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CMUCOK COKPAWIEHUNA

AUNTA — ayrouMMyHHast reMOJIUTUYECKast aHeMUS KYC — xuszHeyrpokamoIiyue CUMIITOMbI

AKK — agpeHOKOpTUKaIbHAs KaplIMHOMA 3HO — 310KkauecTBeHHbIE HOBOOOPA30BaHUSI
AKKIJI — anarutactrueckast KpynmHOKJIETOUHas TnMgoma 304 — 310KaYeCTBEHHBIEC OIYXOJU SUYHUKOB
AKC — abnoMUHaJIbHBI KOMIAPTMEHT-CUHAPOM 3PO — 3n0KkavecTBeHHas1 pabaOUIHAS OITYyXO0JIb
AKT — aHTuKoaryJIstHTHast Teparus MBJI — uckyccTBeHHAs1 BEHTUJISILIMSL JIETKUX
Anno-TI'CK — amnoreHHas TpaHCIIIaHTAIMSI TEMOTIOITHYE - NBXT — uHTpaBUTpeabHasI XMMUOTEPATTHsT
CKHX CTBOJIOBBIX KJIETOK HNT'X — UMMYHOTMCTOXUMMST

AJIT — ananuHamMmuHOTpaHcdepasza HNKP — unTpakaHaibHOE pacpoCTpaHEHUE
ACT — acnmapraTamMmuHOTpaHcdepasa MM — nH}eKIMOHHBII MOHOHYKJICO3

ATPO — atunuueckasi TepaTouAHO-padAOUIHAS OITYyXOJIb HII — uctuHHasg NoauMLUTEMUS

AyTo-TI'CK — ayTonornuHas TpaHCIUIaHTaLMsSI TeMOIIO3TUYE- NCT — uMMmyHOCynpecCUBHAasI TePaITusI

CKHX CTBOJIOBBIX KJIETOK WUT — ummyHOTepanus

ADIT — anba-deronporenH UTK2— MHru6UTOpHI TUPO3UHKMHA3 2-TO ITIOKOJIIEHUS
BAJI — 6poHx0abBeOISIPHBIN JJaBaxk HWTXT — uHTpaTekaabHas XuMUOTepanus

bPB — 6e3pennanBHas BBLKMBAEMOCTD MDA — ummyHOGEpMEHTHBII aHaTU3

BCB — 6eccobbiTUiiHAST BBIKMBAEMOCTh NOT — umMmMmyHOGDEHOTUITMPOBAHUE

bT — 6paxurepanusi K]I — xpuonmecTpyKIus

BBUTI — BHyTpUBEHHbIE UMMYHOTJIOOYTMHBI K2K — xauecTBO XU3HU

BI' — BbIcOKasi runepauILuIonaus KNH — xoMOrHMpoBaHHAsi UMMYHHasl HEIOCTATOYHOCTb
BIATIIXT — BbICOKOI03HAS MOJUXUMUOTEPAITUS KM — KOCTHBI MO3T

BMO — BocnanurenbHast MUOpHOpobIacTudecKas OImyxoib KMH — KocTHOMO3roBast HeIOCTaTOYHOCTb
BO3 — BcemupHas opraHusalus 31paBoOXpaHeHUst KCO — kpaHnocnuHaabHOE 00yIeHUE

B-OJIJI — B-kJeTo4YHbBI OCTpBIi TMM(MOOIACTHEIN JICKO3 KT — xommbloTepHasi ToMorpabus

BIT-OJIJT — octpsrii tuMdo0IacTHBINM Jeiiko3 n3 B-kineTok- JIAT — nakratneruaporeHasa
npealIeCTBEHHUKOB JIK — noxkanbHbIil KOHTPOJIb

BTD — BeHO3Hast TPOMO0OIMOOUS JIM — nenToMeHMHIealbHOE MeTacTa3upoOBaHUE
BBb — Bupyc Dnreitna—bapp JIHP — Jlyranckas Haponnas Pecriyonnka
Tamno-TI'CK — ramtonaeHTUYHAs TpaHCIUTaHTauus remonod-  JIT — jiyueBas Tepanusi

TUYCCKUX CTBOJIOBBIX KJIETOK JIY — numdpaTtuueckue y3iabl

I'b — renaro6iacToMa JIX — nmumpoma XomLKKIHA

I'B — reMmopparndecknii BACKyJIUT MAWP — MexayHapoaHO€e areHTCTBO 110 U3Y4eHUIO PaKa
I'MCO — racTpoMHTeCTMHAJIbHbIE CTPOMAaJIbHBIE OMYXOJU MB — menyio6iactoMa

I'MX — runeprepMuyeckas UHTparlepuTOHeanbHasd XumMuonep-  M/IC — MUeI0IUCIIACTUYECKU I CUHIPOM
Gbysus MMUBT — MeTaiton6eH3WITYaHUANH

I'O — remMaToIOrNYECKUIA OTBET MO — MOJIEKYJISIPHBIif OTBET

I'T — runeprpuravuepuaeMust MOB — MUHUMaJIbHAs OCTaTOUHAs GONE3Hb

I'll — reMopparM4ecKuii IIUCTUT MPT — MarHUTHO-pe30oHaHCHas ToMorpadus
'K — renarouesuionsapHas KapLuuHoMa MCKT — MyasTuCIIApanbHasi KOMITBIOTEPHAS TOMOTpadust
Hb — nuHyrykcnmab Gera MDD — MuKconanwuisspHas dNeHIAuMoMa

JAW — noBepuTEIbHBIN MHTEPBaI HB — Heitpo6racToma

JKB — 1eHAPUTHOKJIETOYHAA BaKLIMHA HMMII — HaunoHanbHbBIN MEIULIMHCKUN UCCIeA0BATEILCKUIA
JUIT — puctaHIMOHHAsI JlyuyeBasl Tepanust LEHTP

AMKO — gecmoriacTidecKast MeJIKOKPYTIIOKJIETOTHAST HII — nHyTpuTtuBHas noaaepxka

OIyXOJIb H®K — HazodapuHreaibHast KapLrHOMa

JH — npixatenbHast HEIOCTaTOYHOCTD HXJI — HexomkknHcKas 1um@oma

JAHK — ne3okcupnboHyKIIeMHOBasI KMCI0Ta HS — HexxenaTenbHbIE SIBICHUS

JAHP — Honeuxkass HaponHas Pecnybiavka OBII — opraHbl OPIOLIHOM MOJOCTU

JP —nerckuii pak OB — 00611as1 BBIKMBa€MOCTb

HDO — JIambHEBOCTOUHBIN (hefiepaTbHBIN OKPYT OI'K — opraHbl rpyiHOM KJIETKU

Eb — EBpomneiickoe 610po OJ1A — ornopHO-IBUTraTeIbHBIN armnapar

KKT — xenyno4yHO-KUIIEYHBIN TPAKT OJI — ocTpslii 1eK03
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OJIJI — ocTpaiit TuMdOOIACTHBIN JTeHKO3

OMJI — ocTpblilf MUETOUIHBIN JIEKO3

OMT — opraHbl MaJIoOro Taza

OIIIT — ocTpoe moBpexkAeHNE MTOYEK

OP/IC — ocTpslif pecrmpaTOPHBII TUCTPECC-CUHIAPOM
OC — ocTeocapkoMa

OIII — oTHOIIIeHNE IITAaHCOB

[IT'O — monHkII reMaToIOTHYSCKUM OTBET

I13 — nmporpeccus 3abosieBaHUS

K — manuniasipHast KapLuHoMa

TTKK — noyeuyHo-KjeTOUHast KapuMHOMa

IIMO — nosHbIiA MONEKYISIPHBIN OTBET

T1O — nmosHbIi OTBET

TIIT — nanauaTuBHasK TOMOIIb

TITIb — nneBpornyabMOHaNIbHAs O1acToMa

TICKK — nepudepuyeckrie CTBOJIOBBIE KIETKA KPOBU
IITC — mocTTpOMOOTHYECKUI CHHIPOM

TT®DO — INpuBomkckuit hpeaepanbHbIiA OKPYT

IIXT — nonuxuMuoTepanus

TTLI'O — moaHbINi IUTOreHETUYECKUI OTBET

TTLP — nonuMepa3Has LenHasi peakius

II9T — no3uTPOHHO-3MUCCUOHHAs TOMOrpadust
Pb — petuHoGnacToma

PUT — panuoiioaTepanus

PK — Pecniy6nuka Ka3zaxcran

PM2K — pak MoJIOUHOI Xee3bl

PMC — pabmomuocapkoma

P/P — pedpakrepHOe 1 pelIiaIMBUpPYIOIIEe TCUCHUE
PTII — poacTBeHHast TpaHCIJIaHTALIMS TIEUEHU
PTTIX — peakuust «TpaHCIUIAaHTAT TIPOTUB XO35IMHA»
P® — Poccuiickaa Denepanys

P®IT — pagnodapmiiperapar

CBbB — cunapom bekButa—Bunemana

C3®D0 — CeBepo-3ananublii heaepaibHbIA OKPYT
CUAXT — cenekTuBHas1 UHTpaapTepUaibHas XMMUOTEPATIUS

CUPII — cuHIpOM UIIEMUIECKOTO U perepPy3nOHHOTO
TTOBPEXICHUS TICUEHN

CK®O — CeBepo-KaBkasckuii ¢enepalbHBII OKPYT
CJIM — CUHXpOHHBbIE JIETOYHbIE METACTa3bI

CO/Jl — cymmapHas oyaroBas 103a

COJIO — cuHIPOM OCTPOTO JIM3KCA OITYXOJIN

CIIE — cungpowm Ileiitua—Erepca

CP — cnioHTaHHas peMuccust

CPX — crepeoTakcuyeckasl paiuoXupyprust

COO — Cubupckuii penepaibHbI OKPYT

CHO — capkoma IOuHra

TA-TMA — TpaHcI1aHTaT-aCCOLIMMPOBaHHAs TPOMOOTHYECKAs
MUKPOAHTUONATUS
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TI'B — TpoM603 r1yOOKHX BEeH

TI'CK — TpaHcnaHTaLMsI TeMOMOATUYECKUX CTBOJIOBBIX
KJIETOK

TKWH — tsxenast KOMOMHUPOBAHHASI UMMYHHAasi HEI0CTaTOY -
HOCTbH

TMK — TeneMenMUIMHCKNE KOHCYIbTallun

TOKJI — TapreTHOE 00 IyIeHIE KOCTHOTO MO3Ta 1 TMMMOMI-
HOW CUCTEMBI

TOT — ToTanbHOE O0IyYeHHE TeIa

TCHU — toranbHas cocyaucTast U30JIs1INs

TTT — TpancnynuuIsipHas TepMOTepaIius

V3U — ynbTpa3ByKoBOE MCCIeIOBaHUE

Yp®O — Ypanbckuii penepaibHbII OKPYT

DA — da3za akcenepaunu

DA — bpubpoaneHoma

@I — dhropae3oKCurIoKo3a

DOTUC — DepepanbHasa TeIeMEIUIIMHCKAs MTHGOPMALIMOHHAS
cucrtema

XMJI — xpoHUYeCKM T MUETTOUIHBIN JIEHKO3

XT — xumuoTepanus

HI'O — uuToreHETUYECKUII OTBET

LIMB — uuromeranoBupyc

HHHC — ueHTpanbHas HEepBHas cucTeMa

DO — LleHTpanbHbIi heaepatbHbIil OKPYT

YJIC — yailieyHo-10XaHOYHasl CUCTeMa

YO — yacTUUHBII OTBET

OBbBU — OnuureitHa-bapp BupycHast MHGEKIUS
OKMO — skcTpakopriopajibHas MeMOpaHHasi OKCUTeHaLWs
DK® — skcrpakopriopalibHbIi (hoTodepes

OHBb — acre3noneiipobdiacToma

BI1 — 3HTepaIbHOE TUTAHUE

IOKO — 1okcTrarioMepyasspHO-KJIETOUHAs OMyX0JIb
IO®O — KOxHbBII heaepanibHbIil OKPYT

AJCC (American Joint Committee on Cancer) — AMepuKaH-
CKUI1 00beIMHEHHbBI KOMUTET 0 U3yYEHUIO paka

AF (allele fraction) — aibTepHaTUBHBI aJlIeb

CAR — tepanus T-kJieTKaMu ¢ XMMEPHBIM aHTUTEHHbBIM
peLenTopoM

COG (Children’s Oncology Group) — JleTcKasi OHKOJIOTHYEe-
cKag rpyrrmna

COVID-19 (COronaVlIrus Disease 2019) — kopoHaBuUpycHast
nHdekuusa 2019 &

CTCAE (Common Terminology Criteria for Adverse Events) —
[lIkana KkpuTepueB OOIICH TEPMUHOJIOTUH JIJIST ITOOOTHBIX
3(hheKTOB

EBMT (European Society for Blood and Marrow
Transplantation) — EBporreiickoe 00111ecTBO 1O TpaHCILIaHTAa-
MU KPOBU 1 KOCTHOTO MO3Ta
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EORTC (European Organization for Research and Treatment
of Cancer) — EBpornieiickast opraHu3aius 1o uccjieaoBaHuIo

M JICYEHUIO paKa

EU-RHAB (European Rhabdoid Registry) — EBponeiickuii
perucTp pabaoMaIHBIX OMyXOJeit

FISH (fluorescence in situ hybridization) — cdyopecuienTHast
rudpuan3anms in situ

HIPEC — BHyTpuOpIOlLIHas rTunepTepMUIecKasi XuMruoTepanus
IARC (International Agency for Research on Cancer) —
MexayHapogHOe arTeHTCTBE 10 U3YYSHUIO paKa

IDRF (Image Defined Risk Factors) — dhakTopsI prcka,
BBISIBJIIEMbBIC TIPY IIPOBEICHUN BU3YAIM3aIIMOHHBIX METOIOB
HCCIIeIOBAHUSI

INSS (International Neuroblastoma Stage System) —
MexnyHapoaHasi cucteMa cTagupoBaHUs HeHipoOJIaCTOMBI
IRIDA (iron refractory iron deficiency anemia) — xene3zoped-
pakTepHas xkeae3oneUIINTHAS aHEMUS

IRS (Intergroup Rhabdomyosarcoma Study) —
MexxayHapomaHasi TpyIina 1mo u3y4eHuIo pabaoMruocapkom
MLPA (Multiple Ligation Probe Amplification) —
MHOXeCTBEHHas JTUra3HO-3aBUCUMAas aMILTU(UKALIHS

MTX — MeToTpekcaT

NGS (Next-Generation Sequencing) — ceKBeHUPOBaHUE
HOBOTO TTIOKOJICHUS

PBQ (Pediatric bleeding questionnaire) — [lequarpuueckuit
OIPOCHUK KPOBOTOUMBOCTH

PRETEXT (Pre-Treatment Extent of Disease) — pacmpocTtpaHe-
HUE OITyXOJIU TIepeJt JIedeHUeM

SIOP (International Society of Paediatric Oncology) —
MexmyHapomaHoe OOIIECTBO IETCKOM OHKOJIOTUY

SIOPEL (Childhood Liver Tumour Strategy Group of the
International Society of Paediatric Oncology) — MexxmyHapom-
Has cTpaTeTHdecKasl TPpyIIIa 110 MCCIeIOBAHMIO TETCKIX
OIYXOJIEW TEYEHU

TRMA (thiamine-responsive megaloblastic anemia syndrome) —
THAMWH-3aBUCHUMasT MeTajo0acTHAsI aHEMMST

~12 ~
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OPFAHMU3ALHA CHUCTEMHOH PABOTbI B OBJIACTH AETCKOM
OHKOJNIOTUU U TEMATOJIOTUH, BKNOYAA PASPABOTHY NOPAQAKOB,
CTAHJAAPTOB U RJIMHUYECKUX PEROMEHAALUH, PABHO KAR
W BONPOCHI NIEKAPCTBEHHOI0O W KALPOBOI0 OBECNEYEHHA.
NMPUMEHEHUE HHOOPMALWOHHBIX U TENEKOMMYHURALHOHHbLIX
TEXHOJIOTUA B NOATOTOBKE KAIPOB, CO3JAHUE EUHOTIO
PETUCTPA CNEUMANIUCTOB W NNAHA MEPONPHATHH

LuthpoBbie MexXHonoruu B AemcKoi
OHKONOruY U reMamonoruu, UMMYHONOruu.
Onbim npuMeHeHus menemMeauyuHCKuX

mexHonoruii
®.H. Koctun, A.C. Ciunun

DI'BY «Hayuonanvhbiii MeOUUUHCKULL UCCAC008AMENbCKULL YEHMD
demckoii eemamonocuu, OHKOAORUU U UMMYHOAO2UU
umenu JImumpus Poeauesa» Munzdpasa Poccuu, Mockea

AKTyalbHOCTh. TelleMeTUIIMHCKUE TEXHOJIOTUU B OTEUYECT-
BEHHOW MeaMLMHE — aKTyaJibHasl U Habuparouasi 000poThbl 00-
JIaCTh B cucTeMe 31paBooxpaHeHust Poccuiickoii @eneparmu
(P®D). Opraruzannst MeIULIMHCKHX YCIYT Yepe3 yaajJecHHOe B3a-
MMOJENCTBUE CTAHOBUTCS Bce 0oJiee MOMyJIIpHOM U BOCTpeOo-
BaHHO KaK Cpe/IM MallMeHTOB, TaK U CPEeId MEIUILIMHCKHIX Opra-
Huzaunii. OTHUM U3 OCHOBHBIX IPEUMYIIECTB TeJIeMEIUITNHBI
SIBJISIETCSI BO3MOXKHOCTD TTOJTYYEHMST KAYeCTBEHHOM MEIMIIH-
CKOI TTIOMOIIN 0e3 HEOOXOAMMOCTH (PM3MIECKOTO TIPUCYTCTBHUS
B MEAMLIMHCKNX YIPEXKICHNIX. EXXeromHo Bo3pacTaroliee Yrcio
3aIIPOCOB M3 PErMOHATBHBIX MEIUIIMHCKUX OpTraHW3aliii B Te-
neMmenuuHCKU neHtp @PI'bY «<HMUL AT'OU nm. IMmutpus
PoraueBa» MuH3npaBa Poccun moarBepskiaeT 4pe3BbIlUaiHYIO
BaXXHOCTb JAHHOTO HAIIpaBJICHUs IS OKa3aHMS MPOMIIIHLHOM
MEIUIIMHCKON TTOMOIIIH.

Hean u 3anaun — nsydyeHue 3(pPeKTUBHOCTU, a TaKXKe HE00-
XOOUMOCTH IaJIbHEHIIEro pa3BUTHS TEICMEAUIIMHCKUX TEXHO-
JIOTHIT TIpY OKa3aHUU IIPO(PUIBHON METUITMHCKOMN TTOMOIIIH.

Marepuajsl ¥ MeToabl. bblia TpoaHaau3upoBaHa pabo-
Ta otmena TeaeMeauuMHCKuX texHosornii ®I'BY «HMMUILL
ATON nm. Imutpus PoraueBa» MunsapaBa Poccum 3a nmepu-
on 2019—2024 rr. B popmare okaszaHUs MEIULIMHCKON TTOMOIIN
Bpau—Bpay, BKJIIOYAOIIas B Ce0ST OMpocC MPOMPUIbHBIX CIIeIra-
JINCTOB «SIKOPHBIX» MEAUILIMHCKUX OPraHM3alnit 3-T0 YPOBHS U3
cyobekToB PD, HampaBIIsIOLIMX 3aIIPOChl HA TeJeMEIUIIMHCKIE
koHcyasrauuu (TMK) B ®I'BY «<HMUL ATOU um. Imutpust
PoraueBa» Mun3zapasa Poccun.
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Pesynbratbl. ONbIT NPUMEHEHUSI TEIEMEIULIMHCKUX TeX-
HOJIOTMI 110 MPOGUIISIM «IeTCKasi OHKOJIOTUSI M TeMaTOJIOTHSI»,
«MMMYHOJIOTHSI» TOATBEPKAAaeT BOCTPEOOBAHHOCTh JAAHHOIO
¢opMara pabOThI, YTO OTpaxkaeTcsl B €KEroJHOM YBEIUYECHUU
yucia okazaHHbIXx TMK:

*  eXErolHoe YBeJIMYEHHUE IUIAHMPYEMbIX KOHCYJIbTAallUid
co ctopoHbl MuHnsapaBa Poccuu o mposenenuio TMK (cpen-
HEeroJoBoii rpupoct — 41 %);

*  POCT 4YuCja BXOISIIMX 3as1BOK U3 cyObekToB PO/TMK
(cpeaHeromoBoii mpupoct — 45 %);

*  peryjsipHOE IepPeBbINOJHEeHUE MIAHOBBIX MTOKa3aTe/Ieii:
B 2021—2023 rr. Ha 22 % eXeromHo.

BoiBozpl. [1o mTOraM IOJydyeHHBIX HAHHBIX B pe3yJibTaTe
IPOBEIEHHOTO UCCISIOBAHMS MOXHO C YBEPEHHOCTBIO CKa3aTh,
4yTO (hopMaT AMCTAHIIMOHHBIX KOHCYJIBTALIMNA C TIPUMEHEHUEM
TeJEMEAULIMHCKMX TEXHOJOTUI MPU OKa3aHUU MEIULIMHCKOM
ITOMOIIM 10 TPOGUIISIM «IETCKasi OHKOJIOTUSI Y TeMaTOJIOTHsI»,
«MUMMYHOJIOTUS» siBJIsieTcs: 9(@MEKTUBHBIM U OINEpaTUBHBIM
«ITOMOILIHUKOM» cIienuanuctaM u3 pernoHoB P®. HaubGoiee
aKTyaJbHBIM HaIlpaBJeHUEM TEJIeMEAULIMHCKUX TEXHOJIOTUIA
BBICTYMUJIA TUCTAHIIMOHHAS IUArHOCTUKA U JICUCHUE CIOXKHBIX
KJIMHUYECKUX CIydaeB, TaK KakK C y4E€TOM CIELM(MUKM AETCKUX
OHKOTeMaTOJIOTUYECKMX M HMMMYHOJIOTMYECKUX 3a00JieBaHUI
pelIeHUe O AaJbHEUIIEeN TaKTUKE JIEYEHUS WM TOCIIUTAIN3a-
LIMY HEOOXOAMMO IIPUHUMATDh B KpaTUalIlike CPOKH.

PA3AEN I
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NpensapumenbHbie pe3ynbmambl NPOEKMa
DEDICA no uccnepnoBanuto 6apbepos Ha
nymu panxeil QuarHocmuxu
U CBOGBPEMEHHOro Hayana nevyenus

AemcKoro paka B Pecnybnuke Kazaxcman

E.B. Kpusenko', O.B. Tpycosa?, JI.2K. Yremucona?,
J.P. Kaitnaposa', JI.H. Manxyosa‘, A.JI. Kapsaino?,
B.E. Cmenos’, M.A. Kopoekc?®
A0 «Kazaxckuil HayuHo-uccae006amensckuil UHCMUMYm OHKOAOUU
u paduonoeuu», Aamamol, Pecnybauka Kazaxcman,;
2Mexcdynapooroe azenmemeo no usyuenuro paxa, Eeponeiickoe
pecuoHanvHoe 61opo Beemuproii opeanuzayuu 30pasooxpanerus,
Jluon, Ppanyus;
Cmpanoesoii ogpuc Beemuproii opeanuszayuu 30pasooxpanenus
6 Kasaxcmane, Acmana, Pecnyoauxa Kazaxcman;
‘Hayunoiii yenmp neduampuu u 0emckoi xupypeuu, Aamameot,
Pecnybauxa Kazaxcman;
Esponeiickoe pecuonanvhoe 61opo Beemuproii opeanusayuu
30pasooxpanenus, Koneneaeen, Jlanus
AkTtyampHOcTh. [lo maHHBIM BcemupHO# opraHm3amun
snpaBooxpaHeHust (BO3) B 2023 r. B mupe BoisiBiaeHo 400 000 ge-
Teil ¥ MOAPOCTKOB C BIEPBbIC YCTAHOBASHHBIM AMarHO30M pax.
CornacHo mTaHHBIM MMHUCTEPCTBA 3ApaBooXpaHeHus: Pecriy-
onuku Kazaxcran (PK), B cTpaHe B cpeiHEM eXKeroaHo IMarHo-
cTupyercst okos10 600 mereii co 3710Ka4eCTBEHHBIMU HOBOOOpa-
3oBaHusiMu (3HO). Poct 3a6oeBaeMocTu aeTckum pakom (1 P)
B PK 3a nmocienHue 8 net He oTMeueH — okoJjio 10 ciyyaeB Ha
100 ThIC. AETCKOro HaceJeHUsl, YTO B CpPEIHEM HIXKe, ueM
B EBporne u CIIA. Tem He MeHee cMmepTHOCTH OT JIP B PK
B 2022 1. coctaBuia 4,4 caydast Ha 100 ThIC. AETCKOTO HaceaeHUs,
4yTOo B 2 pa3a BhIlIe yeM B ctpaHax EBponbl u CIIA.

Ilenu u 327244 — BBISIBUTH IPUYMHBI TIO3IHEN TMAaTHOCTUKHI
1 HecBoeBpeMeHHoro Havaja jieueHus: JIP B PK u onpenenutsb
BO3MOXHbIE IIYTU MX IIPEOIOJICHUSI.

Marepuajsl 1 MeTobl. B coBMecTHBII NpoekT EBpomnelicko-
ro 6opo (Eb) BO3 u MexayHapoaHOro areHTCTBa IO U3yve-
Huto paka (MAWP) no BeIsIBIeHUIO 0apbhepOB Ha ITyTU PAaHHUX
OUarTHOCTUKM M Havana JyedyeHus [P, mazpanHbiii DEDICA,
Bonutn 100 mamrmeHToB B Bo3pacTe 0—17 J1eT ¢ BriepBbIe yCTAHOB-
neHHbIM mrarHo3oM 3HO B cpoku He 6o1ee 3 Mec OT Havasia uc-
CIeIOBaHMSI, TTOTYIABIINX JICUCHIE Ha 0a3e 2 pecITyOIMKaHCKIX
nenTpoB PK: Kazaxckoro HaydHO-HCCIIeI0BATEILCKOTO MHCTH -
TyTa OHKOJIOTUM W paguojoTnuu 1 HaydHOTO 1IeHTpa TTIequaTpumn
M 1eTcKoi xupypruu (Anmatsl). Bee netu nojydanu HeoOXoau-
MBbI€ BUABI CIICHIMAIM3UPOBAHHON TepaIliy COTIIACHO KIIMHWYE-
CKMM IIPOTOKOJIAM TMATHOCTUKU W JICUCHUS TETCKHUX OITyXOJIei
PK. C60p naHHBIX TPOBOAUJICS B BUJE UHTEPBbIO C POJAUTEIIS -
MM TALIMEHTOB B COOTBETCTBUHM C aHKETaMU, pa3paboTaHHBIMU
Eb BO3 u MAUP coBMecTHO ¢ aKcriepTaMM, HallMOHATbHBIMU
crneluagucTaMu, npoiieamu TpeHuHr B MAUP. MennunH-
ckaslt uHdopmalys Obljaa mojydyeHa M3 MHGOPMALMOHHON CU-
crembl DAMUMED. INonyyeHHble JaHHBIE PErMCTPUPOBATINCH
Ha mmatgopme REDCap.

PesyabraTel. Cpenn nanrenToB 0bmn 51 (51,0 %) mManbumk
u 49 (49,0 %) nesouek. CpenHuii Bo3pacT coctaBuia 9 yet (or
4 mecsieB o 17 net, meguana — 10 er). OcTpsiii netiko3 (OJI)
(32,0 %) sBusics HauboJiee YaCTOi HO30J0THEl, HA 2-M MECTe

PA3JEN I

OBLIN OITYXOJIM LieHTpabHOM HepBHOU crcTeMbl (LIHC) (25,0 %).
[TepBbiec cumnTOoMBI 3a00s1eBaHus B 98,0 % ciryyaeB ObLIY BbISIB-
JieHbl WwieHaMu ceMmbu. [1pu ompoce 59,0 % cemeii uMenu TPy -
HOCTH TIpU TOJIydeHUH MH(GOopMauu (Kyaa o0paTUThCs/y KOTO
CIIPOCHTH) Ha 3Tarie IepBUYHOTO obpameHus, 16,0 % oTMeTnu
3HAYUTEJIbHbIE CJIOXKHOCTU B 3TOM, 25,0 % ONpOIIeHHBIX CYMTA-
JIM, 4TO BCe ObL10 JIeTKO. B cpeaHem 10 MOCTaHOBKU AMarHo3a pe-
6eHok nmocetun 4 Bpaueii (ot 2 no 7, menuana — 4). CpemgHee Bpe-
MSI OT TIOSIBJICHMSI TIEPBBIX CUMITTOMOB 10 TIePBOI KOHCY/IBTALINT
Bpayva coctaBuiio 12 aHeii (o1 1 go 248 nHeit, MenuaHa — 5 IHEM),
OT IEepPBOM KOHCYJBTAlMM Bpaya A0 MOCTAaHOBKM AMAarHo3a —
44 nug (ot 1 go 383 nHeit, MmeauaHa — 26,5 aHsI), OT IOCTAHOBKU
JMarHo3a A0 Hayajla IpOTUBOOITyX0JeBoi Tepanuu — 4 aHs (OT
1 no 28 nHeit, MenuaHa — 1 JeHBb).

BeiBoapl. 3HO y neteit — peakasi, TpyaAHO AMarHOCTUpyeMast
MaTOJIOTUSI, TIepBO MaHMecTallMeil KOTOpOil MOXET CTaTh
MHOXECTBO Pa3JIMYHbIX MAaCKUPYIOIIMX CUMITOMOB, TOTJa KakK
crneurduueckre mposiBiaeHust 00JIe3HU POAUTEIN U POACTBEH-
HUKU MalMeHTOB OOHapYKUBaIOT, KaK MpPaBUJIO, YXKe Ha TMO3/-
HUX cTagusx. bosee mumpokast ”HGOPMUPOBAHHOCTh HACEICHMS
¥ MEIMLMHCKUX PAaOOTHUKOB O JTaHHOM MaTOJOTWH, MOBBILIE-
HHUE OHKOJIOTMYECKOW HACTOPOXEHHOCTH, B YaCTHOCTU B PO-
JIUTEJbCKUX COOOIIeCTBAX M Ha MEPBUYHOM YPOBHE OKa3aHUs
MEIUIIMHCKOW TOMOIIN, MOXET CIIOCOOCTBOBATb YKOPOUEHHUIO
CPOKOB AWarHOCTUKU U, COOTBETCTBEHHO, YIYUYILIEHWUIO TTPOrHO-
3a MpU JETCKUX OHKOJOTMYECKUX 3a00JIeBaHUIX, YTO NIPUBEIET
K CITaCeHUIO OOJIBIIIETO YKCIa IeTCKUX KU3HE.

Ananu3 cnyx6bl <gemcKas oHKonorus
U remamonorus» Ha hefiepanbHoM ypoBHe
C NPUMEHEHUEeM 3NeKMPOHHOro nacnopma

cnyx6bl no npochunio

A.C. Ciunun, ®.H. Koctun, B.B. JIlemkun, M.O. Crapukos
OI'BY «<HMHUI] JITOH um. Jimumpus Poeauesa»
Muwnszdpasa Poccuu, Mockea

AKTyasbHOCTBb. BoTBIIOI 00beM JaHHBIX, HEOOXOMMMBIX TSI
00pabOTKU MpPU MPUHSTUU YIIPABJIEHUECKUX PEIIEeHUid, Tpedy-
€T MPaBWILHOTO CUCTEMHOTrO Toaxona, (OpMUpPOBaAHUS MHO-
TOKOMITOHEHTHOI CHCTEMbl YIIpaBieHUs HaHHBIMHU, YI00CTBa
npeacrasiaeHus nHopmauuu. B nensx peanusauuu TaHHOTO
TOIXO0Ma Ha MOACIIM CIIY>KOBI OKa3aHUS MEIUIIMHCKOM TTOMOIITN
Mo NMpoduio «IeTckasi OHKOJIOrus U remartosiorusi» B 2020 .
OBbLIO TIPUHSTO pELIeHWEe 0 HEOOXOIMMOCTU Pa3pabOTKU U BHE-
IPEHMS IM(MPOBOTO MACTIOPTa CITYXKOBHI.

Ilemm w 3amaum — pa3paboTKa W BHeApeHue HU(pPOBOit
CHCTEMBI, TTO3BOJISIONICT Ha OCHOBE TIPUMEHEHMS TEXHOJIOTUIA
WHXXECHEpUU 3HAHWI BBIIBUTh <«IWHAMMYECKHE» W3MEHCHUSI
B MEAMIIMHCKMX OpraHu3alusix B cyobekTax PD.

Marepuanasl u Metoabl. CrieliMaaucTaMM YIpaBICHUS IO
Hay4YyHO-aHaJUTU4ecKoil padore ¢ peruoHamu OPI'bY «<HMMUAI]
ATON um. Imutpus PoraueBa» Munanpasa Poccuu ObL1a pas-
paboTaHa U BHEApPEHa DJEKTPOHHAsI CUCTEMa aHaau3a COCTOSI-
HUSI CTYXKOBbI 110 TPOGUITIO «I€TCKast OHKOJIOTUSI M TeMaTOJIOTUsI»
B cyobekTax P®. JlanHas aBTOMaTu3upoBaHHas cucrema, 0Jia-
rogapst IpUMEeHEHUIO TEXHOJIOTUI MHXXEeHEePUH 3HAHUH C TTOCTIe-
JYIOLIMM TIpeACTaBIeHUEM JaHHbBIX METOJaMU BU3yalbHOM aHa-
JINTUKU, TIO3BOJISIET OLIEHUTh U MTPOaHAIM3MPOBaTh MapaMeTphl
npodUJIbHOM CIIy:KObI B cyObekTax PD, a Takke OLEHUTL M-
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HAMUKY U3MEHEHUS B «IKOPHBIX» MEAMLMHCKMX OpraHu3aly-
SIX ¥ TIPOBECTU CPAaBHMUTEJIbHBINA aHAIN3 MEXIY MEIUIIMHCKUMU
YUPEKIEHUSIMMU.

Pesynsratel. B pamkax BeimosHeHust OeepaibHOTO TTPOEKTA
«Pa3BuTHe ceT HAIIMOHATBHBIX MEIUITMHCKUX UCCIICI0BATCIb-
CKMX IICHTPOB ¥ BHEAPEHE MHHOBAIIMOHHBIX MEIMITMHCKUX TEX -
Hoyoruit» crietranuctaMu ®I'BY «<HM UL ATOU M. AMuTpust
Porauesa» MuH3npaBa Poccuu 66110 ipoBeieHO 138 BbIe3AHBIX
Meponpusatuii (6 Bele3goB — B 2018 1., 31 Bole3n — B 2019 .,
30 Beie3goB — B 2020 1., 20 Bele3goB — B 2021 1, 15 BbIE370B —
B 20221, 16 Beie3noB — B 2023 1., 20 — B 2024 1.) B cyobeKTHI PD
JUIST U3YYeHUST M aHAJIM3a JAOCTYMHOCTU M KadyecTBa OKa3aHUsS
MEIUIIMHCKOM MOMOIIH JeTckoMy HacesneHuio P mo mpodpu-
JTIO «[IeTCKasi OHKOJIOTUS Y TeMaTos0rus». [10 uToram Bble3IHBIX
MEPOMPUATUN CYyMMapHO OBLIO MOATOTOBJICHO U MPOAHATU3U-
poBaHo OoJiee 225 aHATUTUYECKUX OTUETOB (M3 HUX — 89 Ucxo-
HBIX), OTPAXKAIOLIMX COCTOSIHUE CY>KOBI IO MPOGUITIO «AeTCKast
OHKOJIOTHS Y TeMATOJIOTUS». DJIEKTPOHHAs CUCTeMa OLIEHKU Ka-
YecTBa OKa3zaHUs MPOMUIBHON MEIUIIMHCKON MOMOIIU MO3BO-
JINJIa BBISIBUTH «IMHAMWYCCKUE» M3MCHEHUS B MEIWIIMHCKHX
opraHmM3anusx B cyobekrax PO.

BbiBopI. DIIeKTPOHHAS CUCTEMA OLICHKN KauecTBa OKa3aHUS
npoUIbHON MEIULIMHCKON MOMOIIHU, SIBJISIOLIASCS ONHUM U3
KJTIOUE€BbIX KOMITOHEHTOB 3JIEKTPOHHOTIO MacIiopTa CJIyXXObl 1eT-
CKOI OHKOJIOTMU U TEMATOJIOTUHM, TT0Ka3aJla CBOIO BbICOKYIO 3(h-
(eKTUBHOCTb U yIOOCTBO aHalM3a 00JbIIOro o0beMa TaHHBIX.
BHeapeHue aHaTOrMYHBIX HIUQPPOBBIX CUCTEM B LIEASIX AUHAMMU-
YECKOU OLIEHKHU APYrux npoduieil okazaHus: MEAULIMHCKON MO-
MoOIIX ¢ (GOPMHUPOBAHUEM SIMHOTO MU(PPOBOTO KOHTYPa CUCTE-
MbI 3JpaBOOXpaHeHUs Ha (eaepaTbHOM YPOBHE — CEAYIOIINMA
3Tam pa3BUTHSI HTM(MPOBBIX «IBOMHUKOB» 3APaBOOXPAHCHMUSI.

Oxa3aHue cneyuanusupoBaHHoil
MeAUUUHCKoll nomowu no hpounio
«[lemcKas OHKonorusa» nocpecmsom
menemMeUUUHCKUX KOHCYNbMayuii: onbim
HUU pemckoli oHKONOruU U remamonoruu
um. akag. PAMH JI.A. flypnosa HMHL

oHKonoruu um. H.H. bnoxuna

B.M. IIlabanoBa, K.!. Kuprusos, C.A. Koran,

C.H. Muxaiinosa, A.A. Manaxosa, T.B. I'opoyHosa,
C.P. BapdonomeeBa
Hayuno-uccaedosamenvckuii uncmumym 0emcKoil OHK0A02UU
u eemamonoeuu umenu akademuxa PAMH JI.A. [lypnosa OI'BY
«Hauyuonanvrwiil MeOuyuHCKUl uccredosamenvCKuil UeHmp OHKO0AOUU
umenu H.H. baoxuna» Munszdpasa Poccuu, Mockea

AkryambHocTh. TMK uepe3 DenepaibHyio TeaeMeIULIMH-
ckyto uHdopmanonnyo cuctemy (DTHUC) Munsnpasa Poc-
cuu, orrepatopoM kKotopoii sieisiercss PI'BY «BIIMK «3ammra»
MunszapaBa Poccuu, HIMPOKO MPUMEHSIIOTCS Ha TEPPUTOPUU
CTpaHBbl M 00ECIeYnBaIOT KaueCTBEHHBINT 00MeH MHMopMaleit
MeXy pabOTHUKAMU 3PABOOXPAHEHMUS B LIEISIX JTUATHOCTUKH,
JleueHus 1 nmpodunaktruku 3adoneBanuii. [Iposenenne TMK 1o
npodUIII0 «IeTCKasi OHKOJOTHS» ITO3BOJISIET HE TOJIBKO YJIyd-
LIWTh KAY€CTBO OKA3aHUS MEAULIMHCKUX YCIYT, HO U MOBLICUTD
3(dHeKTUBHOCTDL pabOTHI Bpaueil Ha MecTax.
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Iemn u 3amaum — nipenacraBieHue gaHHbix o TMK HUHN
JIETCKO OHKOJOTMM U TremaTtojoruu wuM. akaa. PAMH
JILA. lypraoBa ®I'BY «<HMMUII onkomoruu um. H.H. Bioxuna»
Munsnpasa Poccun (HUM JOuI’) B henepanbHbix okpyrax PO
322024 1.

Martepuajsl u MeToabl. AHaIU3 npoBeneHHbIXx TMK B ycio-
Bussx HUUW 10ul], ananu3s B pa3pese dhenepaibHbIX OKPYTOB, Y-
cJI0 rocniuTanu3anuii nepBuyHbIx nmamenTos B HUM JOul no
pewenutro TMK.

Pesynsratel. Yucio TMK 8 HUW JOul pacrer ¢ Kaxabim
rogoM. Yepes ®TUC Munsnpasa Poccuu Ha oktsiops 2024 .
roctymmiio 4309 3asBok, uto B 1,4 pa3a 0ombiie, yem B 2023 &
(3072 3asgBku). Bosbliie Bcero 3asiBOK MOCTYIIANO, TTOYTH B PaB-
HbIX nossix, u3 LlentpanbHoro denepanbHoro oxkpyra (LLPO)
(738, win 17 % ort obiero uncia), [IpuBomkckoro denepaib-
Horo okpyra (ITPO) (702, unu 16,3 %) u CeBepo-Kapkazcko-
ro denepanpHoro okpyra (CK®O) (694, vnu 16,1 %). Jdanee
cnenoBanin JlambHeBocTOuHBIN (denepanbHbiii okpyr (APO) —
585 3asBok, Cubupckuii (enepanbhbiii okpyr (CPO) — 529,
HOxubit penepanbhbiii okpyr (FOPO) (Bkouast Tepputopun
Honeukoit Haponnoii Pecriyonuxku (JIHP), Jlyranckoit Hapon-
Hoii Pecniyonuxu (JIHP), 3amoposxkckoit u XepcoHckoil obia-
creit) — 455, Ypanbckuit denepanbhbiii okpyr (Yp®@O) — 361
u Cesepo-3anannsiii penepanbHbliit okpyr (C3DO) — 245. Kax-
nbiil henepanbHbiil okpyr PD 3a ron yBenmuw obiiee Koiuye-
ctBo TMK, nampasnennbix B HUM J1Oul. K okrsiopro 2024 .
B cpaBHeHuu ¢ 2023 r. [IMDO yBenuymn KOJIUYECTBO HAMpaB-
JICHHBIX TejaeMeauunHcknx 3ampocoB B HUM J10Oul na 231,
C300 — 80, FODO (Bxmouas teppuropuu [JHP, JIHP, 3ano-
poskcKoi 1 XepcoHcKoit obnacteit) — 88, CKDO — 226, [TPO —
205, Yp®O — 42, CDO — 175, ADO — 190. Obmmee Koamye-
CTBO TOCTWTAJIM3AlIMK TEPBUYHBIX TauueHToB Ha 2024 T
cocraBuio — 1708 (39,6 % ot obuiero yucia TMK). DO,
CK®DO u [MPO takke auaupyiot ¢ nokazateasmu 30 %, 18 %
n 15 % cooTBeTCTBeHHO. MeHbIlle BCEro TOCMUTAIM3ALUNA U3
C3®O0, u4To 3aKOHOMEPHO B CBSI3U C TEPPUTOPUATBHON OJIM30-
CTBIO UHBIX MPODWIbHBIX (DeiepaTbHBIX IIEHTPOB.

BoiBoapl. [IprMeHeHME TeIeMEIUIIMHCKUX TEXHOJIOTHI CH-
nmamu HUUM 10Oul Bo3pacraeT paBHOMEPHO IT0 BCeli TEpPUTOPUU
P®, mos3BoissieT okas3bBaTh Y3KONPO(DWIBHYI0 MEIUIIMHCKYIO
TIOMOIIIb BO BCEX PErMOHAX CTPaHBI M CIIOCOOCTBYET COKpallle-
HUIO TIeproaa BepudUKalluy JuarHosa. BeIensnoxkeHHOE SIB-
JISICTCST OMHUM U3 KJTI0YEeBBIX (hakTopoB B JeueHur 3HO cpenmn
JIETCKOTO HaCeJICHUS.
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Vcnexu B BbIABAAEMOCMU
Hedpodubpomamo3a y nemei
B Y36eKucmane 4epe3 noBbilieHue
0CBE/IOMNEHHOCMU 0 PAHHUX NPU3HAKaX

3aboneBanusa
M_.A. Illykyposa'-2

lenmpanorno-Asuamckuii Ynueepcumem, Tawkenm,
Pecnybauxa Y30exucman;
2[lenmp demckoil eemamono2uu, OHKOAOUU U KAUHUHECKOU UMMYHOAOUU,
Tawxenm, Pecnybauxa Y30exucman

AKTyaimpHOCTh. PaHHSIS nuarHocTuka HeiipodundpomMarosa
y oeTeit aBsieTcs BaxXKHEUITUM (paKTOpOM JUIsl CBOEBPEMEHHOTO
HayvaJjia HaOJIIoAeHU U TIpe0TBpallleHUs ocloXHeHu. O0yue-
HUE pOAUTENCH, IeIaroroB 1 MeIUIIMHCKOTO TepcoHaia Iep-
BBIM IpU3HaKaM HelipodnOpomaTosa, TAaKMM Kak IsITHa «Kode
C MOJIOKOM» 1 KOXXHBIC HEIipohrOpOMBI, COKpaIlacT BpeMsl OT
MOSIBJICHUST CUMIITOMOB JI0 TIOCTAHOBKU IHMarHo3a. B ycmoBusix
OrpaHMYCHHOTO TOCTYIIA K CIIeIIMaI3POBaHHOM TMarHOCTUKE
0o0pa3oBaTebHbIC MPOrPaMMBbI UTPAIOT KITIOUEBYIO POJIb, YIyd-
111ast pe3yJbTaThl JeYEeHUS U XXU3Hb AeTeil B Y30eKucTaHe.

Iean u 3agaum — yiaydilleHUe paHHEW AUarHOCTUKU HEUpPO-
¢ubpomarosa y AeTeil B Y30ekucTaHe yepe3 MH(GOPMUPOBAHUE
1 0OyyeHue poauTesieil, MenaroroB U MeIMIIMHCKOTO IepcoHalia
OCHOBHBIM TpM3HaKaM 3abojeBaHus. PacrmpocTpaHeHUe MH-
(GopMaLMOHHBIX MaTEpUaJIOB IO BCEU pecryOJMKe majo BO3-
MOXHOCTb TTOBBICUTh OCBEIOMJIEHHOCTb U MPUBEJIO K YBEIMUYe-
HUIO YMCcIa o0pallleHUil poauTeseii Ipu 0OHapYyXKEeHUHU TIePBbIX
CUMIITOMOB, YTO YMHOXaeT BEPOSITHOCTh PAHHETO BBISIBJICHMSI
¥ 3(ppeKTUBHOTO JIeueHUs1 HelipoudbpomaTosa.

Martepuajsl 1 MeToabl. B paMKax mporpaMMbl OBIIM pac-
MpOCTpaHeHbI (JIaepbl U IUIAKaThl ¢ OCHOBHBIMM TTpU3HAKAMU
Helipopudbpomarosa (MsaTHa «Koge ¢ MOJTOKOM», KOXKHbIE Heli-
poduOpPOMBI), a TaKXKe BJEKTPOHHBIE MaTepHUaJIbl Yepe3 COIM-
ajbHbIe ceTH. JICKIIMM M TPEHWHTH JUIST POIUTENICH, TIeIaroron
W MEIULMHCKNX PaOOTHUKOB ITOBBICWIIM MX MH(MOPMUPOBAH-
HOCTbh, 00CCITeUnBast JOCTYITHOCTh 3HAHWI O paHHUX ITPU3HAKaX
W CTUMYJIVPYST CBOEBPEMEHHBIC OOpaIlcHMST 3a MEIUIIMHCKOM
TTOMOIIIBIO.

Pe3yabraTel. PesynbraThl Mokasanu yBeaudyeHUe 4yucia o0-
pallleH!il poauTeel K crielaiucTaM npu oOHapyKeHUu mpu-
3HAKOB HelpoprOpoMarosa y IeTei, YTO MO3BOJIUIIO YIYYIINATh
BBISIBJIIEMOCTh Ha paHHUX cTanusix. PaHHee oOHapyxeHue 3a-
00JIeBaHUSI CHUKAET PUCK TSKEJbIX OCIOXHEHUN U yJIydllaeT
kauectBo ku3HM (K2K), yto montBepxkmaer 3hheKTUBHOCTD
MPOTPaMMBI.

BoiBoapl. O6pa3oBaTebHBIC KaMIIAHUU W JOCTYIT K MHMOP-
MaIli¥ TOKAa3aJIi CBOIO 3HAUYMMOCTD, TTIOOYKIast pOaUTeIe U Tie-
JaTOTOB 00paIIaThCs 32 MEOUIIMHCKON TTOMOIIBIO W YIydIas
TIPOTHO3BI IS ACTel ¢ 3TNM 3a00JIeBaHNEM B Y30EeKHCTaHE.

PA3AEN I ~ 16 ~
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JNMUAEMUONIOTHYECKUE UCCNENOBAHNUA B OBJIACTH
JETCKOH OHKOJIOTUW U TEMATOJIOTUH B CYBBERTAX
POCCHHCKON ®WEREPALMKN U CTPAHAX CHT,

A TARHE NPUHUMUNDI PETHUCTPALWUN U MOHNUTOPUHTA NMALIMEHTOB
B AETCKOH OHKOJIOTHH U TEMATOJIOTHH

Ananu3 3abonesaemocmu ocmpbimMu
neiiko3amu gemeil o 1 ropa B Yenabuuckou
obnacmu (2007-2022 rr.)

M.B. Jannnosa, M.B. Peiimep, C.I'. KoBaenko,
E.B. Tembix, 1.1. Crmuak

TAY3 «Yensbunckas obnacmuas 0emcKas KAUHUYECKAas O0NbHUYa»

AktyaasHocTh. OJI y meteii 1o 1 roga — 3To peaKoe OHKOJIO-
ruJeckoe 3aboyieBaHre, KOTOPOE BKIIIOYAET B Ce0sT OCTPBIC JIMM-
dobaactHbeie (OJIJI) u octpbie muenounHbie (OMJI) 1eiKO3bI.
V nereit mnanme 1 roma OJI mposiBAsIIOTCST OCOOBIM 00pa3oM,
OTJINYASICh OT KIMHUYECKUX KapTUH, BCTPEYAIOIINXCST Y JeTei
cTapilero Bo3pacTa.

em u 3amaum — u3yuuth sanugeMuogoruio OJI B meTckoit
nonynsanun YemnsomHckoit obmactu 3a 2007—2022 1T y meteid
B Bo3pacTe 10 | roma; mMpoBECTH aHaIM3 CTPYKTYPhI MJlageHye-
CKHX JIEKO30B; OLIEHUTh pe3yiabrarhl siedeHus OJI y gereit mo
1 roga (o61asi BKuBaeMocTh (OB)).

Marepuajsl 1 MeToabl. OOBEKTOM MCCAEA0BaHUS ObLIN BCE
clydyad MJIaJICHYECKUX JICHKO30B, 3aperMcTpMpoOBaHHbIC Ha
Tepputopun YensadbuHckoii odonactu 3a nepuoa 2007—2022 rr
HccrenoBane TPOBOAWIOCH PETPOCIIEKTUBHO, MCTOPUKO-
apXUBHBIM MeTonoM. I1o maHHBIM JUCITAHCEPHBIX KYPHAJIOB
¥ KapT HAOJIONECHUS, a TAKKE C YIETOM BBIOOPKM PETHMOHAIb-
HOTO JETCKOTO KaHIIep-pEeTrucTpa peTPOCIIEKTUBHO U3YUYCHBI Ya-
crotHble nokazatenu OJI y neteii B UensasObuHckoi obgactu 3a
16 net, onpeneneHa noiist MiaageHyeckux OJI B 3Toi IpyIiie 3710-
KayeCTBEHHBIX 3a00JIeBaHII KPOBU.

