TTOJIOXKUTEIbHONM TUHAMUKI
no naHHeIM MWBT-Tepamuu; MMTOMOPGhOIOTHYECKH TTOTHAS
pemuccus (ITP) mo KM; oTpuliaTeibHbIii ypOBEHb MUHUMAJIb-
HOM pe3umyanbHOlt 60e3Hr B KM 1o YpOBHIO 3KCIIPECCUU Te-
HoB TH n PHOX2B nocne okoHYaHMSI MHAyKUWU. B KadecTBe
pexkruMa KOHIMIMOHUPOBAHUS TIPY BBIMOJHEHUM TIEPBOiA ayTo-
TI'CK siBunach BeicokomosHast Troterna (900 mMr/m?), Bropoit —
BuMel (0ycynbdaH BHYTPUBEHHO C KOHTPOJIEM TepareBTUYe-
CKOif KoHIeHTpamuu). CratucTudeckass oOpabOTKa MaHHBIX
npoBoAuiach ¢ ucrojb3doBaHueM mporpammbl STATISTICA
for Windows XP professional. [l OLIEHKM OOCTOBEPHOCTHU
pasauuMii GbUTM MCITOJIB30BaHbI >-TeCT, TeCT MaHHa—YUTHHU.
ITocTpoeHune KpUBBIX BLKMBAEMOCTH OCYILIECTBIISIOCH 10 Me-
tony Kammana—Maiiepa, nx cpaBHeEHUE — € MCIOJb30BaHUEM
Log-rank test. Paznuuusi cumuTagMch CTaTUCTUYECKU JOCTOBEP-
HeIMU TIpH p < 0,05.
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Pesyabratel. C 08.02.2018 HOBBII MPOTOKOJ MCIOJb30BaH
y 15 maumeHnTtoB ¢ 4-it cragueit Hb rpynnel BP Ha 1 okTs10ps
2022 1. XapaKTepHUCTHKA IPYIILI: MaTbuyuku — 10, 1eBouku — 5.
Menunana Bo3pacrta — 3 roaa (ot 0,89 no 7,54 roga). TaHaeMHy10
TI'CK nonyuunu 13 mamueHToB. JIBa 00JbHBIX OBLIN TTepeBee-
HBbl Ha MHIMBUIYaJIbHYIO cxeMy Tepanuu. Bo Becex ciaydasx mist
npoBefaeHus ayto-TT'CK wucnonb3oBanuch nepudepuyeckue
crBosioBbie KIeTkH (ITCKK). Menuana BpeMeHU B THSIX MEXITY
nepBoit u BTopoit TI'CK coctaBuia 83 (ot 57 mo 252). Otme-
yaeTcs IpUeMJIeMbIil ypOBEeHb TOKCUYHOCTH. TOJIbKO reMaTosio-
ruyeckasi TOKCUYHOCTh Oblia IV crerneHu, 4yTo sIBJsieTcsl 1030-
3aBUCUMBIM 3((HEeKTOM KOHANIIMOHUpOoBaHUs. Mcrionp3oBaHme
KauecTBeHHO 3arotoBjieHHoro TpaHcruiantata ITCKK nmokaszano
JIOBOJILHO KOPOTKME CpoKU HeiTporneHuu (MeHee 500 KJIeTOK
B 1 MKkJ1) u TpomMOoLuTonienuu (Menee 20 x 10°/1), 4T0 B UTOIE
HE IIPUBEJIO K CEPhe3HBIM TeMOPParndeCKNM 1 MHMPEKITMOHHBIM
OCJIOKHEHMSIM. 3apernucTprupoBaH | cirydyait cMepTH, CBSI3aHHBIN
¢ npouenypoit mposeaeHus tanaeMHoi TI'CK (mocie BTOpoit
TpaHCIJIAHTALIMK CBEPXTSKesaasi BEHOOKKIIO3MOHHAsI 0O0JIe3Hb
reueHn) — 1/30 (3,3 %). UmeeTcst TeHISHINS K YJIYYIIEHUIO
BBDKMBAEMOCTH TIPU MCITOJIb30BAHUM HOBOTO METOJIA JICUCHUSI
(p = 0,62) n mocTtoBepHO 0OO0JIce HM3KAs YacTOTa PEIUINBOB
(»p =0,036).

BoiBogapl. Mcrnonb3oBaHUE HOBOTO METOa Teparyy MalMeH-
T0B ¢ HbB rpynm BP u YBP pucka gBisieTcss Xopolo nepeHo-
cuMbIM. PaHHTE pe3ybTaThl TOBOPSIT O TOCTOBEPHOM YMEHbBIIIE-
HUU PELIMINBOB 3a00JIeBaHUSI.

dpdhekmuBHocmb U HesonacHocmb ManbixX
[103 ONaH3anuHa B npohunakmuxe
MOWHOMbI U pBOoMbI Y Aemeli U NOAPOCMKOB,
nonyyarowux BbIoCOKO3MEMOreHHyw
Xumuomepanuio. Pesynomambl

PaHAOMU3UPOBAHHOIO UGCNEAOBAHUA

JI.JI. PabaeBa, H.B. XKykos, /I.B. JIurBuHoB
OIBY «HMHUI[ ITOU um. JImumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AkTyaimbHOCTh. COTJIACHO MEXKIYHAPOIHBIM MCCICIOBAHUSIM
W aHaJIN3y COOCTBEHHBIX JAHHBIX, CTAHIAPTHBIM TPEXKOMIIO-
HeHTHBIN (aHTaroHucT 5-HT3-peuenTopa, anpenuTaHT U IeK-
caMeTa30H) PEeXUM MPOoPUIaKTUKUA TOIHOTH U pBOTHI (TUP)
He TO3BOJISIET JOOUTHCS TMOJHOTO KOHTpoast TUP maxe y mo-
JIOBUHBI JIeTel, TMoJyJyallux BbicoOKoaMeToreHHywo (BD) XT.
pe3yJabTaThl PaHIOMU3UPOBAHHBIX UCCACAOBAHUI y B3POCIBIX
JEMOHCTPUPYIOT yBeJudeHue 3 GEeKTUBHOCTU MPOGUIAKTUKHI
THUP npu nobaBaeHNN MajbIX 103 oJlaH3anmHa. JJaHHbie 00 2¢-
(eKTUBHOCTU U 0€30MaCHOCTU MaJjbIX 103 OJlaH3aMnuHa B MPO-
dunaktruke TUP B eTcKoil momynsiliuv OTCYTCTBYIOT.

Iean u 3ama4n — oLIeHUTH 3(PHEKTUBHOCTL U 0€30MMaCHOCTh
nob6asiaeHust Manbix 103 (0,07 MI/KT, MAaKCUMaJIbHO 5 MT) OJaH-
3aMrHa K cTaHgapTHoOMY pexumy npodunaktuku TUP Ha ¢pone
B3O XT y nereii 1 moApPOCTKOB.

Marepuajsl 4 MeToAbl. B riccienoBaHme BKIIIOYAINCH TN~
eHThl, nojayvaromue BO XT B HMUL ITOU um. Imutpus Po-
rauyeBa, He umeromue apyrux (kpome XT) OYeBUIHBIX MPUYUH
1151 pa3putust TP u mpotuBoIioka3aHmii 115 Ha3HaYCHUS OJTaH-
3anmHa. [lalureHTh OBUIN PaHAOMU3UPOBAHBI B COOTHOIICHUN
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1:1 co cTpatudukaumeii (moaydyaau Ui He moaydanu paHee BO
XT, ucnosib30BaHuE PEXUMOB, COAEPKAIIMX U HE COMEPKAIIUX
BBICOKME JI03bl IIMCIIaTMHA/KapOOIUlaTUHA) Ha TMpOBeAcHUE
nepsoro uukiaa BO XT co craHgapTHOI TPEeXKOMITOHEHTHOM
MpoMIAKTUKOM ¢ WK 0e3 J00aBIeHUs MaJIbIX 103 OJIaH3aIIMHA.
Bropoii ananornuHslii Kypc BO XT nmpoBoauicsi cocMeHoi Bapu-
aHTa MPOTUBOPBOTHOI MpoUIaKTUKU (nepekpect). s oLeH-
ku TUP ucnosnp3oBaliCh aIanTUPOBAHHBIN MO AETCKUI BO3-
pact onpocHuk MASCC Antiemesis tool u rpacduyeckas mkaja
PeNAT. Ouenka Hf npoBeneHa ¢ nucnonb3oBaHUEM KpUTEpPUEB
NCI CTCAE v. 5.0. [TepBUYHBIMU KOHTPOJbHBIMU TOYKAMU UC-
CJIeIOBaHMS CTAIM YacTOTa MoTHOro KoHTpojst TUP Ha nukiax
Teparnuu ¢ 1 6e3 BKIIOYeHUs ojlaH3aIliHa, IIPeANOoYTeHUE Malu-
€HTOB (KaKoi 13 BUIOB MPOMWIAKTUKY allMEHT BHIOMpPAET ISt
JaJIbHEHNIIETOo JIeUeHUsT) U 0€30IMacHOCTb.

Pesyasratel. C mapta 2022 . mo mapT 2023 1. B KccienoBa-
HUe BKIIToYeHBbI 80 TalMeHTOB, MeIraHa BO3pacTa COCTaBMJIA
14 (13—16) neT, COOTHOIIIEHNE MaJTbUMKOB U IeBOUeK — 38:42,
Y Bcex JieTelt ObUTM AMAarHOCTUPOBAHBI COTUIHBIC SKCTPAaKpaHU-
anbHbie omyxoiu. C ydeToM mepekpecta 80 MaMeHTOB IOy~
g 160 kypcoB XT (80 ukiioB ¢ ojaH3anrHOM 1 80 LIMKJIOB
0e3 onanzanuHa). M3 80 nuxinoB XT co cTaHAAPTHON TPEXKOM-
TMOHEHTHON MpoduIakTUKOi nosHoro koutposss TUP ynanoch
nooutbes B 40 (monHblii KoHTposib TUP — 50 %), u3 80 nukios
¢ TTpobUIaKTUKOM, BKITIOYABIIECH MaJible TO3bI OJlaH3aluHa, —
B 63 1ukiax (mosHelii KoHTpoias TUP — 79 %) (p < 0,001). HA,
acCOIMMPOBaHHBIE C TIPUEMOM OJIaH3aIlTMHA, BCTPEYAJINCh 0-
cTaTo4yHO YacTo (cemauus — 96 %, Habop Beca — 40 %), HO ObLIN
BbIpaxkeHbl He3HauuTebHO (Bce HA < III crenenm). [1pu nipo-
BEJICHUM OITpOca MalMEeHTOB PEXXKUM C BKITIOUCHUEM OJIaH3aImHa
JUTSL TIPOJOJIKEHMS JiedeHus npeanowin 76 (95 %) u3s 80 Goib-
HBIX.

BoiBoapl. Pe3ynbraThl uccaenoBaHUSI CBUAETEIbCTBYIOT, UTO
no0aBIeHre MaJIbIX 103 OJIaH3allMHA CTAaTUCTUYECKU 3HAYUMO
yBeanuuBaeT 3hdekTuBHOCTh Npodunaktuku TUP y manu-
€HTOB TeauaTpuieckoro rnpodwis, noaydawommx BO XT, mpe-
rapaT XOpOHIO TIEPEHOCUTCS, Oe30TaceH W TMPEATIOYNUTAETCS
MOAABJISIONIMM OOJBIIMHCTBOM O0JbHBIX. MaJsible 103bI OJIaH3a-
MUHA MOTYT OBITh PEKOMEHIOBAHBI IJII PYTUHHOTO UCMOJb30-
BaHUS B Ka4eCTBE CTAHIAPTHOIO KOMIOHEHTa MPO(UIaKTUKHU
TWP na pone BO XT y nereit u mogpOCTKOB.

HHmpameKkanbHada xumuomepanusd
B KOMN/IEKCHOM NeyYyeHuu gemeil
¢ pabgomuocapKomoii napaMeHuHreanbHoll
NoKanusayuu ¢ UHmMpakpaHuanbHbIM
pacnpocmpaHeHuem u/unu
nenmoMeHuHreanbHbim

MemacmasuposaHuem

A.Jl. Poguna, B.T. IToasxkos,
T.B. T'opoynoBa, C.P. Bapdoaomeena
HUU JIOul um. akao. PAMH JI.A. ypnosa @®I'BY « HMHUI onkonoeuu
um. H.H. baoxuna» Munszdpasa Poccuu, Mockea
AKTyanbHOCTh. JleITOMEHWHTeabHOE MeTacTa3upoBaHUE
(JIM) — pacnpocTpaHeHUE OITyXOJIEBBIX KJIETOK Ha CybapaxHo-
WIATbHOE TIPOCTPAHCTBO U OOOJIOUKM TOJIOBHOTO M CITMHHOTO
Mo3ra. JlenToMeHWHTeaIbHbIe METacTa3bl UMEIOT SHIOHEBPAITb-
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HBII MyTh METaCTa3MPOBAHUSI — PACTIPOCTPAHEHHUE T10 Tepude-
PUYECKUM MJIM YepelmHbIM HepBaM M WHTpaKpaHUaJIbHOE pac-
MPOCTPpaHEHUE U3 COCEIHMX aHATOMMYECKUX 30H B BEIIECTBO
rojjoBHoro mosra. ¥ 8 % nauuentoB ¢ PMC nmapameHMHIea b-
HOI JIOKaJIM3alMK TP MHULIMAJIBHOW TUarHOCTUKE BBISIBIISIET-
ca JIM.

Hemn u 3an1a4u — COOOIINTH O pe3ysbraTax JIeUeHUs NeTell
¢ PMC u uHTpakpaHuaabHbIM pacripocTpaHeHueM u JIM.

Marepuansi u meronbl. B uccienoBanue (2021-2023 rr)
OBUTM BKJTIOUYEHBI 14 TalMeHTOB (MaJbuUKU — 6, NEBOUKU — §)
C yCTaHOBJIEHHbIM AuarHo3oM PMC napameHMHTreabHOM JIoKa-
JIN3ALUU ¢ MHTPAKpaHUAJIbHBIM pacrpocTpaHeHueM. MennaHa
Bo3pacra — 8 jiet. [lepsas rpynmna (n = 5) ¢ PMC napameHuHre-
aJTbHOM JIOKAJIM3AlMY C MHTPaKPaHUAIbHBIM PaCIpOCTpaHEHU -
eM. [{nst cHmkenus pucka passutust JIM PMC ncnonb3oBanuch
CXeMBbI JieueHust B pamKax rpotokoyia CWS 2014 B KoMOuHaimu
¢ UTXT B npodunaktuyeckom pexume. Bropad rpynna (n =
9) ¢ PMC napaMeHWHTeabHOI JIOKaIu3aluu ¢ WHTpaKpaHu-
aJbHBIM pacnpoctpaHeHueM u JIM. B manHoit rpyrre npoBo-
JIMJTUCH CXeMbI B paMmkax npotokona CWS 2014 B koMOuHaimu
¢ UTXT B TepaneBTUYECKOM pEKUME.

Pesynbsratel. B rpyiine nauudeHTOB, KOTOPBIM IIPOBOIMJIACH
UTXT B npoduiakruueckom pexxume (n = 5), xusbl 4 (80 %).
OnuH (25 %)60abHOI TOrU6 Yyepe3 9 Mec OT OKOHYAHUS JICUSHU ST
pu 3adukcupoBaHHoM [10 omyxoJiy OT IPUYKH, HE CBSI3aHHbBIX
C OHKOJIOTMYECKUM 3aboieBaHueM. B rpyIiny naumueHToB, KOTO-
poeiM npoBoawiack MTXT B TepaneBrudeckoM pexume (n = 9),
BKJIIO4YeHBI 5 (56 %) GoJibHbIX ¢ MHULIMAIbHBIM JIM u 4 (44 %)
MalyeHTa ¢ MePBUYHO-pedpPAaKTEPHBIM TEUYEHHMEM OCHOBHOIO
3aboneBanus. 2Kusbl 3 (34 %) peOGeHKa, KOTOPHIM MPOBOIM-
gack UTXT B 1-i1 munun XT. Onud (11 %) nanueHTt norud ot
pa3BUTUSI THOEKLIMOHHBIX OCJIOXHEHUM Ha (DOHE JICUeHUSI IIPU
3adukcupoBaHHoM I1O omyxomm. Ilocne mpoBeaeHUsS TTPOTU-
BopeuuauBHoro jeueHust 4 (57 %) pebenka ¢ pasBuruem JIM
B Ipoliecce MpoBoauMoii 1-i auHuu XT ymMepiau oT gajbHeie-
IO IPOTrPeCCUPOBAHUS OIYXOJIM, U3 HUX Ha (DOHE MPOBEACHUS
nedyeHust — 2 (50 %), B paHHHUE CPOKU I1OCJI€ OKOHYAHMUS Jieue-
Hust (10 3 Mec) — 2 (50 %).

BoiBoapl. Pesynbrarhl, JOCTUTHYTHIE B JledeHUM neteii PMC
nmapaMeHUHTeaIbHOM JIOKAIU3alMY C JOMTOJTHUTEIbHBIM MHTPA-
TeKaJbHBIM BBEIECHUEM IPOTUBOOMYXOJEBBIX IIpernaparTos,
MOXHO CYWTATh YCIIEIIHBIMHU, Ha YTO yKa3bIBaeT IOBBIIICHUE
noka3zateneit OB u BPB. B cBs3u ¢ ynydieHueMm KayecTBa Ju-
arHOCTUKM YBeJIUYujach yactota ooHapyxeHust JIM. Jleuenue
JNIAaHHOM TpyMIIbl MALMEHTOB — aKTyallbHasl MpobyeMa AeTCKOM
OHKOJIOTWM, OHa TpedyeT MYJIBTMIMCUUIUIMHAPHOTO IOIXO0-
Ja B pa3pabOTKe HOBBIX METOMOB JICUEHUSI, B OCHOBY KOTOPBIX
Bxoaut ITXT, norosHsieMass MHTpaTeKaJlbHbIM BBEIECHUEM IIPO-
TUBOOITYXOJIEBBIX MPerapaToB U MPOBeIeHNEM KPaHUOCTTMHAb-
Horo oonyuyeHust (KCO).

PA3QAEN IV

Capkoma HuHra - KocmHas onyxonb
unu MArkOmKaHHaa?

Om Xupypruu K uMMyHomepanuu

0O.M. Pomannosa, C.P. BapdoaomeeBa, K.1. Kupruzos,
T.B. I'opoyHoBa, B.B. Xaiipyiiosa, M.M. Edumona,

E.B. Tiopuna, /I.b. Xectanos, K.1. Yremesa, I1.JI. ITpumen
HUU JIOul um. akao. PAMH JI.A. ypnosa ©®I'BY « HMHUI] onkonoeuu
um. H.H. Baoxuna» Munsopasa Poccuu, Mockea

AktyansHocTh. CHO — BBICOKO3JI0KQUECTBEHHAsT OITYXOJIb,
ropaxarolasi Koctu u Msirkue Tkanu. [Ipoucxoxnenune CHO sB-
JISeTCsl MPEeAMETOM MHOTOYUCIEHHBIX nucKyccuid. AuddepeH-
1MaabHas TUAarHOCTUKA CIoXHa. [IporHocTudeckoe 3Ha4YeHUe
BHeckeneTHol (BCCIO) u xoctHoii (KCHO) CHO B ycnoBusix
COBPEMEHHBIX TMPOTOKOJIOB HEU3BECTHO U TPeOyeT MOIMOTHU-
TenbHOTO aHanm3a. B ocHoBe Tepanuu CHO nexar pesyabraThl
MYJIBTULIEHTPOBBIX MEXIYHAPOIHBIX UccaenoBanuii. HecMotps
Ha 370, B 30—40 % ciyyaeB BO3HUKAET pelUANB 3a00eBaHUSI.
B HacTos1ee Bpemsi cTpaTerusi Je4eHWs PEelUIAUBOB HE pa3-
paboTtaHa, KaK U He SICEH ITyThb MPeofoJieHUs pedpakTepHOCTU
K XMMUOIIpernaparam.

IMemm W 3amaum — CpaBHUTEIBHBIM aHAIU3 KIMHUYECKHX
XapaKTepUCTUK, MOAXOAOB B Tepaluy U UCXOIOB 3a00JIeBaHUS
y mamueHToB ¢ BCCHO n KCHO, mouck myreil mpeomosieHnsT
PE3UCTEHTHOCTU K XMMHUOIIpeIiapaTaM U ompeesieHre HeGiaro-
MPUSITHBIX (PaKTOPOB IIPOTHO3A.

Marepuanasl u mMerombl. B uccnemoBanme Bonumm 330 ma-
nueHToB ¢ auardosom CHO: 280 (84,85 %) — rpynma KCIO,
50 (15,15 %) — rpynmna BCCIO. Cpentee BpeMst HaOJIIOACHMs
coctaBwio 48,6 + 38,4 mec. Bce manreHThI JIeYMIIUCH 110 POTO-
konam HUW 10Oul: MMCIO 99, CIO-2017. Ha myTu nipeomoJie-
HUST PE3UCTEHTHOCTH Y MALIMEHTOB C PEeLUAMBAMU ObLT OLICHEH
craryc peuentopoB K GD2, nmpu Mo3UTUBHOI 3KCIIPECCUM I
MOTEHLIMPOBAHUSI ICHCTBYSI CTAHAAPTHOM TepaIuy UCIIOJIb3YeT-
ca UT mpenapaToM AMHYTyKcMMab OeTa.

Pesyabratel. [Ipy BCCIO onyxonp yamie pacrojiarajiach
B 00J1aCTM aKCHAJIbHOIO CKeJieTa M BUCIEPaJbHBIX OPraHOB
(24,0 % nipotuB 56 %; p < 0,001). [MauurenTsl c KCHO 6butn cTapiie
(p = 0,0005). IuccemuHupoBaHHas (opma 3aboeBaHUs: MPU
KCIO — 110 (39,3 %) naumnenToB, npu BCCIO — 15 (30,0 %).
Cpennee BpeMst Habmonenust npu KCHO — 50,1 + 39,6 mec, tipu
BCCIO — 40,3 £ 29,1 mec. He mosyyeHO 1OCTOBEPHBIX pa3fiy-
yuit B mokasaressx S-netHeit OB nokanuzoBanHbix popm KCHO/
BCCIO — 79 % n 78,5 % cooTrBeTcTBeHHO, p = 0,000001, Meaua-
Ha OB He 0bl1a focTurHyta. OB mauueHTOB ¢ AMCCEMUHUPOBAH-
HBIMU CTaIUsSIMU CTATUCTUIECCKU 3HAYMMO HIXKE, YeM IPU JIOKa-
JM30BaHHBIX hopmax. [Tpu sroM S-netHsst OB coctaBnina 41,2 %
140,6 % (p=0,000001), mequana OB — 46,9 mec vs 28,4 mec. Pa3-
nuuust 5-netHeit BBIT KCHO/BCCIO cocraunu 71,6 % vs 75,6 %
(p = 0,00001) mns smokanmu3oBaHHBIX U 32,4 % vs 449 %
(p = 0,036) mns mucceMuHMpoBaHHBIX (popM. [lpm auccemu-
HupoBaHHoi ctamu KCHO B 50 % cityyaeB BBISIBIIEHO IIPO-
rpeccupoBaHue/peraus yepes 21,1 mec, npu BCCIO — yepes
20,3 mec. ITpu I13 1 peunarBe HapsiAy CO CTaHAAPTHOM Teparu-
el IPUMEHSIICS MperapaT IMHYTYKcuMab 6eTa, 4TO TTO03BOJIMIO
JOCTMYb PEMUCCHUM W B PSifie CIy4aeB MPOBECTU palUKaIbHYIO
OTepaLuio.
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BoiBoapl. Hamu BbigeneHbl (akTopbl HeOJIaronpusiTHO-
ro MPOrHO3a: BO3pacT, cTaausi, oobeM ormyxoiau 6ojee 200 mur?
u nauHa 6osee 8 cMm, mpoBeaeHue JIT B mporpamme, oceBast JIoka-
Jm3anus. B melsix onpenesieHUs cTpaTUMUKALIMN TPYITITHI pHUCKa
M TIPOTHO3a HEOOXOIWM JIOMOJHUTEIbHBINA aHAIN3 KITIOUEBBIX
reHoMHbIX xapaktepuctuk. [Ipumenenue UT antu-GD2-aHTu-
TeJIOM TUHYTYKCMMaOoM OeTa y malneHToB ¢ p/p TeueHueM CHO
TIOMOTAET B IIPEOTOJIEHUM PE3UCTEHTHOCTH K X T, 001amaeT npu-
eMJIEMBIM ¥ KOHTPOJUPYEMBIM MTpOoduIeM TOKCUIHOCTH, a TaK-
Ke TpeOyeT HaIbHEWIINX MYJIBTULICHTPOBBIX UCCIIETOBaHMUIA.

TanpeMHasa aymonoruyxas
mpancnnanmayusa remono3amuyeckux
CMBONOBbLIX KNEMOK y aemeii
C repMUHOreHHO-KNIeMOYHbLIMU ONyXonAaAMuU:

onbim HMHUL onkonoruu um. H.H. bnoxuna

K.A. Cepreenxo, H.A. Bypanaka, T.U. ITorémkunna, T.3. Anues,
K.B. Murpakos, 1.0. Kocrapepa, H.I'. Crenansmu,
E.B. MauneBa, O.A. KankoBa, M.B. Pyoanckas,
A.I1. Ka3aunnes, B.TI. IToasakos,
K.. Kupruzos, C.P. Bapdoaomeena
HUHU JIOul um. akao. PAMH JI.A. Jlypnoea @I'BY « HMHI] onkonoeuu
um. H H. broxuna» Munzdpasa Poccuu, Mockea

AkTyanabHocTh. Ocoboe MecTo cpenu 'KO y nereit 3aHuMaoT
OITyXOJIM TUCCEMUHUPOBAHHOIO XapakTepa M ¢ HeIOCTaTOUHBIM
OTBEeTOM Ha Tepanuio (p/p), Kotopsie B cTpykType 'KO 3anu-
MamoT 10 30—40 %. Ayto-TI'CK B TaHIEMHOM pexkKUMe SIBJISIETCST
OJIHUM M3 BaXKHBIX 3TAIIOB TePAIlMU TaKUX CJIyJdaes.

Ileau 1 3aga4u — NIpeCTaBUTD OMBIT TaHAeMHOM ayTo-TTCK
y aeteii ¢ 'KO B HUM AOul’ um. akan. PAMH JI.A. JlypHoBa
®dI'BY «<HMMUL onkonoruu um. H.H. bnoxuna» MuH3gpaBa
Poccuu.

Marepuanst u Metoapl. JIBeHanuars geteit ¢ KO rpynmbr
BP (muccemuHupoBaHHbIe, p/p (POPMBI) TIOIYIUITU TAHIAEMHYIO
ayto-TI'CK B Hamiem Llentpe B nepuon ¢ 2021 o 2023 . Meau-
aHa BospacTta — 4 (1—16) roma, m:x = 6:6. I[lepen ayro-TT'CK ma-
LUEeHTHI oydau cucteMHyo XT o npotokoiy MAKEI 2005
1 1o COG-0pueHTUPOBAHHBIM MTPOTOKOJIAM, a TAKXKE XUPYPrH-
YecKOoe BMEIIaTeIbCTBO. PeXMM KOHAUIIMOHUPOBAHUS BKITIO-
ya kapooruaTiH 1200 Mr/m? 1 atono3un 1500 Mr/M?; aTONo3us
1500 mr/m? u ToTerty 900 mr/m2. C mHst 0 BceM IeTsIM ITPOBOIM-
Jack cTumysinus Jsieiikorossda ['-KC®. Menuana TpaHcriaH-
TUPOBaHHBIX KJIeToK CD34* — 5,5 (4,6—7) x 10°/kr.

Pe3syabraTel. [eMo11033 BoccTaHOBIICH B cpemHeM Ha 12-ii (9—
14-11) nenp. MHMEKIMOHHO-TOKCUIECKIE OCIOXHEHUS: OpO-
dapuHTeanbHbIi MyKo3uT 1o 111 crenmenn, HeHTpONIeHMIECKUIA
sHTepoKoauT no III crermenu, rmepraHaabHBIN AepMaTUT, TOK-
cuIepMusi, accolmupoBaHHasl ¢ Tuorenoi, go 111 crenenu. Bee
MalMeHTH XXUBBL. MennaHa HabmoaeHus coctaBmia 12 (2—30)
Mec.

BoeiBoapl. Tannemuas ayto-TI'CK y geteit ¢ KO rpyrmber BP
MpeaCTaBseTcs 0e30MacHbIM U 3(GEKTUBHBIM METOAOM KOH-
comaupytomein Teparnuu. OCIOXHEHUS TOocje TpaHCIUIaHTa-
LMY He ObUIM TSDKEIbIMU. Bce maieHTsl XKUBbI, HaOII0Iar0TCs
B pemuccun. OnHaKO HeOOXOIMMO HAaKaIlJIUBATh OOJIbIIIE OMbITa
JIJIS VITYYIIeHUST pe3yIbTaTOB JIeUeHUSI.
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MlpumeHeHue BcnoMoramenbHbiX fieBaiicoB
npu mpancnnaHimayuu remono3amuyeckux

CMBOJIOBbIX KNEMOK

J.C. Cmupnosa', T.3. Anues!, 11.0. Kocrapesa!,

E.b. Maunesa'-2, K.A. Cepreenko!, H.A. Bypaaka!,

T.W. ITorémkuna', 10.B. Jlozosan', H.I'. Crenansn’,

I1.A. Kepumos!, H.B. Martunau', E.. Benoycosa',

H.IO. Enndanona’, 3.3. Mamenan', W.111. Taraes!,

B.A. Amues!, K.1. Kupruzos', C.P. Bapdoomeena'

'QI'BY «HMHUI] onxonoeuu um. H.H. bBaoxuna»

Munszdpasa Poccuu, Mockea;

2PIIKB — ¢uauar ®TAOY BO PHUMY um. H.H. [Tupozosa
Mumn3zopasa Poccuu, Mockea

AkTyanabHOCTh. AJ10-TT'CK yiydinaeT ucxopl y NallueHTOB
co 3HO remarojiornyeckoii Ipupoabl, a TakxKe psaoM J00po-
Ka4eCTBEHHBIX 3a0oJieBaHMil. TOKCUYHOCTh PEXMMOB KOHIIM-
uuonupoBaHus nepen TI'CK gBasieTcs aumMutupyommm ¢ax-
TOPOM JIJII YCTICIITHBIX MCXOMOB TPAaHCIIAHTAIIUKM. DTOT METO.
COITIPSIKEH C TTOTCHIIMAIBHBIM Pa3BUTHUEM IMMPOKOTO CIIEKTpa
TSDKEJIBIX OCJIOKHEHMH, BKIIIOUas MHOEKIMOHHbIE, TOKCHYE-
CKHe, TeMOopparndeckue, OpraHHyI0 HeIOCTaTOYHOCTD, a TaKXKe
octpyio u xpoandyeckyo PTITX. @opmupoBaHre CTOM IIpU Ha-
JIMYMU OCJIOXKHEHUI B MOCTUHAYKIIMOHHOM,/TIOCTOIIEPaTUBHOM
rnepuoje IMo3BoJisieT mpoBecTu aTan KoHcoaupauuu (BATTXT
¢ auo-TT'CK) u n3dexarb OCJIOKHEHU B paHHEM MOCTTPaHC-
IJIAHTAIlMOHHOM TIeproe.

Ilem m 3amauM — MpPeaCTaBUTH OIIBIT IIPOBEAEHUST ajlio-
TI'CK manmeHTaM ¢ KUIIIEYHBIMUA CTOMaMM.

Marepuanasl u Metonpl. B HUM NOul’ um. akag. PAMH
JILA. ypuoBa ®I'bY «<HMMUII oukonorun um. H.H. Broxuna»
Munzapasa Poccuu nposenensl amio-TI'CK 2 maiimeHTamM-HO-
CUTEJISIM KMIIIEUHBIX CTOM C OCTphIMU Jieiikozamu (OJI) — OJIJ1/
OMUJI, xotopbiM Tiepen aTarioMm auio-TI'CK 6buta yctaHoBIeHa
KOJIOCTOMA TI0 TTOBOJY TSKEJIOTro TeUSHUS MapanpoKTUTa U UH-
(bek1nm MATKUX TKaHeH MPOMEXXHOCTH.

Pesyawratel. IHauyuenm A., 11 aem, O/IJI. Ha ¢pone UT 6auna-
mymomaoom y 604bH020 pa36UACs NAPaAnpoKmum ¢ opmMupoeaHu-
eM napapeKmanvHo2o ceuwa. Yuumoieas omcymcemeue 3ghgexma
om Koxcepsamuenoil mepanuu 6 meuerue 10 Oneil, docmudiceHue
UMMYHOA0RUHECKOU peMUccuu, maiiMune u Heooxo0uMocms npose-
cmu anno-TICK 6 kpamuaiiuiue cpoku, 8bINOAHEHO XUPYpeUHeCcKoe
AeueHue — opmuposanue mpanceep3ocmomvl. B pannem nepuode
nocae arno-TICK ommeuanoco pazeumue HellmponeHu4eckoeo Ko-
auma I cmenenu. Ha ¢oone cucmemmnoit npomusomuxpobroii mepa-
nuyu U A0KAALHOU 00pabOomKU UHMEKYUOHHbIE 0CAONCHEHUS pa3pe-
wenwl noaHocmoio. Ha 30-e cymku nocae aano-TICK nayuenm 6vin
gvinucaH Ha amoyramopusiit sman, Ha 100-e cymku cmoma 3aKpbi-
ma. B nacmosiwuii momenm cpok HabaroOdenus cocmaeasiem 1 200,
nayuenm jicug.

Ilayuenm JI., 5 mecayes, OMJI. Ha gone IIXT ommeuansoco
paseumue napanpoKmuma, UHQpeKyuy MaeKux mrauell npomedic-
Hocmu. Tpanceepzocmoma Hanodicena 6 céA3U ¢ OMCymcmeuem
aghgpekma om KoHcepeamugHol mepanuu U HeobXo00UMOCHbH NPo-
gedenus anno-TICK 6 kpamuaiiwmue cpoxu. Ha pannux cpokax
om TICK ommeuanocv pazeumue mykozuma III1—1V cmenenu co
cmopoHbl causucmoil obosouxu kuwiku. Ilposodusacy cucmemnas
npomMueoOMUKpoOHas mepanus, A0KAAbHAA 00padoOmKa cAu3UCmoil
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000404KU aHmMuUcenmu4eckumu cpedcmeamu u oOaxkmepuoghazom
AHMUCUHEZHOIHBIM, C NOAOICUMEAbHBIM Iphexmom. B nacmosuuii
MOMEHM NPOO0ANCACTNCS MeUeHUe PAHHe20 NOCMMPAHCHAAHM AU -
OHHO20 nepuoda, OMmmeuaemcs: MeHOCHUUs K Paspeulenuo UHQpeK -
YUOHHbIX 04aeos. Habaodenue npodonsicaemces.

BoiBoabl. BHeapeHre BcioMoraTeibHbIX AeBaliCOB Ha 3Tare
TI'CK sgBnsitercst akTyaJdbHbIM, HO TpeOyeT coOJlofeHUsT psaa
ycJIOBUil. MUKpPOOMOJOrMYEeCKUt CKPUHMHI Ha BCeX ITarax,
MpPEeBEeHTUBHOE UM Je4eOHOe HazHaueHME TPOTUBOMUKPOOHOI
Teparmny ITO3BOJISTIOT OCYIIECTBIIATh WH(MEKIIMOHHBIA KOHT-
poJib. MeXIUCUUIUIMHAPHOE B3aMMOIECTBUE Bpadell pa3HbIX
CrelMaIbHOCTe! SIBSIETCS HEOThEMIEMbIM YCJIOBUEM aieKBaT-
Horo BefeHus 0oybHOro co cromoit Ha aTarie TTCK. YHukanb-
HOCTb KaXXJIOro MalMeHTa 3aKI04aeTcsl B BApUaHTe OCHOBHOTO
3a00sieBaHUsI, 00beMe MPOBEACHHOIO JIEUEHUS, OCIOXHEHUI
OCHOBHOTO 3a00JIeBaHUS U TepaIllii, MUKPOOHOM M UMMYHHOM
JlaHamadgTe JOKYCOB €r0 OpraHu3Ma U JUKTYeT HeOOXOAUMOCTD
B MHINBUIYAJIU3UPOBAHHOM ITOIXOE B BEIOOPE pexkKMa KOHIM -
LIMOHMPOBAHMS I COITPOBOINTEIIFHON Teparmu.

MemanedpanbHbie onyXxonu no4ex y pemei:
KNUHU4YecKue u MonerynapHo-renemu4yecrue

ocobeHHocmu

JI.A. CvupnoBa, A.M. Murpodanosa, M.B. Tenemona,
H.H. Mepkyos, JI.M. Konosagos, JI.I'. Axananze, A.E. pyii,
E.B. Paiikuna, T.B. Illamanckasa, H.C. Ipaués, /I.}1O. Kauanos

DOIBY «HMHUIL JITOU um. Imumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea
AKTyalbHOCTh. MeTaHedpajbHBIE OITyXOJIM — TPYIIa pel-
KHX OIyXOJIel MOoYeK AETCKOro BO3pacTa, COCTOSIINX W3 DITH-
TeJTUAJIbHBIX Y/WJIA CTPOMAJIBHBIX KJIETOYHBIX JIEMEHTOB U Xa-
PaKTEepU3YIOIINXCS Pa3HOOOPa3HBIMKM THCTOIATOJIOIMIECKIMHU
MpU3HAKaMH.

enu u 3ama4m — PETPOCTIEKTUBHBINA aHAIU3 KIIMHUYECKUX
U MOJIEKYJSIPHO-TEHETUYECKUX XapaKTepUCTUK MeTaHebpasb-
HBIX OIyXoJieil, BepudUIUPOBAHHBIX B MaTOJOrOaHATOMUYE-
ckoM otaeneHn ®I'bY «<HMUI AT'OU um. Imutpus Poraue-
Ba» MuHn3zapasa Poccuu.

Marepuaisi 1 MeToabl. [IpoBeieH peTpOCIIEKTUBHEIN aHATIN3
MMaLXEHTOB C TUCTOJOIMYECKH MTOATBEPXKACHHBIMU JUATHO3AMU
MeTaHeppabHOM aJeHOMbI, MeTaHe(paabHOI aaeHO(HOPOMbI
(MA®) u meTaHedpaabHOM cTpoManbHOi omyxomn (MCO) 3a
nepuog 02.2015—03.2023. Bcero 3aperucTpupoBaHbl 23 Tam-
€HTa C MOATBEPKAEHHBIM AUArHO30M MeTaHe(dpaabHOI OIyX0-
au B Bo3pacte oT 0 1o 18 yeT. B HacTosiIMit aHAIN3 BKIIOYEHbI
13 GOJIbHBIX C U3BECTHBIMU KIMHUYECKUMU JaHHBIMU. BbImosi-
HEH PEeTPOCTIEKTUBHBIN aHATU3 AeMOTpachUIecKrX XapakTepu-
CTUK, KJIMHMYECKUX AAHHBIX, 00beMa MPOBEAEHHOI Tepaluu
U PE3YJIETATOB JIEYeHUsI U MOJIEKYJISIPHO-TEHETUYECKOM TUarHO-
crtuku. [lepecMOTp rUCTOJIOTMYECKUX MIPEapaToB y YacTH Ia-
IIMEHTOB MPOBEACH B peepeHc-1IeHTPe TPYIIIBI TI0 U3YYSHUIO
omyxoneii moyek SIOP-RTSG (mmpodeccop I. Bysaua, Katap).
MonekyasipHO-TeHETUYECKOE KCCASIOBAHME TKAHU OIIyXO-
Ji ocyluecTBIsuioch MeromnoM TP mist BbisiBIeHUST MyTaluu
V60OFE B rene BRAF. TTanneHTHI TTOJy4Yaan Je4eHue 1o IPOTo-
kojaMm rpynibl SIOP-RTSG. Ananm3 pe3yabTaToB IPOBeAeH Ha
01.04.2023.

PA3QAEN IV

PesynsraTel. PacnipenesieHue Mo THCTOJOTMYECKUM THUIIAM
(n=23) cnenymoiiee: MeTaHedpanbHas aneHoma— 13/23 (56,6 %),
MCO - 7/23 (30,5 %), MA® — 1/23 (4,3 %), y 2 mauKleHTOB
BBISIBJIEHA KOMITO3UTHAS OITyX0JIb — MeTaHedpaibHas afeHoMa
B COYETAaHWM C MAMWUISPHONW MOYEUYHO-KJIETOUYHON KapIIMHO-
moii (ITKK) —y 1/23 (4,3 %), MA® B coueTaHUU C NAMLISAP-
Houi TIKK — y 1/23 (4,3 %). B Hacrosiumii aHain3 BKIIOUe-
HBI 13 MalMeHTOB ¢ M3BECTHBIMU KIMHUYECKUMU JTaHHBIMU.
Mennana Bo3pacTa Ha MOMEHT ITOCTAaHOBKM JUarHo3a MeTaHed-
pajibHOI omyxoiu coctaBuiaa 3,2 roga (pazopoc — 0,4—12,4).
CooTHoOLIEHNE MaJIbYUKK:IeBOYKN — 1,16:1. AHanu3 repBuy-
HBIX XkaJ106 rmokasai, utoy 1 (7,7 %) nanmeHTa 0TMEUanoch yBe-
JIMYEHUE OKPYXKHOCTU KUBOTA U OIMPEAEIsIOCh MalbIupyeMoe
obpa3oBaHue OproHoi mmonoctu, y 2 (15,4 %) — makporema-
typust, y 7 (53,8 %) obpazoBaHue OBUIO BBISIBICHO CJIy4ailHO,
y 3 (23,1 %) — GoseBoii CUHAPOM B XUBOTE. JIUIUTEILHOCTD OT
BO3HUKHOBEHUSI TEPBBIX CUMITTOMOB,/BBISIBJICHUST OITYyXOJIM JIO
MOCTAaHOBKM JMarHosa cocraBuja 1 mec (pasdopoc — 0,3—23).
Menuana ob0bema oIyxonu paBHa 35,5 cm® (pa3bpoc —
5,0—587 cm?). OtnaneHHble MeTacTa3bl OTCyTCTBOBaIU. Y 9/13
(69 %) nanmMeHTOB MHUIIMAIBHO MTPOBEICHA PeIoTepallMOHHAS
XT, 4/13 (31 %) BeIMOTHEHA TIEpBUYHAS OTiepaliusi. Xupypruue-
CKO€ JIeueHHe MPOBEICHO BCEM MallMeHTaM B 00beMe He(hpIKTO-
muu (n = 8) u pe3eKuuu nodku (n = 5). RO-pe3exkuust [OCTUTHY-
Ta B 12 cnyyasix, Rx — B 1. PacnipeneneHue Mo rucToa0rm4ecKum
BapuaHTaM: MeTaHedpaibHas ageHoma — 7 (53,8 %), MCO —
3 (23,1 %), MA® — 1 (7,7 %), metaHedpaibHast ajeHOMa B CO-
yetaHuu ¢ nanuuisipHoit ITIKK — 1 (7,7 %), MA® B coueTaHuu
¢ marmsiproit [TKK — 1 (7,7 %). Y 8/13 (61,5 %) nanueHTOB
obHapyxeHbl mytaluu V60OE B rene BRAF. Meauana HaOmo-
JeHUsT 3a 60JIbHBIMU cocTaBuiia 15,6 mec (pa3dpoc — 0,6—58,9).
B HacTosiiee BpeMsi Bce MallMEHThI KUBbI, PELIMAMBOB 3a00J1e-
BaHMS HET.

BoiBoapl. MeTaHedpanbHble OMyXOJU MPEACTaBISIET TPYII-
Iy PEOKMUX OMNyXOJIEM MOYEK Yy NETEH, XapaKTEpU3YIOTCsI pas3-
HOOOpa3HbIMU BapMaHTAMM THUCTOJIOTUYECKOTO CTPOEHMUS, UTO
CO3[1aeT CJIOKHOCTU B MpoBeaeHUur AuddepeHInaIbHON I1-
ArHOCTUKU C JIPYTUMU OMYyXOJSIMM Touek, Takumu Kak TTKK
u HedpobraacTtoma. [IpoBeneHue MONEKYJISIPHO-TEHETUYECKOTO
WCCIEAOBAHUS B LIEJISIX BBISIBICHUST MyTaluii B reHe BRAF Mo-
KET MOMOYb B MOCTAaHOBKE MPAaBUWIBHOIO MOP(OIOrn4ecKoro
JIMarHosa.

AHruoMuonuNOMa noYKu.
CnoxHocmu puthgepenuuanbhoil

AUarHocMmuku u mepanuu

M.B. Teaxemosa, H.H. Mepkyaos, A.M. Mutpodanosa,
JI.A. Cvupnosa, H.A. Kpusennosa, /I.}O. Kauanos
OIBY «HMHUI] ITOU um. JImumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea

AKTYaJIbHOCTb. AHTMOMUOJIUIIOMA MOYKU SIBASIETCS Haubo-
Jiee pacpoCTpaHEHHOI JOOPOKAaUYeCTBEHHOM OITYXOJIbIO ITOYKU,
COCTOSIIIEH U3 KPOBEHOCHBIX COCYA0B, I1aAKOMBILIEYHbBIX BOJIO-
KOH U >XMPOBOM TKAaHU B Pa3JIMYHBIX MPOMOPIIUIX. AHTMOMUO-
JIMTIOMA TTIOYKU MOXET OBbITh KaK CIIOpagnyecKoil, TaK 1 CBSI3aH-
HOM C IeHETUYECKOM MPeapacrioiOK€HHOCTbIO, KOMILIEKCOM
TyOE€pO3HOTO CKJIepO3a, YTO MPOSIBISETCS PA3BUTUEM OITyXOJIU
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B 0oJiee MOJIOJOM BO3paCT€ M BBICOKMMU TEMITaMHM €€ pOCTa.
buonoruueckoe noseaeHue OITYXOJIM B CJIy4ac SITUMTCIUONIHOTO
TUCTOJOIMYECKOro TvIia XapakKTepui3yeTca arp€CCMBHBIM TCYEC-
HHMEM C IMOBLIICHHLBIMMW PpUCKaMU pa3pbiBa KarlCyJbl OITyXOJIN
n (I)aTa)'IBHBIMI/I KPOBOTCUCHUAMMU.

Iean u 3agaum — MPOAEMOHCTPUPOBATh PEAKUIA KIMHUYE-
CKMIA c/Tydail aHTMOMUOJUIIOMbI TTOYKU SMUTEIMOUIHOTO TUMA
y namueHTa 12 jet ¢ obcyxkaeHrueM TaKTUKU U TTOJXOA0B K Te-
panuu.

Marepuanasl u mMeroabl. Maavuuk, 12 nem, ¢ UHUUUANbHYI-
MU dcarobamu Ha 604U 8 npasom 00Ky, YCUAUBAIOUWUMUCS NpU
@uzuueckoli Haepyske. Yuumvieas nosmopHvle 3nu3006l Oosaell,
nocae obpaujeHus 8 CMAYUOHAp NAyueHmy npogedeHo 00obOcae-
dosanue, exawuarouee Y3U OBII, na komopom evisieaeHo 00s-
eMHoe o00pazoeanue npaeoli nouku. Jlns noomeepicoeHuss xa-
pakmepa usmenenuil nposedena MPT OBIl ¢ koumpacmubim
ycunenuem, ede NOOMBEPIHCOEHO Haauuue OOABUUX PA3MEPOs
onyxoau npagoil NO4KU ¢ HeOOHOPOOHbIM HAKONAEHUeM KOHmpa-
cma. B ycaosusx HMHUI] JTOU um. Jmumpus Poeauesa na-
yuenmy maxuce evinoanenst MPT u KT OBII ¢ konmpacmubim
ycunenuem, eoe ONUCAHA HE2OMOREHHOU CMPYKMYpbl ONYX0ab
OobUWUX pa3Mepo8 ¢ YHACMKAMU 3ACMApensix KpoBoU3AUsHULL
(84 x 70 x 105 mm, obsem — 321 cm?). dannvix 3a Haruuue om-
daneHHoe0 Memacmaszupo8anus U Nopaxdcenus pecuoHapHovix J1Y
noayuero ne Obino. Ilpunumas 6o enumanue gospacm nayuenma,
6 pamkax pexomendayuii SIOP 6 uyensx eepucpukayuu ouaenosa
npogedeHa moaAcmMou20AbHas duoncus onyxoau. JluaeHo3 gunaiu-
3UPOBAH KAK AHUOMUOAUNOMA.

Pesynsratel. Yuumeoieas nonyuennvie OanHble, pebeHok Obii
KOHCYNbMUPOBAH 2eHeMUKOM, 831Ma Kpo8b HA HNOAHO2EHOMHOE
CeKBenuposanue 045 UCKAIOYeHUss myOepo3Ho20 cKAepo3d, aHa-
au3 6 pabome. Ipunumas 6o gHuManue pazmepsi onyxoau (bosee
50 mm 6 kKaxcoom uzmeperuu), 0anHble 3a NPUCYMCMEUe 8 AHAMHe3e
2nuU30008 KposousnusHus 6 ee naperxumy (coenacho MPT u KT),
NPUHAMO peuleHue o Xupypeuueckom ydasenuu onyxoau. Beudy
OMCYmMcmaeusl pe3yabmamog 2eHemu4eckK020 Uccaed08anus, Hego3-
MOJICHOCIU UCKAIOYeHUsl pOcCma 00pa3oeanus Ha Gone cunopoma
npedpacnonoiceHHoOCmu, 8apUanmom 8blb0pa cmano opeaHocoxpa-
HslOWee onepamusHoe emeuiamenscmeo. boiia nposedena pesek-
Yusi npasoll NO4KU ¢ SHyKAeayuell onyxoiu. AKmueHoeo Kposome-
YeHUsl 8 npoyecce XUpypeuecKkoeo eMeulamenscmea OmmeueHo He
obL10. [ucmonoeuueckoe 3akaiouenue — SNUMEAUOUOHAS AHeUOMU -
oaunoma, cmadus 3 (MApKupogoUHAsl KPAcKd HA ONYX0AU GHe KpPas
pe3eKyuu no nouke).