PesyabraTer. C 01.01.2007 mo 31.12.2022 B neTcKoi MOMysi-
1 Yensa6MHCKOM 006acTu ObIIO 3aperucTpupoBaHo 444 ciy-
vast OJI, u3 nux OJIJI — 378 (85,2 %), OMJI — 66 (14,8 %). [1pu
3TOM MJIaIEHYECKMX JIEMKO30B M3 HKUX Obl10 Beero 17 (3,82 %).
B rpymnne miageHYecKuX JIEMKO30B Mpeodaaganu MallbuMKu,
Mk — 1,1:1. U3 17 maniueHTOB MaIbuMKOB ObLTO 9, IeBouek — 8,
YTO ITPOTUBOPEYUT JIUTEPATYPHBIM JaHHBIM, COTJIACHO KOTOPBIM
yaiiie 00JIeloT 1eBoYKU. MeanaHa Bo3pacta y miaaeH1es ¢ OJI Ha
MOMEHT OCTAaHOBKMU auarHo3a cocrasmwia (M £ m) 6,5 £4.5 (or
2 no 11) mec. B xone uccienoBanus ObUIO BBISIBIEHO, YTO 0O0JIb-
LIMHCTBO MJIaIEHIIEB POXUBAIU B uepTe ropoaa — 14 (82,3 %)
u tonbKo 3 (17,7 %) — B cene. CpemHwmit ToKazaTesb 3a00eBae-
moctr OJI B merckoii momynsiuuy YerssOMHCKOM 001acTu 3a U3-
yaaembrit iepron coctaBui 4 Ha 100 Teic. ExkeromHo umcmo OJ1
y IeTel cocTaBsuio oT 21 10 42, U3 HUX MilafieH4eCKuX — OT 1 10 3.
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Maxkcumanbaoe unciao OJI y neTeil B yKa3aHHBIN TTepUOJ TIPU-
nutoch Ha 2017 1. (42 cayyast), MaKCUMaJIbHOE YMCIIO MIafieH-
yeckux OJI — Ha 2018 . (3 cygast). B cTpykType MiageHIeCKIX
JIeiiK030B 3a 16 neT npeobnamaet OJIJI — 10 (58,8 %) ciyuaes,
¢ OMJI 6buto BoisiBiieHO 7 (41,2%) nauuentoB. M3 378 ciyyaeB
OJIJ1 Ha MiageHdYecKue Jaeitko3sl mpuiniocsk 10 (2,6 %), ciyda-
eB, a u3 66 cmyyaes OMJI Ha MitaieHUYeCKMe JTEUKO3BI TPUIILIOCH
7 (10,6 %). Cootnomenne OJIJI:OMJI y mianeHLeB COCTaBHU-
70 1:0,7, 94TO CUJIBHO OT/JIMYaeTCss OT TAKOBOI'O BO BCEii IPYIIIIe
OJI — 1:0,18. Takum o6pazom, y aereii 1o 1 rona OMJI Bctpeuan-
csl IOYTHU B 4 pa3za yallle, 4eM y ieTeil Oosiee crapliuero Bo3pacra.
AHaJIM3 BbDKMBAEMOCTH MOKA3aJl BHICOKME IS MIIAAEHYECKUX
Jeitko3oB undpel. M3 10 MaageHues, croakHysmmxcs ¢ OJII,
7 (70 %) neTeii yCHeIIHO 3aKOHYMWIM JIEYCHHUE U 3I0POBBI, U3
7 ¢ OMJI — 5 (71,5 %), OB cocraBuna 70,5 %. OB BbIlUIa Ha
riaTo Ha 12-M mMecslie HabmoneHus. et He peuauBUPOBaIN
M HAXOMOSTCS B PEMHUCCHUU 10 HACTOsI1Iee BpeMsi. MUHUMAaIIbHbIIA
MepUo/ HaOIIOIEHUS COCTaBIII 26 MecC.

BeiBoapl. B Yenssounckoit odmactu 3a 2007—2022 rr. mia-
JeHYecKMX Jeiko3oB obuto 17 (OJIJT — 10 (58,8 %), OMIJI —
7 (41,2 %), onu coctaBuiu 3,82 % OT umciia aeTeil, 3a00J1eBIIMX
OJI (n = 444). CtpyKTypa MJIaIcHYECKHNX JIEHKO30B OTINYAECTCS
OT cTapiiieii BO3pacTHOI TpyMIibl, Mpeodiaganu Manbuuku. OB
cocraBwia 70,5 %. Cnoxuioch MHEHUE, 4YTO Ha nokasareib OB
IpY MIIaJICHYECKMX JIeiiKo3aX OOJIbIIOE BAMSHIE OKa3bIBAET Ka-
YeCTBO BBIIMOJHEHUS IIPOrPAMMHOI U COIPOBOAUTEILHOM Tepa-
MU,
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[lemepMuHanmbl no3AHel AUArHOCMUKU
U 3ano3panoro nevYeHuna AemcKroro paka
B HbIprbi3ckoil Pecnybnuke Ha ocHoBe

AaHHbIX uccnenosanuda DEDICA

2K.A. Kambaposa', O.B. Tpycosa?, P.H. Uapucosa',
C.A. CrambexoB!, A.A. Aiinapoekosa’, B.E. Cmeos*,
A.JL. Kapsambo?, M.A. Kopoekc*
'HayuonanvbHbLil yeHmp 0XpansL mamepuncmea u dememea, buuikex,
Koipeviackasa Pecnybauka;
2Mexcdynapodroe acenmemeo no uzyueruio paka, Eeponeiickoe
peauoHanvHoe 010po BecemupHoil opeanuzayuu 30pagooxpaHerus,
Jluon, @panyus;

JTOY BIIO «Kvipevizcko-Poccuiickuii Crassanckuii Yuueepcumem umenu
b.H. Eavyuna», buwkex, Koipevizckas Pecnybnauka;
‘Eeponeiickoe pecuonansHoe 610po BcemupHoii opeanuzayuu
30pasooxpanenus, Koneneaeen, Jlanus

AkTtyanasHOCTh. [IP mpencraBiseT coboil riiodaibHYIO TMpO-
OsieMy, yCyryojsieMyl0 TIO3AHEHl OMarHOCTUKOM, HepaBHbIM
JOCTYIIOM K JICUEHHIO, a TakXke 3HauMTeJbHON (uHaHCOBOM
¥ 5MOIIMOHAJIbHOM Harpy3Koil Ha cembu. IlokazaTtenu BbIKU-
BacMOCTH PE3KO Pa3IMYaroTCs: B CTpaHaX C BBICOKMM YPOBHEM
J0X0JIa BKMBaeMOCTb cocTaBisieT 6osiee 80 %, B TO BpeMsi Kak
B CTpaHaX CO CPETHMM U HIKE CPEIHETO YPOBHSIMHU JOXO0Ia OHA
cocrabisieT MeHee 20—40 %. Iepsbiit nokinan BO3 o HepaBeHCT-
Be B oTHolieHuu AP, mpeactasnenHsiil 15 despans 2022 r., mo-
Ka3bIBaeT 3HAYMTEIbHBIC PA3TUIMS B 320016 BAEMOCTH M CMEPT-
HOCTH JIeTell OT paka BHYTPU CTpaH 1 Mexay HuMu. Harpumep,
B Kuoipreizckoit Pecnyonuke cormacHo GLOBOCAN uucino
BbIsiBAeHHBIX ciydaeB P (0—19 net) B 2022 . coctaBmio 188,
ymepiao 77 nereit. OmHOM 13 Mep, HaNlpaBJIEHHbBIX Ha U3yYeHUE
(aKTOPOB, BIMSIOIIMX Ha TTO3IHIOI TMAaTHOCTUKY U 3aI1030aJI0¢
neueHue P B Kreipreidckoit PecrnyOiiuke, sIBJsSIETCSI COBMECT-
He1ii ipoekt EB BO3 1 MAWUP DEDICA.

e u 3ama9m — BBISIBUTH (DAKTOPHI, OIIPEACISIONINE TTO3/I-
HIOIO IMaTHOCTUKY U 3afepKKy Havaja jiedueHus JIP B Kbiprois-
ckoit Pecrryonuke B pamkax poekta DEDICA.

Marepuaisl U MeToapl. B mpoekTe MCTONBb30BAIUCH pa3pa-
OOTaHHBIE COBMECTHO C 2KCIEepTaMU aHKEThl, B COOTBETCTBUU
C KOTOPbIMU OBUTM TPOBEAEHbI WHTEPBBIO PONUTENEH NeTei
C OHKOJIOTMYECKMMU 3abosieBaHUSIMU. HallmoHanbHbIe MHTEP-
BbIOEpHI Ipouuin ooyyeHue B MAW P, naHHbIe BHOCWJIMCH B 6a3y
nanHbix REDCap.

PesyabraTel. Ha cerognsiunuii nenb B Kboipreizckoii Pe-
cIy0JIMKe B MCCJIeIoBaHMe BKIIIOUYEHBI 64 MmaiMeHTa B Bo3pacTte
0—17 ner (cpemHuii Bo3pact — 5 jeT, MeauaHa — 4 rozna); 46,9 %
YYAaCTHUKOB — MaJIbYUKH, 53,1 % — neBouyku. CUMIITOMBI ObIITN
BIEPBbIC BBISIBICHBI poauTesiMu B 95,3 % ciy4aeB, U TOJb-
K0 5,0 % nomo3peBanu pak. bojee MMOJIOBUHBI ceMeil BIIEpBbIE
00paTIINCH 32 MEIUITMHCKOM TTOMOIIIBIO HA YPOBHE MHOTOIIPO-
(¢uabHOrO paitoHHoro yupexaenus (54,8 %) u Ha MepBUYHOM
(30,6 %) yposHe. bosbimmHCcTBO Bpaueit (54,7 %) mipu miep-
BUYHOM OOpallleHWM HaIlpaBWIM JeTeil Ha JTMarHOCTUYeCKUe
ucciaenoBanus. K crienmnanyicraM, BKIOYasi OHKOJIOTOB, ObLIN
MapuipytusrpoBaHbl 40,6 % nereil. B cpenHem 10 moaTBepxKie-
HUS AUarHo3a OHM ToceTuau 1o 4 crneumnanucra (ot 1 go 15).
Ha nuarHoctuyeckom atare 42,2 % poauTesieii fyMajiu, 4To pak
y neteit Hemaneunm. [1pu maHupoBanun teyeHust 45,3 % cemeit
OI1acajIuCh €ro J0POroBu3Hbl, 46,9 % Bbipasuiii GECIIOKOMCTBO
I10 ITIOBO/IY ITOTE€PU 0X0Ia B ceMbe, a 43,8 % paccmaTpuBaIK yaa-
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JICHHOCTB MX MPOKWBAHMS CEPbE3HBIM MPETSITCTBUEM JIJIsT JIeUe-
Hus, 35,9 % ceMeii CTOJIKHYIUCH C (PMHAHCOBBIMU TPYAHOCTSIMU
TIpU TIOCEIICHUU Bpadeil M HallpaBJeHUU Ha JeuyeHue. BoisBie-
HBI ClIelylolle BpeMeHHble UHTepBabl: 1—483 nHs (B cpeaHeM
33 nHg, MeauaHa — 5,5 AHS) OT Hayaja CUMITOMOB JI0 IEPBOTO
BU3UTA K Bpauy; 1—247 nHeii (B cpemHeM 28 aHel, MeauaHa —
13 nHeil) oT mepBOro BU3UTa IO MOCTAaHOBKM auarHosa; 1—301
IeHb (B cpegHeM 14 mHeit, MenuaHa — 3 JTHS) OT TTOCTAaHOBKH
JMarHo3a g0 Havaja JedeHust; 1—681 neHn (B cpenHeM 72 mHs,
MeauaHa — 25 IHel) OT BbISIBJIEHMSI CAMIITOMOB /10 HauaJjia Jieue-
Hust. OCHOBHBIC MPOOJIEMBI, C KOTOPBIMHU CTOJKHYJNUCH CEMbH,
BKJIIOYAJIM OpPraHMU3alMI0 yXoaa 3a JPYTMMU JI€TbMU B CEMbE
(43,8 %), npoxkuBaHUE WICHOB CEMbM BO BpPeMsI TOCITUTAIN3A-
mu pebenka (28,1 %), motepio noxona B cembe (25,0 %), pacxo-
Il Ha Tpa”cnopt (20,3 %).

BoiBoapl. Pesynbrats! uccienoBanust DEDICA natot nenHoe
TpeacTaBiieHre 00 MMEIOIIMXCS Oapbepax Ha IyTH CBOEBPEMEH -
Ho# auarHocTuku u nedyeHust JIP B Keipreizckoit Pecryonuke.
HccnenoBaHue moguyepKUBaeT HEOOXOAWMOCTb IOBBILICHUS
KBAIM(UKALIMN MEIUIMHCKAX PaOOTHUKOB U IIPOBEIACHMS
MPOCBETUTEIBCKUX MEPONPUSTUI Cpelu HaceleHUs Il CHU-
JKEHUsI HepaBeHCTBa B AuarHoctuke u jedyeHuu P Ilpoekt
DEDICA momoXeT nuiiaM, OTBETCTBEHHBIM 3a MIPUHSITUE pe-
LLIEHU, U CIIeLIMaTMCTaM ONPEaeTUTh BO3SMOXKHOCTHU JIJIs1 aKTUB-
HBIX TEUCTBUI U YCTAHOBUTH MPUOPUTETHI JUIST HAYYHO 0OOCHO-
BaHHBIX BMEIIATEILCTB.

AHanu3 3n0Ka4yecmBEeHHbIX onyxonei
Kocmeil y Aemei B yCnoBuax IeMcKoro
ompaenenud I'v POHL PT

3.A. MagamunoBa, M.H. Ymaposa, C.X. Asumos, ®.b. XoioB
I'Y «Pecnybaukanckuii OHK0A02UMECK ULl HAYYHbIL YeHmp»
Munucmepcmea 30pagooxpaneHus: u cOUUANbHOU 3aUUMbL HACENCHUS]
Pecnyoauxu Tadxucukucman, Jywanbe

AKTyaJIbHOCTh. 3JI0KaYeCTBEHHBIC OITyXOJIM KOCTE B MUpPE
y IeTell yallle BCETo BCTPEUaloTCsl BO BTOPOM JIECSTUICTUM K13~
HU U cocTaBsiioT 10—15 % Bcex 3710Ka4eCTBEHHBIX OMyXOJIeid
JeTckoro BosdpacTa. Cpeau 3/10KauyeCTBEHHbBIX OIYXOJIel KOCTei
y Aeteii npeodnaagaioT ocreocapkoMbl (OC) u capkoma FOwuHra
(CIO). B gerckom otneneHnu ['Y «PecIyOMKaHCKWI OHKOJIO-
FMYECKUIl HAayYHbI LIEHTp» MUHKMCTEPCTBA 3IpaBOOXPAHEHMUS
M COLMAIbHOI 3aluThl HaceaeHus Pecnyonnku TamkukucTaH
(POHL) 3a 2020—2023 rr. 66110 3apeructprupoBaHo 538 nep-
BUYHO BBISIBIIEHHBIX naneHToB co 3HO, 33 n3 KoTopbIX ObUIN
co 3HO kocrteit, 4To cocTaBisieT 6 % OT Bcero yncia 60JIbHBIX.

IHemm 1 3a3a9M — M3YYNUTH CTATUCTUKY 3JT0KAYCCTBCHHBIX OITY-
XOJIel KOCTelt y neTeit B ycloBMsIx aeTckoro otaenaeHuss POHLI.

Marepuajsl u MeToabl. 3a 2020—2023 rr. 3aperucTpupoBaHO
33 (100 %) nepBUYHO BBISBIEHHBIX OOJILHBIX CO 3JI0KAYECTBEH-
HBIMU OITYyXOJISIMU KocTeit, 3 KoTophix 20 (60,6 %) neteit Obln
c0C, 12 (36,4 %) c CIOu 1 (3 %) pebeHOK ¢ XOHAPOCAPKOMOIA.
N3 uux 21 (67,6 %) manpuuk, 12 (32,4 %) meBouek, BO3pacT
KOTOPBIX KoJyiebasicst oT 3 1o 16 yser. BolbIIMHCTBO 3TUX JeTei
(60 %) mocTynany B TpaBMaTOJIOIMYECKUE OTAEIEHUS 10 MECTY
JKUTEIbCTBA II0CJIE MOJyYeHHO# TpaBMbl. Ilocse mpousBeneH-
HBIX PEHTI€HOJIOTMYECKUX MCCIeTOBaHUI O0IbHbIC HAIPaBIIsi-
suck B POHLL. T1pu noctymieHuu neTsM MpOBOAUIOCH MTOJIHOE
00cJIeI0BaHKE 10 IIPOTOKOIAM.
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Pesyasratel. M3 33 (100 %) GoabHbix gereir 20 (60,6 %)
noctynuiu co I cragumeit, 1 (3 %) c¢ 11 crammeit, 12 (36,4 %)
¢ IV cragueit. Pogutenu 4 (12 %) GOJIbHBIX KATETOPUYECKU OT-
KazaJlich OT BCEX BUIOB 00CJIeI0BaHMSI, TMAarHO3 ObLI ITOCTaBJIEH
peHTreHojiornuecku. Iate (15 %) nmauneHToB Iocjie OMOTICUN
1 MOPGOJIOTMYECKOTO MTOATBEPXKACHMS IMarHo3a 0TKa3ajich OT
npeIoKeHHoro JeueHus. Teparnuio moayamnu 24 (73 %) peder-
Ka: HeoagbloBaHTHas mnonuxumuotepanus (I1XT), onepauus
(amnyTauus v 9K3apTUKyJasuus) U agbioBanTHas [TXT. U3 Hux
S OOJIbHBIM, YYUTHIBasl pacraiaiollyio OMmyXoJjb, ObUIM TTPOBe-
JIEHBI OIlepalluy: aMITyTallus KOHEYHOCTE ¢ CaHUTapHOM 1ie-
Jbto. Jo HAcCTOSIIIero BpeMeH! 5 MallMeHTOB M3 3TOM TI'PYIIIIbI
GOJIBHBIX TTPOIOJIKAIOT ITOIyJaTh JiedeHHe, 6 JeTeil HaXOmsITCsT
Ha TMHAMWYECKOM HaOJIOACHUM B TeuyeHue 2 JieT, U3 HUX y 4
(67 %) ormeuarorcst MetacTasbl B jJerkux. Cynp6a 9 GONBHBIX
HeusBecTHa, 13 meTeit morubau oT reHepaau3aluy npolecca.

BoiBoabl. AHAIN3 JIeUeHUS 3JT0KAYECTBEHHBIX OIyXoJiel KO-
CTeil ToKa3all, UTo JieYeHUe MaHHOW MaTOJOTUU TpeOyeT KOM-
TUIEKCHOTO MOIX0Aa U B OOJBITMHCTBE CIIydaeB 3aKaHIMBACTCST
KaJieyalIiMy OTlepallisIMU, TaK KaK OOJIBITMHCTBO OOJTBHBIX IT0-
crynawT B POHII ¢ yxxe pacnagaiomMucs ormyxXoiasiMu.

CmpyKkmypa 3n0Ka4yecmBeHHbIX
HoBOOOpa3oBaHuil cpeau AemcKoro

Hacenexus KanuHuxrpaackoi o6nacmu

2K.JI. Manaxosa!, 1.B. T'onuapos?, JI.A. Ilepmunosa’,
9.A. Kamyoa', C.B. Kopenes'
IDrAOY BO «Banmuiickuii ghedepanbhblii yHueepcUmMem umenu
Hmmanyuna Kanma», Kaaununepao;
2I'BY3 «Jlemckas obaacmuas 6oavhuya Kasununepadckoii obnacmuy,
Kanununepao

AxkTtyamsHOCTh. [Tocnmemrne 20 met B Poccum, B TOM 4mciie
u B KaauHuHIpaacKoit 061acTh, peruCTpUPYETCs IIPUPOCT JOJIU
JeTeii-uHBanunoB. Haubosee CylieCTBEHHBIM CTajl IIPUPOCT
MICUXUYECKMX paccTpoiicTB (Ha 119 %), Gosre3Heil 9HIOKPUHHOM
cucrembl (Ha 104 %) 1 HOBooGpa3oBauuii (Ha 83 %). Cnenmyer
MOAYEPKHYTh, YTO UMeHHO 1151 3HO XapakTepeH BBICOKUI ypo-
BEHb JIETAIBHOCTHU, YTO AEIAeT UX CEPhE3HOM YIPO30ii IS K13~
HU JeTel.

Ieam m 3amaum — nipoBecTH aHanu3 cTpykTypbl 3HO cpenu
OUCTIAaHCEPHOM TPYIIbl IETCKOro HaceiaeHus: KammHuHTpan-
CKO 00J1acTH.

Marepuanasl u Meronbl. B paboTe ucnojb3oBaiuch AaH-
HbIE JIETCKOro KaHIlep-perucrpa KajaumHUHIpaackoil oGiactu
nu MHUOM um. I1.A. TepueHa, opuumaabHbie CTAaTUCTUYECKUE
otyeTHbie (opMbl PocrorpedHamzopa. CTaTUCTUYECKYIO 00-
paboTKy MaHHBIX MPOBOAMJIMA C MCIOJIb30BAHMEM IIPOrPAMMBbI
Microsoft Office Excel 2007.

Pesynpratel. [lo mgaHHBIM 00JaCTHOrO IOIMYJISILITUOHHOTO
pakoBoro peructpa I'bY3 «Ounkonorunuyeckuii neHtp Kanu-
HUHIpaACcKoi obsacTu», Ha KoHell 2023 . Mo AMcnaHCEpHbIM
HabmoneHueM Haxoawiuch 29 049 nauuveHToB. M3 HUX AeTH OT
0 mo 17 ner cocraBuiu 0,83 % (243 yenoBeka): Mmasibuuku — 134
(55,1 %), nesouku — 109 (44,9 %). Ha nomro 3HO cpenu 3a60-
JIeBIIMX AeTeit B Bo3pacte oT 0 no 14 net npuiiock 0,62 % (29
3HO), or 0 go 17 aet — 0,87 % (41 3HO). B ctpykrype 3HO
JIAVPYIONIYIO TTO3UIIMI0 3aHMMAlOT HOBOOOpa3oBaHUs JIMM(pO-
MIHOM, KPOBETBOPHOM M POJACTBEHHBIX UM TKaHei (44,85 %):
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OJIJI — 72 pebenka, OMJI — 7, ocTpblil TpOMMETOLIMTAPHbII
JIEMKO3 — 2, XpOHWYECKUI TMMGPOLMTAPHBIN JIeiiKo3 — |, TuM-
(oumHbIN JIeIKO3 HEYTOYHEHHBIM — 1, nmuMdoMa XOMKKMHA
(JIX) — 11, nHexomxxkunckue sumdombl (HXJT) — 15 (B ToM un-
cie nuddysHasa — 8, aumdoma bepkutra — 5), MHOrooyaroBblii
¥ OTHOCHCTEMHBIN TUCTUOIIUTO3 M3 KJIeToK JlaHrepranca — 3,
HEYTOUYHCHHBIC HOBoOOpa3zoBaHus — 5. Ha momro 3HO romos-
HOTO MO3ra M Mo3xeuka npuxonurcs 9,1 % — 22 yenoseka. Ta-
KO€ K€ YMCJIO TTAalIMEHTOB COCTOUT Ha AMCIAaHCEPHOM y4yeTe CO
3HO nouku 1 Mmo4yeBoro my3bips (22 pebenka — 9,1 %). YeTBep-
Tyt no3uliuio B ctpyktype 3HO 3aHMMaOT HOBOOOpa30BaHUS
SHIOKPUHHBIX opraHoB — 7,4 %, 5-10 — 3HO coeAMHUTETbHOM
M MATKUX TKaHei — 5,3 % (13 nauuenToB). Janee cieayior 3HO
KOCTHOI cucteMmbl — 11 (4,5 %) yenoBek, yalle JOKyMEHTUPOBa-
JIUCh OTTYXOJIM KOCTeI BEpXHUX M HXKHUX KOHeuHocTelt (7 ciry-
yaeB). 3HO 3agHero cpenocrenus cocrasuiu 2,9 % (7 4enoBek),
rja3a u ero npuaatkon — 2,5 %, nepudepudeckoit HEpBHOM CH-
creMbl — 1,6 %, remato6mactomsl (I'B) — 0,8 %. Auarnos 3HO
BBICTaBJICH Ha TiepBoM romy xku3Hu 18 (7,4 %) nersam. B 2023 .
nokazatenb gerckoil (0—14 net) 3aboneBaecMoctu 3HO co-
craBui 16,3 Ha 100 ThIC. meTckoro HaceiaeHus (2022 . — 16,3;
2021 . — 8,7; 2020 . — 15,2; 2019 . — 15,3), 4TO OCTaIOCH
Ha ypoBHe 2022 r. u B 1,4 pasa Bblllie MMOKa3aTeJsl MO CTpaHe
(P®, 2022 . — 11,7).

BeiBoapl. B cTtpykType 3aboneBaecMoctu 3HO meTckoro Ha-
ceneHns KaauHMHTpaICcKoOi 00J1acTH JTMAMPYIONIYIO TTO3UIIHIO
3aHUMAIOT OIYXOJIM KPOBETBOPHOW M JUM(paTHUECKO TKa-
Hell, pexe TOKyMeHTUpytoTcs HoBooopaszoBaHusi [IHC, moue-
MoJIOBOI M 3HAOKpUHHON cucteM. C 2018 . oTmMevaeTcst pocT
3HO cpenn nereit mepBoro roga xu3Hu: 2018 . — 1 ciyyai,
20191 —2,2020r. — 3,2021 . — 11,2022 —2,2023 1. — 1.

TpyaHocmu npu yyeme 310Ka4eCMBEHHbIX
HoBoobGpa3oBaHull y nemed B Pecnybnuke

Y3bekucman
M.A. IllykypoBa':2, A.A. Azusnii®

![lenmpanvho-Azuamckuii Ynueepcumem, Tawixenm,
Pecnybauka Y3bexucman;
2Ilenmp demckoil cemamonoeuu, OHKOAORUU U KAUHUHECKOL UMMYHOAORUU,
Tawxenm, Pecnybauxa Y3oexucman;

3 PecnyOaukanckuii Cheyuanru3upo8anHblii Hay4HO-npaKmu4eckuil
MeOuyuHCKUil yeHmp oHKoao02uu u paduosoeuu Munucmepcmea
30pasooxparenus Pecnybauku Y36exucman, Tawxenm,
Pecnybauka Y3b6exucman

AKTyanbHOCTBh. AKTyaslbHOCTH TeMbl yueta 3HO y neteit 00-
YCJIOBJIEHA BBICOKMM COILIMAIbHBIM 3HAYE€HUEM JETCKOI OHKOJIO-
MY 1 HEOOXOIMMOCTBIO CBOEBPEMEHHOM 1 TOYHOU TMarHOCTH -
KM 111 yaydineHust BbkuBaemoct u KoK nereii. B Y30ekucrane
crcTeMa 3ApaBOOXPAHEHUS CTAJTKMBAETCSI C CYIIECTBEHHBIMU
npobyseMaMyd B BbISIBACHUM, YYe€Te W JICUEHUU OHKOJIOTHYe-
CKMX 3200JIeBaHUIA, UTO OTpaxkaeTcs Ha 001l 3a001eBaeMOCTH
¥ CMEPTHOCTHU B TaHHOU BO3pacTHOI rpymire. OTCyTCTBUE MOJI-
HOILICHHBIX JAHHBIX 3aTPYOHSIECT IUIAHUPOBAHWE MEIUIIMHCKUX
YCJIYT, palliOHaIbHOE pacmnpeaeeHe PECypcoB, a TakKe pa3pa-
OOTKY TIporpaMM NpoUIaKTUKU U peadUINTALINN.

Ileam 1 331294 — OLIEHUTH YPOBEHD 3200JIEBAEMOCTH, BEIK-
Ba€MOCTU U BBISIBUTb OCHOBHbBIE TpyaHocTU yyeta 3HO y nereit
B Y30ekucraHe, a Takxke pa3padoTaTh peKOMEHIAUWU 111 YIIyd-
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LIEHMUSI CUCTEMBI ydeTa U JiedeHus1. [IpoaHanin3upoBaTh TUHA-
muKky 3aboneBaemoct 3HO cpenu nereit B Bo3pacte 0—17 ner
B Y30ekuctaHe 3a nepuon 2017—2023 rr. OueHUTb pa3inymsi
B ToKazaTeJsisix 3a00J1eBaeMOCTH 110 perMoHaM, BKJovas Tari-
KeHT, TalllkeHTCKY10 001acTh U IPYTHe PerMOHbI CTPAHbI.

Marepuajsl u MmeToabl. B Pecniyoiuke Y36ekucrtan yuer 3HO
y IETeil CTAIKUBAETCS C PSIZIOM CIIOXKHOCTEM, KOTOPBIE TIPETIsSIT-
CTBYIOT 3((EKTUBHOW MTUAarHOCTUKE, YIeTy M JICUCHUIO TaKWX
3a00eBaHnii. OCHOBHBIE TPYIHOCTH BKIIIOUAIOT CJICIYIOIINE
aCITeKThI:

1. HenmocrarouHasi OCHAIIEHHOCTh MEIUIIMHCKUX y4pe-
KIEHUI — OTCYTCTBME HEOOXOIMMOTro 000pYAOBaHUS U COBpE-
MEHHBIX TEXHOJIOTUI IJIS TMarHOCTUKYU ¥ PAHHETO BBISBICHUS
3HO B psiie perMoHOB CTPaHbI MPUBOIUT K MO3IHEMY OOHapY-
SKEHWIO M PETUCTPAIMU CITydaeB 3a00JIeBaHMS.

2. HenmocraTok KBaIMDULIMPOBAHHBIX KaJpOB — OrpaHU-
YEeHHOE KOJIMYECTBO CIIEIUAIMCTOB (TIeAMaTpOB, OHKOJIOTOB,
pPaJvoIoTOB) W HU3KWII YPOBEHb MX TOATOTOBKM B BOITPOCAX
JIETCKOW OHKOJIOTUY YXYIIIAIOT Ka4eCTBO yueTa U TUarHOCTUKH.

3. HenonHoTa maHHBIX U HECOBEPIICHCTBO CUCTEMBI pe-
TUCTPAllMM — M3-32 HECOBEPIIEHCTBA CHUCTEMbI PETHUCTpAIluu
mHorue ciaydan 3HO ocratorcss HeyYTeHHBIMU, YTO MCKaXaer
CTaTUCTUKY W 3aTPYyAHSET IIAaHMPOBAHUE PECYpCOB IS Jiede-
HUS 1 TPOPUITAKTUKHA.

4. HepocraTok (hMHAHCMPOBAHUSI — OTpaHUYEHHOE (DU-
HAHCHUPOBaHUWE CKa3bIBAaeTCS Ha BO3MOXKHOCTSIX 3aKYIKU Me-
JMKAMEHTOB, OPTaHW3allMy CIIeIUAIN3UPOBAHHBIX IICHTPOB
W yJIydIIeHU MHGPACTPYKTYPHI T KAYeCTBEHHOTO yueTa U Jie-
YyeHus 3a00JIeBaHUM.

5. CoumanbHble U KyJIBTYpHBIE Oapbepbl — HU3KHUI ypo-
BeHb MH(MOPMUPOBAHHOCTU HACEJICHUsI O PaHHUX MPU3HAKaX
3a00JIeBaHUIA M OTCYTCTBUE PETYIISIPHBIX OCMOTPOB Y IETEl, 0CO-
OEHHO B CEJIbCKMX pailoHaX, TaKKe HEraTUBHO CKa3bIBAIOTCS Ha
TOKa3aTeIsiX BhISIBJICHUS 1 yueTa 3a00JIeBaHMiA.

Pesyabratel. Pesynbratel ucciaenoBanus yuyera 3HO y ageteit
B ¥Y306ekuctaHe 3a 2017—2023 IT. MpoaeMOHCTPUPOBAIU CIAEAYIO-
M€ KIJIIOYeBbIe TOKA3aTeN:

1.  Ywucno cayyaeB (n). 3a nepuon ¢ 2017 mo 2023 r. 6buIH
coOpaHbl JaHHbIE 10 BceM Hozosorusim JIP. B obiieit cioxHo-
CTU B BBIOOPKE HacuuThiBaeTcs 4231 ciyyait 3aboneBaHus.

2. IpyOblli MHTEHCHUBHBIA MOKa3aTelb 3a00J€BAEMOCTH
(Cl) 1 craHmapTU3UPOBAHHBIA TMOKa3aTelb 3a00J€BaAEMOCTH
(TASR) Ha Bospact 0—17 ner: mokazarenu 3a00J€BaEMOCTH
PacCYMTHIBAJIMCH TSI OOIIE TIOTYJISIIAM U JUTSI OTACJIBHBIX pe-
TMOHOB, TaKnX Kak TamikeHT u TamkeHTCKast 00JIacTh, a TaKXKe
Bechb Y30eKucTaH 0e3 yueTa 3Toro pervnoHa. JlaHHble MoKa3biBa-
0T 3HAUMTEJIbHOE Pa3INuKe B YPOBHSIX 3a00JIEBAEMOCTU MEXKITY
STUMM PErMOHAaMM, YTO YKa3bIBaeT Ha BO3MOXHbBIE (DAKTOPHI,
BJIMSIIONIME HA YPOBEHDb TMarHOCTUKY U YYET.

3.  BobpkuBaemocTh (6eccobbiTuiiHas (bCB) u OB). B 1e-
JIOM 110 Y30ekucraHy BepkuBaeMocTh (OB) cocraBuia 38 £ 1 %,
a BCB (BeposITHOCTb OTCYTCTBUSI COOBITUII) TaKXe Ha YPOBHE
38 £ 1 %. B Tamikente u TalIKeHTCKO# 001acTH BbIKMBae-
MOCTb ObuTa Bbile, cocTaBuB 48 £ 1 % (OB) u 47 £ 1% (bCB).
B peruonax 3a mpeaenamu TamkeHTa U TamkeHTCKOW o0ia-
CTH TI0KA3aTeJIM BEDKMBAEMOCTH ObLIM Huxke: OB — 29 + 1 %,
BCB—-30+1%.

PA3AEN 11

DTH naHHbIe MOMYEPKUBAIOT Pa3HMUILY B YPOBHE MEIMIIMH-
ckoit momoiiu u ydyera 3HO cpeau aeteil B pa3HbIX permoHax
V36ekucrana. bosiee BbICOKUI ypoBeHb BbKMBaeMocTU B Tal-
KeHTe M TallKeHTCKOM 00JIaCTU MOXKET CBUAETEIbCTBOBATH
O JIYYIIMX AOCTYITHOCTH MEAMIIMHCKOW MTOMOIIM ¥ YPOBHE M-
arHOCTUKHU B 3TOM PErMOHE 10 CPABHEHMIO C OCTAIbHOM YaCThIO
CTpaHBbI.

BoiBoapi. 3HO y neteii TpebyroT 6ojiee BHUMATEIbHOTO MO/~
XO0J1a, TaK KaK CBOeBPEMEHHOE BBISIBIIEHUE 3a00I€BaHUIT 1 KOM-
IUIEKCHOE JIeYeHWEe Ha paHHUX CTaausIX MOTYT 3HAYUTEIbHO
MOBBICUTDH IIAHCHI Ha BBI3NOpOBJIeHUEe. HemocTarouHblil yder
MPUBOIUT K HETOYHOCTU B CTATUCTUKE, YTO MCKaXkaeT KapTUHY
3a00J1eBa€MOCTH U TpensaTCTBYeT 3((HEeKTUBHOMY pacrpenesie-
HUIO PECYpCOB. YUUTBIBasi, YTO paHHEE BMEIIATEIbCTBO — BaXK-
HbII (haKTOp B CHMDKEHUU CMEPTHOCTU M YJIYYIIIEHUN TTPOTHO-
30B, pa3padoTKa 3(PPEeKTUBHON CUCTEMbI yuyeTa U TMOBBILIEHUS
kauectBa nuarHoctuku 3HO cpenu aeTeit nMeeT BaxKHOE 3Have-
HUe [IJIs1 BCel CUCTEMBI 3APpaBOOXpaHEHUsT Y30eKuCcTaHa.
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COBPEMEHHLIE noAXoAbl B AUATHOCTHRE OHKOJIOTUYECKUX
W TEMATONIOTMYMECKNX 3ABOJIEBAHUN YV AETEM,
NOAPOCTROB H MOJIOAbIX B3POC/IbIX

CnoxHocmu guddepeHyuanbHoil
AlUarHocmuku npu numdaaeHonamuu

Yy Aemeii, BO3MOKHOCMU BuUsyanusauuu
A.A. Azapos!, H.A. ILnaxotuna', 10.B. {unukuna’

!Meduuyuncikuti uncmumym umenu Bepesuna Cepees, Cankm-Ilemep6ype;
DI'BY «HayuonaabHblii MEOUUUHCKULL UCCA008AMEAbCKUL UCHMDP UMEHU
B.A. Aamazosea» Munzdpasa Poccuu, Cankm-Ilemepoype

AxkTyanbHOoCcThb. [IpobnemMa qumMbaneHonaTuit y AeTeil sIBisi-
€TCs aKTyaJIbHOU U CJI0XHOU KaK JIJISi PEHTIT€HOJIOTOB, TaK U IS
Bpauell KIIMHNYECKNX CTIeIIMAIbHOCTE. YBenmueHue TuMdaTi-
yecKux y3710B (JIY) moboii Tprpoasl B OMHON MIIM HECKOJIBKIX
aHATOMUYECKUX 30HAaX OTHOCHUTCS K UMCIy HauboJjee JacThIX
CUMIITOMOB TIPY MHOTHUX 3a00JIeBaHUSIX U TPeOyeT MPOBEACHMS
TIIATEJbHOTO AUArHOCTUYECKOTO MOMCKA €ro MPUYMHBI.

IMemm m 3agauM — OIICHUTH OIpelIeICHHBIC MATTEPHBI, Xa-
pakTepHBIC IS TUMMaIeHONATUN, BBISBICHHBIC C ITOMOIIBIO
Pa3IMYHBIX METOIOB JTYYeBOI AUAarHOCTUKU. OLEHUTD IIPEeUMYy-
1LIECTBO ONpPENeJeHHOIo METOIAa JIyueBOl JMarHOCTUKU B AU(D-
depeHIIMATBHON TUarHOCTUKE STUOJOTUY JTUM(MaIeHOTIATHUH.

Marepuajsl 4 MeToabl. bela IpoBeaecHa peTPOCIIEKTUBHAS
OllCHKa WcciemoBaHuii (koMmmbioTepHass ToMorpadwus (KT),
MarHUTHO-pe3oHaHcHas1 ToMorpacduss (MPT) u mo3utpoHHO-
9MUCCUOHHAsI ToMorpadusi, COBMEIIeHHas] ¢ PEHTIeHOBCKOM
KT (IT9T/KT)) naurieHToB B Bo3pacte oT 12 MecsiieB 1o 17 et
06oux nmosioB (n = 30) ¢ BbISIBJIEHHBIMU yBeJIMUeHHBIMU JIY, He-
3aBHCHMMO OT OCHOBHOTO 3abojeBaHus. OlleHKa IPOBOIUIIACH
HE3aBUCHMO TpeMsI BpadaMU-PEHTICHOJIOTAMU C pPa3TUIHBIM
craxkeM pao6othl (1 rom, 4 rona, 10 ser). C MOMOIIBIO KaXkIOTO
MeToaa BUu3yanu3saiuu JIY olleHuBaaucCh o CASAYIOLIUM KpUTe-
pusiM: pa3Mep, popMa, CTPYKTypa M CUTHAJIbHbIE XapaKTePUCTH -
K o MPT, KOHTYpbI, KOJTMUECTBO, PACMOJOXEHUE.

Pe3synbrathl. He ObUIO BBISIBAEHO MNPEMMYILECTB OIpe-
JIeJICHHOTO MeEToda JYy4YeBOl JMarHOCTUKM B auddepeHIn-
aJbHON NIMAarHOCTMKE 3TUOJOTMM JuUMdaneHONaTUM BBUIY
WX BBICOKOW YYBCTBUTEIBHOCTA M HU3KOW CITELIM(PUIHOCTH.
Y 5 (16,6 %) nauueHToB ¢ HeyBeaudeHHbIMU JIY (MeHee 1,0 cM
10 KOPOTKOM OCH) Y HEM3MEHEHHOM CTPYKTYPO TIp1 OMOTICUH
ObUT MOATBEPKIEH OITyXOJIEBBIN TeHe3 nmuMmdaneHomatu. Y 10
(33,3 %) GosbHBIX NpH BhIsIBAEHNU JIY ¢ HEPOBHBIMU «JTy4M-
CTBIMM» KOHTYpaMu MpU MOPGhOJIOTHUYECKON BepudUKaLUU He
ObLIO BBISIBJIEHO JaHHBIX 32 HEOIJIaCTUYECKHUil rpouecc. Takxke
y 9 (30,0 %) mamueHTOB ¢ yBeqMueHneM KoumdecTBa JIY ompe-
JIeJIeHHOM TpymIibl U MX pazMepoB (10 3,0 cM 1Mo KOPOTKOW ocK)
TIpY OMOIICHH JAaHHBIX 32 OITYXOJICBBII IIpOIIeCC HE OIpemeIsi-
Jock. Takum oOpa3oM, OIpeneuTh ONpelae/IeHHbI TMaTTepH,
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TTO3BOJISTIOIIAIA CYINTb O METAaCTaTNYCCKOM ITOPaKCHUUN .HY, HE
NpeacTaBIACTCA BO3MOXKHDBIM.

BoBoapl. [IpoGiema muddepeHIUaNIbHON AUAaTHOCTH-
KU JiuMbanaeHonaTuu y JeTeid SIBJsSeTCs aKTyaJIbHOW U CIIOXK-
HOI Kak IIJIST peHTTEHOJIOTOB, TaK M [UIST Bpauell KIMHUYICCKUX
creuagbHOCTel (TeauaTpoB, OTOJAPMHIOJIOTOB, OHKOJIOIOB
u ap.). B GonbiumHCTBE ciydyaeB JUMGaAeHONATUsI y IeTeid
MMeeT 100pOKaYeCTBEHHOE TeUeHre U 00yCI0oBIeHa pa3BUTHEM
JIOKQJIBHBIX WJIA CUCTeMHBIX MH(MEKIIMOHHBIX TTPoIeccoB. TeM
HEe MEHee, YYUThIBas CXOIHBIM XapaKTep KIMHUYECKUX IPO-
SIBJICHUI OITyXOJIEBBIX M HEOTTYXOJIEBBIX TTPOIIECCOB, TPEOyeTCs
00s13aTesIbHOE MpoBeneHue auddepeHIInaIbHON TMarHOCTUKI
JUTS CBOEBPEMEHHOTO BBISIBJIEHUS TTAIIMEHTOB, WMEIOIINUX BbI-
COKMI PUCK HAJIMYMS OIYXOJH, TaK KaK OT 3TOTO 3aBHUCHUT HE
TOJIbKO 3(D(hEKTUBHOCTD JIEUEHUSI, HO U TIPOTHO3 JJISI KU3HU
6ospHOTO. JIMMbameHONaTUs y AeTei BCTpeUaeTCsl JOCTAaTOYHO
4acTo, 0COOEHHO Ha YPOBHE BXOAHBIX BOPOT MHMeKIMU. OLeH-
Ka BBISIBJICHHOTO 3a00JI¢BaHUS TOKHA CTPOUTHCS Ha COBOKYTI-
HOCTU OTPEICIICHHBIX MATTEPHOB, IMOJIYYEHHBIX C ITOMOIIbIO
Pa3IMYHBIX METOMIOB JIy4eBOM TMATHOCTUKM, M COITOCTABIISITHCS
C KJIMHUKO-J1ab0paTOPHBIMU TaHHBIMU, a IPU HEOOXOAUMOCTHU
1 ¢ MOP(HOJIOTUYSCKUMU TaHHBIMMU.

FenamouennionapHas Kapuusoma y nemei
U NOAPOCMHKOB: pe3ynbmambl

pempocnekmuBHOro aHanusa

C.Bb. Baoaxanosa!, JI.I'. Axananze!, JI.JI. PaGaesa',

P.A. Mouceenko!, A.Il. Illanounux?, A.H. 3aiiunkos?,
.M. Konosanos!, B.}O. Pomun', H.B. 2Kykos!, /I.}O. Kauanos!
'OIBY «HMHUIL[ ITOU um. Imumpus Pocauesa»

Mumnzopasa Poccuu, Mockea;
2T[AY3 «O6pacmuas demckas kaunuveckas boavruya», Openbype;
ITAY3 CO «Obnacmuas demckas Kaunuueckas 6oavrHuya», Examepunbype

AKTyajbHOCTBh. [emarouemmonsapHas KapumHoma (I'IK)
3aHMMAaeT 2-€ MECTO B CTPYKType 3a00J1€BaeMOCTH OITyXOJIei
rneyeHu y netreit, coctanisis ot 20 1o 33 % ciydyaeB, M XapakTe-
pu3yeTcs KpaitHe HeOJarompUsITHBIM MTPOTHO30M. [TSTHIeTHSIS
BBIKMBAeMOCTh cocTaBlisieT MeHee 20 %. Xupyprudeckoe Jjieue-
HUE SIBJISICTCSI OCHOBHBIM METOIOM KYPaTUBHOI Teparim.

Iemn u 3amauym — U3YYUTh KIMHUYECKME XapaKTEPUCTUKU
U pe3yJibrarhl Tepanuu nauueHToB ¢ 'K, moayJyaBiimnx jeueHue
M KOHCYJbTaTUBHYIO TMomolib B ycaoBusx HMULL ITOU um.
Hmutpus Porauena.

MarepuaJjisl 1 MeTOabl. [IpoBeeH peTPOCIIeKTUBHBINM aHAIN3
nalueHToB ¢ BepuduumpoBaHHbiM nuardHo3oM ['LIK. B uccre-
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JoBaHUE BKJIOYeHb! 34 mauueHTa 3a repuon ¢ 2012 mo 2022 .
C U3BECTHBIMU KJIMHUYECKUMU JaHHBIMU. AHAJIU3 BbIKMBAEMO-
ctu nposeaeH Ha 01.09.2023.

PesynsraTbl. CooTHOIIIEHUE MaTbYMKU: 1eBOUKY — 1,1:1. Me-
JIaHa BOo3pacTa HAa MOMEHT IMOCTaHOBKU nuarHosa — 133,5 (pa3-
opoc — 49,7—199,4) mec. [IpeBanupoBain MalMEHTHI C Kjac-
crueckuM Bapuantom 'IK (n = 20, 58,8 %), y 13 (38,2 %)
Bepudunposana dudponamenispHas LK. ¥V 1 (3 %) namu-
€HTa — TremnaTole/UTIoNIIpHAs HeoIUla3usl 0e3 TOMOJTHUTEIBHOTO
yrouHeHus. 'K Ha ¢oHe mpeapacnoyiaralolinx COCTOSTHUIA
pasBuiachy 9 (26,4 %) nauueHToB: 6 ciydaeB Ha (hOHE BUPYCHO-
roremnarura B, mo 1 HaGt0AeHUIO MPUIILIIOCH HA TEPBUYHBINA UM -
MyHoAebUIUT (AeDULUT aNeHO3UHAMUHA3BI), HACJEICTBEHHYIO
TUPO3UMHEMUIO M KapAUaTbHbIN IMPpo3. Y 14 neTeil KITmHuIecKue
CHMIITOMBI TTPOSIBIISLTACH B BUJE GOJIe B KUBOTE, Y 6 — B BUJIE
Jmxopanku, y 4 'K Oblna nMarHocTMpoBaHa B Xoje 00CIen0-
BaHUS MO TMOBOAY COIYTCTBYIOLIEro 3aboneBanust. Y 10 mereit
3a00jieBaHME SIBJISIIOCH Cy4YaliHOW Haxoakoi. JIJIMTeabHOCTb
OT TIOSIBJIEHMSI TIEPBBIX CUMIITOMOB 3a00JIEBAaHUST IO TTIOCTAHOB-
KM auarHosa coctaBuia 3 (pazopoc — 0,4—43,2) mec. MenuaHa
ypoBHsT albda-detonporeriHa (ADIT) 6bi1a paBHa 186 ME/Mi
(pa36poc — 1,15—2 000 000 ME/mn). MenunaHa o6beMa OITyXO-
JI1 B BBIOOpKE U3 24 ciydaeB cocraBmia 297,8 cm® (pa3bpoc —
11,2—1401 cm?®). Craguu no PRETEXT Gbuin pacrpeneiieHbl
caenyomnum obpaszom (n = 30): 1 — 2 (7 %), 11 — 11 (36 %),
11 — 8 (27 %), IV — 9 (30 %). [1pu olieHKe METaCTaTUYECKOTO
pacrpoctpaneHus1y 7 (20,6 %) 60JIbHbBIX BBISIBIEHBI OTIAJIEHHbIE
MeTacTtasbl. M3 34 maluueHTOB MePBUYHYIO pe3eKLUI0 06e3 mpe-
mecTByloleir ouornicuu nposenun y S5 (14,7 %) neteit, mepBud-
HYIO pe3eKILIMIO C IpeAllecTByolei ouoncueit —y 12 (35,3 %).
Y 14 (41,2 %) GONBbHBIX HAYaJIbHBIM 3TAarlOM Tepanuu ObLIa
TepBUYHAsT OMOTICUS C TIOCJICAYIONIUM TPOBEACHUEM XMMUO-
teparuu (XT). Tpu (8,8 %) manumeHTa He TMOJIydaIH JICUCHHUS.
B 1-ii nunuu tepanuu 10 (29,4 %) neteit 6pUTH TPOOTIEPUPOBA-
HbI 0€3 IpoBeaeHUs cucTeMHOM Tepanuu, 7 (20,6 %) noaydnin
komouHauuio IIXT ¢ onepauueii, a 5 (14,7 %) — I1XT B coue-
TaHWU C omepaleil u Tepanueit copacdennoom. [dpyrue Bapu-
AHTBI JICYCHUS PUMEHSUTUCE Y 9 (26,5 %) manmeHToB. O0BEM
XUPYPTUUYECKOTO BMEIIATEIbCTBA BKIIIOUAT PE3CKIIUIO TeYeHU
y 15 (44,1 %) GonbHbBIX, TpaHCILIaHTaLMIO ieueHu y 7 (20,6 %),
B TO BpeMs Kak 12 (35,3 %) maLueHTOB He IMOIyYUId XUPYpP-
ruyeckoe jedyeHue. Ha MOMeHT npoBeneHus: aHayIn3a XUBbl 14
(41,2 %) 6onbHbIX, yMepau 19 (55,9 %). OnuH (2,9 %) nauyeHT
noTepsiH u3-noa HabmoaeHus. TpexuetHsiss OB cpeau 33 60J1b-
HbIx coctaBuia 40,3 £ 9,6 %, a 3-netusss BCB — 23,7 £7,9 %.

BoiBoapl. 'LIK siBnsieTcst peakoii onyxoJibio IeueHu y 1eTei,
pa3BuBaIIeiicsa de novo y OOJNBIIMHCTBA MAIUEHTOB. 3HAYM-
TEJIbHBIN YIETbHBII BeC MPUXOOUTCS Ha (pUOpOIaMEIUIIPHYIO
I'IK (38,2 %). PagukaabHOe XUpyprudeckoe BMeIIaTeIbCTBO,
BKJTIOUAsI PE3EKINIO M TPAHCIUIAHTAIIMIO TIEUeHU, OCTACTCSI KITIO-
YeBBIM KOMITOHEHTOM KYpPaTUBHOI Teparuu IIpyu JaHHOM 3a00-
JleBaHWU. Pe3yiabraThl BBDKMBAEMOCTH, ITOJYYCHHBIC B pamMKax
JAHHOTO MCCIIeI0BAaHMUSI, COIIOCTABMMBI C TIOKa3aTeIsSIMU, TIpe.I-
CTaBJICHHBIMM B MEXKIYHAPOIHBIX NCCICIOBAHMSIX.

PA3AEN III

Cunppom Melimua-Erepca:

cepus KNUHUYECRUX cnyyaes

N.0. bapunosa!, JI.P. Xaouoyumna’, B.B. CemeHosa®,
E.B. Illapanosa®, T.C. Beabimea,
0O.B. Illepo6akosa?, T.B. Haceakuna'

IQIBYH «Hncmumym moaekyasaphoil 6uosoeuu umeHu
B.A. Dneeaveapoma Poccuiickoii axademuu nayx», Mockea;
2Poccuiickas demckas kaunuueckas 6oavhuya — guauar @IrAOY BO
«Poccuiickuii HayuoHanvrblil uccred08amenbCKuil MeOUYUHCKULL
yrueepcumem um. H.U. [Tupoeoea» Munsdpasa Poccuu, Mockea;
THUHU JI0ul um. akad. PAMH JI.A. lypnosa OI'BY « HMHUI] onxonoeuu
um. H H. broxuna» Munzdpasa Poccuu, Mockea

AxtyamsHocTh. CunHmpoMm Ileiitma—Erepca (CITE) — ayro-
COMHO-JOMUHAHTHOE 3a0oJieBaHWE, OTHOCAIIeecss K TpyIIie
peAKUX HACJAEACTBEHHBIX CUHIPOMOB, TIPU KOTOPHIX B MPOCBE-
Te XeqyaouHo-kuineyHoro tpakra (ZKKT) Bo3HUKalOT MHOXe-
CTBEHHBIC TTOJIUIIBI, TAKXKE OTMEUAETCs XapaKTepHasl MUTMEH-
Talusl CIU3UCTBIX 000J04eK U KOXU. CylIecTBYeT BBICOKUIA
puck pa3Butus paka KKT u paka monounHoi xkene3nl (PM2K),
a TakKe HEeOoIUTa3uil Apyrux JjokKaausaluidi. boJbIIMHCTBO Ma-
ILIUEHTOB, COOTBETCTBYIOIIUX KJIMHUYECKUM IUATrHOCTUYECKUM
KpUTepUsIM, UMEIOT MyTaluio reHa STK/1. BoisiBieHue moJe-
KyJISIpHO-TeHEeTUYeCKUX MapkepoB y naiueHToB ¢ CITE urpaet
CYILIECTBEHHYIO POJIb B TPOMUIAKTUKE Pa3BUTHS 3JI0KAYECTBEH-
HBIX OITyXOJICH.