BoiBoapl. TakTiKa B OTHOILIEHMM AHTMOMUOJMIIOMbI MO-
JKeT OBITh HAOMIOAATEIbHOM, OMHAKO B Cyyae €¢ arpeCCUBHO-
ro OMOJIOTMYECKOIO MOBEIECHMS 11e1eCO00pa3HO PacCCMOTPEHUE
OINLIMI XMPYPIUUYECKOTO JIeYeHHUs KaK CIocoba mpeaoTBpalie-
HUSI OCHOBHOTO OCJIOKHEHMSI — KPOBOTEUYCHHUSI M3-3a pa3pbiBa
KarcyJibl OMyXoJi1 Ha (poHe OBICTPOTO pocTa 00pa3oBaHUsA. AK-
LICHT JOJKEH OBITh CIeJIaH Ha OPTaHOCOXPAHSIONINE OTlepalivu,
BKJIIOYAsl apTepHalibHyI0 SMOOIM3ALMI0 U PE3eKIUI0 IOYKU
B 1IEJIIX MAKCHMMAaJbHOI'O COXPAaHEHHUs IMOYEYHOM IMapeHXUMbI
BBUIY PUCKOB Pa3BUTHUsI METaXPOHHBIX OIyXOJIeii B CIyJae Mmoi-
TBEpPXKIEHMSI HaJIM4usl TyOEpO3HOro ckieposa. Hanuuue reHe-
TUYECKOM TPeapacioiOXXEHHOCTH, €CIM OpraHOCOXpaHsIOIIasT
orepalyst HeBO3MOXHa, MOXKET SIBJISITbCS ITOKa3aHMEM K Ha3Ha-
yeHn10 MTOR-MHruomuTOpOB.
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PenKuil cnyyail MyKo3nugepMouiHoro paxa
OKONOYWHOI CNIOHHOI Kene3bl § pedenka.
Mo naHKbiM AemcKoro omaenexus POHL

Pecny6nuku TamKukucman
M.H. Ymaposa, /I.A. Hermatosa, 3.3. baporos

'Y «Pecnybaukanckuil OHKOA02UHECKUT HAYYHbLI UeHMpP»
Munucmepcmea 30pagooxpanerust u COYUANbHOU 3aUUMbL HACENCHUS.
Pecnybauxu Tadxcuxucman, [ywande

AKTyanapHOCTh. OTIyXOJM CITIOHHBIX XeJle3 y IeTeil BcTpeva-
I0TCSI OTHOCUTEIHHO PEJKO U TIPECTaBICHBI TPEUMYIIIECTBEHHO
JMOOPOKAYECTBEHHBIMM MOpaKeHUsIMU. 1o 1aHHBIM OTHUX UC-
CJICIIOBAHMUIA, OITyXOJIM CIIFOHHBIX XKeJle3 y AeTeil COCTaBIISIOT He
6osee 2 % cpenu Bcex 3HO rosioBsl U 11en, 1Mo apyrum — 3—35 %
BCeX HOBOOOpPA30BaHMWII YETIOCTHO-JIULIEBON obOmactu. B mer-
CKOM BO3pacTe BCTpedaeTcs] MyKOSMUIACPMOUIHEBIN paK, obia-
JAIOIINI CBOEOOPa3HBIM KIMHUYECKUM TeueHrneM. OTMevaroTcst
MHQUIBTPALIUS KOXU, OTPAaHUYEHUE CMEIIaeMOCTH, BhIPaKeH-
Hasl TJIOTHOCTh HOBOOOpA30BaHMIi, MHOTAA OOJIEBOW CUHAPOM.
B psime HaGmomeHMit OMyXOJb JOCTUTAaeT 3HAYMTEIbHBIX pa3-
MepOB U 00yiamaeT MHOUILTPATUBHBIM pocToM. OCOOEHHOCTh
MYKOBIHUIIEPMOUIHBIX PAKOB — BBIpaKe€HHAs! TEHIEHIIUS K pe-
LIMAVMBUPOBAHUIO, HECMOTPS Ha MPOBENeHUE paauKaabHbIX OIle-
pauuii.

Hean u 3aga4u — U3YYUThb peE3YyJIbTaThl JICUEHUSI PEAKOTO
crydast MyKO3IUAEPMOUIHOTO paka OKOJIOYILIHOM XKeJe3bl y pe-
OeHKa.

Marepuaist u metoabl. 27.03.2021 podumenu pebenka obpa-
muaucy 6 omoenerue demckoil ouxkonoeuu POHI ¢ wcarobamu na
nosenerue obpazoeanus 6 061acmu OK0AOYULHOU CAIOHHOI Jicene3bl.
Co cnoe podumeneii peberok 6onen 6 meueHue 6 mec. 3aKaroUeHue
Y3U: 6 obracmu 0koa0yuHOl CAIOHHOU Jcene3bl 8blA8AEHA ONYX0Nb
pasmepom 3,5 x 3,0 cm. Y3U OFII, 3a6prowunnozo npocmpauncm-
6a — 0e3 ocobernnocmeil. Penmeenoepaghus neexux — be3 ocoben-
Hocmell. Tlynkyus obpasosanus om 27.03.2021 — aum@oudHsie
anemenmol ¢ npeobnadanuem 3peavix gopm. [losmopno obpamu-
auce uepes 8§ mec. 29.11.2021 pebeuky 6vira npogedena Ouoncus
00pa3o6anus OKOAOYWIHOU CAIOHHOU diceae3bl. [ucmonoeuueckoe
sakaovenue No 15617 om 29.11.2021 — yuaundpoma. Ilepecmomp
eucmonoeuu 6 ycaogusx HMMUIL] onxonroeuu um. H.H. Baoxuna
Ne 15617 om 07.12.2021— evicokodughgpepenyuposarmulii MyKosnu-
depmoudnslii pax caronHoll xcenezvl. MITX No 15617 om 07.12.2021
ucnoavsosanvt anmumena K p63, CK 5/6, Her2neu. Pesyromamoi:
no3umueHoll 6 onyxoau seasiemcs peakyus ¢ anmumensamu k CK
5/6 kaemok b6azanvhoeo ca0s causucmolx noaocmeil. Peaxuyuu c an-
mumenamu p63, Her2neu necamuenwie. Ilocae nposedenus Koncu-
auyma pebenky nasnayena JIT ¢ COA 30 Ip. Ilocae nposedenHoil
JIT 6vina npeonodxcena onepauyust napomuddIKmomus cnpasa oOes3
coxpanerus auyeeoeo Hepea. Podumenu pebenka om onepayuu om-
kazaaucs. C yuemom omkaza pooumeneii om onepayuu 60abHOMY
ob110 nposedero 2 Kypca neoadstosanmuoli IIXT npenapamamu
dokcopyouyun u yucnaamut. Ilocae noayuenus coenacus pooume-
Aell pebenka npousgedena napomMuUOIKMoMus cnpasa be3 coxpaue-
HUs auyesoeo Hepea. lucmonoeuueckoe 3axaouenue No 17231 om
14.04.2022 — yununopoma oK0A0VUIHOI CAIOHOU Jiceae3bl ¢ neqed-
Hotm namomopgpozom I cmenenu. B JIYV onyxonegoix kaemok e
00Hapyscero. Hupuasmpayua onyxoau 6 OKpYICaArOUyo Moliiyy
u uacmo Kodcu. [locae nposedenus Koncuauyma cneyuaiucmos no
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ONYXO0ASM 201086l U UleU peOeHOK 8 A0BI08AHMHOM pelcuMe NOAVYUN
ayuesoe aeuerue ¢ COI 30 Ip.

Pesynsratel. Yuumsigas pezyabmamol  2UCMOA0SUHECK 02O
u UT'X-uccaedosanuit, pebernok noayuun JIT ¢ COI 30 Ip 6 Heoads-
roeaumuom pexcume + onepayuio + JIT ¢ COI 30 Ip 6 adsiosanm-
Hom pexcume. Ha momenm nanucanus mezuca nepuood Habao0eHus
cocmasun 1 200 u 7 mec. 3a smom nepuod pebeHOK KAUHUYECKU
300p08, npusHaKoe peyudusa 3aboresanus no daruvim Y3U u KT
He Bbis61€eHO.

BeiBombl. PekocTh MyKOSMUAEPMOUIHOTO paka y IeTeit
SIBUJIACh MIPUYMHON HAMKUCaHUs TaHHOTO Te3uca. HecMoTpst Ha
TO, UTO HE yJAJIOCh COXPAHUTh JIUIIEBOI HEPB, B IAaHHOM CJiydae
13-3a UHOWIBTPALINY OITyXOJIU B OKPYXKAIONIYIO MBIIIITY U YaCTh
KOXM OTIepaTUBHOE JieueHUe momMorio yaydmuTh KK 6o1bHO-
r0, ¥ peOEHOK TOJTYYUJT COOTBETCTBYIOIIIEE JIeUEHUE.

Knunuko-mopdhonoruyeckue ocobeHHocmu
3/I0Ka4YeCMBEHHbIX onyxonel AUYHUKOB

y aemeii B Pecny6nuxe TamKuKkucman
M.H. Ymaposa, C.I'. Ymap3ona, /I.A. HermatoBa, A.A. Mypoaos

IY POHI] Murucmepcmea 30pagooxpanerus u CoyuanbHoll 3auyumal
Hacenenus Pecnybauku Tadxcuxucman, Jlywanbe

AKTyaJIbHOCTh. 3JI0Ka4eCTBEHHBIE 00pa30BaHUs SUYHUKOB
(304) y neteit 1 MOAPOCTKOB BCTPEUAIOTCS PEAKO MO CpaBHEHUIO
CO B3POCJIBIMU, HO SIBJISIIOTCS] HAnboJiee pacIipoCTpaHEHHO OTTy-
XOJIBIO TTOJIOBBIX OPraHoB, cocTansist 60—70 % BceX TMHEKOJIOTH -
yeckux 3HO B 37011 Bo3pacTHoI rpyne. CKOppeKTUPOBaHHAS TTO
Bo3pacty yactora 304 cocrasuia 0,102 u 1,072 na 100 000 B rox
y neteit Maaaie 9 jiet u y neBoyek B Bo3pacte 10—19 et cooTBeT-
cTtBeHHO. HampoTtuB, 3a0601€BaeMOCTb Cpeir XeHIUH cTapiie 20
net coctansiet 11,446 Ha 100 000. [Tuk 3a6016Ba€MOCTH MPUXO-
nutcs HaBo3pact 15—19 et. Haubonee yacto Berpevatores ' KO —
85 %, 8 % — snUTENNANTBHO-KIECTOUHBIN pak U 5 % — OIMyXoJu
TTOJIOBOTO CTPOMAJTLHOTO Tsia. [eHeTnIecKast mpenpacmioiokeH-
HocTb K nossiennio 304 npucyrcrsyer B 5—10 % Bcex ciiyyaes
1 OTTYXOJIX B JISTCKOM BO3PAcTe HE UCKITIOUEHNE.

Iean u 3aaa4u — U3yyeHUe aHAMHECTUYECKUX U KIMHUKO-
Mopdoiorndeckux ocobeHHocreit Teuenus 305 y mereit mo
naHHbIM oOpaitaeMocTtu B I'Y «PecnyOnmKaHCKUIA OHKOJIOT4e-
CKMI HayYHBIN LIEHTp» MUHUCTEPCTBA 3IpaBOOXPAHEHMS U CO-
LUaabHOM 3a1UThI HacejaeHus: Pecnyonuku TamkukucTaH.

Marepuaisl U mMetoapl. [IpoBeneHO cpaBHEHUE KIMHUKO-
aHaMHecTH4YecKux ocobeHHocTeir 47 cinydaeB 304 y nereii,
MOJyYaBIIMX CTICHMATIBHOE JICYCHUE B OTACICHUHN IETCKON OH-
kojorun I'Y «PecnybnmKaHCKUIA OHKOJOTMYECKUI HayYHbBII
LeHTp» MUHHMCTEPCTBA 3APaBOOXPAHCHMSI M COIMAIbHON 3a-
muThl HaceneHus: Pecriyonuku Tamkukucrad. J1as BeIIBICHUS
KJIMHUYIECKUX MOPGDOJOTUUESCKUX OCOOCHHOCTE MEXIy IpyI-
MaMM TIAIlMeHTOB ¢ TMCTOTUIIAMU «TepaTobiactoma» (n = 17)
U «IUCTepMUHOMay (7 = 25) Bce MallMeHThI ObUIM pa3neicHbI Ha
2 IPYIIIHL.

PesyabraTel. Bospact neteit ¢ 304 npu nepBUYHOM IOCTY-
IUICHUU B OTAEJEHME IETCKOM OHKOJOTUM BapbupoBal oT 1 roia
no 17 ner u B cpeaHeM cocTaBisia 12 ynet. Mi3yyeHue aHamHe-
3a BBISIBUJIO, 4TO B 15 (32 %) cinyvasix pogutenu aereir ¢ 3051
COCTOSIIA B OJIMBKOPOJACTBEHHOM Opake W Hapsiay ¢ 3TuM B 20
(42,5 %) HaAOMIOACHUSIX MMEIM OTSTOLIEHHYIO HAaCJIeICTBEH-
HOCTb 10 OHKOJIOTMYECKUM 3a00JIeBAHMSIM.

PA3QAEN IV

B 3aBucrMMoOCTH OT peroHa MpOKMBaHUSI MAIMEHTHI pacrpe-
JEJIVITACH clieayrolnum oopasom: dyman6e — 10 (21,3 %) ciyya-
eB, PPIT1 — 13 (27,7 %), XatnoHckas obxacts — 19 (40,4 %), Co-
rauiickast o61actb — 5 (10,6 %) u Hu ogHoro ciydas u3 [BAO.
N3 cenbekoit MecTHOCTH OBLTO 26 (55,4 %) nereit, 21 (44,6 %) —
U3 ropoaoB. B pesyibrare mpoBeaeHHOIO MCCIeq0BaHUsSI ObLIO
BBISIBJIEHO, YTO OCHOBHBIMU XaJIoOaMU MPpU MOCTYIIEHUU ObLIN
00/ ¥ MaJIbIIMpyeMoe 00pa3oBaHKe B OPIOIIHOM TTOJIOCTH, KO-
Topoe umesio pazmepbl 10 10 cm B 19 (40,4 %) ciaydasx u Gojiee
10 cm — B 28 (59,6 %). Y3-KapTrHAa OMyXOJIM XapaKTeprU30Balach
KaK OITyXOJICBUIHOE 00pa30oBaHME HEOMHOPOTHON/KHMCTO3HOMU
CTPYKTYPBI, C TUIOTHBIMU CTEHKaMHU, MHOTOKaMepHOE, C BKJIIO-
YEHUSIMU, OYTPUCTOE, TOCTUTAIOIIEe 3HAUUTEIbHBIX Pa3MEPOB —
40—400 mMm. Cpenaue 3HaueHUst oHkoMapkepa ADIT cocraBrin
155 En/min, Ca-125 — 87 En/mi, uto mipeBbIiano pedepeHCHbIE
3HaueHUs. JucrepMrHOMa BCTpedaaach 0ojiee YeM B TIOJIOBUHE
ciayuaeB — 25 (53,2 %). CTaTUCTUYECKU 3HAYMMBIX pasinduii
B KJIMHUKO-aHAMHECTUYECKUX MOKa3aTeIsIX MEXIY pa3IudHbI-
MU THCTOJOTUYECKUMU BapraHTaMU BBISIBJIEHO HE ObLIO.

BoiBoabl. [TpoBeneHHBIN CpaBHUTEIBHBIN aHATN3 HE BBISIBIIT
CTATUCTUYECKH 3HAUYNMBIX KJIMHUKO-aHAMHECTUICCKUX Pa3JIH-
Yuyii B rpyIax 00JbHBIX C y4eTOM MOP(OJOrMYeCKIX BapUaH-
TOB «IMCTEPMUHOMA» U «TepaTodnacToMa». OQHAKO UMEI0 Me-
CTO IMOBBIILIEHHOE 3HAYEHKE TToKa3aTeieii oHKoMapkepoB ADIT,
Ca-125 u pa3mepoB OMyxoJau B Ipyrmre AeTeil ¢ Mopdooru-
YEeCKUM THUIIOM «TepaTobsiactoma». [losydyeHHBbIe pe3ysIbTraThl
MOATAJKUBAIOT K MaJbHEUIIIEMy MCCJIeIOBAaHUIO B TAHHOM Ha-
MpaBieHUY B LEISIX MOBbIIeHUS 3 deKTuBHOCTU audde-
PEHLIMAIBHOM AMAarHOCTMKM Ha [OOMNEPAllMOHHOM 3Talle, YTO
B CBOIO OY€pe/ib ITO3BOJIUT YJIYUIIUTh PE3YJIbTaThl JICUCHUST JaH-
HOIi KaTeropuu OOJIbHBIX B YCIIOBHSIX HAIICi PECITyOIMKM.

JleyeHue peyupuBoB capkomMbl HOuHra

y aemel. flecamunemuui onbim HHK

Aemckoli OHKonoruu u remamonoruu
um. akapg. PAMH JI.A. lyproBa

K.A. Yremesa, O.M. Pomanunosa, M.M. Edumosa,
B.B. Xaiipyanosa, E.B. Tiopuna, I1.JI. Ilpumen
HUU JIOul um. akao. PAMH JI.A. Aypnosa ©®I'BY «HMHUII onkonoeuu
um. H H. broxuna» Munsdpasa Poccuu, Mockea

AxTyambHOcTh. CHO — 2-4 110 9acTOTe Cpeu IIepBUIHO 3J10-
KayeCTBEHHBIX OIYyXOJIeil KOCTEH y IeTeil U TMOAPOCTKOB, KOTO-
pasi XapaKTepHu3yeTCsl BBICOKOArpeCCMBHBIM TEUCHHEM U OIM-
HaKOBOI CITOCOOHOCTBIO IMOpaxkaTh KaK KOCTH, TaK U MSTKUE
TKaHu. O011as 5-71eTHSIST BbKUBAEMOCTD IeTei ¢ JOKaIU30BaH-
HOI1 (popMoii 3a60J1eBaHKS cOCTaBIsAeT 65—75 %, a ¢ mepBUYHO-
MeTactaTuueckoi hopmoit — 20—30 %. B 30—40 % ciyuaeB nipu
CIO Bo3HMKAIOT pelInaANBEI 3a001eBaHusA. [10 TaHHBIM MUPOBOM
nurepatypbl, OB B 3T0li TpyIime nareHTOB COCTABIISIET OT 13 10
50 %. Tepanestuueckue onunu npu peunanse CHO orpannye-
HBI B CBSI3U C TOKCUYHOCTBIO, HAKOTJIEHHOM MTPY MPEaIIeCTBYIO-
meM JedeHnr. CorjlacHO JaHHBIM 2 ITPOMEXKYTOUHBIX aHAJT30B
uccinenosanusi TEECur, onyonukoBanHbix ASCO B 2020 1., rae
cpaBHUBaJach 3(M(HEKTUBHOCTh HMPUHOTEKAaHA/TEMO30JIOMUIA
C TOTIOTEKAHOM M BBICOKOIO3HBIM Mpochamumom, cxema VIT
rnokKasaja MEHbIIYI0 3(P(PEKTUBHOCTD, YCTyMasi ABYM IPYTUM,
OJIHAKO MpHU aHajJu3e Hallero uccieaoBaHusi 3PEOEeKTUBHOCTh
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9TOI KOMOMHAIIMK ObLTa BbIlIE, a TeMaToJ0oThYecKasi TOKCUY-
HOCTb HUXE, YeM TTPU MPUMEHEHUM IPYTHX CXEM ITPOTUBOPEIIM -
nusHoii ITXT. Onupasice Ha faHHBIE UCCEA0BATEIbCKUX TPYIIII,
HauOONbIIMI TepaneBTUUeCKUil 3¢hdeKkT Habmomaercs Mpu
ucnonb3zoBanuu BIAXT ¢ mocaenyromeit ayro-TI'CK, ogHako
STOT BUII JIUEHUSI COMIPSIKEH € yBeIMYeHUueM TOKCUuYHoCcTU. Co-
rIaCHO MUPOBBIM MccaeaoBaHusiM, pumeHeHnue BIXT ¢ mo-
caenytomeir ayro-TT'CK moseiiraer OB 1o 60 %. Takke cTouT
OTMETHUTh, YTO KaK IMPU KOHAMIIMOHUPOBAHMM TOHMKEHHOMU
MHTEHCUBHOCTU, TaK WM TMPU KOHAMIMOHMPOBAHUU BBICOKOM
vHTeHCcUuBHOCTU ¢ nocaeaytouiei anno-TICK, ans CHO Huka-
KOl pa3HUIIbI B pe3yjbTaTax He 0OHapyxkeHo. TakuM o0pa3oMm,
JaHHbIE MUPOBOI JUTEpPaTyphbl IMOKA3bIBAIOT HEOOXOMUMOCTh
JaJbHeUIIero yayJdllieHusl pe3yabTaToB JIEUeHUsl y TMallMeHTOB
¢ peuuauBamu CIHO.

Ilemn u 3amauu — OleHUTH 3(DGHEKTUBHOCTH TTPOTUBOPEIIN-
JNUBHOTO JieyeHud y aereit ¢ peuunuBamu CIO.

Marepuainsl 1 MeToapl. 3a mepuon ¢ 2013 mo 2023 . Obputn
MPOAHATM3UPOBAHBI JaHHBIE 56 TAIIMEHTOB, Y KOTOPBIX BbISIBJICH
peunauB 3a6oneBanus. B 12,5 % ciayuyaes (n = 7) ObUT BbISIBJICH
M30JIMPOBaHHBIN perunus, B 83,9 % (n = 47) — MeTactaTuuec-
Kkuit, B 3,5 % (n = 2) — KOMOMHUPOBaHHBIN. 3a BpeMst HabJII0-
neHust ymepau 33 (58,9 %) nanumenta, uz Hux 32 (96,9 %) ot
ocHOBHoOTrO 3a6oeBanus, 1 (3,1 %) OoT MHMEKIIMOHHBIX OCIOXK-
HEHUI, BO3HUKIITNX Ha (hOHE TIPOBOAMMOTO JICUEHMUSI.

Pesynbratehl. [Ipu paHHUX peuuauBax HauboJjiee 4acTo UC-
MOJIb30BAJIMCh 2 CXEMbl: BUHKPHMCTHH/TOITOTEKaH,/IIMKIO(POC-
damvun (VCT) u BuHKpuCTUH/upruHOTeKaH,/Temo3omomu (VIT).
YacToTa MOJIOKUTEILHOTO OTBETAa MIPU MCITOIb30BAHUM CXEMBI
VIT cocraBuia 60 %, a BpeMst 10 IIporpeccupoBaHust — 7,6 Mec.
ITpu ucroabp30BaHUM CXEMBI C TOTIOTEKAHOM YacTOTa OTBETA CO-
craBuia 45 %, a Bpemst 10 miporpeccupoBanust — 7 Mec. Takum
obpasoM, cxema VIT nmokazana 60ib11yio 3(pHeKTUBHOCTL HAPsI-
Iy C MEHBIIIe TOKCMIHOCTHIO. TaksKe B OTIIMYME OT IIPUBBIYHOTO
pexXruMa KOHIUIIMOHUPOBaHUS OycynbhaH/MendaiaH B HallleM
HCCIIeIOBAHNN MCITOIB3YETCs PexKUM TpeocyabdaH/MemdanaH,
B CBSI3U C YeM MBI OXKMIAeM TOOUTHCS eIlle MEHBIIEH TOKCUIHO-
CTHU OT TPOBOJAMMOI Teparuu, HO TOCTATOUHOU 3(pheKTUBHOCTU
B ITOTIBITKE TOCTUYD IJIUTEIBHON PEMUCCHM.

BreiBoapl. Mcxon mis mauueHToB ¢ peunnuBamu CHO ocra-
€TCs1 HeOJIaronpUsITHBIM, a CTAHAAPTHBIM MOAXO K MX JIEYCHUIO
elle He ycraHoBJieH. [IpoBoayMMble MCCIIEIOBaHUST TTO3BOJISIOT
onpeneuTb Hanbosee 3PPEeKTUBHBIE CXeMbI TPOTUBOPELININB-
Horo JyiedeHus. TpeOyeTcs manbHeilee MyJIbTUANCLHMIUIMHAD-
Hoe u3ydyeHue pakTopoB MPorHo3a, 3PPeKTOB Pa3TUIHBIX CXeM
U TIPOTOKOJIOB IIPOTUBOPELIMIMBHOTO JICYCHHUSI, a TAKXKE BKIIIO-
yeHue B nporpammy Tepanuu BJIXT ¢ ayro-TI'CK.
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Il 2023

JloxHoNnoNoxuUMenbHbie
U NoHOOMpuuamenbHbie pe3ynbmamabl
B Aepmamockonuu y gemeil.

KnuHuYyecKue npumepbl

P.U. Xa6aposa!, C.A. Kyaepa'- 2, E.M. Cenuypos!,
9. I'ymoarosa!, E.A. Muxaiinosa', K.M. BopokmmuHosa'
'QIBY «HMHUI] onkonocuu um. H.H. [lemposa»
Mumnzopasa Poccuu, Cankm-Ilemepbype;
2OIBOY BO CIIGITIMY Munszopasa Poccuu

AKTyansHOCTh. HOBOOOpa30BaHMSI KOXM y IETeil KaK BPO-
JKIEHHOTO, TaK M TIPUOOPETEHHOTO TeHe3a KpaliHe pasHoo0pas-
HBI U B psne ciydaeB auddepeHInanbHass TMarHOCTAKA ITyTeM
ITOBEPXHOCTHOM MUKPOCKOIMU CTAHOBUTCS 3aTPYTHUTEIBHOIA,
TpeOysl pacro3HaBaHUS IEPMATOCKOIIMUECKOIO IaTTepHa BJie-
MEHTa C y4eTOM MOP(OIOrnIecKOoro moamMopdm3mMa u pucka
3JI0KaYeCTBEHHOCTH.

IMemu u 3amaum — OTPa3UTh CIydau JTOXKHOIOJIOXMUTEIbHBIX
M JIOXKHOOTPULATEIbHBIX PE3YJIBTATOB €PMAaTOCKONUU 10OpPO-
KauyeCTBEHHbIX METAHOLUTAPHBIX HOBOOOPA30BAHUI 1 MEJIAHO-
MBI KOXHU Y IETEH.

Marepuaasl U Metoapl. B pabGoTe mnpeacraBiaeHbl clydyau
JIOXKHOTIOJIOXKUTEIbHBIX M JIOXKHOOTPULATEIBHBIX Pe3yJibTa-
TOB IPU JI€PMATOCKOIMYECKOI AuarHocTuke HeBycoB Lllmuiy/
Pupga n MenaHoMbl KOXM, BO3HUMKIIEH Ha (pOoHE BPOXKIACHHOTO
IMTaHTCKOTo HeByca. Ipymnmy maiueHToOB cocTaBUau 67 nereit
U TIOAPOCTKOB ¢ HOBOOOPA30BaHUSIMU KOXU, HAOI0JaBIINECS
B ®I'BY «HMMUII onkonorun um. H.H. ITerpoBa» MuH3npaBa
Poccun ¢ 2016 o 2022 1. Mi3yyaemyro rpyIiy COCTaBWIN ACTH
co cloXHBIM (n = 22; 32,8 %), nepmaibHbiM (n = 30; 44,8 %),
roiyosm (n = 2; 3 %) HeBycamu, HeBycoM Llnui/Puna (n = 4;
5,9 %), KanwLIsIpHO-100YJ1sipHOI remMaHruomoii (n =7; 10,5 %)
1 MestaHoMoii Koxu (n = 2; 3 %).

Pe3yabTaThl. AHAIU3 1epMaTOCKOIMMYECKOTO MaTTepHa ObLI
BBITIOJTHEH TI0 OOIIENPU3HAHHBIM KPUTEPUSIM, OTPakKe€HHBIM
B npasuie ABCDE, 11-no3uiinoHHOM TecTe, 7-MO3UIMOHHOM
Tecte. JIOXKHOMOJIOXKUTEIbHBIA pe3yabraT ObUT 3adUKCUPO-
BaH y 2 manueHToB ¢ HeBycoM IlImui/Puma. B oboux ciyvasix
JlepMaTOCKOMUYeckasi KapTUHA IIMUIIOMAHON OIyXoju Oblia
npeacTaBieHa KOMOWHAUMSIMM aTUIMYHOTO TaTTepHa (He-
POBHBIE TpPaHUILIBI, «Oeyo-roydas» Byalb, TMIEPIUTMEHTHBIC
00J1acTU, KJISIKChI, (PEHOMEH <«3BE3HOI BCHBIIIKW»), MPOLECC
ObLT OLIEHEH KakK BeposiTHas MeiaaHoMa [llnuil. B cooTBeTcTBUMA
C KpuTepusiMu pa3padbotaHHoi B LleHTpe mpakTUYEeCKOU IIKa-
Jbl BASE-SCRAG 0bL1M onpeaeeHbl aOCOMIOTHBIE TTOKa3aHUs
IU1s1 ynaneHust onmyxoJjeit B cuity BP 310kauectBeHHocTH. [1ato-
MOPGOJIOTUYECKH TaHHbIE 32 aTUIUIO MOATBEPKACHBI HE ObLIH,
00a ciyyass COOTBETCTBOBAJIM NOOPOKAYECTBEHHBIM HEByCaM
Imui/Puna, 4To OTpa3wyio TUIIEPAMATHOCTUYECKYIO HarpaB-
JICHHOCTb U OMPEIEIUIO JIOKHOIOJOXUTEIbHbBINA pe3y/bTar.
JloxHOOTpULIATETbHBIM TIPU3HAH Pe3yabTaT JePMaTOCKOTUU
nanueHTa 2 JIeT ¢ SMUTEJIUOUIHOKIETOYHO MaJTOMMUTMEHTHOM
MeJIaHOMOM, pa3BuBIleiics Ha (hOHE BPOXKIEHHOIO TUTAHTCKOTO
paccesiHHOTro HeByca KOXU rojioBbl. [1py moBEepXHOCTHO MUKPO-
CKOITMU HOBOOOPa30BaHUE UMEIO JOOPOKAYECTBEHHBIN MaTTepH
(TUTIMYHBIE TOYKU, TJI0OYJIbI, perpecc MUrMeHTa 1o rnepudepun)
W He TpeTepreBajo U3MeHEeHUl ¢ TeueHueM BpemeHu. Ilocie
3MK130/a TpaBMaTU3allMK1 yyacTKa HeByca 1epMaTOCKOIMUYECKUIA
KOHTPOJIb TaKXe He MO3BOJWJ BBISIBUTh MPU3HAKU ATUIIUU.
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MenaHoMa KOXH y JaHHOTO OOJIbHOTO ObljIa AMArHOCTMPOBaHA
Ha CTaAuy AMCCEMUHUPOBAHHOTO Tpoliecca ¢ MOpaXkeHUeM pe-
ruoHapHbIX JIY, nerkux, KM.

BoiBoapl. C y4yeTOM AOCTAaTOYHO HU3KOrO pHCKa O03JI0Ka-
YECTBJICHUS OMYyXoJieil KOXM y MallMeHTOB JIETCKOIro BO3pacTta
XUPYPruyeckoe McceUyeHue TMUTMEHTHBIX HOBOOOpa30oBaHUt
B CJIy4dasix JOXHOTMOJOXUTEIbHBIX pe3yJIETaTOB 16PMAaTOCKOMUU
no OoJibllielf YaCTM HOCUT TPEeBEHTUBHBIM XapaKTep, OJHAKO,
YUUTBIBAsl HAJIMUYKE JIO(KHOOTPULIATEIbHBIX Pe3yJbTaTOB U BO3-
MOXHOM r'MIOAMAarHOCTUKM KpaliHe peiKo BCTpeyaloleics Me-
JIJAHOMBI Yy AeTel, Mpu AMHAMUYEeCKOM HaOJII0eHUN HeOOX0a1-
MO oOpallaTb BHUMaHME Ha JII0Oble U3MEHEHUs KIMHUYECKO
M IepMaTOCKOMUYECKON KapTUHBI MeJIaHOLIUTaApHBIX 00pa3oBa-
HU (CTIOHTaHHbIE U MOCTTpaBMAaTUUYECKUE), KOTOPbIE TPeOYIOT
He3aMeIJIUTeNIbHBIX TepareBTUYECKUX MEPOTIPUSITUIA.

TpomGomuyeckue remocmasuonamuu
y Aemeii

C.A. Xonynesa!, 1.I1. Pomamesckas®
YO «lomenvckuil cocyoapcmeennvlii MeOUYUHCKUT YHUGepCUmem»,
Tomens, Pecnybauxa benapycs;
2I'Y «Pecnybaukanckuil HAy4HO-NPAKMUYeCKUl yeHmp paouayuoHHou

Meduyunbl u 3K0102ul yenogexka», lomennv, Pecnybauxa bearapyce

AKTyalIbHOCTB. PacripocTpaHeHHOCTb TPOMOOTHUIECKIX TEMO-
CTa3uoIaTuii B IETCKOM MOIYJISILUU U3ydeHa HeA0CTaTOuHO. Tem
HE MeHee B TeUeHHUE TOCIEAHUX JIET YacToTa TpPOMOO30B Y AeTeit
yBeuumiach Ha 70%. VI3BeCTHO, 4TO ITaToreHe3 TpoMOO030B Mpa-
KTUYECKH BCETJIa KOMIUIEKCHBIN: TpoMOodmius; (poHOBOE 3a00-
JIeBaHME; ITyCKOBOM (hakTop. OCcOO0ro BHUMAHUS 3aCIy>KUBAIOT
HacJeICTBEHHbIe TPOMOOMUINM, KOTOPBIE YK€ C IETCKOTO BO3pa-
CTa MOTYT COTNPOBOXIATHCI CTOMKUMU HAPYIIEHUSIMU B CUCTEME
reMocTasa M 3HauyMMO M3MEHSITh PUCK TpoM0OO3a IpU IeHCTBUMN
pa3IMUHBIX MYCKOBBIX (pakTOopoB. Ha cerogHsmHuii AeHb AUCKY-
TUPYETCS CTENEHb PUCKA T€X WJIM MHBIX TPOMOOT€HHBIX TEHETUYE-
cKux nonmMopdu3MoB. B To e BpeMst paHHee BbISIBICHUE TeHe-
TUYECKU ICTEPMUHUPOBAHHOW T€MOCTAa3MOMNATUM CITY>KAT OTHUM
W3 peaTbHbBIX (haKTOPOB MTPOGUIIAKTUKI TPOMOOTHIECKUX Y TPOM-
005MO0JIMYECKUX OCIOXHEHUN Y TTAllMeHTOB JIIDOOro BO3pacTa.

Ilenm 1 3a7a4n — OLIEHUTh PUCKY TPOMOO30B Y IeTei 1 MO/ -
POCTKOB.

Marepuanbl 1 MeToabl. Bcero Obuin o6ciienoBaHbl 64 a-
1MeHTa B Bo3pacTe oT 1 cyTok a0 20 jeT, UMeBIINX pa3uyHbIe
BUIBI TPOMOOTHMYECKUX TTPOsIBIeHU. Bcem maneHTaM mpoBe-
JIEHO JJabopaTopHOe 00cCeIoBaHNe, HallpaBJICHHOE Ha JUarHo-
CTUKY BPOXIEHHOI TpoMOoGWIMu M aHTUDOCHOMUTUIHOTO
cunapoma (ADC): yposenb antutpom6uHa 111 (ATIII), npote-
nHoB C U S, a Takke aHTUTENA K B2-TJIMKOMPOTEUHY U Kapau-
onununy u3otunos IgG, IgM, BomyaHOYHBIA aHTUKOATYJISIHT,
YPOBEHb TOMOLIMCTEMHA B KPOBU. MOJIEKYJIIPHO-TeHETHYE-
CKO€ TECTUPOBAHUE BKJIIOYAJIO TPOMOOIEHHBIC MyTallMU U I10-
JuMopdu3Mbl: MyTaius B reHe dakTopa V (FV Leiden), B reHe
nporpombuHa G20210A, nonumMopdpusMbl B reHe MHTHMOUTOpa
akTuBaropa IuiazMuHoreHa (PAI-1-675-4G/5G), B reHe MeTH-
neHrteTparuapodonarpenykrassl (MTHFR-677-C/T).

Pesynbratel. B42 % ciyyaes (n = 25) TpOMOOTHUYECKUX T30~
JIOBY AeTe} U MoAPOCTKOB AMarHocTupoBaH TT'B HUXKHUX KOHeu -
Hocreil. TpoM003bI B 6acceitHaX BOPOTHOM M TTOJIBIX BeH — 23 %
(n = 14); BeHbI BepXHUX KOHEYHOCTEN, MOAKIIOUMYHAST BeHa —
10 % (n = 6); TPOMOO3 BEHO3HOTO CHHYCa TOJIOBHOTO MO3ra —
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y 10 % obGcnemoBaHHBIX (1 = 6); HapylIeHHE MO3TOBOIO KpO-
BOOOpalLleHMs 10 uilleMudeckomy tuiy — 10 % (n = 6); Tpom-
603MO0MsT JIerouHbIX aprepuit — 3,3 % (n = 2). Y 1 (1,7 %)
nalneHTa IMarHOCTUPOBAaH TPOMOO3 COHHOI apTepun. JInaraos
BPOXIEHHOI TpoMOobuIny BepuduLmpoBaH y 56,6 % (n = 34)
00CIIeIOBAaHHBIX IETeif M IMOAPOCTKOB. BapuMaHTBI BpOXKIEH-
HOW TpoMOOGWINK pachpeneuanuch CIEIYIOIMUM 00pa3oM:
18 % — rereposurorHad Myrauus B reHe FV Leiden; 6 % — B reHe
npotpombuHa G20210A, TeTepOo3UroTHbI BapuaHT; Ae(DULIUT
ATIII muarHoctupoBaH y 4 (12 %) mauumeHTOB; FOMO3UIOTHAsI
mytaumsi rena MTHFR C677T (T/T) ¢ runieproMoiMcTenHeMM -
et — 17 % (n = 6) ¥ TOMO3UTOTHAsI MyTallMsl B TeHE MHTMOUTO-
pa akTuBatopa rasmuHoreHa (PAI-1 - 4g/4g) — 47 % (n = 16).
ITyckoBbIMU (haKTOpaMu BEHO3HBIX TPOMOO30B y IMaLIMeHTOB 0e3
TpoMOOGUINK SIBUTUCH (POHOBBLIE 3a00JieBaHUSI U CBS3aHHbIE
¢ aumu ocinoxHeHust: OJIJI (n = 5); JIX (n = 2); mapeHTepaib-
Hoe nuTaHue (n = 1); orepaTUBHbIE BMeLIaTeIbCTBA (1 = 2);
ayTouMMyHHBIe 3a0oeBanus (n = 2) u ADC (n = 1); nuccek-
1IMsI BHYTpeHHeN coHHolt apTepuu (n = 1); cunnpom Ilemkera—
Ipetrepa (n = 2) u aprepunt Takasicy (n = 1). Kimmandeckast
MaHHpecTaus BpOoXIeHHON TpoMbodumum B 63,3 % ciyyaeB
HaOuromanack B Bospacte crapiue 10 ser. I1pu stom B 64 % Ha-
OMoAeHU TPOMOO3bl BOZHUKAIU CIIOHTAHHO, O€3 BO3AEICTBUS
TIOTIOTHUTEIBHOTO TPOMOOTEHHOTO (haKTopa.

BoiBoabl. HacnencrBeHHast TpoMOOGMIMS SIBISIETCSI Bedy-
muM (GaKTOpOM TPOMOOTEHHOro pucka y nereil (56,6 %), 4to
JTUKTYeT HEOOXOIMMOCTD ITPOBEICHUS MOJICKYJIIPHO-TCHETHYC-
CKOTO TeCTUPOBAHMUS MPU JTIFOOBIX TPOMOOTUYECKUX COOBITUSIX.

AKMuBHbI{ NOAXOA KYynupoBaHus
OCNOM¥HEHUl NOKaNbHOro NeyYyeHus

pemuHobnacmombol

A.M. Youaesa, A.A. SIpoBoii
DPIAY «HMUI] MHTK «Mukpoxupypeus eraza»
um. akaod. C.H. ©edoposa» Munszdpasa Poccuu, Mockea

AKtyanapHOCTh. PBb — camast pacripocTpaHeHHas 3JI0KauecT-
BEHHasl OIyXOJIb CETYaTKU y JAeTel MJIaIIlIero Bo3pacTa, HEPEeIKO
TpeOyroIasi MHOTOKOMITOHEHTHOTO JiedeHusl. [IpoBonnmast mmep-
BbIM 3TanoM XT MoXKeT MpUBOAUTHL K BHYTPUIJIA3HBIM OCIOX-
HEHUSIM TPaHCCYIATUBHO-TEMOPPArnIecKoro M TOKCHYECKOTO
XapakTepa, KOTOpble 3aTPYAHSIIOT BU3yaTu3aluio [JIa3HOTO JHA,
BCJICJICTBHE YErO CTAHOBUTCS HEBO3MOXKEH BU3YaJbHBI KOHT-
POJIb 32 OMYXOJIbIO.

Iemm u 3aga4n — IPEACTaBUTH METO KYTTMPOBAHUS OCJIOKHE-
HUI XUMHOTEparneBTUIecKoro jeueHus Pb.

Martepunansl 4 MeToapl. C 2015 o 2023 1. B oTaene obraib-
mooHkKoJioruu 1 paguojorun HMUIL MHTK «Mukpoxupyprust
maza» uM. akana. C.H. @enoposa ObLIO BBINIOJHEHO 15 KypcoB
(ot 1 mo 3) peTpobynbbapHoil MHGY3MoHHOM Teparu (PUT) 11
nauveHtaM (11 rna3z). Bo3pacT maiyeHTOB Ha MOMEHT JieUeHUsI
BapbupoBai ot 10 o 57 mecsueB (cpeaHuii — 25 mecsimeB). bu-
HOKyJsipHas ¢opma PB Obuta mmarHoctrpoBaHa y 6 OOJIBHBIX,
MOHOKYJIsIpHast — y 5. EnmmHCTBeHHBIE T71a3a OBLTH y 3 TTalMeH-
ToB. CuctemMHas XT npoBonuiack 9 6071bHBIM B 00beMe OT 1 10
6 KkypcoB; nokanbHas XT: cesekTuBHas uHTpaaprepuanbHas XT
npoBoauiach BceM 11 mamueHTam B oobeme OT 1 10 4 Kypcos,
uHTpaBuTpeanbHast XT B o0beme oT 1 10 7 KypcoB Obljia BBITION-
HeHa 7 6onbHbIM. Ha MomeHT BoinosiHeHus1 PUT y 7 mauyeHTOB

~ 56 ~
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HabJofaach KIMHUYECKU TOJTHAs perpeccust onyxonau, y 4 —
yacTuyHasi. Ha doHe nmpoBoaumMoro yiedeHus y neTeil BOZHUKIU
OCJIOKHEHUSI B BUIE KPOBOMUBIUSIHUS B BUTPEAJTbHYIO MOJOCTh
pPa3IMYHON CTeNeHU BbIpakeHHOCTU (n = 11), peTuHOMNaTus
(n = 4), HeiipopeTnHomaths (n = 6). YcTtaHOBKa peTpoOyIE0ap-
HOro KaTeTepa MpOBOAWIACH B OMEPALMOHHOU MOJ HAapKO30M.
JlekapcTBeHHbIe TpernapaThl (AHTUOKCUIAHTHBIE, TeMocTaTuye-
ckue, 'KC) BBonunch B oTaeeHUM 6 pa3 B IeHb B TeueHue 8—11
JHE, 103bl OBbLIM pacyUTaHbl UHAUBUAYAIbHO.

Pesyabratel. Y 10 nmauuenroB (10 m1a3) orMedeHa MOJIOXKU-
TeJIbHAasl TUHAMWKA B BUIE KyMMPOBAaHUSI TPaHCCYIAaTUBHO-TE-
MOpPparndeckux M TOKCUYECKUX M3MEHEHWIH Ha TJIa3HOM JIHE.
VY 1 6onpHOrO HabGMIOAATOCH COXpaHEHME TJIOTHOTO reModTalb-
Ma, B pe3yJIbTaTe Yero BBIMOTHEHA BUTPIKTOMUSI C OTHOBPEMEH-
HoO uppuranueii menadaiana. ETMHCTBeHHBIE T1a3a ynaaoch co-
XpaHUTh BCEM 3 TIallUEHTaM.

BoBoabl. PUT sBnsietcst 3pheKTUBHBIM METOAOM KYITUPOBa-
HUS OCJIOXKHEHUH MOCye XUMUOTepaneBThYecKoro jeyeHus Phb.

OcobeHHOCMU KNUHUYECKOro npoABNEHuUA
U CKopocmu focmMuKeHusa MoNeKkynapHoro
omBema Ha mepanuio umamunubom y gemeil
B BO3pacme 0 6 nem ¢ XpOHU4YECKUM
MUEJIOUAHbIM JIelIK030M (aHanu3 onbima
HUM AOTuT um. P.M. F'op6ayeBoil u HMUL

OHKonoruu uMm. H.H. bnoxuHa)

I1.B. IlleBenena', E.B. Mopo3sosa!, A.A. Ocunosa',
T.T. Banuen?, O.B. ITauna', O.A. Ciecapuyk', K.A. Exymos!,
T.JI. Tnnauna', H.H. Mamaes', E.A. U3maiinoBa',
N.M. Bapxaros!, T.A. brikosa!, E.B. Cemenona',
A 1. Kynarun', JI.C. 3yoapoBckas!
THHH JIOTuT um. P.M. Topbauesoi @IBOY BO IICIIoIMY
um. akad. U.11. Ilaéroea Munzopasa Poccuu;
HUH JJOul um. akao. PAMH JI.A. lypnosa @I'BY « HMHUII onkonoeuu
um. H H. broxurna» Munzdpasa Poccuu, Mockea

AKTyalIbHOCTb. XpOHMYECKUI MUEIOUIHBIN Jieitko3 (XMJI)
SIBJISIETCSl KpaliHe peakuM 3abosieBaHueM Yy neteil mo 15 et
(1 cmyyaii Ha 1 MJTH B TOx). AHAJIM3 JAaHHBIX B BO3PACTHBIX TPYII-
max 10 6 JieT IIpeCcTaBieH B OrpaHUYEHHOM KOJIMYECTBE.

Ilesn u 3a3a491 — OLICHUTH OCOOEHHOCTU KJIMHUYECKOTO IPO-
SIBJICHUSI U CKOPOCTH JOCTMIKEHUSI MOJICKYJISIDHOIO OTBETa Ha
Tepanuio UMaTUHUOOM Yy JAeTeil paHHEeTro U AOIIKOJIbHOIO BO3-
pactoB ¢ XMJI.

Marepuajsl 4 MeToabl. B uccienoBaHue BKIIOUEHBI 15 ma-
LIMEHTOB (Malbuuku — 8, neBouku — 7) ¢ XMJI ¢ MeauaHoit
Bo3pacrta 4 roma (ot 7 mec mo 6,6 roma). Ha MoMeHT mocra-
HoBKM auarHo3a 12 (80 %) GOJbHBIX HAXOAWJIMCh B XPOHM-
yeckoit ¢aze (XD), 3 (20 %) — B ase akcenepaunu (DA).
WHuimanbHO ypoBeHb JIEWKOLMTOB B  nepudepruieckoi
KpoBu Kosiebasicss ot 36 x 10°/nm mo 500 x 10°/1 (MeamaHa —
120 x 10°/1) u TpombGoumToB ot 180 x 10°/m mo 700 x 10°/n
(memmnana — 395 x 10°/m). CrimeHoMeraaust otMevanach B 66 %
ciydaeB (n = 10), MeauaHa pa3MepoB Cee3eHKU U3-TI0J Kpasi
pebepHOIi YT TI0 CPeTHEKITIOUMYHOM JIMHUM COCTaBIsIa S CM
(mnamazoH — 2—18 cM). Jlo Havana Tepanuu UMaTUHUOOM 9 ma-
LIMEHTOB MOJIyYaIy TUIpOKCUKapdbaMu, n3 Hux 2 B MA B KOMOU-
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HallUM C IPYTMMU Npenaparamu (LuTapadbuH — 1, uurapabuH +
uHTepdepoH — 1). MeanaHa cTapTOBOI 1036 UMAaTUHKOA COCTa~
Bwia 300 mr/m?/cytr. MeauaHa BpeMeHU OT MOMEHTA ITIOCTAHOB-
KU JIMarHo3a 10 Hayaja TapretHoi Tepanuu — 12 (2—61) nHei,
y 2 MalMEeHTOB ObLIO MO3HEE HaYaa0 Teparmuu UMaTUHUOOM (23
1 36 Mec) B CBSI3M C IOCTAHOBKOM AuarHo3a no nosipaeHuss MTK.
Ouenka otseta Ha Tepanuio UTK mpoBoauiacs ¢ ucnosib3oBa-
HMeM KputepueB EBpormeiickoil opraHu3aiuy I0 W3YYEeHUIO
neiiko3oB (European LeukemiaNet).

Pesyabratel. [TonHbiii rematonorndeckuii oreet (I1T'O) Ha
3-i1 MecsLl Tepanuy UMaTUHUOOM HOCTUrHYT y 13 (87 %) Goiib-
HeIX. [Tomabri mutoreHeTnaeckuii oreet (ITLIO) — y 12 (80 %)
MalMEHTOB ¢ MeIMaHOM BpeMeH!U ero HacTyruieHus S (3—12) mec
(y 6 GosbHBIX Ha 3-i1 Mecsll, y 4 — Ha 6-11, y 2 —Ha 12-i1). boib-
o MoJieKyJsipHbIil otBeT (BMO) mocturayt y 9 (60 %) mam-
€HTOB ¢ MeIuaHolt BpeMeHu ero HacTyruieHus 9 (3—70) mec, u3
HUX Yy 1 60abHOTrO Ha 3-ii MecsIl, y 2 — Ha 6-i1, y 3 —Ha 12-i1,y 3 —
nocie 12 mec (1 mauueHT — Ha 16-i1 mecsu, 1 — Ha 18-if Mecsii,
1 — Ha 70-11 mecan). [MonHblii MonekynspHblii oteT (ITMO)
JOCTUTHYT Y 6 (40 %) OONBHBIX ¢ MEIWAaHOM BpEMEHU ero Ha-
crymieHus 12 (4—50) mec, u3 HuUx y 1 mamueHTa Ha 3-ii Mecsll,
y 1 — Ha 6-i1 mecs11, v 2 — Ha 12-if mecai, y 2 — mocie 12 mec
(1 — na 35-it mecsu, 1 — Ha 50-i mecsi). BBuay HegocTrxKeHUs
OTBETa M HEMEepPeHOCUMOCTU Ha (poHe Tepanuyd UMaTUHUOOM
B 60 % ciydaeB (n = 9) BBIIIOJIHEH IIEPEBOJ Ha CJICAYIOLIYIO JIM-
Huto Tepanuu. Y 7 (46 %) nmauuenrtos nepexon Ha UTK 2-ro mo-
KoJeHUs (na3aTuHUO — 4, HUWIOTUHUO — 3) COCTOSUICS MO MpU-
Yy HEe HEMepeHOCUMOCTH (1 = 2) U TIepBUYHOI pe3UCTEHTHOCTU
(n = 5). Yerbipem (27 %) GonbHBIM TipoBeneHa ayuto-TICK,
M3 HUX 3 10 MOCTAaHOBKMU AvarHo3a Haxomwinch B DA, u3 Hux
2 nauuenTa noaydaau MTK 2-ro nokonenus (1 — gazaTuHuo,
1 — Hunotunuo). INokazanusmu K amno-TI'CK cranu: yrpara
IITO (n = 1), yrpara [IMO (n = 1), OTCYyTCTBHE MOJCKYISIPHOTO
orBera (n = 1), myrauus 73151 (n = 1). B 60 % ciyuaes (n = 9)
pocturnyt I[TO + IO + I[IMO (y 5 mauuMeHTOB Mocjiae uMa-
TiHUOa, y 4 — nociae MUTK 2-ro nokonenus + TI'CK), B 40 %
ciyuaeB (n = 6) nocturayt I[1I'0O + IT11O = BMO. OB cocraBuiia
100 % ¢ menuanoit HabmogeHus 113 (25—259) mec.

BoiBoabl. ArpecCUBHBIN 1€010T 3a00JIeBaHUS, MELTIEHHOE 10-
CTUXEHUE MOJIEKYJISIPHOTO OTBETA y IeTeil pAHHETO U JOIIKOIb-
HOTO BO3PAcTOB TPEOYIOT WHAMBUIYAIBHOU TeparneBTUIECKOU
CTpaTeruu U NAJIbHEHIIEro M3YyYeHUS B LEJISIX ONTUMU3ALUU
onpeneneHust mokaszanuit K mpuMeHeHuto UTK pa3Hbix moko-
nenuit u anno-TI'CK.

KoMOuHupoBaHHblil MEMoOJ XumMuo-
U UMMyHOmMepanuu ocmporo
numdobnacmuoro neiiko3a y pemei:
CpasHUMenbHbIl aHanu3 peanbHoll

U pacyemHoil cmoumocmu nevyexus

FO.A. IlIucppun, E.A. Tyzosa, A.JI. Illyrosa,
I.C. baunos, A.W. KapauyHckwuii
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Munsdpasa Poccuu, Mockea
AkryampHOCTb. OJIJI SIBJIsSIETCSI CAMBIM YaCcThIM OHKOJIOTHYE-
CKUM 3a00JIeBaHUEM JETCKOTO Bo3pacTa. COBpEMEHHbIE METOMbI
JIeYeHUsI TIO3BOJISIIOT JOOUTHCSI CTOMKON peMuccuu OoJiee 4eM
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y 80 % manueHToB, OTHAKO OCHOBHBIMU OIpaHUYEHUSIMU 110 Ceid
JICHB SIBJISTIOTCSI BhIpaskeHHAsI TOKCMYHOCTh U HEBO3MOXKHOCTbD 13-
JIeueHs psiaa maureHToB. OMBIT IpuMeHeHUsT MA, B TOM YucIie
osMHaTymMmoMmaba, MPOAEMOHCTPUPOBAT COMOCTaBUMYIO 3bdeK-
TUBHOCTb 10 CPABHEHUIO C TPATUIIMOHHBIMY METOIAMMU JICUCHUS
U CHIKEHHYIO TOKCUYHOCTb. Pe3ynsraThl (hapmMakosKOHOMUYE-
CKOI'0 MOJIEJIMPOBAHUS TO3BOJIUIN TOATBEPAUTH 9KOHOMUYECKYIO
11eJ1IeCO00Pa3HOCTh UCIIOIb30BaHUST JAHHOTO METO/IA Y B3POCIbIX
nauueHToB nonyasuun CIHIA. B cBs3u ¢ atum 8 HMUL AITON
uM. JImutpust PoraueBa ObL1 pa3paboTaH UM peaan30BaH MHHOBA-
LIMOHHBIN mpoTokoa KinHudeckoit anpodauuu (ITKA) «Metop
JiedyeHus aeteid u noapoctkoB ¢ B-nuHeitnbiM OJIJI ¢ BkiIoue-
HueM O1MHaTyMoMaba». TeMm He MeHee (hapMaKOIKOHOMUUYECKUIA
aHaJIM3 y MalMeHTOB JETCKOro Bo3pacTa Ha teppuropuu PD He
MPOBOAMIICS.

Iemu u 33324 — OLIEHUTH PEATbHYIO CTOMMOCTD T€parnuu Ia-
ueHToB ¢ OJIJI o ITKA Ha 3Tanax UHIYKIIMU U KOHCOJIUIALIAH.
ITpoBecT cpaBHUTEIbHbBINM aHAIN3 C PACUETHBIMU 3HAYCHUSIMU
MPOTOKOJA.

Marepuansi u Metoabl. ViccienoBaHue HOCUIIO peTpoOCTIeK-
TUBHBIN XapakTep, B HETO ObUTH BKITIOUEHBI TAaHHBIE 54 MaiueH-
TOB, nojy4dasiux tepanuto 1o [TKA 3a nmepron c 01 mapra 2019 1.
o 31 mexadbps 2021 . Bbut mpousBeaeH pacyeT MPsSIMbIX U He-
MPSMBIX MEIULIMHCKUX 3aTpaT C JAJIbHEUIINM BBITTOJHEHUEM
CPaBHUTENLHOTO (PapMaKOIKOHOMUYECKOTO aHajii3a pacueT-
HBIX 3HaUEHN I 00beMa (DMTHAHCOBBIX 3aTPaT HA OKa3aHWE M-
LIMHCKOM moMoliiu, yKazaHHOM B yTBepxkaeHHOM ITKA. Henpe-
PBIBHBIE TIEpEMEHHBIE OBUTM OXapaKTepPU30BaHbI TTOCPEICTBOM
MeuaHbl U UHTEpKBapTUIbHBIX MHTEepBaioB (IQR). CpaBHeHue
TPYTIT TPOBOMIIOCH C TIOMOIIIBIO TecTa BuikokcoHa st 3aBu-
CHUMBIX HETIPEPBIBHBIX TIEPEMEHHBIX U TOUHOTO Kputepust Ou-
1mepa i KaTeropuaabHbIX repeMeHHbIX. 3HadeHus p < 0,05
CYUTAIUCH CTATUCTUYECKU 3HAYNMBIMU.

Pesynsratel. B uccienoBaHue ObliM BKIIIOUEHBI 27 JEBO-
yek 1 27 MaJb4MKOB, MeAuaHa Bo3pacta coctaBuia 4,6 (3,9—
5,3) roma (p < 0,05), menuana maccel — 18,3 (16,2—20,3) kr
(p < 0,05), memmana pocta — 107 (102,2—112) cm (p < 0,05),
MenWaHa Iniomany moBepxHoctu Tena (body surface area,
BSA) — 0,73 (0,68—0,79) m?> (p < 0,05), mMennaHa KOMKO-
ouast — 72 (71-74) ousa, (p < 0,05). MeanaHa pacyeTHOM CTOM-
MoctH Tepanun nauueHToB mo ITKA cocrasmia 3 985 335, 00
pyo. (p < 0,05) m BKIOYaNa B ceOs oOIIaTy IPeOBIBAaHMS
B cTaluoHape B TeuyeHue 70 AHEH, JIeKApCTBEHHYIO Tepa-
IMIO, WHCTPYMEHTAJIbHYI0O U JIaOOPATOPHYIO AUArHOCTUKY
g Monenu nanuedTta maccoi 30 kr 1 BSA — 1 M2 Meauana
peaibHOM CTOMMOCTHM Tepaluu OOJbHBIX 110 OINTUMM3UPO-
BaHHOMY IpOTOKOJy coctaBmia 3 120 579, 92 (3 023 552,73—
3 374 449,24) py6. (p < 0,05), peasibHasg CTOMMOCTD IIPOTOKO-
Ja ObL1a JocToBepHO Hike pacueTHol (p < 0,0001). ITpu aTOM
cymMa 3aTtpar Ha 54 manueHTa cocrasisiia 176 815 588, 62 py0.
(pacuetHast — 215 208 090, 00 py6.), yto Huxe Ha 18 %. OgHa-
ko MennaHa BSA B peanbHoI ipakTuKe cocraBmia 0,73 m2. [pu
nepecyere Ha 1 M> CTOUMOCTD peasIbHOM IMPAKTUKK ITPUMEHEHUSI
MpoTOKoJIa yBeanuusaeTcst 10 241 287 648, 23 py6., 4TO BBIIIE
pacdeTHOU Monesu yxe Ha 12 %.

BoiBoapl. CTOMMOCTbL peajbHOI TPaKTUKW Teparuu JeTeit
¢ nepBuYHbIM B-nuueitnbiM OJIJI ¢ mpuMeHeHHeM KOMOWMHU-
poBanHoil XT u T Ha aTane MHIYKUMU M KOHCOJIWUIALIMYA HUKE
pacyeTHOM CTOMMOCTH, YTO CBSI3aHO C pAHHUM BO3pacTOM, HU3-
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Koii maccoit Tena 1 BSA nauueHToB, BKIIOYEHHbBIX B IPOTOKOJ,
MO CpaBHEHUIO ¢ pacyeTHoil ctouMocThlo. Ilpu nepecuere Ha
1 M?>oTMeuaeTcs yAOpOXKAHUE CTOMMOCTH JICUEHUST, UYTO TUKTYET
BHECEHE KOPPEKTUB B PaCYCTHYIO CTOMMOCTh TEPAITHM.

MHoroueimpoBoe uccnefoBaxue
NPpUMEHeHUA HOBbIX OpPaNbHbIX

aHmMuKoarynaumos y aemed

10.A. llIndpun, T.1O. Adomxkuna, /I.B. Pexoposa,
J.b. ®aopunckuii, /I.A. EBctparos, I1.A. 2KapkoB
OIRY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea
AxTtyamsHocTh. TI'B wacTo BcTpedaroTcsl y TOCIIUTATIU3UPO-
BaHHBIX OeTeit, ocooeHHo mpu Haamuuu 3HO. TpaguimoHHO
Tepanus TaKUX NallMeHTOB BKIIIOYaeT IIpMMEHEHHe TIperapaToB
rernapvHa — HedpaKIIMOHUPOBAHHOIO WM HU3KOMOJEKYISIP-
HOTO — C BO3MOXHOCTBIO TTOCJEIYIOIIETO MEPOPATIbHOIO MpPU-
eMa aHtaroHuctoB BUuTamruHa K (ABK). Onnako ansrepHaTu-
Boil ABK MoryT SBJISTbCS HOBBIE OpajibHble aHTUKOATYJISTHThI
(HOAK). lllupoxkoe u ycrienrHoe puMeHeHre 3TUX TIPerapaTon
Y B3POCJIBIX TTOKa He TIPUBEIO K IIUPOKOI IMMPAKTUKE UCITOIh30-
BaHUS y IeTe U MOKa YTO OrPaHUYMBAETCS HEOOJIbIIUM YUCIOM
uccnenosanuii 11 u 111 daswbr.

Ienu v 3a1a91 — TTPOAHATIM3UPOBATH TPAKTUKY IIPUMEHEHMS
HOAK y neteii co 3HO, OI'3 1 UMMYHHBIMU TUCPETYISLIUSIMUA
B O®I'BY «<HMUU AT'OU um. Amutpust PoraueBa» Mun3mpasa
Poccun.

Marepuansl 1 MeToapl. MccienoBaHue HOCUIO PETPOCIIEeK-
TUBHBIII MOHOLIEHTPOBOI XapakTep, B HEro ObLIM BKJIIOYEHBI
MmarueHThl B Bo3pacte 0—17 JieT, mojayJaBIInX Teparuio armuK-
cabaHOM, puBapokcabaHOM Wiu gadurarpaHoMm. Kpurtepusmu
WCKIIIOUEHUS ObLIM apTepuaibHblii TpoM003, Tepanuss HOAK
MeHee 14 qHelt, KOMOMHUPOBAaHHAS AHTUKOATYJISTHTHAST TEPaTTHsI
¥ HEBO3MOXKHOCTh TOcienyoiiero Haomoneuus. OneHuBaiach
4acToTa BeHO3HO# TpomMboaMobonnu (BTD) u kpoBoTeueHMIA.

Pesyasratsl. 3a nepuonc 2013 mo 2022 . s HMUL AT'OU um.
JOmutpust PoraueBa Habonanuch 67 MalMeHTOB, MOTyYaBIINX
HOAK. boiu chopMupoBaHbl 2 rpynrbl: 1) MepBUYHONK aHTU-
KOAryJsiHTHOW Tepanuu (6 MalyueHTOB) U 2) BTOPUYHOM aHTH-
TpoMboTHYecKOit poduiakTuku (61 6oynbHOI). MeaunaHa Bpe-
MeHU HaboaeHUs coctaBuia 46 (25—365) nHeii B rpyrne 1 1 6
(2 Hex — 36 mec) Mec B rpytrie 2. B 1-i1 rpyrine He ObIJIO HU OfI-
Horo snu3ona BTD u 1 (16,7 %) He3HAaYUTEIbHOE KPOBOTEYE-
Hue, Bo 2-1 rpynne — 1 (2 %) xpyrHoe, 4 (6 %) He3HAYUTEIbHbBIX
KpoBoTeueHus1. Y 5 (8 %) nmauueHToB B rpyrne 2 OblI0 5 peiu-
nmuBoB BTO.

BoiBoapl. [1o cpaBHEeHUIO ¢ paHee MPOBOAMMBIMU UCCIEN0-
BaHUSIMM OTMEUEHa yMEPEHHO MOBbIIIEHA YacTOTa PELIMIMBOB
BTD (B cBsSI3U ¢ JIMTEABLHBIM MEPUOJOM HAOJIONCHUSI, a TAKXKE
OCOOEHHOCTSIMU BbIOOpPKM), HaOAIOAanach COMOCTaBUMMAasl 4a-
CTOTa OOJBIINX KPOBOTEUCHMI (BCe Ha prBapoKcabaHe, XapakK-
TEPHO M TSI B3POCJIBIX TALIMEHTOB). YUNTHIBASI MAJI0O€ YHCIIO T1a-
IUEHTOB, MOJIyYaBIINX MPOMIIAKTHIECKYIO TepaIlnio, CAeIaTh
BBIBOABI 00 2 dekTuBHOCTA U O6e3onmacHocT HOAK B maHHOi
TpYIIe He MPEACTaBISIeTCS BO3MOXHBIM, TPEOYIOTCST JaTbHE-
11I1e WCCIeI0BaHuSI.
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MipoanenHan samecmumenbHan
noyeyHasa mepanud y pemeii:

onbim HUKU AOTuT um. P.M. F'op6ayesoi

A.A. IIlep6akos, O.B. T'oiomanos,
M.A. Kyuep, P.B. Kiementnoena
HUU JIOIuT um. P.M. Topoauesoit ©I'bOY BO [ICIIoIMY
um. axad. U.I1. [Taéroea Munszopasa Poccuu

AktyamsHocTh. OcTpoe noBpexnenue rmouex (OITIT) siBnser-
CsI 9aCThIM OCJIOXKHEHUEM Y TIAalIMeHTOB, TTOJTyJaloIuX IPOTUBO-
omyxosieByto XT u anmno-TI'CK, ¢ yactoToit BctpeuaeMocTH 10
84 %. B ciiyuae niporpeccuposanust OITIT MokeT moTpeboBaThest
MpoJieHHasi 3aMecTuTeNnbHast movyeunas tepanus ([1311T) mns
KOPPEeKIMA METa0OJIMYECKUX HApYIIEHUI, a TaKXe Meperpys-
K1 Xunkoctbio. Kpome toro, y manueHntos nocie awto-TTCK
TI3IIT MOXeT MPUMEHSIThCS MPU PA3TUYHBIX COCTOSTHUSX IO
BHEIMOYEYHBIM MMOKA3aHUSM, OHAKO 1I€JIeCO00Pa3HOCTh U 3(P-
(beKTUBHOCTH 3TOI TeparK OCTAETCST HESICHOM.

Lemm u 3amauu — oIpeae/iuTh TEXHUYECKYI0 BO3MOXKHOCTh
nposeaeHud rmpoueaypsl [13T1T B pamkax aHaTOMO-(PU3NOIOTH-
YeCKNX 0COOEHHOCTEH y IeTeil ¢ HU3KOoM Maccoii Tesa. OIeHUTh
0o01IyI0 28-IHEBHYIO BBIKMBAEMOCTh TAIIMEHTOB, MOJIyJYaBIINX
TI3I1T B 3aBUCMMOCTH OT MOKa3aHWII U TUTIA MCIIOIb3YeMOTO
¢dunbTpa.

Marepuaast u Metoapl. B ximmHuke HHWMW  JOOIuT
uM. PM. TopbaueBoit ¢ 2008 mo 2023 . B peTpOCNEKTUBHOE
ucciaeaoBaHue BKIOYeHbl 102 mammeHTa JETCKOTro Bo3pacTa
(52 manmpunka u 50 meBouek) ¢ OI'3, KOTOPBHIM MPOBOAUIOCH
JleyeHne TmpenmylectseHHo Metogom amio-TI'CK (94 %,
n=92), u nyxxnasiuxcs B [13I1T. Ona npoBoauaach ¢ UCIIOJIb-
30BaHMEM CJIEIYIOLIMX anmapaToB U ceToB — Baxter PrismaFlex
(ST60/100/150, oXiris) u Bellco Lynda (CPFA (CytoSorb)).
AHTUKOATy/ISIIIMOHHAsT Tepamus BBIIIOJHSIACh C MCIIOIb30-
BaHUEM CHCTEMHOrO BBEICHUSI IellapMHa B CTapTOBOIl 03€
5 el1/KT/4 WK C UCIIOJb30BaHUEM PETMOHAPHOM IIUTPATHOM aH-
TUKOATYJISIIIMU B CTapTOBOM 103¢ 3,0 MMOJIB/J1 KpoBU. 151 BU3Y-
aan3aly BbKMBAEMOCTH BBIIIOJHSIOCH ITOCTPOeHUE TpadrKa
Kamnnana—Maiiepa. CpaBHeHME BBDKMBAEMOCTU BBITIOJHSIIOCH
C UCTIOJIb30BaHMEM log-rank-TecTa.

PesyabraThl. MeauaHa Bo3pacTa MallMEHTOB cocTaBuia 11
(0—17) neT. ¥ 2 GONBbHBIX B BO3pacTe 5 U 6 MecCsIlEeB, ¢ Maccoi
Tena 7,7 Kru 8,4 KT COOTBETCTBEHHO 3aIl0JTHEHME CeTa BhIMOJIHS -
JIOCh 3PUTPOLIMTHOM B3BEChIO, COBMECTUMOI COTJIACHO MHIMBU -
nyajabHOMY TTo100py. OCHOBHBIMM ITOKa3aHUSIMU K IIPOBEACHUIO
TI3TIT stBstiuch: cenTrdeckuit mok — 61,8 % (n = 63) , TpaHc-
miaHTaT-accounupoBanHasg TMA (TA-TMA) — 17,6 % (n = 18),
tokcuaeckoe OITIT — 15,7 % (n = 16), CMHIPOM JIU3KCa OITyXO-
mm — 4,9 % (n=15). llpu TA-TMA, tokcudeckom OIIIT u cuH-
npome nusuca omnyxoiu rpu [3I1T ucnonb3oBanuch GUIBTPBI
71 TpoBeneHus remomvaduiasrpauuu. OOmast 28-gHeBHas
BBDKMBAEMOCTh Y MauueHToB ¢ Tokcudeckum OITIT u TI3I1T
coctaBuia 57,1 %; y GOJMbHBIX C CUHIPOMOM JIM3MCA OIYyXOJIU
u [I3IT — 100 %; y nauuenroB ¢ TA-TMA u II3IIT — 40 %.
IIpu nposenenuun 31T y gereit ¢ cenTUYECKUM ILIOKOM MC-
MOJIb30BAIUCh pa3MyHble GUIBTPBL: ISl reMoauaduIbTpauu
(ST60/100/150) — 52,3 % (n = 33); i reMmonracbUIbTpaLlUA
¢ copOLMell IUTOKWHOB 1 Jinmnornonucaxapuaa (oXiris) — 41,2 %
(n = 26); s reMoUIBTpAlIMU COYETAHHOI C TUIa3MOMWIb-
Tpauueil u copouuein utoknHos (CPFA, CytoSorb) — 6,3 %
(n=4). O6mas 28-1HeBHAas BBLKMBAEMOCTD Y MALlUEHTOB C CEIl-
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Tnayeckum mokoM u I13I1T B 3aBUCMMOCTU OT UCIOJb3YEMOTO
¢unbrpa cocraBuna 8,6 %, 12,8 % u 16,2 % COOTBETCTBEHHO,
0e3 CTaTUCTUYECKU 3HAUMMBbIX pa3InuMii.

BoiBoapl. [Tposeaenue IM3I1T y manueHTOB ¢ HU3KOW Mac-
COIi Tesa SIBJIIeTCS BO3MOXHBIM MPU YCJTOBUU 3aIOJIHEHUS CeTa
coBMecTUMOM 3puTpoiuTHOi B3Bechio. II3I1T obmagaeT BbICO-
Kol 3(pHeKTUBHOCTHIO B OTHOIIIEHUU BBIKMBAEMOCTU OOJTBHBIX
C CUHJIPOMOM JIM3uca onyxoiu, a Takxke OIIII, mpuunHamu Ko-
TOPOI1 ABJSIOTCS TOKCcUYeckoe nopaxenue u TA-TMA. Dddek-
tuBHOCTh [I3I1T y maunentoB ¢ OIIIl, BEI3BAaHHOI CerncUCcOM
U CEeNTUYECKUM IIOKOM, SIBJISIETCS HEAOCTaTOYHOM, OCOOEHHO
B CJIyyae MCMOJIb30BaHUS (DUIBTPOB IJI U30JUPOBAHHON reMo-
nuabWIbTpalnu.

PA3AEN IV
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Paspen V

NMPUHUMUMNDBI NOKANIBHOIO KOHTPONA: XUPYPITHYECKAA NOMOLLDb
W PAQOHOTEPANUA YV AETEH, NOAPOCTKOB U MOJIOAbIX B3POC/bIX
C OHKOJIOTHYECKUMHU W TEMATONIOTMYECKUMHU 3ABONIEBAHUAMM

JKcmupnayus namoyHoii Kocmu
Yy NayuexHmoB ¢ ocmeocapKkomoii. Onbim HUH
J0url um. akan. PAMH J1.A. lypHoBa

X.A. AneckepoBa, O.M. Pomanuosa, B.B. Xaiipymniosa,
M.M. Edumoa, E.B. Tiopuna, /I.b. Xecranos, A.3. /I3amnaes,
K.. Kupruzos, C.P. Bapdoaomeena
HUU JIOul um. akad. PAMH JI.A. Jlypnosa @I'BY « HMHI] onkonoeuu
um. H H. broxurna» Munsdpasa Poccuu, Mockea

AkTyampHOcTh. OC — 3TO Hambosiee YacTo BCTpevarolasics
MepBUYHAs 3JI0KAYECTBEHHAsI OIyXOJb KOCTEH Y IOAPOCTKOB
U JETEeH, TMPOAYyLUUPYIOLIAs TATOJOTUYECKUIN OCTEOUT U Yallle
BCEro nopaxatouias JJTUHHbIE TpyouaThie KocTu. OJHaKO Hepe-
ako OC MOXeT BO3HUKHYTb U B ISITOYHON KOCTU. XUPYypruye-
ckoe jgeyeHue Hapsaay ¢ XT cay>kut ocHoBoii B gocTikeHuu ITP.
B Hauane XIX Beka aMmmyTaiysi mopaxKeHHO KOHEYHOCTH SIBJISI-
JIaCh €IMHCTBEHHBbIM METOIOM JICUECHMUSI C OOILei S-IeTHEeil BbI-
JKMBAaeMOCThIO, He npessbiiatoniein 10 %. CToutr oTMETUTh, YTO
YCOBEPILIEHCTBOBAHUE XUPYPIUYECKOrO 3Tara JeYyeHUs] B 00b-
eMe paauKaJdbHBIX OIepaluii, a TakXke YMEHbIICHUE YaCTOThI
pPa3BUTHS MTOCIEONEePALIMOHHBIX OCIOXHEHMI MTO3BOJIMIIN YIyd-
LIXUTh HE TOJIBKO IMPOTrHO3 MalueHTOB, HO 1 ux KOK.

Ileaun u 3a1aun — yCOBEPILIEHCTBOBAHUE JIOKATBHOIO KOHT-
pouist y mauueHToB ¢ OC MATOYHO KOCTH.

Marepuaisl u Metoabl. C 2012 no 2023 . 8 HUM AOull
uM. akaa. PAMH JI.A. JlypHoBa npoBeieHbl 3 onepaluu B 00b-
eMe: IKCTUpIALUs MATOYHOU KOCTU C 3aMmelleHueM aedekrta
9HAOMPOTE30M. Y 2 MALIMEHTOB MSATOYHASI KOCTh SIBJISLIACH TIEp-
BUYHBIM O4Yarom rnopaxeHusl, y 1 — MeTacTaTUUECKUM TOpaxKe-
HUEM, BOBHUKIINUM CITYCTS 2 Tofa OT OKOHYaHUSI MTpOorpaMMHOA
Tepanuu. Bce mauueHTsl — netu crapiie 10 jgeT. B reHaepHoM
COOTHOLIEHUU TpeodnanaoT Malbuuku 2:1. CTOUT OTMETUTD,
YTO B 2 CclydyasiX IHAOMPOTE3 ObLT U3TOTOBJEH MyTeM 3D-npuH-
TUHTA, B | HAOIIOAEHUU TPOBENCHO yAaIeHUE MATOYHONH KOCTH.
VY 1 pebeHka ObLTO ABaXIbl BBHIIIOJHEHO 3HAOMPOTE3UPOBAHUE
WHIWBUIYATbHBIM MTPOTE30M C MOMOILIbI0 3D-neyaTu.

PesynbraThl. Bo Bcex ciyyasix Oblia BbIIOJIHEHA paJguKaabHast
onepauus ¢ MOJYYEHUEM TMCTOJOTMYECKOro pesysbraTta: Kpas
pesexuuu RO. JIBa mamnyeHTa HaXoAATCsl HA AMHAMUYECKOM Ha-
omonenuu, 1 moru6 ot I13. M3 nocTonepalliOHHBIX OCIOXHE-
HUI y OMHOTO U3 MallMEHTOB OTMEYaJOCh Pa3BUTUE BTOPUYHON
MEPUNpPOTE3HONM MHGEKIMU, B CBI3U C YEM ObLIO BBIMOJIHEHO
ornepaTHBHOE BMEIIATEIbCTBO B 0ObeMeE: caHallUsl MEPUpoTe3-
HoI obaactu, yctaHoBKa cuctembl VAC 1715 JieueHUs1 paH IO/
OTpULIATE/IbHBIM JaBJeHWEeM U yAaJleHWe WHIMBUIYaJIbHOTO
9HIOIPOTE3a MpaBoi MITOYHOM KOCTHU, HameyaTaHHOTO C IO-
mouibio 3D-npunTepa. CrycTs rojJ OT MPOBEAEHHOIO XUPYpru-
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YECKOTrO JIEUEHUs] BBITIOJIHEHO PEIHIOIPOTE3NPOBAHIE TTPABOIA
MATOYHOM KOCTU MHAVBUAYAIBHBIM SHIOIIPOTE30M C ITIOMOIIBIO
3D-neyaTu, 3aMmelieHre AedeKTa MeCTHBIMU TKAHSIMU.

BoiBoasl. HecMoTpst Ha TO, 4TO TIITOYHAST KOCTh SIBJISIETCS
penkoii nokanuzauueit OC, ycoBepllIeHCTBOBAHUE XUPYypTAYe-
CKOTO 3Tara JICYeHUsT CITOCOOCTBYET COXPAHEHUIO HE TOJIBKO ca-
MO KOHEYHOCTH, HO U ee (hYHKIMOHAIbHOCTH. [IpnMeHeHre
3D-npUHTUHTA B OHKOOPTOIEANH II03BOJISET YIIPABISAThH pa3Me-
poM 1 hOPMOIi SHIOIIPOTE3a, TEM CAMbIM Jiejiask €r0 MHANBUILY-
aJIbHBIM JUIS1 KaXKIOTO MallMeHTa, U 00eCIIeurBaeT ero HaaeXKHYIO
(ukcamuio 3a cuer BpacTaHUS KOCTU. MOIepHU3UPOBAHUE XM~
PYPru4ecKoro 3rana ¥ MHHOBALMOHHBIE TEXHOJIOIMU, IIPUMeE-
HsIeMbIe B OHKOOpTOnenuu, yiaydinaroT KK Hammx mauueHTos.

Cnyyaii cnacenus rnasa
¢ 3kcmpabynb6apHbLIM pocmom

Yy pebeHka ¢ yseanbHoii MenaHoMoi

E.O. ManakmmnoBa, A.A. fIpoBoii, B.A. fIpoBas
DIAY «HMHUIL] «MHTK «Muxpoxupypeus enaza»
um. axad. C.H. @Pedoposa» Mumnzopasa Poccuu, Mockea

AktyanasHOoCcTh. YM — 3HO cocynucroii o6omouku riasza. YM
y JIeTeli BcTpeyaeTcsl O4eHb peiko. B psiie vcciaenoBaHuii moka-
3aHO, YTO MEJIAHOMa XOPUOUIEU MOSIBISETCS TOJIbKO B 1 % ciy-
yaeB 10 21 roma. C.L. Shields et al. oripenenunm, uro YM y nereit
M MOAPOCTKOB Yallle JOKaJIM3yeTCsl Ha pamykKHoit obosnouke. [1o
JAHHBIM MUPOBOI CTATUCTUKM, MEJAHOMa PamyXKU SIBJISIETCS
CcaMoOil pelKoO BCTpedaloleiics u3 Bcex YM: OIyXOJu COCYIH-
CTOW 00OJIOUKHM COCTABJSIIOT B naHHOU Tpynme 90 %, mwiuap-
Horo Teja — 6 %, pamyXHoii 000104K1 — Juiib 4 %. DKcTpa-
OyJIbOAPHBII POCT OMYXOJIU SIBJISIETCS TIOKAa3aHUEM K yIaJIEHUIO
rj1a3a, 4TO0 0OCOOEHHO ApaMaTUYHO Y JAeTeil U MoaApoCcTKOB. Hamu
OIMCaH Cilydaili aHATOMO-(YHKIMOHAJIbLHOIO CIIACEHUs Ija3a
¢ YM y noapocTka.

Ienn u 3amauu — onucarh cirydait aHaTOMO-(YHKITMOHATb-
HOTO criaceHus 1a3a ¢ YM y noapocTka.

Marepuajsl u Metoabl. B OIAY «HMHUI] «MHTK «Muxpo-
xupypeus eaaza» um. akad. C.H. @edoposa» Munzdpasa Poccuu
obpamuauce pooumenau maavquxa JI., 15 aem, ¢ ycarobamu Ha
«3aeecy» neped npasvim enazom. B dpyeom yupescoenuu eviséneH
0uazHo3 «UpuUoOYUAUOXOPUOUOANbHAS ONYX0Ab», NPOBEOEHA MPAHC-
ckaepanvias THAD, pesyabmambi komopoil 0Kka3aiuce HeuHgop-
mamusnet. Ilo kanany THAB npousouten mpaucckaepanvHwlii pocm
ONYX0AU, NPeON0ICeHA IHYKAeAYUs 2Aa3a, Om KOmopoll podumenu
omka3zanuce. Ha momenm ocmompa 6 Hauiem yupesicoenuu ocmpo-
ma 3penus npasoeo eraza — 0,9. Buvisénen maccusHulil upuooyu-
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auoxopuoudanvrslili ouae. Takoce GU3YANUUPOBANACL MOYEUHAS
nuemenmauus 6 30He npogedennoii THAB. Dmo ceudemenvcmeo-
8410 00 3KCMpadyabOapHOM pocme ONYXoau, NOKA3AHA SHYKAed-
yus. Kax anrvmepnamusa suykaeayuu npeonodcena upuooyuki-
XOPUOUOCKAEPIKMOMUS CO CKBO3HOU CKAEPONAACMUKOL OOHOPCKOIL
ckaepoil. Ha nepsom smane Obiia nposedena 0epaHu4umenbHas
KpUONeKCcUsl Cem4amiu 8 ueasx npedynpencoenus ee UHmpaonepa-
YUOHHOU omcaoiiku. Bmopeim smanom — 610K3Kcyu3us ¢ nocaedy-
rowell ckaeponaacmukoil cnycms 3 Hed. OcobenHoCmbio Memoou-
KU S8UAOCL COMEMAaHUe CKBO3HOU CKAEPYBIKMOMUU ¢ NOCAOUHOU.
OnepayuoHtblii mamepuan 0via cOaH HA 2UCMOAOUMECKOe UCCAe-
dosanue. Pezyromam: YM 6 cocmosnuu cyomomanvHoeo Hekposa.
Ilayuenm naxoduacs nod dunamuueckum HabaOeHUeM 8 meyenue
9 mec, npodoadcenHoeo0 pocma ONyXoau Hem, 0OHAKO NOABUAUCDH
BbIPAdICEHHbIE HCAN00bl HA HU3KOE KAYeCmeo 3peHus, 0CMmpoma
spenus — 0,03. B yeasx éoccmano6ieHUs 8bICOKUX 3PUMENbHBIX
DYHKYULL 8LINOAHEHO ONMUKO-PEKOHCMPYKMUBHOE XUPYPeU1ecKoe
AedeHue — yoaneHue KamapaKkmol ¢ nocaedyrueil umMnianmayuen
UpUOOXPYCmManuKo8oil duagppazmul ¢ NOOWUBAHUEM ee K CKaepe.

PesyabraTthl. B nociaeonepauuonnom nepuode ocmpoma 3peHus
cocmasuna 0,4, cnycms mecsy, — 6ospocaa 0o 0,8.

BoiBoapl. Takum 006pa3zoM, HECMOTPSL HA SKCTPaOyIbOApHBII
POCT OITyXO0JU OOJIBLIOTO pa3Mepa U «CJIOXKHOW» JIOKaIU3aluu,
BO3MOXHO MPOBENCHUE OPTraHOCOXPAHSIOIIETO JIEYeHUS C TMO-
caeaywouel GyHKIMOHAIbHOM U KOCMETUYECKOW peaduiuTa-
LUEn.

Knunuyeckui cnyyail neyexus pedexka
¢ naparasirnuomoi 3aGpIOWUHHOrO
npocmpaKcmea cnpasa, UHBasupyowei
HUMHIOI0 NONYI0 BEHY U NPaBblé N0YeYHble

COCYyAbl

N.A. ITanxrenmes, B.1O. Bepemniiuyk, A.A. 3axapeHko,
A.H. AnanbeB, A.A. Tpymmun, A.A. Kyrenkos
OI'BOY BO IICII6IMY um. akao. U.11. Ilasroea Munzopasa Poccuu

AkTyanabHOCTh. HeoOXxomuMocTb TpoBeleHUsT OpraHoCOX-
PaHHBIX Oorepaluil IpKU OMyXoJIsIX 3a0PIOIIMHHOTO MPOCTPAHCT-
Ba C BpaCTaHUEM B MarucTpajbHbIe U MOYEYHbIE COCYAbI MOXKET
MPOBOJAUTHCS TOJIBKO B LIeHTpe, B apceHasie KOTOPOro eCTh OT/e-
JIeHWe TpaHCIJIAaHTALlMX OPTaHOB U BO3MOXKHOCTb MPUMEHEHUSI
TT y naumeHTOB ¢ MECTHO-PACIIPOCTPAHEHHBIMU OMYXOJISIMU.

Ienn u 3aga4n — T0Ka3aTh BO3MOXHOCTH OPTaHOCOXPAaHHO-
T'O XUPYPTrUUECKOro yAaJeHUsI MECTHO-PACIPOCTPAaHEHHOM Oy~
XOJIM C WHBa3Well B MarucTpaibHbIe cOCynbl y pedeHka 10 jet
B YCJIOBUSIX MHOTOTIPO(MITLHON YHUBEPCUTETCKON KIIMHUKMU.

Marepuansl u meronpl. Ilauyuenmy 10 nem 6 pecuonanvbHol
Kaunuxe 24.05.2022 evinoanena onepauus — MpAHCPeKMAanbHas
AGNApOMOMUsL CHPABA, PeBU3Us 8epXHe20 IMadica OPUHOU no-
Aocmu, yacmu4noe yoanenue onyxoau. M3 npomokosa onepayuu:
yoanen ghpaemenm onyxoau pasmepamu 4,5 x 3,0 x 2,5 cm — oxono
25 % obweeo obsema onyxoau, ommeHaemcs MAcCUeHoe Kpogome-
YeHue U3 H0B00OPA308aHUsL, ONYX0Ab HACMUYHO NPOUUMA C 2eMO-
cmamu4ecKoll yeavio, 2eMOCmas ¢ MexXHU4ecKuUMu mpyoHOCMAMU.
30.05.2022 noay4eno eucmonoeuueckoe 3akaw4erue: ouggeperyu-
pytowascs HbB ¢ nuskum undexcom mumos-kapuopekcuc. Peghepenc
6 HMUI] JITOHU um. JImumpus Poeauesa om 14.06.2022: ymepenro
Jugpgpepenuyuposannas napaeaneauoma (5 barnos no wkanre GAPP)
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8693/3. Y3HU éprownoii nonocmu om 07.07.2022. Cocmosinue no-
cle onepamueHo20 AedeHus no noeody 008eMH020 00pa308aHUsL
3a6prowuHH020 npocmparcmea cnpaesa (24.05.2022) npu cpase-
Huu ¢ dannvimu om 27.05.2022 — onucannoe 06pazosanue ¢ HeKo-
MopoiM yeeauueHuem pasmepos 6 ounamuke. Ilayuenm nocmynun
6 T[ICIIoI'MY um. axao. H.I1. Ilasrosa. I[lo KT ouaenocmuposa-
Ha Onyxonb 3a0PHOWUHHO20 NPOCMPAHCIMBA CNPABA C 8PACMAHUEM
HuicHeil noaoil eenvt (HIIB) u noueunwvix cocyoos cnpaesa. Ilpuns-
mo peuterue u evinoaHena aanapomomust. Ilpu pesusuu onyxons Ha
npomscernuu 10 cm eviute u HuNCe NOYEHbIX cOcy008 pacniacma-
Ha u epacmaem ¢ HIIB u noueunwvie cocyowt cnpasa. Bvinoanena
moburuzayus HIIB nuxce u eviwe onyxoau. Hanodcervl 3axcumoi
Ha HIIB, noueunvie cocyovt chpasa nepeceueHul. Boinoanens: nep-
¢y3usa pacmeopom Kycmaduona yoanrenHoil nouku Ha «03Kmeiio-
ne» 6 meuenue 30 mun. Pezeyuposanmuwiii ceemenm HIIB (10 cm)
npomesuposan panee 3ae0MOBACHHLIM MPYNHbIM AAA02PAPIOM.
IIpasas noveunas eena maxoice yoruHena mpynHoimM a1102papmom
u swuma ¢ HIIB. [Ipasas noueunas apmepus yoaruHeHa mpynHuim
annoepapmom u eUUMa 60 HYMPEHHYIO N008300UWHYI0 apmepuro.
Bce cocyducmuie anacmomo3st cocmosmenvhbl, 63 NpU3HaAK08 noo-
meKaHust Kpogu.

PesynbraThl. Bpems onepanuu cocraBuio 320 muH. Bpems
XOJIOIOBOM UIIIEMUH TIPaBOI TTOUYKM U Tiepdy3nu pacTBopoM Ky-
craguosia — 30 MUH. 3HaUMMBbIE TTOCAEONePALIMOHHBIX OCJIOX-
HeHMI He BbIsBIcHO. [Ipn3HAaKOB pellnanBa B TEUCHUE ITIEPBOTO
roja nocje ornepamuu Her.

BoiBoapl. OpraHocoxpaHHBIE OTEpalli IIPU MECTHO-pac-
MIPOCTPaHEHHBIX OITyXOJIIX C BpacTaHMEM B COCYIBI BO3MOXKHO
BBITIOJTHATD B YCJIOBUSIX MHOTONPOMMIBHON KIIMHUKYU, UMEIO-
et B apcenane TT.

Onepayuu Ha rpyaHoil cmeHke
npu 3no0KayecmBeHHbIX HOBOOOpa3oBaHUAX

y aemeil

C.P. Tanpmos, JI.I. Axananse, A.A. KpuBonocos,
E.N. Kononnésa, H.H. Mepkyaos, 11.B. Teepnos,
H.T. YckoBa, H.C. Ipauén
OI'RY «<HMHUI] JITOH um. Jimumpus Poeauesa»
Mumnszdpasa Poccuu, Mockea
AktyansHocTh. 3HO TpynmHOI CTEHKM B IETCKOM BO3pacTe
BCTPEUAIOTCS PEIKO. XUPYPruuecKoe BMEIIaTeIbCTBO SIBJISIET-
Cs 9TallOM KOMILIEKCHOTO JICYEHUSI U UMEET Leib — yoaJeHue
OTYXOJIM M BOCCTAHOBJIEHUE LIEJIOCTHOCTH TPYIHOM CTEHKH IS
BOCCTAHOBJICHUSI (PU3UOTOTUYECKUX (DYHKIUN U YCTPaHEHWUS
MOCTPE3EKIUOHHOTO AeheKTa.

Iean u 3agaum — 00OOLIEHNE OMNbITA MPOBEACHUSI XUPYP-
TMYECKUX BMEIIATEIbCTB, OMpeneieHUe U OLleHKA MPOTHOCTU-
YeCKUX (DAKTOPOB y JeTeil CO 3JI0KAYeCTBEHHBIMH OITyXOJISIMU
TPYIHOI CTEHKMU.

Marepuanst u MeTonpl. C mexa6ps 2012 r. B Hammem LleHT-
pe MoMKUMO OMOTICUI BBIMOIHEHO Oosiee 50 omepaluii y nereit
C OMYXOJISIMM TPYIHOM KIeTKK. Bo3pacT malimeHToB COCTaBUI OT
HecKoJIbkMnX MecsaieB g0 20 ner. Hanbonee yacTto BcTpevanach
CIO, pexe — OC. Paznuunsie BapuaHTthl CMT ObUIH TIpeacTaB-
JICHbl €IWHUYHBIMU HaOMomeHusIMU. BceM meTsiM, Tosydaro-
UM JedeHue 1o nosoay 3HO rpyaHol cTeHKU, TTPOBOAUTCS
OlICHKAa TMHAMHWKN M3MEHEHUsS OIyXOJM Ha (hOHE Teparnuu Ha
OCHOBAaHMM BBIMOJHSIEMON Busyanuzanuu. llepenm xupypru-
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YeCKUM BMELIATeJbCTBOM TakXke 00s513aTeJIbHO TPOBOAUTCS
MCKT rpynHoi# KJIEeTKU ¢ BHYTPUBEHHBIM KOHTPACTUPOBAHUEM
JUTSL oTipeniesieHus] o0beMa MPEeACTOSIIIEro ONMepaTUBHOTO BMe-
matesnbeTBa. Oneparus BKiIoyaa 2 3tTana: MCCEYeHHUE OIMyXoJn
B Ipefesiax 3J0pOBBIX TKaHel (C pe3ekiueil pedbep, rpyauHb)
MOJ, TMaJblaTOPHBIM KOHTPOJIEM OITYXOJU U PEKOHCTPYKIIUIO
rpynHoil cteHKM. OO0sI3aTeIbHBIM YCJIOBMEM SIBJSLIOCH MCCE-
YyeHHe OMONCUIHOTIO TPaKTa M CPALEHHOTO C OIMyXOJblO JIeT-
Koro. Y 4actu JeTeii MpoBOIMJIACh CUMYJIbTaHHAS PE3eKIIMSI
BTOPUYHBIX OYAroB B JIETKUX, B HEKOTOPBIX CIyyasix — pe3eK-
s nopaxkeHHoi nuacdparmbl. [1nacTvka MECTHBIMU TKaHSIMU
BBITIOJTHSIIACh NP AedeKTax HeOOJbUIOTo pazMepa (pe3eKiust
1—2 pedep). IIpu Gonbiux medekTax ISl UX 3aKPbITUS MPU-
MEHSITUCh HepaccachlBaloLIvecss OMOJOrnyeckre U CUHTETHYe-
CKME TUIaCTUHBI (MOJUMEPHbIE CeTKM, OMOMPOTe3bl U3 NEPMBbI,
TUTAHOBBIE CETKM).

Pesynsratel. Bpems onepatuu coctaBuiio ot 60 1o 210 Mun
(B cpenHem — 140 MMH) W 3aBHCENIO OT PAaCIPOCTPAHEHHOCTHU
npoiiecca. MHTpaonepalloHHas KPOBOIOTEPsI ObLIa B Cpel-
HeM 0,2 % oObeMa MUPKYIMPYIOIIEi KpoBU. B TeueHME TTepBBIX
CYTOK MaleHTaM TpeOOBaIOCh HAXOXIECHUE B OTIACICHUM pea-
HUMalIMW Ui aKTUBHOro HabmtoneHus. PaHHue mocieonepa-
LIMOHHbIE OCJIOXKHEHUS ObUIM Y 5 OOJBHBIX, U3 HUX | MalMeHT
ymep oT JIH B oTaeneHun peaHMMalMyU Ha 2-e mocjieornepany-
onHble cyTku (Clavien—Dindo V). YetbipeMm netsiM moTpe6o-
BaJIOCh MPOBEJECHUE MOBTOPHOIO OMEPaATUBHOTO BMEILIATEIbCT-
Ba: | malMeHT — THOIHOE BOCIAaJieHUE paHbl TPYIHON CTEHKHU,
1 — XpoBoTeUyeHUe B IUIEBPATBHYIO MOJOCTh, 2 — JIMKBOpES U3
MEXIO3BOHOYHOTO OTBEPCTUSI TOC/E SK3apTUKYISALMU pedpa
(Clavien—Dindo I1Ib). Bpems nmocieonepaliluoHHOTO MpeObiBa-
HUS B XMPYPrMYE€CKOM CTallMOHApe COCTaBWIO OT 3 A0 12 nHei
(B cpenHeM — 7,5 cyt). IIpu rucTOJOrM4ecKoM McCieI0BaHUU
YIAJEHHOW OIyXOJU BO BCEX CllydasX IMPOBOAMWIACH OLIEHKa
KpaeB pe3eKru. MakcuMalbHbII CPOK HAOIIOAEHUS COCTABUII
10 ner. [TpoBoaunack orienka OB 1 BCB otnenbHo B 3 rpymnmax
nauueHToB: ¢ CIO, OC, CMT.

BoiBombl. O0beM XUPYpPruieckoro BMENIATETbCTBA WHIU-
BUAYAJIEH Y KaXJI0TO MAllMEHTa, MPSIMO KOPPETUPYET C pa3me-
paMM TIEpBUYHOTO Oyara M pacrpoCTPaHEHHOCTHIO Tpoliecca
(BOBJIEUEHUST MPUIEKAIIMX aHATOMUAYECKUX CTPYKTYp). [lepen
OIEepaTUBHBIM BMEIIATEILCTBOM BCEM MallUEHTAM HEOOXOAUMO
nposeneHue Busyanuzanuu (MCKT) nist mpenomnepaiimnoHHOTO
iaHupoBaHus. [IporHo3 y 00bHBIX OOJIBLIEH YaCThIO ONpe/e-
JISIETCS. OCHOBHBIM IUArHO30M M OITyXOJIEBBIM OTBETOM Ha MpO-
BegeHHy0 X T, 1 OH TeM JIydIile, 4YeM BhbIIlIe CTeTIEHb MaToMopdho-
3a yIaJI€HHON OMyXOJIH.

TpancnnanmayuoHHble mexHonoruu
B NIeYeHUU HoBo0oOPa30BaHuill NeYeHu

y aemeil

N.B. Teepaos, I.I'. Axananze, C.P. Tanpmos, A.A. KpuBoHocos,

H.H. Mepkyaos, H.T'. Yckosa, H.C. Ipauén

OIBY «HMHUIL JITOU um. Imumpus Poeauesa»

Mun3zdpasa Poccuu, Mockea

AkTyambHOCTh. TT TIpM pe3eKUMsIX MeYeHU MOoapa3yMeBaroT
BBITIOJTHEHUE BMEIIATEILCTBA C COCYIMCTON M3OJISIIMEH Teye-
HU Y PEKOHCTPYKLMEN MaruCTpalbHbIX cocynoB. s psina na-
ueHToB TT MOryT ObITh €AMHCTBEHHON KYpaTHMBHON OILMeil

PA3AEN V

WIN aJIbTePHATUBOM TpaHCIJIAHTALIMUA TI€YeHU, HECMOTPS Ha
BP nocneonepainonHbix ocoxxHeHnii. C HaKOIJIEGHUEM OIIbI-
Ta YacToTa OCJOXHEHMI mocie mpuMeHeHus TT crama cormo-
CTaBUMOW C TpaHCIIAHTAIUSIMHU TIeYeHN W JaXe OOIIMPHBIMU
pe3eKUMSIMU TIEYEHM Y B3POCJIbIX MAllMeHTOB. B neTcKoii oHKO-
JIOTUX UMEIOTCSI €AMHUYHBbIC ITyOIuKaluu, nocpsieHHbie TT,
He cpopMyTMpoBaHbI TOKa3aHUs, 0COOCHHOCTH BMEIIIATeILCTB
M MOCJICONepallMOHHOTO BeleHUs MmaireHToB. OMHaKO pacrpo-
crpaneHre 3HO meyeHM Ha MarucTpajbHbIe COCYIbI U KAMEPHI
cepara, TPYIHOCTH IToA00pa JOHOPA TPeOYIOT N3yUCHMS 1 BHE-
npennst TT B IpakTUKY JIETCKOM XUPYPIUU.

Ilemm v 3ama9m — aHaIM3 OIMbITa OmHOTO LleHTpa B TpuMeHe-
Huu TT npu pe3eKuusx nedeHu y AeTeil. YiydilieHrue pe3yibTa-
TOB JICUEHUSI IETe C HOBOOOPA30BAHUSIMU IIE€UEHM.