Ienu u 3aga4M — MPOBECTU MOUCK MATOrEHHBIX T€HETUYE-
CKHX BapUAHTOB B IPYIINE NeTel U MOAPOCTKOB C KIIMHUYECKU-
mu niposieienusimu CITE.

Marepuajsl U MeToabl. B uccienoBaHue Bouuin 7 neteit
¢ kimuHnaeckumu nposineHusmu CITE: 3 neBouku 1 4 Mmajbunka
(2 pebeHKa — MOHO3UTOTHBIC OJIM3HEIIBI) B Bo3pacTe oT 4 1o 18
JieT. [Tornck repMUHAIbHBIX MyTaUU MPOBOIUIIA ITyTEM CEKBE-
HUpoBaHUs HoBoro nokojieHus (Next-Generation Sequencing,
NGS) (NextSeq, Illumina) manenu 132 TreHOB, aCCOIIMMPOBAH-
HBIX C HACJIEACTBEHHBIMHM OIIYXOJIEBBIMU cHUHApoMamu. Kc-
TOJIB30BAI METOI IIPSIMOTO CEKBEHUPOBaHUS 110 CaHTepy IS
BepuduKkanun pe3yasratoB NGS.

Pesyabratel. I[latorennsie BapuaHThl reHa STKII B rete-
PO3UTOTHOM COCTOSIHMU BBIsIBIeHBI y Beex mnamueHToB ¢ CITE.
VYV 2 maumMeHTOK ¢ MHOXKECTBEHHBIMHU TMoJUIamMu keayaka (11
u 18 ner) Haiigensl mytauuu c.157dup (p.Asp53GlyfsTer110)
u ¢.354C>G (p.Tyr118Ter). Y OparbeB-01m3He0B (4 rona) Bbl-
spiaeHa mytauus reHa STK11 ¢.909C>G (p.lle303Met), nmpuBo-
JSIILast K 3aMeHe U30JIeiilMHa Ha METUOHUH, B MEXKIyHAPOIHBIX
0a3ax OHa OIMCaHa KakK BapUaHT HEOIPEAEICHHOIO 3HAYCHMS.
YV 0601x 0J1M3HELI0B OOHAPYKEHBI TTOJIUTIBI B XKEIyAKe, €CTh ITUT-
MEHTHBIE TISITHA Ha KpacHOM KaiiMe M CIIM3ucToi ryo. Marepu
MaJIbYMKOB ObUIM IIPOBEACHBI OIlepallMy 10 MOBOJAY MHBaruHa-
LIMU KUIIeYHUKa (yaajieHue omyXxojJy TOHKOW KUIIKKW) B BO3pa-
cte 2 1 3 JIeT, MOUMIIAKTOMUS 12-1IepCTHOM U TOHKOM KUIIKK B 15
Jet. MetonoM cekBeHMpoBaHUs o CaHTepy y MaTepu oOHapy-
JKeHa 3Ta ke myTtauus reHa STK11, 94To moaTBepKAaeT acCOIU-
aluio ¢ 3aboneBaHueM. Y mauueHTa 8 jieT (ITOJUMbI B KeJlyIKe,
MeJIAaHOLIUTAPHBIE IISITHA Ha rybax M CJAM3UCTOM IOJIOCTU PTa)
BbisiBieHa Mytauus reHa STKII1 ¢.960dupG (p.Pro321Ala
fs*39). Marepu manuenTa B 10 ser mocrabieH auarHo3 CITE
(TTOIMII03 TOHKOTO KUILIEYHMKA, XeJyaKa, MUTMEeHTaLus, IMo-
qurakToMust B 10 u 20 jieT), y cecTpbl TakKe OTMEYaloTCsl Me-
JIAHOLIMTApHbIE IIATHA Ha TybaX W CIM3MCTOM IOJOCTU pTa.
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Y manbunka 9 JeT ¢ moaumnaMu Keayaka, aHeMUeld U MUTMeH-
Taluen (HUXXHUE BeKU, KpacHas KaiiMa ry0) BbIsIBJIeHA MyTallust
reHa STK11 c.633delG (p.Thr212Pro fs*75). Eme y ogHoit na-
LIMEHTKU 8§ JIeT 0OHApYKEHbI MOJUIIBI KeJayaKa U 12-nmepcTHOM
KUIIIKU, TaKXKe MMEIOTCSl MUIMEHTHbIE MSITHA B 00JacTU Kpac-
HOU KaiiMbl HWXHeU ryobl. BeisiBieHa mytaius reHa STKI1
¢.543C>G, p.Asn181Lys, mpuBopsias K 3aMeHe acraparuHa Ha
JIU3UH.

BbiBoabl. Y Bcex MallMEHTOB HAMU BBISBICHBI KITMHUUYECKU
3HaYMMble TepMUHAJIbHbIE BapuaHThl reHa STK11, accouuupo-
BaHHbIe ¢ CITE. B2 (29 %) u3 7 ciydaeB allMeHThI UMEJTN OTSITO-
IIIEHHBIN ceMeiHbI aHaMHe3, U MyTallys OblLla YHacjeaoBaHa
OT POIUTENIC, YTO TMOAYEPKUBAET BaKHOCTb MEIUKO-TCHETH-
YeCKOTO KOHCYJIBTUPOBaHUS B ceMbe. [10 TaHHBIM JTUTEpaTyphl,
y MalMeHTOB ¢ KimHnYeckumu nposieieHussmu CITE myranunm
reda STK11 soisiBisior B 80 % citydaeB. [1oaToMy 0COOYIO BaxkK-
HOCTb TaKXXe MMEET MOMCK HOBBIX MapKepoB M BepHUKAIIHS
KJIMHUYECKOM 3HAUMMOCTH MYTAIIMH TSI paHHEH TUarHOCTUKU
3a0051eBaHNsI ¥ BBIOOpA TAKTUKY JICUEHUST HOBOOOPa30BaHUIA.

Mokazamenu cmaHfaapmHoil KoarynorpamMmmbi
u rno6anbHbIX MecmoB remocmasa y agemeil

C UCMUHHOI nonuyumemueil

A.B. Bornanos, I1.A. 2Kapkos,
C.A. Jlebenena, O.B. Jloronuna, A.B. ITmonkun
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»

Mun3zdpasa Poccuu, Mockea
AktyamsHocTh. OT 12 10 21,5 % maumeHTOB B BO3pacTe 110
25 netr ¢ uctuHHoU monmuuutemueit (UIT) umeroT TpoMOOTU-
yeckue ociaoxHeHus. OTKIOHEeHHUs IToKas3aTesieil Koarysio-
rpaMMbl U IIOOATBHBIX TECTOB reMocTa3a, BKJouyas TpoMOO-
anactorpaduio, TPOMOOAMHAMUKY, MOTYT CIIOCOOCTBOBAThH

pacrno3HaBaHuIo rurnepkoaryasuuu npu UII.

enu u 3a124n — MpOAHATM3UPOBATH TAOOPATOPHbBIE MOKA3a-
TeJIM CTaHAAPTHOM KOaryJorpaMMbl U TJT00aTbHBIX TECTOB FeMO-
crazay aeteit ¢ MII.

Marepuansl m Metoabl. IlpenctaBieH pPeTPOCHEKTUBHBIN
aHAIN3 KIMHUIEeCKNX JaHHBIX 32 maumeHToB ¢ MII, KoTophie
Haxoqunch Ha rocnutaym3auny B HMULL ITOU um. Imur-
pus PoraueBa (MockBa, Poccus) ¢ suBaps 2012 1. o uIOHB
2024 r. [Toka3zarenau onpenessuIICh 10 Hadajla aHTHarperaHTHOM
¥ [IUTOPEIYKTUBHOI Teparnm.

PesyabraTel. B nccnenmoBanue Bouniu 32 maumeHTta ¢ MII,
pacrmpeaeieHde Mo Moy MaJIbUMKU:IeBOUKM cocTaBuio 21:11,
BO3pacTHOM AuWaria3oH 8 mecsieB — 17,5 roma, cpenHuii Bo3-
pact — 11,5 roga. Jleiikouuro3 6osee 9 x 10°/1 GbLT OTMEUYEH
y 17 (53 %) nmaumeHTtoB, TpoMbouuTo3 Gojee 450 x 10°/m —
y 23 (71,8 %). KonueHrpaius remorjio6uta Bbiiie 160 r/m —
y 10 (31 %) GoabHbIX, remMaTokput Bbilie 49 — y 12 (37,5 %),
y 5 MalMeHTOB ITOKa3aTe/ I TeMOIJI00MHAa ObLIM B IIpeeiax HOp-
MBI, OTHAKO B MX cJIyyae ObUI JOKa3aH COIMYTCTBYIOIIMI Ae(u-
UT keje3a (3HaueHue pepputuHa MeHee 20 MKr/1). 1o Havyaia
Tepalnuy cpeaHee KOJIMYeCTBO IToKa3aTeleil JISMKOLIUTOB COCTa-
BWIO 9,8 ThIC/MKJI, TPOMOOLIMTOB — 863 ThIC/MKJI, F€MOLJIOOM-
Ha — 151 r/n. ABanuats (62,5 %) u 4 (12,5 %) GONBHBIX MU
MyTaiuu B 3k30He JAK2V617F n JAK2 ex 12 cOOTBETCTBEHHO,
ocTasbHble 8 (25 %) naimeHToB O0buIM JAK2-HeraTuBHBIMKM. Hu
Y OTHOTO OOJILHOTO He ObLIO 3a(UKCUPOBAHO TPOMOOTHUECKIX
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OCJIOXHEHMI HU 10, HU TTOCJIe TIOCTAHOBKM JMarHo3a. MeauaHa
OCHOBHBIX ITAPaMETPOB CBEPTHIBAIOIIEH CUCTEMBI OblJIa B TIpeie-
Jlax pedepecHbIX 3HAUeHUI 1 cocTaBuia s (GUOpUHOTEeHa T10
Kiaycey — 2,03 1/, mporpoMm6una o Ksuky — 78 %, MHO —
1,1, nporpomMObuHOBOe BpeMsi — 13,25 ¢, aKkTUBUpOBaHHOE Ya-
CTUYHOE TPOMOOIUIACTMHOBOE BpeMs — 35,9 ¢, TpOMOMHOBOE
Bpemst — 23 ¢, anturpom6uH 111 — 104,5 %. MeanaHa KOHLIEH-
tpaiuu D-gumepa — 81 HI/MJI, y BCeX MAIlMEHTOB B Mpeeiax
pedepeHCHBIX 3HAUCHMI. MHUIIMATbHBIC TaHHBIE TPOMOO3Ia-
crorpadum 10 Havaua Teparnuu ObLIM AOCTYITHBI Y 18 OONBHBIX.
[Tokazarenu He OTKJIOHSIACh OT peepeHCHBIX 3HAUYEHHWI IO
nmokasaresisiM: R (BpeMst peakiinu) — meauaHa 16,5 MUH, KMHe-
TUKa — MeIMaHa 5,5 MUH, yroj — MeauaHa 35,4. MakcuMaibHast
aMILIMTY/a Obla MOBBILIEHA Y 6 MAllMEeHTOB, MeAuaHa Cpeau
Bcex 601bHbIX cocTaBuiaa 58,5 mm. [Tokazarenu TpoMOOAUHAMMK -
KM 10 Havyaja Teparuy ObLIM TOCTYITHH y 23 TarmeHToB. [10BbI-
LIeHUE 3aJePKKM POCTa CrycTKa 3a(pMKCUpoBaHoO y 1 00JBHOTO,
MeauaHa cpeay Bcex malueHToB cocTaBwia 1,2 muH. Havanb-
Hasi CKOPOCTb pOCTa CrycTka IosbiiieHa y 13 (56,5 %) GOIbHBIX,
a MeIMaHa CpelIy Beex MallMeHTOB Oblia YBeJMYeHa U COCTaBUIa
59,3 MkM/MuUH, pedepeHc — 38—56 MKM/MUH, cTallMOHApHAast
CKOpOCTh ObLTa TakKe mosbiineHa y 10 (43,4 %) naimeHToB, Kak
1 MeIuaHa cpeau BceX OOJbHBIX — 29,8 MKM/MUH, pedepeHc —
20—20 MKM/MUH, pa3mep cryctka uyepe3 30 MWUH MOBBILIEH
y 11 (47,8 %) naumeHToB, MenuaHa coctaBuia 1195 — B npene-
J1ax peepeHCHBIX 3HAaYeHUH, TIJIOTHOCTD CTyCTKa Oblla B HOPME
y Bcex OOJIbHBIX, MearaHa coctaBrIa 18 168 (15 000—32 000) VE.

BoiBoabl. Y B3pocibix nmauueHToB ¢ MII moBbIllleH pucK
TpoM003a, ONHAKO B HaIlleM MCCJICIOBAaHUM Cpedu NeTell He
ObL10 3a(MKCUPOBAHO TPOMOOTUUYECKUX OCIOXHEHUM, YTO Be-
POSITHO CBSI3aHO C KOPOTKUM MEPUOIOM HAOJIONEHUSI U OTpaHU -
YEHHOCTBIO BO3pacTHOro nuara3oHa (mo 18 jet). Ilokasarenu
CTaHIAPTHBIX TECTOB KOaryJorpaMMbl U TpoMOoanacTorpaduu
y nereit ¢ U1 He umenu otkiaoHeHuit. OnHaKO MeauaHbl MoKa-
3aTeNeil TpoMOOIMHAMMKY (HavyaJdbHAs M CTallMOHapHasl CKO-
pPOCTb pOCTa CTycTKa) ObUIM MOBBIIIEHBI, YTO ITOTEHIIMAIbHO
yKa3bIBaeT Ha TUIEPKOAryJsuIo.

Neiiko3 u3 MyYHbIX KNEMOoK Y 4-nemHero
peGeHKa ¢ ceMeilnbiM aHaAMH@30M KOMHOro
Macmouumo3sa

9.I'. BoiiueHKO
CI16 I'BY3 «/lemckuii 20po0cK0ti MHO2ONPODUAbHBLI KAUHUYECKULL
cneuuaﬂumposaﬂnbtﬁ UEHmp 6blCOKUX Me()uuuﬂcxux meXHO/loeuLZ»,
Cankm-Ilemepbype

AkTyanbHOCTb. KOXHBIN MacTOLUTO3 SIBJISIETCS] CAMOii 4acTOI
¢opmoii MacTolMTO3a y AeTeil (MHUIBTpALUsT TYYHBIMU KJIET-
KaMu orpaHuyeHa TOJbKO BOBJeuYeHHeM Koxu). B momapisiio-
111eM OOJIBILIMHCTBE CJIy4aeB KOXXHBIE TTOBPEXACHUSI CIIOHTAHHO
pPEerpeccupyioT K IMepuoay MojJ0BOT0O Co3peBaHus. TeM He MeHee
Yy HEOOJIBIIIOTO Yucia MallMeHTOB MAcCTOIIMTO3 He SIBJISIeTCS ca-
MOOTpPaHUYMBAIOIIMMCS 3a00JIeBAaHUEM, TIEPCUCTUPYET MO MeEpe
B3pOCJIEHUSI 1 MOXET JIEMOHCTPUPOBATH MPU3HAKKA CUCTEMHOTO
BOBJICYEHUSI, KOTOPOE XapaKTEPUBYETCS AKKYMYJIMPOBAHUEM Ty4-
HBIX KJIETOK B KOCTHOM Mo3re (KM), JIY, neueHu u cene3eHke.

Ilemm u 3aga9M — TTOBBICUTH MH(MOPMUPOBAHHOCTD TETCKMX
OHKOT'€MAaTOJIOTOB O BO3MOXKHBIX BapHaHTaX TCYCHUS KOXHO-
rO MacTOLIMTO3a y AeTeil, COBPEMEHHBIX METOIAaX TUATHOCTUKU
M JICYCHUS arPECCUBHOTO MaCcTOIIMTO3A.
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Ma’repuaﬂbl N METO/IbI. O630p JIUTECPATYpPhbl U OITUCAHUEC KIIN-
HHNYECKOTIO Ciy4dasd.

Pesynbratel. [IpencraBieH peakuii ciaydaid Jieiikoza u3 Tyd-
HBIX KJIETOK, KOTOPBIN pa3BWICS y 4-JIETHEH 1€BOUKHU, C PAHHETO
BO3pacTa UMEBLIEH MPU3HAKU KOXHOTro MactouuTo3a. Jleiikos
U3 TYYHBIX KJIETOK MPEACTaB/sIeT COO0M pelKyto U UYpe3BbIYaiiHO
arpeccuBHYI0 (pOpMYy CHCTEMHOTIO MAaCTOLIMTO3a M COCTAaBJISICT
MeHee 1 % B ero cTpykrype. MacToluTo3 — 3TO TeTepOreHHast
rpyIia pacCTPOMCTB IIMPOKOIO AUara3oHa OT U30JUPOBAHHOTO
MopaxkeHus KOXU 0 KpallHe arpeCCUBHOTO CUCTEMHOTO TpO-
1ecca, Takoro Kak JIeMKo3 M3 TYYHbIX KJIETOK. MacTolMuTo3 MO-
>KeT BO3HMKATh B BO3PACTE OT POXIACHMS IO CTapOCTU. Y NETel,
Kak TMpaBUJIO, MAaCTOLIMTO3 SIBJSIETCS NJOOPOKAYECTBEHHBIM 3a-
00JIeBaHUEM C BbICOKOI BEPOSITHOCTBIO CITOHTAHHOM perpeccuu
B MEPHO/JIE TTIOJIOBOTO CO3PEBAHUS B OTJIIMUYKME OT B3POCJIbIX, Y KO-
TOPBIX 2Ta 00JIE3Hb YACTO HOCUT CUCTEMHBIN U 00Jiee TSKeIblid
xapakrtep. [1allueHTHl ¢ CUCTEMHBIM MaCTOLIMTO30M UMEIOT BbI-
COKUI pUCK TpaHC(hOPMaIIMU B 3I0KAYECTBEHHBIE 3a00JIeBaHUS
reMomnoa3a. Jlnarno3s neifko3a U3 TY4HBIX KJIETOK TpeOyeT coue-
TaHUSI KPUTEPUEB CUCTEMHOTO MACTOLIMTO3a ¢ MUH(MUIbTpalueit
KM u BHEKOXHBIX CAaliTOB aTUIMMYHBIMU TYYHBIMU KJIETKAMHU.
3a mocienHee mecITUICTHE Hallle IMOHMMAaHME MAaCTOLIMTO3a
CYLIECTBEHHO YJIYUYIIWJIOCh B PE3YJIbTATE YCTAHOBJICHUST BaX-
HOI poJiv comMaThuecKoi MyTtauuu reHa c-KIT, Kotopasi urpaer
pellIamylo pojb B MaTOreHe3e MacTOLMTO3a, U abeppaHTHOTO
MMMYHO(MEHOTUIIA aTUIMMYHBIX TYYHbIX KJIETOK. sl JiedeHus
JIEKO3a 13 TYyYHbIX KJIETOK Yy JETEW HE CYLIECTBYET CTAHAAPT-
HbIX pekoMeHaauuii. [IpeacraBieHbl HEKOTOpPbIE TepaleBTUYEe-
CKUeE OIIUU.

BoiBoapl. HecMOTpst Ha peIKOCTb CUCTEMHOTO MacTOLIMTO3a
B JIETCKOM BO3pacTe, JETU C MACTOLIMTO30M HYKIAIOTCs B TLIA-
TEJIbHO CIITAHMPOBAHHOM HAOJTIOICHUN.

PeaKuil KnuHuyecKuii cnyyaii buasxoi
3N10KaYyecmMBEHHOU Me3eHXUManbHoll
onyxonu mamoyHoi mpyo6ol

Yy AeBOYKU 15 nem

A.B. Bypaynkas!, H.B. CasenbeBa’,
10.B. Bpucun?, I'.A. Pamxa6os’
IDPIbOY BO «Kybanckuii cocydapcmeentblii MeOUUUHCKULL YHUBepCcUmem»
Munszdpasa Poccuu, Kpacnooap;
’T'BY3 «/lemckas kpaesas kaunuueckas boavruua» Munsopaea
Kpacnooapckoeo kpas, Kpacrnodap

AktyansHocTh. Pabnomuocapkoma (PMC) cocTaBiiseT okoio
4 % caydaeB 3HO pmerckoro Bo3spacta. BoJblimHCTBO 3a00/1€B-
mux — netu B Bo3pacte 10 10 net. [Tocie 15—20 neT naHHbII BUL,
OITyXOJIM BCTpedaeTcst KpaitHe penko. budasHoe crpoenue omy-
XOJIA TIOJpa3yMeBaeT COUYeTaHUEe ABYX TKAaHEBBIX KOMIIOHEHTOB
wiu 6oJiee, pa3HbIX 110 MOPGOJOTMU U UMMYHO(MEHOTHUITY.

Iean m 3agaum — TOKa3aTh PeAKWUI KIMHUYECKUIA clydait
O01da3HOl 3710KAYECTBEHHOW Me3eHXMMaJIbHON OMyXOJau Ma-
TOYHOW TPYOBI Y 1€BOUYKH 15 JeT.

Marepuaisi u MeTonbl. [IpoBeieH peTpOCTIEKTUBHBII aHAIN3
aHaMHECTUYECKUX CBEAEHUI, TeueHus 3abosieBaHuUs, Jlabopa-
TOPHBIX JaHHBIX MauueHTKU 2008 L.p., KoTopast Mpoxoauia 00-
clieloBaHME U JeueHue B uiojie — nekaope 2023 1. B oTaeSeHUn

PA3AEN III

xupyprun I'bBY3 «Jletckast KpaeBasi KJIMHUYECKasi OOJbHULIA»
MunszapaBa KpacHogapckoro kpast (JIKKB).

Pesyabratel. B konye urons 2023 2. desouka ommemuna ycanoowi
Ha boau 6HU3Y Jcusoma, Komopbvie 6 meyerue 7— 10 oueil ycuausa-
auce. Ilo mecmy scumenbcmea nposedeHo YabmpaszeyKoeoe uccie-
dosanue (Y3H) opearos manoeo masa (OMT), ede 6visi6aeno obpa-
308aHUe 8 NPOEKYUU NPAB020 AUMHUKA pasmepamu 77 < 56 X 76 mm.
03.07.2023 sxcmperno npoonepuposana (1anapockKonus) 8 2UHeKo-
noeuveckom omoenenuu JIKKD. B marom masy npasvie npudamku
6 6ude NOONASHHO20 K nepeodHeil OpIouHOI CIMeHKe KOHeA0Mepama
pasmepom 80 x 80 mm (unguabmpupoganHas MamouHas mpy-
0a, AUMHUK, Nemau KUuleHHUKa, 004buioll calrvHuk). buoncus —
Hespenas mepamoma, G3. B daavHeiiuwem 6 ycaoeusx xupypeuue-
cK020 omoenenuss nposedeno obcnaedosanue 6 obseme KT u Y3H
opearnog oprowroil norocmu (OBII) u OMT — obpa3osanue 6 ma-
A0M Ma3zy, NPeOnoA0NCUMENbHO U3 NPAB00 AUYHUKA. B pezysvma-
me KOHCUAUYMA Obl10 peuleHO Nposecmu NOBMOPHYH) ONEPayUI0
(18.07.2023): aanapomomus, yoanseHue npagvix Npuoamrkos mam-
KU, OUONcus 1e6020 AUMHUKA, OPIOULUHBL, De3eKUs 00AbUL020 CANb-
Huka. Boinoanena peausus OprowHoll n0AOCMU U MAA020 MA3a: 006~
eMHOoe 00pa308aHue KUCMO3HO-COAUOHOU CIMPYKMYPbl, paA3Mepamu
50 x50 x 35 mm, HaxoOsuweecs 8 OucmanbHoM omaoene npagoil Ma-
mMouHOi mpyobl, npasslil AUMHUK He usmeHnen. Obpaszosanue npasoii
mamouHoti mpyout ydasero. Pezyasmamor namoeucmonoeuueckozo
uccaedosanus: 00pazosanue npasoil Mamo1Hol mpyosl — ¢ y4emom
nepeuyHoll OUONCUU 2UCMON0UHECKAs. KAPMUHA U UMMYHOGEHO-
mun coomeemcmayiom Hespenoii mepamome, G3. bBuoncuiinvie ma-
mepuanvt Hanpasaenst 6 pegpeperc-uenmp OI'BY «HMHUI] JITOH
um. JImumpus Poeauesa» Munszdpasa Poccuu. ITocaeonepauyuon-
Hblll nepuod npomexan 6e3 ocroxcHenuil. Ilposedena noemophas
KT ¢ konmpacmuposaruem opeanoe epyornoii knemxu (OIK), OBIT
u OMT (18.08.2023): 6 marom ma3y npusHaKu MH0O20Y3108blX KU-
CMO3HO-CONUOHBIX 00pa308anull, aumgpadenonamusi OprOUWHOL NO-
saocmu u manoeo masa. Kouwcuauymom (18.08.2024) npunsmo pe-
wenue Hauamo nposedenue IIXT Oas eepmuHamueHvix onyxonei
IKCmMpazoHaonol rokasuzayuu y demeii (npomoxonr MAKEY 96, no
cxeme PEI). Pe3yabmam namoaucmonocu4eckoeo uccae0o8anust us
pedhepenc-uenmpa: (hpaemenm coauoroi onyxonu oughaznoeo cmpo-
eHUsI — MKAHb CHOPMUPOBAHA SHE30HBIMU U BePemeHOKAeMOYHbIMU
ouaeamu cmpoenusi. [Iposedeno Hecko0abk0 SMano8 UMMYHOUCMO-
xumuu (HUTX): eepemenoxsemouHwlii KOMROHEHM SKCHPECCUpy-
em Sall4, CuclinDI, TLEI, ene3onviii komnonenm — Myogenin,
MuoD1, Desmin. 3akawouenue: mopgponoeuveckas Kapmuuna Ou-
hasHoil 310KauecmeeHHOl Me3eHXUMAAbHOU ONYX0AU, COYemaHue
ambpuornanvroti PMC u nedughgpepenyuposannoii me3eHxumano-
HOU ONYX0AU ¢ NPUBHAKAMU 2ePMUHAMUBHOU OupghepeHyuposKuU.
B odanvretimem coemecmuo ¢ koncysvmayusmu ¢ PIbY «HMHUI]
HTOH um. Jmumpus Poeauesa» Munszopaséa Poccuu nauuenmke
nposodamcs Kypevt IIXT (npomokon MAKEY 96, no cxeme PEI),
na KT OTK, OBIT u OMT ommeuena noaoxcumenvuas OUHAMUKA.

BoiBoapl. TakuM o0Gpa3oM, y MalMEHTKU BBISIBJIEHA OYEHb
penxas 6udaszHasg 3710Ka4eCTBEHHAs OITyX0Jb MATOYHOM TPYOBI,
coueratomiasi amoproHanbHyio PMC u HenudbepeHInpoBaH-
HYIO ME3EHXUMAJIbHYIO OITyXOJIb C TPU3HAKAMU T€PMUHATUBHOM
IuddepeHIUPOBKU.
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Mo3anaa popma Bumamun K-3aBucumoli
Koarynonamuu y aemeii nepBbiXx Mecaues

Ku3Hu B PocmoscKoli o6nacmu
E.M. Tonosuna', K.C. Acranan!, I1.A. 2Kapkos?

'TBY PO «O6aacmuas demckas Kaunuueckas 60abHULa»,
Pocmoes-na-/lony ,
QIBY «HMHUI] ITOH um. JImumpus Poeauesa»
Munsdpasa Poccuu, Mockea

AxTyampHOCTb. [lo3mHsss ButamuH K-3aBucuMasi koarysio-
naTusi, UCTOPUYECKU MMEHyeMas IO3MHEU reMopparudyeckKou
00JIe3HBIO HOBOPOXICHHOTO, SIBJISICTCS ONHON M3 Haumbolee
3HAYMMBIX IPUYUH KPOBOTOYMBOCTH Y I€TEH MEPBBIX 6 MECSILIEB
KM3HU. bollee yeM B TOJI0BMHE cly4yaeB Y MallMeHTOB, CTpaaa-
IOIINX TTO3IHEN (OpMOIi, pa3BUBAIOTCS BHYTpUUEPEITHBIE KPO-
BOMBJIUSIHUSI, KOTOPBIE MPUBOASIT K MHBaJUAWU3ALMU U JTaXKe
rubenu OoNbHBIX. [0 BHEApPEHUSI MAcCOBOM IPOMPUIAKTUKU
3a0071eBaeMOCTh TTO3IHEN (opMoit cocTaBisiia 4,4—72 ciayyas
Ha 100 000 HoBopoxmeHHBIX. [IpodumakTuka mnpernapaTaMu
ButamuHa K, (buromMeHannoH) mo3posuia COKpaTuTh 3a6ose-
BaeMOCTb mo3aHel (popmoit o 0,5—1,9 ciyyas Ha 100 000 Ho-
BOPOXIEHHBIX 1O BceMy MUpy. B Poccun Bce HOBOpOXII€HHbIE
MOJy4aloT MPoMIaKTUIECKOe BBeIeHUE TTperapaTa BUTaMUHA
K, (MeHannoH Hatpus GucynbduT) B NiepBble 24 Yaca XU3HM,
OJIHAKO CYIIECTBYIOT COMHEHHUS B ero 3(PHEeKTUBHOCTH.

Ilenn u 3ama9n — TPOBECTH aHAINU3 3a00J1€BAEMOCTHU TTO3AHE I
¢dopmoit ButamuH K-3aBUcHUMOI KoaryiomnaTuu Cpeau 340po-
BBIX JICTEI1 ITEPBbIX MECALIEB XKU3HU, POAUBIINXCS B PocTOBCKOM
obnactu B 2019—2021 . ¥ MOJYYUBIIUX MPODUIAKTUIECKOE
BBEJIEHME TpenapaTa ButaMmuHa K..

Martepuajsi u MeToabl. B paboTe mpoBeaeH aHaIu3 nenepco-
HUOUIIMPOBAHHBIX TaHHBIX HOBOPOXIEHHBIX C YCTAHOBJICHHBIM
JNMarHO30M: MO3AHsAS BUTaMMH K-3aBHcHMMasi KoaryjaonaTusl,
poauBLIMXcs Ha Tepputopun PoctoBckoii oonactu B 2019—2021 rr

Pesynbratel. [1o HalMM 1aHHBIM, 3a00J1€BAEMOCTh TTO3AHEH
BuTamuH K-3aBucumoil xoaryjgonaTtueil cpeiau neTeil, ponuB-
mmxcs B PoctoBckoii oomactu B 2019—2021 . 1 mostyduBUIINX
MpodUIakTHIeCKoe BBeIcHUEe MEHAIMOHA HATPUsI OUCYIb(uUTa,
coctaBuia 13,25 cayyas Ha 100 000 HoBopoxkaeHHbIX B 2019 1.,
13,7 cayyast Ha 100 000 HoBopoXXAeHHBIX B 2020 I. 1 16,5 cityvast
Ha 100 000 HoBopoxaeHHbIX B 2021 . B monoBuHe Habston€-
HUii, 3apeructpupoBaHHbIX B 2019—2020 rr., u B 71 % ciyvaes
B 2021 1. y 310pOBBIX JTOHOIIEHHBIX MALMEHTOB, MOJYYUBIINX
npodUIaKTUIECKOE BBEIEHUE Npenapara ButaMuHa K, passu-
JINCh BHYTPUYEPEITHbIE KPOBOUBIIUSTHHUSL.

BoiBoapl. Bo3aMoxxHO, TTpoMIaKTHIecKoe BBEICHNE MeHa-
IUOHA HATpus OUCYIb(hHTA B MEPBbIC YaCHl XXM3HU HE MMECT
MOCTAaTOYHOM 3(p(HEKTUBHOCTH B OTHOIICHUU TTO3MHEH (POPMBI
BuTaMnH K-3aBHCHMMOI KOaryJaomaTHUM, ITOCKOJBKY, COTJIACHO
HAIlUM JaHHBIM, 3a00JIeBaeMOCTb CPEIU 3IOPOBEIX HOBOPO-
KICHHBIX, TTOJYYUBIINX MPODUIAKTUICCKOE BBEICHUE, COOT-
BETCTBYET MCTOPMUYECKOM, PETUCTPUPOBABIICICS U M0 BHEIPE-
HUSI MAacCOBOI TTPODIIAKTUKMA.
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Tuamun-3aBucumas meranoénacmuas
aHeMus: MONeKynAapHo-reHemuyecras
[UarHocmuKa u ponb «3dekma ocHoBamens»

M.X. I'ypxuxanosa!, T.FO. Canumona!, O.B. I'oponkosa',
H.H. Yekanos?, P.X. Adacos!, ®.®. Xucamuena?,
0.B. Maskosa‘, H.I'. Bospuyk®, E.B. Paiikuna', M.A. Macuan!
IQrBY «HMHUI JITOU um. Imumpus Poecavesa»
Mumn3zdpasa Poccuu, Mockea;
2Buomexnonoeuveckuil kamnyc, Mockea;
ITAY3 «Jlemckas pecnyOauKanckas KAuHU4eckas OonbHUYa»
Munszdpasa Pecnybauxu Tamapcman, Kazams;
‘PIKD — gpunuasr ®rA0Y BO PHUMY um. H. U. [Tupocosa
Mun3zdpasa Poccuu, Mockea

AKTyanabHOCTh. CHApPOM Pomkepca, M THaMUH-3aBUCHMasT
MmerajiobjactTHass aHemusl (thiamine-responsive megaloblastic
anemia syndrome, TRMA), — 5T0 reHeTUYECKU A€TEPMUHUPO-
BaHHBIA HACJIEACTBEHHBI CUHIAPOM C XapaKTEpHOW Tpuagou
KJIMHUYECKUX CUMIMTOMOB: Merajao0JiacTHasi aHeMusl, HeayTo-
MMMYHHBII caxapHblii auabeT U Tporpeccupyloiias Heulpo-
ceHcopHas tyroyxocth (L.E. Rogers, 1969). 3aboneBaHue pas-
BUBaeTCs BeACTBUE MyTalluu B TeHe SLCI9A2, 4To NpUBOIUT
K HapyleHUIo (GyHKIMU BbICOKOA(M(OUHHOTO THAMUHOBOTO T1e-
penocuunka yenoseka | (THTR-1). YacTora 3aboneBanus Ha ce-
TOAHSIIITHUM IeHb HEM3BECTHA, TAaK KaK OMICAaHO JIUIIb 0KoJjio 100
KJIIMHUYECKUX CIy4aeB, IMPU 3TOM, COIJIACHO HAyYHO-MeIUILIMH-
CKOM 1uTeparype, MOXHO BbIACIUTH 3 9HAEMUYHbBIX PErMOHA —
bmvxnuit Boctok, FOxHas Azust u ceBepHoe Cpean3eMHOMO-
pbe (N. Mohsen-Pour, 2022).

Iean u 3anaum — gaTh XapaKTEPUCTUKY KIMHUYECKUM TPO-
SIBICHUSAM Yy MAIlMeHTOB ¢ TCHETUYECKM ITOKAa3aHHBIM CHHIPO-
MoMm Pomkepca.

Marepuaisi u MeTonbl. [IpoBeieH aHAIM3 TaHHBIX 8 TTAIIMCH-
TOB C TeHETUYECKHU YyCTaHOBJIEHHbIM AuarHo3oMm TRMA. Menu-
aHa Bo3pacTa O0JIbHBIX HAa MOMEHT ITOCTAHOBKM AMarHO3a COCTa-
Bwia 2 roga (1 rog —16 set), cooTHoleHre M:X — 3:1.

Pe3yabratsl. /IeOr0T 3a00/1eBaHUS TTALIMEHTOB OT MEPBBIX ME-
CSLEB 0 MEPBOro rofa Xu3Hu (y 6 — ¢ aHeMuu, y 2 — ¢ otepu
ciyxa). Y 7 00JIbHBIX 10 pe3yJikTaTaM 00C/IeIoBaHUs OTMeUaaach
KJaccuyeckas Tpuana, y 1 romoBaaoro maiyeHTa Ha CerOaHsIII-
HUI JeHb HE OTMEUYEHO Pa3BUTHE TYTOYXOCTHU. Y 3 MallMEHTOB
TaKKe HaOJIIoaeTcsl BOBJICUEHUE APYTMX OPraHOB: y BCeX AU-
arHOCTMpOBaHa KapaIMOMUOIATUsS (OMHOMY M3 HUX ObLia Ipo-
BeJieHa XUpPYpruueckasi KOppeKlus), a y OPyroro mopaxeHue
CEPIACYHO-COCYAUCTOM CHUCTEMbI COYETAECTCS C AaHTMOIlaTUEH
cetuatku. [1o pesynbratam NGS y 2 maiieHTOB BbISIBJIEHBI HOH-
ceHc-myTauuu B reHe SLC1942 (1 pebeHOK ¢ KOMITayHI-TeTepo-
3UTOTHOM MyTaLMel 1 2-if — C TOMO3UTOTHOI), ay 6 OCTaIbHBIX —
rmaToreHHasi roMo3urotHas myrtamus c¢.1223+1G>A B KaHOHU-
YeCKOM caiiTe cruiaiicunra. [1pu mogpoOHOM aHaIN3e CeMeHO-
ro aHaMHe3a IMalMeHTOB ¢ MyTallMeil B caiiTe cruiailcuHra ObLU10
00HapyKeHO, YTO BCe OHU MpoxKuBaioT Ha Tepputopun CKPO.
Bce 3T0 B COBOKYITHOCTH MO3BOJUJIO HAM TIPEAMNOJOXUTh POJIb
«@pdeKkTa oOCHOBATE/sI» B JaHHON BBIOOpPKE IMALIMEHTOB, YTO
MOTIJIO MPUBECTHU K TTOBBIILIEHHO YaCTOTE pa3BUTHS JAHHOTO 3a-
0oJIeBaHUSI B 3TOM PETHMOHE.

BoiBopI. CI/IHHDOM PomKepca — OTO PEAKOE€ HaCJICACTBCH-
HOE€ 3a60J’[CBaHI/Ie, HECBOCBPEMCHHAA AMAarHoCTUKa M JICYCHUEC
KOTOPOTO MOTYT MPUBECTU K TAKEJIBIM ITOCJICACTBUAM, BKJTIOYasa
VHBAJIUIHOCTD U JaXe JIETATbHBI UCXOI. OHpCZ[CJ'IeHI/IC HOBOTO
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SHIEMUYHOIO PerMoHa, pa3paboTKa peKOMEH AN 10 TMarHO-
ctuke TRMA u npoBeneHue obpa3oBaTe/IbHbIX MEPOMNPUSITHIA
IUIS1 Bpauyeil B 3TOM pailoHe MOTYT CIIOCOOCTBOBATb OBICTPOMY
BBISIBJICHUIO JeTell ¢ JaHHBbIM CUHAPOMOM U O0ECIIEYECHMIO UX
CBOEBPEMEHHOTO JIEYSHMSL.

NMepsblil reHeMuy4ecKu NOAMBEpHALHHbII
cnyyaii pepuuuma mpancko6anamuna Ii
B Pecny6nuke benapyco:

[1Ba PaHee HeonucaHHbIX annenbHbixX

Bapuanma B rese TGN2

NLE. I'ypssanosa, 10.C. XKapankosa, A.B. JI1o0ymkuH,
E.A. IloasikoBa, B.P. Beprenko, T.I1. Boronammxk,
I1.10. boopuk, M.B. Benesues, A.B. Connnena
TY «Pecnybaukanckuil Hay4¥HO-NpaKmu4eckuil yenmp 0emcKoii
OHKOA02UU, 2eMmamono2uu u ummynonroeuuw» Munzdpasa Pecnybauku
benapycv, Munck, Pecnybauka beaapyco

AkTyampHOCTh. eduiur tpaHckobamamuHa Il — penkoe
ayTOCOMHO-PEIIECCUBHOE 3a00JIeBaHUE, OTHOCSIIIEECS K TPYIIIe
BPOXXJIEHHBIX OLIMO0K UMMYHHOM cructeMbl. TpaHckobanamuH 11—
3TO HEOOXOAMMBI O€JIOK TIJIa3Mbl, OTBEUYAIOIIN1 3a a0COpPOLIMIO,
TPaHCIIOPTUPOBKY M KJIETOYHOE YCBOeHMe BuTamuHa B .. Heno-
CTaTOK 3TOT0 OeJIKa B OpraHM3Me IMPUBOIUT K Pa3TMIHBIM CHMITTO-
MaM, BKJTIOYAsl TaCTPOMHTECTUHAIbHBIE PAaCCTPOMCTBA, 3aIepKKy
Habopa Beca, Merajo0JIacTHYI0 aHeMMIO, MAHIIUTONEHUIO, araM-
Marjao0yJIMHEMUIO, HEBPOJOTMUECKUE HapyIIeHUs, MeTaboIuye-
CKHe pPacCTpOiiCTBa M pelunuBupytoiye nHbekimu. CorinacHo
JAHHBIM MEKIyHapoaHo 6a3bl Orphanet M TMTepaTypHBIM UCTOY-
HUKaM, TIpeAcTaBieHHbIM B PubMed, ormicano menee 50 ciydaeB
neduumTa TpaHckobanamuHa I1, uto mpeamnonaraeT ero oxuaa-
emylo yactoty MmeHee 1 ciydast Ha 1 000 000 HaceneHus.

Ienn 1 331241 — TOUCK KJTMHUYECKU 3HAYMMBIX aJUIETbHBIX
BapUaHT y TMalMeHTa C MPEATIOJOXUTETbHBIM TUarHO30M Tep-
BUYHOTO UMMYHOIEDUIINTA.

Martepuaist u metoabl. [eHoMHy0 JIHK BhIesin us jieiiko-
LIMTOB TepudepruIeCcKoil KPOBU, UCTIONB3Ysl MEeTOJ, (DEHOI-XJI0PO-
dopMHoIi akcTpakiuy. [Torck aiienbHbIX BApUaHT OCYIIECTBIS -
JI METOJIOM TTOJTHOK30MHOTO CEKBEHUPOBAHMSI HA TEHETUYECKOM
ananmmzatope DNBSEQ-G50 (MGI) ¢ ucnons3oBaHueM Habopa
11t mpodornoarorosku JIHK-6mommotek u 3oHm0B Exome Capture
V5 Probe Set (MGI). BropuaHyio 06pab0oTKy JTaHHBIX CEKBEHUPO-
BaHUST OCYIIECTBIISUTA C MCITOJIb30BAHMEM IIPOTPAMMHOTO pPecyp-
ca ZLIMS (MGI). TpetnuHyto 00pabOTKy JaHHBIX BBIMOJHSIN
C TMOMOIIBIO TTPOrPAMMHOTO MOMYJISI Annovar M MOCHenyIoIien
wisrpaieii. BoisiBjieHHbIe BapuaHThl aHAJIM3UPOBAIA C TIPU-
MEHEHHUEM OHJIalfH-TIpOrpaMMbl MpeACKa3aHMsl TMaTOTeHHOCTU
Varsome. Hanmuue KIMHWYECKM 3HAYUMBIX HApyILIEHUI TOA-
TBEpXKIAI METOIOM AaBTOMAaTUUYECKOTO CEKBEHUPOBAHUS IO
Conrepy Ha reHeTnueckoM aHanm3arope 3500 Applied Biosystems
(Thermo Scientific).

Pe3ymsratel. B rene TCN2 (NM_000355.3) BoisiBIIeHBI 2 paHee
HEOINMCAHHBIX aJUICJIbHBIX BapHMaHTa B T€TEPO3ZUTOTHOM COCTO-
STHUM, JUISI KOTOPBIX B 0a3aX MaHHBIX T€HOMa YeJIoBeKa 4acTo-
Ta aJBTEPHATUBHOTO aJljie]isl He 3aperucTpupoBaHa. A UMEHHO:
B cIulaiic-caiiTe aeBsdTOoro »sKk3oHa c¢.1223-2 A>G (ACMG
Classification — BepOATHO TATOT€HHBI) U B KOIMPYIOLIEM
pernoHe Broporo sk3oHa C¢.154C>T, p.Pro52Ser (ACMG
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Classification — BapuaHT HEONpPeaeJIeHHOTO KIMHUYECKOTO 3Ha-
YeHUsT). AHAIN3 UCTOPUM OOJIe3HU TIAllMEHTA MTOKa3aJl COOTBET-
CTBUE BBISBIICHHOIO T€TEPO3UTOTHOTO KOMITayHaa B reHe TCN2
KnuHu4yeckoi kaptuHe. IlauueHTt Bnepsble nmoctynua B PHITLL
JOI' B Bo3pacTte 5 JIeT C OCTPbIM aHEMUYECKUM KpH30M (reMo-
mobuH — 49 r/1), MpuMeHeHa 3aMeCTUTeNIbHAsT Teparus dpu-
Tpouutamu. B xone HabOMoaeHUS coxpaHsach Merajao0aacTHast
aHemusi, MerasiobsactouaHocte B KM, runepOunupyorHemus,
yMepeHHas CIuleHoMeTanusl. [lo JaHHBIM KOCTHOMO3TOBBIX
MyHKIIWH, BBITIOJHEHHBIX B AMHAMUKE, MUEJIONMCITIACTUYECKUIA
cunapoMm (MIC) u remob1acTo3bl UCKIIOUEHBI. Tepanust xese-
30M U (hosreBoi KucinoTol obi1a HeabdekTrBHa. HecMoTps Ha
HOpMaJIbHbIE TIOKA3aTe/IM CHIBOPOTOYHOTO YPOBHS BUTaMuHa B,
JIeYeHre 1TMaHOKOOaTaMUHOM AaJ0 MOJOXUTEIbHBIN pe3y/IbTar:
BOCCTaHOBJICHUE YpOBHsI TemMoryiodonHa no 130 1/ 1 yMeHblie-
HHE pa3MepoB celie3eHKH. B Xoae mMHaMMUecKOTro HaOIIONeHUS
OTMEUEHO YMEPEHHOE CHWXKEHME MHTe/JIeKTa. TsoKkenble MH(peK-
IIMOHHBIE ITM30bI ¥ TUITOraMMarjio0yJIMHeMMsI B aHAMHE3¢ OT-
CYTCTBYIOT.

BoBoapl. [leduiut TpaHckobaniamuHa Il mposiBasieTcst B miep-
BBIC TOJIBI SKU3HU 1 MOKET TTPUBOINTD K 3a/IEP3KKE PA3BUTHST, TUITO-
TOHUU, Iapee, OJIeTHOCTH, I3BaM CIIM3UCTOI 000TI0YKH, aHEMUU,
MaHIUMTOIIEHUU U araMMariaooyinHeMuu. ONMMCaHHBIN KIMHUYE-
CKMIA CJTydail MOXKeT OBITh MOJIe3eH TIPU TUArHOCTUKE TTOMOOHBIX
COCTOSTHWIT ¥ ONTUMU3ALIMK TIOIXOAOB K jieueHuto. Kpome Toro,
JaHHOE HCCICIOBaHME DPACIIMPSIET CIEKTP alIeIbHBIX BapHUaHT
B reHe TCNZ2, accolMMPOBaHHBIX ¢ Ae(ULIMTOM TpaHCcKoOaaa-
muHa I1.

JlocmynHocmb MPT-guarsocmuku gns

aemeii B Poccuiickoil Mepepayuu

S.A. Epnomaesa’, C.A. Koran?, K.1. Kuprusos?
TAY3 «Jlemckas pechybaukanckas Kaunuveckas 6oabHuya»
Mun3zdpasa Pecnybauxu bypamus,
Yaan-Y0s, Pecnyonuxa Bypamus;
HUU JIOul um. akao. PAMH JI.A. Jlypnosa ®I'BY «HMHUI] onkonocuu
um. H H. broxuna» Munsdpasa Poccuu, Mockea

AKTyalbHOCTh. [IpM MHOTMX MEOWIIMHCKUX ITOKa3aHUSIX
MPT gBnsercss mpeano4YTUTEbHBIM BU3YaJU3UPYIOIIUM HUC-
clenoBaHUEM, B TOM YHMCJIe TIpM OOCJIeIOBAaHUY JIeTel C MOI0-
3peHreM Ha HoBooOpazoBaHue. MPT Gorara nuarHocTuyeckoi
nHOpPMaLMeil, HO B IeAMAaTPUICCKOI IMMPAaKTUKE YacTo TpeOyeT-
Csl UCTI0JIb30BaHUE CEAAaTUBHBIX CPEACTB UM OOILIe aHECTE3UH.
B mocnennee Bpemst oTMedaeTcsl pocT YKciia HarpaBieHU Jie-
Tel B (pemepaabHbIe OHKOJOTMYECKHE IIEHTPHI TSI TIPOBEACHMS
MPT-nmuarnocruku. HegoctynmHocts MPT 1o MecTy XXUTeIbCT-
Ba SIBJISIETCS] 3HAUMMOM MPUYMHOM HapyIIeHUsT TAlMUHTA Thar-
HOCTHUIECKOTO 1 JICYUeOHOTO IIPOoIlecca, COIMATBHOM ITPo0IeMO
1151 neteid m ux ceMeil. CylecTBytolasi cucTeMa MaplipyTr3a-
LIMU JeTei, KOTOPhIM HEeOOCTYIHO Heooxonumoe MPT-ucche-
JIOBAaHUE TI0 MECTY KUTEJIbCTBA, TPEOYET ONTUMU3AIINN U YITyU-
meHus. JlaHHoe ucciaenoBaHie ObUIO HaIpaBIEHO Ha OLEHKY
noctynHoctd MPT-uccnenoBanuii aist nereit B Poccum.

Ilemm v 32124l — OLIEHUTH CYIIECTBYIOIINI YPOBEHB TOCTYII-
Hoctu MPT-uccienoBanuii ajis1 nereii B cyonekrax Pd.
Marepuaiasl 1 Metoapl. 151 oueHKM goctynHocth MPT

IUIST IeTell B permoHax Poccuu ObUT pa3paboTaH OHJIAH-0IIPOC
C MHCIIOJIb30BaHUEM CTPYKTYPUPOBAaHHON aHKeThl. B xome
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ornpoca ObUIM cOOpaHbl TaHHbIE O HAJIMYKMU, TEKYILEM CTaTyce
MPT-annapaToB, JOCTYITHOCTU OOILLEH aHeCTe3uu sl MpoBe-
neHust MPT-guarHocTuku.

PesyabraTthl. B ornpoce mpunsiin yuactue 79 pernoHos POD.
Tonbko B 1 pernoHe moiaHocThio He gocTynmHbl MPT-uccneno-
BaHUS ISl JIeTEd, YTO OKa3bIBae€T BBICOKYIO YTPO3y KauyecTBY
OKa3aHWsI MEIUIIMHCKON momoiu netsiM. Cper OCTaBIITUXCS
78 perronoB B 100 % citydaeB MMeeTCs JOCTYI JUIST TPOBEACHUS
MPT Ha anmapatax ¢ MomHocTbio 1,5 Tecna, B 5 (6,3 %) peru-
OHaxX ecTb BO3MOXHOCTb npoBeAeHuss MPT Ha anmapaTtax Mouir-
Hocthlo 3 Teca. Ha MmoMeHT omipoca 4 (5 %) pernoHa OTMETWIN
BpPEMEHHbIC TeXHUYECKHE TPYAHOCTU B padore MPT-ammnapa-
ToB. B 11 (13,9 %) pernoHax HeT HEOOXOAUMOTO TTPOrPAMMHOTO
obecrieyeHHs TS TeTCKO# oHkosoruu. B 6 (7,6 %) pernoHax
HepocTyIHo npoBeneHre MPT mon ob1ieii aHecTe3ueit.

BoBoapl. Hame uccnenoBaHue mpoaeMOHCTPUPOBAIO He-
paBHYIO nOCTymHOCTh K MPT-uccnenoBanusiM s aeteit
B cyobekTax PD. HecMoTpst Ha BBICOKUIA ypOBEHBb 00ECIICUCH-
HocTU coBpeMeHHbIMU MPT-amnmapatamu 1 JOCTYITHOCTH TIPO-
BEICHUS UCCAENOBAHUI TMOJA OOLIMM HAapKO30M, COXPaHSETCs
3HAYUMas 10JIs1 PETUOHOB, B KOTOPBIX JIETU BBIHYKI€HO HAMpPaB-
JIFIOTCA B APYTU€ PETMOHBI, Yallle BCero B (dheaepajbHbIE LIEHT-
pol. [lepBoouepenHoit 3amaueii siBisietcst obecnieuenue 100 %
pernoHoB P® MPT-annaparamu. Hamm pesynsraTel JeMOH-
CTPUPYIOT OCTPYIO HEOOXOAUMOCTD B LIEJIEBBIX BMEIIATEIbCTBAX
JUISI IOCTOSIHHOTO MOHUTOpUHTA noctynHoctd MPT u ontumu-
3alMU MapUIPYTU3alUU JeTe, KOTOPBIM TPeOYeTCs BbIMTOJIHUTD
MPT-uccrnenoBanue 3a npefeiaMyd perMoHa, B TOM YMCIE 3a
CYET MPUBJIEYEHUS COCETHUX PETUOHOB.