Marepuajibl 1 MeTobl. PeTpOCTIeKTUBHBIN aHAIN3 XUPYPTU-
YECKOTO JICYEHUS MAIlMEHTOB ¢ HOBOOOPAa30BaHUSIMM TIEYCHU,
ylajleHUe KOTOPbIX MOTPeOOBaAIO PEKOHCTPYKIIMU MarucTpaib-
HBIX COCYIOB W/WUJIN TOTAIBHOU COCYANCTON U30SILINY TIEUYECHH.

Pesyneratel. 3a nepuon ¢ 2019 no 2023 r. pesekuuu neueHu
¢ npuMeHeHreM TT BbIMoHEHBI 26 TTAlIMEHTaM: Pe3eKIIUHU 1e-
YEHU B YCIOBUSIX COCYAMCTOM U3OJISILIUU ¢/0e3 peKOHCTPYKIIUHU
cocynoB niedueHn u HIIB — pesexumu in situ (n = 10); pesekuuu
MeYeHHU ¢ TiepeceueHreM rnedyeHouHbix BeH, HITB Ha ypoBHe re-
MaTUKOKaBaJbHOTO KOHMJII09HCA WM MPOKCHUMallbHEee C poTa-
uel MeYeHu — pe3eKLuu ante situm (n = §), pe3eKIUU MeYeHU
0e3 TOTaJbHOM COCYOMCTON M3OJISINM, HO C PEKOHCTPYKIIMCH
MarucTpajibHbiX cocyaoB (n = 8). OCHOBHBIMU TMOKa3aHUSIMU
IUIS1 MTaHHBIX BMeEIIaTeJbCTB ObUIM oImyxoJieBasi nHBa3us HIIB
W/WIN TIpaBoro Tipeacepaus (n = 8), MHBa3UsI IEUCHOUYHOI ap-
Ttepuu (n = 7), BOpoTHOU BeHbl (n = 1), BP xxusHeyrpoxatouieii
KPOBOIIOTEPHU BCJIEACTBUE OCOOCHHOCTE aHTMOApXUTEKTOHM-
KM MEeYeHU, COMyTCTBYOIUX 0one3Heit (n = 10). Ius 5 mamu-
€HTOB IIPUMEHSUIM aIlmapaT UCKYyCCTBEHHOTO KPOBOOOPAIICHMST
BCJIE/ICTBME WHBAa3UM IIPABOTO TPEACEPAUsST WA COIYTCTBY-
IOlIe cepaeuyHoll HemocTaTouyHOCTHU. WMHTpaorepallMoOHHBIX
JIeTaTbHBIX MCXOHmoB He Obuto. B Tewenme 30 cyT mocieore-
pauroHHOro rnepuona ymepiau 3 (12 %) mauueHTa, OCIIOXHE-
HUs, MOTPEOOBaBIINE MTOBTOPHOIO BMEIIATEIbCTBA, OTMEUEHbI
y 6 (24 %) neteii. JleTanbHbIl MCXOM CTATUCTUYECKU 3HAYMMO
yalle BCTpedayicsl B TPYIIIE MAllMEHTOB, IMEPEHECIINX PEKOH-
crpykuuio HITB, meyeHOUHBIX BeH (pe3eKLMM TeYeHUu ante
situm), UICKYCCTBEHHOE KPOOBOOpallleH!e MO0 BMEIIATEIbCTBO
110 CPOYHBIM TTOKA3aHUSIM.

BoiBoapl. Pe3exiim rieyenn ¢ ncrosibdoBanueM 1T obecrme-
YUBAIOT BO3MOXKHOCTD yAaJIeHWsI HOBOOOpa30BaHUM B CiIydasix,
ellle HECKOJIbKO ASCATUIETUI Ha3al CYUUTABIIMXCS HEKYpaOeb-
HBIMU. JlajbHelIIee HaKOTUIEHWE OIbITa MO3BOJIMT PpacIIUPUTh
BO3MOXHOCTH JIEUEHMST paclpoCTpaHEHHbIX HOBOOOpa30BaHU
MeYeHu.
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NpumMexeHue NPomoHHol Ny4yesoil mepanuu
npu paéaomMuocapkoMe napaMeHuHreanbHoi
noKanusauuu: npodunb 0CNOMKHEHuUl
U omaaneHHble pe3ynbmambl NeYyeHus

y aemeii
H.J. ®aceesa, K.®. boiiko, M./I. Makcumos, H.A. BopoobeB

000 <«JleuebHo-ouaenocmuueckuii yenmp Medxcdynapoonoeo uncmumyma
ouonoeuneckux cucmem umernu bepesuna Cepees», Cankm-Ilemepoype

AxTyambHOCTh. JIT sgBIsSeTCS BeAyIIMM METOOOM JICUCHUS
MpU NMPOBEICHUN JIOKAJIBHOTO KOHTPOJIS Y MALIMEHTOB C ITapaMme-
HuHreanbHoii PMC. Peanmn3anusa npotonHoii JIT B HacTosIee
BpeMs BO3MOXKHA JIMIIb B HEOOJIbIIIOM KOJIMYECTBE LIEHTPOB Ha-
IIEW CTpaHbl U BCETO MUPA, MO3TOMY YUCJIO AETEH, MOJABEepraB-
IIMXCS TAHHOMY METOAY JIEYEHUSI, BECbMa OrPaHUYEHO.

e 1 3amaun — MPEACTAaBUTh OTHAJICHHBIC PE3yJIBTaThI Jie-
YyeHUs ¥ TpodmiIb oclioxkHeHU npotoHHoi JIT mpu nedeHnn
neteii ¢ mapameHnHreanbHoit PMC B yeinoBusix ogHoro LleHTpa.

Marepuansl 1 MeToabl. B mccienoBaHue ObUIM BKJIIOYECHBI
24 nauueHTa JleyeOHO-AMArHOCTUYECKOrO lieHTpa MexXayHa-
POIHOrO MHCTUTYTAa OMOJIOTMYECKUX CHCTeM MMeHU bepesuHa
Cepres, nonyudaBimumx rnpotroHHyio JIT ¢ 2018 mo 2022 . Coop
uHdopMaLMy ObUI MPOU3BEAEH MOCPEACTBOM IIPOBEICHUS Pe-
TPOCIEKTUBHOIO aHajau3a UCTOPUI OOJIE3HU, ITyTeM M3Y4eHUsI
MEIMLIMHCKOM JOKYMEHTALIMK, 3allpalliBaeMOii 110 MECTY XKU-
TEJIbCTBA MALIMEHTOB, a TAKXE MPU 00C/Ie10BaHUU OOJIbHBIX He-
nocpeacTBeHHO B HalleM LlenTpe. CpeaHuii Bo3pacT MaluueHTOB
Ha MOMEHT MOCTaHOBKHU TMarHo3a COCTaBWI 4 rofa (quama3oH —
2 roga — 11 net). DMOPUOHANLHBIN TMCTOJIOTUYECKUI BapyUaHT
BepuduLpoBaH y 68 % 00JbHBIX, albBeOJIpHbIL — Yy 32 %.
JloxkanpHas cTagus 00JIe3HU AMarHOCTUpoBaHa y 36 % ranueH-
TOB, HAJIMYKME METACTAa30B B perroHapHbIx JIY BbisiBIecHO Y 28 %,
JeTeil ¢ HaIMYMeM OTHAlEHHBIX MeTacTa3oB O0bL10 36 %. B mc-
CJIelyeMOil KOropTe BbISIBJICH €AUHCTBEHHBIN citydaii (4 %) UH-
TpakpaHUaJIbHOro pacrpocrpaHeHus. CpeaHsiss mpeaucaHHast
no3a cocraBwia 50,4 Ip (mnamazon — 41,4—55,8 Ip). CpenHuit
cpok HabmoaeHus — 23,4 mec.

Pesyabratel. Pannue HA (mo 3 mec) nporonHoit JIT Bkito-
yaiu aepMatut (100 %), mykosut (100 %), cyxocTh CIM3UCTBIX
obosouek (60 %), cunycutsl (24 %), OCTpBIi THOMHBINA OTUT
(4 %), ocurutoctb Tosioca (4 %), HocoBble KpoBoTeueHus (4 %).
Cpenu MO3AHUX OCIOKHEHUI (CITyCTs 3 MeC Mocjie MPOTOHHOM
Tepanuu) ObUTH BBISIBICHBI ACUMMETPUS JIULA HA CTOPOHE 00JTY-
yenud (44 %), nopaxenue 3y00B (16 %), XxpoHUUYECKAST CYXOCTh
CAU3UCTBIX 000m0ueK (12 %), XpoHUYECKasT 3aI0KEHHOCTh HOCa
(4 %), napymenus 3penus (4 %). O6miast 3-1eTHsS BbIXKUBae-
MocThb coctaBmiia 70 %, 3-netHsiss BCB — 65 %.

BoiBoapl. [TpotonHas JIT y malueHToOB ¢ MapaMeHUHIea b-
Hoit PMC oGecrieunBaeT XOpOLIMii KOHTPOJb Haj 0OO0JIe3HbIO
U BbDKMBAaeMOCTb, COMTOCTABUMYIO C JAHHBIMU MUPOBOI JIUTE-
patypsl. [IporoHHas JIT obnagaeT npueMaeMoii TOKCUYHOCTbIO
U HEOONBIIUM CIIEKTPOM TSDKEJbIX OCJIOXHEHWI, 4TO JeiaeT
BO3MOXKHBIM €€ 0oJiee IUPOKOe MPUMEHEHUE Y IeTel C AUarHo-
30M MapaMeHuHreaabHoit PMC.
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Paspen Vi

MEAWRO-COLUMANDBHAA IKHCNEPTU3A, PAHHAA PEABUJINTALINA,
NCUXO0NIOrMA W NCUXHATPUA B AETCKON OHKONOT UK
U TEMATOJIOTHH

Bo3mokHOCMU NnpumeHeHua husuomepanuu

Yy Aemeii, 60nbHLIX CapKOMaMu Kocmeil

A.B. Iletpnyenko' 3, E.A. Banosa', E.A. BykpeeBa'-2,
K.®. Casiaes', N.A. IllaBbipun’, B.B. Kypaiokos',
E.IO. Cepreenko'?, H.M. Upanosa'-3
'TBY3 «HIII] cney.med.nomouiu 0emsam
um. B.®D. Boiino-Aceneyroeo J[3M», Mockea;
2OrA0Y BO PHUMY um. H.HU. I[Tupoeosa Munszopasa Poccuu, Mockea;
SPrboy A0 PMAHIIO Munzdpasa Poccuu, Mockea

AKTyanasHOCTb. Borpoc o paHHeli peabuinTaliu OHKOJOT U -
YeCKUX OOJIbHBIX M BO3BPAIICHUM WX K ITOJTHOIICHHOM XXU3HU He
TepsIeT CBOEl aKTyaJbHOCTH, OCOOEHHO 3TO KacaeTcsl OOJbHBIX
CO 3JI0Ka4eCTBEHHBIMU OTYXOJISIMU OIMIOPHO-IBUTATEILHOTO arl-
mapata. OCHOBHBIM METOJIOM PeadUINTAILIUK OCTAETCS JIeueOHast
duskynbrypa (JIOK), Ho, 110 JaHHBIM AMEPUKaHCKOI accolra-
1y oHkosioros, JI®K 6e3 apyrux MeToaK BOCCTAHOBUTETLHO-
ro Jje4eHus1 — 3TO He mosHoLleHHas peadbuiauTtanus (ACS Cancer
Facts and Figures 2014—2015). ITo BO3MOXXHOCTSIM IPUMEHEHUST
(uzmoTepaneBTUIECKMX METOJOB JIEYeHUsI B OTEYECTBEHHOM
JINTepaType BCTPEUAIOTCS JINIITb eIMHUYHBIC ITyOJTUKALIH.

HeJ’lI/l U 32aJa4Y4 — BOCCTAHOBJICHMEC MAaKCHMAJIBbHOIO IJIsA
0CTaTOYHBIX criocoOHocTelt KK 1 cHMXXeHue MHBaIUAU3aluu
JIETEN CO 3JI0KAYECTBEHHBIMU OITYXOJIAMH OITIOPHO-ABUIaTC/ib-
HOTro arirapara.

Marepuanst m Meroapl. C 2021 mo 2023 1. B otmene-
HUM OHKOjormu No 1 OBLIM IIpOBEACHBI IIpepeadMIUTAIINS
" 2-i1 aTan peabuanuTanuu 38 mamueHTaM, OOJbHBIM OITyXOJISI-
MH omopHO-aBHTaTeabHOro ammapata (C40—41). Cpemn HUX
20 neBouek M 18 MaJIbUMKOB B Bo3pacTe oT 1 Mecsia no 17 e,
M = 12,78 £ 0,54; Me = 13,50 [11,00;15,00]. Hapsimy ¢ Tpamu-
muoHHBIMU MeTomamu JIMK, rmmpokumHe3oTepanueit 1 pooo-
TH3UPOBAHHOI MexaHoTepanuell 24 IamueHTaM IIPOBOIIIIACH
dusnoTepanms.

PesyabraTel. PeaOunuTalimoHHBIC TIpOTrpaMMBbl ITOKa3aau
XOPOIIYI0 MEePEeHOCUMOCTh. PDU3UMOTEeparleBTUYECKUE METO-
IbI JICUCHUS YKPETUISIIOT MBIIICUYHYIO CUCTEMY, YTO OCOOCHHO
BaXXHO Yy JETeil ¢ OrpaHMYCHHON ITOABMKHOCTBIO BCJCACTBHUE
3a00JIeBaHUSI OMYXOJIbI0 KOCTM, CHIDKAIOT SIBICHUSI OCTEOTIC-
Huu. BxitoueHre B mporpaMmMy BOCCTaHOBUTEIBHOTO JICUCHMS
¢du3roTEeparIeBTUICCKIUX METOJOB HE YXYAIIAeT pPe3yJbTaThl
MIPOTUBOOIYXOJICBOI Teparnu.

PA3AEN VI

BoiBoapl. PusnoTepanus JoJDKHA OBITh HEOThEMJIEMO Ua-
CTBI0O MEOWILIMHCKOW OHKOJIOTMYCCKON peaOMIUTALINU IETCHA.
BeckoHTpobHOE TIPUMEHEHHNE PA3TUIHBIX (PU3MIECKUX (haK-
TopoB HemormycTnMo. Pusmdyeckre HaKkTophl JOJKHBI OBITH 0€3-
OITACHBIMU, C JOKAa3aHHBIM OTCYTCTBHMEM OTPUIIATCIIHHOTO BIIH-
SHUS Ha TeUYCHHE OCHOBHOTO 3a0oyieBaHMS y dereil. PermeHme
0 BKITIOUCHNH (DU3NOTEpaTiN B peaOMINTAIIMOHHBIN KOMILIEKC
IOJDKHO TIPMHUMATBCS Ha KOHCUJIMYME WHIWBUAYATBHO IS
KaXXIOoTo TalieHTa.
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Paspen ViI

NO3AHUE IOMEKTHI U PEABUINTALNA NALWEHTOB, NEPEHECLINX
FTEMATONOTHYECKUE, OHKOJIOTMYECKHE, MMMYHOJNIOTHYECKHHUE
W WHLIE TAENDBIE 3ABOJIEBAHUA

Peabunumayua oHKONOruyecKux
U remamonoruyeckux 60nbHbIX AEMCKOr0
Bo3pacma G nocneonepayuoHHbiMU

Aethekmamu Bepxnei yenocmu

.B. Bapanosa', H.B. 3yokosa?, A.I. fIpemenko?,
T.B. Tkauenko?, M.O. ITonosa', ¥0.A. Poanesna’,
N.10. Hukonaes!, O.B. I1auna', T.A. Boikosa', 1.B. Kazaunues',
A.A. Ocunosa', JI.C. 3yoaposckas’', A.JI. Ky1arun'
THUHU JOIuT um. P.M. Topbauesoii ®I'BOY BO IICII6GITMY
um. akad. U.11. Ilaerosa Munzdpasa Poccuu;
2PrboOY BO IICII6I'MY um. axad. U.11. [Tasroea Munzopasa Poccuu

AkryanbHOCTb. [locieonepanimoHHble IedEKThl YeltocTei
y JeTeit B pe3yabraTe MHBa3uBHOro muko3a (MM), a Takke mo-
CJIe XMPYPru4ecKoro JIeYeHUs OMyXoJieil MpeacTaBiIsioT coOoi
YHUKaJIbHYIO TTPo0JIeMy M3-3a OJIM30CTH K BaxKHEHIUM (PyHK-
LIMOHAJIBHBIM M HEUPOCOCYIMCTBHIM CTpyKTypaMm. I[IpuoGpe-
TeHHBIC Ne(EKThl BEPXHEIl YeTIOCTH B 3HAUUTEIbHOM CTETICHU
MPUBOAAT K GYHKIIMOHATBHBIM, IICUXOJOTUYECKUM U SCTETHYE-
CKMM HapylieHusM. Biusior Ha pedyeoOpa3oBaHUe, IJIOTAHUE,
JIbIXaHUE, CIyX W 3peHue. MyJIbTUIMCUUIUIMHAPHBINA MOIXOMd
K JICYCHUIO U peabWIMTallui HeOOXO0AMM JUIsl JOCTVKEHUS Ha-
WIYYIIMX 3CTETUYECKUX M (PYHKIIMOHAIBHBIX PE3YJIBTaTOB, 10~
3BOJISICT CHU3UTh PUCK Pa3BUTHSI IICUXOIMOLIMOHAIBHBIX TPABM.

Ieau u 3ama4n — OLIEHKA TPYIII PUCKA, TEYCHUST OCHOBHOTO
3a00JIeBaHUsI, TIPOTOKOJIA XUPYPTUUECKOTO JICUSHUSI U OPTOTIe-
JMYECKOM peabuIuTalliy MAIMeHTOB IETCKOTO BO3pacTa ¢ To-
cJeonepalMOHHbBIMU AeheKTaMU BepXHE YeTI0CTH.

Marepuajsi 1 MeToabl. C 2018 mo 2023 . 8 HUU IOTuT um.
P.M. Top6aueBoii 3apuKCHpoBaHO 3 ciiydasl mocjieornepaiuoH-
HBIX 1e(eKTOB BepXHEeil YeaoCTU y OOJIbHBIX I€TCKOTO BO3pa-
cra. Bo3pact nanmeHToB — OT 2 10 5 JieT. JIuarHo3sl BKJIOYAIU
MM c nopaxeHrueM BepxHE YeTtoCcTh (7 = 2) U LUEHTPATbHYIO
TUTaHTOKJIETOUHYIO omyxoJib (# = 1). JIBa reMarojornyeckmx
nalueHTa JIeTCKOTO Bo3pacTa ObUIM C IOpakeHWeM BepxHei
YeJIIOCTH, BbI3BAHHBIM MHBA3UBHBIM MYKOPMUKO30M. O1H Ta-
LIUEHT — C LIEHTPaJbHOI TMIaHTOKJIETOYHOM OITyXOJIbl0 BepXHeit
YEJTIIOCTH.

PesyabraTel. [IBa manenTa 2 1 7 aet ¢ UM Ha ¢ oHe 1mpoBo-
anmoii XT mo moBoay OJI. IManmueHTaMm ObIJIO TIPOBENEHO OITe-
paTUBHOE BMEIIATEJILCTBO B 00beMe HEKPIKTOMUU U PE3EKIINNA
BepxHell 4yemtocTu. TpeTnii mauueHT S5 JieT MpoorneprupoBaH 1o
TMOBOAY LIEHTPaIbHOM T'MTaHTOKJIETOYHOM OITyXOJIM BepXHeil ue-
Joct. B pe3ynabraTe Xupyprudeckoro JjiedeHUs BO3HUKIIA 00-
LM pPHBIE Te(PEKTHI BEpXHE YeTIOCTU U COOOIIIEHMS ITOJIOCTH PTa
M TIOJIOCTH HOca. Bee manmeHTsI Tiepe]; onepaTUBHBIM JIeYeHEM
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OCMOTPEHBI BPauOM-OpPTOJOHTOM. 51 paHHETro Tociieornepa-
LIMOHHOTO TIePUOJIa U3TOTOBJIEHBI 3alIUTHBIE TJIACTUHKU BEPX-
HEU YeTI0CTHU B LEJISIX U30JISIIIUY PaHbl OT CJIIOHBI U i, Mc-
MMOJTb30BaHbl TPAAUIIMOHHBIE OTTUCKHBIE MaTepUalibl, a TaKXe
METOAUKU LudppoBoro ckanupoBaHus yematocreit (3D Shapes).
Taxcke ObLTa UCTIOIb30BaHA TOMOIHEHHAas pealbHOCTh (AR) mis
HaBUTAIITMOHHOW XUPYPTUHU TI0 yIAJIEHUIO CEeKBECTpa OCHOBHOM
koctu. [locie amuTenu3anuu IocieonepaluoHHOTO nedekra
MpoBejieHa opTronenuyeckas peadbwiuranms. s Bcex mMamu-
€HTOB M3TOTOBJICHBI IIPOTE3bI-00TYpaTOPHI BEPXHEN YETIOCTH.
CMeHa rpoTe3a-00TypaTopa IMPOUCXOIUT B COOTBETCTBUHU C PO-
CTOM BepxHell uemocTu. B pesynbrate opTonennueckoit peabu-
JIUTALIMU BOCCTAHOBJIEHB! (DYHKIIVU TJIOTAaHUSI, XKEBAHUsI, PEUH,
HOCOBOTO JIbIXaHMsl. B mocieonepalimioHHOM Meprojie nauueH-
TOB HaOMIOJAIN CJIEAYIOIIUE CHEeUATUCThL: JOTOMe] B LEsIX
BOCCTaHOBJICHUSI PeUYU; BPaY-OPTOAOHT B LIEJISIX KOHTPOJISI pOocTa
YEeJIIOCTE; OETCKUMM CTOMATOJIOT; YEJIIOCTHO-JIMLEBON XUPYPT;
TICUXOJIOT; TIeINATP; OHKOJIOT.

BeiBoapl. 1. HeoOxonuM MyAbTUAMCHUTIIMHAPHBINA MOIXO/,
K JICYEHUIO OOJIbHBIX C IMTOCICONepallMOHHBIMU Ae(eKTaMu Jye-
nmocteit. 2. Oprorneanyeckas peabuINTalus CheMHBIMU ITPOTEe-
3aMM-00TypaTopaMu HEOOXoarMa B paHHEM Iepuoie IS JIyd-
IIel ananTalliy U BOCCTAaHOBICHUS (DYHKIIUM PEUH, TJIOTaHUS,
KeBaHUs, OpixaHus. 3. JlvcmaHcepHoe HaOJoJeHWe y Bpada-
OPTOIOHTA U IETCKOT0 CTOMaToJiora. 4. PeKOHCTPYKTUBHO-BOC-
CTAaHOBUTEIBHBIM XUPYPTUICCKUI ITall JICUCHUS HOJIKCH pac-
CMaTpUBaThCSI B KOHTEKCTE KOMIUIEKCHOTO OHKOJIOTMYECKOTO
nmeueHms. 5. Mcmonb3oBaHne COBPEMEHHBIX HU(PPOBBIX IIPOTO-
KOJIOB IUIAHMPOBAHMS TO3BOJISIET CIIPOTHO3MPOBATH HAMITYd-
I pe3yIbTraT peabMINTAllud U COKPATUTh CPOKU M3TOTOBJIC-
HUS IIpoTe3a.

Ynbmpaconorpauyecroe uccnefosanue

B JUarHocmuke MoKcu4YecKoil Heiiponamuu
E.B. XKykosckas, I1.M. T'oposuies, E.A. Menanuenko

Jleuebno-peaburumayuonnsiii Hayunoii yenmp «Pyccioe nose» @I'bY
«HMHUIL] ITOH um. JImumpus Poeauesa» Mun3zopasa Poccuu, Mockea

AKTyanapHOCTh. CTPYKTypa TOKCHMYECKUX 3(DdEeKToB Ipo-
TuBOOMyxojeBoit Tepanuu 3HO y neteit 1 moapocTKOB Xapak-
TEPU3YeTCS MYJBTUCUCTEMHOCTBIO M IIMPOKMM IMAINa30HOM
BapbUPOBaHUS TSDKECTH KIMHUYECKON cuMnToMmaTuku. Ilopa-
XKeHue Tepudepruueckoil HepBHOM CHUCTEMBI pa3BUBAeTCsI KakK
IO BO3IEMCTBMEM LIMTOCTATUKOB (BUHKPMCTUH, METOTpPEKCAT
M JIp.), TaK ¥ COBPEMEHHBIX IIPEIapaToB IJIsI TAPTEeTHOM Teparuu
(bpeHTYKCMMA0, TpacTy3yMad u ap.). JnmarHocTrka mopaxkeHUst
repreprnIecKrX HEPBOB OCHOBAaHA Ha TaHHBIX KIIMHUYECKOTO
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00cJieIoBaHusI, pe3yJibTaTax 3JeKTPOhU3NOIOIMYECKUX METO-
nuk. KoHuemnius peaGMIMTALIMOHHBIX IIPOTpaMM IIpeaycMa-
TPUBAET UCITOJIb30BaHNEe HEMHBAa3WBHBIX METOIOB IUAarHOCTUKH
U Tepanuu. B nocienHue roabl mOsBIsIETCST BCe OOJIbIIE UCCIIe-
JMOBAaHWA, IMOCBSIIIEHHBIX MPUMEHEHUIO YJIBTpacoHOIrpadmye-
CKMX METOJIOB B LIeJISIX OOBEKTUBU3AIIMM CTPYKTYPHBIX ITOpaxke-
HUI MBIIICYHON TKAHW U JUIMHHBIX TTeprhepUIeCKIX HEPBOB.
Ho Busyanuzanus nmopaxeHuii HEpPBHBIX CTBOJIOB pa3paboTaHa
HEI0CTATOYHO.

Ieau u 3aga4u — aHaIU3 Pe3yJIbTATOB YIbTpacOHOrpaduue-
CKHX METOIOB IMAarHOCTUKU MUOMIATUM ¥ HEMPOIATUU Y AeTei
U ITOAPOCTKOB, 3aBEPLUMBILKX IPOTUBOOITYXOJIEBYIO TEPAIIUIO.

Martepuajsl 1 MeToApbl. [pyIny KccaenyeMbIX MallueHTOB CO-
CTaBWJIM AETU B Bo3pacTe oT 5 1o 17 net B pemuccuu 3HO, Ha-
xoasuecsa Ha Il aTane peabuiuTaluu B JieueOHO-peaduInTa-
LIMOHHOM Hay4yHOM ILieHTpe «Pycckoe mnosie». CpoKn peMuccum
10 OCHOBHOMY 3a00JIeBaHUIO Kojiebanuch ot 6 mec g0 10 jer.
OcHoBHas kareropus nauueHToB — ¢ OJIJI (C91). dns Beimon-
HEHMUS YIBTPacOHOTpahMIeCKOro 00CIeIOBaHNS TTPUMEHSIIOCH
obopynoBaHue 3KcrepTHoro kiacca (rpudop Toshiba Aplio
S300). CkanupoBaHue MpoBOAUTCS B B-pexunme ¢ ncmnosb3oBa-
HUEM BBICOKOYACTOTHBIX JUHEHHBIX AaTYUKOB OT 9 no 17 MIix
C PYTUHHBIMM HACTPOMKaMM BU3YyaIU3alldN, TIpeaHAa3HAYCHHBI-
MM JUTST CKAHUPOBAaHUS HEPBHBIX CTBOJIOB (pesxkuM Nerve) /v
ckeneTHBIX MBI (small parts, MSK general presets).

Pesyabratel. [Ipu uccnenoBaHnu MpoBOAMIaCh OLIEHKA 1ie-
JIOCTHOCTU, CTPYKTYphI (KaOeJIbHOCTU CTPOEHMUSI), TUIOLIAAn
TOTICPEYHOTO CEUYCHMST HEPBHOTO CTBOJIA, HATMYMSI/OTCYTCTBHS
HeBpruHOM. MccienoBaHue MpoBOIMIOCH OMHOKPATHO 3a Mepu-
Ol TOCTIMTAIN3AllNH, TUHAMIKA U3MEHEHNI OIICHUBAJIaCh IIpU
IMOBTOPHBIX TOCTIMTAIM3ALMSIX (TPEUMYIIIECTBEHHO M3MEpeHUe
TUTOIIAAY TIeprU(pEePUISCKOTO CEUeHUsI HEPBHOTO CTBOJIA).

BeiBoapl. [laHHOE KMCCIIeIOBAHUE SIBJISIETCSI JOCTATOYHO TOY-
HBIM U MH(POPMATUBHBIM MHCTPYMEHTOM B pyKaX Bpadeii-pe-
a0MJIMTOJIOTOB, a4 TAaKXe IOMOraeT BpayaM (PYHKIMOHAJbHOM
JUArHOCTUKK B OOBEKTUBU3ALMU U BLIOOPE JIOKAIU3ALUN TIPO-
BEICHUS DJIEKTPOMUOIpadrUIeCKOro UCCIeI0BAHMSI.

CoBpeMeHHble meHaeHyuu B peabunumayuu
nauueHmos, 3aBepwuBwWuUX
NPOmMuBOONYX0NEBYI0 MEepanuio No noBoAy

3N0KayecmseHHbIX HoBooGpa3oBaHuil

E.B. XKykosckasa, A.®. Kapeaun
JIPHI[ «Pycckoe none» OIBY «<HMHUI] JITOH
um. JImumpus Poeaueea» Mumnsopaea Poccuu, Mockea

AktyamsHOCTh. B coBpemMeHHOM Mupe pacTeT 3aboJieBae-
mocTb 3HO, B TOM unciie n y aeteii. baarogaps ycriexam 1eTcKoit
OHKOJIOTMU PACTET YKCJIO U3JIe€YEHHBIX MALUEHTOB U COOTBETCT-
BEHHO BO3pacTaeT YMCJIECHHOCTb HYXIAIOLIMUXCS B MPOBEACHUN
peabMIMTALMK A€Tei ¥ IOAPOCTKOB. MHTEHCUBHO pa3BUBAIOT-
¢Sl U peadUIUTALIMOHHbIE TEXHOJIOTUU, HO CYIIECTBYIOT OOBEK-
TUBHBIE CJIOKHOCTHU Ha IyTH JOCTUKEHUSI OYIYIIUX YCIIEXOB.

Ilemm n 3amaum — TIpOBEACHNE aHAIM3a Pa3HOHATIPaBICHHBIX
TPEHIOB COBEPIICHCTBOBAHUS PeaOUIMTAIIMOHHOM TOMOIIY Ha
II sTame peaOuaUTAIIMK IETSIM W ITOAPOCTKAM, 3aBEPIIMBIINM
IPOTUBOOITYXOJIEBYIO TepaInio.

Marepuaist 1 MeToabl. [IpoaHanu3upoBaHbl pe3yabTaThI Jie-
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4eOHOI, HAyYHOU esITeIbHOCTH JIeueOHO-PeadINTallMOHHOTO
Hay4yHoro LieHTpa «Pycckoe moje» 3a 2018—2022 rr. UcTouHuka-
MM CBEJICHUI SIBJISIIOTCS TIEPBUYHAST MEIUIIMHCKAST TOKYMEHTA-
LIUST M CTAaTUCTUYECKAast OTYETHOCTb.

Pesynpratel. [leMorpacduueckasi CTpyKTypa MailueHToB, To-
CITUTAJIM3UPOBAHHBIX B JIEUeOHO-PeadUINTAIIMOHHBIN HAyIHBIN
1eHTp «Pycckoe mojie» 3a M3ydaeMbIil TIEpMOJ, M3MEHWIIACH:
caMbIii OOJIBIIION TIPUPOCT TMOCTYIAIOIINX TTPUXOAUTCS Ha Jie-
Teil TIEPBBIX TISATH JIeT XU3HU. CBSI3aHO 3TO B MEPBYIO OYepeb
C POCTOM 3a00JIEBAaEMOCTH B 3TOI BO3pacTHOI Kateropuu. Ho
CTaHJApTHBIE PeadMINTAIIMOHHBIE TTPOTPAMMBI HE MOTYT OBIThH
peayiM30BaHbl JUIS TMMAIIMEHTOB MJIAAIIEH BO3PACTHOM T'PYIIIIBI
BBUJIy OTCYTCTBUSI TAaKOBBIX M HEIOCTATOYHON KOMITETEHTHO-
CTU CIELMAJIMCTOB peabMInTOoNIoroB. Bmecte ¢ TeM MMEHHO
paHHee Hayajo peabwiIuTalMM obecrieyruBaeT MaKCUMaJIbHO
BO3MOXHOE BOCCTAHOBJIEHNE YTpaueHHBIX (hyHKIIMI. B mTocien-
HUE JEeCATUIICTUS aKTUBHO Pa3BUBAETCS BBICOKOTEXHOJOTHUY-
Hasl TIOMOIIIb JIETSIM C OHKOJIOTMYECKO MaToJIoTHeil Ha aTarax
JOCTIDKEHUST PEMUCCUU. DTU YCTIEXW TOCTUTAIOTCST OJaromapst
noanepxke MMUHUCTEPCTBOM 3npaBooxpaHeHus: PO HaydyHBIX
pa3paboTok. PeabunutanimoHHOe HampaBjieHUe AETCKOW OH-
KOJIOTMM HE MMEET JOCTaTOYHON (DMHAHCOBOMW TOMICPXKKM JIJIsST
MPOBEICHUST TTPOCTIEKTUBHBIX MCCIIEAOBATEILCKUX TPOEKTOB.
DTO KacaeTcsl TaAKUX BUIOB PeaOUIMTAIIMOHHON TTOMOIIHN, KaK
dusmoTepanus, MpeINKTWBHAS MeIWIIMHA. B TO BpeMsl Kak
OllEHKa Pa3BUTHS MO3MTHUX 3(PHEKTOB MTPOTUBOOITYXOJICBOIA Te-
parnuu ¢ y9eToM TeHeTHnIecKux (hakKTOpOB pHUCKa CIocoOHa 1aTh
OecrieHHYI0 MH(MOPMAITUIO )T TPOBEICHUSI MTHTEHCUBHOM (ha3bl
JIEYCHUST U CHUBWUTD YaCTOTY M TSKECTh TOCIENCTBUN JIeUeHUS
3JI0Ka4eCTBEHHOU oryxoiu. [lcuxomornyeckoe KOHCYJIBTH-
pOBaHMWE TOCTTUTAIIM3UPOBAHHBIX IMAIIMEHTOB 3aHUMAaeT OYEeHb
BaXXHOE MECTO B CTPYKTYpE peadUIUTAIIMOHHBIX MEPOTIPUSTUIA.
Ho umeHHO HampaBieHne MEIUIIMHCKOM TICUXOJIOTUY HE NMe-
€T B CBOEM apceHajie METOMOJIOTUU ITPEEMCTBEHHOCTH, TIO3TOMY
HalllW MaIMeHThl UMEIOT HEOOOCHOBAHHO JIJTUTEJIbHBIE TIEPepPhI-
BBI B TIJTAHE TICUXOJIOTMYECKOM MOIEPXKKM, TaK KaK He TToJTyda-
10T ee Ha Mectax. [Tannemus COVID-19 npoaeMoHcTpupoBaia
HEOO0XOMMOCTh pa3pabOTKM M BHEAPEHUS TUCTAHIIMOHHBIX Pe-
A0WJIMTAIIMOHHBIX MIPOTPaAMM.

BoiBoapl. Takum 00pa3oM, peabMIMTALIMOHHAS TTOMOIb Je-
TSIM U TIOAPOCTKAM MOCJe TOCTUXEHUSI PEMUCCUU OTHOCUTCS
K aKTMBHO pPa3BUBAIOIIMMCSI HAMpPaBJIEHUSIM MEIULIMHBI U HY-
JKIAeTCST B pa3pabOTKe HOBBIX ITOAXOI0B U BHEAPECHUIO MHHOBA-
LIUIi B TPAKTUKY paboThl yupexneHuii 11 stana peabunuranuu.

Nipo6nemamuka ocmeonopo3a y aemeii
U NOAPOCMKOB, 3aBepwuBwIuX

NPOMUBOONYX0NEBYI0 Mepanuio

E.B. XKykosckas, A.®. Kapeaun
JIPHI[ «Pycckoe none» OI'BY «HMHUI] ITOU
um. JImumpus Poeauesa» Munzdpasa Poccuu, Mockea
AKTyanbHOCTh. [lallMeHTHI OETCKOTO BO3pacTa, YCIICIIHO
3apepuBLIne jedeHne 3HO, cTankuBaloTcsl ¢ MOJIMMOPOUI-
HOCTBIO KaK BCJICICTBUE TIPOSIBICHUI MO3IHEH TOKCUYHOCTU
Tepanuu, Tak U Ha (poHe KOMILIEKCa MEIUKO-COLMATbHBIX (paKk-
TOpoB pucka. OCTeoNneHUYeCKne COCTOSTHUSI MOTYT BO3HUKAThb
y OOJIbHBIX KaK BO BpeMsl MPpOBeIeHNSI MHTEHCUBHOM (ha3bl Jie-
YeHWUsl, TaK U B Meproje peMuccun. B HacTosee BpeMs y yeT-
BEPTU TIALIMEHTOB C OCTEOIOPO30M, IO JAHHBIM JIMTEPATYpPHI,
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JUarHOCTUPYETCs FeHeTHYecKasl MpeapacioloXeHHOCTh K pa3-
BUTHUIO OCTEONIEHUYECKUX COCTOSTHUM 3a CUeT MyTalluu B reHax
COLIAIl, CALCR, VDR u np. WUccinenoBaTeau AeMOHCTPUPYIOT
3HAYUTEbHBIN pa3dpoc MHEHU MO PacpOCTPAaHEHHOCTHU TPO-
SIBJICHUI OCTEOIopo3a U IWHAMUKE MoKa3arejeil B 3aBUCUMO-
CTU OT CPOKOB PEMUCCUU Y IeTeli 1 MOAPOCTKOB, 3aBEPIINBIINX
MPOTUBOOITYXOJIEBYIO TEPATTHIO.

Ilenmn u 3ama4d — OLIEHUTH PACIPOCTPAHEHUE CUMITTOMOB
OCTEOIaTUYECKUX COCTOSTHUI y TAIMEHTOB, 3aBEPIIUBIINX ITPO-
TUBOOIYXOJIEBYI0 Tepanuio Ha 1 atane peabunuranuu.

Marepuansl 1 Metoabl. 3a tepuozn co 02.2023 mo 08.2023
MpOoaHAIM3UPOBAaHBl YacTOTa M CTPYKTypa KIMHUYICCKUX
CHUMIITOMOB OCTEOIICHMYECKMX COCTOSIHUM y 52 TallMeHTOB
(C40—41; C64; C81, C91) ¢ OTKIOHEHUSIMU OT HOPMATUBHBIX
mapaMeTpOB MUHEPAIBHON IUTOTHOCTA KOCTHOM TKaHU IIO
JAHHBIM PEHTIC€HOBCKOW WMJIM YJBTPa3BYKOBOI OCTEONEHCHUTO-
metpuu. Bospact gereit — ot 7 1o 16 neT, cpeaHuii BO3pacT —
12,8 + 2,3 roga. Bwibopka (opmupoBanach 1o oOpalieHuIo.
JnrarHo3 ocTeonopo3a YCTAaHOBJIEH Yy TALIMEHTOB P CHILKE-
HUHU TUIOTHOCTM KOCTHOI TKaHM He MeHee 4eM Ha 2,5 SD Hike
HOPMAaTUBHOTO, a OCTeoneHnu — oT -1 mo -2,5 SD. JlomoaHu-
TEJTHLHO UCCIEIOBAINCH OOIINIT aHAIM3 KPOBH, Ie0YHast dhoc-
daraza, MIOHU3UPOBAHHBIN KaJbLUI U OOLLUIA KaTbLIMi, MapKe-
PBI KOCTHOTO PEMOICSITMPOBAHMS: OCTCOKAIBIINH, b-CrossLaps,
THPEOTPOITHBII TOPMOH, TTapaTTOPMOH, KpeaTMHWH, MOYEBHUHA,
anpO0ymuH. OnpeneneHre KOHIEHTPAIMY KaIbIIUANO0Na B CHIBO-
POTKE KPOBH.

Pe3ynbraThl. 2KanoObl y MalMEHTOB C OCTEONEHUYECKUMU
COCTOSIHUSIMU BKJIIO4ajid 0O B KOCTSX, CycTaBax, (opMu-
poBaHue nedopMalii KOCTHOIO CKejeTa, MBIIIEYHYIO Cja-
00CTb, MOBBILIEHHYIO YTOMJIIEMOCTb, UMEIM MECTO B pa3jind-
HBIX KOMOMHALMIX MTPAKTUYECKN Y BCeX 00CIeI0BaHHbIX. Y 16
(30,7 %) neteii BuIsIBICHBI Ae(hopMalLiuy cCKejleTa. bolbIHCTBO
38 (73 %) umenu cHUKEHUE KOCTHOM TUIOTHOCTH, COOTBETCTBY-
olliee mokasaresisiM ocreoneHuu. Jpanuars ogun (40,4 %) pe-
OGeHOK MMeJI IIPOSIBJIEHUsI OCTE0II0PO3a B BUIE HETPaBMAaTUYHbIX
[epeIOMOB, KJIMHUKO-JIa00paTOPHbBIX KpUTepUEB Ha (DOHE Tepa-
MU, B CBSI3U C Y€M IIPOBOAMIACH AHTUPE30POTUBHAS TEPAIIMSI.
CoueTaHHbIE HApYLIEHWS MUHEPAJIbHOIO OOMEHA M MapKepoB
KOCTHOTO PeMOJIEIMPOBAHMUS, IIOBBILLIEHKE IIaPATTOPMOHA ObLIN
JMarHocTUpoBaHbl y 48 (92,2 %) nereit. CHYIDKEHUE ColepKaHUs
suramuna J1; Huoxe 20 Hr/mi BoisaBieHo y 32 (61,5 %) nauuen-
TOB; ypoBeHb oT 20 mo 30 ar/mm —y 15 (28,5 %); y 5 (10 %) ne-
Teil ypoBeHb BUTaMuHa [, 6bu1 Bbitie 30 Hr/mir. I1o pesyabraram
obcnenoBanust 42 (80,8 %) mauueHTaM ObLI JOIOJIHUTEIBHO
[OCTaBjIeH AxarHo3 HeanddepeHUMPOBAHHOM AUCILIA3UU COe-
OVUHUTENbHOM TKaHU. Y 4 (7,7 %) meteit HAGMOAINUCH TTPOSIBIIE-
HUS Helipodubpomaro3sa I Tnma. BeipaskeHHBIN qeUIINT MacChl
tesa (uHaeke Macehl Tesa < 16, 5) umenu 6 (11,5 %) nauueHToB,
a 13 (25 %) ctpamainu oXupeHueM.

BoiBoapl. TakyiM 00pa3oM, IOJIydeHHbIE TaHHbIE [TO3BOJISIIOT
000CHOBATh MpPOrpaMMy IMArHOCTUKM M CaHALlMK OCTEONOpo3a
y MalMEHTOB C OHKOTeMaTOJIOTUYECKOl Tartojiorueii. Dgdek-
TUBHAas NpodUIaKTUKa U JIeYeHUE OCTEOINOopo3a y MalleHTOB
B pemuccun 3HO mpearonaraeT cBoOeBpeMEeHHOE ONpeieieHue
(GaKTOpOB pUCKa, MOJOOpP Teparnuu, a B ciydyae ee HeyCIeITHO-
CTU OIOJIHUTEJIBHOE TeHETUYECKOE TECTUPOBAHKE B LIEJISIX BbI-
SIBJICHUSI HEOJIarONPUSITHBIX MYTallUIA.
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Onbim npoBefeHud anekmpoMarHumHoi
AUCMparyuu 3HAONPOME30B ANUHHDIX
mpy6yambiX Kocmeil u cycmasoB
y NayueHmos ¢ KOCMHbIMU CapKOMamu
B ycnoBuAx neyebHo-peabunumayuoHHoro
Hay4yHoro uenmpa «Pycckoe none»

E.B. XKykosckas!, O.A. Hucuyenko',

JI.B. Hucuuenko?, 1I.P. Muny;un'
IJIPHII «Pycckoe noae» ®I'BY «HMHUI] JTOH
um. JImumpus Poeaueea» Mumnzopasa Poccuu, Mockea;
2I'bY3 «Moposoeckas JAT'KE JI3M»

AkryampHOCTh. [IpriMeHeHMEe MOMYNbHBIX (Pa3IBUXKHBIX)
MPOTE30B Y MAIMEHTOB ¢ KOCTHBIMU CApKOMaMHM P TITPOBeIe-
HUM OPraHOCOXPAHSIONINX OIepallnii TO3BOISIET KOMIIEHCUPO-
BaTh Ae(PUIIUT JJIUHBI MPOTE30B IO Mepe pOCTa KOHEYHOCTEN,
YTO Ype3BBIYAfHO BaXKHO IS AeTei M TIOAPOCTKOB. MUHUMU3H -
pOBaTh HETAaTUBHBIEC OCJIOKHEHUS IPOTE3UPOBAHUS BO3MOXKHO
MPY MCTIOIb30BAHUM HEMHBA3UBHBIX METOIOB Pa3ABIKKM U aK-
TUBHOI peabunuTanuu rnauueHToB Ha Il arare.

IHemm u 3ama9m — aHaIM3 BO3MOXKHOM KOMIIEHCAIIMU JJIMHBI
HIDKHUX KOHEYHOCTEH ITyTeM 3JICKTPOMAarHUTHOM ITUCTPaKIIuU
MMILJIaHTaTa B YCJIOBUSIX peaOMIUTAIIMOHHOIO IIEHTpa Ha (hoHe
npoBeneHus GU3NIECKUX METOI0B peadUIUTALIIH.

Marepuansl u Metoapl. 3a mepuon ¢ 04.2023 mo 09.2023
B ycioBusix JIPHIL «Pycckoe mone» ®I'bY «<HMUIL ATOU
uMm. Imutpus PoraueBa» MunsapaBa Poccun mpoBeneH aHanu3
BO3MOXKHOCTE KOMIICHCALIMM JIJTMHBI HMXKHUX KOHEUHOCTEH
MyTeM 3JICKTPOMarHUTHOW MUCTPaKIMK y TAallMeHTOB C KOCT-
HBIMU capkoMaMHM. B mcciemoBaHue BKIIIOYEHbBI 14 MalMeHTOB
B peMUCCUM MO OCHOBHOMY 3aboseBaHuio C40—41 B Bo3pacTe
oT 8 10 17 neT, KOTOPBIM OBbLJIO BBHITTOJHEHO YIJIMHEHUE OMEepr-
poBaHHOI KoHeuHOCTU. CpeaHuii BOo3pacT OOJIbHBIX COCTABUJI
12,7 £ 5,3 roga. Y 12 nauueHToB MOP(MOJOTrHNYECKUl JUarHo3
cootBetcTBOBal OC, y 2 — CIO. ITlepBuuHas noxkanuzauus
rpoliecca oTMevanaach B IUCTAJIbHOM OTieJie OeIpeHHON KOCTU
y 10 6onpHBIX, Y 1 — B MpOKCUMaJbHOM OTaesie 0ojbledep-
LIOBOI KOCTH, Yy | — ToTallbHOE MOpaxkeHue OeIpeHHON KOCTH,
y 2 — B MIPOKCUMAJIbHOM OTeJe OeapeHHoi KocTu. OmnepaTuB-
HOE JiedeHre B 00beMe DHAOINPOTE3MPOBAHUS KOJIEHHOIO Cy-
cTaBa BBIMOJHEHO 11 mamueHTaMm, SHIONPOTE3UPOBAHUE Ta30-
OeapeHHOro cyctaBa — 2 U 1 mamyeHTy MPOBeIeHO TOTaabHOE
SHIOMPOTE3upoBaHue OeapeHHOU KkocTu. I[lpenBapuTeabHO
Bce OOJIbHBIE OBLIM OCMOTPEHBI OHKOOPTOIEIOM, OIpeaesie-
Ha cTerneHb AedUIUTa JUIMHBI HUKHUX KOHeyHocTei. [lamm-
eHTaM Ha (POHE KOMIUIEKCHOIO peabMIMTAllMOHHOIO JICUEHMS
(JI®OK, Maccax, MexaHOoTeparus, KOpPEeKLKsI CTEPEOTHIIa MO~
XOIKH, TICUXOJIOrMYeckasi MoMOIllb CEMbE) B TeueHUue 14 mHei
B JIPHILI «Pycckoe mose» mpoBoauach MOCTENEHHAsT dTarHas
KOMIIeHcaLMsl AeGUILIMTA JJIMHBI ONIEPUPOBAHHON KOHEUYHOCTHU
C KCIIOJIb30BAHMEM 3JIEKTPOMArHWTHOM KaTyIIKW M3 pacyera
1 MM — 4 MUH.

Pe3yabTathl. Y 5 manueHTOB AUCTpaKIMS SHIONPOTE3a BbI-
MoJIHeHa B 2 3Tamna ¢ UHTepBajioM 3 Mec, Y 9 — 3a oHO mocelie-
HUe peabUIUTAlMOHHOTO LIEHTpa. 3a BpeMs OTHOKPATHOTO Ipe-
owiBaHus B JIPHLI «Pycckoe mosie» npoBoauiachk, Kak MpaBuiio,
JMUCTPAKIIMsS SHIOIMPOTe3a 1o 2 MM (8 MUH) B IeHb B 1—2 mpu-
eMa, cyMMapHO 6 MM 4epe3 JeHb (9 TMalueHToB); Y 3 OOJIbHBIX
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BBITIOJTHEHO CYMMapHOe YJIMHeHUe Ha 4 MM; Yy 3 — Ha 8 MM;
1 mauueHTy 3a 14 mHeil BBITIOJHEHA AUCTpakuusa Ha 18 MM, 1o
2 MM (8 muH) B TeueHue 9 ceccuii. TpeMm OOJTBHBIM TTPOBEICHA
JUCTPAKIIUS SHAOMPOTE3a M0 5 MM OTHOKPATHO 3a 1 ceanc. Hu
Yy OTHOTO M3 TAlIMEHTOB He OBUIO BBISIBJICHO HEBPOJIOTUYECKUX
HapylieHuii (0oseit, mapacTe3uii 1 T. A.) TOCJe MTPOBEICHUS Ma-
Hunyasguuu. [Tpu nocnenyrolieit olieHKe y BCEX I€Tei OTMEUEHO
yIIydineHre (DyHKIIMOHAIBHOTO CTaTyca.