FeHemuyeckas remeporeHHocmsb rpynn
KMT2A-R u KMT2A-WT u oyeHka
NPOrHOCMUYecKoi 3Ha4uMocmu MapKepoB
npu B-ocmpom numdo6nacmnom neiikose
Y MNafeHues

K.P. Unbacosa, O.U. Conpatkuna, A.H. Ka3zakosa,
E.A. 3epkanenkosa, 10.B. Oapmanckas, M.A. Macuan
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AxkTyanbHoCcTh. B-OJIJI y MiafeH1ieB TpalMIIMOHHO MOapa-
3neseTcsl Ha rpynibl ¢ nepectpoiltkamu KMT2A4 (KMT2A-R)
u 6e3 Hux (KMT2A-WT). O6e rpynnbl AEMOHCTPUPYIOT 3HAUM -
TEJIbHYIO TeTepOreHHOCTb. UMEIOTCS TaHHbIE O TOM, YTO KOH-
KPETHBII TpaHCIOKAMOHHBIN MapTHep KMT2A MOXeT BIUSATh
Ha ucxon 3aboneBanust, Haripumep, AFFI, MLLT1, AFDN acco-
LIMMPOBAaHbI ¢ OCOOEHHO HEOJArompUsTHBIM MTPOTHO30M, TOTraa
Kak TpaHcaokauuu ¢ yyactueM MLLTI0 u HEeKOTOPbIX APYTUX
TeHOB UMEIOT MeHee arpeccuBHoe TeueHue. [pynmna KMT24-WT
TakKe NeMOHCTPUPYET IeTepOreHHbI JaHamadbT U BKIOYAET
KaK MPOTrHOCTUYECKW 3HAYMMbIe MapKepbl, TaK W abeppaluu
C HEOJAHO3HAYHOI MPOrHOCTUYECKON MHGbOpMallneid, OTHOCS -
muecst K noarpynne «B-apyrue OJIJI» (takue kak NUTMI-R
u PAX5-R).

Ilenu u 3ama4u — BCECTOPOHHE OXapaKTeprU30BaTh TeHETUIE-
cKyto rereporeHHOCTb B-OJIJI y MiianeH11eB U OLIEHUTh MPOTHO-
CTHUYECKYIO 3HAUMMOCTD CIICHIM(MUICCKIX TCHETHICCKIX MapKe-
POB IIJIST YAYYIICHHS CTPAaTU(OUKALINI PUCKa.
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Marepuajsl 4 MeTOAbl. BbLT MPOBEAEH aHAIU3 MOJIEKYJISIpP-
HO-TEHETUUYCCKUX abeppalnii B OOJIBIION KOropTe MIIaIcHIICB
¢ B-OJ1JI (n =187, Bo3pact — ot 0 no 365 nHeii). Jj1st CKpUHUHTA
TEHOMHBIX abeppaluii MpoBoAUIaACh (JIyOpECLEHTHAs TUOpU-
mu3anus in situ (FISH), a Takcke RNA-seq 1t uaeHTAGUKAITAN
XUMEPHBIX TPaHCKPUITOB. Bce HalineHHbIe MapKephl ObLIN Ba-
JIMAMPOBaHbBI CEKBeHUpOBaHUEM 110 CaHTepy.

Pesyabrarel. Cpenu o6iieit Koroptel U3 187 miageHues 82 %
ciyyaeB ObutM uaeHTUdULMpoBaHbl Kak KMT2A-R (n = 154),
ocTabHble OblTMOTHeCeHBIKTpyTIie KM T2A-WT(n=33;17,6%).
Ipyrmna KM T2A-WT BKitodana Kak MIpOrHOCTUYECKH 3HAYMMbIE
MOATUIIBI — TUnepauIionauto (n = 4/33; 13,7 %), TCF3::PBX1
(n=3/33;10,3%)u ETV6::RUNXI (n=12/33;6,8 %), Tak o~
TUTIBI, OTHOCSIIMECS K rtoarpytme «B-apyrue OJUJI» (n = 24/33;
73 %). HaubGosee 4acTo B 3TOM TPYIIIEe BCTPEYAINCh MEPECTPOii-
KU, cBsi3aHHbIe ¢ TeHamMu PAXS (n = 10/24; 45,8 %) u NUTM 1
(n = 9/24; 37,5 %), a TakKke ObUIM BBISIBICHBI OOJiee peIKUE
BapuaHThl — TCF3::ZNF384 (n = 3/24; 12,5 %) u ETV6::JAKI
(n=1/24; 4,1 %). KinuHuueckue JaHHbIe ObUTA JOCTYITHBI TSI
105/187 (56 %) manueHTOB. AHalW3 IMOKa3aTeeil BbIXKMBA-
eMmoctu onpenenua, yto bCB u OB 0buM HUXe y MiIaJieHIIEB
B rpyrme KMT2A-R (n = 84) mo cpaBHeHUI0O ¢ KMT2A-WT
(n=21): 2-netusas BCB cocrasuna 37,31 % (95 % nosepureb-
Hblii naTepBan (AW) 26,92—51,71) nportus 89,72 % (95 % AN
77,18—100), log-rank test, p = 0,001. IsyxietHsis OB cocTaBuma
95 % (95 % AN 85,91—100) 1 65,23 % (95 % AN 54,65—77,86) nnst
minaneHues u3 rpynn KMT2A-WTwu KMT2A-R cOOTBETCTBEHHO
(log-rank test, p = 0,009). Ipynmet NUTMI-R (n = 6) u PAX5-R
(n = 6) NpOIEMOHCTPUPOBAIN OTJIMYHBIC MMOKA3aTEJIN BbIKM-
BaeMmoctu: 2-1etHsiss BCB cocraBuia 80 % (95 % AU 52—100)
u 100 % (95 % AN 100—100) cOOTBETCTBEHHO, OQHAKO CIIEAY-
€T OTMETUTb HEOOJBIION pa3Mep KOTOPThI, UTO MOXKET orpa-
HUYMBATh CTaTUCTUUYECKYIO MOLIHOCTh aHaiu3a (log-rank test,
p=10.,9). BerxkuBaeMocTb B rpyrime KM T2A-R B 3aBUCUMOCTH OT
TEeHOB-IIAPTHEPOB HE pa3iMyajach, COINIACHO HAIUM JaHHBIM,
BuacTtHoCTU rpymia c KMT2A::AFF1 (n=42) He oTiM4ayiach Xy -
M rporHosom: 2-netHsss BCB n OB cocraBmmm 41,5 % (95 %
AN 27,3—62,9) u 53,9 % (95 % AU 38,5-75,5) npotus 37,5 %
(95 % AN 24,2—62,86) u 66,8 % (95 % AW 52—85,8) B rpymie
¢ npyrumu reHamu-mmaptHepamu KMT2A (log-rank test, p = 0,4;
p=0,8).

BroiBoapl. AHanu3 KoropThl MiageHIeB ¢ B-OJIJI mokasan
IIUPOKUM CIHEKTP XapaKTEePHBIX TEHETUYECKUX W3MEHEHMIA.
HecMoTpst Ha oTiMuHbIE TOKa3aTteau BbiKuMBaeMOCTU PAXS5-R
u NUTM1-R, HeoOXOAMMBI TaTbHEHIINEe NCCIeOBAaHUSI Ha 00~
Jiee KPYIMHBIX KOropTax MalMeHTOB IJIsI MOATBEPXKICHUS 3TUX
HaOJIOEHUIA.

HacneagcmeenHbie 6one3Hu o6mena

Beujecims
I'.P. Kazapsan

BY XMAO — Oepubi « Husxcneeapmosckas oKpyjicHas KAUHUYMECKAs

demckas 601bHUYA»

AxkTyansHOCTh. HacmencTBeHHEIC 001¢3HI 0OMEHA BEIIECTB —
reTeporeHHasi rpyrnna 3a00JieBaHUI, AMArHOCTMKA KOTOPBIX
MPEACTABISIET TPYAHOCTH B I€IMATPUUYECKON U TeparneBTUYEC-
CKOI TIpaKTHKax. DTU 3a00JIeBaHUS JO HACTOSIIETO BpEeMEHU
OCTaIOTCs MAJIOU3yYEeHHBIMU BBUIY CBOei penkoctu. KinHuye-
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CKME CUMIITOMBI 3a4acTylo Hecrelu(UUYHbI U MPOSIBIISIIOT ce0st
o0lLIeTepaneBTUYECKON MaToA0Thel, 00yCIOBINBAs «LIUPKYIsI-
LIMI0» TAaKUX MALIMEHTOB B 00111Ieii ceTh 0e3 BEpHOTO IMarHo3a.

Ileam u 3a1a9M — TIPEICTaBUTh COBPEMEHHBIC TaHHEIC O Me-
XaHW3Max pa3BUTHUSI, OCOOCHHOCTSIX KIMHUYECKON KapTHHEI,
KOTOpBIE MOTYT IIPUBECTH TTAIIMEHTOB K Bpady-AcTCKOMY OHKO-
JIOTY-TeMaTOJIOTY, JOCTYITHBIX MeTodaX TMarHOCTUKHU OOJIe3HeM
HaKOTUICHUS, YKa3aTh SITUACMHIOJIOIMIeCKIE JaHHbIC, ITTOMUCPK-
HYTb BaXKHOCTh KIIMHNYECKOM HACTOPOKEHHOCTH B OTHOIICHUN
00J1e3HEN HAKOTIJICHMSI.

Marepuajsl u MmeToabl. O030p TUTEPaTYPHI.

PesyabraTel. O3HaKOMIJICHHME U HAaIlOMHWHAHHWE BpadaM-JIeT-
CKHM OHKOJIOraM-IreMaToJjioraM o JaHHOI rpyIire 3a00JieBaHUA.

BreiBoapl. Coob11ieHue SIBASIETCSI 00pa30oBaTEIbHBIM U UMEET
CBOEH 11€/1b10 MOBBIIIIEHME BBISIBJIIEMOCTHU MAallMEHTOB C TaHHOU
MaToJIOTUEH.

HMMyHOremamonoruyeckue nokasamenu
KpoBu y aemeii ¢ ocmpoii hopmoi
u peakmusauueil Inwmeiina-bapp supycHoii

underyuu
9.A. Kamyoa', 2K.JI. Maaaxosa',
E.B. Kamy6a'!, M.B. AuToHoBa?
'DIAOY BO «BDY um. U. Kanmay», Karununepao;
2OI'BOY BO «Tiomenckuil 20cydapcmeertblii MeOUUUHCKUIL
YHusepcumem» Mumnzdpasa Poccuu

AkTyaimpHOCTh. CIOCOOHOCTH BHpyca OmiuteiiHa—bapp
(BBb) nepcuctupoBaTth B oraHM3Me 4yeJioBeKa ¢ paHHEro BO3-
pacTta ¢ HeOJIaronpusITHBIMM TTOCIEICTBUSIMU B BUIE PeaKTUBa-
LIM1, XPOHUYECKOro TeYeHMU ST, pa3BUTUS JTUMMompoindepaTuB-
HBIX M OHKOJIOTUYECKUX IPOLIECCOB MPU OTCYTCTBUM CPEICTB
cnenuduieckoii MpoUIAKTUKM W ITUOTPOITHON Teparnuu
OIpeessieT aKTyaJIbHOCTh UCCIEIOBaHUS TTaTOreHe3a DMIITeii-
Ha—bapp BupycHoit undexuun (9bBU).

Ilenu ¥ 3a1a4M — CpaBHUTEILHOE M3yYeHEe UMMYHOTEMATO-
JIOTMYECKUX TTOKa3aTeJieli KPOBU B OCTPbIi MepUOIL MH(PEKITMOH -
Horo MoHOHyKJIeo3a (MM) u npu peaktuBaunu DbBU y neteil.

Marepuaisl U MeToabl. B rccienoBanumn ydyactBoBaiu 207
neteit B Bo3pacte ot 3 go 17 net: I rpynma — 135 yenosek ¢c UM
npu nepsuyHoii DbBU; 1l rpynma — 72 pebenka ¢ UM B pe-
3yabTate peaktuBauuu ODbBU. [ToctaHOBKA IMarHo3a mpou3Bo-
JIUJIACh MO JaHHBIM KJIMHUYECKUX CUMIITOMOB, CEPOJIOTHYECKUX
(MeTomamu nmoaumepasHoit nenHow peakuuu (ITLHP) u uMmyHoO-
depmenTHoro ananuza (MMDA)) uccienoBanmii (B KpoBU Yy Ma-
LIMEHTOB OOHAPYXWBAIUCh Pa3IWYHble KOMOMHALIMU aHTUTEJ
K BOB, cBuaeTeIbCTBYIONIME O PA3HBIX CTAAUSIX MH(PEKIIMOHHO-
ro mpoiiecca). UmmyHnodenorunmupoanue (MDT) mumdborm-
TOB nepudeprvecKoil KPOBU C UCTIOJIb30BAHUEM PACIIUPEHHON
MaHeJIu MOHOKJIOHAJbHBIX aHTUTEN K AU depeHINPOBOYHBIM
aHTureHaM. Ctatuctuueckass oopaboTKa JaHHBIX MTPOBOJAMIIACH
C UCITOJIb30BaHMEM ITaKeTa MPUKJIAJIHBIX TTporpaMMm Microsoft
Office m Statistica 10, a Takzke kputepus [llamupo—Ymika, Koi-
moropoBa—CmupHoBa, @uirepa, BuikokcoHa u ap.

Pe3yabraThl. YCTaHOBIICHO, UTO U3MEHEHMUS JICHKOIIUTAPHON
(opmynbl Bo Bcex rpymmax rnpu repsuyHoit DbBUW o0butn Tunmmg-
HBIMU C HEKOTOPBIMH BO3PACTHBIMUA OCOOCHHOCTSIMU: JICUKOLIM -
T03 HauboJiee BbIpaxkeH B 3—6 JieT, MOHOLUUTO3 — B 7—11 1 12—17
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net (p,=0,045; p, = 0,012), MUHMMAIbHOE COAEPXKAHKUE HEUTPO-
buioB ormMeueHo B Bopacte 12—17 ser (p, = 0,03). Yucno num-
(o1rTOB OBUTO YBEIMYEHO BO BCEX TPYIIIIAX B CpeIHEM B 4 pas3a
(p = 0,000), B TOM 4uncye 3a CUET MOSBAEHUSI aTUITMYHBIX MO-
HOHYKJIEapoB, MaKCUMYM oTMedeH B 12—17 net. Y gereit ¢ UM
B pe3yibrare peaktuBanuy DBBU coxpaHsicsT BeIpaskeHHBIN
JINXOPaTOYHO-MHTOKCUKAIIMOHHBIM CUHIPOM, HO Oe3 ajeKBar-
Ho#t nuMdonponndepaTuBHOM peakiuu. ToJIbKO B BO3pacTe
3—6 ner peaktuBaumst DBBU cornpoBoxnasach MUHUMAIbHbI-
MM TeMaTOJIOTMYECKUMHU CABUTaMU — JeiikouuTos < 12 x 10°/n
(p, = 0,009), monouutos (p = 0,047) 1 eNIMHUYHBIE ATUITUYHDIE
MoHOHYKJIeapbl (< 5 %), a B OCTaJbHbIX IPYIIaxX U3MEHEHUSI
B reMorpaMme OBUIM OMATHOCTMYECKM He3HauyMMbl. CpaBHU-
TEJAbHBIA aHAJIU3 MMMYHHBIX I10Ka3aTeJe Ipu INEPBUYHOMU
¥ peaktuBanuu DBBU 1okaszain, 4To eIMHBIMU UMMYHOJIOTH-
yeckumu kputepusimu UM npu peaktuBaunu SbBU gisioTcs
YMEHbIIIEHUE aKTUBHOCTH KJIeTOUHOro 3BeHa: CD3*-numdonu-
TOB B 2 paza, CD8*-mumdomnurtoB B 3 paza, HLA-DR*-nmumdo-
1MTOB B 4,2 paza v NoBblllIeHUE Ha 1-if Heaene 60Je3HU Yucia
miazmatudeckux kiaetok CD38-numdbouutosn B 2,8 paza. [1pu
5TOM HaMMEHBIIIas peaKIIns KJIeTOYHBIX IoKa3aTesei 3apukcu-
poBaHa B Bo3pacTte 3—6 JIET, YTO MOXKET OOBSICHSTD 00JIee YaCTYIO
peakTuBanuio ObBU y n101IKOIBHUKOB.

BoiBoapl. PeaktuBauus DbBW, B orainume oT mepBUYHOI
OBBMU, xapakTepusyeTcss MUHUMAJIbHBIMU FeMaTOJIOTMYECKUMU
W3MEHEHUSIMU JIEMKOLIMTapHOI (POPMYJIbI, TTONABJIECHUEM peaK-
LIMU KJIETOYHBIX (haKTOPOB UMMYHHOM 3allIMThI, HEaAeKBATHBIM
3HAUUTEJIbHBIM YBEJIMUYECHUEM UMCIa TUIa3MaTUIeCKUX KIIETOK
B HayaJIbHOM Tiepuone 3aboneBanusl. [1omoOHbBIE M3MEHEHUS
MOTYT HE CAepXUBaThb JUTUYECKYIO DEIUIMKAILIMI0 BHUPYCOB,
¥ IIPOMCXOINT MOBTOPHOE pa3BUTHE KIMHNYECKON MaHUdecTa-
o UM y neteit, HamboJjiee 4acTo B 4-M KPUTUICCKOM TIEPUOJIE
pPa3BUTHUSI UMMYHHOI CUCTEMBI (3—6 JIeT).

PepKuil cnyvail peyuagusa
nnesponynbMoHanbHoil 6Gnacmombl | muna

y nayuexwma ¢ DICER1-cunppomom

M.A. Jlememes, H.A. Auapeena, A.E. /Ipyii, 1.B. Cunopos,
J.M. Konosanos, 1.B. Tsepnos, H.B. I'eresms, P.X. Abacos,
H.IO. Yeman, T.B. Ilamanckasg, J1.10. Kauanos
OI'BY «<HMHUI] JITOH um. Jimumpus Poeauesa»
Munsdpasa Poccuu, Mockea

AKTyanbHOCTh. [1neBpomnynbmoHanibHas 6gacroma (II1B) —
Hau0oJjiee yacTas IepBUYHAsI 3I0KAaUYeCTBEHHAS OITyXOJIb JIETKUX
nerckoro Bospacta. I1I1b I Tuna orinyaercst Haubosee 6aro-
MPUSITHBIM IIPOTHO30M, TIO3BOJISIIOLIMM B OOJIBIIIMHCTBE CIy4acB
OrPaHUYUTBLCSI XUPYPrUUEeCKUM JieueHueM 3aboseBaHus. [1pu-
MeHeHue anbioBaHTHOM [TXT cBOIUT K MUHUMYMY PUCK pa3BU-
tust peumaua [TI16 I Tuna.

Ilean u 3apaum — ornucaHue PEAKOro KJIMHUYECKOTO cydast
pasputusg peuuausa [II1b I tuna ¢ tpanchopmauueit B I1I1b
11T Tuna y nauueHTku ¢ DICER I-CuHAPOMOM TOCJIe aAbIOBaHT-
Hoit ITXT. AHanu3 ponu MOJEKYJISIPHO-TeHETUYECKUX METOI0B
uccienoBaHus B nuarHoctuke peunausa [1I16.

Marepuajbl 1 MeToAbl. ONMMCAHHBIN MALMEHT TOJyYall Clie-
nudpudeckywo tepanuio B ycaosusx HMUL ATON um. JImur-
pust Porauyesa. JI;1s1 BRISIBJICHUSI TEHETUUECKMX aOeppaliuii mpu-
MEHSJIUCh MYJIBTUTIJIEKCHAS JIMra303aBUCUMas aMILIMpUKaLs
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(MLPA) 1 TapreTHO€ BbICOKOTTPOU3BOIUTEIbHOE CEKBEHUPOBA-
Hue JHK (NGS). UccrenoBanue nmpoBoAWIOCh Ha TKaHU, 3a-
JIUTOM B mapachMHOBBIM OJIOK, U TUMQOIUTAX, BbIACIEHHBIX 13
neprudepruuecKoil KpOBY MallMeHTKH.

Pesyabratel. Y odesouxu nabawdancs debiom 3abonesarnus
8 so3pacme 2 nem ¢ passumusi ObIXameabHol HedoCmamo4HOCmu
({IH) na pone cnoHmanHo20 NHeEMOMOPaKkca u NHe8MOMeOUacmu -
Hyma. B Heonkonoeuueckom cmayuonape 8binoaneHo OpeHuUpo8ane
nesoil naespanvroil norocmu. Ilo dannvim KT OI'K obnapysicero
KUcmosHoe 00pazoganue HUicHel 00U 1e68020 1e2K020 pa3mepamu
41x 19x 32 mm. Ilposedena mopaxockonuueckas pe3eKuyus, OpeHu-
Pposatue naespanvHoli norocmu. lucmonoeuuecku epuguyuposana
IIII6 I muna, umo noomeepicoeHo pe3yabmamamu nepecmompa
6 Meocdynapoonom peeucmpe (PPB/DICERI peecucmp). Ilpu npo-
sedenuu NGS 6 mianu onyxoau 00HApYICeHa MUCCEHC-MYMAlUs
DICERI p.D1709N c doaeit anbmepramuesroeo aanensi (AF) 12 %.
bnaeodaps obnapyycenuro memodom MLPA 6 e6erosHoll Kposu
NPOMSNCEHHOU Oeneyu Kooupyoueil nocae0o8amenbHoCmu 2eHa
DICER1, 3ampaeusarouseii 3x30ub1 5—27, a makyce 3-UTR, 6vin
noomeepxcoern DICER I-cunopom. Hecmompsi na npedycmompen-
Hyo makmuky “watch and wait”, yuumoieas omcymcemeue OaHHbIX
0 PaduKanbHOCMU NePEUHHOU ONEPayULL, B03MONCHYIO ONYX0NE8YH0
KOHMAMUHAUUIO NABPANbHOI NOAOCIU, NPUHSIMO pelieHue 0 npo-
sedenuu adsrosaumuoil IIXT 6 06seme 22 ned no cxeme VAC/VA. Ilo
3aeepuieHuY mepanuu KoHcmamupogau noanuiii omeem (I10). Ye-
pe3 200 Om OKOHUAHUS MePanuy KOHCMAmMupo8aH A0KANbHbLI pe-
yuoue 3abonesanus. Ilayuenmie nposedeno mMopakocKkonuveckoe
yoanenue HosooOpaszosanus (R0). Tucmonoeuvecku ycmawnoenena
IIIIG 11 muna. Memodom NGS 6 onyxonesoii mkanu 6 peyuouge
00Hapyicer ananoeu4uvlii comamuyeckuii eapuanm 6 eene DICER
¢ AF ~ 94 %, 6arazo0aps wemy UCKAIOUEHA MEMAXPOHHAS ONYXO/b.
Kpome moeo, 6 peyuduge @uvis6ieH OHKOZEHHbLI GAPUAHM 8 2eHe
ATM ¢.4109+1G>A ¢ AF ~ 43 %. Yuumvieas pazeumue peyuousa
3abonesanus ¢ mpancgopmayueii 8 I1116 111 muna npunamo peuie-
Hue 0 npogedeHuYU mepanuu no NPOMOKoAY AeueHus 04 NAUUEHMO8
co II u Il eucmonoeuueckum munom III1B. [Iposedero 4 kypca
12VADo u 8 kypcoe 1VA. [lo 3a6epuienuu cneyuguueckoii mepanuu
sagukcuposan 110 11. B nacmoswee epems nayuenmka ycusa, ne-
puod Habawdenus cocmasasem 15 mec.

BoiBoabl. HeanekBaTHOe MepBUYHOE XUPYPruYECKOe BMe-
111aTeJILCTBO MOXET CIOCOOCTBOBAThL pa3BUTUIO peuansa I1I1b
I Tuna, HecMOTps1 Ha mpoBeAeHue aabloBaHTHOU [TXT. MeToabl
MOJIEKYJISIPHO-TEHETUUECKOTO HMCCIIeI0BaHMS TTO3BOJISIIOT yCTa-
HoBUTh DICERI-cunapoM u mipoBectu nuddepeHImaTbHyo
NUArHOCTUKY peLuanBa 3a00JeBaHUs OT METAXPOHHOM Omyxo-
JiU. BbisiBiIeHME TOTTOJHUTEIbHbBIX MOJIEKYISIPHO-TEHETUUECKUX
BapHUaHTOB TPEeOYET rccienoBaHus Ha 0OJbLION KOropTe namu-
€HTOB B LIEJISIX YTOUHEHUST UX TTPOTHOCTUYECKOI POJIH.
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BpomaeHHas Memacmamuyeckas
afipeHoKopmMuKanbHaa KapuuxHoma,
accouuupoBaHHas ¢ cusapomom beksuma-

BupemaHa: onucanue KNUHUYECKOro cnyyas

B./. JIureunos!, H.C. Usanos!, 1.C. Kneukas?, H.I'. Yckosa!,
E.IO. Uabuna!, A.I1. Illepoakos!, D.A. Anap?,
T.B. Illamanckas’', A.A. Koioakuna’, /I.10. Kayanos!
IQrBY «HMHUI JITOU um. Imumpus Poecauesa»
Mumn3zdpasa Poccuu, Mockea;
2PIKB — ¢puauar DIrAOY BO PHUMY um. H.U. ITupozosa
Munszdpasa Poccuu, Mockea;
DI'BY «Hayuonanvholii meduyuHckuil uccaedo8amenbCKuil yeHmp
andokpuHonroeuu» Munzdpasa Poccuu, Mockea
AKTyaJbHOCTBb. AlpeHOKOpTUKaibHas KapiumHoMma (AKK) —
3JI0Ka4eCTBEHHasl COJIMAHAsI OIyXOJb, KpailHe peaKo BCTpeya-
fo11asics B AETCKOM MOMYJISILIUU U XapaKTepU3YIOLIAsICS TIOXUM
nporHo3zoMm. Haubonee yacto AKK accounmpoBaHa ¢ CUHAPO-
MoM JIu—®paymenu (mo 80 %), mpu 3TOM accoLMaLMs ¢ CUH-
npomoM bekButa—Bunemana (CBB) cocraBisiet MmeHee 1 %, 110-
ATOMY aHaJIU3 U CUCTeMaTU3alMsl peAKUX KIMHUYECKUX CyYaeB
U MX B3aUMMOCBSI3U C T€HETUYECKUM JeTepMUHAHTaMM KpaiiHe
aKTyaJIbHbI.

Ienu u 3aga4u — MPOAEMOHCTPUPOBATh PEIKUI KIMHUYE-
ckuii ciryvaii BpoxneHHout AKK, accouunposanHoii ¢ CbB.

Marepuansl u metoabl. [Ipu nposedenuu yaompacomoepa-
huueckoeo cxkpunuHea Ha cpoke eecmauyuu 26 Hedeav y naoda
8blsi6ACHbl  NPUSHAKU 008eMHO20 00paA306aHUs  3a0PHOUUHHOO
npocmpancmea, CovemaHHvle C PeHO- U 2enamomeanuell.
B pannem HeonamanvHoM nepuode oOmMe4eHO meueHue Heo-
HAMAAbHOU  eUNOAUKeMUU HA (DOHEe MHONCECMBEHHbIX CMuUM
ducambpuoeenesa, 8 céa3u ¢ HeM NPOBEOCHO MONEKYAAPHO-2eHe-
muueckoe uccaedosanue ACUKOyUmos nepughepuueckoli Kposu —
yemanosnen CBHB. B gospacme 1 mecauya npu npogedenuu KT
OKII u OIK sbisieaeno obpazosanue npagoeo Haonoueunuxa (V =
2,08 cm?), 2 maekomkanHbIX 00pa308anus 16020 1eeko2o U 1 00-
pazosanue npagoeo neekoeo. Buviaerena 3nauumensuas snesayus
KOHUeHmpayuu 0ecudposnuanopocmepor-cyasgpama 0o 33 Hopm
u mecmocmepoHa — 00 2 HOpM HA (YOHE CHUNICEHUS] KOHUCHMPAUUU
Kopmusona u scmpaoduoaa. [lposedero onepamueroe emeuiamens-
cmeo 6 obveme a0pPeHaIIKMoMUU Cnpasa u yoaienus Haubonee 0o-
cmyntoeo ouaea 8 S10 ceemenme ne6020 neekoeo mpaucouagpae-
manvHoim docmynom. [1o danHbIM ucmosoeuteck02o uccaedo8anus
Kapmuna Haubonee xapaxkmepna oin AKK ¢ memacmuueckum
nopaxcenuem neekux. Takum ob6pazom, Ha OCHOBAHUU KAUHUKO-
AHAMHECMUMECKUX OAHHbIX, Pe3yAbmamos A1ab0pamopHO-uHCmpy-
MEHMAAbHBIX Mem0008 00CAe008AHUS U 2UCMOA02UHECK020 3AKAH)-
ueHus pebenky ycmarosnen ouaenos: «<AKK TINOMI1 no AJCC,
1V emadus no COG. CHB».

Pesyasratsel. /Ipogedero 6 kypcose IIXT no cxeme CED (yucnaa-
MuUH/3Mono3ud,/0okcopyoulur) ¢ KoMouHauuu ¢ nPUemMom Mumo-
mana no npomoxony ARAR0332. [lo npuuune msicenoi eacmpout-
mecmunanvroil moxcuurnocmu I11—1V cmenenu no CTCAE ver. 5.0,
demepMUHUPOBAHHOU HeNocpedCmeeHHbIMU NOOOYHbIMU dheKkma-
MU MUMOMAHA U Nepuodamu UHOYyUpo8aHHol anaasuu Kpoeemao-
PeHusi Ha (oHe nepcucmupyroueco HMepoKoAUma HoposUpYCHoll
2MuUoA02UL, MmepanesmuiecKds KOHUueHmpayus npenapama Ovlia
docmuenyma moavko nocie 3agepuieHuss UHOYKUUOHHBIX KYpPcos
IIXT. Ilo pe3yrvmamam KomnaekcHoeo obcaedosanus ¢ UCHONb-
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306anuem memoouku KT xomcmamuposan I10 na nposedennyio
mepanuio (padukanvbroe yoaseHue NepeUHHOU ONYXOAU, HUBEAU-
DPOBaHUEe Heonaacmu4eckKux o4azoé 6 oboux aeekux). IIpodoaica-
emest 3amecmumenbHas 20pMOHANbHAS Mepanus UHOYUUPOBAHHO
XPOHUUECKOU HAONOYeHHUK0BOU HedOCMAamo4HOCMU U eunomupe-
03a Ha oHe KOppeKuUU 8pONCOCHH020 eUNEePUHCYAUHUIMA NPOU3-
B800HbIM OeH30MuUaduasuHa ¢ mua3udonoo0oOHbIMU OUypemuKami,
MPedYIOwUX exNceuacHoe0 MOHUMOPUH2A 2AUKEMUU U INeKMPOAUM -
Hoeo 6anamnca (e pedxce 1 paza 6 2—3 cym), KOHUeHMpayuu mu-
momana u 20pMoHanbHo2o npouas (He pexce 1 paza 6 2—3 ned)
¢ pe2yaspHoll HeoOX00UMOCMbIO 8 HOCMUPOBKE 00308bIX PENCUMOB.
JlaumenvHocms HabAOOEHUS OM MOMEHMA YCMAHO0B8AeHUs OUaeH03a
cocmasnsem 11 mec. Coxpansemes cmamyc pemuccuu Ho 0CHOGHO-
MY 3a001e8aHUIO.

BoiBoapl. [IpencraBieHHBIN Cilydail AeMOHCTPUPYET HEOOXO-
numocTh BkmtoueHus: AKK B nuddepeHInanbHO-AMarHOCTH -
yeckuil psaa y nauueHtoB ¢ CbB, a Takxke BO3MOXHOCTb MPO-
BeICHUs MHTEHCUBHOUN 1MKI0oBoi XT M Tepamuu MUTOTAaHOM
y MallMeHTOB MePBbIX MecsleB ku3Hu ¢ AKK.

tHene3sopepakmepHan menesopeuyumuan
aHeMud: 2 nepBbiX reHemuyecku
noameepHaeHHbIX c/yyad B Poccuiickoil

(Menepauuu u3 Pasanckoi obnacmu

M_.A. Jlynskosa', H.B. Unsaxkosa', E.B. Paiikuna’
'Hayuno-kaunuueckuil yeHmp eeMamonoeuil, OHKOA0UYU U UMMYHOA02UU
DI'BOY BO «Psazanckuii eocydapcmeeninili MeOUUUHCKULL YHUSepCUmem

umenu akademuka M.I1. Ilaerosa» Munzopasa Poccuu,

QIBY «HMHUI] ITOH um. Jimumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AkTyaimpHOCTB. 2KenezopedpakTepHas kene3omneULINTHAS
a"Hemus (iron refractory iron deficiency anemia, IRIDA) — pen-
KO€ HacJIeICTBEHHOEe 3a00JIeBaHME, BEI3BAaHHOE Te(heKTOM reHa
TMPRSS6. Tloteps ¢dpynkunmu TMPRSS6 BbI3bIBaeT ne(UILIUT
JKejie3a M3-3a HealeKBaTHO BBICOKOTO YPOBHSI TEIIIMAMHA CO
3HAYUTEJIbHBIM CHMXKEHHEM aObCcopOLMU Kejle3a U CeKBecTpa-
e xxene3a B Makpodarax. Oto 3a00j1eBaHUE XapaKTepU3yeTCs
MUKPOLIMTAPHOU TUIIOXPOMHOM aHEMUEN C HU3KMMMU YPOBHIMU
CBIBOPOTOUHOTO 3KeJjie3a M Kod(hGUILIMEHTa HACBIIIEHUS TpaHC-
deppuHa Xejle30M M HOPMAaJbHBIMU/BBICOKMMH 3HAYCHUSIMU
CBIBOPOTOYHOTO hepputrHa. [lallmeHTH HEBOCIIPUMMYMBBI
K JICYCHUIO TIEPOPAIbHBIMU TIperapaTaMM Kejie3a, HO IeMOH-
cTpupyIoT yacTuuHbIN oTBeT (HO) Ha BHYTpUBEHHYIO (peppoTe-
panmio.

Ileam w 3amauym — TIpEACTaBUTh 2 TEPBBIX TE€HETUYECKU
noaTeepxkIeHHbIX cirydast IRIDA B PD y neBouek n3 PazaHckoii
obsacTu.

MarepuaJjsl 4 MmeToabl. Obe decouru HabAOANUC 8DA1OM-2e-
MamoAnoeom no noeoody XpOHU4eCKoi Jcene300epuuyumnoil anemuu
¢ omcymemeuem omeema Ha NepopanbHylo mepanuio npenapama-
Mmu xncenesa u 40 na napenmepanvryio gpeppomepanuro. Ilpu donon-
HUMENbHOM 00CAe008AHUU UCKAIOYAAUCH MANACCEMUs., UCAUAKU,
BocnaneHue, nNamoao2us WUMoGUOHOI Jceae3vl, CKPblmas Kpoeo-
nomeps. Ilodospesanracy IRIDA, Ho nposedenue cenemuueckoeo
ananusza mymayuii 6 cene TMPRSS6 ¢ nomoupro npsimoeo cexeeru-
posanus ho CaHeepy cmano 803MONCHbIM moavko 6 2022 e.

Pesyabratel. V' [ pebenxa awnanuz eena TMPRSS6 eviseun
eemeposzueomuvie mymayuu 6 3x3one 2 (p.Trp64Ter) u sK30mHe

PA3AEN III

15 (p.Gly594Arg), panee onucannvlie Kaxk namoeeHuvie. Bovigénen-
Hble Yy 8MOpoe0 pebeHKa eemepo3ueomHblie Mymayuu 6 sk3oHe 3
(p.Gly81Cys) u sk3zone 11 (p.Arg404Cys) 6 nayunoil aumepamype
Kak namoeenHvle onucauvl He OviLau. [Ipogedentoe monexyspHo-
eeHemuueckKoe uccaedosanue pooumeneli ¢ NOUCKOM Bbls8AEHHbIX
Y pebenKa moueuHvix Mymauuii n00meepouso KOMnAyHo-eemepo-
3UCOMHOCMb Y PeOEeHKA, 4MOo NO380AUAO YCMAHOBUMb OUACHO3 Jce-
ne3opegpakmepHoil ieene3odepuuyumuoil anemuu IRIDA.

BoiBoapl. TakuM o6pa3oM, Mpy HAAUYUKU Y OOJIbHBIX I€TCKO-
TO BO3pacTa TMIIOXPOMHOI MUKPOLIMTAPHOI aHEMUU, COITPOBO-
JKIamolIeiics HeaJleKBaTHBIM OTBETOM Ha Tepartuio rpernapaTtamMmu
xenesa, npu augdepeHUnaabHOi IMarHOCTUKE CEAYET YUUThI-
BaTh IRIDA. Ing noareepxknenus IRIDA ciegyer mpoBoauTh
nouck mytauuii B rene TMPRSS6.

FepMuHanbHbie Mymauuu B reHax
onyXonesoii npeapacnonoxeHHocmu
Y MONOAIbIX Nayuenmox ¢ thubpoageHomMamu
MOMNOYHBIX Hene3

C.H. Muxaiinosa!, B.B. Cemenosa',
J.B. Xecranos', T.B. Hacenkuna?
'HUH JI0ul um. axad. PAMH JI.A. [lypnoea ®I'BY « HM U] onkonoeuu
um. H H. broxuna» Munzdpasa Poccuu, Mockea;
2PIrbYH UMF um. B.A. Dneeaveapoma PAH, Mockea

AktyansHocTh. Pubpoanenoma (MDA) sgsusiercs: Hambomee
pacrpocTpaHeHHOU 10OpOKAYECTBEHHON OMYX0JIbIO MOJOYHBIX
Kene3 'y aeteil M moapocTKoB. B HekoTopbix ciydasix DA MOTyT
OBITH TIPOSIBJICHUEM HACJIEJICTBEHHBIX OITyXOJIEBBIX CUHAPOMOB
60 codeTaThbest ¢ 6ECCUMITTOMHBIM HOCUTEIBCTBOM TIATOTEH-
HBIX MyTallMii B TeHaX OITyX0JIEBOI MPenpacioiokeHHOCTH, YTO
TpeOyeT 0COOEHHOTO BHUMAaHMS BBUY BBICOKOTO pUCKa pa3BU-
trst 3HO pa3nnaHbIX TOKaIU3auii TPy TaKUX COCTOSTHUSIX.

Ilean u 3a7a4M — OLIEHUTD CIIEKTP U YACTOTY T€pMUHATbHBIX
MYTalU B T€HaxX OMyXOJIEBOM MPEApaCOI0KEHHOCTU Y MOJIO-
JBIX TAaMEeHTOK ¢ DA MOJIOUHBIX Keles.

Marepuajsl M MeToabl. B rccienoBaHue ObLIM BKIIOYEHBI
28 mauMeHTOK B Bo3pacTte oT 7 Ao 17 ner (cpeaHuil Bo3pacT —
15,1 roma) ¢ DA monouHbIX Xkeje3. B 5 (17,8 %) caydasix mo-
paxkeHME MOJIOYHBIX Xejie3 MMEIO MHOXECTBeHHBIN OuiiaTte-
paibHBIA xapakTep. BceM ydyacTHUIIAM ucCCIeqOBaHUSI ObLIO
MPOBEICHO MOJIEKYJISIPHO-TEHETUYECKOe TECTUPOBAHUE, BKIIIO-
yalollee CEeKBEHMpPOBaHWE KOMMPYIOINX obOmacteit 60 reHoB,
CBSI3aHHBIX C TTOBBIIIEHHBIM PUCKOM 3a00JIeBAaHWIT MOJIOYHBIX
JKeJie3, METOIOM BBICOKOITPOU3BOANTEILHOTO CEKBEHUPOBAHUS
Ha matgopme Illumina.

Pesyabratel. ¥ 14 % nauyeHToK (1 = 4) ObLIM OGHAPYKEHBI
KJIIMHUYECKM 3HAaUMMble MyTalluu B cieaytoiux reHax: PTEN,
ATM, BRCAI, BRCA2, CHEK2. Ise (7 %) maumMeHTKA MMeEU
MyTauuu ogHoBpeMeHHO B 2 reHax (PTEN w CHEK2, PTEN
u ATM), a Takke eHOTHIT cMHApoMa KoyneHa, xapaKTepHBIM
MPOSIBIIEHUEM KOTOPOTO SIBJISIIOTCS MHOXKECTBEHHbBIE OuaTte-
pansHble DA. B 06oux ciayyasx myrauuu B reHe PTEN uMenu
xapakTep de novo. ¥ Matepu OJJHO U3 MallMeHTOK Oblia 0OHapY-
>keHa myTanus B reHe ATM, 9to 03HavaeT HaJum4Iue MOBBIIIEH-
Horo pucka pa3sutusi PM2X B TeueHune xu3Hu. MaTb nauueH-
TKU ¢ myTauueil B reHe BRCAI Obuia HOCUTEJIeM aHAJIOTMYHOM
MyTauuu U uMmesia B aHamHeze PM2K B Bo3pacte 43 set. PonHast
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cecTpa MauMeHTKU ¢ MyTauueil B reHe BRCAZ2 saBasiiach 3010po-
BBIM HOCUTEJIEM.

BoiBoabl. B nanHOM ucciaenoBaHuu y 14 % MOIOABIX Hally-
eHTOK ¢ MDA MOJIOUHBIX XeJie3 ObLIM BbISIBACHBI KJIMHUYECKU
3HAUMMble MyTallMMd B T€HaX OITyXOJEBOM MpeapacioaoXeH-
Hoctu PTEN, ATM, BRCAI, BRCA2, CHEK2. CBoeBpeMeHHOE
MOJIEKYJISIPHO-TEHETUYECKOE TECTUPOBAHUE C O0s13aTeIbHBIM
o0cenoBaHreM OMZKAWIIMX POJCTBEHHUKOB MO3BOJISIET (hop-
MUPOBATh IPYIINbl PUCKA U HA3HAYaTh MAlIMEHTKAM ONTUMAJIb-
HbIM IUIaH CKPMHMHIOBBIX MEPONPUSITHUIA, HAalpaBJICHHBIM Ha
paHHIO1I0 TrarHoctuky 3HO.

LlumoreHemu4yecKkas u MoneKynapHo-
reHemuyecKan AUarHocmuka XpomMocomHoi
abeppauuu t(X;11)(q28;p15)/NUP98::HMGB3

Y nayueHma femcKoro so3pacma
C NepPBUYHO AUArHOCMUPOBAHHLIM 0CMPbIM
MUENoUHbIM NeiliKo30M

N.B. ITaxomosa', I.P. Kanysa', E.B. Bosiounuk!,
M.T. Haymosuu', E.A. KopoTkesuy?,
A.C. Pomannosa', M.B. Benepues'

TY «PHIII] IOT'H» Munszopasa Pecnybauxu Beaapyco,
Munck, Pecnybauxa benrapyceo;
2beaopycckuii 20cyoapcmeeHHblil yHUugepcumenm,
Munck, Pecnybauxa beaapyco

AKTyaJabHOCTb. XPOMOCOMHBIE TPAHCJIOKALIMU C YYacTUEM
reHa NUP98 (NUP9S::X) neteKTupyloTcst mpumepHo B 7 % ciy-
gaeB OMJI y neTeit 1 MOJOIBIX B3pOCHBIX. B HacTosIIIee BpeMs
rpynmna tepectpoek NUP9S::X Bkmouaer 6osiee 30 BapraHTOB
C pasIMYHBIMU reHamMu-napTHepaMmu. Ilpu stom Gosee 67 %
NUP9S-non0oXUTEAbHBIX MalUMEHTOB AETCKOrO0 BO3pacTa Xa-
pakTepusyloTcsd HaauyueM BapuaHta NUP9S-NSDI u okoino
20 % — Bapuanta NUP98-KDM5A (E. Bertrums, 2023). Ilepe-
crpoiiku NUPYS::X acconmnpoBaHbl ¢ HEOIATOIPUSTHBIM IIPO-
THO30M, a UX OTpe/ie/ieHue BKITIOYeHO B CTaHAAPTHYIO TUarHO-
ctuyeckyto naHeab OMJL.

Ienn W 3ama4u — ompeesieHre reHa-nmapTHepa y MaiueHTa
¢ nepectpoiikoit reHa NUP9YS.

Marepuajsi 1 MeToabl. KaprioTunupoBaHue JeiiKeMUuueckKnx
KJIETOK BBITIOJIHSIIIOCh MeToa0M nuddepeHunaabHoro G-okpa-
mBaHusa 24-9acoBoit KyabTyphl KieTok KM (MarrowMAX
Bone Marrow Medium). MonekyjaspHO-reHeTu4ecKast Auar-
HOCTUKa BKJlOYaJia B ceOsl BBISIBJCHUE CTaHOAPTHBIX TpPaHC-
gokaumit  RUNXI::RUNXITI, BCR::ABL1, CBFb::MYHII,
PML::RARa v KMT2A::X meronamu FISH u ITTLIP B pexxume pe-
aJIbHOTO BpeMeHU, onpeaenenne Hanuuus FLT3-1TD metonom
(parMeHTHOTO aHaIM3a, MyTallMOHHLIN aHanu3 reHoB CEBPA,
WTI, NPM1 meTonom npsiMOro cekBeHupoBaHus 1o CaHrepy.
FISH npoBonuiu Ha uHTepda3HbIX sapax U MeTada3HbIX Iia-
CTUHKAaX C MCMOJIb30BaHUEM JIOKYC-CITELIM(PUIECKOTO ABYXIIBET-
Horo JIHK-30onma nnsa rena NUPYS (11p15.4) Dual Color Break
Apart Probe (Zytovision, IepManusi) m XpoMocoM-cIienudu-
yeckux JJHK-30um0B mis 6, 11 u X-xpomocom (MetaSystems,
IepmMaHusI) B COOTBETCTBUU C peKOMEHAAUSIMU (PUPMBI-TIPOU3-
BOJUTEJIS.

Pesyavratsl. Jlesoura, 6 nem, na 6aze PHIIL] JIOI'H ycmanos-
seH duaerno3 OMUJI panneil cmaduu ougpgpeperyuposku, M2-noomun

~ 31

no FAB-kaaccugurkayuu. B pezyasvmame cmanoapmuoeo yumoee-
Hemuuecko2o uccaedo8anust Obia 6biA6AeH HOPMAAbHbLIL KAPUOMUN.
Cmandapmubie MOAEKYASAPHO-UUMOEHemU1ecKue Uccaedo08anus
He o00Hapycunu 3Havumoslx adeppauuil. Ilpu nposedenuu FISH-
uccnredosanus Oviaa obHapyycena nepecmpoiika eena NUPYS.
Ha memagasnvix naacmunkax 0vi10 O0emeKmupo8ano, 4mo
3'NUPIS pacnosazaemcs na daunnom naeue xpomocomul epynnot C.
Ilpoananuszuposas aumepamypHoie OaHHble U OUEHUE UEHMPO-
MEpHbLIL UHOEKC XPOMOCOM, NPeOnoN0NCUAU, HIO BO3MOICHbBIM
napmuepom 11-it xpomocomot moena Gvims 6-5 uau X-xpomocoma
(S.H. Tonino, 2010). [lns noucka napmuepa Obvina nposedena ce-
pus FISH-okpawuganuii ¢ ucnoas308anuem Xpomocom-cneyugu-
ueckux JIHK-301006, komopas ne dana pesynomamos, ecaedcmeue
Kpunmuueckoil mpancaokayuu. Credyiowum 3manom yumoeeHe-
muueckoil duacHocmuku 0vi10 npogedenue FISH-okpawusanus
xnemox KM c ucnoavzosanuem JJTHK-30n0a NUP9S ¢ couemanuu
¢ xpomocom-cneyugpuueckumu JIHK-30ndamu. B peaysvmame npo-
8e0eHH020 UcCcredo8aHuss Oblia O0emMeKmuposanHa Kpunmu4eckas
mpancaokauus (X, 11). Ilposedernue ITLIP, nanpasaennoil Ha uoen-
mugurxayuio xumeproeo mpaunckpunma NUP9S::HMGB3 (S.H.
Tonino, 2010), ¢ nocaedyrouwum onpedeseHuem e20 HYKACOMUO-
HOU NOCAe008aMeNbHOCIU MeMO00M NPSIMO20 CEKGEHUPOBAHUsL NO
Caneepy no360auno onpedeaums MoYKy CAUsHUS: 12-il 9K30H eeHa
NUP9S u 2-i1 5k30H 2ena HMGB3.

BoiBoapl. Takum o6pa3om, Obl1a MAEHTU(ULMPOBAaHA peaKast
tpaHciaokauus t(X;11)(q28;p15)/NUPYS::HMGB3 u otpabo-
TaH METOI MOJICKYJISIPHOM AUATHOCTUKKA XMMEPHOTO OHKOTeHA
NUP9S8::HMGB3. TlonyyeHHble pe3yJbTaThl OyIyT UCIOAb30Ba-
HBI 711 pa3pab0TKX METOa TUAarHOCTUKA MUHUMAJIBHOI OCTa-
TOYHOI1 60J1e3HU ¢ ucnosb3oBaHuem TP B pexxume peanbHOTO
BPEMEHU.

NpumeHeHue paguoMuKu U MeKCmypHoro
ananu3a B HeilipooHKonoruu

O.C. PerenroBa!, P.A. I1apxomenko' 2, B.K. Boxkenko',
H.IN. Ceprees', I1.B. IToaymkun', H. Cuguoe',
®.D. Auronenko', H.U. 3eqnnckas', A.W. I1leBuos’,
M.A. Bmsnnuenko', B.A. Cooakmii’!

IQI'BY «PoccuiicKuii Hay4HbLil YeHmp PeHM2eHOPaAOUON0UL>
Munszdpasa Poccuu, Mockea;
2PrA0Y BO «Poccuiickuii ynusepcumem opyycovl Hapooos
umenu [lampuca JIymymoor», Mockea

AKTyaJqbHOCTh. Pa3BuTHE HOBBIX HaAIMpaBICHUI B JTyIEBOU
JIMAarHOCTUKE TMO3BOJISIET MPUOAU3UTBLCS K PELIeHUI0 psia aK-
TyaJbHBIX TPOOJEeM, CTOSIIIMX Teped HeiipooHkojorueit. Om-
HUM M3 Haubosiee SIPKUX HaMpaBIeHUI SBJISIETCS pailoMUKa.
Ee ocHOBY cocTaBisieT BblaeIeHUE C TIOMOIIbIO KOMIBIOTEPHOM
00paboTKM MEAULMHCKUX U300paxkeHU I 1IIIMPOKOTO Kpyra npu-
3HAKOB, HE BUIMMBIX [J1a3y U HE OUEeBUIHBIX (OMOMapKepbl N30-
OpakeHUi1) 1J19 BOCIIPUSATUS BpaUYOM-PEHTIEHOJIOTOM.

IMemm m 3agaum — TOCTPOCHME CTaHIAPTU3UPOBAHHOM MpPO-
THOCTUYECKOU MOJIEIU U151 OTNIpeaeeHUS KITMHUYECKUX Pe3yib-
TaTOB JIeYEHUSI neTeld ¢ Nt dy3HBIMU CPEAMHHBIMU TIMOMaMU
M 3JI0KAaYECTBEHHBIMM TOJNYIIapHBIMU TIMoMaMu. OCHOBHOU
JMAarHOCTUYECKON 3aJauyeil sBsSeTCs TOYHOE pa3rpaHuyeHue
JI0O0pOKAYECTBEHHBIX M 3J10KaUYe€CTBEHHbIX 00pa3oBaHUIl C uUC-
M0JIb30BAaHMEM HEMHBA3UBHbBIX METOIOB TUATHOCTUKMU.