BoBoasi. KoMdopTHOCTE Mpouienypsl Ha (poHEe TPOBEACHUS
KOMILIEKCa peadWIMTAllMOHHBIX MEPOIPUITUIA obecrieynBaeT
KOMILJTACHC TMAalMEHTOB, CBOEBPEMEHHOCTb MPOBEICHUS M-
CTpaKIIMU DHIOIMPOTE30B U BOCCTAHOBJICHUE KUHETUUYECKUX
BO3MOXHOCTel pebeHka. [IpakTuka mpoBeneHus] TUCTPaKIIuU
9HAOMPOTE30B B paMKaX UHAUBUIYATU3UPOBAHHBIX peaduInTa-
LIMOHHBIX IPOrPaMM CITOCOOCTBYET CHUXKEHUIO PUCKA PA3BUTHSI
U CTEMEHU TSKECTU BO3MOXKHBIX OCJIIOXHEHU Tociie ymInHe-
HUSI OMEPUPOBAHHON KOHEYHOCTU Yy TAIIMEHTOB C KOCTHBIMU
CapKOMaMH.

OcobeHHOCMU AUHAMUYECKUX USMEHeHui
BeHmMunAaAyuoHHou PyHRYUU nerxux y pemeii
C ocmpbiMu neiliko3amu nocne annorexHoli

mpancnaaimayuu remono3muyecrux

CMBOJIOBbIX RNEMOK

T.B. Kyaunosa, }0.B. CkBopuosa, A.®@. Kapeiun,
A.IO. 3axaposa, E.A. Tuxomuposa, /I.B. bagamos
PIBY «<HMHUII JITOU um. JImumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AktyamsHOCTh. YacToTa nerouHsix ocioxHeHuit mociae XT
u obayyenusi, npeauectByomux TTCK, Bappupyer, mo pas-
HBIM JaHHBIM, OT 25 10 60 %, 4acTo CONpPOBOXIACTCST CHUKE-
HueM K2K manueHTOB M MOXeT ObITh MPUYMHOW MHBATUAM-
3allMU y YacTU U3 HUX. B 1uTepaTypHBIX NCTOUHUKAX IIUPOKO
MPEICTaBAEHbI JAHHBIE O PECITUPATOPHBIX HAPYLIEHUSIX TOCIE
TPaHCIJIAHTALIMU Y MAlMeHTOB C TeMOOJIacTO3aMU B LIEJIOM, OJl-
HaKO HEIOCTaTOYHO CBEICHUIA O CpPaBHEHUU (PYHKIIMOHAIBHOTO
COCTOSIHUSI IbIXaTeNIbHOU cucteMbl ¢ pasubiMu OJ1 y nereit npu
JUITUTETbHOM HabmoneHuu rocie amno-TTCK.

Ieau n 3aga4n — MPOBECTU IMHAMMUYECKUI KOHTPOJIb U CpaB-
HUTH U3MEHEeHNS PYHKIMK BHelTHeTo nbixanus (OBJI) y mereii
¢ OJIJT u OMJI oo TT'CK u B pa3uyHbIe CPOKH TTOCTIE HEee.

Marepuanst u metoapl. Ha anmapate MasterScreen (Viasys
Healthcare, ITepmanust) nmpoBeneHo uccienoBanue @B/l meTo-
noMm crimpometpun 72 metssm ¢ OJIJT (n = 40) u OMJII (n = 32)
B Bo3pacTte oT 5 1o 17 net (cpenHuit Bo3dpact — 12,5 + 3,7 rona),
38 u3 koTopbIx Maabunku, 10 ayuto-TI'CK, Ha 30, 90, 180, 360-¢
CYTKHM U OoJiee ueM yepes 2 roja 1mociie Hee.

Pesyabratel. o TI'CK HapylieHusT BeHTWISILIMOHHON
(GYHKLMM JIETKKX 110 OOCTPYKTUBHOMY TUITY BbisiBiIeHBL Y 10 %
(n=4) matuenros ¢ OJII uy 22 % (n = 8) nereit c OMJI. Yepes
Mecs1 AMHAMWYECKOIro KOHTPOJISI NU3MEHEHUE CKOPOCTHBIX Ma-
pamMeTpoB oTMeueHO B 3,8 % ciyyaeB B 1-1i rpyrine. Y nauueHTOB
¢ OMIJI 3apeructprpoBaHa OTpUIaTe/IbHAS TUHAMHUKA B BUIE
MIPUCOETMHEHUS K COXPAHSIIOIIMMCS OOCTPYKTUBHBIM HapylIlle-
HusiM Y 20 % o0ciie1oBaHHBIX CHIKEHMS (hOPCUPOBAHHOM K13~
HeHHoi emkoctu ierkux (O2KEJ) B 10 % ciyyaes. K 90-m cyT-
KaM HaOJTIONCHMS BBISIBICHO HapacTaHUE CIHUPOMETPUICCKUX
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usMeHeHuii B rpynie OJIJI co CHUXKeHUEeM CKOPOCTHBIX IOKa-
3atenieit 10 20 % nauueHToB (n = 6), u3 HUX y 15 % nereit 3ape-
TUCTPUPOBAHBI TIPU3HAKM TeHEPaIM30BaHHOW 00CcTpyKiuu. Bo
2-1i TpyIINe HapyLIEHUST CITMPOMETPHUH, B TOM YKCJIE CO CHUXE-
HUEM BCeX IoKa3zaTeJieid, BbISIBJICHBI Y TPETH O0CIeIOBaHHBIX.
Cnycra 6 mec nocie TI'CK B rpynme OJIJI oGCTpyKTUMBHBIE
HapylLIeHUsSI COXPaHSUTUCh Y KaxXJoro 5-ro 00CiIeq0BaHHOTO,
B 1 ciydae BIepBbIe 3a BECh IepHMOI HAOJIOACHUS BBISBICHO
camkenne @KEJI. ¥V nmereit ¢ OMJI yepes mojrona HabIoAe-
HUSI CHIDKEHHME TapaMeTpOB CITMPOMETPUU 3aperucTPUPOBAHO
y 38 %, nemey 11 % 6onbHBIX 0TMeueHO cHIKeHne MKEL.
K romy mmHaMMuecKOoro KOHTpPOJSI B 1-ii Ipyrrme mois aeTeit
C HapylIeHWeM BeHTWISILMOHHOM (DyHKIIMK COCTABJISUIA TaK e
20 %, pu 3TOM HapocIa TSKeCTh U3BMEHEHWI CO CHIKEHUEM
Bcex mapameTpoB PBJI. A yepe3 2 roma HabOIOACHNST OOCTPYK-
THUBHBIC U3MEHEHUST 3aperMCTPUPOBaHbI Y 3 % 00C/IeI0BaHHBIX,
noust nereit co cHkenuem MXKEJT cocrasuia 6 %. Y namueH-
ToB ¢ OMIJI K roay HaGIIONEHUs] CHUXKEHME CKOPOCTHBIX MOKa-
3atesieit @B/l 3aperncTpupoBaHO y KaXIOro 5-ro MalMeHTa,
B 13 % ciyyaeB 3TH U3MEHEHUST CONMPOBOXIAIUCH U3BMEHEHUEM
®XKEJ, eute y 13 % neteit BoIIBICHO U30JMPOBAHHOE CHUXE-
Hue 00beMHbIX MoKa3areseit. Crycts 2 roga nocie TTCK B naH-
HOI TpyIIie pa3anyHble BEHTUISILIMOHHBIE HapylieHUsT QyHK-
LU JIETKKX 3apETUCTPUPOBAHBI y3Ke Y KaxKI0Tr0o 2-ro pedeHKa.

BouiBonpl. [IpoBegeHMe CMpOMETpUM MOXHO MCITOJIB30-
BaTh JUISI paHHETO BBISIBJICHUSI BEHTWISILIMOHHBIX HApYyIICHWH,
ncciieioBaHne (YHKIIMU TbIXaTeIbHON cucTemsbl y neteit ¢ OJ1
HeobxoaumMo TpoBoauTh yxke 10 ao-TI'CK ¢ ero mocienyro-
UM JUTUTETbHBIM MOHUTOPUHTOM ITOCJIe OKOHYAHUST JICUCHUSI.
BoisiBIeHBI OTIMUMST B CpOKaX BO3HUKHOBEHUWSI M XapaKTepe
JIETOYHBIX ocnoxHeHult y aereit ¢ OJIJT u OMJI, yto nmo3Bosi-
eT copMUpOBaTh TPYIIBI PUCKa TAlMEHTOB, CBOCBPEMEHHO
KOPPEKTUPOBATH MPOBOJINMYIO TEPATTUIO U YIYYIIUTh KAa4eCTBO
JMATBHENTITNX peaOMIUTAIIMOHHBIX MEPOTTPUSTHIA.

MlepeHocumocmb U npusBepreHHoCMb

CUNUHra B AemcKoil OHKoremamonoruu
M.A. Kyuep, H.I'. CanrsikoBa, A.Jl. Kynarun

HUU JIOTuT um. P.M. Top6auesoit @I'bOY BO [ICIIoTMY
um. akad. U.11. Ilaeroea Munzdpasa Poccuu

AKTYaJbHOCTb. Y MallMEHTOB, MOJYYalOlIUX JIEYEHUE METO-
gom TI'CK u nurtoctatMyeckoi Teparuu, 4acTO pa3BUBaIOTCS
OCJIOKHEHMUSI, OKa3bIBAIOIIMe HEraTUBHOE BIMSIHUE Ha amIeTUuT
1 (QYHKIIMOHAJIBbHYIO CIOCOOHOCTh MUILIEBAPUTEIBHON CUCTE-
MbI, YTO MOXKET MPUBOJIUTH K POPMUPOBAHUIO HEAOCTATOYHOCTHU
MUTAHUSI — HeOJaronpusITHOMY (DakTopy MpOrHo3a B OHKOTe-
matojoruu. CUMTUHT SBASIETCS OAHUM U3 BUIOB HYTPULIMOHHOM
Teparuu, KOTOPbIii B HACTOSIIIEEe BPEMSI COBEPILIEHCTBYETCS 3a
CYET YJIy4llIeHUs] OPraHOJENTUYECKUX CBOMUCTB U ONTUMU3ALIUU
XMMUYECKOTIO COCTaBa CMeceil, HO SIBJISIETCSI HEAOOLIEHEHHOM
OITLIMEN MTPU aTMMEHTALIMU TTAlIUeHTA.

Heﬂﬂ " 32JaY4 — OLICHUTH NEPEHOCHMMOCTDb U ITPUBCPXKCH-
HOCTb CUIIMHIA y JIETE B OHKOT€MAaTOJIOTUH.

Marepuainst 1 metoabl. C 2015 1o 2022 . B peTPOCTICKTUB-
HBIII aHaM3 BKIIOYEHB 988 ciydyaeB MpUMEHEHUs] CUTTMHTA
y marueHToB 10 18 jmet ¢ OI'3, cpemm KOTOPHIX IIpeodiiamaim
OJI — 49,5 % (n = 489), comunnbie onyxonu — 14,5 % (n = 143)
U HaC/IeACTBeHHbIe 3aboseBanust — 7,6 % (n = 75). MeauaHa
Bo3pacta coctaBuia 7 (3—13) net. [1ameHTH My*KCKOTO 1oJIa —
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61 % caydaeB, xeHckoro — 39 %. B 74,2 % naGnomeHuit
(n = 733) B KauectBe MeTroda JiedeHus: npuMeHsiin TI'CK ot
aJUTOreHHOTO JoHopa, B 22,4 % (n = 221) — XT u ayto-TI'CK,
B 3,4 % (n = 34) — xupyprudeckoe JieueHre. Ha MoOMeHT MHU-
mmanuu cunuHra B 50,7 % ciyuaes (n = 501) oTMeuanach rumo-
pekcwst, B 26,8 % (n = 265) — cuHAPOM MalbaurecTu, B 27,2 %
(n = 269) — cunapoM Maababcopouuu u B 54,6 % (n = 203) —
xponunueckast PTIIX. B 1,8 % cayyaeB (n = 18) cunuHr npu-
MEHSIJICSI B KOMOMHALIMY C TPYIHBIM BCKapMJIuBaHueM, B 2,8 %
(n = 28) — c saTepanbHbIM U B 15,1 % (n = 149) — ¢ napeHTe-
panbHbIM nuTaHueM. CocTaB cMeceit: cTaHaapTHeIe (n = 844),
MoJyaJieMeHTHBIe (n = 76), cnenuduyeckue (n = 43) 1 aMMHO-
kuciaotHble (n = 20). Cpoku yrnoTpedjeHus CUMIMHIA M0 OTHO-
mweHuto K MomeHty TI'CK coctaBunu: npeBeHTUBHO (1 = 130),
B paHHue cpoku — g0 JA+30 (n = 212), I+31-100 (n = 182),
B/ > +101 (n = 400).

PesynbraThl. YIoBiIeTBOPUTEIbHAS TIEPEHOCUMOCTb CUITUH-
ra B oOeil Koropre GoibHBIX cocTaBuia 96,1 % (n = 948),
B OMpeje/ieHre KOTOPOW BXOAWJIO OTCYTCTBUE Pa3BUTHS WU
YCyIyOJIeHUsT yXe CYIIECTBYIOIIETO AMCIIENICUYECKOTO W/WIn
IMApEHOTO CUHApPOMAa M aJUIepTUIECKUX peaKIuii TIpu yCJIo-
BUU COOJTIONCHUS TIpaBUJI YITOTPEOJIeHUsT CUTIMHTA, TaKUX Kak
KJIMHUYECKM OOOCHOBaHHAsi CMeCh, JPOOHBIN TIPUEM, ITOCTe-
TeHHOE HapalllMBaHWe T03bl, KOMHATHAasl TeMIlepaTypa CMECH.
Ciydyau cHUXEHHOU repeHocuMocTu (n = 38) B 0011ell rpymre
HabIIoIeHUs ObLIN XapaKTepHbI y 00s1ee B3POCbIX MAllUEHTOB —
MenuaHa Bo3zpacta 13,5 roga u 7 jnet, p = 0,002; npu HaTU4Iuu
xponunueckoit PTTIX — 91,3 % (n = 21), p = 0,001; ¢ mpusit-
HBIM BKycoM cMecu 57,9 % (n=22), p < 0,001. B 86,7 % cny4aes
MaIMEeHThl XapaKTepru30BaJIM BKYC CMECU CJIIOBOM <«HPaBUTCS»
(Y MasleHbKUX JIeTeil KpUTeprueM TTPUBEPXKEHHOCTH OBLIIO OTCYT-
CTBUE OTKa3a OT OYTBUIOYKU CO cMechlo). Cpeau UCIIBITYEMBbIX,
YIOTPEOISIBIIMX CUTTMHT 00JIee OMHOW HeAeN C TIPUSTHBIM JIJIST
HUX BKycoM (7 = 810), B 8,8 % (n = 79), pa3BUIOCh NpUEIaHKE.
B rpynmne GobHBIX, KOTOPBIM HE HPAaBWJINCH OpPraHOJIENITHYC-
ckue cBolicTBa cMmeceit (n = 131), vaile TpedoBagoCh MpUMeHe-
HUE KOMOMHMPOBAHHOW HYTPUIIMOHHOM TepaIrniu: SHTEpaJIbHOE
rmutanue — 10,7 % (n = 14), napenTtepanbHoe nmutanue — 27,5 %
(n=136), p<0,001 1 ObUIO OTMEYEHO YBEIUYEHUE YACTOTLI CHU-
JKEHHOI1 epeHocuMocTu 10 12,2 % (n = 16).

BoiBoapl. CUTIMHT SBISIETCS BaKHBIM KOMITOHEHTOM HYTPH-
LMOHHON Tepamnuu, KOTOPBI 00JamaeT BBICOKUM IIpoduiieM
KJIMHUYECKOI Oe30ITaCHOCTU W TIPUBEPKEHHOCTH TIPH JICUCHU U
OI3y neteit, Bkmouas TTCK.

Bakuuxonpodunakmuka u UMMyHHas

mpombouumoneHus y gemed

M.A. Jlynsikosa', E.B. Cynuosa?,
H.B. Unsikosa', B.T. /Ilemuxos!

! HayuHo-KAuHUMeCKUll yeHmp 2emamonocuu, OHK0AORUU U UMMYHOA0UU
DIbOY BO PazI'MY um. axad U.11. Ilasrosa Munzdpasa Poccuu;
OIBY «HMHI] ITOH um. Jimumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AxkTyamsHOCTB. [TocTBakumuanpHas UTIT — penkoe HA mo-
clie UMMYHU3aIMY. BoJBIIMHCTBO CiTydyaeB pa3BUTHS TTOCTBAK-
uuHanbHOU WTII B meguaTpuy accoUMUpPYETCsl C BBEIEHUEM
BaKIIMHBI TIPOTUB KOPU, KPACHYXU M SMUACMUYECKOTO MMapOTUTa
(KKIT), BriepBble BBOAMMOM IETSIM Ha 2-M TOMY KU3HU. Y Ie-
Teli cTapllero Bo3pacTta onucansl ciiyyau pa3sutusi UTII nocine
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npyrux BakuuH. ITociae BO30OHOBIEHUS BaKLIMHALIMY B pEMUC-
CHM TaKKe CYIIECTBYET HEBBICOKHMI PUCK Pa3BUTHS pPELIMINBA
HTII. KnuHuyeckasi KapTiHa U JiedeHWe MOCTBaKUMHAJIbHOMN
WTII y nmereit He oTIMYAIOTCS OT APYIUX (POpM 3a00JIeBaHMUS.
JIaHHBIX O CMCTEMHOI OlleHKe abCOIIOTHOTO pUcKa pa3BUTHUS
BrepBbie BbissBaeHHON UTII u ee peltmausa y aeteit, moayduBs-
WX JTF000# THUTI BaKIIMH, HemoctaTrouHo. B PD takas cratucTu-
Ka He BeleTcs.

Ienn u 33724 — PETPOCIEKTUBHO OLIEHUTh YACTOTY TMOCT-
BaKIIMHATbHBIX CJy4aeB B KOTOpTe AETEl C BIEPBbIE ITUATHO-
ctupoBaHHoil UTTI. Ouenuts puck pa3sutus peruausa UTII
y MalMeHTOB, HAXOASIIUXCS B PEMUCCUM paHee TePeHEeCeHHOM
HTII, npy BO30OHOBIEHUU BaKLIMHALIUIA.

Marepuaasl U MeTonbl. B aHaau3 BKIIOYEHBI MALIMEHTHI
B Bo3pacTe oT 3 MecsleB a0 18 jeT, Haxodsimecsl Ha JUCIaH-
cepHoM yvyeTe B HaydyHO-KJIMHMYECKOM LIEHTPE IeMaToJIOruu,
OHKOJIOTUM U UMMYHoJioruu Psa3I'MY um. akan M.I1. [TaBnoBa
¢ 2016 . mo Hacrosiee Bpems. IlocrBakunaansuyo UTII nu-
arHOCTUPOBAJIM HA OCHOBAaHUY OOIIETIPUHSITHIX KPUTEPUEB, TIPU
M30JIMPOBAaHHOM CHIKeHMU TpoMOo1uToB < 100 x 10°/1 B Teue-
Hue 6 Hen nocite BakuuHauuu. Peunaus UTII guarHoctupoBa-
JIU TIpU TTIOBTOPHOM M30JMPOBAHHOM CHUXXKEHUU TPOMOOLIUTOB
TocJjie BO30OHOBIEHNS BaKIIMHALIMK B peMuccun. Bo3oOHOBIE-
HME BaKLIMHALMKU MalXMeHTaM, JOCTUTIINM CTOMKON peMUCCUUN
(TpomGoLmTh > 150 x 10°/11) mocie ocrpoit UTII pekomeHmoBa-
JIU He paHee yeM yepes | roa, mauvMeHTaM B pEMUCCUU TIPU MOCT-
BakunHaabHOU MTII, a TakKe e pcUCTUPYIOIICH/XPOHUUECKOM
WTII — He panee yem uepes 2 roza.

Pesyabratel. 13 68 nanyeHToB ¢ BriepBble BoisiBiieHHON UTTI
y 6 (8,8 %) Hauasno 3a00JieBaHUSI TT0 BpEMEHU OBLIO aCCOLMUPO-
BaHO ¢ BakunHauueii. Y 4 (66,7 %) UTII pazBuiiach mocjie BakLu-
Hauuu KKII (mocie V— 3, nocne R — 1), y | — mocie komOuHu-
POBAaHHOI BaKIIMHBI IIPOTUB KOKJIIOIIA, TU(PTEPUU, CTOJIOHSIKA,
renatuta B ¥ MHAaKTUBUPOBAaHHON MTOJTMOMUETIUTHON BaKIIMHBI,
y 1 — nocne BLIK (3a 3 gus no BLI2K Gbu1a BeITToJIHEHA peakiys
Mamnrty). U3 6 caydyaes UTII, accoumnpoBaHHOM ¢ BAKLIMHALIA-
ei, B 2 3a0ojieBaHUE MPUOOPEIO XPOHUUECKOE TeueHue (rmocie
KKIT), B ocTanbHbIX — TPOMOOLIMTOINIEHUST pa3pelliniach B Te-
yeHue 3 Mec. JIBaaiaT OTHOMY MAllMEeHTY, JOCTUTIIIEMY PEMUC-
cun UTII (Bkirouyast 3 OOJbHBIX C BaKIIMHOACCOLMUPOBAHHOM
HTII, 2 — ¢ xpoHnYeckuM 1 1 — ¢ MEPCUCTUPYIOLIUM TEUECHU-
€M), ObL1a BO30OHOBJIEHA BaKIIMHALIMS B COOTBETCTBUU C HALIM-
OHAJIBHBIM KaJIeHAapeM, B TOM YMCJIe IMBAKIIMHOM ITPOTUB KOPU
" anuaeMudeckoro maporura (8 gereit), u nmpotuB KKIT (3 pe-
O0eHka). BakipHanum Bo300OHOBUIM BO BpEMEHHOM MHTEpBasie
oT 1 10 2 7eT mocje HACTyIUIeHUsI CTOMKON peMuccuM (Ipu
octpoit UTIT) — 28,6 %, yepe3 2—3 roga — 52.4 %, 3—5 ner —
14, 3%, > 5 netr — 4,7 %. PeununuBoB 3a00/ieBaHUsI 3aPETUCTPU-
POBaHO He ObLIO.

BoiBoapl. [TonyueHHBIE pe3yabTaThl MOATBEPXKAAIOT JIUTEpa-
TypHbIE JAaHHBIE O TOM, YTO OOJIBIITMHCTBO CJIyYyaeB MOCTBAKIIM -
HanbHOU WUTTI cBa3anHo ¢ mepBoii BakuuHaiueir npotus KKIT,
a BO300HOBJICHMWE BAKIWHAIIMMA IIPM COXPAaHCHWU CTOMKOU
pemuiccun 6osee 1 roma nmpu ocrpoit UTII u 6onee 2 net npu
MOCTBAKLUMHAIBHOM  WJIM  TEPCUCTUPYIOIICH/XPOHUUECKOM
HTTII, BeposiTHO, UMeeT HU3KUI pUCK pa3BUTUS peuuauna. Tpe-
OyI0TCS IOTOJHUTENbHbBIE JaHHbBIC UISI OLIEHKU aOCOJIOTHOTO
pucka pa3sutus peuuauba UTII nmociae BO306OHOBIEHUS BaKIIU-
HallMii B pEMUACCUMN.

PA3QAEN VII
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Bmopuunbie onyxonu nocne xumuonyuyesoil
mepanuu numcombl XoAHKUHA ¥ Aemeil

u nogpocmxos Pecny6nuku Genapychb

A.®. Mapkosen!, M.B. Bopucesuy',
T.B. Casuy', O.B. Kpacbko?

Y «PHIII IOT'H» Munszopasa Pecnybauxu Beaapyco, Munck;
°THY «Obsedunennblii uHcmumym npooiem uH@opmamuxu
Hayuonanvnoii akademuu nayk beaapycu», Munck

AkTyamsHOCTB. JIX oTHOCUTCS K 3HO numMdbonnHoit TKaHH,
pe3yAbTaThl JICUEHUST KOTOPBIX MO3BOJSIOT JOCTUTATh CTOMKOM
pemuccun 6ojee yeM y 90 % 3aboseBLIMX. AKTyaJlbHbIM Ha-
MpaBJeHUEM PAcCMaTPUBAETCS CHUXXEHUE TOKCUYHOCTU Tepa-
MUY TIPA COXpaHEHHOU 3((PEKTUBHOCTU B IEISIX YMEHBIIICHMS
PUCKOB OTAAJEHHBIX OCJIOXHEHUI 1 ynydmeHus KK uzneuen-
HbIX MauueHToB. [lalMeHThl, CTaBlIvMe B3pOCJIBIMU, CTPaaaloT
OT OTHAJEHHBIX TOCAEACTBUII TMPOTUBOOIYXOJEBOU Tepanuu,
Kotopble yxyamaT KK, npuBoasT K orpaHUYEeHUIO XU3HEIe-
SATEJIbHOCTU, UHBaNuau3auuu. Manedennoie ot JIX mauueHTsbI
TMOABEPKEHBI PUCKY pa3BuTHsI BTopnuHbIX 3HO, BKITIOUas jieii-
kemuto, capkombl, PM2K, PIIK, pak KKT u nerkux. Jlerckuii
KaHLIEP-PEerucTp MO3BOJIMJI MPOBECTU aHAIU3 MPOBEAEHHOTO
XMMUOJYYEBOTO JIEYEHUS U U3YYUTh OTIHAJEHHbIE PE3YJbTaThl
Teparnuu.

Ienu 1 3aaa4 — IIPOBECTU MOMYJISILIMOHHbBIN aHAJIU3 YaCTO-
ThI BTOPUYHBIX OMYXOJIEii ITOCIe XMMUOIYYEBOIO JICYCHHUS Y Jie-
Teit u noapoctkoB ¢ JIX B Pecniybuke benapych 3a 24-neTHuii
nepuon (1998—2022 rr.).

Marepuaisi u MeToapl. C 1998 mo 2022 r. B PHITLL JIOTU no-
Jy4uIn JieyeHne 658 manueHToB geTckoro Bo3pacra (0—18 jer)
¢ JIX. AHanu3 pe3yabTaToB JIUEHUS BBIMOJHEH MO COCTOSIHUIO
Ha aBrycT 2023 r. Cpoku HaOMIOAeHUS 3a MallMeHTaM1 COCTaBU-
Jm ot 7 Mec 1o 24,7 rona. JledeHue nMpoBOAUIOCH IO MPOTOKOJY
DAL-HD-90(m), B 0OCHOBY KOTOPOIo ObUI MOJIOXXEH pa3pado-
TaHHBI HEMEUKUMU yueHbIMU TIpoTokoa DAL-HD-90. ITocne
OKOHYAHUS JIEYEHUS BCe TALIMEHThI NPOAOJIXKAIN HAOII0AaThCs
B PHIILL IOTU ¢ npoBeaeHueMm obOcienoBaHus B JEKPETUPO-
BaHHbBIE CPOKU B 00beMe KOHTPOJISI KAYeCTBAa PEMUCCUU U OLIeH-
KU OTHAJICHHBIX OCJIOXHEHMH JiedeHUsl. [OMOJHUTEIbHO aHa-
JIU3UPOBAIUCH BBIMUCKU M3 MEAUMIIMHCKUX KapT, MOJYyYeHHbBIE
10 3aMPOCy YUPEXKIEHUS U3 PETMOHOB MPOKUBAHUSI MTALIMEHTOB.
KoaupoBaHue BTOPUYHBIX OIyXOJIei OCYIIECTBIISIOCH COTIac-
HOo MKB-10. OueHuBancst KyMyasiITUBHBIN TTOKa3aTelb pa3BU-
TUS BTOPUYHBIX OMYXOJiei B 00LLIel Tpymre MauueHTOB.

PesynsraTsl. 3a Bech nepuo HaomoaeHus y 24 (3,6 %) nauu-
€HTOB ObUIM IWAarHOCTMPOBAHBI 25 BTOPUYHBIX 3JI0KAYeCTBEH-
HbIX omyxouteit: 11 (44 %) — PIIIK, 2 (8 %) — OMJI, 2 (8 %) —
pak xenynka, 1 (4 %) — pak BepxHeIoieBoro oponxa, 2 (8 %) —
KapLIMHOMa OKOJIOYIIHO CIIOHHOM Xeje3wl, 1 (4 %) — rena-
TOLEJUTIONSIPpHBIN pak neyenu, 1 (4 %) — CMT, 1 (4 %) — mo-
YeYHO-KJIETOUHbIN pak, 1 (4 %) — onyxosu ssuunuka, 1 (4 %) —
MIC, 2 (8 %) — 0a3aJbHOKJIETOYHBIA paK KoxXu. CpOKM BbI-
SIBJIEHWST BTOPUYHBIX OITyX0Jiei Konedanuch ot 1 rona ao 23 net
TocJIe 3aBepIIeHUs TTPOTUBOOITYX0JieBoii Teparun. Y 20 (90 %)
13 22 GOJIbHBIX C BTOPUYHBIMU COTUIHBIMU HEOTUIA3USIMU OITy-
XOJIb Pa3BWIKCh B Mpefesiax paHee oorydeHHoro mosist. Yactora
BbIsiBIeHUs1 BTopuuHbix 3HO He 3aBucesia OT Bo3pacTa W moJia
pebeHka B MOMeHT JieueHus1. Yaiie Bcero BoisBisicss PIIK, Ha
2-M MecTe T10 4acTOTe CTOSIU pak xkeayaka u OMJIL.

PA3QAEN VII

BoiBoapl. U opMalins 00 OTHaaeHHBIX MTOCAEACTBUSIX Jeue-
HUs naueHToB ¢ JIX TpeOyeT MoCTOSIHHOTO OOHOBIEHUS 1 BaXK-
Ha B KJIMHWUYECKON TMpakTUuKe. AHAIWU3 MO3AHUX OCIOXHEHUN
MO3BOJIUT ONTUMU3UPOBATb METO/IbI JIEUEHUS 3a CYET MUHUMU-
3alUM OTHAJIEHHBIX TTociieacTBUil 1 yiyumenus KK msnedyeH-
HBIX TTAIlEHTOB.

Bmopasa onyxonb y pebenka

¢ HedpoGnacmomoil. Knunuyeckui cnyyai

N.B. Ocumoaa, JI.P. Kapumosa
TAY3 JIPKb Mun3zdpasa Pecnybauxu Tamapcman, Kazamo
AKTyaJbHOCTb. Pa3BuTue BTOpOIl oOIyXoau HaOJIomaeTcs
B 2—5 % ciiyyaeB BceX IPOJIEYEHHBIX OT OHKOJIOIMYECKOro 3a-
OosieBaHUST OOJIBHBIX, YTO MOXET OBbITh KaK MPOSIBICHUEM CHUH-
IpoMa TIPEAPACTIONIOKECHHOCTH K OITYXOJISIM, TaK M OTHAJICHHBIM
OCJIOKHEHHMEM ITPOTHBOOITYXOJICBOTO JICUCHUS.

Lean u 331241 — IGMOHCTpPALIMS KIMHUYECKOTO cliydast pa3-
BUTHSI BTOPOI omyxosu y pebeHka Iocje jedyeHus Hedpoba-
CTOMBI.

Marepuaisl 1 MeToabl. YueTHast popma Ne 003 /y.

Pesyabratel. Jesouka, podusracs om nepgoii MHO20NA00HOI Oe-
pemeHHocmU (3KCMpPaKopnopaibHoe onao0omeopeHue) Ha Cpoke
32 nedeau nymem Kecapesa ceuenusn ¢ eecom 1820 e. B nocmna-
MAanbHOM nepuooe pecnupamopblii OUcmpecc-cUHOpoM, OUCHYHK-
yus KKT, nepunamanvhas suyegaronamus. B eospacme 2 mecs-
ueeé npu ckpurureosom Y3H evisienerno obpazoearue 3a0pHOUUHHOO
npocmpancmea cnpasa 54 x 50 mm, 6 ce53u ¢ vem pebeHoK 2ochu-
maauzupoean ¢ JIPKb. [Ipu nocmynaenuu 6 cmamyce ymepeHHas
UHMOKCUKAQUUs, naibhupyemoe o0pazoeanue 6 npasom noopebe-
pve. B kposu neekas eunoxpomuas anemus, eunepouiupyouHemus,
yposeHv oHkomapkepog 6 nopme. Ha KT (6e3 u ¢ konmpacmupo-
8aHUeM) 8 NPOeKyUU NPasoli NOUKU GU3YANU3UPYEemCcs NaAmMOA02U-
yeckoe 00pazosanue HeoOHOPOOHOU cmpyKkmypbl, 61 x 53 X 55 mm,
VMepeHHO HaKanauearoujee KOHMpAcm,; 6 apmepuaivHyio ¢azy
Kowmpacmuposanus 1Vb ceemenm newenu akmueHo HaKanaueaem
KOHmMpacm, 8 6eHO3HYH a3y paeHOMepHOe NOBbluleHUe NAOMHO-
cmu ecell NapeHxXuMoll; cene3eHKa He U3MeHeHa, 6HYMPUOPHOUIHbIe
JIYV ne yseauuenvl. Yuumoigas eozpacm pebeHKa, NAGHUPOBANOCD
yoaneHue o6pazosanus. B npedonepauuonnom nepuooe cocmosHue
YXyouunocy — 8bipajicenHoe 6ecnoKolicmeo, eeMampus, aHemus,
npu Y3U nasuuue c60600H0Il dHcudkocmu 6 OPHOWIHOL NOAOCMU,
Ymo A6UAOCH NOKA3AHUEM K HEOMAO0NCHOMY ONepamueHoMy eme-
wamenvcmay. Ilpu peeuzuu 6prowHOl NoAOCMU U 3A0PHOUUHHORO
NPOCMPAHCMBA BbISIBACHbI HEKPOMUUPOBAHHAS ONYX01e8AsI MKAHb
¢ ywacmkamu pacnada, eemoppazuieckuii sinom. OnepayuoHHblil
duaeHo3: 0bpazoeanue Npasoil NOUKU, HeKpo3, pacnaod onyxoneeoil
MKaHU; CHOHMAHHLLI PA3Pblé ONYXO0AU, 3A0PIOUUHHOe KPOgomee-
HUue; 8HYmMpUbpouiHoe KposomeyeHue; 3a0PIOUUHHAS 2eMamoma;
eemoppaeuyeckuii nepumonum. Ilo pe3yrsmamam eucmonoeute-
CK020 UCCAe008aHUSI 8bICMABAEH OUACHO3: Hedhpobaacmoma, Snu-
MeAUaNbHbLIL MUN, 2UCMOA02UMECKAsl 2DYNNA NPOMENCYIMOYHO20 DU -
cKa, n0KanvHas cmaodus 3 (npedonepayuonHblil pazpulé ONyxXoau).
Ilo pe3yabmamam OonoaHumenvHoeo 00c1e008aHUS OMOANEHHBIX
Memacmasoe He evlseaeHo. Ha kommpoavHbeix nocaeonepauuon-
HbIX momozpammax oughgepeHyupoeams 0OCMamoyHblil KOMNOHEeHM
00paz08anus U NOCAeOnepayUoHHble U3MeHeHUs 8 eude 0CYMKO-
B8AHH020 JHCUOKOCMHO20 CKONAEHUs He Npedcmasnsinoch 603MOlC-
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Hom. Cayuaii 6via oocyacoen 6 pamkax npomokxona SIOP Umbrella
RTSG 2016. Pebenox noayuun adstosanmuyio XT no cxeme AVD
¢ cobnodenuem maiimMunea u He3Hauumoi mokcuunocmoro. Ilpu
nocaedyrouem OUHAMUYECKOM HAOAIO0eHUU, BKAHUAA BU3YANU-
3auuro, npu3HaKoe peuudusa e ovino. Yepez 12 mec nocae okom-
yanus mepanuu Ha KT 6 cenezenxe onpedensemcs obpazosanue
30 x 26 mm, Hakanauearoujee KoHmpacm (memacmas? emopas
onyxonv?). Bummoanensr aanapomomus, mMymopcnaeHIKmMomus,
ouoncus oprownbix JIYV. Tucmonsoeuueckuii duaenos: eamapmoma
ceneseHku; 60 (hpaemenmax J1Y peaxmueénvie uzmenenus. Yuu-
moleas Haauuue 2 Oonyxosneil, NPo8eodeHO NOAHOE NOAHOIKIOMHOE
cekeenuposanue JIHK, ebidenrennoil uz aeiikoyumos nepugepuie-
CKOIUL KpoBU, NO pe3yabmamam KOmopo2o namoeeHHbIX 6apUAHIO8
8 2eHAX, ACCOUUUPOBAHHBIX C CUHOPOMOM NPedpacnonod’CeHHOCMU
K Onyxoasm, He 6bls6AeH0. B nacmoswuii momenm coxpansemcs
cmabuauzayus no 06oum 3a601e6aAHUAM.

BoiBoapl. JlaHHBIA NpuMep MTOKa3bIBAET HEOOXOIUMOCTh
KaTaMHECTUYECKOTro HaOJIONEHUsI 3a NETbMU, MepeHEeCIIMMU
JIe4YeHUE OHKOJIOTMYECKOTO 3a00JIeBaHMSI.

BmopuyHbie 0CMeocapKoMbl.
NMpuyuxbl BO3HUKHOBEHUSA, 0cO6EHHOCMU

meYeHud u nporHo3 sabonesanus

E.B. Tiopuna, O.M. Pomannosa, B.B. XaiipyiioBa,

M.M. Edumona, X.A. Aneckeposa, /I.b. Xecranos,

A.3. I3amnaes, C.P. Bapdonomeesa, K.!. Kupruzos
HUU JIOul um. akao. PAMH JI.A. ypnosa ©®I'BY «HMHUII onkonoeuu

um. H H. broxuna» Munsdpasa Poccuu, Mockea
AxkTyaisbHOCTh. Bropuunbie omyxonu — 3HO, Bo3Hukaro-
e Kak MUHUMYM 4Yepe3 6 Mec Tociie 3aBepIleHusT CTieluaib-
HOTO JIEYEHUSI MHULMAJBbHON OMYyXOJU, XapaKTepU3YIOLIUeCcs
WHBIM THUCTOJIOTMYECKMM CTpOeHWeM. BO3HHMKHOBEHUE BTO-
PUYHBIX OITyXOJIeii MOXKET OBbITh CBSI3aHO KaK C T€HETUYEeCKOM
MPeapacIiooXeHHOCTbIO, TaK U C PEe3yJIETAaTOM CIELIMaTbHOIO
JeyeHust. PannounayuupoBanubie capkombl (PUC) — penkue
OCJIOXKHEHMSI MIEPBUYHOIO JIy4eBOro JieyeHus. s HuX xapak-
TEPHO BO3HWKHOBEHMWE B 30HE OOJYYEHMSI, UHTEpBaJ BO3HUK-
HOBEHUSI — He MeHee S jeT nocje 3aBepiueHus JIT u oranune
10 CBOEMY I'MCTOJIOTUYECKOMY CTPOEHUIO OT IMTEPBUYHOIO ovara.
Jlokanuzaiust BTOPUYHBIX PAaIMOVHAYIIMPOBAHHBIX OITYXOJIEi
WIEHTUYHA 00JacTU, OJM3KO PacoNOKEHHO! K MO0 00yye-
HUSI, MOJYYMBIIEN OoJiee BHICOKYIO JyueByto Harpy3ky. Ha OC
npuxoautcs 50—70 % cayuaeB PUC ¢ yacToToii BcTpeuaeMocTu
5,5 %. PazBuruio BropuuHbix OC Takke criocoOCTBYeT T'eHeTH-
yeckasi peIpacnoyiokeHHOCTh. Tak, HanboJjiee yacTble FeHeTH -
yeckue Mmytauuu nipu OC onpenensitorcst B reHax 7P53 v RBI,
YTO TaKKe XapakTepHo Ijis1 cuHapoMa JIu—®dpaymenn u Pb co-
OTBETCTBEHHO. [IpOTrHO3 Y BTOPUYHBIX OIyXOJIe ropas3io Xyxe,
yeM y repBuyHbIX. [TarmetHsss OB Bapbupyet ot 10 mo 50 %.
Takke cyllecTByeT 3aBUCMMOCTb OT JIOKAJIM3allMi — MpU Topa-
JKEeHUM oceBoro ckesera S-ynerHsas OB camxkaercs go 10—20 %,
TOIJa KaK MpU MopakeHU KOHEYHOCTEN MPOrHo3 doJiee 6aro-
MPUSTHBINA, 5-neTHsist OB yBenmuuuBaetcs o 60 %.

Ilemn u 3ama4d — OLIEHUTH BIMSIHUE TEHETUYECKMX (haKTo-
pPOB Ha pa3BUTHE BTOPWYHBIX oryxojieil. duddepeHimponarsb
WCTUHHBIE PaJMOWHIYIIMPOBAHHBIE OIMYXOJM OT BO3HUKIIUX
B pe3ysbTaTe TeHeTUUECKOM MPeIpacIiooKeHHOCTH.

~ 11

Marepuajsi u MeToapl. 3a riepuof ¢ 2012 mo 2023 . 8 HUA
A0url co sBropmunbiMu OC mipoxoauin edeHue 15 mauneHTos,
7 neBoYeK U 8§ MaabuuMKOB. [eHeTHUecKoe ucciaenoBaHue ObLIO
npoBegeHo 11 OOJNBHBIM, Y 5 BBIIBIeHA MyTanus reHa RBI,
y 6 — mytauus reda 7P53. YeTblpeM MaleHTaM reHETHYECKOe
HCCIIeI0BaHNEe HE TIPOBOIMIOCE.

Pesyasratei. K 2023 1. 4 nauuveHTa yMepau BCJIENCTBUE
ocHoBHoro 3aboneBaHus, y 1 — 13, 1 0oabHOI TTpU3HAH UH-
KypabeabHbIM. 2KUBBI 9 TIaIIMeHTOB. Y 6 neTeii ObUT YCTaHOBJICH
cuHapom Jlu—PpaymeHu, BTOpUYHAs OIMyXOJb Y KOTOPBIX pa3-
BWJIACh B CpPelHEM B TeueHUe 15 Mec rocie 3aBeplieHus mpo-
TPaMMHOTO JiedeHHUsl. Y 5 MauueHTOB MOATBEPKIEHA MYyTallusl
reHa RBI,y 3 Bropuunass OC BO3HUKIIA B [UTMHHBIX TPyOUATHIX
KOCTSIX, He MOJABEPraBLIMXCsS 00JydeHUIo (B cpenHeM uepes3 10
JIET TIoCTIe 3aBepIIeHUs JIeUeHUsT), Y 2 — B 00J1aCTU MPOBEICHUS
JIT (imueBoii ckenetr) — 4yepe3 1,5 u 3 roma COOTBETCTBEHHO.
Y 4 GonBHBIX UCCENOBAHUE HA TTIOMCK TEHETUYECKUX MYTallnii
HE MTPOBOJUJIOCH.

BoiBoapl. BropnuHbie panroHAyLMPOBAaHHBIC OIYXOJIH Xa-
PaKTEpU3YIOTCS PEAKOM YaCTOTOM BCTpe4aeMOCTH, HO KpailHe
HEOJIArONPUATHBIM TIPOrHO30M. MICTMHHBIE pagvoOWHIYILIAPO-
BaHHbIEC OIMYXOJM BO3HUMKAIOT HE paHee YeM uyepe3 5 JIeT mocie
3aBepiuieHust JIT. Jlokanuzauus HanpssMyro 3aBUCUT OT 00J1acTU
nposeaeHust JIT. [uctonornyecku BropuuHbie PUC otinuaror-
cg ot uaunumanbHbix 3HO, ¢ npeodnaganuem OC. Bo3HUKHO-
BEHUE BTOPUYHBIX OMyXoJeil 0ojiee XapaKTepHO MPU HATUYUU
TeHETUYCCKUX TTOJOMOK T€HOB-CYIIPECCOPOB OITyXOJIEBOTO PO-
cta. BceM mepBUYHBIM MaleHTaM HEOOXOaUMa KOHCYJIbTalUs
Bpaya-TeHETUKa B IEJISIX MCKIIOYCHMS HaJUYUsl CUHIPOMOB,
npeapacriojaraloiMx K pa3BUTUIO MHOXKXECTBEHHBIX OTYyXOJIEH.

CoyuanbHas aganmauua nayueHmos,
3aBepwuBwux cheyuguyeckoe neyexHue no
nosoay Helipo6nacmombl rpynnbl BLICOKOro

pucKa: pesynbmambl aHKemupoBaHua

popumenel (NUNOMHbLIN hpoerm)

J.T. Yranmena, /1.10. Kauanos, T.B. I1lamanckas
OIRY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Munsdpasa Poccuu, Mockea

AKTyanbHOCTb. 3a TIOC/IeHUE NECATUIETUS OTMEUYEHO YITyd-
LIeHUE pe3yJITaToB JiedeHus rauueHToB ¢ HB rpynmer BP 61a-
rofgapsi MyJETUMOIATbHOMY TIOIXOAY B Tepallii M BHEIPECHUIO
HOBBIX MeTonoB JeueHus: (MUT). YuursiBas mianmmii Bo3pact
MMaIleHTOB Ha MOMEHT ITOCTaHOBKU muarHo3a HbB, oobem Te-
panuu, Bkmodasg BJAXT u ayro-TI'CK, HabmomaeTcs BbicOKast
4yacToTa pa3BUTHS OTHAJIEHHBIX MOO0YHBIX addekToB (OI1D),
KOTOPBbIE MOT'YT IMPUBOIUTH K HAPYILICHUIO COLIMAIbHOM afganTa-
mu. B 46 % cinydaeB OTMEUEHO pa3BUTHE HEWPOTTOBEIECHIESCKUX
pacCTpOMCTB.

enu u 321291 — U3y4yeHUE COLIMATIBHON afanTaluy BBKUB-
mux naueHToB ¢ Hb rpynnel BP, 3aBepuiuBiiux cneuuduye-
CKYIO Teparuio.

Marepuassl u MeToabl. VicciienoBaHue mpoBOAMIOCH Ha OC-
HOBaHMU aHKETUPOBAHUS poauTeneit maireHToB ¢ Hb rpymmsl
BP, ucrionb3oBasicst MmeTon ciydaitHoit BeiOOpku. Kpurepusimu
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IV o6bepnunennoro Kourpecca POIOT

WUCKJIIOYEHUsI ObUIM IMPOLOJIKEHNUE CHEUUPUIECKOTO JIEYEHUS
Ha MOMEHT aHKETUPOBaHUsI, MAaLUMEHThI ¢ peruarusom HB. NH-
(opMUpOBaHHOE corjlacue poaUTeeii Ha aHKETUPOBAHUE IM0-
JIy4EeHO.

PesynbsraTel. B uccienoBanue BkitoueHsl 18 mauueHTos ¢ Hb
rpynisl BP, KoTopbiM TipoBoMIachk Tepamnus mo Moau@uImpo-
BaHHOMY TipoTokony NB-2004. MenuaHa Bo3pacta Ha MOMEHT
MMOCTAaHOBKM IMarHo3a cocraBuia 25 mec (pa3opoc — 0,9—72,6).
MenunaHa Bo3pacTa Ha MOMEHT TIPOBENECHUS] aHKETUPOBAHUS —
96 mec (pazbpoc — 59,5—155,4). PacnipeneieHue 110 BO3paCTHBIM
rpynraM Ha MOMEHT MpOBEACHUs aHKeTUPOBAHUS: 5—7 JieT —
8, 8 et u crapie — 10. B xoae aHKeTHpOBaHMS TOJIyYEHBI AaH-
HbIE, YTO 10 Havaya JIeYeHUs poauTeIn MHGOPMUPOBAHBI 00
OIID B 22 % cay4aeB (n = 4), B npouecce JeueHust — B 28 %
(n =5), moce 3aBepiueHus jgedeHuss — B39 % (n=7),8 11 %
cllydaeB OHM 3aTPYAHSUIUCH ¢ OTBeTOM (7 = 2). OCHOBHAasl UH-
dopmanus o pazputuu OID pomuTenssMu mojydyeHa OT Bpa-
ya-aeTcKoro oHkosiora B 44 % (n = 10), poauTenbcKoii opra-
nuzauuu DHBU — B 22 % (n = 5), Bpaua-nienuatpa — B 4 %
(n = 1), ponurens apyroro maruedTa — B9 % (n = 2), B 4 %
(n = 1) y3Hanu caMocTosITeNIbHO, B 17 % ciyyaeB 3aTpyaHSIIUCH
c otBeToM (n = 4). B 78 % cnydaeB nauueHThl (n =14) mocie
3aBEPIEHUS Teparii BO30OHOBUIIM TTOCEICHNE JOIIKOJIBHOTO
(n = 3/7) n wikoawHOTO (M = 11/11) yupexkneHuii, B 22 % naiu-
€HTbI HAXOWJIUCH HA TOMAIIIHEM 00y4YeHUH (Y 2 O0JbHBIX ObLIN
MPOOJIEMBI C YaCTHIMU PECTIMPATOPHBIMU MHMEKIIMSIMU BEPXHUX
JIBIXaTeIbHBIX TyTeit). Y meTeil MKOJbHOTO BO3pacTa OTIMYHBIN
YpOBEHb ycIieBaeMoCTy Haboaacs B 46 %, xopoiuuii — B 36 %,
YIOBJIETBOPUTENbHBIN — B 18 %. Pomurenm oTMeTHIM CHIKE-
Hue TamsTh B 37 % cirydaeB (n = 7), HapylIeHUe KOHICHTPAIINH
BHUMaHUs — B 50 % (n = 9). Takke ObUIO yKa3aHO O HAJTUYUU
obpa3zoBateIbHbIX TpyaHOCTEH B 50 % ciaydaeB (n =9). 1o MHe-
HUIO poauTeseit, B 55 % (n = 10) net HyXXIaIUCh B MHIUBUIY-
aJIbHOM TICUXOJIOTUYECKOI TIo/iepkKe. B miaHe rncuxomornde-
ckoii agantauuu aety ¢ Hb B Bo3pacte ot 5 10 7 JIeT NposBIsiiv
Ype3MepHYI0 9MOLIMOHAIbHYIO BO30YAUMOCTD (1n = 3), mpobJie-
MbI C KOMMYHUKalue (n = 1), a 'y nereii crapie 8 JeT xKano0obl
ObLIM CBSI3aHbI B OCHOBHOM C TPEBOXHOCTbBIO U CTpaxoM (n = 35),
a TaKXKe ¢ TPYOIHOCTSIMU B OOIIIEHUM CO CBEPCTHUKAMU (1 = 2).