Marepuansl 1 Meroabl. Ha 6asze ®I'BY «Poccuiickmit Ha-
VUHBI LIEHTp peHTreHopaauonorum» MuH3apaBa Poccuu
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MPOBOIATCS WCCASMIOBAaHMS, TIOCBSIIEHHbIE PaIMOMUYECKO-
My aHaJlu3y IMarHOCTMYECKUX M300pakeHU IpU HEWPOOH-
Kosornyeckoit marojoruu. IlosydeHbl cepuu H300pakeHUI
T2-B3BenieHHbIX ocaeaoBareabHocTeii MPT rosnoBHoro Mmosra
y 400 neteit ¢ HeBepUbULIUPOBAHHBIMU TUGDHY3HBIMU CPEIMH-
HBIMM TJIMOMaMU ¥ 3JI0KaYe€CTBEHHBIMU IJTMOMaMHU TTOJTyILIAPUIA.
KputepusiMu BKITIOYEHUS SIBJISLIMCH: HEBepU(UIIMPOBAHHbBIE
CpeAVHHBIE TJIMOMBI CTBOJIA TOJJOBHOTO MO3ra, a TakXe 3J0Ka-
YECTBEHHbIC TIMOMBI IMOJYIIapHON JioKanu3auuu, MPT-u3o-
OpaxkeHUsI 1O Hayaja paadoTepanvu, OTCYTCTBUE XUpPypruye-
CKHX BMEIIATEIbCTB HA MOMEHT TOJIyYeHHUs] TUarHOCTUYECKUX
n300paxkeHui, Bo3pacT nmaureHToB a0 18 netr. OcHOBBIBasICh Ha
rmapaMeTpe BBDKMBAEMOCTH, BBIOOpKaA pasiesieHa Ha 2 TPYIIITbl —
HU3KOTO U BbICOKOTO pucka. [TpoBeneH TekcTypHblit aHaau3 MPT-
M300paKeHUi ¢ TIPEIBAPUTENILHO BhIIEICHHOI 00J1acThIO MHTEpE-
ca. CymMmMapHO B pe3yJibTaTe paioMUYeCKOro pacuera ObUIo Bblie-
JieHo 6osee 120 pabouyux paiMoOMUYECKUX MPU3HAKOB, U3 KOTOPIX
HauboJsiee LIeHHbIMM /151 OOYYeHMsI MO M oKa3aauch 15. B nab-
HeWIeM MpOoBe/ieHa TPEHUPOBKA MOJIEIM MAlTMHHOTO OOY4eHUsI
C UCTIOJIb30BaHUEM ITOJTIyYEHHBIX PATMOMUYECKUX Y KITMHUYECKUX
JAHHBIX TALMEHTOB C MOCeNYyOlIel BaTuaalMeil MOJEIH.

Pe3synsrathl. B pesynabrate Baniupaluuud MOJEIW TOJydyeHa
OlIEHKa KauyecTBa KiIacCU(pUKAIINK, TOYHOCTh (accuracy) KOTO-
poii coctaBuia 0,7 1t TPEHUPOBOYHOM BeIOOPKY 1 0,76 11151 Te-
crosoii; recall cocrasuim 0,7 u 0,63 cooTBeTcTBEeHHO. B HacTOs-
Iee BpeMsI JTaHHOE KMCCIIeIOBaHME ITPOIOJIKACTCS, IIPOUCXOIUT
HaOOp IOIOJHUTEIFHOTO KIIMHWUYECKNX TAHHBIX IJIST BBISBIIC-
HYsI HOBBIX OMOMapKepOB TSI IIOBBIIICHUST TOYHOCTH.

BoiBonpl. [IpuBeneHHbIE pe3ynbTaThl UCCIENOBAHUE TIO pa-
JTMOMUKE B HEWPOOHKOJOTUU CBUIETEIHCTBYIOT O HECOMHEH-
HOI TIEPCTIEKTUBHOCTU 3TOW METOJIWKHU, OTHAKO TPUXOIUTCS
MPU3HATH, YTO €€ U3y4eHUe ellle JeIaeT TOJIbKO TePBhIe HIaTu.
CrieyeT MOMHUTD, UTO PE3YJIBTAT PAAMOMUYECKOTO aHATN3a TO-
JlydaeTcsl He caM co0OIi, a 3aBUCUT OT KaueCTBa UCXOIHBIX JTaH-
HBIX, TPUMEHEHHBIX B €€ MAaTeMaTUUECKUX aJITOPUTMAX, a TAKXKE
OoT camux anroputmoB. Kaxk u B Ipyrux o6JacTaX MEIULVHBL
1 OMOJIOTUM, HEJIb3ST TIOJIHOCTHIO UCKIJTIOUUTD OIIUOKY, 1 3a71a4a
KOMaH/Ibl BOBJIEYEHHBIX B HEE CTIEIIMATMCTOB — CBECTH ITY Be-
POSITHOCTb K MUHUMYMY.

Mecmo uimpameKkanbHoii XuMmuomepanuu
B KOMNJIEKCHOM NeyYyeHuu gemeil
¢ pabgomuocapKomoil napaMeHuHreanbHoll
NoKanusayuu ¢ UHMpaKkpaHuanbHbIiM
pacnpocmpaHeHuem u/unu
nenmoMeHuHreanbHbim

Memacmasuposaiuem

A.Jl. Pomuna, B.I'. IToaskos, C.P. BapdoaomeeBa
HUU JIOul um. akao. PAMH JI.A. Jlypnosa ®I'BY
«HMHI] onkonoeuu um. H.H. Baoxuna» Munzopaea Poccuu, Mockea
AKTyalnbHOCTh. OTTyX0JIM MITKMX TKaHE COCTaBJISTIOT 10 8 %
Bcex 3HO y peteii. CortacHO MeXIyHapOAHOW TMCTOJOTUYE-
CKO# KjlaccuuUKaluu 3apeTucTpupoBaHo okoio 150 paznuu-
HBIX MOP(hOJIOTUUECKAX BAPUAHTOB OIYXOJIe MSATKMUX TKaHEH,
u3 Hux 45 % npuxonurcst Ha PMC. PMC, rpannyaiiue ¢ oCHO-
BaHMEM 4eperia, O0beIUHSIOTCS TSPMUHOM «ITapaMEeHWHTeab-

PA3AEN III

Hasl» — OITyXOJIM TTOJIOCTU HOCa U OKOJIOHOCOBBIX Ta3yX, HOCO-
IJIOTKW, KPBIJIOHEOHOW M TTOABUCOYHOM SIMOK, CPEIHETO yXa,
OITyXOJIX OPOUTHI C WMHTpPaKpaHWAIbHBIM PACIIPOCTPAHCHUCM.
B 25 % ciyyaeB AMarHOCTUPYIOTCSI perMOHAPHbBIE 1 OTAAJIeHHbIE
MeTacTasbl B Jierkux, Koctsix, KM, B 8 % cay4yaeB — nentome-
HUHTeaJabHble MeTacTasbl (JIM).

Iean u 3aaa4u — COOOILIUTL O pe3yJibTaTax JieueHUsl neTeit
¢ PMC ¢ nHTpakpaHnaabHBIM pacrpocTpaHeHueM u JIM.

Marepuaasl m Metoapl. B nccinegosanue (2021—2023 rr)
BKJIIOUeHbl 20 TAllMEHTOB C YCTAaHOBJAEHHBIM JMArHO30M
PMC napaMeHMHreaabHON JIOKaJIM3alMU C MHTpaKpa-
HUAJTbHBIM pacipocTpaHeHneM. [lepBasg rtpymma (n = 9)
¢ PMC napaMmeHMHTrealbHON JIOKAJIM3alUUU C WHTpaKpaHU-
aJbHBIM pacrnpocTpaHeHueM. [ CHMKeHUsI pucKa pa3BU-
™ JIM PMC wucnojib3oBauCh CXeMbl JIEYEHHUS B paMKax
npotokosa CWS-2014 B KOMOMHAIMU C WHTPATEKAIbHOM
XT (UTXT) B npodunaktuueckoM pexume. Bropas rpymnna
(n = 11) ¢ PMC napameHMHIrea bHON JIOKAJIM3AIlUM C MHTpa-
KpaHUaIbHBIM pacripocTpaHeHueMm u JIM. B maHHoil rpyrme
MPOBOAUIUCH CXeMBbI B paMKax rpotokoja CWS-2014 B kom6u-
Hauuu ¢ UTXT B TepanieBTUYECKOM PEXUME.

PesyabraTel. B rpyrme mamnueHTOB, KOTOPBIM ITPOBOAMIIACH
NUTXT B npoduiaKkTUIECKOM pexuMe, XKUBbI 6 (85 %) meteid.
OnuH (15 %) 60abHOI TTOrMO Yepe3 9 Mec OT OKOHYAHMUS Jie-
yeHus Tpy 3acdukcupoBaHHoM [10 omyxonw OT MpUYUH, HE
CBSI3aHHBIX C OHKOJIOTMYECKUM 3abojieBaHMeM. B rpyrmy ma-
1IMEeHTOB, KOTOpbIM mpoBoauiack MTXT B TepaneBTHUECKOM
pexume, BKIOYeHbI 6 (54 %) 00NbHBIX ¢ MHULMAIbHBIM JIM
u 5 (45 %) ¢ nepBUYHO-pedpPaKTEPHBIM TeYCHUEM OCHOBHOIO
3a0oneBaHus. KuBsl 4 (67 %) mamumeHTa, KOTOPHIM TTPOBOIM-
nack UTXT B 1-it iuaum XT. [IBa (33 %) pebeHka morubau ot
pa3BUTHS WH(PEKIIMOHHBIX OCIOXHCHUI Ha (DOHE JIeUeHUS TIpU
3adukcupoBaHHoM [1O omyxomm. Ilocne mpoBeaeHUsST TTPOTU-
BopenuauBHoro JieueHus 4 (80 %) nanueHra ¢ pazsutueM JIM
B mpoliecce npoBoauMoil 1-it nunuu XT yMepsu OT majabHel-
mero nporpeccupoBanus oryxoiau. OauH (20 %) peOeHOK XUB.

BriBoapl. Pe3ynbrarThl, IOCTUTHYTBIE B JIedeHUU AeTeii ¢ PMC
napaMeHUHTeabHOM JTIOKAIU3alM C JOMOJHUTEIbHBIM UHTPA-
TeKaJIbHbIM BBEACHUEM IPOTUBOOMYXOJEBBIX IpPernapaToB,
MOXHO CUYMUTATb YCIEIIHbIMU, HAa YTO YKa3bIBaeT MOBbIILIEHUE
nokaszareneit OB u 6e3peunnuBHol BokuBaecMoctu (BPB).

CoOcmBeHHblil onbim fUarHocmuku
rnuanbHbiX onyxoneil y aemeil

I0.A. Curnukosa, T.B. 3acnasckas, E.C. Hoxpuna,
M.A. Kpoxanesa, I'.A. Ilayp, JI.I. ®eunna
TAY3 CO O/IKb, Examepunoype

AkryansHocTb. Omryxonu LITHC aBnsiiorcst omHUMEY U3 Haubo-
Jiee pacipOCTpaHEHHBIX OIyXoJiel y JeTei, OOJIbIIYIO YaCTh U3
KOTOPBIX COCTABJISIIOT IJIMAJIbHbIC OIMyX0oJu. [TnaabHbIe OMyXO0-
qu IHTHC npeacraBasiioT coboli nepBUUYHBIE HOBOOOPa30BaHUS
HHC, xapakTepusytouuecs: 00IIMPHON MHOWIBTpaLUeil omy-
XOJIEBBIMU KJIETKAaMU, JAEMOHCTPUPYIOIIUMU IIUTOJOTUIYECKUE
¥ THCTOJIOTMYECKNE TIPU3HAKYU TIHATbHOU T hepeHIINPOBKH.
KoppekTHass auarHocThKa 3THX OOpa3oBaHMIT BO3MOXHA IIpU
HCITOIb30BAaHUM HE TOJIBKO IMaTOJI0r0aHaTOMUYECKUX METOIOB,
HO U COBPEMEHHBIX MOJIEKY/ISIPHO-TEHETUIECKMX TEXHOJIOTHIA.
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Ieau u 3aga4u — U3YYUTH CIIEKTP DIMaATbHbIX ortyxojieii [THC
y IETEH C TOMOILIBIO KOMIJIEKCHOTO MO/IX0/1a C UCITOJIb30BAHUEM
MOP()OJIOTMYECKOTO ¥ MOJIEKYJISIPHO-TEHETUYECKOTO METO/IOB.

Marepuannl u Meronpl. [IpoBeieH pETPOCIIEKTUBHBIN aHa-
qu3 3a 2021-2024 rr. 3a stot nepuon B OJAKDB o6cnenoBaHbl
85 nereii ¢ onyxossiMu LIHC, ux aToro ymcia riavaibHble OITy-
X0 ObLTY BhIsIBIICHBI B 43 (51 %) ciydasix. Beutn ucciienoBaHbI
KakK TOTOBBIE THCTOJIOTUYECKHe Tiperapathl (n = 29; 67 %), Tak
¥ HaTUBHBINA Matepuan (n = 14; 33 %). Bcem mauyeHTam ObuTH
npoBeaeHbl Mopgoaorndeckoe u MI'X-uccnenoBanus. B 3aBu-
CUMOCTHU OT TaHHBIX MaTOJOrOAaHATOMUYECKOTO WCCAEAOBAHMUS
W HaJIWYUs JOCTYITHOTO MaTepuaja BBIMOJHSUIM ONpeaeIeHUe
Ko-meaeunu 1p/19q, ammmmdukanun reHoB MYC, MYCN, nie-
pectpoek reHoB NTRK1/2/3, neneuuu renHa CDKN2A metogom
FISH, cexBenupoBaHnue no CaHrepy c onpeaeaeHrueM MyTaluii
BreHax IDHI1/2, TP53, a takxe I11IP c onpeneseHrem mytaiuu
V60OFE 8 rene BRAF, mytatmii B H3F3A, oripenesieHre XMMEPHO-
ro TpaHckpunta KIAA1549::BRAF.

Pesyasratel. KoMITIeKCHOE MAaTOIOr0aHATOMUYECKOE U MO-
JIEKYJISIPHO-TEHETUUECKOe McclieoBaHue ObLTO MpoBeneHo 39
(91 %) netsim, B 4 citydasix OHO OBUIO OrpaHUYEHO TUCTOJIOTH-
YECKUM MCCIICIOBAHUEM B CBSI3U C OTCYTCTBMEM JOCTATOYHOTO
KoJmyecTBa Matepuana. Cpeau o6caeJoOBaHHBIX IeTei Habo-
JaJioch HeOOIbIIOe TIpeobaanaHue MalTbuuKoB (1 = 46; 54 %).
MoJteKyasipHO-TeHEeTUYECKIEe MapKephbl, XapaKTepHbIe JIJIsl TIIH-
aJTbHBIX OMYXOJIe Y B3POCHbIX, MPAKTUYECKU HE BCTPEYAIHCh
B MCCJIEIOBAHHOW HaMU Tpyrne aeteit: muiib y 1 (2 %) pebeHka
Oblla oOHapyxxeHa Ko-meneuust 1p/19q, apyrue wmccienoBaH-
Hble MOJIEKYJISIpDHbIE MapKepbl He ObUTM OOHApYXEHbI (aMITIU-
dukauus MYC, MYCN, nepecrpoiiku NTRKI/2/3, nenenuu
CDKNZ2A, mytauuu IDH1/2, TP53). U3 43 ciydaeB rIMajibHBIX
OnyXoJieil OGOJBIIYI0 YacTh W3 HUX COCTaBJIsUIa MUJIOIUTApHAS
actpouutoMa (n = 29; 67 %). Cpeau 3TUX MALIMEHTOB Yallle BCe-
ro OOHapyXXWBaJCs XUMEpHbIN TpaHCKpunt KIAA1549::BRAF
(n=11; 38 %), pexe BoisiBasinach mytarusi VOOOE B rene BRAF
(n=3; 10 %). Taxxe mytauust VO0OE B reHe BRAF Gbina Haline-
Ha B | U3 2 ciyyaes MiieoMopdHOI KCAaHTOACTPOLIMTOMBI. MyTa-
musg H3K27 B rene H3F3A uccnenoBana y 11 6onbHbBIX. B 2 Ha-
OJIIOICHUSIX TIPU BBISIBJICHUW 3TOM MyTalluy ObLI MTOATBEPKICH
JMarHo3 nuday3Ho CpeIMHHOMN TTUOMBI.

BoiBoapl. BONBIIMHCTBO METCKUX TJMOM TIPEICTABIISUIA
co0oii 1OOpOKaueCTBEHHbIE, MEIJIEHHO PacTyIlre MOpaKeHUsI
(81 %), n3 HUX HauboJIee YacTO B 00C/IEIOBAHHOI HAMU KOTOPTE
MMaLMEHTOB BbISIBISUIACH MTUJIOLUTapHas acTpouuroma (83 %).
Ha momro rmoM BBICOKOM CTETIEHM 3JI0KAYeCTBEHHOCTU IIPH-
uwiochk 19 % cinyyaeB. Takum oGpa3oMm, [Jisl TOCTPOSHUS TaK-
THKU JICUCHUs TallMeHTa 00sS3aTeIbHO MPOBEIeHNE HEe TOJIbKO
MOP@OIOTUIECKOTO, HO U MOJIEKYJIIPHO-TEHETMYECKOTO MCCIe-
JIOBaHUM.
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K Bonpocy 0 neyexuu Hedpobnacmom
B Pecnybnuke TagmuKkucman (no AaHHbIM

pemckoro omaenenuda r'v POHLU PT)

M.H. Ymaposa, /I.A. HermatoBa,
3.A. Manamunosa, C.X. A3umoB
TY POHI] Murucmepcmea 30pagooxpanerus u CoyuaibHoll 3auuma!
Hacenenus Pecnyoauxu Taoxwcuxucman, lywante
AktyansHocTh. Hedpobiiactoma — BhICOKO3TI0KaYeCTBEHHASI
conuaHag omyxoJsib noyek. Haubosiee yacto BcTpevaercs y Ae-
Tel B BO3pacTe 10 5 JIET, yaule y MajibuukoB. B ctpyktype 3HO
y neTeit, mo naHHbIM obpamaemoct B POHLI, HedpobracToma
3aHUMaeT 4-e MEeCTO.

Ilemm w 3amaum — W3Y4YUThb pE3YJIbTATHl JICUCHUS JeTeit
¢ HedpoodmacTtomoii 3a 2021—2023 IT. B JETCKOM OTIEICHUN
POHII o mporokoxy SIOP.

Marepuanasl 1 MeToAbl. B oTmeneHMM IEeTCKON OHKOJOTMU
POHII 3a mocnennue 2 roma Habmomanuch 49 neteit ¢ auar-
HO30M HedpobiacTtoma, U3 HUX 16 meBouyek M 33 MayibumKa.
ITo Bo3pacTy meTu pacnpeacauanuch CIeIyIoIInuM o0pa3oM: 10
1 roma — 9 607bHBIX; OT 1 10 3 J1eT — 22 OONBHBIX; OT 3 10 4 J1eT —
14 6onbHBIX; OT 5 10 7 et — 3 OOJBHBIX, OT 7 JIET U CTaplle —
1. ITo noxkanuzauuy OMyxoJu: MopaxkeHue JIEBOM MOYKU ObLIO
y 25 00JIBHBIX, MPaBoii — y 21, ABycTOpOHHas HedpobiaacToMa —
y 3 neteii. Bo Il ctaguu 3a6oneBaHMsT TOCTYNWIN 15 GONBHBIX,
B III cragum — 26, B IV cragum — 5.

Pesyabratel. YeTbipeM OOJbHBIM (Bo3pacT 1—5 MecsiieB)
ObuTa mpou3BeneHa HedpakoMmusi 6e3 mposenaeHus: I1XT/co-
IJIACHO TTPOTOKOJIY; POIUTENMN 7 AETei OTKA3aauCh OT JICYCHUS;
1 60IbHOMY ¢ METaCTaTUYECKMM ITOPaXKEHUEM FOJIOBHOT'O MO3Ta
u jerkux nposeaeHa [1XT ¢ majaMaTuBHOM Lieblo; 5 MalMeH-
ToB noJiyyatoT [TXT B HeoamblOBaHTHOM peXXUMe I0 cxeme AV,
24 6oabHBIM ObL1a mpoBeaeHa [TXT B HeoaabIOBAHTHOM peXUMe
o cxeMe AVD + HedpakTtomus + [TXT B agbloBaHTHOM pexXi-
Me; 8 MalKMeHTOB 3aKOHUYMWIM JIeYeHUEe U HaXOMSTCs ToA AWHA-
MuueckuM HaomoneHueM. OcnoxHenust [TXT 3apeructpupona-
HbI Y 2 IeTell — HeMPOXOAUMOCTb KMIIIeUHUKA. [IByM OOJIbHBIM
MpoBeAeHbl HepIKTOMUSI+ TpomMOsKTOMUS. Heobxoaumo ot1-
METUTh, YTO HOBasi cxeMa X T B OTJIMUKE OT IIPEIbIIyIeii MeHee
TOKCUYHA, U TPOMOOLIUTOIIEHN M HE OTMEYaI0Ch HU B OJTHOM CJTy-
yae. MeTactaTU4eCKHe MOPaXKEeHUS JETKUX PEerpecCUpyIoT yxe
B HEOA'bIOBAHTHOM IIEPHUO/IE.

BeiBoapl. C 2021 1. B nerckom otaeneHuu POHLI BHenpeHbl
COBpPEMEHHBIE METOJIbI JIeUeHHST He(hpOOJIACTOM, KOTOPBIE COOT-
BETCTBYIOT OOIIIEMUPOBBIM CTaHAapTaM. B nanbHeiilem miaHu-
pyeTcsl POBECTU CPABHUTENIbHBINM aHAIN3 PE3yIbTaTOB JICUCHUST
HedpoOIaCTOMBI y IETeil 10 BHEAPEHUSI HOBBIX CXEM JICUEHMSI
1 TIOCJIE.
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Knunuko-mopdhonoruyeckue ocobeHHocmu
3/10Ka4YeCMBEHHbIX onyxonel AUYHUKOB

y aemeii B Pecny6nuxe TamKukucman
M.H. Ymaposa, C.I'. Ymap3ona, 3.A. Magamunona, C.X. A3umMoB

IY POHI] Murucmepcmea 30pagooxpanerus u CoyuarbHoll 3auyumal
Hacenenus Pecnybauku Tadxcuxucman, Jywarnbe

AKTyaimbHOCTh. OTIYXOJIM SIMYHUKOB MOTYT BO3HUKATh B JIIO-
OoM Bo3pacTe XKEHIIMHBI: OT MepUoJa BHYTPUYTPOOHOrO pas-
BUTHUSI TUI0J1A 10 TJIyOOKOM CTapoCcTH, OMHAKO y JeTeil Hanbosee
4acTo 3TU 00pa3oBaHMs BBISIBISIIOT B MTyOEpPTaHTHOM IEPUOJE,
YTO OOBIYHO CB$SI3aHO C TOHAJAOTPOMHON CTUMYJSALMENH, KOTO-
past He Bceraa ObIBaeT aJeKBaTHOM, U, COOTBETCTBEHHO, C Haya-
JIOM aKTUBHOTO (PYHKIIMOHUPOBAHMS SIMYHUKOB. 1o maHHBIM
A.A. TymepoBa (1997), HOBOOOpa3oBaHUS SIMYHUKOB BbISIB-
JISIIOT Yy JIeTel BCceX BO3PacToOB: B MEePUO HOBOPOXKAEHHOCTU —
B 1,2 % cay4aes, or 1 1o 31er—82,9 %, 0r3 107 ner— 88,7 %,
or 7 no 9 et — B 14,5 %, ot 9 o 12 ner — B 16,9 %, ot 12 no
15 net HoBoOOpa3oBaHUsI SIMYHMKOB HaOJIOMAIOTCSI Hauboliee
yacto — B 55,8 % ciy4aeB. 3710KaUeCTBEHHBIC OMYXOJIU STUY-
HukoB (304) y neBouek coctapisior 3,2 % ot uncia Bcex 3SHO
y IeTeil, ncKiiroyasi reMo0J1acTO3bl.

em n 3ama9m — M3ydeHNE aHAMHECTUIECKUX M KIIMHUKO-
Mopdosornueckux ocodbeHHocreir treyenust 304 y mereit, mo
naHHBIM obpamaemoctr B POHII 3a 2008—2020 .

Marepuanast u Metoapl. [IpoBeneHO cpaBHEHHE KIMHUKO-
aHaMHeCTUYeCKux ocobeHHocTeit 49 caydyaeB 304 y nereii, mo-
JIy4aBIIMX CIIELIMATIbHOE JICUCHUE B OTACJICHUU JAETCKOM OHKO-
snorun POHII 3a 2008—2020 rr. [IJ1s1 BBISIBIEHUST KITMHUYECKUX
1 MOP(MOJOTNYeCKUX OCOOCHHOCTE MeXIy IpyIIaMu Ialu-
€HTOB C TMCTOTMIIaMM «TepaTtobnacTtoma» (n = 17) u «aucrep-
MHUHOMa» (n = 25) Bce 0OJIbHBIE ObUTH pa3aeeHbl Ha 2 TPYIIIILI.
B uccinenoBaHuy MCnonb30BaaIuCch aHAMHECTUYECKUE, (PU3nUe-
CcKue, KJIMHUKO-JIabopaTopHbIe, JydeBble, MOP(HOJOrnYecKue
U CTAaTUCTUYECKUE METO/IBI.

PesynsraTel. B pesyinbrare NpoBeIeHHOIO MCCICIOBAHMS
OBLIO BBISIBJICHO, YTO OCHOBHBIMHU XaJ100aMU IPY MTOCTYTUICHUT
ObUTM 0OMM M TaJIbIIUpyeMoe 00pa3oBaHUe B OPIOIIHO TMOJIO-
CTH, KOoTopoe nMelto pasMepsl 10 10 cM B 19 (40,4 %) caydasix
u 6osee 10 cm B 28 (59,6 %). Yabrpa3BykoBast KapTHUHa OITyXO-
JIM XapaKTepu30Bajach KaK OITyXOJIeBUIHOE OOpa3oBaHUE He-
OIHOPOJTHOM/KUCTO3HOM CTPYKTYPBI, C IUIOTHBIMU CTEHKaMMU,
MHOTOKaMepHOE, ¢ BKJIIOUEHUSIMM, OYIpUCTOE, JOCTUTAoIIee
3HaUUTENbHBIX pa3dmepoB — 40—400 mm. CpegHue 3HaYEHUS
oHkomapkepa ADII cocraBuim 155 En/mi, Ca-125 — 87 En/
MJI, YTO TIPEBBIIIATIO pedepeHCHbIe 3HadYeHUs. IucrepMuHO-
Ma BCTpedaliach 0oJjiee 4eM B moJioBuHe cirydaeB — 25 (53,2 %).
CTaTUCTUYECKU 3HAYMMBIX PA3IMUMil B KIMHUKO-aHAMHECTH-
YECKUX T0Ka3aTesIX MEXIy pa3IuYHbIMU THCTOJOTMYECKUMU
BapHaHTaMU BBISIBJICHO HE OBLIO.

BoiBoapi. CpaBHUTEIbHBIN aHATU3 OCOOEHHOCTEN KIIMHUKO-
mopdosiornueckoro tedueHust 304 y neteit B 3aBUCUMOCTH OT
TUCTOJIOTUYECKOTO TUIIA HE BBISIBUJ CTATUCTUYECKU 3HAUYUMBbIX
pa3Inunii.

PA3AEN III

Neduyum takmopa XIll y pemei

J.b. ®aopunckuii, I1.A. 2Kapkos
OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»

Mumn3zopasa Poccuu, Mockea
AkryansHocTb. [leduiut XIII akropa sisieTcst oqHol 13
peAKUX KOaryJonaTuii ¢ MpubJIU3UTETbHON pacpoOCTPaHEHHO-
CThIO 0KOJI0 | ciyvast Ha 3 MuTH. XapakKTepHOU 4epToii TaHHOTO
neduimTa SIBISIeTCS BICOKAs YaCTOTA TSXKEJIbIX KPOBOTEUECHU,
B TOM YKCJI€ BHYTPUUEPETTHBIX KPOBOU3MUSHUIA. JJlaHHAs Koary-
JIONATUSI HE BBISBIISIETCS MPU MOMOIIM CTAHAAPTHOW KOarysio-
rpamMMbl, TpebyeTcs npuueabHoe ucciegoBanue XIII dakropa.
MupoBoOil MPaKTUKOU JIEYEHUSI JTAHHOTO FeMOPParn4eckKoro co-
CTOSIHUS SIBJISIETCS TPUMEHEHUE TIa3MEHHOTO Y PEKOMOWHAHT-
HOTO KOHLIEHTpAaToB. JlaHHBIE mpenapaThl HE 3apEerucTpUpOBa-
HbI Ha Tepputopuu P@, omHako nocrasmsioress Poupom «Kpyr

Ho6pa» KOHKPETHO MO/ KaXIOTO MallMeHTa.

Ilemm m 3ama9m — OIICHKA BEIPAXKCHHOCTH TeMOPParniecKoro
CUHAPOMA, KOppeJUISILIUM CHUXKeHUST akTUBHOCTU (pakTopa XIII
¥ BBIPAXXEHHOCTH TeMOPParnIeckKoro CMHIpoOMa y IeTeil ¢ me-
dunmTom daxropa XIII, nadbmomasmmmucst B8 HMULL ITOU
uM. JImutpus PoraueBa ¢ 2017 mo 2023 .

Marepuanasl 1 MeTonbl. PeTpocrieKTUBHOE MOHOIIEHTPOBOE
uccienoBanue. Kpurepuu BKIoYeHMs : aMOyJIaTOPHOE WIIM CTa-
muoHapHoe jneyeHue B HMULL ATOUN um. Amutpust Porauesa
¢ 01.01.2017 mo 29.12.2023. Bospact no 18 neT. YcTtaHOBIEH-
HBIl nuarHo3 aedwunura ¢dakropa XIII. Kpurepun mckmoue-
HUS: BO3pacT IalMeHTOB Ha MOMEHT oOpaiieHus oojee 17 jer
11 mecsueB u 29 gHeil. Hanmuune yoeauTeIbHBIX KIMHUKO-JIa-
GOpaTOPHBIX Y AaHAMHECTUYECKUX JAaHHBIX 32 BTOPUYHBIA I'eHe3
Koaryjonaruu (remopparuyeckas 00Jie3Hb HOBOPOXICHHBIX,
3a00J1eBaHMSI IEYEHU U JIP.).

Pesyabratel. 3a 7 et B HaiieMm lleHTpe nMarHOCTMPOBAHO
13 nmanuenToB ¢ aeduuutom ¢axkropa XIII. Pacnipenenenue no
nojy: ieBouku — 10 (77 %), manbuuku — 3 (23 %). AHTHTEH edu-
LIUTHOTO (haKTOopa MUHMMaJIbHO cocTaBui 0,7 %, caMoe BBICOKOE
3HaueHue — 47,8 %. MUHUMaIbHOE 3HAYEHHE 110 IITKaJIe OLIEHKHU
KpoBoTtounBocTM PBQ cocraBuio 7 6anioB, MakCUMalbHOE —
16 6atoB. [eMopparnyeckuii CMUHAPOM: KPOBOTEUEHUE U3 ITy-
MOBUHHOTO octaTka y 70 % malMeHTOB, BHYTPUYEPEITHOE KPO-
BoTeueHue y 61 %, KOXHBII reMopparndeckuii ciHapom y 92 %,
OCTaJIbHbIE KPOBOTEUYEHUSI TIPOSIBIISLIIUCH peXe. Y OOJIbHBIX C Jie-
duiutom dakropa XIII HaGmomaeTcst BeIpakeHHast oOpaTHasi
Koppessiuust Mexny cHrkeHueM dakrtopa X111 u nposiBneHus -
MM FeMOpparndeckoro cuHapomMa (Kodh@UIMeHT Koppesiuu
t Kenmamna pasen 0,675 (p = 0,008)). Bo3pact ae6tora — riepBbie
6 mecsues xu3nu (90 %). BpeMst TocTaHOBKY AMarHo3a: MeIra-
Ha — 8 JIeT, MUHUMAaJIbHBII BO3pacT — 2 rojia, MaKCUMaJIbHbIIA —
17 neT, MUHUMaJIbHOE BpeMsI 10 TIOCTAaHOBKU ArarHosa — 2 roaa!
ITpumeHeHue koHueHTpaTa dakTopa XIII y mereit: 3akymaercs
¢ 2022 . ®ounom «Kpyr Jlo6pa», no3a 40 En/kr mist KynupoBa-
HUsT KpoBoTeueHus1, no3a 40 Ex/kr 1 pa3 B 21—28 nHeit npume-
HsIeTCsT U TpoUIaKTUKKM KpoBoTeueHuit. Ha ceromHsimHumii
JIeHb 9 MalMeHTOB HAaXOIITCs Ha MTPOGUIaKTUUECKOM Teparum.
Hu y omHoro u3 HuMx He ObUIO KpoBoTeueHuii. IlnaHupyercs
(phapMakoKMHeTHUYECKOe 00cIeIoBaHue ISl OLIEHKU 3(h(PeKTUB-
HOCTHU TepaIuu.

BoiBoapl. Jdedbunut daktopa XIII sgBiasgercss kpailHe TsoKe-

JIOI KoaryjolaTheil ¢ HaJMYyMeM XM3HEYrpoXkaloluX Kpo-
BOTEUYEHUI, B TOM YHCJE BHYTPUUEPEITHBIX KPOBOM3IUSHUIA.
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YuuteiBas TpyOAHOCTU AMATHOCTUKU, HEOOXOIMMO TMOBBIILIEHNE
OCBEIOMJIEHHOCTH Bpayeil, B TOM YKMCJIe TeMaToJIOT0OB, O JaHHOW
natojoruu. Hanbosnee achbekTUBHBIM MperapaToM Ij1st Tpodu-
JIAKTUKU U KYTTMPOBAHUSI KDOBOTEUEHUU Y MAllMEHTOB C JTaHHBIM
neduimToM sBisieTcs KoHueHTpat (akTopa XIII.

Anropumm BefieHuA u cxema HabnopeHus
nayueHmos ¢ OHKoACCOUUUPOBAHHbIMU
resopepMamosamu

E.B. Illapanosa’, T.C. Beabiuesa', T.B. Haceakuuna?,
B.B. Cemenosa?, E.E. 3enenosa’,
C.H. Muxaiinosa', C.P. Bapdoaomeena’
THUH JT0Oul um. axad. PAMH JI.A. [lypnosa @IBY
«HMMHI] onxonoeuu um. H.H. Baoxuna» Munzdpasa Poccuu, Mockea,

2PIrbYH UMPE um. B.A. Dneeaveapoma PAH, Mockea
AKTyanpHOCTb. [€HOIEPMATO3bl — 3TO TeTepOreHHas rpyria
FeHEeTUYECKUX 3a00JIeBaHUI C IIMPOKUM CHEKTPOM KIMHUYE-
CKUX MPOSIBJICHUI 1 MPEeUMYLIECTBEHHbIM MOpaxkeHNeM KOXMU.
Boiaensior psij reHoaepMaTo30B, TIPU KOTOPLIX PUCK Pa3BUTUS
3HO y aeteit noseiieH. K TakumM cuHIApOMaM OTHOCSIT CUHIPO-
MBI HACJIeACTBEHHBIX IMOJUIT030B, cuHapoM TopauHa—Ilombla,
cunapom Koynena, HelipopubpomaTos, TyOEpO3HbIN CKIEPO3,
MUTMEHTHYIO Kcepoaepmy U ap. YacToTa reHoAepMaTo30B Yy Jie-

Teit cocTaBisieT 35 % BcexX HaCAeACTBEHHBIX CUHIPOMOB.

Hemu u 3agauu — mnosbilieHUe 3(pdekTuBHOCTU Mpodu-
JIAKTUKW, PAaHHEU NUAarHOCTUKU U JICYEHUS 3JI0KAYeCTBEHHBIX
OIyXoJiell y AeTeil ¢ reHogepmMaTo3aMu: 1) mpoaHaIUu3UpOBaATh
KJIMHUKO-TEHETUYECKNE OCOOEHHOCTU T€HONEPMATO30B C BbI-
cokuM puckom pas3sutus 3HO; 2) onpenenuts rpymnibl pucka
no pazsutuio 3HO y nmaiyeHToB ¢ reHoAaepMaro3amu; 3) chop-
MUPOBATh AJITOPUTM U CXeMy HAOJIOJEHUS MallMEHTOB C T€HO-
JepMaTo3aMHu.

Marepuajsi 1 MeToabl. [TaleHTHI IETCKOTO BO3pacTa ¢ TeHO-
JlepMaTo3aMH, TIPOXOJNBIINE 00CIeI0OBaHEe U JIeueHe Ha 0a3e
HUMN OOul’ uMm. akan. PAMH JI.A. dypuoa ®TBY «<HMUILL
onkojornu M. H.H. broxuna» Munsnpasa Poccuu ¢ 2010 &
MO0 HACTOSIEE BPEMSI.

Metonapt uccaenoBanms. 1. [Iist crpatruduKanuy manreHToOB
Ha TIPOTHOCTUYECKHE TPYMIbl pucka 1o pa3sutuio 3HO oyayr
MpPUMEHEHBI KIMHUYECKUII OCMOTp, JTyYeBbIe METOMIBI JUATHO-
CTUKH, TUCTOJIOTUYECKUE M TEeHETUICCKIE METOMIBI MCCIea0Ba-
Husl. 2. JIJis TOATBepXKACHMS TeHOIepMaTo3a OyIeT MTPOBOIUTh-
¢Sl MOJIEKYJISIpHO-TeHeThdecKuii aHaau3 metonom NGS B JTHK
U3 JIEMKOLUUTOB meprudepudeckoil KpOBM M IaTOJIOTUYECKO
TKaHM pebeHKa. Marepuan uccienoBaHus — nepudepudeckas
KPOBb 1 OITYXOJICBbII MaTepHral.

Pesyabratei. B HUUW JOul’ B mepuon ¢ 2010 r. mo Ha-
crosiee BpeMsl HabmogaloTcs 10 MauMeHTOB ¢ CUMHIPOMOM
Topnuna—Tonbia. Y 6 gereit passuics 6a3aJbHOKIECTOUHBIN pak
KOXH, y 2 — Menyuiobiaactoma (MB), 6 manmveHToB Hab01a-
I0TCI C MMITMEHTHOM KCEPOAEPMOM, Y BCEX MALIMEHTOB pa3BU-
nock 3HO koxu. OnunHanuath aeteii ¢ CITE nz Huxy 1 — 3HO.
Hecsatb nanmeHToB ¢ cuHapoMoM KoyneHa, y 1 — 3HO u takske
psin 1oOpoKavyecTBEHHBIX HOBooOpazoBaHuii. B HUM J10ul’
HabmonaTcsa 4 pedbeHKa ¢ Ty0epO3HBIM CKJIEPO30M, Y 3 U3 HUX
passusioch 3HO.
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BoiBoapl. 1. Ha ocHOBaHMU MEAUMKO-T€HETUYECKOIO0 KOH-
CYJBTUPOBAHUST CO3MAIOTCS «TPYINbl OHKOTEHETUYECKOTO pU-
CKa» U OCYULIECTBISIETCS KIMHUKO-TEeHETUYECKUIA MOHUTOPUHT.
2. CBoeBpeMeHHOe Hauaao HabmoaeHus 1 npodunakruka 3HO
y OOJIBHBIX IETEi U APYTUX WIEHOB CEMbH, BXOASIIUX B TPYIIITY
pucka. 3. Panuss BeisiasieMocts 3HO nytem nmpoBeneHus CBO-
€BPEMEHHbBIX CKDUHUHTOBBIX UCCIEAOBAHU.
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Paspen IV

MYJNbTHANCLUMUNNAUHAPHBIE NOAX0AbI B IEYEHUU OTAENDbHBIX
OOPM AETCHKUX OHROJNIOTHYECKUX U TEMATOJIOTHYECHUX
3ABOJIEBAHUN, A TARHE YV NOAPOCTHOB U MOJIOAbIX B3POCJIbIX

BucuepanbHaa capkoma Hunra y aemei
u nogpocmkoB. Onbim HUHM [0ul um. akap.
N.A. lypnoBa ®IbY <HMHUL oxkonoruu

uMm. H.H. bnoxuna»> Mun3papaBa Poccuu

X.A. AneckepoBa, O.M. Pomanuosa, B.B. Xaiipymniosa,
M.M. Edumosa, I1.JI. ITpumen,
K.. Kupruzos, C.P. Bapdoaomeena
HUU JIOul um. akad. PAMH JI.A. Jlyproea @PI'BY
«HMHI] onxonoeuu um. H.H. Baoxuna» Munzopaea Poccuu, Mockea

AxkTyanmpHOCTh. CHO 3aHUMaeT 2-¢ MeCTO Cpeau BCeX MePBUY-
HBIX 3JIOKQYE€CTBEHHbIX OITYXOJIEM KOCTEM Y NETEH 1 ITOAPOCTKOB.
Bueckenernas CHO cocrabiser 20—30 % Bcex caydaes ClO,
OJHOI1 M3 ee pa3HOBUAHOCTel sBusiercsl BUclepanbHass CIO.
Hannsbie o BucuepanbHoii CHO orpaHnyeHbl BBUAY KpaiiHe pei-
KOI BCTPEYAEMOCTHU.

Marepuaasl u metoapi. B HUM JOul’ um. akan. PAMH
JILA. dypnosa ®T'BY «<HMMWII onkomorun uMm. H.H. Bioxu-
Ha» MuH3zapaBa Poccuu 3a nepuog ¢ 2011 nmo 2024 r. 14 manu-
eHToB ¢ BuclepaibHoil CIO mostyyanu crenuanbHOe JeueHue.
Jlokanu3auy TEepBUYHOIO odvara ObUIM Pa3HOOOpa3HBI: TO-
JIOBHO# Mo3T (n = 2; 14,2 %), nouka (n = 2; 14,2 %), mieBpa
(n = 3; 21,4 %), nonosoii uneH (n = 2; 14,2 %), KUIIEYHUK
(n = 4; 28,5 %), OprollIHast TOJIOCTh C HEYTOYHEHHOM JIOKAJIM-
sanueii (n = 2; 14,2 %). Cpenu Bcex malMeHTOB TOJIBKO 5/14
(35,7 %) Ha MOMEHT TIEPBUYHOI TOCTIMTAIM3ALIMY UMETH JIOKa-
JIM30BaHHYIO CTa/IMIO.

Pesynsratel. [Tonasnsiolnee 00JbIIMHCTBO MalLMEHTOB TMO-
JIyYWJIA TEparuio Mo MPOTOKOJIAM, MPEAYCMOTPEHHbBIM IS Jie-
yeHus naiueHToB ¢ CHO (12/14; 85,7 %), u Tonbko 2 (14,2 %)
13 14 60JBbHBIX — MPOTUBOOMNYXOJEBOE JIEUEHUE COTJIACHO MPO-
TOKOJIy JIeueHMs] MSITKOTKaHHbIX capkoM CWS-2014, ocrtaib-
HbIE MAIMEHThl — B paMKax NpoTokKosoB yiedeHust CHO pasHbIx
rogos. Yernipe/14 (28,5 %) pebeHka HaxomsITCd Ha TUHAMUYE-
CKOM HaOJIIOJIEHUN — BCE OHU MOJIYYWIU CIeUATIbHOE JIEYeHUE
cornacHo npotokosam jgedenuss CHO. Cpenu Hux 3/4 (75 %)
MarueHTaM MPOBOAMIIOCH OIIEPAaTUBHOE BMEIIIATEILCTBO B BUJIE
paauKaabHOrO yaaneHus onyxonu, 1/4 (25 %) — nydeBas Tepa-
nust (JIT) Ha ob61acTh NEPBUYHOIO PACIPOCTPAHEHUS OIYyXOJIU
B CBSI3U C HEBO3MOXHOCTBIO TIPOBEIEHUS pPaIUKaIbLHOI Oorepa-
mun. Takxke 2/14 (14,28 %) naupeHTa B HACTOSIIIIAI MOMEHT T10-
JIy4yaloT clieliMajbHOe JeueHue corjiacHo nporokony CHO-2017,
OJIMH M3 KOTOPBIX HaxoauTcs Ha noaaepxkuBawouein [TXT. Bo-
ceMb/14 (57,22 %) mauMeHTOB MOTUOIN OT MPOrPECCUPOBAHUS
ocHoBHoro 3abonesBanus (I13) (cpenn Hux Toabko 4/8 (50 %)
OOJILHBIM TIPOBOMIIACH paMKaIbHAs OTeparus).

PA3QAEN IV

Boisoapl. Buctiepansras CHO — kpaiifHe arpeccBHasl 3J10Ka-
YECTBEHHAsI OIYXOJIb, XapaKTepU3YIOIasics paHHUM MeTacTa-
3UPOBAaHMEM M YacThIM pellMaAuBUpOBaHMEM. BbiOop Tepamnuu
He OTJIMYaeTcsl OT TakoBoro Inpu kiaccuyeckoit CHO u tpedyet
KOMOMHUpoBaHHOro noaxona. [lpoBeneHue JOKaJIbHOTO KOHT-
poust (JIK) B BUze panuKaabHOIO OIepaTUBHOTO BMEIIaTeIbCTBa
mokasbiBaeT Jyuiiryio OB 1 1iuTebHOE OTCYTCTBUE PELIUIUBA.

BbICOKOA03HaA NoNUXUMUOmMepanus
C aymonoruyHoii mpancnnanmauuei
neputhepuyeckux cmeonoBbIX KNEMoK npu

renamo6nacmome. Onbim ABYX UEHMPOB

T.3. Aimes!, 1.B. Kasaunues?, K.M. Kuprusos!,
M.B. Pybanckas', E.b. MauneBa', 11.0. KocTtapesa',
K.A. Cepreenko!, JI.C. Cmupnosa', H.A. Bypnaka!,
10.B. Jlo3osan', .10. Tpymxkosa', T.!. Ilotémkuna!',
M.J. Manosa', P.P. ®arxyamn!, H.I'. Crenaunsn’,
I.B. Carosan’', I1.A. Kepumos!, A.M. Cyaeiimanosa',
B.T. IToasaxos!, C.P. Bapdoaomeena’
'HUU JI0ul um. axad. PAMH JI.A. lypnosa ®I'BY
«HMMUI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea;
2HayuHo-uccaedosamensckuii UHCmumym 0emcKoli OHK0A02UU,
eemamonoeuu u mpaucnaanmonoeuu umeru P.M. Topoauesoit DI'EOY BO
«Ilepewiit Cankm-Ilemepbypeciuii eocydapcmeenulii MeOuyuHCK Uil
yHueepcumem umenu akademuxa H.11. Ilaérosa» Munsdpasa Poccuu
AKTyallbHOCTh. TpaHCIUTAaHTALIMSI TEMOITO3THMYECKNX CTBO-
JgoBbix kjetok (TT'CK) saBnsercsa s3ddeKTMBHBIM U Hepe-
KO €IMHCTBEHHBbIM paauKaJlbHbIM METOIOM Teparnuu psjaa
3JI0KAYECTBEHHBIX M TSDKEbIX HEOIMYXOJIEBbIX 3a00JeBaHUIA.
I'b — HaubGonee yacTtasi repBUYHAasI 3JI0KaUeCTBEHHAsT OMYyXOJib
neyeHu. Yacrtora peuunuBoB I'b mociie mpoBeaeHUsT MYyJIbTU-
MOaJbHOM Tepanuu coctapisier 8,4 %. Ha ceronHsIHMIL JeHb
OCTaeTCsT BaXKHBI BOIIPOC — KaKWe TepaIleBTMYECKHUE OITIINU
MOXHO TMpeIoCcTaBUTh nalueHTaM ¢ I'b rpymibl BBICOKOTO pu-
cka (HeomepabesibHasl U MeTacTaTuueckast GpopMbl, pedpakrep-
HOe TeueHUe 3a00/1eBaHusI).

Ienn v 321291 — OLEHUTH BO3MOXHOCTb U 3(D(HEKTUBHOCTD
npoBeaeHus: Boicokoao3Hoil ITXT (BAITXT) ¢ ayrosormyHoit
TI'CK (ayro-TI'CK) nipu I'b B nByx Beaymimx neHTpax PO.

Marepuanast u meronsl. B HUUM J1Oul’ um. akan. PAMH
JILA. Jdypuosa ®I'BY «<HMMWII onkomornm um. H.H. baoxu-
Ha» MunsnapaBa Poccuu 1 HUU JOIuT um. P.M. TopbaueBoit
®OI'BbOY BO «Ilepsoiit Cankr-IlerepOyprckuii rocymapcTBeH-
HBII MeauUMHCKMI yHuBepcuteT um. akan. W.I1. TlaBmoBa»
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Mun3zapaBa Poccum BbIMOHEHBI 2 KOHCOMMIALIMU B 00beMe
BAIIXT c¢ ayro-TI'CK kak snedyeOHasi «IOMbITKa» (YYUThIBAsI
pedpakTepHOe TeUeHUEe OCHOBHOTO 3a00J1eBaHMsI).

Kaunuueckuii caywaii Ne 1. Ilayuenmxa, 14 aem, ¢ I'b npasoii
doau newenu. PRETEXT 3. Kombunuposannas mepanus no npo-
moxkoay SIOPEL 3 HR, evicokuil puck. Kinunuueckas epynna I11.
IIpasocmoponnusisa eemueenamaxkmomusi om 01.04.2022. Peyudus 1.
IIXT 2-it aunuu no cxeme VIr ¢ 09.2022 2. no 06.2023 e. Pesek-
yus newenu amunuynas om 10.2022 e. Peyuous 2 om 02.2024 e.
Cpedunnas aanapomomus, amunuunas pezexuyus S2, S4A neuenu
om 02.2024 e. Amunuunas pezexyus n1e6oeo aeckoeo om 03.2024 e.
IIpomueopeyudusnas npomugoonyxonesas X1 upurnomexanom
c 04.2024 2. Agepe3 nepughepuueckux cmeonsosvix KAemox om
04.2024 2. Dman KoHcoaudayuu cocmosin u3 mMaHo0emMHO20 pPexcu-
ma BATIXT: Eto/Carbo 2000 me/m? (3a 3 0ns) ¢ nocaedyroweti pe-
uHghy3ueil nepugepuueckux cmeonosvix kaemok kposu (IICKK)
(knemournocmos npodykma CD34 ne menee 2 x 10°/ke) u akmusayus
unoeHmuuroeo 2-eo kypca BAIIXT na +28-e cymku.

Kaunuveckuit cayuaii Ne 2. Ilayuenm, 2 2oda, ¢ I'b aesoi
doau, TINOM1 1V cmadus, PRETEXT II1, evicokuii puck. Mema-
cmasvl 6 nesoe aeekoe. Cocmosnue nocae IIXT u onepamueno-
20 aeuenus. Illoanas pemuccus. Iman Koucoauoayuu cocmo-
an uz pexcuma BIIIXT: Carbo 450 me/m? (4 ous)/Eto 200 me/m?
(4 0mns)/Mel 140 me/m? (1 dens) ¢ nocaedyroueit peungpysueii ICKK
(kaemourocmo npodykma CD34 ne menee 2 x 10°/xe).

Pesyabratel. Kaunuueckuii cayuaii No 1. [lpuncuenenue epa-
HYA0UUMApHo20 pocmka 3agukcupogaro Ha + 1 1-e cymku Ha gone
CMUMYASUUU 2PAHYAOUUMAPHBIM KOAOHUECIUMYAUPYIOWUM DaK-
mopom 5 mxe/xe/cym ¢ +5-20 OHs, mpombouumapHoeo — Ha +14-e
cymiu. OcaodicHenus: 8 paHHem HOCMMPAHCHAAHMAYUOHHOM nepu -
ode: opogpapunezanvrulil mykozum Il cmenenu, HelimponeHu1ecKuil
sumepokoaum I1—I1I cmenenu, HympumueHas Hedocmamo4HOCMb.
Ha ¢one nposodumozo komniekcnoeo neueHusi 8ce 0CAOICHEHUs.
Kynupogansvl. Ha momenm okonuanus smana mepanuu omme4eHo
cHudcerue yposus onkomapkepa ALII — 10,1 ME/ma u nayuenmka
8bINUCAHA 8 CMAOUNLHOM COMAMUYECKOM CMamyce U3z Cmayuonapa
nod dunamuueckoe Habardenue no mecmy xcumenvcmea. Ilepuod
HabaodeHus cocmaegasem 5 mec.