BoBoapl. [lanueHThI, 3aBEepIIMBILIME TEPAMUIO MO MOBOAY
HbB rpynnel BP, noasepkeHbl MOBBILLIEHHOMY PUCKY HelpoIo-
BEJIEHYECKUNX PACCTPONCTB, KOTOPbIE MOTYT TPUBOIUTD K COLIM-
anpHOU Ae3aganrtanuu. HeodxoguMo paHHee MHGOPMUPOBAHKE
ponureneit o pucke pazsutust OI1D u BKIIOUeHUE B MEKIUCITU -
TUIMHAPHYIO KOMaHIy TICUXOJIOTOB KaK Ha 3Tanax Tepanuu, Tak
U MOCJIE €€ 3aBEePLICHUS.
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IV o6bepnunennoro Kourpecca POJOT

Pasznen Vil

OVYHAAMEHTANbHBIE OCHOBbI U MHHOBALWOHHBIE TEXHOJIOTHH
B ANATHOCTHRE W NNEYEHUU TEMATOJNIOTMYECKHUX,
OHKOJIOTUYECKUX H HMMYHONOTUYECKUX 3ABONIEBAHUA
V AETEH, NOAPOCTKOB H MOJIOAbIX B3POC/IbIX

Xapakmepucmuka ATRX-accouuupoBaHHolil

Helipo6nacmombi

H.A. Annpeesa, /I.1O. Kagyanos, A.E. JIpyii, T.B. Illamanckas
OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AKTyalbHOCTh. B mocienHee Bpemsi Bce yalle oOCyXIaeTcs
BKJIaJ, MEXaHU3MOB MOAIEPXKKM JUTMHBI TeJIOMEP Ha Ouooruye-
ckoe noeneHre HB. Camoii yacTtoii MpuYMHOM aKTUBALUU aJlb-
TEPHATUBHOIO TyTU TMOAAEPXKAHUST JIMHBI TEJIOMEp SIBJSIIOTCS
abeppanuu reHa ATRX. Onnako mytaiuu ATRX npu HbB BcTpe-
yaroTces KpaitHe penko u, o gaHHbIM COSMIC, BbISIBASIIOTCS
b B 3 % ciydaeB. HecMOTpst HA HEMHOTOYMCIIEHHOCTh TPYIT-
Mbl, B MUPOBOI JIUTepaType OO0CYXAaeTCs UHIOJEHTHOE Teye-
Hue HB, accounupoBaHHoii ¢ mytanueit ATRX, a Takxke npeu-
MYIIECTBEHHAs] BCTPEUYaeMOCTh MYTallMU B OIyXOJIM MAllMEHTOB
CTaplIero Bo3pacta u HU B OTHOM CJIydyae y NallMeHTOB MJIaJllie
18 mecsiies.

Iemu u 3amaum — oxapakTepu30BaTh KOTOPTY MALlUEHTOB
¢ ATRX-accouuupoBaHHoii Hb.

Marepuanbl u MeToabl. B uccienoBanve BKitoueHsl 12/162
(7,4 %) naunenToB ¢ HB, npu cekBeHMPOBaHUU TKAHU OIIyXO-
JIN KOTOPBIX OOHApy>KeHbl MyTaliuu B reHe ATRX. Bce oHu 1mo-
JIyJaau OTUaTHOCTMYECKYIO WM/WUIM JIeYeOHYI0 ITOMOIINb Ha 0ase
HMUWUIL ATOU um. Imutpus Porauesa 3a riepuon 01.01.2019—
31.03.2023. B 1uengx oOHapy:KeHUS HYKJICOTUIHBLIX 3aMeH,
a TakKke HEOOJBIINX WHCEPUUN M Ielelndii ObUI IMpUMEHEH
METOH IIeJICBOTO BBICOKOIIPOM3BOAUTEIFHOTO CEKBEHUPOBA-
Hus onyxosieBoii TkaHu FFPE ¢ ncnonb3oBaHreM KacTOMU3U-
poBanHoi maHenu QiaSeq (Qiagen, [epMaHUsT), BKIFOYAIOIICH
56 reHoB, B TOM u4ucie Bce 3k30HBI reHa ATRX. Ouenka OB
1 BCB nmanmeHToB OCYIIeCTBIISIACh C UCIIOIb30BaHNEM METOIa
Kamnana—Maiiepa o coctostHuio Ha 20.07.2023.

Pesynbratsl. B rccienoBanue BKIOYEHBI 12 MaLIMEHTOB C Me-
JIUMAHOM BO3pacTa Ha MOMEHT ITOCTAHOBKM AuarHosa 48,6 mec
(pazdopoc — 9,8—493,1 mec). Becem marmeHTaM rUCTOJIOTMIECKI
o1 BepuduuupoBaH auarHo3 Hb. Mndopmanms npo camoro
B3pOCJIOTO MalMeHTa OblIa OrpaHMYeHa BBUAY OTHECEHUS Ia-
LMEeHTa K B3pocjoil ceTu. MennaHa HaOI00eHUS 3a NalUeHTa-
MM coctaBuia 51,9 mec (pazdpoc — 8,6—91,8 mec). Cpeau naH-
Hoii koropthl B 1/11 (9 %) cityyae oGHapyKeHa aMIUTM(UKALIST
MYCN, B 1/11 (9 %) — yBenuueHnue uncia konuii reva MYCN,
He JocTurapoliee mopora aMmrudukaunn; 1 (9 %) mauuneHTty
HcclIenIoBaHMe He TIpoBeacHo. Jenerus/mucoananc 1p ooHapy-
xkeHbl y 3/11 (27 %) 6onbHbIX, geneuust 11qg —y 5/9 (55,6 %).
BonbpIIMHCTBO MaLIMEHTOB OBLIM OTHECEHHI B Tpyrmy BP — 7/11
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(63,6 %), B rpyniy npomMexkyrouHoro pucka — 1/11 (9 %), rpyn-
ny Habmonenus — 3/11 (27 %). [peBanmpoBain MalMEHTHI
¢ 4-i1 cragueit 3aboneBanus no kinaccudpukamuu INSS — 7/11
(64 %), 3-s1 cranus ycranosieHa y 2/11 (18 %), 2-s cragust —
y 1/11 9 %), 1-9 —y 1/11 (9 %) GonbHOTO. Y BCEeX MAIMEHTOB
B TKaHU OITyX0JIi1 OOHapyxKeHa MyTaLusi B reHe ATRX ¢ MeguaHoR
4acTOTHI ajisTepHaTUBHOrO ajuiens 27 % (pasdopoc — 5—88 %).
B 5/12 (42 %) cnyyasix obHapykeHa HOHCeHC-MyTalus, B 7/12
(58 %) — muccenc. Y 8/12 (67 %) nmauueHTOB KpoMe MyTa-
it B reHe ATRX TakxKe oOHapyKeHbI MaTOreHHbIE BapUaHThI
B Japyrux reHax. Passutue peumnusa/I13 Habmonanocs y 8/11
(73 %) GonbHbIX. B 6/8 (75 %) ciy4asx HeGIAaronpusiTHOE Co-
ObITHE HOCUJIO METacTaTUYeCKMil XapakTep, B 2/8 (25 %) — no-
KaJIbHbI (Y MallMEHTOB, OTHECEHHBIX B IPYIIIY HAOIIOAEHUS, CO
2-i1 u 3-1 cranusimu 3abosieBanust). Tpu (27 %) manueHTa, He
pa3BUBILIKE HEOIArOMPUATHOE COOBITHE, OTHOCWIMCH K TPYII-
ne BP, Ha naHHBIII MOMEHT He 3aBepILIWIN Tepanuio 1-i TuHuu
M XapaKTepU3YIOTCs CaMbIM KOPOTKMM BpeMEHEM HaOJII0JeHMS
(9 mec). Takum obpasom, 3-netHsis BCB cocraBuna 14,6 %
(95 % AN 2,5-86,9, n = 11). Tem He meHee OB nmaLKeHTOB CO-
crapisieT 100 % (n = 11).

BriBoapl. AGeppaiiuu reHa ATRX Gonee xapaKTepHBI IJ1s Ta-
IIMEHTOB CTapIlIEro BO3pacTa, Mpu 9TOM aMIuinbuKaius reHa
MYCN BcTpedaeTcsi 3HAUMTENbHO pexe, 4eM B OOIIeil mormy-
Jsguuu. HecMoTpsi Ha pa3BuUTHE HEOJIAronmpusITHOIO COOBITUS
B OOJIBIIMHCTBE CJIy4aeB, TaKKE OIMyXOJIU 00aNaloT UHIOJIEHT-
HBIM TTPOTPECCUPYIOIIUM TEUCHUEM.

PacwenneHnblll BLICOKOMONEKYNAPHDIU
KUHUHOreH Kak Guomapkep BbicBOGO¥KACHUA
OpagukuHuHa npu 6pafuUKUHUH-

ONoCpeaoBaHHOM aHTUOOMekKe

N.E. I'ypesnosal, E.A. IToaskosa!, K. Cyhdpurri?,
JI.B. Kopocreaesa', C.H. Anemkesuny’',
10.C. XKapankosa', M.B. Besepues!
TY «PHIII JIOTH» Mun3dpasa Pecnybauku beaapyco, Munck;
20moenenue obuweii meduyunvt Tocyoapcmeennoil ynugepcumemckoi
Kaunuxu umernu Jlyuoxcu Cakxo, Musan, Umanus

AKTYaJbHOCTh. BpaguKWHUH-OMOCPETOBaHHBI aHTMOOTEK
SIBIIICTCSI PEOKMM WHBAJUAU3UPYIOIIMM 3a00JI¢BaHUEM, IIPHU
KOTOPOM HaOJII0aeTCsl WK U30BbITOYHBIA CUHTE3 OpaaTuKUHU-
Ha, WIW HapylleHWe WHIMOUpOBaHUS Oerpagaliuu OpaauKu-
HUMHA, YTO MPUBOJUT K MOBBIIICHUIO TIPOHUIIAEMOCTH COCYIIOB
B MOBEPXHOCTHBIX TKaHSX, clu3ucToil obosouke KK, nbixa-
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TeJNIbHBIX TyTel M Ap. BpanuKMHMH-OMocpeaIoBaHHbIE AHTHO-
OTEKHU He MOANAIOTCS TePareBTUYECKOMY JICUEHUIO aHTUTHUCTA-
MUHHBIMM ¥ KOPTUKOCTEPOUAHBIMU TMpernapatamMu, a TpeOyioT
JpPYroi, MaTOreHeTUYeCKU 0OOCHOBAHHOM Tepanuu. [TaluueHTs
¢ OpaIMKMHUH-OMOCPEAOBAHHBIMU OTEKAMM 0€3 YCTaHOBJCH-
HOTO TUarHO03a 3a9acTyIo MTOJIyJaloT Hea(hGEeKTUBHYIO Teparmio,
HMMEIOT MOBBIIIEHHBIN PUCK PA3BUTHsI OTEKA TSKEIOW CTEMeHU
u cMepTH. TakuMm 06pa3oM, OUeHb BasKHO BEPHO OMPEAEISTh Ma-
TOGU3UOIOTUIO AaHTMOOTEKA, YTOOBI ONMTUMUZUPOBATH JICUEHHUE.

Ieau u 3aga4u — OLICHUTh MPUMEHUMOCTh METOJIA 10 U3Me-
PEHUIO PaCIIEIUVIEHHOTO BBICOKOMOJEKYJISIPHOTO KWHWHOTEHA
(BMK) B nrarHocTHKE aHTHOOTEKOB.

Marepuajsi u MeToapl. B icciienoBanue BkiodeHb! 40 manu-
eHroB (M:x — 1:2,8). Menuana Bo3pacta coctaBuia 31 roa, me-
JaHa BO3pacTa Ha MOMEHT IepBoro oreka — 15 jet, 19 (47,5 %)
OOJIbHBIX MMEJTU TIOJIOKUTENIbHBIN CeMelHbIII aHaMHE3 TI0 pe-
HUIUBUPYIONIMM oTeKaM. [lalieHTaM BBITIONHSIIA UCCIeI0Ba-
HUSI TI0 OTpEeSIeHUI0 KOMIIOHEHTOB CUCTEMbI KOMILIEMEHTA
C3 u C4 typounumerpudeckum metonom (Konelab Primer 60i,
Thermo Scientific), C1-unruburopa HederoMeTpUIECKUM Me-
tonoMm (Dade Behring BN ProSpec, Siemens), paciiernjeHHOTro
BMK metonom BectepH-6moTTunr B 4 % n 9 % noauakpuia-
MUTHOM TeJie C TTOC/IeAYIOIINM MEPEHOCOM OeJIKOB Ha MeMOpaHy
(Trans-Blot Turbo Transfer System, Bio-Rad), mouck amreabHbIx
BapUaHTOB BO BCEX 9K30HAX U TTPWJIETAIONINX K HUM CIUTaiiC-CalT
peruoHoB reHa SERPING 1, neBSThIX 5K30HOB reHa F12 v reHa
PLG mMeTomom aBTOMaTUYeCKOTO CeKBeHUpoBaHUs 1o CaHTepy
(3500 Applied Biosystems, Thermo Scientific). Bce mammeHTBI
HaXOJWINCh B PEMUCCUU Ha MOMEHT B3STUSI 00Pa31[0B KPOBHU.

Pesyabratsl. Y 27/40 nauine HTOB BBISIBJICH BRICOKHIA IIPOLICHT
pacmeruieHHoro BMK. Cpenu Hux y 19 o0HapykKeHBI HapylIe-
Hus B reHe SERPING I v ux OMOXMMUYECKME TTOKa3aTeId CBUIC-
TEJTHCTBOBAJIA B CTOPOHY HacsiencTBeHHOTo aHrnooreka (HAO)
BBy gepuunta Cl-mHruouTopa, y 8 — HapylIeHUi B Ucclie-
MYeMBIX PeTMOHAX HE BBISIBICHO M MX OMOXMMHWYECKHUE ITOKa-
3aTeIM COOTBETCTBOBaIM HopMme. Y 13/40 manmeHTOB paciie-
mieHue BMK BrIsiBlIeHO B AuariazoHe HOpMajbHbBIX 3HAUEHUH,
cpenu KOTOPHIX y 12 — B MCCIeayeMbIX peTHOHAX He OOHapyxKe-
HO 3HAUYMMBIX HapyIIeHUU W MX OMOXMMMYECKHE ITOKa3aTesu
COOTBETCTBOBAJIM HOpME, ¥ 1 OOJIBHOTO BBISIBIICHO ITATOTEHHOE
Hapymienue B reHe SERPINGI v ero OMOXUMHUYECKHE ITTOKa-
3aTeNIM CBUACTENbCTBOBAIM B cTopoHy HAO BBUMIy medwuiinra
Cl-unruouropa. ¥ maumeHTOB 0e3 TeHETUYECKUX HapyLIeHWIA
(n = 8) B MicclIeAyeMBIX PETHOHAX M C BEICOKMM ITPOIICHTOM pac-
mermieHHoro BMK mennana Bo3pacra cocraBuia 45 neT (auarna-
30H — 11-59 neT), MenmaHa Bo3pacTa Ha MOMEHT TIEPBOTO TIPH-
crymna — 21 ron (nuamna3oH — 6—45 jer), 6bUT OTMEYEH XOPOIIUA
OTBET Ha IIPMMEHEHNE TTATOTCHETUICCKOM Teparuy, HalpaBIcH-
HOI1 Ha TTOIaBJIeHNE YPE3MEPHOIT aKTUBALIMU TYYHBIX KIICTOK.

BeiBoapl. B pesynbrate npuMeHeHUs MeToma IO OIpeaelie-
Huo pacuieruieHHoro BMK mpenckaszaTeinbHas HEHHOCTb JU-
arHo3a HAO cocraBuna 70,4 %, npenckasaresibHasi IEHHOCTb
oTpuiaTeIbHOro pesdynbrata — 92,3 %. IlonydeHHble TaHHBIC
JEMOHCTPUPYIOT, YTO TIOBBIIICHWE YPOBHS PpaCIICTUICHHOTO
BMK He orpanuumBaercst mauueHtamu ¢ HAO. Kpome Toro,
XOPOILMMA OTBET HA TEPAIIUIO, IPUMEHSIEMYIO TIPYU XPOHUYECKON
CIIOHTAHHOU KpamnuBHULIE, y nauueHToB 6e3 HAO, Ho ¢ BbicO-
KUM MpoLeHTOM pacuieruieHHoro BMK noarBepxknaeT naHHbIe
0 TOM, UTO Ype3MepHast akTUBALMS TYYHbIX KJIETOK TAKKe MOXET
MHULIMMPOBATh U30bITOYHOE BHICBOOOXKIEHNE OpaguKMHMHA.
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HudanmunbHbiil Muogubpomamos:

HOBbl€ BO3SMOKHOCIMU mMepanuu

H.C. UBanos, P.A. Mouceenko, /I.M. Konosaos, A.E. JIpyii,
A.B. Tapakanosa, H.A. Aunpeesa, W.I'. Xamun,
T.B. Illamanckas, 1.10. Kauanos
OI'RY «<HMHUI] JITOHU um. Jimumpus Poeauesa»
Munzdpasa Poccuu, Mockea

AktyansHocTh. H(baHTUNBHBIN MUODUOpoMaTo3 (MMD) —
3a00JIeBaHUE, XapaKTePU3IYIOIIEECs PAa3BUTUEM Y3JIOBBIX OITYXO-
JIel MEe3eHXUMAJIBHOTO MpoucxoxneHusd. C KIMHUYECKOW TOY-
KU 3pEHUS BBIACNSIOT 2 MPUHLMITNAIBHO OTJIMYHBIE 10 UCXOLY
U TIPOTHO3Y (DOPMBL: C MOPAaKEHUEM MSITKUX TKaHel u hopmy
C BUCLIEPAIbHBIMU MTOPAXEHUSIMU, TIPU KOTOPOI Haubosiee ya-
cto paszsuBaiotcs KYC. Tepanusg UM® ¢ XKYC 6a3upyercs Ha
JUTUTETbHOM TPUMEHEHUU HU3KOUHTEHCUBHBIX pexXuMoB XT
Ha OCHOBE BUHOJIACTMHA/METOTPEKCaTa, KOTOPbIE XapaKTepu3y-
IOTCSl OTCPOYEHHBIMU 3 deKTaMu, TPU ITOM BbICOKAs 4acTOTa
BBISIBJICHUST TATOTHOMOHWYHBIX MyTatnii mpu MM ® otkpbiBaet
HOBBIE BO3MOXHOCTUA MPUMEHEHUSI MOJIEKYJISIPHO-HAMPABJICH-
HOW Teparuu.

Iean u 3ama4m — MPOAEMOHCTPUPOBATh KIMHUYECKUIA CITy-
yaii MyJapTUIeHTpuYeckoil popmbl UM® n 3(ppeKTUBHOCTH
npuMeHeHUs1 KoMOMHUpoBaHHOW XT M MoJIeKy/IsIpHO-HampaB-
JICHHOM TepaIinu.

Marepuajsl 1 MeTOIbl. V Maavuuka npu pojcoenuu obHapy-
JCeHO 0bBeMHOe 00pa306aHUe YeAHCMHO-AULeBol obaacmu cnpa-
6a. B eozpacme 3,5 nedeav dcusznu 6vira npoussedena Ouoncus
H08000PA306GHUSA: SUCMOAOSUYECKOe CMPOCHUE U UMMYHOSUCO-
XUMu4ecKuii npoghuny OnYXoau COOMBEMCME08au MUoPpuopo-
me. Ilpu MoneKyaspHO-eeHeMUHecKOM UCCAe008AHUU MeMOOOM
NGS evisenrenvt muccenc-mymauyuu 6 eene PDGFRB. B eo3pacme
1 mecaya ommeueHo cokpaujeHue 00pa308anUs weuHol obaacmu
Ha 39 %, maxum ob6pazom, yuumvieas heHoMeH CHOHMAHHOU pe-
epeccuu, Xapakmepuolii 04 mMuogpubpom, pebeHox ocmaeneH noo
Junamuyeckum Habarwoenuem. B eospacme 3 mecauee 3aghukcu-
posana ompuyamenvHas OUHAMUKA 6 GUde NOSEAeHUs He onpe-
0ens8uuxcs panee NPUHAK08 NOPAdICEHUS neveHu, Kocmel cke-
aema u cepoya. Takum obpasom, pebeHKY ycmaHo8AeH OUACHO3:
HMD uearocmruo-auyesoii obaacmu cnpasa ¢ NOAUOCCANbHBIM
u eucuepanvruim nopaxcenuem. Muccenc-mymayuu 6 ecene PDGFRB
(chr5: 1495051194>G, chr5: 149505050 A>T).

Pesyasratel. [locae npogedenus 7 Hed npoepammuoil mepanuu
no cxeme VBL/MTX (sunbaracmun/memompexcam) ommeueHa
pesKas ompuyamenbHas OUHAMUKa ¢ Hapyulenuem cepoeuHoll de-
AMEAbHOCMU, YMO NOMped08as0 NpoeedeHUs: pPeaHuUMAUUOHHbIX
Meponpusmuil ¢ nocaedyrujell KapouomoHu4eckoil nodoepiucKoll
(OnumenvHoe HaA3HAUeHUe CePOCUHbIX eAUKO3UA08) C NPUMEHEHUEM
HUBJI u danvHeiiwum HabdarodeHuem 6 ycao8usx omoeneHus pea-
Humayuu u unmencuehoi mepanuu. Ilpunumas 6o enumanue 113,
8 OCHOBHOM 3a CHem POCMA PA3MepO8 MHONCECMEEHHbIX 04a208
6 MuoKapde, yuumvleéds NOMEHUUAAbLHO OMCPOUeHHble dghermobl
cucmemuoti IIXT u Hasuuue 2 comamuueckux Mymauuil  ceHe
PDGFRB, npuusmo pewenue 0 O00NnOAHUMENbHOM HA3HAYEHUU
MONCKYAAPHO-HANPABACHHOU MePanuu UMAMUHUOOM NO JCUZHEH-
HbIM noKasanusam 6 doze 9 me/ke/cym. B meuenue nepuooa Kom-
ounuposannoii XT u MorexyasapHo-HanpasaeHHol mepanuu 0biio
ommeueHo Huseaupogarue cumnmomos /IH u cepdeuro-cocyouc-
Mot HedOCMamMoOYHOCIMU ¢ HOPMAAU3AYUEH KAUHUYECK020 COCMO-
anus nauuenma. Ilocae 3asepwenus 43 ned mepanuu no cxeme
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VBL/MTX u 12 mec mosekyaapHo-HanpasieHHol mepanuu coeiac-
HO pe3yabmamam KOHMPOAbHO20 00CAe006aHUS OMMeYeHA Gbipd-
HCEHHAS NOAONICUMENbHAL OUHAMUKA 6 GUOe KANbUUHAUUU pe3u-
dyanvhbix 00pazoeanuil Ha one omcymcemeus HYHKUUOHANbHBIX
Hapyuwienuil co cmopoHsl opeanos u cucmem. Pebenok ocmaesnen
06e3 mepanuu nod OUHAMUMECKUM HAOAHOOeHUEeM, OAUMENbHOCb
HabAo0eHUus om MOMeHmMA NOCMAHO8KU OUAeHO3ad COCMAasasem
16 mec.

BoiBoabl

MupoBoii ONBIT IPUMEHEHUST MOJIEKYJISIPHO-HAMPaBAEHHON
tepanuu ipu UM®, Ge3yciioBHO, He BETUK, OMHAKO CKPYITY-
JIE3HOE HAKOIUIEHWE KJIWHUKO-3MUAEMUYECKUX CBEAEHUN 00
YCIIEIIHOM TPUMEHEHUM WHTUOUTOPOB PEIENTOPHBIX TUPO-
3UHKWHA3, BO3MOXHO, B OyIyllleM MO3BOJUT ONTUMU3UPOBATH
craHgaptHyto Tepanuio UMO.

Onbim NeyeHuda nayueHmos
¢ pabpomuocapkomoii

B Pecnybnuke benapychb

K.O. Kaawuenko, B./I. Benoookosa, JI.I1. Kucenes
I'Y «PHIII JIOTH» Munzdpasa Pecnybauxu beaapycs, Munck

AxkTtyampbHocTh. PMC — Haubojee yacTo BcTpeyvarolasics
OITyXOJIb MSITKUX TKaHEl y eTeil, KoTopasi TIPeACTaBIIsieT COO0M
BbICOKOarpeccuBHoe, ObicTpopactyiiee 3HO, pasBuBatolieecs
n3 HeaudhepeHIMPOBAHHBIX ME3eHXMMaJIbHbBIX KieToK. Mc-
MMOJTb30BaHUE TTPOTOKOIHLHOTO KOMILIEKCHOTO JIEYSHUsI, BKITIO-
yarolero xupyprudeckuii atam, cucteMnuyio ITXT, a takke JIT,
MMO3BOJIUJIO YBEJMYUTH 1TOKA3aTeIM BHIKMBAEMOCTH TaKUX Tia-
LIMEHTOB B TIOCJIEHUE JACCATUICTUS, OJHAKO PEe3yJIbTaThl Tepa-
MUY 17151 PeLUAUBUPYIOLINX U U3HAYATBHO PACIIPOCTPAHEHHbBIX
(MeTtactaTuyeckux) (opm 3a00sieBaHUSI OCTAIOTCS HEYAOBIET-
BOPUTEJIbHBIMU, HECMOTPsI Ha HCIOJb30BaHUE MaKCHUMaJIbHO
arpecCHUBHBIX CITOCOOOB Kyparun. MoxXHO KOHCTaTUPOBAaTh, YTO
Ha CETOAHSIIHUI JIeHb OTpabOTaHbI CXeMbI CHCTEMHOU Tepa-
MU, KOTOPbIE UCITOIb3yI0oTCs Y marueHToB ¢ PMC, B ToM ynciie
B 3aBUCMMOCTH OT CTpaTH(GUKAIIUK TT0 TPyITaM pucka Ha OCHO-
BaHUU U3BECTHBIX KIMHUYECKUX IMPU3HAKOB.

Ilenu u 3a7a4m — OIICHUTH PE3YJIBTATHI JICUESHUSI MTAIUEHTOB
¢ PMC B Pecnyonuke benmapyce B mepuon ¢ 1999 mo 2019 .

Marepuaisl 1 MeToabl. B niccienoBanme BkiroueHb! 207 ma-
mueHTOoB (85 meBodeK n 122 MaaburKa) ¢ BIIEpBbIC YCTAHOBJICH-
HBIM auardHo3omM PMC, nonyyasine jedeHue B nepuon ¢ 1999
mo 2019 . mo mportokogaM MMT-95, CWS-2004, RMS-2005
B PHIIL[ JOT'U. B paboTy BKJIIOYEHBI MALIMEHTHI CO CIAEAYIOIIN~
mu tTunamu PMC: aMOpuoHainbHasl, aJbBeosipHast, TieoMopd-
Hasl, BepeTeHOKJICTOTHAS/CKIICPO3UPYIOIIas.

Pesynbratsl. [TanieHThI pacrpeneuinch cieayonmm oopa-
30M: amMbpuoHaibHass PMC — 68 % (n = 140), anbBeosisipHast —
28 % (n = 58), mneomopdHas — 1,9 % (n = 4), BepeTeHOKIIe-
touHast — 2,1 % (n = 5). IlaumeHTsl ¢ 4-ii cTagueir COCTaBUIN
22 % (n=45), ¢ 1-3-it cramusimu — 78 % (n = 162). OB nns Bcex
MmanueHToB cocTaBuia 54,1 + 3,8 %, npu 3ToM MeIraHa HabJIi0-
neHust — 4,5 roma, MaKCMMaJIbHbBIN CpOK HaOMoaeHust — 21 rof.
BCB cocraBuna 47,8 + 3,9 %. C 2009 . nalMeHTHI ITOJIy4YaIu jie-
yeHwue 1o nmporokosry RMS-2005. OB mis stoii rpyrmsl — 63,7 £
5,9 %, B TO BpeMsl KaK Ha paHee MCIIOJIb3yeMbIX ITPOTOKOJIAX
(MMT-95 u CWS-2004) — 48,3 + 4,7 %. Ha jieueHuu 110 npoTo-
kosiaM MMT-95 u CWS-2004 OB a1 nmauuenToB ¢ 1—3-ii cTa-
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nusiMu cocTtaBuiia 60,2 & 5,2 %, nns 4-it ctamum — 7,7 £ 5,2 %,
B TO BpeMs KaK IMpY KUCITOJb30BaHUM MpoToKoja RMS-2005 —
72,3+ 6,1 % u 25,1 = 13,4 % cOOTBETCTBEHHO.

BeiBogpl. 3a nocieqnue 10 JIeT mokasaTesM BbLKMBAEMOCTH
nauueHToB ¢ PMC B Pecnybivke benapych yBeTUUUINCH, O1-
HaKO OCTAIOTCSI HEIOCTATOUYHO BEICOKHMMMU, B CBSI3M C YeM TPEOy-
€TCSI TOMCK HOBBIX IMaTHOCTHYECKMX BO3MOXHOCTEH U TeparieB-
TUYECKMX MOIXOMOB B JAHHOI TeTEPOTreHHO TPYIINE OOIbHBIX.

Accoyuauus nonumopHbIX BapuaHmos
reioB GYP1A1, CYP2E1, CYP2D6
C Pa3BUMUEM MOKCUYECKUX OCNOKHEHU
Ha (hoHe mepanuu ocmporo

numobnacmuoro neiikosa y agemeil

H.H. Knumkosuy!, T.B. Pynenkosa', C.A. Kocriok!,
A.H. lemunenko?, A.H. Anemkesuy®, E.A. SIkoBiesa’
II'YO «benopycckas meduyunckas aKademus nocae0unIoMHO20
obpazosanus», Munck, Pecnybauxa beaapyco;

2I'Y «PHIII] paduayuonnoii meOuyunbsl U 3K0402UU HeA08EKa»,
Tomens, Pecnyoauxa benapycsy;

IV «PHIII] IOTH» Munszopasa Pecnyoauku Benapycs, Munck

AKTyaJdbHOCTh. [lallMeHThl ¢ OAMHAKOBBIM TUIIOM OITyXOJIHU
¥ TIOIyJalolIe OOWHAKOBOC JICUCHUE MOTYT TPOSBISATH pa3-
Hble KJIMHUYECKUE PeaKUM ¢ TOYKMU 3peHUst 3 GhEeKTUBHOCTU
1 TOKCUIHOCTH JIEKAPCTBEHHOTO CPEICTBA, UTO IIpPEAITojaraet
HaJIMYME OTACJbHBIX FEHETUUYEeCKMX (DaKTOPOB, BAMSIOIIMX Ha
BO3HUKHOBEHME MOOOUHBIX 3(pPekToB. K nmepcnekKTUBHBIM 151
n3ydeHust ¢pakTopaMm OTHOCIT HAIM4YME MOJUMOP(GU3MOB B Te-
Hax 1uroxpoma P450, kogupyrommx (pepMeHTHI, KOTOPBIE ITPH-
HUMAIOT yJyacThe B MeTabO0JIM3Me JIEKaPCTBEHHBIX CPEICTB.

Ienn u 3apa4m — M3Yy4UTH PACTIPOCTPAHEHHOCTh MOJUMOP-
(uszmoB B renax uuroxpoma P450 (CYPIAI, CYP2EI, CYP2D6)
Y TIPOAHAIN3MPOBATH UX aCCOIMAIINIO C BEPOSTHOCTHIO Pa3BU-
Tus ocioxHeHuit Ha ¢oHe ITXT OJIJI y nereii.

Marepuaisl u MeToabl. B Tpyrimy ucciaenoBaHusT BKIIOYCHBI
106 nmanuenTos ¢ OJIJI u3 B-Kj1eTOK-IpeaiecTBEHHUKOB B BO3-
pacte ot 1 mo 17 ner (MennaHa Bo3pacta — 5,2 romna), IoayJyaB-
KX crienuduyecKyro Tepamnuto mmo npotokony ALL-MB 2015 Ha
6a3ze PHITLL JIOT'M 1 reMaTo10rnyecKoro oTaeIeHusI 1JIsl JeTeit
PHIIL panuaiimoHHONH MEIMUMHBI U 3KOJOTMU yejaoBeka. M3
KJIeTOK Tepudeprndeckoit KpoBu manueHToB Bohimeasiu JIHK,
nociae amrvdukanuu gparmeHtoB reHoB CYPIAI, CYP2E],
CYP2D6 mipoBOOMIM PECTPUKIINIO TOJYYEHHBIX aAMITJIMKOHOB
1 aeKTpodopeTnyecKuii aHau3 (hparMeHTOB.

Pesyasratel. [1pu nneHTUdUKALIMNA TOIMMOPGOHBIX BapyuaH-
toB reHa CYPIA1 (A4889G u T6235C) urena CYP2E1 (T7632A,
G1293C u C1053T) ycTaHOBIEHO IOMUHUPOBAHWE ajlIesIeii M-
Koro tuna. AHanu3 nonumopdusma A2549del B rene CYP2D6
ITO3BOJIMJI TAKXKE YCTAHOBUTD IpeodIafaHue HOCUTEIe ajlieist
aukoro tuma AA (83,02 %). dus nonumopdusma G1846A B reHe
CYP2D6 ormpenesieHO IIPEHMMYIIIECTBEHHOE PacIpOCTpaHEeHUe
naukoro (59,18 %) u rereposurorHoro (30,19 %) auteneir. B pe-
3yabTaTe onpeneneHus nonumopdusma C100T B rene CYP2D6
yCTaHOBJIEHA BBICOKAsl YacTOTa TPUCYTCTBUST TETEPO3UTOTHOTO
(25,51 %) u myrantHoro TT (25,51 %) amneneir. I1pu omnpene-
JeHuu nosumopdusma A2455G (rs1048943) B rene CYPIAI
yCTaHOBJIEHA accoluaus MyTaHTHoro ajuiesiss GG ¢ pa3BUTHEM

PA3AEN VI



IV o6bepnunennoro Kourpecca POIOT

TOKCUYECKOM NepudeprudecKoii MmomHeponaTuy (OTHOLIEHKE
mancoB (OII) = 3,9; 95 % AU 0,23—65,17; p = 0,001). Tere-
posurotHbiil amienb CT B rene CYPIAI (T3801C, rs4646903)
aCCOLMMPOBAH C BEPOSITHOCTBIO Pa3BUTHUST TOKCUYECKUX OCIOXK-
Henuit [IHC B 10 pa3 Beillle 10 CpaBHEHUIO C ajljiejieM JUKOTO
tina (O = 10,7; 95 % AW 0,91—125,23; p = 0,0001). MyraHT-
Helil autens TT nipu onpeneneHuun nonumopdusma C-1053T
(rs2031920) B rene CYP2E] cBsi3an ¢ BP annepruyeckux peak-
111 B BUIe OpoHxocrnasma u aHadunakcuu Ha pone TTXT OJIJT
(oI =9,0; 95 % AN 0,52—156,52; p = 0,0001). BeposiTHOCTE
pPa3BUTHUS OCTPOTO MAHKpeaTUTa y MalMeHTOB, UMEIOIIUX reTe-
PO3UTOTHBIN amnenb A/del monumopdHoro Bapuanta A2549del
(rs35742686) B rene CYP2D6, B 6 pa3 BbIllIe 1O CPaBHEHUIO
¢ MaupreHTaMM, UMEIOIINMU ajutesib aukoro tumna (O = 6,4;
95 % IWN 1,23—33,36; p = 0,001). ITpu aHanmmn3e monumMopduszma
A2549del (rs35742686) B rene CYP2CD6 ycTaHOBIIEHO, YTO MY-
TaHTHBI ajutenb del/del accounupoBaH ¢ BEpOSITHOCTHIO pa3Bu-
TUS TUTIEPIIMKEMUU cBbilie 13,9 mmosb/a B 17 pa3 Bbllle, yeM
y TalMeHToB ¢ ayenem aukoro Tuma (OL = 17,3; 95 % AU
2,06—145,66; p = 0,0001).

BoiBoapl. M3ydyeHue MOJEKYISIPHO-TEHETUYECKUX OCOOEH-
HocTeil reHoB muToxpoma P450 MoxeT 3a10XuTh GyHAAMEHT
JUTSL pa3pabOTKK MHAWBUIYATN3UPOBAHHOTO TTOIX0/1a K TIpodu-
JIAKTUKE U CHUKEHUIO YaCTOThI Pa3BUTHS ociokHeHui XT.

Pe3ynbmambl NpoBeAeHUA annoreHHoi
mpaHcnAaHmayuu remono3muYyecKux
CMBONOBLIX KNEMOK Aemam
¢ pethpakmepHbIMU U PeyuAUBUPYIOWUMU
(opMamMu ocmpbixX Neiiko30B:

onblm opfHoro Lienmpa

N.0. Kocrapesa, T.3. Amue, E.b. Maunesna, }0.B. JlozoBaH,
T.U. ITorémknna, H.A. Bypnaka, K.A. Cepreenxko,
H.A. Batmanosa, T.T. Baiues,
K.. Kupruzos, C.P. BapdoaomeeBa
HUU JIOul um. akao. PAMH JI.A. lypnosa ©®I'BY «HMHUII onkonoeuu
um. H H. broxuna» Munsdpasa Poccuu, Mockea
AxkTyanbHOCTh. As10-TT'CK sBrsiercst 2 heKTUBHBIM Bapu-

aHTOM JIeueHUs p/p Jieiiko3a y neteii. BHeapeHue cCOBpeMeHHBIX
MMOAXOMOB M MOUCK HOBBIX CXEM JICYCHUsI, HEOOXOMUMBIX JIJIsT
VIIYYIIeHUST Pe3yaIbTaTOB TPAHCIUIAHTAIIUH.

Iemn u 3agaunm — orienka OB, BCB mamueHToB ¢ p/p Jieii-
Ko3amu mocie nposeneHus stana awio-TTCK. OueHka 3¢-
dextuBHocTu ato-TI'CK, nmposeneHHoit B HUUM J10Oul’ netsam
¢ Jieiiko3zaMu 3a nepuof ¢ Havana 2021 . mo TpeTuii KBapTa
2023

Marepuaiasl U Metoapl. B ucciienoBaHue ObLIM BKJIIOYE-
Hbl 100 mauueHTOB, KOTOpPBIM OblIa mpoBeaeHa amro-TICK
B mepuon ¢ sgHBapsg 2021 r. mo ceHtaopnr 2023 r. CpenHuit
Bo3pact — 8,7 (5 mecsueB — 17 net) roga, Mm:x = 63:37. Iu-
arHo3: OJIJT — 63 GompHbX, OMJI — 31, OJI OwiMHeiHOM’
HampasjieHHOcTH — 3, XMJI — 2, I0BEeHWJIbHBI MUEIOMO-
muTapHbIi Jeiiko3 — 1. Copok nIBa ITaleHTa HaXOOWJINCh BO
2-1 KIMHUKO-TeMaTOJIOTUIECKON PEeMUCCUM W 7 OONBHBIX —
B 3-i pemMmccum ® Ooyiee, OCTaJbHBIC ITAIIUEHTBI —
B 1-1f pemuccun (OMJI BP u pedpakrepusbiit OJLI). JeBIHOCTO
BOCEMb TALIMEHTOB OBUIM TpaHCIUIAaHTHpOoBaHH B MOb-Hera-
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TUBHOM cTartyce, 2 — B MOB-nofioxurenbHoM cTaTyce. JIoHOpBI:
rarionaeHTHIHbIe — 33 (33 %), coBMECTUMBIE POACTBEHHBIE —
35 (35 %), coBmectnMbie HeponcTBeHHbIe (MUD) — 32 (32 %).
HMcrounuk tpaHcriantata: KM — 20, [ICKK — 80. MaHumy-
JIAIUY C TPAHCIUTAHTATOM: IMOCTTPAHCIUIAHTAIIMOHHBIN 1IUKIIO-
dbocdamun — 15 naunenTos ¢ raruiouaeHTuyHoi TI'CK (rarmio-
TI'CK) u 13 6oabhbix, noayyuBuinx TTCK oT HemoiaHOCThIO
COBMECTUMBIX poACTBeHHbIX AoHOPoB; TCRaf/CD19-aemnie-
ust TpoBeneHa 18 manumeHTaM. PexXyvMbl KOHIMIIMOHWPOBA-
Hus: OJIJI — TOT (12 Ip) — y 49 GonbHbIX, OycyabdaH — y 14;
OMJI/6unuueitnbiit OJI — Ha ocHOBe TpeocybdhaHa/TUOTEINbI
y 7 TTallMeHTOB WM TpeocylibdaHa/Mendanana y 27. Bee mamm-
eHtbl ¢ TCRap/CD19-nemienmeii TpaHCIIaHTaTa He TOJIyJYaiy
6azoByio UCT minsa npodunaktuku PTITX (Toneko abaTtauent/
ToLMJIN3yMad/abaTalienT Ha —1-e CyTKu), ocTajibHble OOJbHbIE
noayvyanu koMouHupoBaHHyio MCT ¢ Gaokatopamu Kajlbly-
HEeBpHHA U abaTallenToM.

Pesyabratel. Octpas PTIIX I-II cremenu pasBuiach
y20 (20 %) 6onbHbIx 1 ocTpast PTIIX ITI—IV crenenn —y 6 (6 %).
OB marnueHToB ¢ Jieitko3amMu, KOTOPBIM ObLIa MpOBeIeHa aJljio-
TI'CK, cocraBuna 88 %, BCB mns aroii rpynmsl paBHa 74 %.
[poueHT petmanBoB nocie stana amio-TICK cocrapun 11 %.

BoeBonpl. Takum obOpaszom, mposeneHue amno-TICK y ma-
1reHToB ¢ p/p popmamu OJI mokazano cBoio 3(HhHEKTUBHOCTb,
a Hebospmoe yucio pasputust octpoil PTIIX III-1V crenenu
JaeT BO3MOXHOCTb CYUTATh BEIOPAHHBIE PEXUMBbI MPOPUIAKTH-
ku PTIIX nmpuemsieMbIMU U 6€30MaCHBIMU. YUUTHIBask HEOOb-
ot mpoueHT petnnusos nociie TT'CK, MOXHO cuuTaTh peskum
KOoHAUIIMOHVpoBaHus ¢ BKiodeHuem TOT u Oycynbdhana no-
CTaTOYHO YCITeIIHBIM 11t KOHTpoJst p/p OJIJ1, a mpu muenouna-
HOW HampaBJIeHHOCTHU JIEKO3a BO3MOXHO MPUMEHSTh KaK TUO-
TEIy, TaK U MeJipaiaH.

Ponb mpom6oyumoB B reMamoreHHom
Memacma3supoBaHuu onyxoneii

y Aemeii u B3pocabixX

I1.B. Kpamnukun, I1.A. ZKapxkos, /I.10. Kayanos
OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mumnszdpasa Poccuu, Mockea

AkTyanbHOCTh. DYHKIIMOHATT TPOMOOIIMTOB HE OTPaHNYNBA-
€TCsl UCKITIOUUTEIbHO TpOMOOOOpa30BaHUEM U yJYaCTUEM B CU-
cTeMe reMocras3a. Yuactue TpoMOOILIMTOB B TeMaTOTeHHOM Me-
TaCTa3uPOBAHMUM OTIMUCHIBAETCS MHOTUMU MCCIEA0BATEIbCKIUMU
rpynmnamu y B3pocibix. OIHAKO MCClIeT0BaHUSI KOrOPThI Maly-
€HTOB JIETCKOTO BO3pacTa He MPOBOIUJINCH.

e u 3a7a4n — IIPOAHATIM3UPOBATH JOCTYITHBIC JTUTEPATYP-
HBIC TaHHBIC O BIMSIHUM TPOMOOILIMTOB Ha TeMAaTOTCHHOE MeTa-
CTa3MpOBaHME 3JIOKAYECTBEHHBIX OIyXOoJeil y mereil. BEIIBUTH
KOPPEISITUBHBIC JaHHBIE MEXKIY TeMAaTOTCHHBIM METacTa3upo-
BaHMEM y AeTeil M pOIu TPOMOOIIMTOB B 3TOM ITIpoliecce.

MarepuaJjbl 1 MeToAbl. [JIs1 TOMCKA MaTepuaioB UCOJIb30-
BaJINCh cleayiolre 0a3bl AaHHBIX: https://pubmed.ncbi.nlm.
nih.gov/; https://www.uptodate.com/.

Pesynbrartel. BzaumoneiicTBe OMyXO0JIEBBIX KJIETOK C TPOM-
OOoLIMTaMU SIBJISICTCSI HEOOXOAMMBIM YCJIOBMEM YCIICIIHOM Ie-
MAaTOIeHHOI MeTacTaTMYecKoil aucceMuHanuu. OnucaHHBIC
MEXaHU3Mbl TaKMX B3aMMOJACUCTBUI MOKA3bIBAIOT POJIb TPOM-
OoLMTOB B MeTacTazupoBaHuu omnyxoseit. Y. Kato et al. mokasa-

~ 76 ~



IV o6bepnunennoro Kourpecca POIOT

JIA, 4TO IKCMEPUMEHTAIbHOE TeMaTOTeHHOE MeTacTa3upoBaHUE
MOJOIJIAHUH-TIPOAYLMPYIOIIMX KJIETOK OIyXOJU 3HAYUTEIbHO
YMEHBIIUIOCH MOcjie NMpuMeHeHus1 MA mpoTUB MOAOIUIaHWHA.
Toshiaki et al. onpenenuan MHruoUpyromuin 3bbekT 6JI0KaIbI
CLEC-2 Ha reMaTOoreHHO€ MeTacTa3MpOBaHUE OMYyXOJU, a TaK-
K€ BIusiHUe AaHHoro 3¢ gekTa Ha pocT onmyxoiau u OB nadopa-
TOPHBIX KUBOTHBIX. Pe3yabTaThl MpOBEAEHHOIO UCCIEeI0BaHUS
rnokasajau IOJaBJE€HUE TIeMaTOTeHHOT0 MeTacTa3upOBaHUSI.
Elle ofHMM MeXaHU3MOM, BJIMSIIOIIMM Ha reMaTOreHHOe MeTa-
CcTa3upoBaHUe, SIBJISIETCS] arperaius TPoMOOIIMTOB BOKPYT OIy-
XOJIEBBIX KJIETOK, UYTO AEHCTBYeT Kak (pu3nyecKuil dapbep st
NK-kiaeTok. MUKpPOBE3UKYJIbI, TPOUCXOASIIINE U3 TPOMOOILIM-
toB (PMV), B cBO1O 0Yepenb, CHHTE3UPYIOT MHOXECTBO aKTUB-
HBIX BELIECTB, KOTOPbIE UMEIOT pa3HOHAIpaBJeHHOE NeiCTBIe
Ha MpoMeTacTaTUYeCKUii moTeHUMa. Pasinynelie (hakTophl po-
CTa, CUHTE3UpyeMble TPOMOOILIMTAMU, YYACTBYIOT B TMOJIepKa-
HUU Tposindepaliid BTOPUYHON OIMyXOJd U aHTMOTeHe3e, YTO
JIOKa3aHO MHOTMMM UCCJIEIOBAaHUSIMU.

BoiBoapl. BrisiBieHre poiu TpOMOOUMTOB B Mpolieccax Ty-
MOpOTeHe3a W MeTacTa3upOBaHUS SIBJISETCS MEPCIEKTUBHBIM
1 MOXET MOTEHIIMATbHO CITOCOOCTBOBATH MOMCKY HOBBIX TEpa-
nesTuyeckux muieHeit npu 3HO y nereii.

Ananu3 3dekmusHocmu u GesonacHocmu
COYemaHHoro ucnonb3oBaHus anmu-GD2-
MOHOKNOHANbHbIX aHMuUmMen
U Xumuomepanuu y femei
¢ ped)pakmepHbIMU U peyuauBupyIOWUMY

GD2-no3umuBHbLIMU CONUAHBIMU ONYXONAMU

C.A. Kynesa'2, O.M. Pomannosa?, C.P. Bapdosiomeena®,
K.N. Kuprusos’, E.A. IIpocekuna', K.M. Bopokmunosa',
P.U. Xa6aposa!, M.M. Epumosa’, T.B. I'opoynoBa3,
E.M. Cenuypos!, JI.b. Xecranos?, D./I. I'ymbaroBa’,
E.A. Muxaiinosa!, A.A. Kynesa'!, I'A. Caxayraunos',
A.3. Izamnaes?®, E.B. Tiopuna®,

B.B. Xaiipywiosa®, H.B. Marunsu?

IOIBY « HMHI] onkonoeuu um. H.H. I[lemposa»
Mun3zdpasa Poccuu, Cankm-Ilemepoype;

OI'BOY BO CIIGTTIMY Munzdpasa Poccuu;

SHUH JI0ul um. akao. PAMH JI.A. lypnosa @I'BY « HMHUII onkonoeuu
um. H H. broxurna» Munsdpasa Poccuu, Mockea

AktyanbHocTh. K CcoXalleHUIO, UCII0b3Ysl CTAHIAPTHYIO Te-
panmio, U3JIeYUTh OOJIPHBIX TMCCEMUHUPOBAHHBIMU, p/p dop-
MaMM 3J10Ka4eCTBEHHBIX OITyXOJIei He YIaeTCsl, I0O3TOMY ITOIIbIT-
KU YCUJICHUS U UHAVMBUAYaIM3aLMK JIeYeHUSI HOBOOOpA30BaHUIA
Ha CErONHSIIHMI IeHb OCHOBAHbI Ha MATOTEHETUYECKUX MeXa-
HU3Max POCTa OIYXOJM Ha KJIETOUHOM 1 MOJIEKY/ISIPHO-T€HETHU -
YeCKOM YPOBHSIX, a TAKXKE Ha CIIOCO0AX aKTUBU3ALUY UMMYHHO-
IO OTBETA Ha OITyXOJIeBbIE AHTUIECHbI.

ean u 3agaun — aHanu3 3PHEKTUBHOCTU U OE30MTACHOCTU
UMMYHOXMMUOTepanuu y manueHToB ¢ GD2-mo3uTuBHBIMU
CIO, OCu CMT.

Marepuajbl 4 MeToIbl. B IIpOCHIEKTUBHOE JIBYXIIEHTPOBOE
KJIMHUYECKOE HCCeNoBaHUe ObLIM BKJIOYEHBl 10 malueHTOB
¢ p/p GD2-nosutuBabiMu CHO (n = 4), OC (n = 2) u CMT
(n=4), KoTopble B peMHAYKIINIO noyunin 6 unkiioB UT antu-
GD2-MA u XT 3+ nunuu. CymMMapHO UM MpoBeaeHo 52 LuKIa
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HUMMYHOXUMMOTepanuu. [TepBUYHON KOHEYHOU TOYKOU Oblia
BBIT uepes 6 u 12 mec, BropuuHbiMu — OB, 00111it mokazaresib
otBeta (I1P + vactuunas pemuccusi (UP)), mokaszartenb KOHT-
poas onyxoau (ITP + YP + crabunuzaiius) u yacrota UMMYHO-
ornocpenoBaHHbIX HA.

PesynbraThl. 13 10 mamueHTOB 3aBepIIUTD JIEUeOHYIO TPO-
rpammy yaanochk 7 (70 %). CpenHee BpeMs 10 OTBeTa IO KpU-
TepUsIM OLIEHKU OTBeTa mpu coiauaHbix omyxojisix (RECIST)
COCTaBWJIO 2 MeC, a CPEeIHsIsI MPOMOJLKUTEIBHOCTh OTBETA —
12 mec. CpeaHsii TPOOOKUTEIBHOCTh JIEUEHUSI COCTaBUJIA
5 mec. Ilocne 3aBepiieHusT 6-TO LIMKJIA MMMYHOXMMUOTEpA-
MUK OOIIMI ToKa3aTesJib OTBeTa Ha JiedeHue coctaBui 43 %
(3/7), a mokasarejib KOHTPOJISI OITyXOJIM OKa3ajICsl paBHBIM 86 %
(6/7). Cpenu mMMmyHoomnocpenoBaHHbix HSl Haunbosee yacro
ObUT AMarHOCTHPOBAH 00JIeBOM cMHIPOM (roce 15 LUMKI0B Uin
B 31 % cnydaes); o 5 (10 %) LMKJIOB COMPOBOXIAIUCH IUAPEEN,
CUHIIPOMOM BBICBOOOXICHUSI IIMTOKMHOB W CUHIPOMOM TIOBBI-
IIEHHOW TIPOHUIIAEMOCTH KalWUISPOB; E€IMHUYHBIMUA ObLUIN
aHaduIaKTUIeckas peaxkiusi, mnepudepudeckas HelpomnaTus
U LIEHTpaJIbHasI HEMPOTOKCUIHOCTh. Bce MMMyHOOTIOCpEIOBaH-
Hele HA He npesbianu [—11 creneHu, u Moaudukauuu 103bl
WM OTMEHBI UMMYHOTIperiapara He norpedoBaioch. B 1 (3 %)
clydae pa3Buiach KapanoTokcuuHocTs I creneHu, mocie Ky-
IMMPOBAHUST CUMITTOMOB KOTOPOIl MMMYHOXUMUOTEpAIus Oblia
nponokeHa. HerocpencTBeHHbBIE W OTHAJICHHBIE Pe3yJIbTaThl
3aBUCEJIN OT TUCTOJIOTMYECKOTO MOATHIA oryxou. Yepes 6 Mec
MmocJjie 3aBeplieHUs] PEMHIYKIIUM KIMHWYECKUII OTBET yTEpsiH
y nmammeHToB ¢ CHO (2/2) n 6w11 paBeH 50 % (1/2) npu OC. Ta-
KUM o6pazoM, y 43 % (3/7) olieHMBaeMbIX MAllMEHTOB, MOJHO-
CTBIO 3aBEpIIMBIIKX JIeYeOHYIO TIPOrpaMMy, B CPEIHEM uepe3
5 Mec mpuarHoctupoBaHo [13. Bce maumentsr (100 %) ¢ CMT
(3/3) coxpanunu craryc I1P u uepes 6, u yepe3 12 mec. Menu-
aHa BpPEeMEHU OO0 IMPOrpeccCupoBaHUsI BapbUpoBaia OoT 1,5 Mec
npu CIO no 3 mec mpu OC. MenuaHna cpenteii OB y manimeHTOB
¢ CIO coctaBuna 8§ Mec 1 He ObLTa JOCTUTHYTA B KOTOPTax Maliu-
eHToB ¢ CMT u OC.

BoBompl. T antu-GD2-MA MoXeT ObITh TPOPBIBHBIM
1 6e30MacHbIM MOAXOAOM K IMOBBIIIEHUIO 3(hGHEKTUBHOCTHU Jie-
YeHUs M YIy4lIeHUIO TIPOrHOo3a Y manueHToB ¢ p/p GD2-no3u-
TUBHBIMU KOCTHBIMU U MSITKOTKAHHBIMU CAPKOMaMU C BO3MOXK-
HbIM NOJIKJIIOYEHWEM JTaHHOW OMLMU Ha 0oJiee paHHUX dTamax
JleueHusI (B KomOouHauu ¢ X1 2+ TuHun).

PA3AEN VI
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g ekmuBHoCMb Mepanuu cmepoup-
ped)pakmepHoil ocmpoil peakyuu
«MmpaHcnnaHmam npomus Xo3fAuHa»
¢ nomowbto JAK-2-unrubumopa -
pykconumunuba y pemeii nocne
mpancnaaimayuu reMono3amuyecKux
CMBONOBbLIX KNIEMOK OM rannoufieHmuyHoro
A0HOpa

H.B. JleBkoBckuii, A.A. 3psarunnena, A.A. Ocunosa,
O.B. Ilauna, O.A. Cnecapuyk, 11.B. Kazanues,
0.B. T'osiomanos, E.B. Cemenoa, 1.C. Moucees,
T.A. BoikoBa, A.Jl. Kynarun, JI.C. 3y6apoBckas
HUHU JIOTuT um. P.M. Topbauesoii DIBOY BO IICII6TMY
um. axao. U.I1. [Taéroea Munszopasa Poccuu

AkryamsHocTb. [Iprmenenue raruio-TI'CK orpaHnyeHO BbI-
COKUMM puckamu pazButus octpoii PTIIX, koTopas octaercs
ONHOW W3 OCHOBHBIX MPUYUH TPAHCILIAHTALIMOHHON JIeTasb-
HocTU. Pa3paboTka MeTonoB MpO(PUIAKTUKUA TaHHOTO OCJIOXK-
HEHUS Ha OCHOBE T-KJIETOYHON JEeIIeHIUY MO3BOJIUIA CHU3UTD
4acToTy U TsxkecTb octpoit PTIIX, yTo pacumupsieT nokazaHus
K OPUMEHEHUIO NaHHOro meroga. OCHOBOW Tepanmuu OCTPOW
PTIIX gasnsotcsa cuctemusie ' KC, ogHako y mereid mpuoIm3n-
TesibHO B 30 % cityyaeB pa3BuBaeTcs pedpakTepHOCTh. B HacTo-
s1ee BpeMsl UMEIOTCSI TaHHBIe O HOBBIX METOJaX Teparuu CTe-
poun-pedpaxkrepHoii octpoit PTTIX, HO onbIT UX MpUMeHEeHUsT
y AeTell HeIOCTaTOYEH.

e w 3amauym — TIpOAHATM3UPOBATH YACTOTY, TSKECTh
un dakTopsl pucka pa3putus octpoii PTIIX y meteit mocne ra-
mio-TI'CK, ouennts 3hGEKTUBHOCTh Tepanuyd JaHHOTO
ocJIOKHeHUs ¢ momolbio JAK-2-nmHrnouropa pykconmTruHuoA.

Marepuaisl u MeTombl. B peTpocneKTuBHOE HCClieq0BaHUE
OBLIM BKJIIOUEHBI 238 MAllMEHTOB CO 3JI0KAYECTBEHHBIMU U HeE-
3JI0KQYEeCTBEHHBIMU 3a00JIeBAaHUSIMU, KOTOPBIM BBINOJIHSIACH
raruto-TT'CK 3a nepuon ¢ 2018 mo 2022 r. Kpurepusimu BKIItoue-
HUS ObLIM Bo3pacT 10 18 net, BeimonHeHue nepsoii anno-TICK,
MPMKMBJIEHKE TPaHCIUIAHTATa, Pa3BUTHE KJIACCUYECKOW WU
nepcuctupymouieit hopmel octpoit PTITX. OcHoBHast KoHeUHast
TOUYKA MCCIeNOBaHUs — OlleHKa KymyJsaTuBHoro pucka (KP)
pasButus octpoii PTIIX. JJonmonHUTEIbHbIE KOHEUHBIE TOUKU:
onenka OB, oTrBera Ha Tepamnuio, pUCKOB TpaHCIJIaHTALIMOH-
HOI JIeTaJIbHOCTH, pa3BUTUs peluauBa. VM3 aHalu3a Tepanuu
HMCKJII0YAJIMCh MAllMEeHThl, UMEBIIIME CUHIPOM OCTPOTO MPYKUB-
JneHus. Menuana Bo3pacta — 8 (0,15—17) net. 3mokayecTBEeHHOE
3a00JieBaHue nuarHoctupoBaHo y 218 (92 %) naunentos — OJIJ1
(n=132, 60,5 %), OMJI (n = 48, 22 %), He3JI0Ka4YeCTBEHHOE —
y 20 (8 %). Manpuuku — 156 (66 %), neBouku — 82 (34 %).
Hcrounnkom TpanciianTata 66u1 KM y 205 (86 %) matiieHToB,
IMCKK —y 33 (14 %). MuenoabiaTuBHbBIN peXUM KOHAUIIUO-
HupoBaHus npumensuics y 140 (59 %) nalueHToB, pexKuM KOH-
JTUIMOHUPOBAHUS CO CHMKEHHO MHTEHCUBHOCTBIO 103 — Y 98
(41 %). B xauectBe npopwnaktrku octpoit PTIIX mukinodoc-
damua Ha I+3, +4 6bu1 ncrionb3oBad y 219 (92 %) nauneHTOoB,
TCRoB-aemtenneit —y 19 (8%).

Pesyabrathl. Octpass PTIIX Obl1a nuarHoctupoBaHa y 105
mareHToB (KP = 43 %), octpas PTIIX II-1V crenenn — y 42
(KP = 17 %). CratucTi4yecKy 3HaYMMBIMU (haKTOpaMU pucKa
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pasButusi octpoit PTIIX I1-1V crenenu u crepoun-pedpak-
TepHOU ocTpoit PTIIX, ObUT My:KCKOM ITOJT peluIMeHTa (p =
0,05) u TT'CK oT >keHCKOro Jo0HOpa MYy>KUUHE-PELIUITUEHTY (p =
0,048) coorBeTcTBeHHO. B rpynme OJIJI ctaTucTUYeCKU 3HAYM -
MO TIOBBIIIANO TaKOi puUCK NpuMeHeHue MA (6anmHaTymMomao,
nHOTy3ymMab o3oramuuy) no TICK (12,7 %/22,5 %, p = 0,01,
8,5%/26,3 %, p= 10,001 coorBeTcTBeHHO). OIHOJICTHSISI TPAHC-
TUTaHTAMOHHAs JieTaIbHOCTh B rpynme octpoit PTIIX II-1V
creneHu cocraBuia 24,7 %, B rpymnie octpoit PTTIX III-1V cTe-
nenu — 44,4 %. Pazsutue octpoii PTIIX II-1V cteneHnu cratu-
CTUYECKU 3HAYMMO CHUKAJIO 3-JIETHUI PUCK PAa3BUTHS PELIVIN-
Ba (33 % u 64,6 %, p = 0,04). OB y naiueHTos ¢ octpoii PTITX
I1-1V crenenu 6buta 72,2 %, ¢ octpoii PTIIX I1I-1V crenenu —
50 %. Cucremubie I'KC B kauecTBe Tepamuu octpoit PTIIX
HCTIOJIb30BaHbl y 66 OOJBHBIX, CTepOUI-pedpakTepHast ocTpasi
PTTIX ycranosnena y 33 (50 %) maumentos, KP paszsurtus cre-
poun-pedpakrepHoit ocrpoit PTTTX cocrasun 12 %. B xauectBe
Tepanuu crepoua-pedpakrepHoit octpoit PTIIX npumeHsiu
pykcoauTtuHMO B MoHopexume (0,3 Mr/Kr/cyT) y 25 OOJbHBIX.
Menuana BpeMeHU TpuMeHeHus1 coctaBuia 82 (7—1372) nus.
YacroTa nocTuKeHUs OTBETa B TpyIIIe pyKCOJIMTUHMOA Obljla cTa-
TUCTUYECKH 3HAYMMO BBIIIIE, YeM B KOHTPOJIbHOM rpyrne (78 % u
50 %, p=0,03). B rpymiie pyKCOIUTUHUOA CTATUCTUYECKM 3HA-
YUMO Yallle OTCYTCTBOBaJIa HEOOXOAUMOCTh B HA3HAYEHU U JajTb-
Heumux JuHuii Tepanuu (52 % n 24 %, p = 0,02).

BoiBoapl. CoBpeMeHHbIE METOAbl MPOMUIAKTUKUA OCTPOIt
PTIIX mo3BoJsIOT UCIOAb30BaTh raruiofgoHOpa ISl IIMPOKUX
rpynn mnauueHToB. [Ipumenenne MA no TI'CK y mauueHTOB
¢ OJUI mosblilraet pucku pa3sutus octpoir PTIIX u crepoun-
pedpaxrepnoii octpoit PTITX. Mcronb3oBaHne pyKCOJIUTUHU-
0a gpnsercsd 3(pHEeKTUBHBIM METOJOM Tepanuu CTEPOUI-ped-
pakTepHoit octpoit PTTIX y nereii.

YBeanbHaa MenaHoma y gemeii u nuy

MOJIOAOro so3pacima

A.JI. MargeBa, B.11. Mupomnukos, B.A. SIpoas, A.A. SIpoBoii
QrAY «<HMHUI] « MHTK « Muxpoxupypeus eraza»
um. akaod. C.H. Dedoposa» Munszdpasa Poccuu, Mockea

AKTyansHOCTh. YM — Hanbosiee pacripocTpaHEeHHOE BHYTPH-
rnazHoe 3HO. YM y nereil 1 MOAPOCTKOB BCTpeUYaeTcsl OYeHb
penko. Tak, mo nmanHbiM C.L. Shields et al., pacnpocTtpaHeH-
HocTh y tui 10 21 roga cocrasisier 0,5—1,5 % ot o611iero yncia
rmaroyiornu. Takke aBTOpbI OTMEYAIOT TEHICHIIMIO K POCTY 3a-
OosneBaeMocTy YM y zeTeli M MOAPOCTKOB 3a MOCIETHUE TOMbI,
MpUYEM U3TI00JEHHOM JIOKaIN3alMel TaKOo OIMyX0Ju SIBJISIETCSI
UpUIOIIMINAPHAS 30HA.

e u 3apa4n — MpeACTaBUTb COOCTBEHHbBIE pe3yJIbTaThl Ha-
OIONEHMS U JIEUeHU IMalneHToB ¢ YM B Bo3pacTe 1o 21 rona.

Marepuaisl u MeToabl. B ®TAY <HMUIL «MHTK «Mwukpo-
xupyprust rnasza» um. akaa. C.H. ®enoposa» Munsnpasa Poc-
cuu B iepuof ¢ 1992 mo 2023 . ObLIO TIPOJIeYeHO 26 MOJIOIBIX
MaIMeHToB ¢ nuarHozoM YM. IlpoBeneH peTpOCTIeKTUBHBIN
aHaJiM3 IaHHBIX MAalKMEeHTOB. BOMbIIMHCTBO GOJBHBIX JEBOUKU —
16, manpunkoB — 10. Cpeanuii Bo3pacT cocrtaBui 12,5 roma
(ot 0 mo 20 met). B maronornyeckuii mpoiiecc ObIIIO BOBJICYCHO
14 neBbix 1 12 mpaBbIx r1a3. MeaaHoOMa UCKTIOYUTEIBHO PaTyXk-
KU TMarHOCTUPOBaHA y | manumenTa; HuiImapHoTo Teja — y 3; Xo-
puouzaen — y 11; pamyXKu U UMJIMAPHOTO Tesa — Yy 3; OMyXOJu,
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pacnpocTpaHsIIoIIMecs Ha PaayXKy, HUJIUapHOE TEJIO U XOPUO-
uueto —y 2 6oabHbIX. MaKcHUMasbHas BBICOTa HOBOOOpa3oBaHU it
coctaBuaa 9,8 MM, npotsizkeHHOCTb — 11,8 MMm. CocTostHUE 3pu-
TeJIbHBIX PYHKIIMI N0 ONEepauu: CPeaHsIs MaKCUMaJIbHO KOp-
purupoBaHHasi octpota 3peHust coctapisiia 0,26 (ot 0 go 1,0).
IMokazarenu BHYTPUIJIA3HOTO NABJEHUS B CPEIHEM COCTaBUJIU
16,89 MM pt. cT. (o1 10 10 38 MM pT. cT.). BceMm mammeHTam mpo-
BEJICHO XUPYPTUYecKoe JIeUeHME pa3IMUHbIX MOAMMUKAIIUIA.
TpancnynumisipHast tepmotepanus (TTT) BeimosHeHa B 2 cy-
yasix, BT — B4, BT B couetanuu ¢ TTT — B 3 cayvasix, 6;10K3KC-
nu3un — B 6, snykieauust — B 9, CTPXTH — B 1 ciayuae.

PesynsraThl. Bo Bcex ciydasix opraHOCOXpaHHOTO JICUEHMS
1J1a3 ObUTM TOCTUTHYTHI TTOJIOXKUTEIbHBIE Pe3yabTaThl. B mocie-
OTepalMoOHHOM Tleprojie TIallMeHTaM IIpOBeieHa ITOBTOPHAsI
JIMAarHOCTUKA, TI0 pe3yJibTaTaM KOTOPO CPEeIHSIsST MaKCUMaJIbHO
KOppUTMpoBaHHas1 ocTpoTta 3peHus coctapisiia 0,2 (ot 0,001 go
0,9). Ioka3arenu BHYTPUIJIA3HOTO AaBJICHUS B Mpeaeaax HOp-
MaTUBHbBIX 3HaUeHUH — oT 11 10 20 MM PT. CT. DHYKJIealMK ObLIU
BBITIOTHEHBI B O€CTIEPCIIEKTUBHBIX JUIS JiedeHusl cirydasix. Cpok
HaOJTIOZICHUS B CPEHEM COCTaBUII 6,2 roja.

BoiBoasl. [TpoBeneHHOE HaMU MCCIeqOBaHUE TTOKA3aJI0 PeJi-
KOCTh BCTpeuaeMocTu YM y neteil u Jiuil MOJIOJOTO BO3pacTa,
a takke 3(P(HeKTUBHOCTh MPUMEHEHUST OPTAaHOCOXPAHSIIONINX
METOJIOB JIEUeHUs JAHHOTO 3a00JIeBaHNUSI.

Pe3ynbmambl ne4yeHud KOCMHOMO3roBoii
HefjocmMamoyHocmu ¢ npuUMeHeHuem
annoreHHoli mpancnnanmauuu
reMonoamuyeckux CmeoJioBbiX KNeMmMokK
Nnpu He3noKayecmBeHHbIX 3aboneBaHuax
y Aemeii: onbim ofHoro Lleampa

T.A. ITorémkuna
HUU JIOul um. akao. PAMH JI.A. lypnosa ©®I'BY «HMHUI onkonoeuu
um. H.H. baoxuna» Munszdpasa Poccuu, Mockea

AkryamsHocTh. CuHapoM KMH — martonornueckoe cocrosi-
HU€ pa3IUyHON 3TUOJIOTHUU, TIPU KOTOPOM YaCTUYHO WJIU MOJI-
HOCTbIO HapylLIeHO KpOBETBOpeHHe. Y JeTeil 3TOT CHUHAPOM
COMPOBOXIAET HEKOTOpbIe HE3/JI0KAUYeCTBEHHbBIE 3a00JieBaHMS,
Takve Kak BpoXaeHHbIN auckeparo3 (BIl) n anemus @aHkoHU
(A®D). B nacrosiiee Bpemst awto-TT'CK mpencrasisier coboit
HauboJee 3¢ GHEeKTUBHYIO BO3MOXHOCTD s ieueHust KMH nipu
B/I n AD. Takue mareHTHI TODKHEI OBITh TPAaHCIUIAHTUPOBAHBI
B CaMble KOPOTKME CPOKM, Bellb 4acTOTa Pa3BUTUS 3JI0KAYeCT-
BEHHBIX 3a00j1eBaHUIT MOXeT JocTurath 90 %.

e u 3amaum — orreHka OB manmeHTOB Ipy He3JI0KadecT-
BEHHBIX 3a00JIeBaHUSIX KpoBU, a nMeHHO Tipu AD u BJI, KoTO-
pbIiM Obl1a ipoBeneHa amno-TI'CK 3a mepuon ¢ 2021 mo 2023 .
B HUUW JOul um. akan. PAMH JI.A. IypraoBa ®I'BY <HMHUILI
onkojyioruu uM. H.H. bnoxuna» Munsnpasa Poccuu.

Marepuaisi 1 MeToapl. C ceHT0ps 2021 1. 1o oKTs10ps 2023 1.
amo-TI'CK monyuynin 6 mamumeHToB ¢ cuHapomoM KMH,
MenuaHa Bo3pacta — 8,4 roga (ot 5 1o 13 neT), mpu 3TOM y 00JIb-
LIMHCTBA MauueHToB 6b11 BJ1 — 4 (66), c AD 66110 2 (33 %) pebeH-
Ka. Bcem manueHTaMm ObLIM IPOBEACHbBI MUEI0a0IaTUBHBIE Pe-
>KMMBbI KOHIUITMOHUPOBaHUS: OycyibthaH + mukimodochamun +
daynapabuH + aHTUTUMOLIMTApHBINA TIoOynuH. B KauyectBe
MCTOYHMKA TPAHCIUIAHTAaTa UCII0JIb30BaJICs HEMAHUITYIMPOBaH-
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Hblii KM OT MOJTHOCTBIO COBMECTUMBIX POJCTBEHHBIX TOHOPOB
u mobunuszupoBaHHble [ICKK oT HepoACTBEHHBIX JOHOPOB —
mo 3 (50 %) cnyuas. Ilaumentsl moaydanu 6azoByio MCT
¢ —1-ro AHS KOHOUIIMOHUPOBAHMS: LIMKJIOCIIOPUH A — TIpu
nposeaeHur TT'CK oT poacTBEHHBIX JOHOPOB U TaKPOJIUMYC —
pu HepoacTBeHHoM amo-TTCK.

Pesynbratel. Octpas PTIIX -1 ctenenu pazsuiachby 3 (50 %)
0oJIbHBIX, a Tskesoit octpoit PTIIX He O0b10 HU y Koro. Boc-
CTAHOBJICHE KPOBETBOPEHUS OBLIO 3apUKCHPOBAHO Y BCEX
MalKneHTOB, B cpeaHeM Ha 16-ii neHb nocie amto-TICK. OB
namyeHToB ¢ cuHapomoM KMH, xotopsiM Oblia mpoBeneHa
amo-TI'CK cocrasuia 100 %, neymaua TI'CK B Buae oTTop-
JKeHUs TpaHCIIaHTaTa Obla 3aUMKCcUpoBaHa y 1 ImamueHTa Ha
120-e cytku miocie amuio-TI'CK.

BoiBoapl. Takum o6Gpazom, anio-TI'CK gsiusiercs addex-
TUBHBIM U 0e301macHbIM MeTomoM JieueHrst KMH mpu A® u B/I.
VYKazaHHBII peXXUM KOHIUIIMOHUPOBAHUS HE TIPUBOAUI K BbI-
pakeHHBIM MHGEKIMOHHBIM OCIOXHEeHUsIM. OTCYTCTBUE pa3-
BUTHUS TsikeNbIx cterieHer PTIIX paeT BO3MOXHOCTh CUMTATh
BBIOpaHHBIE peXXUMBI TpodunakTuku octpoit PTTIX ycrenrHbI-
MU 1 0€30TIaCHBIMU.

VcnewHblil onbim mepanuu 0cmporo
mueno6nacmuoro neiiko3a y nauuenma
¢ cunapomom Kepuc-Ceiipa

E.A. Ilpucranckosa', A.1. Kyprosa', B.C. Po3onosa’,
M.M. Anroumnn!, b.B. Ilypoyesa?,
E.B. Ckopooorarosa!, A.A. Macuan®
'PIIKB — uauar OITAOY BO PHUMY
um. H U. Ilupoeosa Mun3zopasa Poccuu, Mockea;
DIBY «HMHUI] onkonoeuu um. H.H. Baroxuna»
Munszdpasa Poccuu, Mockea;
OIBY «HMHIL JTOH um. Imumpus Poeauesa»
Munsdpasa Poccuu, Mockea

AkTtyaabHocTh. CuHapom KepHc—Ceiipa — MUTOXOHIpUATb-
Hasl SHUe(aToOMUONaTus, B TaTOreHe3e KOTOpoi Ae(UUUT Kiie-
TOYHOM 3HEPruu, 0OYCIOBJICHHBIA MyTaLlUSIMU B MUTOXOHIPU-
anpHoit JIHK, yro mpuBoauT K opraHHoii naroioruu. [pu XT
OMUJI y TakMX MalMeHTOB MOXXHO OXUAATh MOBBILIEHHBINA PUCK
OCJIOKHEHUI, aCCOLMMPOBAHHBIN KaK C OPTaHHOM MaTOJIOTUEH
BCJIEACTBME MUTOXOHAPUAIbHOIO 3a00JIeBaHUSI, TaK U C UMEIO-
IIMM MECTO OBITh MaTOJIOTUYECKUM METa0O0JIM3MOM, COOCTBEH-
Ho XT. Y Takux nmauneHToB OorpaHUYeHbl BOBMOXHOCTU (hapma-
KOTepanuu, CBI3aHHbIe ¢ NUCGHYHKIMEN MUTOXOHIPUAIHHON
JIBIXaTeJIbHOM 1IN Ha (hOHEe MTPUMEHEHUS psifa IpernapaToB.

HeJ’[l{I " 3aJa4Y4 — TIPCACTAaBUTH OIIBIT XMMHOTCPAIICBTUYECC-
KOTO JICUCHHMA Yy MallMCHTAa C MUTOXOHAPHUAIbHBIM 3a001eBaHUEM.

Marepuaisl U MeToabl. Maavuuk, 14 sem, ¢ duaenozom: mu-
moxondpuanvras 3Hyearomuonamus, curnopom Kepnc—Celipa,
deneyus 6 eene KSS, cemeponnasmusn 80 % (mo30ceukoeolii cuH-
dpom, 3adepiicka uauuecko20 U MeHMAAbHO20 pA3eUmMuUs, Kd-
xexcusn 18 ke, nmpoepeccupyrouyas HapyxscHas ogmanvmonaecus,
noAynmo3, HelipoCeHCOpHAas nomeps CAyXd, apumMMOeHHAas Ouc-
dyHKUUS MUoKapoa neeoeo JceaydouKa, HapyuleHue cepoeHHoeo
pumma u npogooumMocmu: 0OUHOUHAs U NAPHAS HCenyO0OUKOB8As
U CYynpageHmpuKkyAApHas IKCMPAcucmonus, ampuoeeHmpuKyiap-
Has baokada 1 cmenenu, oupacuyuxysspuas 6aoxada nepeouell
gemeu neeoll Hoxcku nyuka luca u npaeoil noxcku nyuxa luca,
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yoaunenue unmepeara QT, cepdeunas nedocmamournocms I cma-
duu). 05.09.2022 eepugpuyuposarn OMJI, M2, koaxcnpeccus CD19,
CD56, 1(8;21), nepewiit ocmpuiit nepuod, LIHC 1. B 0e6rome OMJI —
Koma, eunepeaukemus, eemoenooun — 23 e/n, yuceay0ouHo-Kuuieu-
Hoe KposomeueHue, NAeeponHesMOoHUs, cUOPOMOPAKc, 2pubKosbLil
a3o¢haeum. Hnoyxuus pemuccuu AME c¢ 09.09.2022: yumapa-
oun 100 me/m? 2 pasa/cym enympusenno No 14, mumoxcanmpon
10 me 1 paz/cym Ne 2, smonoszud no 100 me/m? énympueerHo
1 pas/cym No 3. Ocaoxcrenuss — nneemonus, @H, napywenue
pumma. Jlukeop canuposan 20.09.2022. | kaunuxo-eemamono-
euueckas pemuccus om 17.10.2022. Koncoaudavuuu hAM 27.10—
30.10.2022: yumapabun 1000 me/m? 2 paza/cym GHYMPUBEHHO
No 8, mumorxcanmpon 10 me 1 paz/cym No 2. Ocnodxcnenuss — kap-
duomuonamust, HapyuieHue pumma, cepoeunas HedoCmamo4HOCMb
I-Ila cmaoduu. Koucoaudayus hAE c¢ 16.12.2022: uyumapabun
1000 me/m? 2 paza/cym enympueenno No 6, amonoszud 125 me/m?
1 paz/cym No 4. QOcnodxucnenus: euneusum, puHogapuueum,
DH. 10.01.2023 noomeepxucoena pemuccus OMJII. 22.03.2023 —
UMPAGHMAUUS. 08YXKAMEPHO2O YACMOMHO-A0ANMUPYEMO20 Kap-
duocmumynamopa. Koncoaudayus hAM 31.03—03.04.2023: yu-
mapabun 2000 me/m? 2 pasza/cym eénympueenno Noe 6, mumo-
kcawmpon 10 me/m? 1 paz/cym enympueernno No 2. Ocroncrenusi:
cencuc Candida tropicalis om 10.04.2023, Klebsiella pneumoniae
om 206.04.2023, naesponnesmonus (Acinetobacter baumannii,
Klebsiella pneumoniae, Candida tropicalis, Ralstonia insidiosa,
HSV 1,2), mykosum, npoaedxcHu, cUHOPOM NOAUOPSAHHOL Hedo-
CMamovHoOCmu, PecnuUpamopHblii ucmpecc-cuHopom, mpomoos,
SKCMPANOHMUHHbLL Mueaunoaus. Tepanus — aHmumukpooHas,
KapouomoHuueckas, noueuno-zamecmumenvras, UBJI, JT, cmu-
MYAAYUS NeUKON033A, BHYMPUBEHHblE UMMYH02100yAuHbl (BBUT),
cmepouobvl, Mmoyuau3ymao.

Pesyabratel. 06.06.2023 noomeepicoena pemuccus OMJI. Ky-
NUPOBAHbL UHPEKUUOHHO-MOKCUMECKUE OCAONCHEHUS.

BoBoapl. [Tpu pazsutuu OMJI manueHTsl ¢ MUTOXOHAPU-
aJIbHOU MaToJIOTUEll UMEIOT HeOJAaronpUSTHBIA MPOTHO3 IS
XKU3HU. XUMUOTEPANIEBTUYECKOE JICHEHUE COMPSIKEHO C KpaliHe
BBICOKMMU PUCKAMU PA3BUTHUS KU3HEYTPOXKAIOLIUX OCIOXHE-
HUIi: METa0OIMYECKUIA KPU3, CaXapHbI nuabeT, uHbeKIuu, ae-
MUEJIMHU3ALUS U LepeOpaibHas HEAOCTATOYHOCTh, HAPYIIEHUE
CEpIIeYHOTO PUTMA, TMPOTPECCUsT CEPAEUYHO-COCYIUCTON HEmo-
craToyHOCTH 1 Ap. OmHaKko npu nepcoHanm3aum ararmHoit XT
U MPOBEJECHUN aJeKBAaTHOW COMPOBOAUTENbHON Tepamuu BO3-
MOXHO YCITEIIIHOE U3JIeYeHHUe JeHKo3a.

KnuHuyecKui cnyyaii yumomMeranoBupycHoi
Bonesnu (MeHuHrosHuetanum, supemus,
XopuopemuHsum, Hegpum) y nayuenma
nocne annoreHHol mpancnnanmayuu
remono3muyecKux CmBoNOBbIX KNemoK

E.A. IIpucranckosa', B.C. Posonosa', M.M. AuTommun!,
A.N. Kyprosa!, E.B. Maciénkosa?, M.C. Kypuupina!,
A.B. Jloponnna’, JI.B. Oabxosa’,

E.b. Maunesa', E.B. CkopoOoratosa'

'PIKB — ¢uauan DIAOY BO PHUMY
um. H.U. ITupocosa Munzdpaea Poccuu, Mockea;
2OIrAOY BO PHUMY um. H. . ITupozosa Munzopaea Poccuu, Mockea

AKTyaimbHOCTh. OTHOM M3 aKTyaJIbHBIX IIPOOJIEM, CBSI3aHHBIX
¢ aimo-TI'CK, gaBnsteTcs mepBUYHOE MH(PUIIMPOBAHNUE IIUTOME-
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rajgoBupycom (LIMB) unu aktusaius nateHTHOM LIMB-nndex-
LIMY B PAHHEM ITOCTTPAHCIUIAHTALLMUOHHOM MEPUOJE, YTO MOXKET
MposIBISAThCSL KaK OeccumnrToMHoit [IMB-Bupemueit y 00Jib-
IIIMHCTBA MAaLMEHTOB, Tak 1 pa3ButueM LIMB-6one3nu, n Hera-
TUBHO BIUATH Ha pe3ynbTarel TTCK.

IMeam 1 3a7a4u — TIPEICTAaBUTh TePATIEBTUIECKIE BO3ZMOKHO-
ctu B teyeHun LIMB-0oe3H1 ¢ MyTbTHOPTaHHBIM MOPaXKeHM -
eM y nauueHToB mnocie amuio-TICK.

MarepuaJjsl u MeToabl. Maavuuky 2 1em c 0uaeHo3om: XxpoHuie-
cKas epanynemamosnas 6one3ns 24.11. 2022 nposedena anno-TICK
om HLA-udenmuunoeo hepodcmeenHoeo doHopa nocie mueaoadia-
mueHoeo KoHduyuonuposanus. Ilpogurakmuxa PTIIX: mumoeno-
oyaun, pumykcumadb, makpoaumyc, memompexcam. lonop u nayu-
enm LM B-ceponecamuenol. [lpusicuerenue mpancniaumama Ha
+24-i1 denv nocae TICK. Unmecmunansvnas PTIIX [—I1 cmene-
HU Kynuposeawa Ha ¢oHe mepanuu abamauenmom, 6y0ecoHuooOM,
gedoauzymabom. Ha —3-ii denv 6vig6rena IIMB-eupemus
100konuii/ma c nogvluieHuem mumpa maxcumansio 0o 93,4 meic/ma
K +18-my onro. Tepanus: BBUT 0,4 ¢/ke 6HympueenHo exceredenb-
Ho, 6aneanyuraosup 30 me/ke p.o. ¢ KoHeepmayuell Ha ockaprem
180 me/ke enympueenno. C +90-c0 Onsa — aelikoneHus, azpauy-
aoyumos. Ha +107-ii denv Hesponoeuueckas cumnmomamuxa
(mpemop 6 pykax, He Xo0um, He cadumcs, Ou@pQys3nas moluieuHas
2UNOMOHUS, 2UNOPePAeKCUs HUICHUX KOHeYHOCmell, MeHUH2ednb-
Hble cumnmomsl) Ha @oue cHudcenus mumpa LIMB-eupemuu 0o
700 konuii/ma. MPT eonoenoeo mo3ea — yepebparvias ampous,
munumansvroe nosviuenue T2 FLAIR cuenana é yHKycax eucoyHbix
doaeii, Kopa 60AbUIUX NOAYWAPULL RPeOCMABAAeMCs YNAOMHEHHO,
nepueenmpuKyAapHas AelKonamus memMeHHO-3aMblI0YHbIX peli-
oH08. B auxeope uyumos 71,3 x 10°/a (monoyumsi-makpogpacu —
57 %, aumepoyumer — 43 %, apaxmosndomenuii), IL[IMB —
1,45 x 10° konuii/ma. Bepugpuyuposana L[MB-601e3ub: upemus,
MEHUH203HYeharum, XxopuopemuHum (MHOICECMBEEHHble XOPUope-
muHanvHble ouaeu), Heghpum (npomeunypus 0o 2,63 2/n, mukpoee-
mamypus, [IMB-ypus) na gone kaemounoco ummyHooepuyuma:
CD4°CD3* 0,06 x 10°/a. Tepanus: uyudogposup 1 me/ke 3 pasza/
Hed eHympusenno (+120—144-ii ouu), eanuuxaosup 15 me/ke
eHympueerno (+112—168-it onu), eanreanyurniogup ¢ +169-e0 no
+240-i1 onu, BBUT 2 2/ke No 2, BBUT anmuuyumomeeanrosupycHbiii
No 30 ¢ +130-e0 Ona. Humpasumpeanvro eanyuxnosup ~+127-i
dennb, napabyrvoapro bemamemason +145-ii dens. C +120-20 Oz
6 c6a3u ¢ npucoedunenuem Kymoc-nozumuenoeo eemoauza mepa-
nus pumykcumaoom Ne 2 ¢ agpgpekmom, ne uckaouanracy TMA, kKoH-
eepmauyus npoepaga Ha pyKcoaumuHuo.

Pesyabratel. K +150-my Onio Kynuposauwa euno@yHkuus
MpancnAaHmama, HeepoaocUHecKas CUMNMOMAmuKa, Hegpum,
CaHupogawn AuKeop, yayuuienue 3penus. Heeamususayuu IIMB-6u-
pemuu k +165-my onio. Hegppo-, eenamomorcuunocmu mepanuu
He omMmeueHo, MUeAOMOKCUYHOCb He 3Hayuma. Ha 180-i dens ua-
cmuynasn ummyHopexoncmumyyus CD4°CD3+ 0,43 x 10°/a, CD19*
0, na +300-i1 denv noanas ummynopexoncmumyyus. Iloanwiit 0o-
HOPCKULL XUMEPU3M.

BruiBoapl. Bcem nmanmenTtam nocie amio-TI'CK ¢ [IMB-Bu-
pemueil HeobxoauMmo MpoduaakTUIecKoe HaoOmoaeHue odg-
TaJbMOJIOTa B IEJISIX PAHHETO BBISIBICHUS XOPHUOPETHMHMTA.
Manudecraius [IMB-001e3HM MOXET He KOppeaupoBaTh
co creneHbio [IMB-BupeMuu u B cBI3u ¢ 3TUM TpebOyeT Ooiee
IIMPOKOTO AMArHOCTUYeCKoro rnoucka. Ipu Tskenaom TedeHuu
LIMB-6o5e3H1 ¢ TopakeHWeM ToJIOBHOTO MO3ra, opraHa 3pe-
HUS, Touek, pedpakrepHoctr IIMB k pockapHeTy MOXET OBITH

~ 80 ~



IV o6bepnunennoro Kourpecca POIOT

adhdeKkTUBHA KOMOMHUPOBAaHHAS Teparnusl HuaohOBUPOM, TaH-
LIMKJIOBUPOM C TOBBILIEHWEM CTaHAAPTHBIX 103 B LIEJISIX MPeo-
JOJIETh pe3rucTeHTHOCTh, BBUT, B TOM unclie aHTULIUTOMETAI0-
BUPYCHBIM, 0€3 3HaUYMMOI TOKCMYHOCTU. [ToHas aauMuHaLus
LIMB Bo3MOXHa TOJIbKO Ha (POHE UMMYHOPEKOHCTUTYLIMU.

Fanekmuu-3 B CbiBOPOMKe KPOBU BONbHBIX

onyXonaMu Kocmei

I1.JI. IIpumen, }O.Bb. Ky3pmun, A.A. Andépos,
O.M. Pomannosa, C.P. Bapdomomeena,
N.C. Crunumn, H.E. Kynumnckuit
DI'BY «HMHUI] onkonoeuu um. H.H. broxuna»
Munszdpasa Poccuu, Mockea

AKTyanabHOCTh. [ajieKTMH-3  OTHOCUTCSI K  CEMEMCTBY
[B-rayJlakTO3U-CBI3BIBAIOIINX OEJKOB, KOTOpPbIE 3KCIPEeCcCCUpo-
BaHBl BO MHOTHMX KJIETKaX M TKaHSIX OpraHuW3Ma, BKJIIOYasi BCe
TUITBI UMMYHHBIX KJIETOK, SIHUTEMAbHbIC, SHIOTEIUAIbHbIC
KJIETKM M CEHCOPHBIE HelipoHbl. OOHON U3 GYHKIWI TaJeKTH-
Ha-3 SBISIETCS PEryasiliis MMMYHHBIX peakiyii, B 4aCTHOCTU
BOCTIAJIUTEIbHOTO OTBeTa. [IpW pasiIMYHBIX CMCTEMHBIX 3a00-
JIEBaHUSX, YACTO aCCOLMMPOBAHHBIX C BOCHAJIEHEM, OTMEUYECHO
U3MEHEHUEe YpPOBHEH KOHLEHTPAIMU CHIBOPOTOYHOU (DOpPMBbI
JaHHOTO Oenika. B ciyyae BO3ZHMKHOBEHUSI OHKOJIOTMUECKUX
3a00JIeBaHNI1 TTOBBIIICHUE TaJICKTUHA-3 B KPOBM IMALIMEHTOB
HEPEAKO acCOLMUPOBAHO C MPOTrPECCUPOBAHUEM OITYXOJIEBO-
ro Ipolecca. AKTyaJIbHOCTb MCCIeIOBaHUS TaJeKTUHA-3 U ero
B3aMMOCBSI3M C OCHOBHBIMM KJIMHUKO-MOP(OIIOrMYeCKUMHU Xa-
PaKTEepUCTUKAMU OITyXOJIei KOCTel 000CHOBaHA €IWHUYHBIMUA
COOOIICHUSIMU TT0 JAHHOM TeMe COTIACHO aHaJI3y JTOCTYITHOM
HaydHOW MEIWIIMHCKON nuTepaTypbl. IlpemBaputenbHBIE pe-
3yJIBTAThl UCCIIEIOBAHWIA YKa3bIBAIOT HA BO3MOXKHOCTD MCITOJIb-
30BaHUsI JAHHOTO OMOXMMMYECKOrO MapKepa B JWAarHOCTHUKE
HEKOTOPBIX OIYX0JIeH YeIoBeKa, B TOM YK CJIe HOBOOOpa30BaHUIA
OIMOPHO-ABUTATEJILHOIO anrapara.

He.]'[l/l 1 3a1a491 — BLIABUTDL B3aUMOCBA3b OKCIIPECCUU T'aJICK-
TUHa-3 ¢ K_T[I/IHI/IKO—MOp(I)OI[OFI/IquKI/IMI/I XapakTepucTuKaMmn
OHYXOHCﬁ OIIOPHO-ABUTATCJIBHOI'O aIlrapara.

Marepuaibi nmMetonpl. O6caenoBany 60 60JIbHBIX C HOBOOOpa-
3oBaHusAMU KocTeit: ¢ OC — 19 GONbHBIX, C XOHIPOCAPKOMON —
21, ¢ CIO — 10, ¢ morpaHU4YHOI TUTAHTOKJIETOYHOM OITyXOJIbIO
koctu — 10. Cpeau oOcenoBaHHbBIX MALIMEHTOB ObLIa TpymIia
B3pOCIbIX B Bo3pacTe oT 19 1o 70 iet (Meauana — 43 rona) v rpym-
ma aeteii: ¢ OC — 11 6onbHbIX, ¢ CHO — 6 MallMeHTOB B BO3pacTe
oT 5 1o 16 et (Menuana — 12 jet). [pyIimy KOHTPOJIST COCTaBWIN
20 mpaKTUYECKU 3J0POBBIX JOHOPOB, U3 KOTOPHIX 10 B3pOCIBIX
JTIOHOPOB B Bo3pacte oT 21 10 33 neT (Mmeauana — 24,5 roga) u 10
JeTeil B Bo3pacte oT 6 10 17 net (MmeauaHa — 14 ner).

PesyabraTel. Comep:kaHue TraJleKTUHA-3 B CBIBOPOTKE KPOBU
0OJIbHBIX OITyXOJISIMU KOCTEil CTATUCTUYECKM 3HAYMMO BbILE
(p=0,0002), yeM y 3m10pOBBIX JOHOPOB. YPOBHM raJIcKTUHA-3 KaK
[IPU 3JI0KAYE€CTBEHHBIX, TAK U MPU MOTPAHUYHBIX OITyXOJISIX KO-
CTeil CTATUCTUYECKM 3HAYMMO BbIIlIE, YeM B KOHTposie. Pa3ziu-
YU B YPOBHSIX CBIBOPOTOYHOIO IajieKTUHA-3 B 3aBUCUMOCTU OT
CTaJIii OITyXOJIEBOIO MpOLEcca y OONbHBIX 3710KaYeCTBEHHBIMU
OITyXOJISIMUA KOCTEl He BBISIBIIEHO. BhIsSIBIIEHbI CIIEIYIOLINE 0CO-
OeHHOCTHU: MeAMaHa KOHLEHTPaLUUK TaJeKTUHA-3 CTaTUCTUYe-
CKM 3HAYMMO BbIIIE B ChIBOPOTKE KpOBU AeTeit, 60abHbix CHO
B CpaBHEHUU C KOHTPoJieM (6,41 1 4,14 Hr/MJ1 COOTBETCTBEHHO;
p =0,012). Torma Kak y B3pOCJIbIX TTAIIMEHTOB YPOBHHU MapKepa
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BbIIIIE B TpymiIie naureHToB ¢ OC, 4eM y 310pOBBIX JOHOPOB (6,02
u 3,35 Hr/mi coorBeTcTBeHHO; p = 0,026). [IpoBesn aHaIU3 UH-
(bopMaTMBHOCTM TajieKTMHA-3 B KayeCTBE JMArHOCTUYECKOTO
Mapkepa MeTomnoM mocTtpoeHus1 ROC-KpuBoif M BBIYUCICHUS
AUC, xoropas coctaBuia 0,771 (p = 0,0003). OnTumanbHbIil
TMIOPOTOBBIN YPOBEHDb rajiekTHHA-3 cocTaBua 4,71 Hr/mi, nuar-
HOCTUYECKAs] YYBCTBUTEIbHOCTh — 75,5 %, crneunUIHOCTb —
70 %, yTO Ha MAHHOM 3Talle MCCJEJI0BaHUI He ITO3BOJISIET pe-
KOMEH/I0OBATh €ro [JIsl UCIIOIb30BaHMS B KAUECTBE AMArHOCTUYE-
CKOTO MapKepa y 00JIbHBIX OITyXOJISIMU KOCTEIA.

BoeiBoapl. MccnenoBanue ypoBHS rajeKTHUHa-3 B CBIBOPOTKE
KPOBU MOKET OBITh UCITOJIb30BAHO B KAUECTBE TOIOTHUTEIIBHO-
ro OMOXMMUYECKOro Mapkepa Hapsily ¢ ApYTMMU KJIMHUKO-Ja-
OOpaTOPHBIMU UM MHCTPYMEHTAJIbHBIMU METOAaMM OOC/IeA0Ba-
HUS MAllMeHTOB TP ITOIO3PEHUU Ha HOBOOOPa30BaHME KOCTH.

JdddhermuBHocmb chacumenbHoil mepanuu
npu neguampuyeckomMm rucmuoyumose

U3 Knemox Jlanrepranca
X.M. PycramoBa, M.A. Caunos, B.II1. Caiiutros

Hayuonanwubiii demckuii MeOUyUHCKUL yeHmp,
Pecnybauka Y36exucman, Tawkenm

AKTyalIbHOCTb. [MICTHOILIMTO3BI MPEICTABIISIIOT COOOI TeTe-
POTEHHYIO TPYINY peaKUX 3a00JieBaHUI, XapaKTepU3YIOLIMXCS
WHQUIBTpae TpaKTUIeCKH JTI000T0 opraHa MUEJIONIHBIMU
KJIETKaMU ¢ pa3JIuyHbIMU (peHOTHIaMU MaKpoharoB Win JeH-
nputHbix kJjetok. I'KJI yaiie BcTpeuaeTcs B meauaTpudecKoi
npakTuke. JluarHo3 cTaBUTCS Ha OCHOBAHUU TUCTOJIOTUM B CO-
YeTaHUU C COOTBETCTBYIOIIMMU KIMHUYECKUMM U PEHTIEHO-
JIOTMIeCKUMHM TaHHBIMM. Hu3Kast yacToTa M IIUPOKUIA CITEKTpP
KJIMHUYECKUX TPOSIBICHUI YacTo MPUBOIAT K 3aepXKKe quar-
HOCTMKM, OCOOEHHO B MOAPOCTKOBOM mpakTuke. B Y30ekuc-
taHe auarHoctuka I'KJI ocHoBaHa Ha GUOMNCHIHBIX OOpa3lax,
WHQUIBTPUPOBAHHBIX TUCTUOIIUTAMM, a TAKKE HA MMEIOIIIXCS
COMAaTHYCCKMX MYTAIIMSIX B Te€HAX, aKTUBUPYIOIINX KJICTOYHBIIA
CUTHAJIbHBINA yTh MAP-KMHa3bl. DTU MyTallMM TakKXe MOTYT
TIPUCYTCTBOBATH B KJIETKAX KPOBHU ¥ TEMOITOSTHYECKIX MTPEIIIIe-
CTBEHHMKAaX y MAllMEHTOB C MYJbTUCUCTEMHbBIM 3a00JI€BAHUEM.
[Iupokuii ceKTp HCCICOOBAaHUN U MOJCKYJISIPHOE THUITHMPO-
BaHUE HEOOXOAMMBI IJIsI TOYHOTO MPOTHO3UPOBAHUSI, KOTOPOE
MOXET BapbUPOBAThCS OT CIIOHTAHHOIO pa3pelleHUs M0 Orac-
HOTO ISl KU3HU AMCCEMUHUPOBAHHOIO 3abojeBaHMs1. TapreT-
Hasl Tepanus ¢ ucrnoyb3oBaHueMm nHruouTopo BRAF i MEK
MpOU3BeJia PEBOIOLIUIO B JICUEHUHU ClTaceHUs . TeM He MeHee TUII
W TIPOJIOJKUTENIbHOCTD JICYECHMST BCE ellle 00CYKIaI0TCsl, U Mpo-
(prmakTKa HEBPOJOTUUECKUX OCIOXHCHMI OCTaeTCs BaxKHEi-
IIAM BOIIPOCOM.

IMemm m 3agaum — TIpOBEACHNE aHAIM3a BBISIBICHHBIX Hapy-
meHni B iepBuuHoit quarHoctuke ['KJI 1 cpaBHUTENBHON Xa-
PaKTePUCTUKU 3DDEKTUBHOCTU JICUCHMS MAIIMEHTOB C TaHHBIM
JIaTHO30M.