Kaununeckuit caynaic No 2. [lpuxcuenrenue no neiikoyumap-
HOMY pocmKy Obiao ommeueHo Ha +13-e cymku na ¢one cmumy-
AAYUYU  2PAHYNOUUMADHBIM  KOAOHUECIUMYAUPYIOWUM (DAKMOPOM
5 mKe/ke/cym, no mpomoouumapHomy pocmky — Ha +15-e cymku
om aymo-TICK. Ocnooxcnenus 6 pannem nOCMMPAHCHAGHMAUU-
OHHOM nepuode: opoghopuneuanvHolii myxosum Il cmenenu, Heii-
mponenuyeckuil sHmepokoaum Il cmenenu, cenamomokcuuHocme,
moKcuueckue nospexcoeHus nodxiceay000Hol Jicenesbl, NOPadceHue
causucmoii KKT, nape3 kuweuuxa. Ha ¢one nposodumoii kom-
NAeKCHOU mepanuu ece 0CA0dCHeHUs Kynuposausl. Ha +34-e cym-
ku om aymo-TICK ommeuena nopmanruzauus ypoeHs oHKoMapkepa
ADIT u nayuenm 8vinuUcan 8 CMadUALHOM COMAMUYECKOM cmamyce
u3 cmayuoxHapa nod duxHamuueckoe Haba0O0eHue N0 MeCcmy icu-
menscmea. Ilepuod pemuccuu cocmaensiem 7 aem.

BoiBoabl. Ha cerogHsiiHuii 1eHb OTCYTCTBYIOT TIOCTOBEPHBIE
nanHble addektuBHocT BIATTXT ¢ ayto-TI'CK mis naiimeHToB
¢ pedpakTepHbiM TeueHueM I'b. KnnmHuyeckue mccienoBaHus
PEIKUX OIyXOJIel y neTel MpeacTaBIsioT CO00i 3HAUUTENbHYIO
npodyieMy. DTU yCuaus TpeOyIOT co3aaHus 00JIbLIMX O0IIMX 6a3
JAHHBIX U pa3padOTKU €NMHOI0 HAyYHOTO SI3bIKa, KOTOPBIN MpH-
BOJUT K CTaHIAPTU3aLUU KPUTEPUEB pUCKa U cTpaTUdUKaLUU
MaIMeHTOB.
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OcnoMHeHusa BbICOKOAO3HOII
nonauxuMuomepanuu ¢ nocnepyrwowei
aymonoruyHoil mpancnnanmauuet
remMono3amuyecKux cmBoJiOBbIX KNemok
y Aemeil ¢ CONUAHLIMU 3/1I0Ka4YeCMBEHHbIMU

HoBooOpasoBaHuAMuU: onbim ofHoro Llenmpa

T.3. Aiues!, K.M. Kuprusos', E.B. Maunesa!, 1.0. Kocrapesa',
K.A. Cepreenko!, JI.C. Cmupnosa', H.A. Bypnaka!,
10.B. Jlososan', 1.10. Tpymkosa', A.}O. Enxpumona!,
K.B. Murpakos!, T.!. ITorémkuna', M.JI. Masosa!,

P.P. ®arxynmun', H.I'. Crenanan', O.A. Kankosa',

I.b. Carosn!, A.M. Cyneiimanosa'!, H.B. Marunsn',
I'.M. Mydraxosa'!, A.Il. Kazanues!, O.M. Pomannosa’,
M.B. Pybaunckas', T.JI. Ymakosa', A.JI. Poquna!, B.B. 2Koros!,
B.I11. Banecsan!, }0.B. Cksopuosa?, 1.B. Kazaunues?,
A.C. Cunun?, T.B. T'opoyHnosa', T.T. Baiues!,

B.T. IToasaxos!, C.P. Bapdoaomeena’

THAU JTOul um. akad. PAMH JI.A. /lyprosa PIBY
«HMMHI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea;
2PrbY «HMHUI] JITOU um. Jimumpus Poeauesa»
Munszdpasa Poccuu, Mockea;

SHUH JIOIuT um. P.M. Topoauesoit DI'EOY BO IICIToTMY
um. akad. U.11. Ilaeroea Munzdpasa Poccuu

AktyanasHocTh. BJIITXT ¢ mocnenytomieii ayro-TI'CK siBist-
eTCS TepalleBTUYECKOM OITIIME, KOTOpast ITO3BOJISICT ITOTCHIIM -
poBaTh MPOTUBOOITYX0JIeBbII 3 deKT y manueHToB co 3HO, o1-
HOCSIIIMXCS K TPYIIIE BHICOKOTO prcKa. OQHaKo, HECMOTPS Ha
3(p(EKTUBHOCTh TaHHOTO METOoMa, 0ojiee BHICOKME MO CpaBHE-
HUIO CO CTAaHAAPTHBIMU IIPOTOKOIAMU JIEYCHHS PUCKU PA3BUTHS
MHQEKIMOHHBIX M TOKCUYECKUX OCIOXHEHWI B paHHEM U O3~
HEM ITOCTTPAHCIUIAHTALIMOHHBIX IIEPUOIAX CIIOCOOHBI 3HAYMMO
YXYOIIUTD pe3yIbTaThl TPAHCIUIAHTALINH.

e w 3agaud — OLICHUTH BO3MOXHOCTbH ITPOBEAECHUS
BIITXT c ayro-TI'CK y meteii ¢ comumusivu 3HO.

Marepuajibi u MeToabl. [IpoBeieH peTPOCTIEKTUBHBIN aHAIN3
pesynsratoBayto-TT' CK Bkoropre n3 156 mauirie HTOB ¢ COJTMIHBI -
MU 3HO rpynnsl BBICOKOTO prcKa, nojaydyabiux jedyeHue B HUN
JIETCKO# OHKOJIOTUM U TemaTtojioruu uM. akag. PAMH JI.A. [lyp-
HoBa ®I'BY «<HMMU L onkonorun um. H.H. bnoxuna» MuH3apa-
Ba Poccuu B 2020—2023 1. B uccnenoBaHue ObUTM BKIIOYEHBI 78
(50 %) manpuukoB u 78 (50 %) neBouek, MenuaHa Bo3pacTa Ia-
LIMeHTOB cocTaBuja 8 et 7 Mec (9 mec — 17 net 8 mec). Ayto-
TI'CK 6sutaiposenera 90 (57,7 %) naumenrtam ¢ HB, 25 (16,0 %)
¢ CIO, 16 (10,3 %) ¢ repMUHOI€HHO-KJIETOUHBIMH OITyXOJISIMH,
13 (8,4 %) ¢ HedpobmacTomoii, 7 (4,5 %) ¢ peTuHOGIACTOMOI
(PB), 3 (1,9 %) ¢ MB, 1 (0,6 %) nauuenty ¢ ITI1b u 1 (0,6 %)
¢ cuajobnacToMoii. lcnoab30Baanch peskKMMbl KOHAULIMOHUPO-
BaHus B coctaBe Treo/Mel (n = 116), Carbo/TT/Eto (n = 17),
Mel (n = 13), Carbo/TT/Eto/Cy (n = 10). B 3aBucuMOCTH OT
KIIMHWYIECKUX TTOKA3aHMI M HMCITOJIb3YeMOTO IIPOTOKOJIA JIeue-
Hus y 136 (87,2 %) nauuentoB 6but ipoBeaeH 1 kype BATIXT,
a 20 (12,8 %) 6onbHBIM BbioaHeHa TanaeMHast BJITTXT.

PesynsraThl. Y OOJIBIIMHCTBA MAIIMEHTOB MeIMaHa Bpeme-
HU BOCCTAHOBJICHUSI KOJIMYECTBA TPaHYJOLIMTOB U TPOMOOLIM-
ToB coctaBuia 11 (8—19) u 14 (12—21) gHeit COOTBETCTBEHHO.
Haunb6onee yacTeiMu MHGEKIIMOHHBIMU OCJIOKHEHUSIMU Y TALIM-
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eHroB 1ocie ayro-TI'CK obputn myko3ut (89,1 %), HeiiTporne-
HUYECKUI dHTepoKoauT (76,9 %), debpunbHas HeHUTponeHus
(71,2 %), pexke BCTpeUyaInuch KaTeTep-aCcCOLMUPOBaHHAas MH(bEK-
mst kpoBotoka (9 %), muesmonus (14,1 %), ocTphlii pecniupa-
TopHbIi guctpecc-cuHapom (OPIC) (0,6 %). Cpean TokcHhue-
CKHUX OCJIOKHEHUI y BCEX MallMEHTOB OTMEUaJICs 9METUUECKUIA
cuHapoM, v 98 (62,8 %) — mepmarojornieckass TOKCUIHOCTb,
vy 9 (5,8 %) — remopparmueckuii nmuctur (I'LD), y 116 (74,3 %) —
MeYeHOYHas] TOKCUIHOCTh, V 14 (9 %) — HeilpOTOKCMYHOCTb,
y 102 (65,4 %) — HYTpUTHBHAs HEIOCTATOYHOCTb CpPEIHEN
TSDKECTU. DTU30/bI TeMOPParndeckoro cUHapoma Ha (oHe
TPOMOOLIMTOIIEHUY pa3BUBAIUCH Y 44,2 % GOJIbHBIX.

BoiBoapl. Y OoJibliMHCTBa MauueHToB nocie ayto-TICK
Pa3BUBAIOTCSI XMMUOWHAYLIMPOBAHHBIE (B TOM Yunciie MHGMEKI-
OHHBbIE) OCJIOKHEHUSI, KOTOPbIE MOTYT He TOJbKO 3HAYMMO Ha-
pywiath camouyBcTBue M K2K mauumeHTa, HO U B 3aBUCUMOCTHU
OT CTEIeHU BBIPAXEHHOCTU MPEACTaBISITh OMACHOCTbH JJIsSI €T0
xn3HU. [IpaBUIIBHBI BBEIOOp peXXKMMa KOHIWIIMOHWPOBAHWMS,
9(DEKTUBHBII COOP TEMOIOITUYECKUX CTBOJIOBBIX KIJIETOK,
KOMILJIEKCHasl COMpPOBOAWTE/IbHAS Tepamnusi, CBOEBpPEMEHHasi
JUArHOCTUKA W JIeYEHUE OCJIOXHEHUI ITO3BOJISIOT 3HAUMMO
yaydinTh pesyabrarsl ayTo-TT'CK y nereit ¢ conuanbiMu 3HO
BBICOKOT'O PUCKa.

HoBblil B3rnAA Ha nevyeHue nayueHmos

C 0CMPpbIM Neliko30Mm
M.C. bab6aes

Hauyuonanvhuiii yenmp eemamonoeuu u mpaucghysuonoeuu, baky,
Pecnybauka Azepbaiioncan
AkTyanbHocTh. OfHa U3 BaxxHeHux npobiem nereir ¢ OJI
ObL1a CBSI3aHA C HEBO3MOXHOCTBIO OPTaHU3alluM CTallMOHAPHO-
ro jeyeHus Bo Bpemsi anuaeMun COVID-uHbekuuu. [Toatomy
HaM MPUIUIOCh TPOBOIUTH JIEUEHUE ITUX OOJBHBIX B aMOysa-
TOPHBIX YCJIOBUSIX, Jaxe B caMblil Tskenbiil nepuon OJI.

Ienu n 3aga4u — OpraHU30BaTh 3TANl UHAYKIUU PEMUCCUU
60sbHBIX OJI B THEBHOM cTallMOHape, U3YYUTh 3(D(HEKTUBHOCTD
MOJyYEHHBIX PE3YIbTaTOB.

Marepransl W MeTombl. B mcclemoBaTeNbCKylO TPYII-
Iy BOIUIM 25 TIAIIMEHTOB C II€PBOHAYAIBHO BBISIBIICHHBIM
muarHo3om OJIJI. M3 mux B-ximerounsii — y 21, T-xie-
TOuHBII — y 4. BospacTHoil mpemen MalMEeHTOB COCTABISII
oT 2 met 2 MecsameB mo 15 ner (mMemmana — 8,5 roma). Co-
OTHOILLIEHWE MaJbuMKOB M AeBoyek Obuto 10:15. Jledenue
OJIJ mpoBommnock mo tporpamme MockBa—bepnuna-2015:
y 17 maumeHTOB nMpuMeHsicsd mpotokoia B-ImRG, y 2 — A-SRG,
nemey 2 — t(12:21). ¥ 1 00apHOTO MPUMEHSIJICS TPOTOKOJI
T-Low, y 3 — npotokon T-ImRG. KonauuecTBo JIeiKOIUTOB
B Iepudeprueckoii KpoBu 10 JedeHUs: y 20 OONBHBIX OBLIO
Hxe 50 x 10°/m, y 2 — ot 50 go 100 x 10°/11, ay 3 nereit — Bbiiiie
100 x 10°/1. bnacreMust otMedeHa y 18 malueHTOB, COCTaBMIIA
ot 4 10 99 %. Conepxanue 6iactoB B KM — 45,4—96.8 %. Jle-
yeHue OOJBHBIX IPOBOIMIIOCH ITOJHOCTBIO aMOyiaaTopHO. [la-
LUEHTHl IIOJyJaJli BCE IPOILEIyphl B THEBHOM CTaIlMOHApe,
a B CJlydyae HeOOXOIMMOCTH — B KaOMHeTe aMOyIaTOpHOIT TTOMO-
I ¥ HAOJIIOIEHNsI, OpTaHM30BaHHOM B BeUepHUE YaChl KITMHM -
ku. [lapeHTepasbHasl «IPOMbBIBOUHAS MH(Y3UsI» ObLIa IMOJIHO-
CTBIO 3aMeHEHa IePOPaATbHBIM IIPUEMOM XHUAKOCTU. ISt 3TOM
LIeJIM UCIIOJIb30BAJIUCh 1IEJIOYHbIE BOALI U 5 % pacTBOP IJIIOKO-
3bl. BHyTprBeHHOE BBeIeHNE XUMUOIIPEIIApaTOB W APYTUX Jie-
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KapCTBEHHBIX CPEIICTB OCYIIECTBIISLIOCH Yepe3 nepudepuiyeckue
Ba30(UKCHI.

Pesyabratsl. JleueHue 6onbpHbIX OJI MOXHO MPOBOAUTH aM-
OyJIaTOpHO /1ake B caMmblii pazrap 6one3Hu. OpraHuszanus Jieue-
HU4 B hopMarte «THEBHOI cTallMOHAP + HOUHOU aMOyJIaTOpHBIA
KaOWHET» TMO3BOJIMJIA CBOEBPEMEHHO U 0e3 MpobjieM MpPOBO-
JIUTH KaKk ocHoBHoe jedyeHue (XT), Tak ¥ CONMpPOBOIUTENLHYIO
Tepanuio. 3aMeHa BHYTPUBEHHOI <«IIPOMBIBAIOLICH Tepamuu»
MepopabHBIM TIPUEMOM KUAKOCTH HE BbI3BaJIa CEPhE3HBIX
npo6sieM, B TOM YMCIe JU3UCHOTrO cuHapoma. Bo Bcex ciyva-
SIX MAlMEHTbl OXOTHO MPUHMMAIM XUAKOCTb, HE3ABUCUMO OT
TSKECTU COMATMUYECKOTO cocTosiHusl. HavanbHOoe KOIM4YecTBO
JIEWKOIINTOB, a TAKXKE YPOBEHD OJ1aCTEMUU 1 0JIACTO3a HE BBI3HI-
BaJIU CEPbE3HOTO OECITOKONCTBA HU Y OTHOTO 00JBHOTO, HECMO-
Tps1 Ha CTAaHIAPTHOCTbH COITYTCTBYIOIIE Tepanuu, a ONoOXuMuye-
CKHe MoKa3aTesu, B TOM YKC/ie ToKa3aTeau a30TUCTOro oOMeHa,
Kosiebanch B Mpesiesiax HOpMbI Y BCeX MmaiueHToB. Hu y koro
He Obu10 ciayvaeB 3apaxeHuss COVID-uHpekuuein, B OTIUYUE
OT JIETei1, KOTOPBIE B TOT IIEPUOJI HAXOAWINCH B CTAIIMOHAPE, YTO
MO3BOJIUJIO TIPOBOAUTH OCHOBHOE JieueHUe Oe3 MepepbiBa, He
BO3HUKAJIO TaKUX MPOOJIEM, KaK MepeBoll MAlUeHTOB B Ipyrue
OOJIbHULIBI, UH(PEKIIMOHHbBIE OTAENEHUS. Y BCeX OONIbHBIX KypC
WHIYKIIMY TTIPOBOIMJICS IO KOHIIA Y 3aKaHYMBAJICS IMOJTHON pe-
MUCCHE.

BeiBoapl. [TonyuyeHHbIe pe3yJbTaThl MOKa3aau BO3MOXKHOCTh
M TIEPCIIEKTUBHOCTD aJIbHEMIIIEro paclimpeHns aMmOyaaTOpHO-
ro jeyeHust 60abHbIX ¢ OJI.

Hethponamusa npu numdiiome XoAKKUHA:
namoreHes, KNUHUYecKad KapmuHa

U npohuNaKMUuUKa 0CNOKHEHu

I11. Ba6amyxamenosa, H. Maxmynosa, /I. Exy6osa,
JI. Xpucroscku, U. Ilapmkanunoa, M. MyXcuHOB,
H. XKymanusazos, M. I1lykyposa
Llenmpanvno-Azuamckuii Ynusepcumem, Tawkenm,
Pecnybauxa Y30exucman

AKTyanabHOCTh. OTHUM U3 PACIPOCTPAHEHHBIX OCIOXHEHUI
JIX y nereii siBisiercss HedpomaTusi, 00YCIOBJIEHHAs] KaK caMO-
CTOSITEJTbHOE TeUeHUE 3a00JIeBaHMUSI, TaK M TOKCUUECKOE BIIHS-
Hue XT u panuorepanuu. Haxoxnenue naiueHToB ¢ JIX cpenu
BBICOKOIi TPYIINbI pUCKa MTOYEYHON HETOCTATOUHOCTU 00YCIOB-
JINBAETCSI CUHAPOMOM JIM3KCa OIyXO0JIM, a TakKe He(hpOTOKCHUY-
HOCTBIO HeKOTOpbIX npenapatoB X 1. B pesynbsraTe HapyllueHue
(DYHKIINH TTOUEK SIBISIETCS 3HAUUTEIBHBIM (PaKTOPOM B YXYAIIIC-
Hun K2K mainumeHToB, TeM caMbIM IMOAYEepKHUBasl aKTyaJbHOCTD
M3y4eHUs JAaHHOTO BOIIPOCAa W MPUHSITUSI CBOEBPEMEHHBIX MEp
JICYCHMST Y TIPODMITAKTUKH.

Ilenu u 3aga4n — CBOEBpEeMEHHOE BhIsIBIIEHUE HebponaTuu
M COITYTCTBYIOIINX OCJIOKHEHUH y malreHToB ¢ JIX, pa3zpaboTka
TOJIXOMOB JICUCHUST M TMAaTHOCTMKM Ha OCHOBE JOKAa3aTeIbHOM
MEIULIMHBI, TIPOBEJACHNE aHau3a KacaeMoO paclpoOCTpaHEHHO-
CTH U XapakTepa Hedpomatuu y nereii ¢ JIX; nzydenne paxro-
POB PUCKa, CIIOCOOCTBYIOIIMX PA3BUTUIO OCIIOXHEHUI1; OLIEHKA
BIIMSTHUS pa3IMIHBIX TPYIIN npenapaToB XT, aHaIM3 pe3yJibTa-
TUBHOCTH PaHHE! AMarHOCTUKHU U NTPO(GUIAKTUKK B 3TOM rpyI-
1€ MalueHTOB.

Marepuanasl u Metonpl. Vcciaemyemast momynsiums — OeTU
¢ paHee AuarHocTupoBaHHOM JIX, TIpoxomsiue JedeHNe B CIie-
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LMAJIM3UPOBAHHBIX OHKOJOIMYEeCKUX yupexaeHusix. Mcropuu
00JIe3HU TALMEHTOB, PE3yabTaThl JIAOOPATOPHBIX HCCea0Ba-
HUi1, TaKKe KaK Moka3aTead (PyHKUUU MoYeK, OMOXUMMUYECKUE
M 0011IMe aHaIU3bl KpoBU. CXeMbl MpeabIAyInX ceaHcoB X T uiu
panguotepanuu. Pesynbratel obOciienoBaHUiI MyTeM YJBTpa3BY-
KOBOI AMAarHOCTUKM U OLIEHKU CKOPOCTU KJTyOOUKOBOH (PUJIb-
Tpauuu. CoBpeMeHHbIe KIMHUYECKUE PYKOBOJACTBA HA OCHOBE
JloKa3aTeJbHOI MEIULIMHBI, B3IThIC B LIEJIIX aHaIU3a U OLIEHKHU
3¢ (HEKTUBHOCTU METOAOB IMAarHOCTUKU U JICYEHUSI.

PeTpocnieKTUBHBIN aHATU3 UCTOPUIA 00NE3HU U PE3YJIBTATOB
JlabopaTopHbIX MccienoBaHuil. [TpoBeneHne AMarHOCTUUECKUX
METOAOB ISl OLIEHKU (DYHKIIMU TOYeK y manueHtoB ¢ JIX 1o
u niocie XT. [IpoBeneHue CpaBHUTEIBHOTO aHAIU3A JJIS OLIEH-
KU pacpoOCTPAaHEHHOCTU U BbIBJICHUS (pakTOpoB prucka. Kom-
TUIEKCHBIN 0030p HayYHOU JTUTEepaTyphl JUIsl aHAJIU3a MTpaKTUye-
CKOT'O PYKOBOJICTBA Ha OCHOBE J0Ka3aTeIbHOU MEIUIIUHBI IS
JiedyeHUs1 U TpoDUIaKTUKKU HedponaTuu y nereit ¢ JIX.

Pesyasratel. B pe3synbrate nccienoBaHus ObUIO BBISIBJIEHO,
YTO OAHUM U3 CaAMbIX PACIPOCTPAHEHHBIX OCJIOXHEHUI y ne-
teii ¢ JIX siBnsieTcs mouevHast HeJOCTaTOUHOCTh (Hedpormnartus).
B ocobGeHHOCTH cpenu manueHToB, nojiydatromux XT, yBeau-
YMBAETCS YaCTOTA TTOYEYHBIX HAPYIIEHWI B TIEPUOJ aKTUBHOTO
JleyeHus1. JlaHHOe OCJIOXHEHUE MOXKET ObITh 0OOYCIOBIEHO KakK
HeraTuBHbIM 3G (HEKTOM MpenapaToB, TaK U CUHAPOMOM JIU3UCa
oryxoJiy. [1o JaHHBIM KIIMHUYECKUX PEKOMEHIALNIA, B TEYEHUE
seyenust JIX ucnonp3ytorcs takue cxeMbl X T, kak ABVD (anpu-
aMUIMH, OJIEOMUIINH, BUHKPUCTUH, nekapbasun) u BEACOPP
(61eoMULIMH, ATOMO3M, aApUaMULIMH, HUKI0pochaMua, BUH-
KPUCTUH, MPEAHU30JIOH, MPOJOMETAa3UH), KOTOPbIE MOBBILIA-
10T pUCK He(pONaTUM U MOTYT OBITh CBSI3AHBI C HApYIICHUEM
HOpMaibHOU (DyHKIIMU MoveK. BaxkHo ynmomsiHyTh, uto XT Ha
OCHOBe LIMCTUIaThHA, MeToTpekcara (MTX) u nukinodochamm-
J1a MOXKET OKa3bIBaTh HETAaTUBHOE BIUSHUE HA (DYHKIIUIO MTOYEK
U TIPUBECTH K MTPOTPECCUPYIONICI TOYeUHON HEOCTATOYHOCTH.

CUHIpOM JI3KCa OIYXOJIU OOYCIOBIMBAETCS PE3KUM BBIC-
BOOOXIECHNEM BHYTPUKJICTOYHBIX KOMIIOHCHTOB OITyXOJIEBOM
KJ1eTKH nocse Havana XT. BHyTpukiieTouHble KOMIIOHEHTHI (Ka-
i, ¢pochop M ModeBast KMCI0Ta) TIPA pe3KOM BBICBOOOXKIIE-
HUU U3 OIYXOJIEBBIX KJICTOK BBI3BIBAIOT PE3KYIO MOUYCUHYIO HE-
JMOCTAaTOYHOCTh, OOYCJIOBIICHHYIO HAKOIJICHHMEM 3THX BEIECTB
B BUJIe KPUCTAJLIOB B ITOYEUHBIX KaHANIbIIaX. 31eCh BaXKHO OTME-
TUTb aKTYaJIbHOCTb CBOEBPEMEHHOM AMAarHOCTUKM U TPEeIOTBpa-
IIEHUsI TAaHHOTO CJIOXCEHUs B BUIe HEe(POIATUM C ITOMOIIBIO
aJKaan3allii MOYM M OTIEPAaTUBHOM TMIpaTalliiK MallleHTOB,
npoxonsimux XT. KomruiekcHbli moaxon K IpoduiakKTUKe
¢ mobaBlieHHEM aJUIOIypPUHOJA M pacOypHrKa3bl IJIsT CHUKCHMS
YPOBHSI MOYEBOI KMCJIOTHI ITOKA3aJl TTOJIOKUTEIbHYIO TMHAMUKY
y IMalleHTOB.

BoiBoabl. Vicxonmst U3 BbIIENIEPEYMCICHHBIX JTaHHBIX, BaX-
HO OTMETUTh, YTO JJIsI MPEAOTBpAlleHUs] pUcCKa HedporaTuu
M MOYEYHBbIX ocioxkHeHul 1ocyie XT y nmamumeHToB ¢ JIX HeoO-
XOAWMO TIPOBOAUTH PAHHIOK TMAarHOCTUKY (DYHKIIMU TTOYEK
M KOMILUIEKCHYIO MPO(MUIAKTUKY OCIOXHeHuil. [TpumeHeHue
TaKMX METOMNOB, KaK aJKaJIMHU3ALIMS MOYM, CBOEBPEMEHHAas
ruapaTaius U IpuMEHEHUe MpernapaToB sl CHYXKEHUST YPOB-
HSI MOUYEBOI KUCJIOTBI, IOKA3bIBAET MOJOXUTEIbHYIO TMHAMUKY
M CHUXKAeT PUCK Pa3BUTHUS OCIOXHEHUI. BaxHo yka3aTth He00-
XOAMMOCTh MHAMBUAYAJIIbHOTO Mombopa mnpernapaToB XT ¢ yue-
TOM He(M®POTOKCUYHOCTU U AaJIbHEIIIIEro MOHUTOPUHIa (PyHK-
LMY TI0YeK manueHToB ¢ JIX.
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luccemMuHayua nepBuYHbIX onyxonetii
ueHmpanbHoli HepBHOU CUCMeMbl
no WyHMupywwumMm cucmemam.

Cepus KNUHUYECKUX HabnwopeHuil

B.P. bukynos, I1.A. iBanos
MUBC, Cankm-Ilemepbype

AktyanasHocTh. Onyxonu LHTHC 3aHuMaloT 2-e MecTo cpenu
3HO perckoro Bo3pacta, coctabisst 14—20 %. OngHum U3 Beay-
IIMX CUHAPOMOB, HabogaeMbIX npy BoisiBieHu 3HO roioB-
HOrO MO3ra, sIBJsieTcsl Tuapouedanus, B psae ciydaeB TpeOy-
f0111asi BEHTPUKYJIOTIEPUTOHEATHHOTO HIYHTUpoBaHUsI. OmHAKO
OTTOK CITMHHOMO3TOBOM XMUIKOCTU 4epe3 IIYHTUPYIOUIYIO CH-
CTeMY IIPUBOJIUT K PUCKY PACIPOCTPAHEHUSI OITyXOJIEBBIX KJe-
TOK 3a TIpeaesibl TeMaTodHIIehaaIndeckoro dapbepa U 3KCTpa-
HEBpaJbHOMY MeTacTasupoBaHuio. [1o maHHBIM JIUTEpaTypHl,
4aCcTOTa DKCTPAHEBPAJIbHOIO METACTA3MPOBAHUS COCTABISIET OT
0,1 10 3,7 %. ITOoCKOJBKY TaHHOE OCJIOXHEHUE SIBJISETCS KpaiiHe
pPEeNKKM, B HACTOSIIIIEe BpEeMsI He CYIIECTBYET YETKMX aJllOPUT-
MOB €r0 JUarHOCTUKU.

Hemn u 3agaun — BbISIBUTH U cHOPMYJIUPOBATH KPUTEPUU
MPOBEICHUST NOTOJHUTEIbHON NMATHOCTUKU 3KCTPAaHEBPAJb-
HBIX METACcTa30B MepBUYHbIX omyxoseit [IHC.

Marepuasbl U MeTobl. B TekcTe cTaThy NpUBENEH aHAIN3
JUTEepaTypbl TIO TeME LIYHT-AaCCOLMUPOBAHHOIO METacTa3upo-
BaHus nepBUYHbIX onyxojeli [IIHC u3 6a3b1 nanHbix PubMed.

PesynbraTbl. OnivicaHbl 3 KIMHUYECKUX Cydasl 9KCTpaHeB-
panbHoro metacrasupoBanus omnyxoneit IHC (2 — Mb mo3-
xeuka u IV xenynmouka u 1 — aHamjacTdyeckasl areHAMMOMA
IV xenynouka) no IIYHTUPYIOILEH CUCTEME Y NMallMEHTOB, MPO-
XoAuBILMX Kypc JedyeHus B kanHuke JIILL MUBC.

BoiBoapl.  IIlyHT-accounupoBaHHOE  MeTacTa3MpoOBaHUE
npu onyxouisix ITHC BcTpedaetcst ype3BbIlUaitHO peaKo U acco-
LIMMPOBAHO C KpaliHe HeOiaronpusiTHIM rporHo3oM. [1posene-
HUE AOTOTHUTEIBHON TYYeBOU JUArHOCTUKU MPU TUCHYHKIINU
IIYHTUPYIOIIEH CUCTEMbI TTO3BOJISIET UCKITIOUYNTh HATMYUE TUC-
CEMUHAIMN, OTHAKO €€ IIMPOKOEe MPUMEHEHUE MPU BOZHUKHO-
BEHUU JIIOOBIX TEXHUYECKUX CIOXHOCTEH B HACTOSIIEE BPEeMsl
JUCKYTabeJbHO U TpeOyeT HaOI0JeHUs Ha OOJiblliell Koropre
MaIMeHTOB.

Tepanusg ucmuxHol noNUYUMEMUU y Aemei

A.B. Boraanos, I1.A. 2Kapkos, M.B. I'acbkoBa,
O.B. Jloronuna, C.A. Jleoenena, A.B. ITmonkun
DOIBY «HMHUI] ITOU um. JIimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea

AktyansHocTh. [letn ¢ WUI1 penko mMeroT TpoMOOTUYECKIE
COOBITHS I B HACTOSIIIIEE BPEMSI IJISI HUX HE OTIPeNesIeHbl o0LIre
KpUTEPUM AJIS Havaja crnelunduyeckoil Teparuu, KpoMe Toro,
OTCYTCTBYIOT JaHHBIE MO [UIMTEJIBHOCTU Ha3HayaeMoii LuTope-
JNYKTUBHOM Teparnuu.

emn u 3ana49u — OLIeHUTB 9P HEKTUBHOCT MPUMEHEHNS LIA-
TOPEAYKTUBHOM Teparuu y MalreHToB JeTcKoro Bo3pacta ¢ UIT.

Marepuansl m Metoabl. IIpenctaBieH pPeTPOCHEKTUBHBIN
aHaAJIN3 KIMHUYEeCKUX TaHHBIX mamueHToB ¢ MII, Kotopsie Ha-
xoaunuch Ha rocrnutanusanuu 8 HMUL ATOU um. IMutpus
Porauena ¢ ssuBaps 2012 1. mo utoHb 2024 1. [emaTosornueckuii
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KOHTPOJIb OTpeaesuics Kak reMatokput < 45 % 0e3 moTpeb-
HOCTU B remoakcdy3un. MonekyasapHbiii otBeT (MQO) onpe-
Jensiicsa MetogoMm aiienb-crnenududeckoin TP B pexume
peanbHOro BpeMeHM, YO — CHUXEHUE auleJIbHOW Harpysku
JAK2 > 50 % ot ucxomgHoro ypoBHsi, [1O — cHIKeHME ajlieIbHOM
Harpy3Ku 10 YPOBHSI, HE MOAIAIOIIETOCST OTIPEICIICHUIO.

Pesyabratel. B nccnenoanue Bouiu 32 mauuveHta ¢ UII.
V20 (62,5 %) n 4 (12,5 %) GOAbHBIX ObUIM BISIBJICHBI MyTaLlUN
B 9k30He JAK2V617F n JAK2 ex 12 cOOTBETCTBEHHO, OCTaJIbHbIE
8 (25 %) nereii OblIu JAK2-HeratuBHBIMU. MeauaHa ajliebHON
Harpy3ku JAK2 Ha MOMEHT MOCTaHOBKM THMAarHO3a COCTaBJIsIa
25,5 %. TemMaToforuueckuii KOHTPOJIb OLIEHUBAJICS Yepe3 1 ron
OT Hayvaja Tepanuu. B Hairem LleHTpe omnpeneneHa TakTUKa Be-
JNieHusl mauueHToB aerckoro Bo3pacta ¢ MII. PexomeHnmyercs
CUMIITOMaTA4YeCKasl Tepanus (aHTUarperaHTHasl Teparus 1 re-
Mo3Kc(hy3un) TpU OTCYTCTBUM MyTauuu B reHe JAK2 u Hanu-
YW KIMHUIECKUX TTPOSIBJICHUI B BUIE MUKPOIIMPKYJISITOPHBIX
HapymieHuit. LluropenykTuBHasi Tepanus Ha3HAYaeTcs IIpU
Haauuuu mytaiuuu B reHe JAK2, cHmkenuun KoK B ciyudae ot-
cyTcTBUs 3dekTa OT aHTUArperaHTHOM Teparuu y MaleHTOoB
C MUKPOIMPKYJISATOPHBIMU HapyIICHUSIMU JINOO remMopparmnde-
CKMM CUHIPOMOM Ha (hoHe TpoMOonuTo3a ¢ AebunuTom (ak-
Topa Bunnebpanma. LluTopenykTHBHYIO Tepamnuio MOJy4YuIn
24 (75 %) nauuenta. B 1-it nuaum tepanuu peg INFo2a B 1031-
pOBKe 3 MKT/KT TTOAKOXHO | pa3 B Henemo HazHavyeH 13 0oib-
HbiM, INFoa2a 3 000 000 EJl 3 pa3za B HezeJto TOAKOXHO Ha3Ha-
yeH 6 marueHTaM, Tuapokcukapoamum 20 MI/KT eXeIHEBHO
HasHaueH 6 netsaM. B rpynne peg INFo2a — 6 (46 %) u3 13 na-
LIMEHTOB ITOCTUIJIM €MAaToJIOrMYecKoro KoHrpois, y 2 (16 %)
JeTeil He ObUTO OTBETa M UM MHUIIMAPOBAHA TePaItusl TUIPOK-
cukapbamunom. B rpynme INFo2a y 2 (33 %) u3 6 manueHTOB
3a(MKCUPOBAH TeMaTOJIOTUIECKUIT KOHTPOJIb, CTOUT OTMETHUTh,
yT10 y 2 (33 %) GOJIBHBIX MEPUOI HAOIIOACHUSI COCTABUI MEHEe
roga. B rpyrmre manueHToB, MOTyYalomux THAPOKCUKapOaMuI,
5 (83 %) 13 6 MaLMeHTOB JOCTULIA T€eMAaTOJIOIMYECKOrO KOHT-
pons. Y 3 nereit ¢ myrauueit JAK2 onpenensiiach B AMHAMUKeE
ajuiesibHast Harpy3ka misg oueHku MO. B rpynme peg INFo2a
yacTudyHbli MO monyyeH y 2 u3 2 mauMeHToB (y OJHOro —
CHIDKEHME ayieTbHoU Harpy3ku ¢ 30 mo 13,42 %, y apyroro —
¢ 64,8 10 38 %), B rpy1iIie ruapokcukapdamuaa y 1 60JbHOro OT-
cyrctBoBas1 MO. Y Bcex MaliueHTOB, Y KOTOPBIX ObLJIa TOCTUTHYTA
MOJIOKUTEIbHASI TMHAMUKA B BUJIE CHIKEHUS aUIeJIbHOW Ha-
IPY3KH, TakKKe OTMEYaIOCh MOCTMXEHUE TeMaTOJIOTUYECKOTO
otBeTa (I'O).

BoiBoapl. Halr onibIT ¢ narmeHtTamu aetckoro Bospacta ¢ I
JeMOHCTpHUpPYeT 3(POEKTUBHOCTh LUTOPEAYKTUBHON Teparuu
Kak s poctkenus 'O, tak u giusgs MO. HeobxoayMel Tomost-
HUTEIbHBIC MccaenoBaHus nuHaMukKu MO, ero Koppersiuu
¢ I'O, xmuanyeckuMu TiposiBieHussMu MI1, Tak Kak B JajabHEi-
111eM, BO3MOXHO, ajuleJibHasli Harpy3ka JpaiiBEpHON MyTaluu
OyneT ofHUM U3 KpuTepueB 3((HEKTUBHOCTU Tepanuu U yCio-
BUEM JIJIs1 IPUHSTUS pellieHUsI 00 OKOHYAHUM LIUTOPEAYKIIMH.

PA3QAEN IV

JinumenbHblil OMBEM Ha rannoufieHMuYHyIo
mpaHcnnaimauuio reMono3amuyecKux
CMBONOBbLIX KNEMoK
¢ NnocmmpancniaHmayuoHHoil
UMMyHomepanueii y nayuenma
C CUCMEMHbIM peyuusom Heipobnacmombl
U BOBJIEYEHUEM UeHmpanbHoii HepBHo i

CUCMeMbl: ONUGaHue KAUHU4Yecroro cny4yas

O.1. Boraanosa, 1.B. Ka3zanues, I1.C. ToakyHoBa,
T.B. Ipnmenko, A.H. I'nnmumos,
IO.A. Ilynanos, JI.C. 3ybapoBckas
HUU JIOIuT um. P.M. Top6auesoii DIBOY BO IICII6GTMY
um. akad. U.11. Ilaerosa Munzdpasa Poccuu

AkTyansHOCTh. HecMOTpst Ha BHepeHME B TIPAKTUKY MHTEH-
CHUBHOW KOMIUTEKCHOH Tepanuu 1 ummyHotepanuu (UT) okono
50 % maumeHTOB ¢ HeipobiacTtoMoit (HB) rpynmbl BeIcOKOTrO
pUcCKa pa3BUBAIOT peUUIUB 3a00eBaHus. [IpOrHO3 MallMeHTOB
C PELUIVBOM OCTaeTCsd KpallHe HeOJIaronpusiTHbIM, OCOOEHHO
npu nopaxenuu LITHC, BcrenctBue ocobeHHOCTEN hapMaKoKu-
HETUKU XUMUO- U UMMYHHBIX MTPEMapaToB MPU JaHHOM JIOKATU -
3aLMU OTYXOJIH.

IHemm n 3amaum — omnmcaTh Cydail TOCTDKCHUS JUTMTSIBHOTO
I1O Ha (pboHE KOMIUIEKCHOI TepaItiy y TTalleHTa C TIopaXkKeHNeM
LHHC.

Marepuaist u Metonbl. Mcxodno Hb duaenocmuposana y na-
yuenma 6 eozpacme 5 nem. Beaedemeue eospacma na momenm no-
cmaHoeKu duazHosa 6oaee 1,5 e00a u ucxooHoi duccemunauuu ony-
xXoau (nopajcenue Heckoavkux epynn J1Y u MHodscecmeentvle ouaeu
nopaicenus Kocmeil npu OMCYmMcmeuy 00HO3HAYHO ONpedesiemozo
nepeutHoeo ouaea) 60AbHOIU OblI CMPAMUPUUUPOBAH 8 ePYNNY Bbl-
COK020 PUCKA HECMOMPSL HA OMCYMCcmeue He0AA2ONPUSMHBIX OU0A0-
euveckux gpaxmopos (amnaugpuxavuus MYCN, delIp36, delllq23).
Tlocne 3a6epuienus KOMNAEKCHOU mepanuu 0451 epYNNbL 8bICOKO20
pucka (IIXT no cxeme N5/N6, aymo-TICK, dugpgpepenyupyrowas
mepanus) docmuenym xopouwuii 40. Tem ne menee uepez 16 mec
nocne aymo-TICK duaenocmuposean no30Huil cucmemmblil peyuous
3abonesanus ¢ nopaxceHuem J1Y (noomeepicoen eucmonoeuecku,
npu peyuduge guviserena amnaugurxayus MYCN). Ha ¢pone mepa-
nuu 2-i auHuu (UpUHOMeKaH, memo3oaomud) saguxcuposaro I13
€ MACKUX MKaHell 3a0pHUUHH020 NPOCMPAHCMEA, 1e601 MeMeHHOU
004U 20106H020 M032a. Bbino evinoaneHo xupypeuueckoe neyeHue
(MUKpoxXupypeuteckoe momanbHoe yoaieHue Onyxoau), npooosa-
acena IIXT no cxeme N5/N6. Jlocmuenyma cmaburuzayus 3a60-
Aesanus. B odaavreiiwem npogodunace mepanus monomeKaHoM,
yuraogocgamudom ¢ xopourum 3gpgpexmom. Ilposedena JIT 6 0dse-
Me KpaHuocnuHanvrozo ooayuenus (KCO) do cymmaproii ouaeooii
dosbt (CO) 21 Ip ¢ 6ycmom Ha nodce yoanrenHoil onyxoau. B ue-
45X KoHcoaudayuu docmueHymoeo 90 nposedena eannoudeHmuy-
Haa TICK (eanao-TICK) om cecmpbl ¢ HemuenoabaamugHovim pe-
AHCUMOM KOHOUYUOHUposanus (gaydapabun 150 me/m?, meagparan
140 me/m?). Ilpouraxmura peaxkuyuu «mpaHcnAaHmMam NPoOMue
xozauna» (PTIIX): nocmmpancnaanmayuontolil yuxkaiogocgamuo,
makpoaumyc, cupoaumyc. Hemounuk mpancnaanmama — KM,
Kaemournocmo mpancnaanmama 4,6 x 10° CD34* /ke. Cnycms 8 mec
nocae eanno- TICK 6bi10 8binosHeHo yoanenue ocmamo4Hozo oopa-
308aHUs OPHOWHOL NOAOCMU, NPU 2UCIOA0CUHECKOM UCCAe008AHUU
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JHCUBBIX ONYX01€8bIX KAeMOK 00HapyceHo He Obino. Yepes 6 mec Ha-
yama UT aumu-GD2-anmumenamu (Ounymyxcuma6b bema (/Ib)).

Pesyabratel. I1o dannsim obcaedosarus uepes 36 mec nocae 3a-
seputenuss mepanuu coxpausemces I10.

Booapl. Perinus HB ¢ mopaxenuem IHHC He gBisgercsd
MIPOTUBOIIOKA3AHUSIM TSI IPUMEHEHMS B Ka4eCTBEe KOHCOIMIA-
mn UT Ha «amardgopme» raruo-TI'CK npu ycinoBum 1ocTiKe-
Hus JIK Hag ogaramu mopaxenust LIHC.

Femamonoruyeckas MoOKCUYHOCMb Npu
npoBeeHuu NPOMoHHOil NyyeBoil mepanuu

y Aemeil ¢ mepgynnobnacmomoti

K.®. Boiiko
MHUEBC, Cankm-Ilemepbype

AkryamsHocTh. KCO siByisieTcsl HEOTheMJIEMOI YacThIO Jieue-
HUS omyxoJieit, ckioHHbIX K JIM. Haunboisiee pacnpocTtpaHeH-
HBIM ocnoxkHeHHeM KCO sBisteTcss reMaToIorndeckass TOKCHY -
HOCTb.

Ilenu u 327244 — OLIEHUTh CTEIIEHb FeMaTOJIOTNYECKOI TOK-
cuuHocTu Tipu npoBeneHuu KCO y gereit ¢ Mb B 3aBucuMocTu
ot npeanucanHoit no3sl KCO u npeamectyromieit [TXT.

MarepuaJjsl 1 MeTObI. B uccienoBaHue ObLIM BKIIOYeHbI 334
nauueHTa OO0 «JleueOHo-auarHoctnueckuii ieHtp MUBC»
¢ BepupuuupoBaHHoit MDb, mnoayyaBmux mnporoHHyo JIT
¢ 2018 mo 2023 r. O6yuyeHre MPOBOAMIOCH Ha yCTaHOBKE Varian
ProBeam. bbL1 Ipor3BeeH aHaIU3 KOTUYECTBEHHbIX 3HAUYECHU I
reMorjio0MHa, TPOMOOLIMTOB W HEUTPO(MWIOB B 3aBUCUMOCTH
ot cpokoB KCO — 1-ii neHb tepanuu, okoHyanue KCO, okoH-
yaHMe JIeYeOHOM TTporpaMMbl M OIIeHKa TToKa3aTesieil CorlacHO
mkane CTCAE v5.0.

Pe3yasratsl. B rpynne nauueHToB (7 = 20) K MOMEHTY OKOH-
yanust KCO 23,4 Ip cpenn reMaToIOTMUECKUX OCIOXHEHMIA
y 50 % 3acdukcupoBana HevitporieHust 111V crenenu. B rpym-
ne neteit (n = 77) ¢ KCO 35,2 Ip ociioxkHeHUs ObUTU MPEACTaB-
neHbl HeiitponieHueit 1II-1V crenenu — y 41,5 % u aHemuei
111 crenenn —y 19,4 %. Haunbosee BbIpakeHHbIE TeMaTOIOT Y-
ckue ocnoxHenust Habmomanuces mpu KCO 35,2 Ip ¢ npeniect-
Bytonieit [TXT SKK (n = 159) — ueititponienus 111-1V crenenu
y 79,8 %, anemus 111-1V crerienn y 31,5 %, TpOMOOLIMTOIIEHUS
IHI-1IV crenenu y 3 %, pedpunbHast HeiiTporieHus: y 2 % 0oJib-
HBIX. Y manumeHTtoB mnocie mnpoBeneHus BITTXT ayro-TI'CK
(n =29) mpu KCO 24 Ip ormeuens! HelirporrieHus 1II-IV cre-
nenn B 34,5 % ciydaes, anemus B 10,3 %, TpOMOOLIMTOTIEHMST
B 3,4 %. I1pu noBropHoM KCO (n =49), 103bl KOTOPOr'O BapbU-
poBanuch ot 24 10 30 [p, ocnoxxHeHUS OBLTN CIEAYIONIUMU: Hell-
tponeHus I11-1V crenenu — 8,2 %, anemus 111-1V crenenun —

6,1 %.

BeiBoapl. IIporonnoe KCO y gereii obiagaeT ymMmepeHHO
reMaToJIOTUYECKON TOKCUYHOCTBIO, YTO ITO3BOJISIET IPOBECTHU
noaHbli 00beM JIT B cpok, B TOM uucie y JeTeil O 3HAaUMMOit
HMCXOIHOU reMaToJIOrM4eCKOil TOKCUYHOCTBIO BCAENCTBUE MPE/I-
IIECTBYIOILEN TEpAIInU.
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OAHOUGHMPOBBIN ONbIM NPUMEHEHUs
mapremsoii mepanuu y aemeii ¢ onyxonamu
UeHmpanbHoii HepBHOI CUCMEMbI.

Cepud KnuHuYyecKux HabnwoaeHul

K.®. Boiiko
MHUBC, Cankm-Ilemepoype

AKTyaJbHOCTh. OTIYXOJIM TOJOBHOTO MO3Ta SBJISIOTCS HaM-
OoJiee pacrpoCcTpaHEHHBIMU COJTUAHBIMU HOBOOOPA30BaHUSIMU,
BO3HUKAIOIIMMU B I€TCKOM Bo3pacTe. HecMoTps Ha yiydllieHUe
BbIXKMBAEMOCTHU OJ1arofapsi KOMIIJIEKCHOMY JieueOHOMY TOJIX0-
Iy, TPOTHO3 JIJIsl TJIMOM BBICOKOI CTEIeHU 3JI0KaYeCTBEHHOCTH,
a Takxke IJIsl pas3UYHbIX peuuauBupylommx omnyxojeit [THC
(MB, atunuyeckasi TepaTougHo-padaouaHas omnyxoiab (ATPO)
M T. 1.) ocTaeTcsl HebmaronpusaTHbIM. CoBpeMeHHbIE JOCTUXKEe-
HUS B 00J1aCTU T€HETUYECKOTO MpOodUInpoBaHUs CIIOCOOCTBY-
0T OOHApPYXEHUIO0 MyTallMii, KOTOpble MOTYT CTaTh JOIOJHU-
TEJbHBIMU TePATIEBTUICCKUMUI MUIIICHSIMU.

enu u 3ana4n — o1ieHKa MPOGUITS HEXETaTeIbHbBIX IBJCHUN
(HA) u acbdexTuBHOCTM TIpUMEHEHUST MOJIEKYJISIPHO-HAIPaB-
JICHHBIX areHTOB, UCMOJIb3yeMbIX B KaUeCTBE 2-i U MOCIEAYIO-
KX JIUHUI Tepanuu, y JeTeil ¢ NIMOMaMU BBICOKOU CTENeHU
3JI0KaY€CTBEHHOCTH.

Marepuaisl n MeToabl. KoMIUIeKCHOe TeHOMHOE TTPOMUIH-
poBaHue JHK oryxojieBbIX KJI€TOK BBIMOJHSIJIOCH JIMHEUKOM
reHeTnyeckux TectoB One Foundation, Ha oCHOBaHMM KOTOPOTO
Ha3HAYaJIMCh TapreTHBIe Tpernapathl. OteHKa 3 (heKTUBHOCTH
Teparuu mpoBoauiach ¢ rmomoinbio MPT ¢ KOHTpacTHBIM ycu-
JICHUCM.

Pesynbratel. KiMHUYEeCKM 3HAYMMBbIE MOJIEKYJISIDHO-TEHE-
ThYecKne abepparmu Obl1n BeistBiieHbl y 11 (30,5 %) ananusu-
pyeMbIx maiueHToB. HambGojiee yacto MyTalMu OIpeaessiuch
y OOJIbHBIX C OIyXOJISIMM I'OJIOBHOTO MO3ra IJIMaJbHOIO psija,
y 10 (41,7 %) nauuMeHTOB ¢ IIIMOMaMu TOJIOBHOIO MO3ra ObLIU
BBISIBJIEHbl KJIMHUYECKU 3HAuMMble abeppalyu, KPOMe TOTO,
KJIMHUYECKM 3HauMMasi reHeThueckasi abeppalusi Obljia BbISIB-
neHay 1 (12,5 %) pebeHka ¢ MSITKOTKaHHOM CapKOMOIi. Y aHa-
JmsupyeMbix manueHToB ¢ OC, CHO, omyxoJibio COCyIMCTOrO
CIUICTEHUSI KJIMHUYECKM 3HAYMMBIX MOJIEKYJISIPHO-TEHETUYe-
CKUX MyTall1ii YCTAHOBJICHO HE ObLIO.

BobiBoapl. [losHOE TE€HOMHOE CEKBEHMPOBAHME SIBIISICTCS
MEPCIIEKTUBHBIM MHCTPYMEHTOM JUISI TTOBBIIeHUs 3P deKTUB-
HOCTH JICUEHUs IeTeli ¢ peddpakTepHBIMU U PELIUAMBUPYIOILIMMU
dopmamu omnyxoseii LIHC, npenocrasisisi BOBMOXHOCTb Ha3HA-
YyaTh aJITePHATUBHOE JieueHKe. JLoCTyITHbIe B HACTOSIIIEEe BPEMSI
CXeMBI TapreTHOM Tepanuu 00J1analoT HU3KOM UM YMEPEHHOMI
3G DEKTUBHOCTPIO B OTHOIICHUM IJIMOM C HEOJIaronpusITHHIM
IporHOo30M. TapreTHasl Tepamusi o0JiagaeT MPUEMJIEMOM TOK-
CUYHOCTBIO M HEOOJIBIIMM CIIEKTPOM TSIKEJIBIX OCJIOXKHEHUIA,
YTO Jie]1aeT BOZMOXHBIM ee 60J1ee NIMPOKOe MPUMEHEHUE Y TeTel
c onyxonsimu LTHC nipu Hanmuuum crneuuduyecKux MUILLIEHEeH.
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MOHUMOPUHT YUPKYNUPYIOWUX UMMYHHbIX
MapKepoB y femei ¢ Heiipo6nacmomoii npu
UCNONb30BaHUU AKMUBHOU

anmu-GD2-HanpaBneHHoill UMMYHOmMepanuu

K.M. Bopokmmunosa', C.A. Kyziesa'-2, .A. bannyesa',
T.JI. HexaeBa!, A.B. Hosuk! 2, H.B. EmenbgnoBa’,
E.A. Muxaiinosa!, P.. Xa6aposa' 2, E.M. Cenuypos' 2,
D.J1. I'ymoaroBa!, A.A. Kynésa',

10.K. CemenoBa?, I'A. CaxayTauHos?

IQIBY «Hayuonanvholii meduyuHnckuil uccaedo8amenvCKuil yeHmp
oukonoeuu umenu H.H. Ilemposa»

Mumnzopaea Poccuu, Canxm-IlemepOype;
2@I'BOY BO «Cankm-Ilemepbypeckuii 2ocydapcmeeniblii
neduampuueckuii meouyuHckuil ynueepcumem» Mun3zopasa Poccuu

AktyanbHocTh. Hu3KMe Mmoka3zarenu BbDKMBAEGMOCTH Y Ila-
1ueHToB ¢ HB rpynmbl BLICOKOTO prcKa TpeOyIoT IMTOMCKA U MH-
Terpaly HOBBIX ITOJIXO/IOB K TepaIuu.

Ienn u 3agaum — TPOAHAIM3UPOBATh YPOBEHDb LIUPKYJIUPY-
FOIIMX UMMYHHBIX MapKepoB y naneHToB ¢ HB, momyyatonmx
JEHAPUTHOKJIETOYHYIO BaKIIMHOTEPAITHIO.

MarepuaJjsl u MeToabl. YeTbipeM nauueHTaM ¢ Hb, nepsuu-
HO CTpaTU(ULMPOBAHHBIM B TPYIIY BBICOKOIO pUCKa, MOCIE
3aBeplIeHUs JJedyeOHOI mporpaMmel o npotokosry NB-2004 Ha
9Tane NOCTKOHCOJUIALMY OblIa UHULIMUpPOBaHa akTuBHasg T
JEHIPUTHOKJIETOUHON BakumHoil (JAKB). [nsg Harpy3ku AeH-
JPUTHBIX KJIETOK UCITOJb30BAINCH KJIETOUHBIE KYJIbTYypPhI MeJla-
HOMBI, BBICOKOIKCIIPECCUPYIOLINE PAKOBOTECTUKYJISIPHBIE aH-
tureHsl (NY-ESO-1, MAGE 1, S100 u ap.), u o6pa3sell ornyxojiu
TJIMOMBI BBICOKOM CTEIMEeHU 371I0KaYeCTBEHHOCTU C IKCIPecCcUueit
GD2 B 96 %. Bce maiueHThI IOJIYYUIN ClIELU(pUIECKYIO TeEpa-
uIo B IOJIHOM o0beMe: 6 Kypcos ITXT (N5/N6), onepatuBHOe
Jneuenue, BAIIXT c ayto-TI'CK (1 nanueHTy npoBeaeHa single,
2 — tandem BATIXT c ayto-TT'CK), 5 kypcoB UT antu-GD2-
MOHOKJIOHAJIbHBIMU aHTUTEJaMU, IUddepeHumnpylolias tepa-
nus 13-nuc-PetuHoeBoii kuciaoToit. OgHa naluueHTKa ¢ pelu-
JNUBOM 3a00J1eBaHUSI TOMUMO MEPBUYHOM MTpOrpaMMbl MOIy4YrIa
KOMIUIEKCHYIO Tepamnuio, BKJIIOYABIIYIO ONlepaTUBHOE JIEUEHUE,
6 xypcoB XT 2-it nunuu, autoreHnyto TI'CK (amno-TI'CK),
11 KXypcoB XUMHUOMMMYHOTEPANUU ¢ TYMaHU3UPOBAHHBIMU aH-
TU-GD2-MOHOKIIOHAJIbHBIMU aHTUTEIaMU.

Pesynsratel. C Hos1Opst 2022 1. o aBryct 2024 1. 4 marueH-
TaM CyMMapHO ObuUTO mpoBeaeHo 37 KypcoB (ot 7 mo 16) JKB.
K momenTty Havanma aktuBHOM MT Bce mamiMeHTH HAXOAWINCH
B TIOJIHOI PEeMUCCHUU TI0 OCHOBHOMY 3a00JICBAaHWIO B CPOKHM OT
33,5 mo 66,7 mec. UT xopolo mnepeHOCHUIACh MALMEHTAMH,
nMMyHooTiocpermoBaHHbIXx HS He orMeuanocws. Ilpm aHamm-
3¢ COCTaBa MMMYHOKOMIIETEHTHBIX KJIETOK ITepuhepuIecKOm
kpoBu Ha ¢oHe UT KB y mamnueHTOB B AWMHAMUKE OTMeue-
HO TIOBBHIIIICHUE 3HAYCHMI ITUTOTOKCHYECKMX T-TMM@OIIUTOB
CD3*CD8" (¢ 19,5 mo 32,7 %) u X aKTUBUPOBaHHBIX (GOpPM
CD3"CD8"HLA-DR*(c 1,9 mo 3,4 %). Y mauveHTKu C pe-
muauBoM mnocie 5 KypcoB UT IKB oTrMeuanoch MOBBILLIEHUE
ypoBHA T-MMMMOIIUTOB 3a cUeT ecTeCTBeHHBIX KuiuiepoB CD3-
CD16%56" (¢ 8,1 no 11 %).

BoiBonpl. [1pu aHanmm3e cocraBa UMMYHOKOMIIETCHTHBIX KJTe-
TOK KpOBM TaiieHTOB Ha (poHe akTuBHOU UT JIKB oTMeueHa
aKTHUBALIMSI TIPOTHBOOITYXOJIEBBIX MEXaHM3MOB MMMYHHOI 3a-
ILMTHI B OpraHu3Me 3a cueT T-KjaeTouyHoro 3BeHa. JloGaBieHue

PA3QAEN IV

B rIporpaMmy JICUCHUA aktuBHoi UT gaBnsiercs NECPCIEKTUBHLIM
HaIrpaBJICHUECM 1 Tpe6yeT JMATbHEWIIIETO N3y4YCHUA.

KnuHuyeckui cnyyai BbiCOKOIl
adekmusHocmu u GesonacHocmu
npuMeHeHus pasynusymaba B mepanuu
msasenoi hopMbl mpaHcnnanmam-
accoyuuposBaHHoil mpomGomuyecKoil
MUKpOaHruonamuu ¢ nopamxeHuem
MOYeBbieNnumenbHoil CucCmeMbl B yCNOBUAX
HUW A0ul um. arapn. PAMH N1.A. lypHoBa

H.A. Bypaaka', A.B. Knmumos', 11.10. Tpymkosa',

B.C. Epmakona’, K.A. Cepreenko', T.I. ITorémkuna’,
10.B. JlozoBan', H.I'. Crenansu', P.P. ®arxymmn',
M.J. Manosa', K.B. Murpakos', A.}O. Enxpumona’,

E.b. Maunepa’2,T.3. Amue', 1.0. Kocrapesa',
H.A. Barmanosa!, ML.A. Illepsammunze’, T.T. Baiues!,
K.N!. Kuprusos', C.P. Bapdoaomeena'
THUH JI0ul um. axad. PAMH JI.A. lypnosa OI'BY
«HMMUI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea;
2PIAO0Y BO PHUMY um. H. U. [Tupoeosa Munszopasa Poccuu, Mockea

AKTyanbHOCTh.  TpaHCIJIaHTaT-aCCOIMMPOBAHHAS  TPOM-
o6ornueckass mukpoaHruomnatust (TA-TMA) Ha cerogHsSIITHUI
JIeHb SIBsIETCSI TPO3HBIM ocnoxHeHueMm amio-TI'CK, ¢ Bbico-
KUM YPOBHEM paHHel JetanbHocT. OnHoit u3 popm TA-TMA
CIY>)KUT M30JIMPOBAaHHOE TMOPAXEHUE MOYEBBIICIUTETHLHON
CHUCTEeMbI, TpeOylolllee MHTCHCUBHOM M UIMTEIbHOI Teparuu
B YCJIOBUSIX CTallMoHapa. BosaeiicTBue Ha cucTeMy KOMILIe-
MEHTa UTPaeT KJIIOYEBYIO POJIb B JICUEHUU NAHHBIX COCTOSIHUA.
PaBynu3zymab mipencraBisieT co00ii MOHOKJIOHAJAbHOE aHTU-
TEJO C YBEJWYEHHOW MPOJOJKUTEIbHOCTBIO UHTMOMPOBAHUS
C5-KOMITIOHEHTa KOMILJIEMEHTa, YTO MO3BOJISIET 3HAYUTEIbHO
YBEJIMYUTH MHTEPBAJI MEXXIY BBEACHUSIMU TIpEIIaparta, COXpaHss
BBICOKYIO 3(p(PeKTUBHOCTB 1 Oe3omacHOCTh Tepanuu TA-TMA.

Iean u 3apa4yu — npeacTaBUTh 3(PPEKTUBHOCTL U Oe3omac-
HOCTh TepaIliyl paByJIM3yMaOOM IIPH Pa3BUTHUH TSKEIBIX (hOpM
TA-TMA.

Marepuaist u metoabl. Ilauyuenmra A., 17 aem, c peppaxmep-
notm OMJI. B yeasx koncoaudauuu mepanuu nposedera anrno- TICK
OMm HepoOCMBEeHH020 NOAHOCMBIO CO8MecmuUMo20 doHopa. Pexcum
KOHOUUUOHUPOBAHUSI — Muenoabaamueuvlii (mpeocyivpar/pay-
dapabun/meapanan). Ilpoguraxmurxa PTIIX — pykcoaumunud +
yurxaogocgpamud. Ha pannux cpokax PTIIX ommeueno e 0Obiio.
Boccmanosaenue eemonosza na +17-e cymxu. Ha +30-e cymku
nocae TICK coxpanen cmamyc pemuccuu 0CHO8HO20 3a00.1€6aHUS
U 0ocmueHym noauwvlii OOHOPCKULL XUMEPUIM.

Ha +27-e cymku nocae anno-TICK — I'I], 6onesoii cundpom,
uzMeHeHue Aa60pamopHbiX OAHHbIX: pepakmepHas mpomoouu-
monenusl, aHemusl, WU30UUMo3, NPOMeunypus, 3pUmpoyumypus.
Yavmpazeykoevie npusnaku yucmuma (ckaaduamocmov CcAu3U-
CMOIl, YMoAujeHue, NOBbIUEHHAS X02EHHOCMb CMEHOK MOYe6020
NY3bIpsi, YeeauueHue pasmepos NoYeK, YMepeHHoe paculupenue ua-
weuex u no0xanok). Ha +45-e cymku npucoedunenue kposomeue-
HUsl, noOmeepicoeHHoe Memooamu 6U3yalu3auuu, Hapacmauue
ypoeus rakmamaoeeudpoeerasnl (JIII) do 2 nopm, npoba Kymbca —
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ompuyamenvnan. Ha ecem npomscenuu HabaooeHus QyHKuus
aA30MOoBbI8e0eHUs. U INEKMPOLUMHO20 COCMABA KPOBU 0CMABAAUCH
6 npedenax peghepenchvix 3navenuti. Ha koncepsamuenoii mepanuu
OMMEHANCS HeNPOOOANCUMENbHBLI KAUHUYECKULl d¢hghekm ¢ no-
BMOPHBIMU PEAKMUBAUUAMU 2eMOppazuteckoeo cunopoma. Ilpuns-
mo peuterue 0 nposedeHUl YUCMOCKONUU ¢ NOCAeOVIOulell Koazyns -
yueil. DHO0CKOnUYeCKU KapmuHa CMeHKU MO4e8020 Ny3bipsi KpaiiHe
UCMOHYeHHAs, MHOJICeCmeeHHble Kpogomouawue spo3uu. Hecmo-
mpsi Ha NPOGEOeHHYI0 KOA2YAAyUr, 3MU300bl MAKpocemMamypuu
coxpansaucy. Bepuguuyuposano meuenue TA-TMA. Yepes 9 oneii
nocae YUCMOCKOnUU NposedeHo nepeoe esedenue pagyausymada
6 Haepy304Holl 003e, yepes 2 Hed 86edena noddepiicusarouas 003a.

Pesyavratel. B meuenue [-ii Hedeau nocae nepeoeo 6edeHus
Pasyau3ymada 3auKcuposano noaHoe Kynupoearue KAUHUHecKux
nposienenuil, ommeveHa Obicmpas HOPMAAUZAUUSL AAO0PAMOPHBIX
Odannvix (JIAT, wuzoyumor, obuwuil anaaus mo4u) U 60CCMaHo8e-
HUe YPOBHS MpomOoyumos 8 nepugepuueckoil Kposu 6e3 Heodxo-
dumocmu mpaucghy3uonHoi noodepicku. MHpexyuonnvix codbimuii
Ha mepanuu 3apurcuposano He Ovin0. Yepes 3 Hed nocae nauana
mepanuu nayueHmKa blNUCana noo amoyaamopHblii 3man Habio-
denusl.

3akmouenne. [IpuMeHeHMe paByIM3yMaba IIpeACcTaBIIsIeT-
¢Sl TIEPCIIEKTUBHBIM BBHIOOPOM METOIA TEePAITMU TSKEJIBIX (hopM
TA-TMA BcaeactBue BBICOKOW 3(EMEKTUBHOCTU W JI€MOH-
CTpUpYeMOI 0e30MacHOCTH MpUMeHeHMs. boriee mmTeTbHBIN
WHTepBaJl BBEIEHUSI, OOYCIOBJIEHHBIA TMMPOJOHTUPOBAHHBIM
KOMIUIEMEHT-MHTUONPOBAHUEM, ITO3BOJISIET COKPATUTh YaCTO-
Ty ¥ CPOKM TOCTIUTAJIM3ALIMY TAlMEHTa, a OMHOBPEMEHHOE JI0-
CTIZKEHUE TIOJTHOTO KIIMHUYECKOTO M 1a00paTOpHOTo 3(P(HeKTOB
HATJISIIHO IEMOHCTPUPYET W IMOATBEPXKIACT IMePCIICKTUBBI IIPH-
MEHEHMS TIperapaTta B eInaTpUIeCKOUM MOMYJISIIAN Y PEeIUTII -
entoB TT'CK.

Ffunep3o3uHotunus u cneyuuyecKue
peakuuu B Xoie npoBefeHun
UMMYyHOmMepanuu guHymyxkcumabom 6ema

Yy hayueHmoB ¢ Heilipobnacmomoii

A.B. boikoBa, H.A. AunpeeBa, P.C. Oranecsan, 1.B. Cunopos,
H.C. UBanos, /I.T. Yraiuea, M.B. Tenemona,
0.C. 3anapunnas, JI.A. CmupaoBa, P.A. MouceeHko,
T.B. Ctpanomckas, JI.FO. Kauanos, T.B. Illamanckas
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Munzdpasa Poccuu, Mockea
AktyansHOCTh. 3a TocienHue aBa pecstwietus UT crana
CTaHIapTOM JieueHUs HeKOTOpbIX conuaubix 3HO y neteii, B Tom
yucie HB. ITpodwib TOKCHYHOCTH MPUMEHSIEMBIX MOHOKJIO-
HaJIbHBIX AaHTUTE IIUPOKUIA, IPU ITOM OTIAEIBHO BBIICISIOTCS
aJUIepruyecKre peaklnu U TUIep303uHOMWINS, COMTPOBOXIA-
olIMecs TMOPaXeHWEM OPraHOB-MUIEHENH. D03UHO(MUIbHBIC
peakiuuu rnpu npuMeHeHuu b Mano u3ydyeHsl.

Iean u 3a7a4m — U3YYUTb B3aMMOCBSI3b MEXIY MOIBEMOM
KOJIMYECTBA 303MHOMWIOB B epudepruIecKoil KPOBU U Pa3BH-
tuem HS nipu nposenenuu tepanuu b y mauuenton ¢ Hb.

MarepuaJjbl 1 MeToabl. [IpoBeIeH PeTPOCTIEKTUBHBIN aHAIU3
KOJIMYECTBA 303MHOMDUIIOB B KPOBHU BO BPEMSI U MEXIY Kypcamu
WT u onieHKa KmHU4YecKoro cratyca 40 mammeHToB ¢ MOpoJIo-
TUYECKU BepuUIIMPOBaHHBIM ararHo3oM HbB, koTopbiM mpo-
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Boauaack tepanust b B HMUILL ATOU um. Imutpust PoraueBa
¢ 2019 o 2023 . /1B BBoAMIICS B mo3e 10 Mr/m?/cyt 24-yacoBoit
uHys3ueii B TedyeHue 10 nHeit (5 Kypcos).

Pesyabrathl. B wucciegoBaHue BoIUIM 25 MaJlbYMKOB
u 15 neBouyek. MeamaHa Bo3pacTa Ha MOMEHT ITOCTaHOBKM
nuarHosa — 35,7 £ 16,3 mec (pasbpoc — 3—72 mec). B 82,5 %
(33/40) ciyuaeB BbIsIBieHa 3a0pIOIIMHHAS JIOKAJIM3AINS TIep-
BUYHOI omyxonu. Y 45 % (18/40) maumenToB metonom FISH
oOHapyxeHa aMmrindukanus reHa M YCN. UHuuuanbHO B IpyIi-
Ty BBICOKOTO pucKa ctpatuduimpoBansl 92,5 % (37/40) mamm-
eHTOB, 7,5 % (3/40) OTHOCWIMCH K TpyIiIie HAOIIOAEHUS U 110~
gyyamu WUT B cBg3u ¢ pazBuTueM peuunusa 3aboneaHus. UT
B 1-i1 muHum ipoBeneHa 75 % (30/40) G0JbHBIX, BO 2-i1 TMHAM —
25 % (10/40). Bcero niposeaeno 183 xypca 1B, 5 kypcos [Ib no-
ayauiu 85 % (34/40) nanueHToB. D0O3MHOMDWINS pa3BUBaach
y 90 % (37/40) neteit u nposiBisiach Ha 12—15-e cyTKu OT Ha-
YaJia KaxkJ1oro Kypca, 0COOEHHO OHa OblTa BhIpaxkeHa ocie 1-ro
Kkypca Teparmuu (y 100 % manueHTOB) M Pe3KO CHMKaJlach Ha
roceayomux Kypcax (ot 36,8 mo 17,1 % 6onbHbIX). MenuaHa
MOBBILIEHKS 303UHOMUIIOB 1mocje 1-ro Kypca cocraBuia 6,06 N
(pasopoc — 0,8—60,5 N), mocie MHOCAEAyIOIINX KypCOB —
1,1—-1,6 N. KauHuyecKd MexXay KypcaMu Teparnuu OTMede-
HO MPOSIBJICHUE aJlJIEPITHUYCCKUX peakIil: KOXHbIX — B 47,5 %
(19/40), 3yma — B 35 % (14/40) 1 pa3BUTHE OCTPOrO TOH3WILJINTA
B 35 % (14/40) ciyyaeB. CTaTUCTUYECKU 3HAYMMAS CBSI3b MEX-
Iy 203MHODWINE Y KIMHUYECKUM TIPOSIBJICHUSIMU ObLjIa T10-
JlydeHa TOJBKO JIJISI KOTOPTHI MAIlMEHTOB C KJIMHUKOW TOH3WII-
quta (p = 0,035). IeOG1oT 0CTpOro TOH3WLIMTA TIPUXOAUIICS Ha
11 £ 7,6 cyr (pa3dpoc — 3—32 cyt) or Havana Tepanuu /b,
1, KaK TIPaBUIIO, COTTPOBOKIAJICS 203UHOMUIINEH JIETKOM 1 CpeT-
Hel cTeneHu TskecTu. Hanbonee yacTo TOH3UJUTUT pa3BUBaAJICS
mocite 1-ro Kypca tepanuu (y 6/14, 43 %) u y MOJOBUHBI TAIU-
€HTOB TIOBTOPSIJICS Ha MpoTskeHun 2—3 KypcoB. [1pu ananmsze
JTAHHBIX MUKPOOHMOJIOTMYECKIX ITOCEBOB 13 3¢Ba y 9/14 GOBHBIX
OBV BBISIBIIEHBI B OCHOBHOM Opo(daprHTeaTbHble KOMMEHCATbI
(S. aureus, Str. salivarius, Str. mitis, H. parainfluenzae). Iicrono-
TUYecKoe MCCaeI0BaHNue TI0C/ie TOH3WIBKTOMUN, TIPOBEICHHOM
Ha 2-e cyTKM Tocjie 3aBepuieHus 5 kypcoB UT y 1 mauueHTa,
MOKa3aJio peaKTUBHYIO (DOJUTUKYIISIPHYIO TUTIEPIUIA3UIo JTUMbO-
WIHOW TKaHW HEOHBIX MUHIATWH C BBIPAXKEHHOUN 203MHOMUITb-
HOU MHGWIBTpaLUeH.

BoiBoapl. [1pu nposenenuu UT b y mauuentos ¢ Hb pa3-
BUBAETCH PAN CHELU(PUUECKUX OCIOXHEHUM, COMPOBOXKIAIO-
wuxcst 303uHopuaveit. [lpu 3TOM cTaTUCTUYECKM 3HAYUMO
503MHOMWINS KOPPEIUPYET C KIMHUKON OCTPOTO TOH3UJUIUTA,
YTO B COBOKYITHOCTU C MUKPOOUOJOTUYECKUM aHAJTU30M U TUC-
TOJIOTUYECKUM UCCIEAOBAHUEM MO3BOJSIET MPENNOJOXUTH €ro
HeuHGbEKIIMOHHBIN reHe3. TeM He MeHee MeXIy KypcaMmu Tepa-
UK TpedyeTcs TIIATeIbHbIA MOHUTOPUHT KOJMYECTBA S03UHO-
(110B B KpOBU U OLIEHKA COMaTUYECKOTO CTATyCa MALIUEHTA.

PA3AEN IV
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MHoronemuue pesynbmambl neyeHus
aHannacmuyeckoii KpynHoknemouxou
numdgombl y femeii no
augepenyuposanHomy npomokony ARRJI
HUW A0ul 2003

A.C. Boukosa, T.T. Baimes, H.A. batmanosa,
K.. Kupruzos, C.P. BapdoaomeeBa
HUU JIOul um. akao. PAMH JI.A. Aypnosa ®I'BY
«HMMHI] onkonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea

AKTyaIbHOCTb. AHarutacTUyecKasi KpYIMHOKJIETOUHAsT JTUM-
doma (AKKJT) cocraisiet mo 10—15 % Bcex HXJ1 y nereit u xa-
paKTepU3yeTcsl MOPaKEHUEM HOJATBHBIX U IKCTPAHOMATBHBIX
OpPraHoOB U CUCTEM, FeTePOTeHHON MOP(hO-UMMYHOJIOTUYECKOM
U UUTOTEHETUYECKON KapTUHAMU. ATPeCCUBHOE KIMHUYECKOE
TeYEeHUE OOBSICHSIET TOT (haKT, YTO HA MOMEHT JUArHOCTUKU
onpenenstorcs pacnpoctpaneHHsie (II1, 1V) cranuu omyxonu.
Dxcnpeccusi T-KIETOUHBIX MapKepoB OOHapyKMBaeTcst OoJiee
yeM B 50 % ciydaeB W SIBJISIETCSI XapaKTePUCTUKON ¢ HEraTuB-
HBIM TIPOTHOCTUYECKUM 3HAaYeHUEM. «30JI0TOM CTaHAapT» Te-
panuu AKKJI He ompeaeneH. OmnucaHO MCMOJb30BaHUE Kak
KOPOTKMX WHTEHCUBHBIX PEXUMOB JI€UEHUS, aHAJOTUYHBIX
nporpaMMam Tepanuu 3peaokietodHbix HXJI, Tak U MpooHTH -
POBAaHHBIX MTPOTOKOJIOB, MOJOOHBIX MPUMEHSIEMBIM B JIEUEHUN
OJIJI. B HUW nmerckoii OHKOJIOTUM W TeMaTOJOTUU WM. aKa.
JLLA. lyprnoBa ®I'BY «<HMMUII onkomornu um. H.H. Broxuxa»
Munsapasa Poccuu 6bu1 pazpaboran npotokoa AKKII HUN
HOul’ 2003, yuuThIBaOINi NPOTHOCTAYECKOE 3HAYEHUE DKC-
npeccur T-KIETOUHBIX MaPKEPOB.

e w 3amaum — TIPOICMOHCTPUPOBATH PE3YJIBTaThI JIe-
yeHust aetei, 6oapHbIX AKKJI, mo muddepeHImpoBaHHOMY,
MMMYHoOopueHTHpoBaHHOMY Tipotokony AKKJI HUU JOull
2003 1 cpaBHUTH UX C pe3yJIkTaTaMU Tepalliy MO «CTaHIapPTHO-
my» rporokosry NHL-BFM 95.

Marepuaasl W Metoabl. B ucciaenoBaHue BKIIOYECHBI
100 OONBHBIX ¢ BHOEpBbIe ycTaHOBIEHHBIM nuarHo3oM AKKII,
nonyuuBiux gedeHue ¢ 2000 mo 2023 r. ITo nmporoxkony AKKJII
HUWM 10ul 2003 nonyyanu nedyeHue 48 OOJBbHBIX, ITO MPOTOKO-
ay NHL-BFM 95 — 52. Menuana Bo3pacta — 11 1et. OnieHuBa-
mmuck OB, BCB u BPB. Menuana naomonenust — 10 jeT.

Pesyabratsl. decsatunetHsis OB y 00JbHBIX, TOTyYaBIIMX JIe-
yeHue no mpotokosy AKKJI HUM AOul 2003, coctaBuna 95,3 +
3,3 %, a y malueHTOB, JeUMUBIIMXCS 10 mpoTokosy NHL-BFM
95, — 82,0 £ 5,4 % (p = 0,037). I1pu onenke 10-netHeit BCB
y OOMBHBIX, TTOJy4YaBIIMX JdeyeHue o npotokoay AKKJI HUN
J0ul 2003, moka3zareiib BbKMBaeMocTu coctaBii 95,3 + 3,3 %,
ay neTeit, euuBiuxcs 1o nporokosy NHL-BFM 95, — 68,6 +
6,5 % (p=0,001). decarunerHsss BPB y 60abHBIX, TTOJy4aBIINX
Tepanuio comiacHo AuddepeHIMpPoOBaHHOMY, UMMYHOOPUEH-
TUPOBAaHHOMY TIPOTOKOIY, Obuta 97,3 + 2,7 %, a y allMeHTOB,
JICYMBIIIMXCS TI0 «CTaHZapTHOMY» IpoTtokony, — 71,4 + 6,4 %
(»p =0,003).

BoiBoapl. IuddepeHiipoBaHHBI UMMYHOOPUEHTUPOBAH-
Heiii mpotokon Tepanuu AKKJI HWUW JOul’ 2003 mo3sosua
HUBEJIMPOBAaTh HETAaTUBHOE ITPOTHOCTUYECKOE 3HAYCHHUE IKC-
npeccun T-KJIETOYHBIX MapKePOB M TOCTUYB JOCTOBEPHO OoJiee
BBICOKMX TTOKa3aTejieii BBLKIUBAEMOCTH, YeM TP TePaITiH C UC-
MOJIB30BAHMEM «CTAHIAPTHOTO» IIPOTOKOJIA, HE YIUTHIBAIOIIETO
MMMYHOJIOTUYECKIE OCOOEHHOCTH OITYXOJIH.
PASOAEN IV

OmpaaneHHbie pe3ynbmambl
OpraHocOXpaHAOwWero nevyexHusa gemei
¢ pemuxdobnacmomoii rpynn Gu D

0O.B. I'opoBuosa', T.JI. Ymakosa', B.I". IToasikos!,
.B. ITorpeousikos?, N.A. Tpodpumosn?, H.B. Maruusan',
A.A. fposoii’, C.B. Caakan’, 5.1. Toarymmn?

THUH JI0ul um. axad. PAMH JI.A. lypnosa OI'BY
«HMMUI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea;
HHUMU kaunuueckoii u sxcnepumenmansroil paouonoeuu PIbY
«HMMUI] onkonoeuu um. H.H. baoxuna» Munzopasa Poccuu, Mockea;
IDIAY «HayuonanbHotit MeOUYUHCKUL UCCAC008AMENbCKUL UEHMP
«Mexcompacneoii nayurno-mexHuueckuii komnaexc «Mukpoxupypeus
enaza» umernu axkademurxa C.H. @edoposa» Munzdpasa Poccuu, Mockea;
‘DOI'RY «Hauuonanbhotii MeOUUUHCKULL UCCAe008AMENbCKULL UEHMD
2nasnuix 6oaesuetl umenu leavmeonsvya» Munzopasa Poccuu, Mockea

AktyanpHOCTb. [IpriMeHEHUE TpPamUIIMOHHBIX METOMIOB Jie-
yeHus neTeit ¢ uHTpaokyasipHoil Pb — cucremuas XT, nucraH-
nuonHasa JIT (JAJIT), mokansHas Tepanus (opaxutepanus (BT),
kpuonectpykuus (KI), TpaHcmynuwiisipHass TepMOTeparus
(TTT)) — mo3BoJsIeT COXpaHSITh Ila3a CO CTaaAusIMU (COIIaCHO
kinaccudukamu ABC) C — B 60—67 %, D — B 30—47 % crnyyaes.
st oBeilieHUsT 3P HEKTUBHOCTU JICUEHUST B HACTOSIIIIEEe Bpe-
MsI IIUPOKO MPUMEHSIIOTCSI METO/IBI JTJoKaabHOU X T B coueTaHuU
wiu 6e3 cucteMHol XT U JIOKaJbHON Tepanuu.

Iean n 3apaum — MOBLICUTD 3P GEKTUBHOCTD JIUSHUSI IeTeit
¢ untpaokysipHoit Pb rpynn C u D 3a cuet nokanbHoi XT: ce-
sektuBHOM uHTpaaprepuaibHoil XT (CUAXT) B ma3Hyto apte-
puro u uHTpaBuTpeanbHoit XT (MBXT). OueHuTh BHYTPUIIIA3-
HbI€ OCJIOXKHEHUS U OOLIVE TTOCIEACTBUS JIEUCHUSI.

Marepuanst u metoabl. C 2012 mo 2017 . mpoananmusupo-
BaHbl 70 mammeHToB (77 r71a3) ¢ uHTpaokyasipHoit Pb rpymm C
(22 rnaza) u D (55 rna3). Bcem npoBoamnack cuctemHast XT
(BUHKPUCTUH, 3TOMO3UI, KapOOIUIATUH) C JAJIbHEUIINM
noaxioyeHneM nokanbHoit XT. B cpegnem mepen 3 Kypcom
cucremHoir XT 61 mamuenty (67 r11a3) MOAK/IIOYAach JIO-
kanpHast XT. [lposeneHo 144 kypca MBXT 46 mnamueHTam
(52 rnaza) ¢ mendananom 16—20 MKT, a mpy CTAOUIU3ALUN IIPO-
necca + 20 mkr tonortekaHa. ITposeaeHo 118 kypcoB CUAXT
npernapaToM Mendanad 5—7,5 mr/m? 57 nmauveHTtam (64 riasa).
[Tpu crabunuszaunu win mporpeccuu cuctemMHas X1 OTMEHsI-
nack u npooauiaach CUAXT ¢ moBbIIeHMEM 0361 Mesdaa-
Ha 10 5—7,5 Mr/m? B codeTaHMM Wu 0e3 TonoTrekaHa 0,5—1 mr
(B 3aBUCUMOCTHM OT BO3pacTa malueHTa). MeToasl JOKAIbHOTO
paspymenus omyxonu (BT, K, TTT) craiu oCHOBHBIMU METO-
JaMU «I0JIeYBaHMST» Ha 45 ri1azax.

Pesymsratel. Ocnoxnenuss UBXT nabmopamucek B 17 %
(25 /144) B Buze 30H XOpUOPETUHAIBHOM TUCTPO(GUM, CO CHIDKE-
HueM 3peHus B 3 ciyvasx. B6 % (3/51) CUAXT ormeuanach TO-
TaJibHasI XOPUOPETUHAJIbHASI TOKCUYHOCTD C aTpoueit 3puTeib-
Horo HepBa (Mendaman — 7,5 mr). B manpHeimem go3a 7,5 mr
He TIpUMeHsU1ach. BHyTpuriasHble OCIOXHEHMSI pa3BUBAIUCh
B 19 % (15/77), mpu MHOTOKpaTHBIX BO3ACUCTBUSIX Ha TJIa3:
CUAXT (1-5 mpouenyp) + UBXT (2—7 unapeknuii) + TTT
(1-5 ceancoB) + KII (1-2) + BT (1-3) + IJIT (8 1 cayuae).
OcnoxHeHus: reMo@TaabM, XOpPUOpPETUHAIbHAsI AUCTPODUSI
IV—V cTenenu, ¢pudpo3 cTeKJIOBUAHOTO Teja, HelponaTusi, cyo-
aTtpodwms rimasa (B 1 caygae mocie IJIT), Karapakra, BTOpUYHAsT
runepreH3us. JIedeHre OCIOXKHEHUIA: paccachiBarolasi Teparusi,
SKCTPaKLMSI KaTapaKThl, BATPIKTOMUS C MppUTaiyein Meadana-
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Ha, yCTAaHOBKA MHTPAOKYJIIPHOM JIMH3bI, aHTUTJIAYyKOMAaTO3HBIC
orepaiiu. B ¢BsI3u ¢ HENMpo3payHOCThIO OPTATEMOTOTMYECKUX
cpen B 4 u3 15 caydyaeB Oblia BHITIOJHEHA SHYKJIealus riia3a, 6e3
Heobxoaumoctu cuctemMHoi XT. B 1 uz 15 HabmoaeHuit npu
Pa3BUTUHU TJIAYyKOMbBI YIAJIOCh COXPaHWUTh €IMHCTBEHHBIN Tja3,
HO €O CHIXeHHeM ocTpoThl 3peHus ¢ 0,2 1o 0,02. B ocTajabHbIX
10 ciyyasx ocTpoTa 3peHus1 He cHu3mIach. [1o moBomy omyxo-
JIEBOIi TTPOrpeccUm BBITIOJHEHO 15 aHyKIIeauuii co 2-il TuHuei
ITXT B 3 cmygasx. Coxpaneno B rpymie C 17 (77 %) w3 22 rnas,
B rpyrme D — 41 (75 %) wu3 55 rma3. W3 o0mmx mocaencTBuid
y 1 u3 70 mauMeHTOB COXpaHsIeTCsl reMUIapes3 IMocjae OCTPOro
HapylIeHWs] MO3TOBOTO KPOBOOOPAILEHMS, Pa3BUBLIETOCS BO
Bpemsi CUAXT. OauH mauueHT norud oT BTOPO 3710KayecT-
BeHHoUl omyxonu (OMJI). O6uias 5-netHsast BPB cocraBuia
80,9 £4,7 %, p=0,98. CpenHee BpeMsT HAOTIOACHMST COCTABUIIO
106 £ 13,7 mec (ot 88 mo 137,0 mec, mennana — 103,4 mec).

BoiBoapl. [TonydyeHa Bbicokast 2(GhEKTUBHOCTh JIEUCHUS —
B OTAaJIcHHbIE CPOKM coxpaHeHo 75 % rnas. Ilarunerass OB
coctaBuia 97,7 £ 2,3 %. He oTMeueHO yBeTMUEHUSI PELIUANBOB
Y1 CMEPTHOCTHU OT MeTacTtazupoBaHus. [IpenoxeHHast mporpam-
Ma mo3Bojiuia otkazarbess oT JJIT. OcinoxHeHUus1 pa3BUIUCHh
B 19 % r1a3 u TpeOyIOT TaIbHEUIIIero N3yYeHUs U pa3paboTKU UX
NpopUIaKTUKHA.

OcobeHHOCMU KNUHUYECKOU npe3eHmayuu
Helipo6nacmombl ¢ UHMpPaKaHANbHLIM

pacnpocmpaHeHuem

E.B. I'opoxosa', I.10. Kauanos', O.b. Mepumassu',
C.II1. Xomskosa!, I.B. Tepemenko', JI.M. Konopaios',
IO.H. JIukaps', C.P. Bapdoaomeena?, T.B. Illamanckas’
'OIBY «HMHUIL JITOU um. Imumpus Poeauesa»
Munsdpasa Poccuu, Mockea;

HUU JIOul um. akad. PAMH JI.A. Jlypnosa ©®I'BY
«HMHUI] onxonoeuu um. H.H. Baoxuna» Munszopasa Poccuu, Mockeéa

AkryamsHocTe. HDB siBisieTcst camoit wactoil akcTpakpa-
HUAJIBHOUW COMMIHON OTYyXOJIbIO JETCKOTO Bo3pacTa. Pacrpo-
CTpaHEHWE OMYXOJU B TIO3BOHOYHBIN KaHAT MOXET TTPUBOIUTH
K pa3BUTHIO Xu3Heyrpoxatomux cumntomoB (XKYC), ogHuMm
13 KOTOPBIX SIBJISIETCSI KOMITPECCUsT CMTUHHOTO Mo3ra. M3ydyeHue
0COOEHHOCTEN KIIMHUYECKON TMpe3eHTalnu 3a00IeBaHUsT MO-
3KET TIOMOYb CBOEBPEMEHHOI ITOCTAHOBKE AMArHO3a.

e n 3aga4n — U3YyYUTH OCOOEHHOCTU KJIMHUYECKOM TIpe-
3eHtanuu HB ¢ maTpakananbHeIM pactipoctpaneHuem (MKP).

Marepuajbl ¥ MeToapl. B aHanu3 Obul BKIIIOYEH 61 MamueHT
¢ nuarHo3oM Hb ¢ MKP 3a nepuon ¢ 01.2012 . mo 12.2019 .
(82 Mec). ObGcnenoBaHre U JeUCHUE TPOBOAMIOCH B paMKax
nporokosia GPOH-NB-2004, ¢ Beimoanenuem MPT/KT cniuH-
HOro Mo3ra B Je¢00Te 3a00J1eBaHUsI U OCMOTpa HEBPOJIOTa.

Pesynsratel. letu ¢ UKP Hb umenu meauaHy Bo3pacta
8,1 mec (pa3zdopoc — 0,4—104,2 mec), COOTHOIIEHUE MO TOJY
m:I Obuto 1:1 (29/32). IlepBUuHasi omyxosb JOKaJIU30Bajlach
MPEeMMYILIECTBEHHO B 3aJlHEM CPEIOCTEHUU WU 3a0pIOLIMHHO
BHEOPraHHO, OOJILLIMHCTBO JIeTeil ObLIN cO 2-i U 3-1i cTagusIMu
o INSS (38/61 (63 %)); 4-s1 cranust — 16/61 (26 %) n 4S — 6/61
(10 %) BcTpeuanuch peske. [1peobiagany manyueHThI TPYITILI Ha-
omoneHust — 43 (70 %). UnuumanbHo y 45/61 (74 %) GonbHBIX
BBISIBJEHBI HeBposornueckue cummnrombl MKP HB, kotopsie
OBLIM TIPEICTaBICHBI IBUTATeIbBHBIMU paccTpoiicTBamMu y 23/45
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(51 %), xopeiikoBbIMU HapyiieHus MU y 3/45 (7 %), nucdyHK-
LMeil Ta3oBbiX opraHoB y 3/45 (7 %) m KOMOMHMPOBAHHBIMU
HapyieHussMu y 16/45 (35 %). MenuaHa BpeMeHU OT MOMEHTa
TOSIBJICHUS XKaJl00 10 TTOCTAHOBKU JAMArH03a B 3TOH IPyIIIIe CO-
craBuiia 50 aHeii (pazdpoc — 8—253 aHeit): y malMeHTOB C IBU-
rareJbHBIMU HapymeHusiMu — 47 (10—193) nHeit, ¢ nuchyHK-
LIMEiT Ta30BbIX opraHoB — 86 (43—173) mHeil, ¢ KOPEIIKOBBIMU
HapyieHusIMU — 48 (8—59) nHeit 1 ¢ KOMOMHUPOBAaHHBIMU Ha-
pytrenusimu — 51 (11—246) neHpb. Y nanueHToB Miamiire 12 Me-
caues (32/45 (71 %)) menraHa BpeMeHu ObLia 46 (8—246) nHeii,
y nereit crapiue 12 mecsues (13/45 (29 %)) meauaHa BpeMeHU
coctaBwia 48 (10—137) nHeit. MenuaHa BpeMeHU OT IIOSIBJIC-
HUSI KIMHUYECKUX Xajlo0 10 Havyaja Teparnuu y BceX MalneH-
TOB C HEBPOJOTMYECKMMU CUMIITOMaMM cocTaBuia 53 (8—255)
nHs. Y 16/61 (26 %) 6onbHbix ¢ UKP HB nHunmansHo He GbLIO
OTMEUYEHO HEBPOJOTMYECKON CUMIITOMAaTUKU, 3a00JeBaHUE Je-
OIOTMPOBAJIO C BBISIBJICHUS ITATBITMPYEeMOTO 00pa30BaHUs B TI0-
SICHUYHOI o6jactu ¢ poxaeuus y 5/16 (31 %), y 5/16 (31 %)
MAaIMeHTOB C KallllleM 00HAapy:KeHO 00pa30BaHUE CPEIOCTCHMUS
(pentrenorpacdwus), y 4/16 (25 %) npu miaHoBoM Y3U BolsiBiie-
HO OeCCHMIITOMHOE 00pa30BaHe 3a0PIOIIMHHOTO TTPOCTPAHCT-
Bauy 2/16 (13 %) nereit UBMEHEHMS B aHAJIM3€ MOYM C TIOCTIe-
nyiomM Y3U 1odyek BBISIBUIINM 0Opa3oBaHMe 3a0pIOIIMHHOTO
MpOCTpaHCcTBa. MearaHa BpeMeHM OT J1e0IoTa JI0 MOCTaHOBKU
nuarHo3a Hb y maumeHToB rpu 6eccuMIToMHO# hopMe cocTa-
Buiaa 50 (13—174) nHeit, mpy 3TOM Y MALUEHTOB C BU3YaJIbHbIM
obpazoBanueM — 70 (19—174) nHeit, y MallMeHTOB C KalllJieM
U peHTreHorpacdueii terkux — 48 (40—63) nHeit, MPU MIAHOBOM
Y31 OBIT — 40 (20—90) aHeit v mpu U3MEHEHUSIX B 0011IEM aHa-
nuze Moun — 74—81 nenn. Y nmeteit muaniie 12 mecsiues (11/16
(69 %)) MmenraHa BpeMeHU OT jAe0loTa 10 OCTAHOBKHM AMarHo3a
cocraBuiia 44 (20—174) nHs, a y naliMeHTOB cTapiie 12 MecsileB
(5/16 (31 %)) — 81 (19—103) genb. MeauaHa BpeMEHH OT
JebroTa 10 Havajia Teparuy B 3TOM TPyIIe OOJIbHBIX COCTaBUIIA
50 (13—174) nueii.

BoiBoapl. Hb ¢ MKP B GosnbiiMHCTBE ciydaeB AeOOTHUPYET
C TOSIBJIGHEM HEBPOJIOTMYECKOU cuMmnToMatuku. OLeHKa Ha-
pylIeHn (GYHKIMU Ta30BBIX OPraHOB BBI3BIBACT HAMOOJBIIINE
3aTPYyAHEHUS TPU MOCTAHOBKE AMArHO3a Y MaJeHbKUX MallM-
€HTOB. YilyullleHne MH(MOPMUPOBAHHOCTU Bpayeii MepBUIHOTO
3BeHa O KJIMHUYeCcKoi npe3eHTtanuu Hb MoxeT npusectu K 60-
Jiee paHHE# MOCTaHOBKE MMarHo3a M Havyaly Tepanuu MalueH-
toB ¢ HB npu XKVYC.

CnoHmanHas pemuccusa ocmporo
numdobnacmuoro neiikosa:

dHanu3 KNUHU4YecKux cnyvyaes

10.B. /lunukuna, I1.A. MaiizeHrep
DI'BY «<HMHUII um. B.A. Aamaszosa»
Mun3zdpasa Poccuu, Cankm-Ilemepoype

AktyansHocTh. CriontanHast pemuccus (CP) mpu oHKo-
JIOTUYECKOM 3a00JIeBaHUM OIpeNEssieTcs] KaK YacTU4YHash Wid
MOJIHAsl PEeIyKIUs OIMYyXOJIEBBIX KJIETOK 0€3 MCIOJIb30BaHUS
crieliMdUYecKoil MTPOTUBOOITYXOJIEBOI Tepanuu, SIBJSISICh TPU
reMo01acTo3ax peakuM (HeHOMEHOM, COCTABIISIIOIIMM He Ooee
4 % cnydaeB. TouHble MeXaHU3Mbl TAKOBOI HE OTpee/IeHbI, TeM
HEe MeHee OCHOBHBIMU (haKTOpaMU PUCKA PA3BUTHSI SIBISIIOTCS
TsKeJIble UH(EKIMOHHbBIE OCOXHEHUS I CUHIPOM OCTPOTO JIH-

PA3AEN IV
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3uca onyxoiu (COJIO), npu 3ToM B 60abIIMHCTBE ciyyaeB CP
HOCUT TPAH3UTOPHBIN XapakTep.

Iean u 3amauym — npencraBieHue peakoro peHomeHa CP
OJIJI y mauueHTOB JETCKOTO BO3pacTa Ha MpUMEpe KIMHUYE-
CKHMX CJIyyaeB C aHaJIM30M (paKTOpPOB pHCKa, MCXOMOB, BbIOOpa
MeTo/la Teparu.

MarepuaJjibl M MeTO/IbI. 32 aHATTM3UPYEMBbIIA TIEPUOJ BPEMEHU
(c cenTsopst 2015 . o aBryct 2024 ) AMarHOCTUPOBAHO 3 CITy-
yast CP OJIJI (3,4 %) y nmalMeHTOB IETCKOTo Bo3pacTta. /luartos
BepU(UIIMPOBAJICSI HA OCHOBAHUM PE3YyJIbTATOB ITUTOJOTHUYE-
ckoro uccienoBanusi, UOT KM u nukBopa, MOJIEKyJISIpHO-Te-
Hetnueckoit nuarHoctuku KM metomamu FISH u TTLP.

Pe3syabraTel. Bo3pacT manimeHTOB BapbupoBaj oT 4 10 15 neT.
V Bcex 6ombHBIX OJIJ] 1e0I0TUPOBaT CUMIOITOMAMU TSKEJION MH-
GeKIMN CMEeIIaHHOM 3TUONOTUN (7 = 3) ¢ TIPOTPECCUPYIONICi
TPEXPOCTKOBOI aIljia3uell KpoBeTBOPEHMS (1 = 3), TeraTocIuie-
Homeranueit (n = 3), COJIO (n = 2). JIvmms B 1 cayyae MHULIM-
aJbHAsI TMarHOCTUKA TO03BOJIIIA BepU(UIIMPOBATh TMArHO3 Ha
OCHOBAaHMU CTaHIAPTHBIX KpuTepueB muarHoctuku OJIJI, B TO
BpeMs Kak y 2 TIAllMEeHTOB OMNpeneisuiach JUIb MUHUMATbHAS
ocrtaroyHas 6osie3ub Metogamu UDT u FISH. Heso3smoxHocTh
TMOCTVKEHMST KOHTPOJIST Ha MH(MEKIIMel Oblia TpUYUHOI 3a1ep-
KK MHULMAIIAY CIIeIn(UIeCKON Tepariu, IIp1u 3TOM B 1 ciry-
yae MMEJI0O MECTO Pa3BUTHE BTOPUIHOIO IeMoharoiuTapHOTo
mmuMmdoructronurosa. Ha ¢oHe mpoBoanMoii KOMOMHUPOBaH-
HO¥ MPOTUBOMUKPOOHOI Tepanuu (# = 3) 1 TNIFIOKOKOPTUKOCTE -
pounoB (n = 1) B OTHOIIEHUU TeMO(arouTapHOro JUMGbOTrH-
CTUOIIMTO3a OBLIIO TOCTUTHYTO KYIMMPOBaHWE MHMEKIIMOHHOTO
mpoliecca ¢ IMOJHBIM BOCCTAHOBJICHMEM TE€MOIT033a M ITOJTHOM
KJIMHUKO-TeMaTonornueckoit pemuccueit OJIJI. Menuana tpaH-
sutopHoii pemuccun OJIJI cocraBuna 45 (33—78) aueit. [uar-
HoctupoBaHHbIMU BapuaHTamMu OJIJI 6t BII-mMMmyHomorn-
yeckuit (n = 3), u3 Hux 2 caydas ¢ t(12;21). B 2 HabmomeHUIX
MAaIlMeHTHl TTOJIYJIWIM CTAaHIAPTHYIO ITPOTUBOJECUKEMUYECCKYIO
Tepanuio coriacHo rpotokony ALL-MB-2015, y 1 6oabHOTrO 110
TSDKECTU cOCTOosTHUS npuMmeHsiiachk U'T 6iumHaTymMmoMa0OoM ¢ 1o-
CIEAyIONIel CTaHIAPTHOM KOHCOJIUIALIACHA.

BoiBoapl. JIuddeperumanbibiii guarno3 CP OJIJI momkeH
MPOBOAUTHCS C alleiikeMU4yecKoil (as3oil 3aboseBaHUsI U JIpy-
TMMM TIpUYMHAMM aIjla3uy KpOBeTBOpeHMs. Bricokme pucku
JIETaTbHOCTU, KaK MPaBUJIO, COMPSIKEHBI C TEUSHUEM TSKEITbIX
nHpeKUnOoHHbIX ociaoxHeHuit, COJIO. CBoeBpeMeHHas Iu-
arHOCTHKA U BBIOOP aaeKBaTHOIl TaKTUKM COIPOBOAUTEIHHOM
Tepanuu SIBJISIIOTCS KIIIOUeBBIMU (DaKTOpaMM OJIarornpusiTHOTO
ncxona 3aboneBanus. HecMoTpsi Ha MHULIMALIMIO TTPOTUBOJICH -
KEMHMYECKOU Tepaluy B yCIOBHOM peLIMIMBE 3a001¢BaHusI, BbI-
0Op TaKTUKM JAOJKEH COOTBETCTBOBATh MEPBOI aKTUBHOM (da3ze
3a00JIeBaHUsI, HO C YUETOM PUCKOB BO3MOXHBIX OCJIOXHEHUI

JICYCHUS.

PA3QAEN IV

Onbim NnpuMeHeHud axcmpaxopnopanbHoil
memOpaHHOU OKcureHayuu y pemei

C OHKOremamonoru4yeckumu saéonesanuamu

E.II. Esciotuna, A.10. Cmupnosa, K.A. Mopo3os,
N.N. Topenos, A.K. Jlatemos, }0.B. Jlunukuna
DIBY «<HMHUII um. B.A. Aamazosa»
Mumnzdpasa Poccuu, Cankm-Ilemep6ype

AKTyalIbHOCTb. BOIIpOCH OKa3aHMST ITOMOIIN IIPH TOpaKe-
HUM JIETKUX PA3JIMYHOU 3THUOJOTUMU, COMPOBOXKIAIOIIMXCS TsI-
JKeJIbIMU HapylIeHUsSIMU Ta3000MeHa y MalMeHTOB ¢ OHKOreMa-
TOJOTMYECKUMU 3a00JIEBAHUSIMU, COXPAHSIOT CBOIO BBICOKYIO
akTyabHOCTh. [1pu Hea((HEKTUBHOCTU CTaHIAPTHHIX METOIOB
MHTEHCUBHOM Tepanuu, 3KCTpaKopropajabHasi MeMOpaHHas OK-
cureHanust (DKMO) MoXeT SIBISICTCSI eTMHCTBEHHBIM METOIOM
noaaepKaHusl XXM3HEHHO BaXKHbIX (DYHKIIMI, OJHAKO OIBIT €€
MCII0JIb30BaHUS y TAaHHO KOTOPThI MAallMEHTOB KpaliHe OrpaHu-
YeH.

Ilemm u 3apa4u — TIPOBECTU OAHOLIEHTPOBBIN aHATINU3 Pe3YJib-
taTtoB npuMeHeHnsTs DKMO y fgeTei ¢ OHKOreMaToJIOTHYeCKUMU
32001 BaHUSIMHA.

MarepuaJisi u MeToabl. 3a ieprof ¢ 2016 mo 2024 1. y naieH-
TOB JETCKOT0 Bo3pacTa ¢ pa3putueM Tsekesoro O P C paznuyHoit
3TUOJIOIMU B pe3yJIbTaTe IIPOTUBOOITYX0JIEBOI Teparliu 110 II0BO-
JIy OHKOTEeMAaTOJIOTUYEeCKHUX 3aboneBaHMit moka3zaHus K OKMO
onpenenenbl y 3 (18,75 %) GoabHbIX. JleueHue MPOBOAMIOCH
B YCJIOBUSIX IajaThl MHTEHCUBHOI Tepanuu otaeieHus XT oH-
KoremaToJjiorndeckux 3adoseanuii g gereit ®I'bY «<HMMUILL
uM. B.A. AnmazoBa» MunsngpaBa Poccun. Bo Bcex 3 ciayyasx
npoBoAuach neprudepudeckas BeHo-apTepuaibHas DKMO.