Marepuajsl U MeToAbl. MaTepuajaoM WCCIIeIOBAaHUST OBLIN
10 manmeHTOB ¢ BepuduiupoBaHHbIM AuarHo3oMm ['KJI. Meto-
Il WCCIIEHOBAaHMUS BKITIOYAIM OIPOCHUKU TSI POAMTEIICH, CO-
CTaBJICHHbIE JJI51 TIOTyYeHUsI MHbOpMaIMu 00 3Tanax 00J1e3Hu
1 OKa3aHUM MEOWILIMHCKON TmoMoInn. JImarHocTuka 3aboiieBa-
HUs OblJ1a MOATBEPXKIEHA TMCTOJOTMYECKUM, PAIUOJIOTMYECKUM
n UT'X-metomamu.
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Pesyabratel. KiiHuueckue JaHHbIE MAlMEHTOB BKJIIOYa-
JIV: CpeIHUIA BO3pacT Obl1 * 2 roma 6 MecsilieB, COOTHOIIIEHKE
Manbyuku:aeBouku — 8:2. C JoKalabHON KOXHOW (opMoil —
| manueHT, KOTOpOMY IIpOBeAeHa Tepamnusli I0 IMPOTOKOJY
LCHIII. C mynsTudokanbHoit opmoit — 9 6onbHbIX. M3 HuUx
y 2 ObLIO MOpaxkeHue MeYyeHU, KOTOPoe MPOSBUIOCH CTOMKOM
TUIIepOUTUPYOUHEMUEN 1 MOBBILIEHUEM TpaHCAMMHA3, HECMO-
Tps Ha MpoBeaeHue 3 TUHUKN Tepanuu. Y 3 neteit AMarHoCTu-
pOBaH HecaxapHbIi 11MabeT, KOTOPbIA ObUT BbLJICYEH YaCTUYHO.
IMopaxeHue jJerkux otMeyeHo B 1 ciyyae. Y Bcex 8§ malMeHTOB
BBISIBJIEHO TOpaXeHue KocTteil. JleueHue aeteil ¢ pacmnpocTtpa-
HEeHHOU (hopMoli ObLIO MOATANIHBIM. B Havane MHAYKIIMOHHOM
tepanuu nposoawics Kypc LCHIII, mpu YO 4 naimentam npo-
BEIIEHbl KypChl TEpANUU IO MPOTOKOIY LUTapaduH + KIaapu-
OUH ¢ XopolIMM OTBeTOM. TobKO y 1 OOJIbHOTO ObLIa BbISIBIIE-
Ha pedpakTepHOCTh U MpoBeneH Kypc kiaodapadbuHom. U3 10
nauueHToB ¢ I'KJI 3a 3 roga padotsl LleHTpa Ha cerogHsIIIHUI
JIeHb >KUBBI U MPOAOJIKAIOT JICUEHUE 5 NeTeH.

BoiBoapl. Takum obpazom, mis nonydyeHus [P npu nuar-
HoctupoBaHuu W jeyeHuu ['KJI BaxHBI paHHSISI JUarHOCTUKA
U TIpaBWIbHOE CTaaupoBaHUe Ho3ojoruu. Cremayer BHEAPSTh
MOJIEKYJISIPHO-TEHETUIECKHE MCCIEAOBAHUSI HA MyTallMiO0 reHa
BRAF, ipu oMol KOTOPOW Mbl MOXEM COCTaBUTh MPOTHO3
3a00JIeBaHUS U TPOBOIUTH UHAUBUIYAJBHYIO TEPAMUIO.

CocmofHue rymopanbHoro UMMyHUmema
u tharoyumapHoii akmuBHoCMu

y Aemeii ¢ aHemuamu

M.H. Ymaposa, H.H. XomxkaeBa,

H.M. Conukos, P./I. JIxxamoioBa
Hauyuonanvhuiii meduyunckuii yenmp «Illugodaxur»,

Pecnybauka Tadxcuxucman, Jlywanoe

AKTyasibHOCTBh. B CTpyKType aHemuii Bemyilee MeCTO Ipu-
HaUIEXUT Xene3oneduuntHoi anemun (KIA) (85-91 %). e-
umT Xeye3a B TO WIK MHOU cTerneHu umMeeTcs moutu y 30 %
HaceneHus miaHetsl (BO3, 2020). AHemMun pa3HooOpa3Hbl MO
3TUOJIOTUM, TIaTOTeHe3y, KJIMHUKO-TeMaTOJOTUYECKUM OCO-
OeHHOCTSIM. B WX CTpyKType HaclleICTBEHHbBIE TI'eMOJIUTUYE-
ckue anemuu (HIA) 3anumator cymiectBeHHoe mecto — 11,5 %.
YacroTta 3a00/1€BaeMOCTH 3TOH MATOJOTMEl, MO pazIUYHbIM
JaHHBIM, BapbupyeT. ClieyeT OTMETUTh, YTO aHAJOTMYHAasT CU-
Tyalus BbissBieHa B CpelHea3naTCKOM PEruoHe, B TOM 4HMCIIe
u B Pecniybuke TamxukucTaH.

eau n 3aga4u — M3yyeHUE TyMOPATbHOTO UMMYHUTETA U (ha-
TOLMTAPHOU aKTUBHOCTHU Y nieTeli ¢ anemusimu (KIIA u HTA).

Marepuajsl ¥ MeToabl. [l pelreHus MOCTaBIeHHBIX B pa-
00Te 3amau OBLIO ITPOBEIEHO KOMIUIEKCHOe obcnenoBanue 109
nereit ¢ anemusimu (¢ 2KJIA — 53, ¢ HIA — 56 manueHTOB) B BO3-
pacte oT 2 1o 15 net 3a mepuon 2020—2021 rT., HAXOAWUBIIUXCS
Ha CTAllMOHAPHOM JIEUeHUN B JETCKOM IeMaTOJIOTUYECKOM OT-
JeneHr HanmoHanrbHOro MeIUIIMHCKOTO IIeHTpa Pecrrydnmnku
Tamxknkucran. KoHTponabHyto rpyniy coctaBuian 30 3T0pOBBIX
JeTeil, MpUOMIKEHHBIX K MCCIeAYyeMBIM TPyIIIaM IO BO3pacTy
u niosry. Bcem 60J1IbHBIM KpoMe OOIIEKIMHUYECKUX METOIOB UC-
cJIeIOBaHMS TIPOBOJIMIINCEH JIAOOpAaTOPHBIE METOIBI MCCIIEI0Ba-
HUS: TeMoTpaMMa, OMJIMPYOUH 1 eTo (DpaKIIni, CBIBOPOTOUHOE
XKeJe30, (pope3 reMoryioonHa, MpoTeMHOrpaMmMa, Mopdoorus
SpUTPOLUTOB, NMyHKUMsT KM, KIeTOYHBIII MMMYHUTET, TYMO-

PA3AEN VI

HoHurpecca POJOTI

paJbHbIE UMMYHUTET, (haroluTapHasi akTUBHOCTb U aroiu-
TapHbI MHAEKC HEUTPODUIIOB.

Pesyabratel. HccienoBaHue TyMOPaJIbHOTO WMMYHUTETa
y neteit ¢ 2KJIA n HT'A rokaszajio, 4To cpeaHue ToKa3aTejn UM-
MyHoTr100y1MHOB (A, M, G) y neteit ¢ gerkoit creneHbio 2KJIA
HE OTJINYAJIUCh OT TaKOBBIX Y MallMEHTOB KOHTPOJBbHOMW TpyT-
nel. B To e BpeMs 3HaueHUsT PpakiMii UMMYHOTJIOOYJIMHOB
y OOJIbHBIX CO CpelHEl U TSXKeJOil CTereHbI aHeMUM oKasa-
JIUCh 3aMETHO HUXE MO CPAaBHEHUIO C COOTBETCTBYIOIIIUMHU IO-
KazatessiMu y 310poBbix aeteit (p < 0,001). Ay 6onbHbIX ¢ HTA
cpeaHue Tokasaresii UMMYHOrJ00yauHoB (A, M, G) c jerkoit
CTEIEHBIO OBUIM HECKOJIbKO CHUXKEHBI 10 CPABHEHUIO C MallK-
€HTaMU KOHTPOJIbHOU TpyImbl. B To e BpeMs 3HaueHUs ppak-
WA UMMYHOIJIOOYJIMHOB Y OOJIBHBIX CO CPEOHEU U TXKeJoun
CTETMEeHbI0O aHEMUHU OKa3aluCh 3HAYUTEIbHO HUXKE MO CpaBHE-
HUIO C COOTBETCTBYIOIIMMHU TMOKA3aTEJISIMU Y 3MOPOBBIX IETEi
(p <0,001). Y 601bHBIX C JIETKOI CTENEHbBIO aHEMUU MO CPaBHE-
HUIO C MallMeHTaMU KOHTPOJBHOM IPyMITbI MOKa3aTeu (paroiu-
TO3a U (haroyUTapHOro MHIEKCAa HEUTPOMUIOB CYILIECTBEHHO HE
ommyanucsk (p > 0,05). [Tokaszatenu dharouuTapHOl aKTUBHO-
CTHU U (paroluTapHOro UHAEKCa OOJIbHBIX aHEMUEH CpeHel cTe-
TMEHU TSIKECTU MO CPABHEHUIO C AaHAJIOTUYHBIMU TTOKa3aTesIMuU
B KOHTPOJIbHOI TPYIIIE UMENU SIBHYIO TEHACHIINIO K CHIKEHUIO
(p < 0,001). B rpyrnmne GOMBbHBIX C TSKEJION CTENEeHbIO aHEMUU
OTMEYaJIOCh BBIPAXEHHOE CHUXXEHME MMMYHHBIX MOKa3aTesei
MO0 CpaBHEHUIO ¢ rpymIoii 31opoBbix Aeteit (p < 0,001). Bto ro-
BOPUT O CHWKEHUM OAKTEPULIUIHON CITOCOOHOCTU TPaHYJIOLM -
TOB y AETel CO cpeaHet u TseKesioi creneHbio KA.

BoiBoapl. [TosiyueHHbIe HAMU pe3yJibTaThl yKa3bIBalOT HA TO,
YTO y JIETEH CO CPEOHEW W TSIKEJIOU CTETIEHbI0 aHEMUU WUME-
€T MECTO YMEeHbllleHUue KoJinuecTBa B-num@ouuTapHbIX Kie-
TOK, 4YTO, 0€3yCJIO0BHO, SIBJSETCS MPUUMHOU HEIOCTAaTOYHOTO
TYMOPaJILHOTO OTBETa. DTO HECOMHEHHO YCYTYOJISIET TeUeHUE
KIIA 1 0OBSICHSET CKJIIOHHOCTb 3TUX OOJbHBIX K MHMEKIUIM
U uX xpoHuszauuu. B To xe Bpems y 6oabHbix HTA 0oOGHapyxe-
HbI HapylleHUs] Hecreuu@ruueckoro U ryMopajibHOro 3BeHbEB
MMMYHUTETa, KOTOPbl€ CBUETEIbCTBYIOT O TOM, YTO Y OOJbHBIX
runepcuiepeMueil UMeeT MeCcTo BTOPUMYHAsi UMMYHHasl HEl10-
cratoyHOoCTh. ClleqoBaTeIbHO, CAMU ITATOTEHETUYECKHE KOMITO-
HeHTbl HTA puBOAST K CHUXKEHUIO TYMOPAJIbHOTO UMMYHMTETA
M CITIOCOOCTBYIOT YBEJIMYEHHUIO YaCTOThI 320016 BA€MOCTH.
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Xapakmepucmuka knemouuoi ruéenu
Knemox capkombl Hunra, Bbi3biBaeMmoi

uHrubumopamu Kap6oanruapa3s yenoBexa

J.P. @aiizyamna’, C.H. Skymos', K.P. Kanueposa!,

E.[I. beasiena!, JI.A. Aunckun!, C.B. IIu0yabHuKkoB!,

A.A. Henopyoos?, C.A. Kajaunun3, O.M. Pomannosa*,
I1.C. Tumames’, 11.B. Yi1acos'

"Unemumym peeenepamuenoii meduuunovt DTAOY BO [lepewiic MT'MY
um. U.M. Ceuenosa Munszdpasa Poccuu (Ceuenosckuii Yuueepcumem,),
Mockea;
2Uncmumym mpancasyuonnoi meouyunst @TAOY BO Iepeviii MTMY
um. U.M. Ceuenosa Mumnszopasa Poccuu (Ceuenosckuii Yuueepcumem,),
Mockea;

OIrbOY BO CIIoly;

‘HUU JIOul um. akad. PAMH JI.A. Jlypnosa @®I'BY « HMHI] onkonoeuu
um. H.H. baoxuna» Munszopasa Poccuu, Mockea;

*[lenmp mupoeoeo yposHs «Llugposoii 6uodusaiin u nepcoHaru3upo8aHHoe
30pasooxparnenue» DIAOY BO [lepsviit MTMY um. U.M. Ceuenosa
Munszdpasa Poccuu (Ceuenosckuii Ynueepcumem), Mockea

AktyaapHocTh. CHO — CceMeliCTBO arpecCUBHBIX OITyXOJei
ME3eHXMMAaJIbHOTO MPOMCXOXKIEHUSI, COCTaBJSIONINX, MO pa3-
HBIM JaHHBIM U Kitaccudukanmsm, ot 10 10 15 % Bcex KOCTHBIX
capKoM. DTU OITyXOJIU BBIACISIOTCS He MOP(hOJOTrMYECKH, a KaK
MOJIEKYJISIPHO-0MOJIOTUYECKOE COOBITUE, TTOCKOJIBKY OHU B TIep-
BYIO OUepeib OINPeAeISIIOTCS TeHOMHOM TpaHCIoKaluel ¢ oopa-
3oBaHueM ¢broxkeHa EWS/FLI-1. O6pa3oBaBiiuiics 6€1KOBbII
MPOAYKT SIBJISIETCS PETYISITOPHBIM O€JIKOM 1 BO MHOIOM MEHSIET
MeTaboIM3M OIYXOJIEBLIX KJIETOK, 0OecreuynBasi IpuoopeTeHue
MMU OHKOTE€HHBIX CBOMCTB. M3MeHeHue aKTUBHOCTU 3aTparu-
BaeT 1 KapOoaHTUApa3bl — rpyrmny (epMEHTOB, OTBEUAIOLIUX 3a
perynsuuio pH B KieTkax ¥ BHe MX ITyTeM MPOBeneHusl odpa-
TUMOI peakUu TUapaTallii OKCUIA yIjiepoaa ¢ 00pa3oBaHUEM
CBOOOMHBIX MTPOTOHOB. DTU (PEPMEHTHI UTPAIOT BAXKHYIO POJIb
B KOHTPOJIE aronTo3a, MHBAa3MU U METacTa3upOBaHUS B OIYXO-
JIeBbIX KieTKax. Mcrnosib3oBaHue MHIMOMTOPOB KapOoaHTUApa3
MOTEHUUAIBHO SBJsIeTCS 3Gh(MEKTUBHBIM CIIOCOOOM IPOTH-
BOOIIYXOJIEBOM TEPAIIUHU.

Ieau u 3amaum — oxapakTepu30BaTh MEXaHU3Mbl KJIETOY-
HO¥W ruOe I Mpy UCIOJb30BaHUM UHTMOUTOPOB KapOoaHTuapas
B Tepanuu CHO Ha KJ1eTouHOM ypoBHe. J1J1s1 3TOro ObLIM MOCTaB-
JieHbl cienytoiue 3agauu. 1. [TpoaHanu3upoBaTh CBSI3b MEXIY
ypoBHeM MPHK kap6oaHrunpas u cMepTHOCTbIO TMAallMEHTOB,
yTOOBI BBIOpATh Lesb A5l MuHruoupoBaHus. 2. [TogoopaTh a¢-
(beKTUBHBI WMHTUOUTOP, OXapaKTepu3oBaTh €ro, WUCMOJb3ys
kinetku CHO u 3popoBble ¢uopodaacTel yeaoBeka. OLIEHUTH
YYBCTBUTEJIBHOCTb KJIETOK K MHTUOUTOPY. 3. OLIEHUTh MOJIEKY-
JISPHBIA MeXaHNU3M TOKCMYHOCTU MHTMOUTOPOB KapOoaHTUaApa3
YyeJloBeKa Ha OIMyXO0JIEBbIX MOJEIISIX.

Marepuanaslt 1 Metoabl. B paboTe ObUIM KCITOJIB30BaHBI
MepBUYHbIE KOPOTKOXUBYIIME KyiasTypbl CIO, monydyeHHBbIe
B IIpoliecce Pe3eKLMH, U repeBruBaeMast KJIeTouHast TUHUST A673
(ATCC). B kauecTBe KOHTPOJISI UCIIOJIb30BAIUCH IMOPUOHAIb-
Hble HubpodaacTel yesoBeka (M19). bbuin mpoBeneHbl TECThI
Ha YYBCTBUTEJILHOCTb KJETOK K MHruoutopaM (Alamar Blue),
BectepH-0/10T aHaIU3 1 OLIEHKA YPOBHS JaKTaTAETUIPOreHa3bl
B cynepHaTtaHTax. JlaHHOe McciieloBaHue MTOAIEPXKaHO TPAHTOM
PH® (21-15-00213).

Pe3yasratel. Ml 06Hapyxunu 3G @GEeKTUBHBIE UHTUOUTOPHI
KapOoaHTUAPa3, KOTOPbIE OTPAaHUYMUBAIU POCT OITyXOJIEBBIX KJI€e-
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TOK B JI0303aBUCHMOI MaHepe, IeMOHCTPUPYS ITPU 3TOM HU3KUIA
YPOBEHb TOKCMYHOCTHU Ha (pubpobaactax. MBI MpoOaeMOHCTPU-
pOBaJIM TIOBHIIIICHUE YPOBHS IIPOAITONTOTHISCKUX 0eTkoB BAX
u PUMA B BecteH-0J10T aHa/IM3€e MU UCITOJb30BaHUM UHTUOM-
TopoB, onHako LDH-ananu3el 1 okpacka Ha aHHeKcuH V/PI
ToKa3aJy He3HAYNTEIbHOE YBEJIWUYCHHUE arolTo3a 110 CpaBHE-
HuI0 ¢ KoHTpoJieM (10—20 %), 5T0 MO3BOIMIIO IIPEAITONIOKMUTD,
YTO OCHOBHOM MEXaHWU3M KJIETOYHOI TMOeNN albTepHaTUBEH
aronTo3y. 3aTeM MBI ITOKa3alM, YTO MHTHOUTOPHI KapOOaHTH-
Ipa3 WHAYLIHAPYIOT (GepporTo3 ITOCPEICTBOM WHTMOMPOBAHUS
nepenauu curHasioB AKT/FTH-1, npu 3ToM HcCnoib30BaHUe
monynsgtopa depponTto3a RLS3 moBbIago 4yBCTBUTEIBHOCTD
OITyXOJICBBIX KJIETOK K Teparuu. Ha ciienyroiiem sTare MBI T1a-
HUpPYEM HUCCJIeoBaTh, OyIyT JU 3TU AaHHbIE TPAHCIMPOBATHCS
B in Vivo 9KCIepUMEHTaX C MCIOJIb30BAHMEM MTOAKOXHBIX A673
KCEeHOTPa(pTOB MBIIIICHA.

BoiBoapl. [TosyuyeHHBIE pe3yabTaThl in Vitro IO3BOJISIOT CUM-
TaTh UHTUOUTOPBI KapOoaHTuaApa3 0e30macHbIMU 1 3G HEKTUB-
HBIMU IIPOTHUBOOIYXOJIEBBIMU areHTaMM, aKTUBHUPYIOIINMU
MEXaHU3Mbl KJIETOUHOU THOEIN B OIYXOJIEBBIX KJIETKAX IyTeM
deppornTo3sa.

Honoxnusayua pesucmeHmHbiMU
fakmepuamu: BAUAHUE HA UH(EKYuU
U BblGOp aMnupuyeckoil
anmubakmepuanbHoii mepanuu y gemei
Npu BbINONIHEHUU MpaHcNAaHMayuu

remMono3amuy4yeckux CmBoOJIOBbIX KNEMOK

O.C. IOaunueBa, M.O. ITonosa, ¥0.A. Porauesa,
A.A. Criupunonosa, 1.B. Kazannes, O.A. Ciecapuyk,
T.A. Brikosa, JI.C. 3ybapoBckas
HUHU JIOIuT um. P.M. Top6auesoii DIBOY BO IICII6GTMY
um. akad. U.11. Ilaeroea Munzdpasa Poccuu

AKTyanabHOCTh. MccremoBaHusi BO B3pOCJON MOMYJISILIMA
MMOATBEPOIIM, YTO Hamboyiee BaxXHBIM (DaKTOPOM PHCKaA pas-
BUTHUS TSKEJION MHMEKIINK, OOYCIOBJICHHON pPe3MCTEHTHBIMU
rpamorpuniatebHeIMU  ([p«—») GakTepUaAMM, SBIAETCI KO-
JIOHW3AIsS WKW TIPEAIIeCTBYIOMIAasT WHMEKINUS YCTONIMBBIM
maroreHoM. OmHAKO OTCYTCTBYIOT PEKOMEHIAIIMM O METOIax
M YacTOTe MCCIIEIOBAaHMUs KOJIOHM3AlUM, JAHHBIC O BIUSHUU
KOJIOHM3aLMU [Pp«—» pe3CTEeHTHBIMU OAKTEPUSIMU Ha Pa3BUTHE
TSDKEJTBIX WH(PEKIIMOHHBIX OCIOXHCHUI B paHHEM ITOCTTpaHC-
IUIAHTAlIMOHHOM TIEpUOJIE Y IeTeil.

Iean u 3apaum — U3yYUTH KOJOHU3ALMIO [P«—» pe3nuCTeHT-
HbIMU OaKTEpUSIMU Y MALIMEHTOB AETCKOIO BO3pacTa Ipu IMpo-
BeneHun TI'CK, olleHUTb BIMsSIHUE KOJOHU3ALMU HA Pa3BUTUE
TSDKEAbIX MH(pEKUMHA B paHHEM IMOCTTpPaHCILIaHTALlMOHHOM
Tepuoje, OLEHUTh Pe3yabTaTbl BHEAPEHUsI HOBOIO IMPOTOKOJIA
AMITMPUYECKON aHTUOAKTEpUAIbHOM Tepanuu y AeTei MPU Bbl-
nonHeHun TT'CK Ha ocHOBaHUM UCCIeIOBaHUSI KOJOHU3ALIUU.

Marepuaisl U MeToApl. B TIpPOCNEKTUBHOE MCClEAOBaHUE
BKJo4YeHbI 117 nmereit, kotopeiMm B HUU J1OIuT um. P.M. Top-
6aueBoii mposeaeHa repsast TT'CK B mepuon ¢ aBrycta 2020 1. 1o
utoHb 2023 1. B rpynny cpaBHeHUST PEeTPOCIIEKTUBHO BKIIOUEHbI
132 manumeHTa, KoTopbiM BhITtojHeHa TepBass TI'CK B mepuop
¢ suBaps 2018 1. mo aBryct 2020 . UccienoBanme KOJTOHU3AINT
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1o aprycta 2020 r. BKJIIoYaau MUKPOOMOJIOTUYECKOE UCCIen0Ba-
HME: Ma30K 3eBa, MOYM UM Kajla C UACHTUdUKaIEel KOJTOHU3M-
pytoieii [p«—» GakTepun U onpeaeseHUeM YyBCTBUTEIbHOCTU
K aHTHOakTepuaabHbIM mpenapataM. C aBrycra 2020 . momoJ-
HUTEJbHO MPOBOIMIOCH MCCIeI0BAaHUE KOJIOHU3AMN KUIIEeY-
Huka metonoM CROMagar (peKTaabHbIil Ma30K), aHTUOAKTEPU -
anpHas Tepanust pu @H BeIMOIHSUIACH C y4ETOM KOJIOHU3AIUN
Ip«—» GakTepUsSIMU 1 MEXaHU3MOB X PE3UCTECHTHOCTH.

Pesynsratel. B rpymie uccienoBaHus 4acToTa KOJOHU3AIMHT
Ip«—» pe3uCTEeHTHBIMU OGaKTepUsIMU cocTaBuiia 75 %, B rpyIiie
cpaBHeHust — 38 % (p < 0,001). B rpyrmirie uccienoBaHus mpu
WCTIOJIb30BAHUM PYTMHHBIX METOAOB KoJIoHM3almsl [p«—» pe-
3UCTEHTHBIMU GakTepusiMu ObUTa BhisiBieHa y 41 (35 %)naru-
eHra, He onpeaeneHa — y 47 (40,2 %). Meronom CHROMagar
KoJIoHM3aLKs Oblia BeisiBiieHa y 83 (70,9 %) GONbHbBIX, HE OIpe-
neneHa —y 5 (4,3 %) (p < 0,001). Yactora nHMEKIINIT KPOBO-
toka (MK), obycrmoBineHHBIX [p«—» GaKTepusIMu, B TpyIIIle UC-
caenoBanus coctaBuia 13,7 %, B rpymnmne cpaBHenust — 23,5 %
(p = 0,395). B rpymnne cpaBHenus y 31,5 % (n = 5) B0o30yau-
tesb MK cooTBeTCTBOBaN KojoHU3UpYoleil [p«—» GakTepuu,
MO0 MEXaHWU3My YCTOMYMBOCTU COBMaleHUE ObLIO OOHApPYKEHO
B 68,8 % (n = 11) ciyuyaeB. B rpyrne mcciaeqoBaHUs HA OTHO-
TO COBITaJieHUs TI0 3THOoNIorTnK Bo3oynauteiass MK u KoinoHusm-
pytonieit [p«—» Gaktepun He 6bUTO (p = 0,061), MO MeXaHU3MY
YCTOWYMBOCTHU COBMajeHue ObII0 TobKO y 1 (2,8 %) maruenTa,
p = 0,002. JesckamalmoHHas cTpaTeTusl CTapTOBOW aHTUOAK-
TEpUAIbHON Teparuy B TPYIMIE MUCCIETOBAaHUS TPUMEHSIIAChH
yaiire ¥ coctaBuiia 74 % (n = 86), B KOHTpOJIbHOI Tpyrre — 33 %
(n=43), p <0,01. OB B TeueHue 30 gHeit OT pa3BUTUS CETICU-
ca umu UK Ip«—» pe3sucTeHTHbIMU OaKTepUsIMU U B TEUCHUE
100 mreit ot pazsutust ®H B rpymnme uccienoBaHus M TPYIIITe
cpaBHeHus1 coctaBuin 84,6 % n78 %(p=0,193),94,6 % 1 90,5 %
(p = 1,413) cOOTBETCTBEHHO.

BoBoapl. Yactora KojgoHM3auuu I[p«—» PE3UCTEHTHBIMU
6aktepusimu y aeteit mo passutust ®H mpu nposenenun TICK
nocturaetr 67 % mpu ucnosib3oBaHuum meroma CHROMagar,
KOTOPBIN MOBBIIAET 3P (PEKTUBHOCTD AETEKIIUN KOJOHU3ALIUA
B CPABHEHUU CO CTAHAAPTHBIM MUKPOOUOJOTMYECKUM UCCIIe-
JoBaHUEeM. B Tpymre cpaBHEHUSI COBMAAEHUS 10 MEXaHU3MY
ycroiuuBocTU Bo30yautens MK u konoHusupywolei 6akrepun
cocrabJsieT 68,8 %, N 3HAUNTELHO HUXE B IPYIIE UCCIIeN0oBa-
Hust — 2,8 %. BHenpeHue MpoToKoIa SMIUPUIECKON aHTUOAK-
TepuanbHOU Tepanuu y neteit npu BeimonHenun TI'CK Ha oc-
HOBaHUU UCCIEA0BAHUS KOJTOHU3ALUY MTPUBEJIO K YBETUYEHUIO
YaCTOThI UCIOJIb30BAHUS E€ICKAIALIMOHHON CTPATeTMu U CHU-
JKEHUIO YaCTOThI Pa3BUTHUS CETICUCA.

Onbim npumexeHus 6nunamymomada
y aemei ¢ ocmpoiMu numgo6nacmubiMu

neiiko3amu B Pecny6nuxke bawkopmocman

9.B. fkynosa, 3.D. Amuposa, A.B. Munutaena,
A.W. Maxonuna, P.P. Baiipamrynos, B.b. Maxonun,
A.@. I1ak, B.®. TI'ajicuna, D.B. Ixuna
T'BY3 «Pecnybaukanckas demckas Kaunu4eckass 60NbHUYA»
Mun3zdpasa Pecnyoauxu bawxopmocman, Yga

AktyamsHocTh. B PecryOnuke bamikoproctan ¢ AuarHo3om
OJI B cpegHeM exKeroqHO PeTUCTPUPYETCs 37 TIEPBUYHBIX MallH-
eHTOB B Bo3pacte oT 0 mo 18 sieT, 3a00J1eBa€MOCTb 11O PETMOHY
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coctasysiet 4 Ha 100 Thic. AeTcKoro HaceneHus. Cpeay nmaiueH-
toB ¢ OJI nuarno3 OJIJI BeicTaBisieTcs B cpeaHeM 29 naureHTaM
(3,3 Ha 100 ThBIC.). B-kn1eTounsie OJIJI nuarHoctupylores y 25
nauueHToB B rof (2,7 Ha 100 Teic.). C ceHTs16ps 2020 1. Tepanusi
nauueHToB aetckoro Bodpacta ¢ OJIJI B Pecnyonuke Baikop-
TOocTaH nmpoBoauTcs no npotokoxy OJIJI Mb 2015. B nocnenHue
rojibl B OHKOJIOrMuU OoJibliioe BHUMaHue yaensiercs UT. bivna-
TyMOMab — MPOTUBOOITYXOJIEBOE CPEACTBO, OUCIELIM(pUUECKUIA
akTUBaTOp T-KJIETOK, CEJIEKTUBHO CBSI3BIBAETCSI C aHTMIEHOM
CD19, skcnpeccupyeMbiM Ha MOBEPXHOCTU B-kjeTok, u aH-
tureHoM CD3, skcnpeccupyeMbIM Ha MOBEPXHOCTU T-KJIETOK.
OnocpegoBaHHOe OJMHATYMOMaOOM 00pa3oBaHUE LIUTOJUTH-
YECKOro cuHarmca Mexnay T-KJIeTKOM M OIyXOJieBOW KJIEeTKOM
MPUBOIUT K BBICBOOOXICHUIO TTPOTEOIMTUUECKUX (DEPMEHTOB,
pa3pyLaIKuX KJIETKU MUAILIEHU B CTaAUK Mposrdepaliy 1 1mo-
Kosi. bauHatymomab npumeHsiercs B tepanuu CD19-nonoxu-
TeabHoro, p/p OJIJI.

Iean u 3axa4u — oLIEHUTH 2(PHEKTUBHOCTH U 6€30MaCHOCTh
Tepanuu 6auHaTyMoMaboM y neteii ¢ B-OJIJI.

Marepuassi u metoapl. C 2020 1. B pecry0/iMKe TPOJIeueHb
15 maumenToB ¢ nmarHo3oM B-OJIJI ¢ mpuMeHeHNEM OJTMHATY-
MoMaba, cpenu HUX 2 O0IbHBIX ¢ TpaHcaoKaiueit (9;22). Tepa-
ST TPOBOIVIIACH COTJIACHO MHCTPYKIIWY MperapaTa 1 1o peKo-
MeHnauuu depepanbHOTO 1eHTpa. B paMkax ampobaiimoHHOTo
npotokosia ALL-MB 2019 Pilot mponeuens! 4 nanuenTa (dene-
pasibHBIe TIeHTphI). [lokazaHueM K TMPUMEHEHUIO OJIMHATYMO-
Maba B IPYTMX CIIydasix Mociykuio coxpanenue MOb — 5 ma-
LIMEHTOB, HEeMePeHOCUMOCTbh cTaHaapTHo XT — 6 nereit. Cpenn
JTAHHO TPYTIbI 8 OONBHBIX OBLTYU MpoJsiedeHbI B yeioBusx [BY3
PIKDB (Yda) (coornomenune monos 1:1; 4 mauuenta ¢ MODB,
4 — c mposiBeHreM TokcuuHocty XT, cpemHuil BO3pacT maiu-
eHTOB — 6 JieT. Tpy manyeHTa nposieYeHbl B (heiepaibHbIX LIeH-
Tpax.

PesynbraThl. Bcem nmauueHtam rnposeneHo no 1 Kypey 0u-
HaTyMoMaba, Bce KypChl OBUTM 3aBEpILeHBI, BCE MAlIMEHTHI Ha-
xongarcsad B MObB-HeratuBHol pemuccuu. B rpyrne manneHToB,
nponedeHHBIX B 'BY3 PIKbB (Yba), Ha hoHe Tepanuu oTMeva-
JIOCh TOBBIIIeHUE TeMmiepaTypbl Y 7 (87,5 %) nereii, CHUKeHME
YPOBHSI UIMMYHOTJIOOYJIMHOB, TTOTPEeOOBAaBIIICe 3aMECTUTEIbHOM
tepanuu, —y 4 (50 %). PazButue CymopoKHOIO CUHIPOMA 1 MH-
(beKIIMOHHBINM 311301 (TOSIBIICHUE TIITHUCTO MAITyJIe3HON CHITTN
ocJjie OKOHYaHUS Kypca) 3apeructpupoBanbl o 1 (12,5 %) ciy-
yap. OcloXHEeHUs He TTIOTpeOOBaiM OTMEHBI Tepaliu, B 2 Ha-
OJIFOIeHUSIX OBLT IIEPEPHIB B JICUCHUHN, HE TIPEBHIIAIONINI 4 THEA.

BoiBoapl. Tepanust 6anHatrymoMadbom 3¢ ¢GeKTUBHA y Maly-
€HTOB JIETCKOro Bo3pacTa B 1-ii TUHUM Tepamnuu, ¢ pedpakTep-
HbiMU (popmamu OJIJT, TokCMYeCKMMU peakiMsIMU Ha CTaHAapT-
Hyto XT, Ge3omacHa U IpUMEHKMMA B YCJIOBUSIX PErMOHAIbHbBIX
LICHTPOB.
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BONbHUYHBIE KNOYHbI KaK CPeACcMBO
CHUMEHUA cmpecca y iemeii-nayuenmon
nepen, BO BpeMs U nocne Gone3HeHHbix

MEeAUUUHCRUX BMewamenbCms
K.C. Cenos

AHO «bonvhuunsie kaoynov», e. Mockea

AKTyaJlbHOCTb. DBOJBHUYHBIE KJIOYHBI - 3TO Tpodeccuo-
HaJIbHBIE apTUCThI, KOTOPbIE MOCEIIAIOT OOJIBHULBI, OCOOEHHO
JETCKUE OTAEJICHUS, YTOOBI pa3BieKaTh U MOIAEPXUBATh 1ETEi-
nanueHToB. VX 1enbio SBISeTCS YMEHBIIEHUE CTpecca U Tpe-
BOXXHOCTHU Yy IETel, KOTOPbIE MTPOXOAST O0J€3HEHHbIE METUIIH -
CKUe€ MPOLIEeTYPHI.

BosbHUYHBIE KJIOYHBI MOTYT OBITh BaXXHBIM CPEICTBOM
B TIOJIIEPKKE IETe-MAIIMEHTOB U CHUKEHUU TTCUXOJIOTUIECKON
Harpy3Ku, CBSI3aHHOI ¢ 00Jie3HbIO U jieueHueM. B mocienqnue 10
JIET yYaCTUJIMCh OTKA3bl POAUTENIEH 1 IeTell OT HapK03a BO BpeMs
MMyHKIIW, 10 TPUYUHE HEOIarOTPUSITHBIX TSI MO3Ta MOCTEeNCT-
BUI 4aCcTOTO TPUHSITUS HapKo3a . B CBSI3M ¢ 3TUM aKTyaau3u-
pyeTcsl HeMeAMKaMeHTO3Hasl TIO/IepKKa JeTei B TIPOLIEAYPHBIX
U TIpefoTiepallMOHHBIX TMMajaTax. KcciaemoBaHusi ToKa3biBa-
0T, UYTO TaKMe MHTEPAKIIMU MOTYT TTIOMOYb JIETSIM CITPABJISITHCS
¢ 00JIe3HEHHBIMU MPOLIEAYPAMHU OOJIee JIETKO, YMEHbIIIast CTPecc
U TPEBOKHOCTD.

Iemm n 3agaun — aHAIN3 TUTEPATYPHBIX UICTOYHUKOB C IICJTBIO
000CHOBaHUS MMPABOMEPHOCTH HCIIOJIB30BAHUS pecypca 00Jb-
HUYHBIX KJIOYHOB JUISI CHIDKCHMSI CTpecca Y MallueHTOB-IeTei
Tepen, BO BpeMsI U HEITOCPEACTBEHHO TTI0CIEe OOJIEBO TIPOLICY-
PHIL.

Marepuanst 1 metonbl. O030p nuTepatypbl. Pazoop keiicoB
B pabore AHO «bonbHUYHbBIE KJTOYHBI»

Pe3yabraTsl. BB pabote 601bHMYHOIO KJIOyHA MOXHO BbIIe-
JIUTh CJIEAYIOUIME TTOJ0XUTEIbHbIE 9 GhEKTHI:

l. KOTHWTHMBHBII; OTBJIeYCHUE OT MEIUIIMHCKON TIpolie-
AypbI;

2.  (OU3MOJIOTUYECKUIA: BBICBOOOXIEHUE SHAOPGHOUHOB,
CTUMYJTUPYIOITX UMMYHHYIO CUCTEMY, CHUKEHUE YaCTOTHI Cep-
JIEYHBIX COKPAIIIEHUI 1 apTepUAIbHOTO TaBICHUS, YMEHbBIIICHUE
6onu;

3. COLIMAJIBHBIN: yaydymeHne CoumuajaibHOIoO B3auUMOJIEHCT-
BHA MEXKAY NAaIMCHTOM M OKPYXKaroIMMU JIIOAbMU, B TOM YHCJIC
MEIUTTMHCKUM IEPCOHATIOM;

4. >SMONIMOHAIBHBIN 3(PpdEeKT: MHIAYIIMPOBAHUE ITOJTOXU-
TeJIbHBIX SMOLIMI B COYETAHUU CO CHUKEHUEM TPEBOXKHOCTH.

IIpu ucnonb3oBaHUM pecypca OOJIbLHUYHBIX KJIOYHOB OBbLIU
OTMEYEHBI CJIeAYIOIIMEe TO3UTUBHbIC U3BMEHEHUS:

*  IIpU B3aMMOMAEICTBUU C OOJHLHUYHBIM KJIOYHOM IIpe-
JOTEPALIMOHHAsT TPEBOXHOCTh peOeHKa-IaleHTa CHIKAIACh
aHaJOTMYHO MKCITONb30BaHUIO MHIa30jama; MpU COBMECTHOM
KCITOIb30BaHUM 3P (HEKT MUaa30IaMa YCUIUBAJICS;

*  UCIOJb30BaHME pecypca OOJBHUYHBIX KIOYHOB —
€IMHCTBEHHOE HEMEIMKaMEHTO3HOe BO3/JeiicTBUIl Ha pebeHKa-
MalUeHTa Nepe U BO BpeMsl MHAYKLIMY aHECTE3UH, JOCTOBEPHO
CHIKaIoLIee TPEBOXKHOCTD;

*  TIpW B3aMMOJEWCTBMUU C OOJIBHUYHBIM KIIOYHOM pebe-

HOK-ITaIIMeHT UCITBITBIBAI MEHBIINI CTPECC OT Pa3IyKU C POIH-
TEJISIMU,
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*  JIeTU-NALMEHTBI, MMEBIIME BO3MOXHOCTb OOLIATHCS
¢ OOJILHUYHBIMU KJIOYHAMU, UMeIN Oojiee HU3KUE ToKa3aTelu
TPEBOXHOCTU U 00Jiee BLICOKYIO KOHLIEHTPALIMIO OKCUTOLIMHA;

*  POAWTENM OLEHWBAIM OJaromojiydue CBOUX JeTeil
BBIIIIE, €CJIM WX PEOCHOK MMEJI KOHTAKT C KJIIOYHOM, a TaKKe
ObUIM OoJiee CKJIOHHBI PEKOMEHAO0BaTh KJIWHUKY IPYTUM Ce-
MBbSIM;

° pecypc OOJIBHUYHBIX KJIOyHOB B COCTaB€ OIICpallMOH-
HOU 6pI/II‘aI[I>I ITO3BOJIACT CHU3UTDL MMPCAOIICPALIMOHHYIO TPEBOXK-
HOCTb ,I[CTCfI, KakK CJI€ACTBUEC — CHMXKACT KOJIHMYECTBO CCAaTUB-
HbIX MpCrnaparoB, MIpUBOAUT K COKpPALICHUIO o0111ero BpCMCHU
Hp€6I>IBaHI/IH B CTaoMOHape, TCM CaMbIM CHHXKasa 06H_IYIO cTon-
MOCTbD JICUCHN,

*  OOJBPHUYHBIC KJIOYHBI IOCPEACTBOM apT-Tepalvu pe-
1IAI0T 3a/Ja4M TOArOTOBKM peOeHKa-TallMeHTa K yIpaBJeHUIO
00J1b10, IOMOTAIOT MEPEXUTh 00JIb, Y4aT CIPABISTHCS C 0OJIbIO;

Keiic 1:

Hano — Mopo3zoBckas 6oipHMua, OTneneHrue OHKoreMaTo-
Jgorun (3aBeayromuit Konaparuuxk K.JI.), yTpeHHMe MJIaHOBbIE
MaHUMYJISLMY B aMOyJlaHCe, 3aMeHa IMOCTaHOBKA B PYKY BEHO3-
Horo Katetepa ( 3amMeHa KaTteTepa). JleBouka 6 jeT.

Co cioB Bpaueii, exxeHe/IeJIbHas Mpolienypa BbI3bIBAET UCTE-
PUKY U CJie3bl Y pebeHKa, Ha MPOTSIKEHWM Mecsilia TIpU 3TOM
pebeHKa jepxkar aBa coTpyaHuKa. [IpuriamieH KJIoyH , 1eBOYKa
3HAeT KJIOyHa y HUX eCTh | MUHyTa Ha KOHTaKT , KJIOyH Oeper
BHUMaHMe peOeHKa 1 B MOMEHT KOTia Hy>KHO BBECTH UTJIY U TI0-
CTaBUTb KaTeTep — KJIOYH 3aHMMaeT JajibHee OT KaTeTepa MeCTo
YTOOBI peOEHOK He BUIE] MAaHUITYISILUIO U CMOTpEJ Ha KJIOyHa
M HEYKJIIOXe TPOMKO IMagaeT Ha Kadeb MpoleaypHOro Kabu-
HeTa ( NpeaBapuTEIbHOM MpenynpeanuB MeacecTep ) pedeHOK
OTBJIEKAETCS Ha IMafieHre KJIOyHa , 332 KOTOPOTO OHa TiepeKrBaeT
1 CMOTPUT TOJIbKO Ha HETO, KJIOYH HE Tepsisl 3pUTETbHOTO KOH-
TakTa ¢ peOEHKOM TbITaeTCsI BCTaTh M CHOBA MaaeT elle rpoMye
3a 9Tu 25-30 cekyHa MeacecTphl 6e3 cjie3 U KPUKOB yCIeBaloT
BCTaBUT UMY U TMOAKIIOUYUTL pebeHKy KaTtetep. Ilocie yero
KJIOYH CIIOKOWHO BCTaeT U peOeHOK, PamysiCh, YTO C KJIOYHOM
BCE B MOPSIIKE, TOBOPAYMBAETCS K KaTeTepy M XOUeT HauaTh Iia-
KaTh, HO BUJIMT, YTO YK€ MpOLeAypa 3aBepllieHa U yIbloaeTcs.
PeGeHOK 3amoyiHWII aHKETY HACTPOEHHUSI 10 TPOLENyphl yKa3an
ce0s1 Ha HUKHEM CTYIeHbKe pafioCTH M MOCJe MPOLEAyphl T0-
CTaBWJI ce0sl Ha BBICIIYIO CTYIEHbKY PaJoCTH Ha JMarHOCTUYe-
CKOM PHUCYHKE.

Keiic 2

Hano: HUW UM bnoxuna — otnenenne Onkonornu 2018
rog. Hapymenue nmieBoro nosefeHne y mnamuedTa 9 et Jle-
BOUKA.

KioyH 3axonuTt B majary, Tae poauTed HAIPSLKEHBI U IThbI-
TalOTCSI HAKOPMUTL pebeHKa OopiioM. PebGeHOK oTKa3bIBaeT-
cs. KnoyH Oeper BHMMaHUe peOeHKa, UTpaeT ¢ Hell B TeYCHUU
5-6 MUHYT, ITOKa3bIBAIOTCS (DOKYCHI, peOEHOK B yauBiaeHuu. Po-
TUTEIN BUISAT, YTO KOHTAKT XOPOIIIUI U IIPOCST ITIOMOYb YOS TUTh
JIOYKY T0oecThb. Jlajee KIOyH caauThes 32 CTOJ U IMPOCUT TOXKE
HaJIUTh MY CYII ... a ellle POAUTEIN 10CTaI0T 3e(pup , KIOYH IpO-
BOLIMPYET peOeHKa Ha CITOp TOBOPSI, UTO : 51 ChEM 3TOT OOpIII, HO
S €r0 €M TOJILKO ¢ 3eUpKaMu .. peOEHOK CMEETCSI M HE BEPUT,
TOrJa MBI 3aKJII0YaeM Mapu, YTO S CheM OOPIIl TTOJIOXKUB B HETO
3e(UPKY U €CIIU 51 eTO CheM, peOeHOK 00eIIaeT CheCTh 5 JIOXKEK
cyna. KioyH chegaeT Ha ri1a3ax y oIeJIOMJIECHHOTO peOeHKa BECh
0OopIII ¢ pacTuUIaBJICHHBIMU IIIOKOJIaAHBIMU 3eDUpKaMu, 1 pede-
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HOK HauMHAaeT eCTh CYII, chefaeT 7 joxek. [locae yero KjnoyH
yxonut. [ajee ero JDOTOHSIET Iara W 0JIaroJapvT, ITOTOMY UYTO
pebeHOK Iociie XMMUU 1 OTiepaliii OTKa3bIBaJICs U He el 0oJiee
10 nHeix.

Keiic 3

IMyHKMsT U3 MOAB3IOIIHOM KOCTU, TIPOIIETyPHBIN KAaOWHET.
Hoxrop Onbra MyrtopoBa, Mopo3osckas bonbHuiia. [TanueHt
MajpbuuK 12 jer.

JBa rmpokoJIa cjieBa 1 CIipaBa, MallMeHT JICKUT JIMIIOM BBEpX.
B IpouenypHoii 2 Ki1oyHa, €CTh KOHTAKT C peOEHKOM MaJIbunK
YIIBIOAETCST U JaKe CMeETCs , TIEPBBIN YKOJI (3a00p MaTepuaia)
pebeHOK 4yBCTBYET 00JIb CXKMMAET PYKY KJIOyHa, KOTOPBIA CO-
XpaHHasl BHUMaHWEe Ha pPeOCHKE MIpaeT 4TO €My TOXe O4YeHb
0OJIbHO OT TOr0 KakK peOeHOK CXMMaeT ero pyky , TpeOyercst
BTOPO YKOJI , KJIOYH IIEPEXOIUT Ha APYTYIO0 CTOPOHY , ITAPTHEDP
CTOUT BMECTE , IIpejIaraeTcs uTpa COKMHM KJIOyHa CUJIbHEEe — BO
BpeMsI BTOPOTO yKoiia ( 3a0opa) peOeHOK aKTUBHO CXKMMAaeT 1Ba
MaJiblia ABYX KJIOYHOB KOTOPKIE CTPAIaroT OT OOJIM Ha ero Ii1a3ax.
ITocne npouenypbl pebeHOK IPOAOJIKAET AepxKaTh KJIOYHOB 3a
MMaJIBIIbl ¥ Ha KaTaJIKe ye3:KaeT C HUMU B MayiaTy IIpH 3TO YJIbI0a-
SICh M cMesiCh. MaMma, KoTopasl OblIa B TTayiaTe, 3apuKcrupoBania,
YTO peOCHOK BIIEPBBIC ITOCTIE MYHKIIMY HE TUTaYeT W He XKaJIyeTCs
Ha 60JIb.

Keiic 4

JlaHO peOeHOK BIIEPBbIE B OHKOTEMATOJOTUYECKOM OTIEJIe-
HUU MOpO30BCKOI OOJIBHULIBI IS IPOBEACHUS JTIOMOATbHOM
MYHKUMK, 0e3 Hapko3a peOeHOK MaJbuMK MOAPOCTOK 14 jer.
ITpouenypa yepes 30 MUHYT, HM MaMa, HU peOEHOK He 3HAIOT, Kak
OHa IMPOXOIUT. DTO TPEBOXUT MX. 3aPOC MEACECTPhI paccKa-
3aTh O Mpoueaype. JIBa KioyHa Bbe3XKaloT Ha KaTajlKe B Majary
U B UTPOBOI (hopMe AEMOHCTPUPYIOT MPOLEAYPY JTIOMOATbHOM
IMyHKIIUH, KJIOYH JIOXXUThCS Ha OOK MOIKMMAET KOJIEHU K TPYIu
NEPXKUT UX PyKaMU, IPYToil KJIOYH B MacKe OepeT IITpuIl (B Ha-
meM ciryyae 0e3 UIJIbl) U MPOBOJISI JEMOHCTPATUBHYIO UTPOBYIO
MaHUITYJISILIMIO OIMCHIBAET BECH ITPOIIECC, KOTOPBIM OOBIYHO pe-
OEHOK He BUIUT, TaK KaK IMPOKOJI neyaeTcs caanu. KimoyH namu-
€HT IIPY 3TOM JBIIIUT (3TO BaxKHO) , KPUYUT U TOBOPUT IIPaBILy,
YTO 3TO OOJILHO , HO 3aTO Ha OYeHb KOPOTKOE BpeMsi. PebeHokK
¥ MaMa BHUMAaTEJIbHO CJIeAST 32 HUMMU.

CrycTs yac KJIOyHbI HaBeIAIOT MalMeHTa YXe Mocje MyHK-
1M1, MaMa 0J1arofapuT KJIOYHOB 3a TO, YTO Pa3biTPaHHBIN MPO-
1IeCC COBMAJI C peajibHbIM, PeOESHOK JieJiajl BCe KaK MOKa3bIBAJIU
KJIOYHBI, ¥ BpauH Jlaxke MOAyMaJii, 4TO 3TO €ro He rmepBast IMyHK-
must. CaM MOAPOCTOK TOBOPUT, UTO, HE 3HAsl, YTO C HUM OyayT
nenath OH Obl OY€Hb CWIJIBHO MCIYTajcs, a Tak 0OJIbHO, HO He
CTpallrHo.

BoBoapl. Mcnonb3oBaHue pecypca OOJMBHUYHBIX KJIOYHOB
CMOCOOCTBYET PA3BUTUIO TICUXOCOLIMATIBHON MTOMOIIN TOCTTUTA-
JIN3UPOBAHHBIM JIETSIM MPU OCTPBIX OOJE3HEHHBIX MPOLETYpax
U SIBJISIETCSI HEIOOLIEHEHHBIM PECYPCOM ISl CHUKEHUS CTpecca
Yy NALIMEHTOB-AECTEH.
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