PesynbraTbl. CoOTHOIIIEHWE M:l B aHAJU3UPYEeMOW KOIop-
Te O6bL10 2:1. MenuaHa Bo3pacra coctaBuia 3,6 roma (ot 1 1o
11 net). B 3aBUCMMOCTM OT OCHOBHOTO AMarHo3a pacrpenese-
Hue Obuto craenyromuM: ATPO mapacTBOJIOBOI JIOKaIU3aluu
(n = 1), IOBEHWIbHbIII MUEJIOMOHOLUTAPHBIN Jieiiko3 (n = 1)
u OJIJI (n = 1). Bo Bcex 3 ciayyasix OCIOXHEHMSI pa3BUIUCH
B IEpUOA IOCTHUUTOCTATUYECKOM aIlla3uu KpPOBETBOPEHMUSI
(n=13),y 1 mauuenrta — nocnae auio-TI'CK u Hocunu cMmeniaH-
HBII XapaKTep MOBPEXICHUS JeTKUX (MHMEKIIMOHHBINA 1 UMMY-
Honornueckuit). IMogkmoueHne Kk DKMO BBIMOJHSIOCH MPU
nekomneHcupoBaHHoi JIH Ha (oHe mpoBeneHUsT NCKYCCTBEH-
Hoi BeHTusauuu jerkux (MBJI) co cpenHumu mapameTpaMu
Ha MOMeHT uHuumaunu: FiO, 100 %, Vt 9,7 ma/kr, PIP 38 cm
H,O, PEEP 9,7 cm H,O. lnutensrocts UBJI no Havana SKMO
coctaBmia 43—768 4, MmenraHa MPOIOJKUTETbHOCTH DKMO —
26 (12—40) gueit. Y 1 n3 3 maumneHTOB OMHOKPATHO ObLIA BBI-
MOJTHEHA 3aMEHa MarucTpajieil U HeHTPU@yKHOTo Hacoca BBU-
Iy TPOMOOTUYECKMX HAJOXEHUI B BEHO3HOM 4acTH KOHTYpa,
y apyroro Ha 10-e cytku nipoBeaeHust DKMO BbINoIHEHA 3aMe-
Ha okcureHatopa. Bo Bcex ciyyasix B mepBbie yackl DKMO Obl1a
BOCCTaHOBJICHA JOCTATOYHAsT OKCUTCHAIIMsI, TTO3BOJIMBIIIASL CO-
371aTh peXkuM (QYHKIIMOHATBLHOTO ITOKOS JIJIS JIETKMX, YMEHBIIUB
«tpaBMatnyHoCTh» MBJI. ¥V 1 GonbHOro (yHKUMS JIeTKUX ObL1a
MOJTHOCTBIO BOCCTaHOBJIEHa, U Tpolenypa DKMO 3aBeplieHa
C COXpaHEHMEM XW3HU TanueHTa. B 2 ciydasx 3adpukcupoBaH
JIETAJIbHBIM MCXOM, OOYCJIOBJIICHHBIN IMPOTPeCCUPOBAHUEM I10-
JIMOPTaHHOM HEIOCTAaTOYHOCTH, Pa3BUTHEM OCTPOM CepaeyHO-
cocynucToi HegoctaTouyHOCTU. OcioxHeHussMu DKMO Obln
YaCTUYHBIM TPOMOO3 0011l COHHOI apTepuu (IMOCje AeKaHI0-
JIAIMN), TeHEepaM30BaHHbIE TOHUKO-KJIOHUYECKHUE CYIOpOTH,
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00yCJIOB/IEHHbIE PA3BUTHEM OCTPOTO HapYLIEHHUS MO3TOBOTO
KPOBOOpAILIEHUST 110 MIIEMUYECKOMY THUITY, TeMOpparnyecKuii
CHHIPOM Ha (poHE renapuHU3aIMH.

BoiBoapl. Hamn onbiT mokaszan, yro DKMO sBinsieTcs BbICO-
KO3(DEKTUBHBIM METOAOM MOAAEPKAHUS XKU3HEHHO Ba>KHBIX
(YHKIMI U MOXKET MCIOJb30BAThCS MPU KPUTUUYECKUX COCTO-
SIHUSIX Y JIeTeil ¢ OHKOreMaTOJOTMYeCKUMU 3a00JIeBaHUSIMU,
Korjaa Apyrue MeToAbl MUHTEHCUBHOM Teparu OKa3blBalOTCS He-
addexkTrBHBIMU. OAHAKO TIpolieaypa SIBISETCSI CI0XKHOM C Bbl-
COKMMM COOCTBEHHBIMM PUCKaMM U MPEICTaBIseT coOOOi CIo-
co0 cTabuIM3aluy BUTAJIbHBIX (DYHKIMI, HO HE METO/ JISUEHUS
MPUYUHBI KPUTUUECKOTO COCTOSTHUS.

JluarHocmuka u nevyexue o6pa3oBanuil KoKu

y aemeii: onbim opHoro Llenmpa (2021 r.)
IO.E. 3yesa, 10.A. Konycosa, M.b. Benoryposa

T'bY3 «Canxkm-Ilemepbypeckuil KAuHUYECKUL HAYYHO-NPAKINUYECKULL
UeHmp Cneyuanu3upo8anHvix 8U008 MeOUUUHCKOL NOMOULU
(onkonoeuueckuii) umenu H.I1. Hanaakosa»

AkTyasibHOCTh. OOpa30BaHUs KOXU — IreTeporeHHas rpyImna
3360H€B3HI/H71, NMCEIoIIas 3JI0Ka4Y€CTBEHHOC U I[O6pOKa‘{CCTBCH—
Hoe TeyeHue. [To JaHHBIM JTUTEPaTYphl, YACTOTA BCTPEYAEMOCTHU
3JI0KAYECTBEHHBIX 00PA30BaHUI KOXM Yy NETel U MOAPOCTKOB,
TaKMX KaK MeJaHOMa, 0a3aIbHOKJIETOYHAs KapliIMHOMAa U JIUM-
(hoMBI KOXXU, HEBEJTMKA U cocTaBisieT MeHee 1 % oT o01ero 4mn-
CJia CJ1ydya€B OHKOIIaTOJIOTMH.

Ieam w 3amaym — aHaaM3 XapakKTEPUCTUK AUATHOCTUKU
M JieyeHust 00pa3oBaHU KOXMU y IeTeil Ha OCHOBE KIMHUYECKOM
npakTUku B onHOM LleHTpe.

Marepuajsl u MeToabl. {7151 TIpOBeACHMS UCCICIOBAHMUST MBI
WCITOIB30BAIM JAHHBIC PETPOCIIEKTUBHOIO M3YYCHMSI 00pa30-
BaHWII KOXUM y JeTell 3a TeproJ ¢ sSHBaps 1o Jekadpb 2021
Bcero 0pu10 3acdpukcupoBaro 180 ciygaeB oOpallleHUS Malll-
eHToB B Bo3pacte oT 0 mo 18 jmetT. CpemHuii BO3pacT COCTaBUII
0,9 roma. B 26,7 % cinyuyaeB (n = 48) npoBefeHa SKCLU3MOHHAS
OuoIICHsI B 1IEISIX BepH(UKAIIMN TATOJIOTMIECKOTO IIpoliecca,
B TO Bpemst Kak 72,3 % (n = 130) ocraByieHbI 1TOJl HAOIIOICHM-
eM. B 1 % cnyyaeB (n = 2) mauueHTHl 0OpaTWINCh ¢ Bepubu-
LIMPOBAHHBIM IMArHO30M <«MeJlaHOMa KOXu». [lociie moiyde-
HUSI TUCTOJIOTUYECKOTO 3aK/IFOUCHUS, B CITy4dae ITOATBEPKIACHMS
MOOpPOKAYECTBEHHON MPUPOILI 0Opa3oBaHMIT KOXM, JTalbHEH-
IIasi TMaTHOCTUKA He MpoBoauiachk. [lammeHTaM ¢ MeTaHOMOM
KOXM OBUIM BBIIIOJHEHBI TOITOJTHUTEIBHBIC WCCICIOBAHUS:
mynsructmpaibHass KT (MCKT) OI'K u OBIT ¢ xoHTpacTu-
poBaHmeM ydacTtkoB, Y3U mepudepuaeckux JIY, a Takke On-
orcust cTopoxkeBoro JIY mis ompemeieHMST CTETICHH PacIIpo-
CTpaHEHUsI OIYXOJIEBOTO mporecca. Kpome Toro, ImpoBeaecHO
MOJIEKYJISIPHO-TEHETUIECKOE MCCIIeI0BAaHNE THUCTOJIOTUYECKO-
ro MaTepmana Ha Haamuue Mmytanuii BRAF, c-Kit, NRAS, TRT.
Y Bcex MalMeHTOB OWATHOCTHPOBAaHA JIOKAJbHAs MeJlaHOMa
koxu (TINOMO). B Teuenue 4 Hen mociie SKCIIM3MOHHON OM-
oIcuy ObUIa TIPOBeIeHA pacIIMpeHHAasT Pe3eKIINs ITOCIeOoTe-
PalIMOHHOTO PyOIla B COOTBETCTBUM C TOJIIMHON ITOPAXKCHMS
no cucreme Breslou. ITammeHTH OCTaBICHBI ITOA IWHAMUYC-
CKMM HaOIIONCHUEM COIIACHO KIMHUYECKNM PEeKOMEHIAIISIM
Munsznpasa Poccuu.
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Pe3synbraThl. JloOpokauecTBeHHbIE OO0pa3oBaHUSI  KOXU
Mpeobiagaiy B Halleil BhIOOpKe MmanueHToB. B 99 % ciyyaes
(n = 178) auarHocTHMpoBaHbI JOOpPOKaYeCTBEHHbIE 00pa30Ba-
HUSI KOXW, TIpeACTaBICHHbIE MEJAHOLMTAPHBIMU HEBYCAMM,
reMaHTMoOMaMU, aTepOMaMU, TEPMOUIHBIMU KUCTAMU, PETUKY-
JIOTUCTUOLIMTOMaMH, nepMarodpubpomamu u 1p. B 1 % ciydaen
(n = 2) OblIa AUarHOCTUPOBAHA MeJIaHOMAa KOXU Ha JIOKaJIbHOM
craguu TINOMO.

BoiBoapl. JlyiarHOCTHMKA OMyXxoJel KOXM, Kak Jo0pokaye-
CTBEHHBIX, TaK U 3JI0KAQY€CTBEHHBIX, JOJDKHA ITPOBOAUTHLCS
B MPOPUIBbHBIX KIMHUKAX CIIeUMaTMCTaMU B JaHHOI 00JIacTH.
MaHugecTtanysi MeJlaHOMbI B IETCKOM BO3pacTe IMpeacTaBisieT
co0oli KpaifHe peaKylo CUTyalMIo, TPeOYIOILIYIO MYJIbTUAUCII-
TUIMHAPHOTO MOAX0/1a K IMAarHOCTUKE U JIEUEHMUIO.

BO3MO¥HOCMb NPUMEHEHUA UHHOBAUUOHHbIX
mexHonoruii neyenus u peabunumayuu
y Aemeii, 60NbHbLIX KOCMHBIMU CapKOMaMU

E.A. UBanosa', A.B. Ilerpuuenko'—3, A.O. I'epuusa’,
E.A. Bykpeea!, b.B. Kypaiokos',
E.IO. Cepreenko' 3, H.M. Npanosa'-?

'TBY3 «Hayuno-npaxmuueckuii ueHmp CReyuaiu3upo8anHoil
Meouyurckoi nomouwu 0emsam umenu B.D. Boiino-Sceneykoeo
Jlenapmamenma 30pasooxparenus e. Mockewl»;
2PrboOY JI10 «Poccuiickas meOuyunckas aKaoemus HenpepbleHO20
npogeccuonarvbHo2o obpazosarus» Munzdpasa Poccuu, Mockea;
SOIAOY BO PHUMY um. H.U. ITupozosa Munzopasa Poccuu, Mockea

AKTyaJbHOCTB. JleueHne omyxosieil OmopHO-IBUTATEILHOTO
armmapata (OA) mpoBoauTcs MUKIAMM, TMAIIMEHTHI B IIPOME-
XKyTKax Mexay Kypcamu X T HaxoassTcst foMa. Y OOJIbHBIX C Bbl-
COKMM PUCKOM Pa3BUTHSI PEUMINBA TIPUMEHSICTCS JUINTEIbHAS
MOIepKUBAIOIIAs Tepamysi, B TOM YUCJIE TapTreTHBIMU IpeTa-
patamu. JAucTaHIIMOHHAS TeJepeadMINTALIMSI aKTUBHO BHEIPE-
Ha W WCTOJIB3YETCS IS Pa3IMYHBIX 3a00JI€BaHUN Y B3POCIBIX
C TIOJIOXUTEIBHBIMU pe3yabTaTaMM, HO B JIMTEPAType OTCYTCT-
BYeT MCCJIEIOBAaHMsI, KOTOPHIC OIIEHMBAIOT TTOIXOIbI, MCIIOJIb3Y-
eMble JUIsT AeTeid, 00JabHBIX omyxosaMmu OJIA.

Ilenmu u 3ama4d — ONTHMMM3ALMSA IPOrPAMMHOTO JICUYEHMS
neteit, 0oabHbIX ormyxoiasiMu OJIA, B TOM 4ucie ¢ peluINBHBIM
1 HEIMPEPBIBHO MPOIrPECCUPYIOLIMM TeUeHUEM 00JIe3HU, IyTeM
MHTErpaLyu MOoAAePKMBAIOIIEH Teparuy U AMCTaHLIMOHHOM pe-
abmmuranuu. OueHka 3((HeKTUBHOCTU UCIIOIb30BaHUS TapreT-
HBIX MPENapaToB B MOIIECPXKUBAIOIICH Tepanuuy JieYeHUs IeTeit
¢ ontyxonsamu OIA. OueHka MepeHOCMMOCTU AUCTAaHIIMOHHOM
peabMIMTALMK Y IeTeil, 00IbHBIX KOCTHBIMU CAPKOMAaMMU.

Marepuansl U MeToabl. B HacTosIee ucciegoBaHue ObLIU
BKJIIOUEeHBI 75 meTeit, mpoxoasiux jgedenue ¢ 2020 mo 2024 .
B oHkoJyiormyeckoMm otaenenun Ne 1 T'BY3 «HIIII crer. men.
nomowu aetsaMm JA3M». Bo3pacT nmauueHTOB cOCTaBUI OT 3 A0
18 ner. Cpean Hux 48 % maumenrtos ¢ OC, 23 % ¢ CIO, 17,3 %
neteir ¢ PMC, npyrue ommyxonn OIA — 10,7 %. YV 48 GolbHBIX
WHULMAJIBHO OTNpeAesICh MeTacTasbl, 4 pebeHka obuiu ¢ 113,
y 18 manneHTOB YCTAHOBJICH PELMINB.

Pesymbratei. C 2022 . B OHKOJOTMYECKOM OTIEJECHUU
Ne 1 I'BY3 «HIIILI crren. men. moMoinn aetsiM JI3M» aKTMBHO
MPUMEHSIETCS Ha3HaUeHUEe WHTUOUTOPOB MPOTEMHTUPO3UHKU-
Ha3bl (Ma3onaHud, Kabo3aHTUHUO) U MPOTEUMHKUHA3bl (pero-
padenud). [dons mereid, MoayvyaBIIMX TapreTHbIE Mpenaparhl,
cocraBuna 14,7 %. W3 Hux 54,6 % >XuBbl Ha AaTy ITOCJIEIHETO
PA3QAEN IV
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HabmoaeHus (28.08.2024). Cpenu mauueHTOB, He MOJydyaBLINX
TapreTHbIe Tpernaparsl, XXuBbl 42,6 %. JluctaHuMOHHAasT peabu-
JuTtaius nposoauiack y 12 nereit Ha miaatgopme “KidsRehab”
HWUUW HOXuT ¢ 28.06 mo 28.08.2024. 13 Hux 10 manueHTaM yxKe
MPOBEICHO 2HAOINPOTE3UPOBAHNE KPYITHBIX CYCTaBOB, 1 peOeH-
Ky BbITIOJTHEHa aMIyTalus U 1 60JbHOI HaXOAUTCS Ha MpeaoTe-
pallMoHHOM 3Tare peabuiautanuu. Ocobasi pPojb OTBOIUTCS
MarueHTaM ¢ AMCCEMUHUPOBAHHBIM OITYXOJIEBBIM TPOLIECCOM,
B HalleM KccienoBaHuy ux obi1o 58,3 %. YV 25 % neteit mipo-
BEJICHO OIepaTUBHOE JIeYeHUE 110 TTOBOIY YAaJeHUsI METacTa30B
B JierkuX. Bce malmeHThl 32 yKa3aHHBIN MepUoj MPOILIA Kype
JIVCTAHIIMOHHOM peadMJIUTAllMKM, COCTOSIIMI M3 KOMILJIEKCOB
NIbIXaTeJIbHOM, CYCTAaBHOW aKTUBHOW T'MMHACTMKM, a TAKXE 3a-
HSITUH ¢ MOpakeHHOM U 3M0pOBOI KOHeUHOCThIO. [1pu npoBee-
HUU JUCTAaHIIMOHHOM peabMIMTalluM Y AeTel He BO3HUKIIO K13~
HEYTpoKalolIero COCTOSIHUSI, TPEOYIOIIero npepbiBaHUs Kypca
peabunuranun. 3a 60 mHel poBeaeHo 145 3aHSATHI, cpemHMIA
myJsibe coctaBui 90 yin/mMuH. OtcyrcTBue 13 y maieHTOB ¢ pac-
npocTpaHeHHbIMU onyxosiMu OJIA Ha oHe MpoBeneHUSs MO -
JIEPKUBAOIICH Teparuy TapreTHBIMU TIperapaTaMu MO3BOJISIET
HaM pacIIMpsITh MCClIeIoBaHWEe, MCKaTh HOBbIE KypaTHMBHbBIC
OINTLIMU JUUTST HAalWX O0JIbHBIX. [IprMeHeHre TUCTaHIIMOHHOM pe-
abuuTauy 6e30MacHO M He TIPUBOAUT K XXU3HEYTPOXKAIOIIUM
COCTOSIHMSIM, YTO ITO3BOJISIET MallMeHTaM W BpadaM COOJIIOCTH
MPUHIMTT HEMPEPBIBHOCTH peabMIUTaLINU.

BoiBoapl. 1. TapreTHble mpenapaThl ITOKa3aiu cBoto 3ddek-
TUBHOCTb, 54,6 % nereit ¢ 1V cragueii 6oyie3HM XUBLI Ha ATy
nocaenaHero HabmoneHus. Cpeay naluMeHTOB, He MOJyYyaBLIIMX
TapreTHbIe Tpernaparhl, XuBbl 42,6 %. 2. JIuCTaHIIMOHHAS TIPO-
rpaMMa peadWIMTAlMKU TI0Ka3ajia XOpOIIylo IMepeHOCUMOCTb,
SKU3HEYTPOXKAIOIINX COCTOSTHUI, TPEOYIOIITNX TTPEKPaTUTh 3aHS -
THSI, HE BO3HUKJIO.

HomOuHupoBaHHbIe KU3Heyrpoxawuue
0CNOKHEeHus Heilpo6nacmombl
B HEOHamManbHOM nepuope:
npeicmaBneHue KNUHUYECKOro cnyyas

B.A. Ucakosa, 10.B. Iunukuna, E.I1. EBcioTuna,
M.M. Kupuuenko, E.E. ®enymnosa,
K.M. TI'ony6eBa, 1.M. Karannos
DPIBY «<HMHII um. B.A. Aamaszosa»
Munsdpasa Poccuu, Cankm-Ilemepoype
AxkTyanbHocTh. HB sBisIeTCS caMoii yacToii M BbICOKOArpec-
CUBHOM COJIMIHON OIyXOJIbI0 HEOHATAJIBHOTO MeproAa C BbICO-
KMMM PUCKaMU Pa3BUTHSI KOMOMHUPOBAHHBIX XXU3HEYTPOXKAIO-
X OCJIOXKHEHUI, OIpenessisi TPYIHOCTH OKa3aHUsI MOMOIIU
1 HEOOXOAMMOCTh MYJIBTUAMCUUIUIMHAPHOTO yYacTUsl B Bele-
HUU TIAIMEHTOB JTaHHOU KOTOPTHI.

Leau 1 33124 — OMMCAHUE CJIOXHOTO KIMHUYECKOTO CITy-
yast XU3HEYTPOXKaIoUINX OCJIOXHEeHUI Tiporpeccupyiomeii Hb
JIEBOTO HANITOYEUHMKA Y peOeHKa MePBbIX THEH XKU3HMU.

Marepuaasi W MeTOAbl. Y OoHowenHO20 MmaavMuKa om
HOPMAAbHO — NpomeKasulell  OepeMeHHOCmU, — 8MOPbIX — CPOY-
HbIX po008 Nymem HNAAHOB020 Kecapeéa CeueHus Npu poxcoe-
HUU OUACHOCMUPOBAHO HOBOOOPA308AHUE 16020 HAONOUEUHU -
Ka ¢ MACCUBHbIM MEemacmamuveckum NOpaAdNCeHUueM ne4eHu,
8 C8A3U C YeM HA 7-e CYMKU JICUZHU OH OblA 20CHUMANU3UPOBAH
6 HMUI] um. B.A. Aamaszosea. Juaenoz — HB, 4S cmadus no

PA3QAEN IV

INSS (memacmaswt 6 neuenv u KM), MS cmaouu no INRGSS, 6e3
amnaugurkayuu MYCN, deareyuu Ip — bbia ycmaHo8AeH HA OCHO-
BAHUU DE3YNbMAMO8 MUEA0ZDAMMbL, 2UCHON0SUYECK020 U MOoAe-
KYASIPHO-2eHemu1eckoeo ucciedoganuss mpenanobuonmama KM
u paouonoeuueckux (MPT, KT) uccaedosanuii. Kuznennovimu no-
KA3aHUAMU K UHUUUAUUU AeKAPCMBEHHOLU NPOMUBOONYX01e60ll
mepanuu (6aok N4 coenacro pexomendayusm GPOH NB 2017 2.)
OblAU  npoepeccupyroulee NOpadNceHue Ne4eHu ¢ HopMuposaHuem
abdomunanvHoco Komnapmmenm-cunopoma (AKC), napacmaio-
was JIH. Tepanus nposodunacs 8 ycao8usx nairamol UHMEHCUBHOU
mepanuu omdenenus XT ounkocemamonocuveckux 3a0601e6aHuil
u TKM oas demeil.

Pesynwratel. Hecmomps na npoeodumyro XT, y pebenka om-
Meuanoch Hapacmawue OKPYICHOCMU JICUGOmMaA U3-3a npoepec-
cupyrouezo ygeauuenus neveru c pazeumuem JH Il cmenenu,
nompebosasuieii nepesoda Ha HBJI. Ilpoepeccuposanue AKC
¢ NPUBHAKAMU OCMPOLL NOYEHHOU Hed0CMamOUHOCMU S8UAOCH NO-
Ka3auuem K 8bINOAHeHU) 0eKOMIPeCCUOHHOU NAACMUKU nepeoHeil
oproutnoll cmenku 3anaamoii Permacol. B pannem nocaeonepayuon-
Hom nepuode bviaa npodoaxcena XT, Ha gpone Komopoil duazHocmu-
posaro meuerue COJIO ¢ pazgumuem 21eKMPOAUMHBIX HAPYULeHULL
u cmoiikoll 6paduxapouu va ghoone AB 6a0kadet 11 cmenenu. B nepu-
00 nocmyumocmamu4eckoil mpexpocmrkogoll ania3uu Kpogemeo-
PEHUsl UMeNo Mecmo paseumue KOMOUHUPOBAHHbIX UHMEKYUOHHbIX
0CA0JICHEHUIL — SHMEPOKOAUMA, accoyuuposantoeo ¢ Enterococcus
Sfaecium, eepxnedonegoil noauceemMeHmapHol 08yCMopoHHel nHea-
MOHUU CMEUWAHHOU 3MUO0A0UU, UHDeKUUU MAKUX MKaHell ne-
pedneil oprownoll cmenku. Hecmomps na nposedenue maccugHoil
npoMUBOMUKPOOHOI mepanuu, npuMeHeHue epaHya0UuUmapHo20
KOAOHUeCMUMYAUPYOUe20 paKkmopa, cocmosiHue nayuenma yxyo-
wanoco 6e3 meHoeHyUU K 80CCMAHOBACHUI) 2eMOonod3a. B kaue-
cmee mepanuu CnaceHus OblA0 NPUHAMO peuleHue O BbiNOAHEeHUU
mpancghy3uu doHopckux epanysouyumos (N3). Ha gpore npodoaica-
roujelicst UHMEeHCUBHOLI Mepanuu cOCMosiHue pebeHKa YAYHuUIoCy,
Obln docmueHym KOHmpoab HAO UHQDEKUUOHHbIM NPOUECCOM, Om-
Meuanoch yMeHbUuleHue pasmepos NeveHu, Yucaa U pasmepos o4a-
206 memacmamuuecko2o nopadcenus. Ha 24-e cymxu om unuyu-
ayuu XT pebenok ovin s3xcmybuposan. Mszmenenus Maekux mKaHeil
6 obnacmu cmosinus 3anaamsl Permacol ¢ npusnakamu HaeHoeHus
ABUAUCH NOKA3AHUEM K NOBMOPHOMY XUDYPUHECKOMY 8Meulamens-
cmgy. OcaodicHeHUs panHe20 NocAeonepayioHHo20 nepuoda cmanu
NPUHUHOLL 1eMaAbHO20 UCX00a NayUueHma.

BoiBoapl. HecMoTpst Ha HeOnaronpusiTHBIM MUCXo 3a0oie-
BaHUsl, AAHHBIM KIMHUYECKUI Caydail NeMOHCTPUPYET BO3-
MOXHOCTU KOOPIAMHUPOBAHHON MYJIbTUAUCLUIUIMHAPHON Me-
JUIMHCKON TMOMOIIM, YCHEUIHOTO KYIMUPOBAHUSI COYETAaHHBIX
JKM3HEYTPOXKAIOIINX OCIIOXKHEHU, COMPSDKEHHBIX C TIPOTPECCH-
poBanueM HbB u nmpoBoaumoii XT y HOBOPOXKIEHHOTO pebeHKa.

KnunuyecKuii cnyyaii HeliporenHoi onyxonu
C CUHAPOMOM ONCOKNOHYC-MUOKNOHYC

K.H. Kagpiposa, E.M. TI'oioBuna, O.C. Cene3nesna,

M.P. ITorocan, M.B. Ckyparosuu, K.C. AcnansH

I'BY PO «O6nacmuas demckas KAUHUYECKAS 00AbHUYA»,

Pocmoes-na-/lony

AxTtyamsHocTh. HB — 370KauecTBeHHast HenndhepeHIUPO-
BaHHAasl OMyXO0Jb CUMIIATUYECKON HEPBHOW CUCTEMBI, KOTOpasi
HanboJiee 4acTo BCTpevyaeTcsl B JeTcKoMm Bo3pacte. CpenHuit
BO3pacT MOCTAHOBKU JUArHO3a OOBIYHO COCTaBisIeT 19—22 me-
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caua. Hb moxer jokanusoBaThCs B J1I000OK aHATOMWUYECKOM
00JTaCTH M COMPOBOXAATHCST Pa3BUTHEM MMMYHOOIIOCPEIOBaH-
HBIX TapaHeoIIacCTUIeCKNX CMHIApoMoB. OmHUM M3 Hauboliee
YACTBIX SIBJISIETCS OITCOKJIOHYC-MWOKJIOHYC CUHAPOM — «CHH-
JIPOM TaHLYIOUINUX TJIa3», Wi «3HUedanonatus KuHcOypHa».
B HacTosiee BpeMsT COXpaHSIIOTCSI TPYAHOCTH B OIpeae/ieHUN
o0beMa 00CIeIOBaHUS M TAKTUKM Tepariy KaK OTACIIbHOTO OIl-
COKJIOHYC-MUOKJIOHYC CUHIpOMa, TakK 1 codeTatomierocs ¢ Hb.

HeJIl/l M 33/1a44 — OIK1caTh KIIMHUYECKOe HaOJIIoieHUE TTaly-
eHTta ¢ Hb B couetanuu c CUHAPOMOM OIICOKJIOHYC-MUOKJIOHYC.

Marepuajsl 4 MeToabl. B paboTe npencraBieHo NeNepCcoOHU-
(uumpoBaHHOE OmNMMCaHUE KIMHUYECKOTO ciydas aebiora HB
C CUHAPOMOM OICOKJIOHYC-MUOKJIOHYC.

Pesyavratel. Ilayuenm I., 2021 e.p. Bnepegvie podumenu ¢ pe-
berKom obpamuaucy Kk Hespoaoey 6 urone 2023 e. ¢ icarobamu Ha
AE2KYI0 WAmKocmb noxodku. buin ycmanoenen duaenos: demckue
Heeponoeuyeckue peakyuu, napacomiuu. B urone 2023 e. cocmo-
sAHUe pe3Ko YXyOuwluaocs, Nayuenm nepecman camoCMosmenbHO
X00umb, NOABUAUCH MPEMODP 8Ce20 Mead U KOHeUHOCmell 60 8peMs
08udiceHUs:, YCUAUBAIOWUIICS NPU BOAHEHUL, PA30PAICUMENbHOCTY,
yxyouenue cHa. Ilo danusim cnupanvroil KT evisenreno obpazosa-
HUe 8 1e60M pebepHO-N0360HOUHOM yeny (HelpoeeHHAs ONYX0ab?).
Tlayuenm noayuun eopmonomepanuio, Ha ore KOmopoi ommeua-
aace noaoxcumenvuas ounamuxa. Hanpaenen 6 HMHUI] JITOU um.
Jmumpus Poeauesa, ede 6vin ycmarnoenern duaenos: Hb 3adueeo cpe-
docmenusi caesa. Ilposedeno ydanenue onyxoau 3aoneeo cpedocme-
Husa (23.08.2023). Ilokasanuii k Haznauenuro XT He onpedeneHo,
nayuenmy 0bl10 PeKOMeHO08AHO NPOOOAICUMb 20PMOHOMEPANUIO.
C cenmsbps 2023 2. 604bHOU HAXOOUACS HA NeHeHUU 8 He8POA02U -
yeckom omoenenuu PAKD — cpuauana @IAOY BO PHUMY um.
H.U. Ilupocosa Munzdpasa Poccuu, ede bbira Ha3HaYeHa NynbC-
mepanusi  6HYmMpugeHHbIMU  umMmyHoerobyaunamu  (BBUI).
Ilo dannvim IIDT/KT om nosops 2023 e. ommeuanroce HakonieHue
paduoghapmnpenapama (PDII) 6 obaacmu 2041060k 3a0HUX ompe3-
Koe 11—12-20 pebep caesa, msekux mxausax 11-eo medxncpebdepos
caesa (obaacmo onepamuerozo emeuamenscmea). Ilo danHoim 00-
caedosanus 8 mae 2024 2. 3apecucmpuposana ompuyamenvHas ou-
HamMuKa — 6 3a0Hem cpedoCmeHUU 18020 2eMUMOPAKca 8U3yanu3i -
PYemcs MaccusHoe, namoaozuieckoe 00pazosanue MseKOmMKaHHOL
cmpykmypol, pazmepamu 36 x 33,7 % 52,2 mm ¢ uemkumu Konmypa-
MU HA YypogHe 7—9-20 epyOHbIX NO360HKO08, pACNPOCMPAHsaOuleecs
60onb pebepnoil naegpul. 17.06.2024 npoeedeno nosmopHoe yoa-
AeHue Ho8000pazoeanus 3adneeo cpedocmenus. Ilo pezyrbmamam
nocaeonepayuorHo20 00cAe008aHUs UMeem Mecmo A0KAAbHAS NPO-
epeccusl, 8 C63U € YeM Hauama mepanus 045 NAYUeHmMo8, Cmpamu-
@uuyuposantbix 6 epynny npomexncymouHo2o pucka (no cxeme N5/
N6), komopas conposoxcoaemcesi peyasipHoim 6eedenuem BBHUI.
B nacmoswee epems nayuenm npodoadxcaem npopaMMHYI0 mepa-
nuio.

BeiBonbl. BepositHo, TpynHocTr paHHe#l nuarHoctuku HDB,
MaHUGDECTUPYIOLIUX CUHIPOMOM OICOKJIOHYC-MUOKJIOHYC CBSI-
3aHbl C HU3KONW MH(MOPMHUPOBAHHOCTHIO Bpayeli-HEBPOJOrOB
0 BO3MOXXHOCTH TaKoro jae0ioTa JaHHOTO BuAa omyxoueit. [1pu
9TOM JaXe MPU paHHEU AUarHOCTHMKE OmpeaeIeHre HEOOXOMM -
MO TepaneBTUUECKOM TAKTUKY SIBJISIETCS] HEITPOCTBIM 1 TPEOyeT
MYJIBTUAVMCUUTIIMHAPHOTO MOAX0AA.
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Hcnonb30BaHue anmuKoarynaHmos npu

OKa3aHuu nannuamuBHOill noMowu Aemam

A.A. Kazankosa, JI.E. Jlapuna, I1.B. CBupun,

N.H. JlaBpentheBa, D.B. Kymuposa, B.}O. CemenoBa
T'BY3 «Mopo3zosckas demckas eopodckas KauHuveckas 00AbHUYA
Jenapmamenma 30pasooxpanenus eopooa Mockewr»

AktyansHoCTh. [laniMeHThI, mMOJyYaOlIMe MaTuaTUB-
Hyto nomoip (ITIT) B ctauroHape, MoaBEepKEHbI 3HAYUTEIb-
HBIM TPOMOOTHYECKUM PUCKAM, a TakKe MOTLYT UMETh paHee
BO3HUKIIME TPOMOO3bl. [Ipr OTCYTCTBUM aHTUKOATYJISIHTHOW
NpOoGUIAKTUKA BO3MOXHO BOZHUKHOBEHUE HOBBIX TPOMOOTH-
YECKHUX 3MU30[0B, YTO MPUBOAUT K yxyaumeHuto KK manuen-
TOB U 3aTPyJHEHUIO BEHO3HOTO NOCTyNa, HEOOXOOUMOTO [JIsI
MNPOAOJIKEHUSI OKa3aHUS MOMOIIU. B To XXe BpeMs HazHauyeHue
AHTUKOATYJITHTOB MOXET OBbITh CBSI3aHO C CEPbE3HBIMU FeMOp-
paru4ecKMMU OCJIOKHEHUSIMU Y MAlMEHTOB C TPOMOOLIUTOTIE-
HUEW U HapylIEeHUSIMU reMocTa3a. PoguTenn u nmepcoHat 4acTo
OTMEYAIOT HETaTUBHOE BIMUSIHUE €XEIHEBHbIX WHBEKIUN Ha
KOMGbOPT U HACTPOEHUE OOJIbHBIX U CKIIOHHBI TPOCUTH O 3aBEp-
IIEHUU Teparuu, HECMOTPSI Ha COXpaHsIoluecs (pakTopbl pu-
cka. CylecTByloT KIMHUYECKUE PEKOMEHIAIMU TI0 JICUSHUIO
TPOMOO30B IJIS1 Pa3HBIX TPYII NMEAUATPUYECKUX MALIUEHTOB, HO
netu, noiyvatowmue [1T1, HUKorna He yMOMUHAIOTCS OTAENbHO.
DTO 3HAYUTENBHO OCJIOXHSET MPUHSTAE pelleHnil 00 oO0beMe
OKa3aHUS OMOUIY 111 OOJIbHBIX JAHHOM TPYIITbI

Iean u 3aga4u — M3YyYNUTh UMEIOLIIMECS MUCTOUHUKU U BbISI-
BUTH IIPOOEIIBI B CYIICCTBYIOIINX JAHHBIX IJI pa3paOOTKU ILIa-
Ha TaJTbHEHIITNIX NCCICTOBAHMI B IISJISIX CO3MaHUS KITMHUIECKIX
PEKOMEHIALIMIA 110 JICUSHUIO U TPO(PUIAKTAKE TPOMOOTHUICCKIX
OCJIOXKHEHUMN y neteit, mojaydatomux I1I1.

Marepuaisl 1 MeTOIbl. BBIITOHEH cucTeMaTUYeCKUit 0030p
JIUTEPaTypbl U KIMHUYECKMX PEKOMEHIAIMii Ha OCHOBaHUM
pexkomennanuii Cochrane Handbook for Systematic Reviews of
Interventions. IIpoBeaeH MOMCK Mo 5 MEAUMLIMHCKUM 0a3aM JaH-
HBIX, B TOM YHCJIe TI0 TeM, KOTOPBIe COAepKaT B ceOe perjiaMeH-
ThI U KJIMHUYECKHUE peKOMEHIAIK. bblTi BKIIIOUEHBI UCCIEIO0-
BaHMS C yJacTUEM JAeTell, 3a00eBaHUsI U COCTOSIHUS KOTOPBIX
MoTJii OblI TOAXOAUTH Mo Kputepuu okazanus [1I1. Mckmoue-
HBI UCCJICIOBAHUS C YJaCTUEM B3POCIBIX MALIMEHTOB, AeTeil 0e3
COITYTCTBYIOIIMX 3a00JIeBaHUI, MTAIIMEHTOB MOCJIC TPAaBMBI U JIP.
J11s1 o1leHKM KayecTBa UCCIeJ0BaHUI U raiiil1aiiHOB MCII0JIb30-
BaJIMCh CIIEIMATM3UPOBAHHbBIE MHCTPYMEHTHI U YEK-JIUCTHI.

Pesyasratel. [locne nenynnukanuu nposepeHo 4437 3amu-
ceii. B 0030p BkiIOYEHBI 29 uccaenoBaHUit U 15 pyKOBOJCTB.
[MpumeuaTeIbHO, YTO MAIlMEHTHI, MOJyYalolIre MapeHTepaib-
HOe THMTaHUue, MPOJEMOHCTPUPOBAIM CaMble HU3KHE IMOKa3a-
Tenu 3GMEKTUBHOCTH U 6€30MaCHOCTY aHTUKOATYJISTHTHOM Te-
panuu (AKT), a Takxke 00Jiee BLICOKYIO YaCTOTY KPOBOTEUEHU
1 BEHO3HBIX TpoM0Ooambonuii (BTD), HecMoTpst Ha mpoduiak-
TUYECKOe JIeUeHUe, Mo CpaBHEHUIO C ApyrMMmu rpymnmamu. Ha-
MPOTHB, IETU C PEAKUMU 3a00JIeBaHMSIMHU ITOKa3aau Hauboiee
onaronpusTHbie pe3yiabTaThl AKT u npodunaktuku. Toabko
B OJTHOM PYKOBOJICTBE pacCMaTpUBAIUCh CTPATEruu poduiak-
ik BTD y namumenTtos, noaydyarowmux [1I1. MMeromuecs py-
KOBOJCTBa Mo JieueHUto BTD y neTeit He MOJHOCTbIO OTBEYAIOT
IMOTPEOHOCTSIM TALIMEHTOB IEIUaTPUUECKOTO MaUIMaTUBHOIO
OTIEJICHUSI, a OOJIBIIMHCTBO PEKOMEHIAIMi MMEIOT J0Ka3a-
TEJIbHOCTD CJIA00I I YMEPEHHOM CTEIIeHMU.

PA3AEN IV
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BoiBoapi. Heo6xonnmo pa3padoTaTh KIMHUYECKUE PEKOMEH-
nauuu nast AKT y pereit, monydarowmx ITT1. JIns ontumuzaumnu
PEeKOMEeHalMii XKeJlaTeJIbHO TMPOBENeHNE TOIMOTHUTEIbHBIX
KayeCTBEHHbIX McciaenoBaHuil. s pa3paboTKu pyKOBOJCTBa
C IOCTaTOYHOI CTEMEeHbIO 10KAa3aTeJIbHOCTH HEOOXONUMO MpPU-
BJIEKATb 9KCIIEPTHbIE TPYIIIbI ClIEHUATUCTOB. [ToMUMO KIMHU-
yeckoit mHdopmalMm, Takoi Kak AUarHo3, oOllee COCTOSIHUE
naluydeHTa U oXujaaeMasl MpoAoJKUTEIbHOCTh XXU3HU, pa3pa-
00TKa 3TUX PEKOMEHAAIMI NOKHA YUUThIBATh HATMUME TAaKUX
(akTOpoB, KaK MPEeANoYTeHUST OOTbHbBIX U UX MPEACTaBUTENCH,
HX MOXeJaHUs 1o 00beMy MOMOIIU U Apyrue acrnekTsl TTI1.

KoMnnekcHoe neyexue 3anopos U KUWEYHoil
ncespoo6cmpykuuu y Aemei

C OHKONoruyeckumu saéonesanuamu

K.J. Kanes
MHUEBC, Cankm-Ilemepbype

AKTYyaJIbHOCTb. AKTYaJIbHOCTb T€Mbl OOYCJIOBJIEHA BBICOKOM
YacTOTOM BCTPEYaeMOCTH 3aIllOpOB M KMILIEUYHON MceBa000-
CTPYKLIMU CPEIU AETEM C OHKOJIOTMYECKOM MAaTOJIOTMEN, a TAKXKE
3HAYUTEJbHBIMU TPYIHOCTSIMM B UX JeueHuu. HecBoeBpeMeH-
Has WJIU HealeKBaTHAas Teparus 3TUX COCTOSTHUM MOXKET TPUBE-
CTHU K TSDKEJIBIM OCJTOXKHEHUSIM, YXYAIIIEHUIO OOIIET0 COCTOSIHUS
MalyeHTa, CHIDKEHUI0 3(DGOEKTUBHOCTU MTPOTUBOOITYXOJIEBOTO
JIedyeHMsI U Jaxe K npepoiBaHuio X T. Takum odbpasom, pa3padboT-
Ka Y BHEAPEHNE KOMIUICKCHBIX MOAXOA0B K JIEYEHUIO 3alTI0POB
M KUIIEYHOH TCeBAOOOCTPYKIIMU Y NAHHOW TI'PYMIIbl OOJbHBIX
SIBJISIETCS KpaliHE Ba>KHOM 3ama4yeil COBPEMEHHOM IeaaTpuye-
CKOW OHKOJIOTUU.

Ilean u 3amauym — o0OOILEHME M CUCTeMaTU3alUsl UMEIO-
IIUXCST JAHHBIX 110 3TUOJIOTUH, TTATO(DU3NOJIOTUN, TUaTHOCTUKE
W JICYCHUIO 3alTOPOB U KUIIEYHOU TTCEBIOOOCTPYKIINN Y JETEH,
MPOXOASIINX OHKOJIOTMYECKOE JICUCHME.

Marepuansl U Meroabl. McciemoBaHue OXBaThIBaeT TPYII-
ny aeteit co 3HO, y KoTopbIx B Ipoliecce MpOTUBOOIYXOJIe-
BOI Tepalmuy pa3BUJIMCh TaKWe OCIOXHEHMS, KaK 3arop 1/
rnape3 KWIIeYHWKa. JImarHo3 moaTBep:KIajicss Ha OCHOBAaHUU
KJIMHWYECKUX JAaHHBIX, PE3YJIBTaTOB JIA00PATOPHBIX U WHCTPY-
MEHTAJIbHBIX METOJ0B oOcyienoBaHus. B paboTe Mcnosb3oBa-
HBI COBpPEMEHHBIC JINTePATypHbIE WCTOYHMKH, BKITIOYAIOIINE
KJIMHWYECKUE MCCIICIOBaHNSI, MeTaaHAIM3bl 1 PYKOBOICTBA IO
JICYCHHIO 3arlOpOB M KUIIEYHOM TICEBIOOOCTPYKIUM y JETei
C OHKOJIOTMYECKUMH 3a00jIeBaHUSIMU. [1py pa3BUTUHM 3aII0POB,
HE3aBUCHMO OT 3THOJIOTWH, TOJICTast KAIIIKA yTpaurBaeT CII0Co0-
HOCTb aJIeKBaTHO pearnupoBaTh Ha Harpy3Ky CTyJia, 4YTO CBSI3aHO
¢ ee nepepactsbkeHrneM. OCHOBOM Tepamnuy 3arliopoB SIBJISIETCS
MocJeI0BaTe/IbHOE U TTOJIHOE OMOPOXKHEHME TOJICTOTO KUIIeY-
HUKa W BOCCTAHOBJICHHE €T0 HOpMaJIbHOW (PyHKIWU. [1aHHBI
MOJXO/I, U3BECTHBII KaK «IepernoAroToBKa KuilneuHuka» (bowel
retraining), BKJIlo4aeT B ce0sl ClIeayIolIe KOMITOHEHTBI: AUCUM-
nauus (ynajeHue HaKOTUJIEHHOTro CTyJia), MpUMeHeHUe caadbu-
TEJIbHBIX ITPEITapaToB, MTOBEACHYCCKYIO TEPATTUIO U TUETUUECKIE
peKoMeHmanuu. B ciydasx KUIieYHoU IceBI000OCTPYKIINH B 10-
MOJTHEHNE K Tepary 3armopoB 3P (MEKTUBHO TTPUMEHEHNE PU-
TPOMHUIINHA, KOTOPBI CITIOCOOCTBYET YCHIICHUIO ITEPUCTATBTUKHA
KHIIIEYHUKA W XapaKTepHU3yeTCsT HU3KUM PUCKOM BO3HUKHOBE-
HUS Cepbe3HbIX MOOOYHBIX 9DGHEKTOB Yy IETEH.

PA3QAEN IV

Pe3synbraTthi. KomMOuMHMpoOBaHHasi Tepanus, BKIKOYamoLas
WCITOIb30BaHNE CIAOMTENBHBIX IIperapaToB, IOBEACHUYCCKYIO
Tepanuio U JUeTUIECKUE KOPPEKLIMHU, TTO3BOJISIET JOOUTHCS 3~
(beKTUBHOTO OMOPOKHEHUSI KMIIIEUHKA U BOCCTAHOBJIEHUS €0
¢ynkumu. [pumMeHeHNE SpUTPOMULIMHA Y TTALIMEHTOB C KUILIeU-
HOW TICeBA00OCTPYKLMEN CITOCOOCTBYET BOCCTAHOBIEHUIO HOP-
MaJIbHOM MIePUCTANBTUKU, YTO YMEHBIIIAeT PUCK Pa3BUTHUS JajTb-
HEWIIMX OCTOXHEHUIA 1 MO3BOJISIET MPoAoKaTh X T B MOJTHOM
o0beme.

BoiBoabl. MIHTerpupoBaHHbBIN TOAX0A K Teparnuu 3arnopoB
U KMILEYHON MCeBAOOOCTPYKLIMMU Y JIeTeld C OHKOJOTM4ecKoi
naToJoTUel, BKIIOYAIOIIUIA KOMOMHALIMIO MEIMKAMEHTO3HBIX
U HEMEAMKAMEHTO3HbIX METONOB, SIBJSIETCS 0OoJiee pe3yJibra-
TUBHBIM, Y€M HCIOJb30BaHUE HUCKIIOYUTEbHO CIa0UTETbHBIX
npernapaTtoB. BkitoueHue B cXeMy JieUeHMs TTOBEICHYECKOMN Te-
panuu U MPaBUWIbHOTO JUETUYECKOTO MUTAHUSI CYLIECTBEHHO
CHIXAeT PUCK OCJIIOXKHEHUM 1 TTO3BOJISIET MTPOBOAUTD MPOTUBO-
OITyXOJIeBOe JieueHue 0e3 3amepxkek. DhGhEeKTUBHOCT KOHIIET-
UM «T1ePEeroAroTOBKM KUIIEUYHUKA» MOATBEPKAAETCS JUTepa-
TYPHBIMM TaHHBIMU W HAIlIMMU KJIMHUYECKUMU PE3YJbTaTaMM,
YTO MOJYEPKUBAET BaxKHOCTb JajibHelIel pa3paboTKU U CTaH-
JNapTU3alMY TAKMX METOIOB JIJIS YJIyULLIEHUSI TepArMy U MPOTHO-
3a 'y JaHHOI TpyTIbl MAaLlUEHTOB.

Knunuvyeckoe 3Ha4eHue anmumen K Bupycy
dnwmeiina-bapp B pa3Hbie CPOKU
nepcucmexHyuu Bupyca B AeMmMCcKoM

opralusme

9.A. Kamy6a', M.B. Auronosa?, 2K.JI. Maaaxosa',
E.B. Kamy6a!, E.I". Kussepa'
'OIAOY BO «bDY um. U. Kanma», Kasununepao;
2@I'hOY BO Tiomenckuit TMY Munszdpasa Poccuu

AktyansHocTh. DBBU siBnsiercss nHdeKIIMoHHON 60Ie3HBIO
UMMYHHOI CHCTEMBI C XPOHMYECKOW MEPCUCTEHIIMEN BUpycCa
W Pa3IMYHBbIMU CTAAUSIMU OOJIE3HU, YTO JETaeT aKTyaIbHbIM UC-
cienoBaHUEe UMMYHOMATOTeHETUYECKUX MEXaHU3MOB TpU JIaH-
HOI MaTOJIOTMY B NMHAMUKE MHGEKIIMOHHOTO Mpoliecca.

Ilemm u 3aga4m — TIPOBECTU aHAIU3 ONTUUYECKON TIJIOTHOCTHU
AHTUTENI K pa3IMIHBIM aHTUTeHaM BODB y meTeil IIKOIBHOTO
BO3pacTa B 3aBUCHMMOCTU OT IJUTEIbHOCTH WHOUIIMPOBAHMS
¥ CTETIEHU TSDKECTH TeUeHUS O0JIC3HU.

Marepuaisl 1 MeToAbl. B ucciaenoBaHumM MpUHSUIM y9acTue
135 mereii ¢ nepsuyHoiit DbBU — I rpynna u 72 pebeHka ¢ peak-
tuBanueit DbBU — 11 rpymnna, Bo3pact coctaBui 7—17 neT. Bcem
nanureHTaM MpoBeIeHO JIabopaTOpHOE O0CeNoBaHKE, BKIOYa-
romee MDA kposu ¢ onpenenenneM VCA IgM, VCA IgG, EA
IgG u EB NA IgG, ITHP xpoBu Ha JIHK BOb, uutomerano-
Bupyc (LIMB), Bupyc reprieca yenoseka. CraTuctuueckasi 00-
paboTKa MOJTyYEeHHBIX TaHHBIX TPOBOAMIIACH C UCITOJIb30BAHUEM
rmaxkera nmpukIamaHbix TporpaMmm Microsoft Office u Statistica 10.

Pe3yabTaThl. YcTaHOBEHO, YTO YacToTa OOHApYXKEHMSI aH-
TUTENT K pa3inyHbIM aHTUTeHam BOb Obina paznuunoit. [lpu
nepsuuHoii DbBU B 93,1 % BeisgBAsIMCh IgM K KarcuaHoOMY
aHTUTEHY BUpYca, a KIMHUYECKU MaHUMECTHAs peaKTUBALIMS
OBbBU uaeHtudUIIMpOBanach 1Mo KarcuaHOMy U HYKJIeapHOMY
aHtureHam: coorBeTcTBeHHO VCA IgM — 91,9 % u EB NA IgG —
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100,0 %. YuuteiBas, uto antutena VCA IgG n EA IgG oGHa-
PYXUBaJIUCh B 00€UX IpyTIiax MEHee YeM B MOJIOBUHE CJIy4yaes,
a EB NA IgG — tonbko Bo II rpynme, cpaBHuTebHBINM MDA or-
TUYECKOU TUIOTHOCTU ObLT MpoBeaeH B oTHoluleHuu VCA IgM.
BoisiBeHO, UTO comepxaHWe aHTUTEN K KarCUIHOMY aHTUIe-
Hy BUpyca (ontuueckas rmioTHocTh VCA IgM) npu nepBuYHOMN
OBBMU coctabnsiio 8,74 + 0,99 1 6bLIO CTATUCTUYECKU 3HAYMMO
OOJIBILIMM B CPaBHEHWU C TIpynmoi ¢ peakTuBaiueir D9bBU —
3,01 = 0,60 (p = 0,004). ITpu 3TOM IS TTALIMEHTOB C PEAKTH-
BalMeil ObUIO XapaKTepHO 0oJjiee JIerkoe U TOPIUIHOE TeueHre
WM, 4TOo mnposIBASIOCH MEHbIIEH BbIPAXKEHHOCTbIO OCHOB-
HBIX CUHAPOMOB, OTCYTCTBUEM TUMUYHBIX F€MaTOJOTUYECKUX
CIBUTOB, TO3BOJISIOIMX 3anono3puTh DBBU B paHHue cpoku
KJIMHUYecKoit MaHudbecrtaimu. bosee Toro, yctaHOBJIEHO, YTO
cpenHeTsikenoe TedeHue MM, BHe 3aBUCMOCTU OT JJTUTEIbHO-
ctu uHuuupoBaHusi DbB, Takxke conpoBoxaanioch HapabOT-
KOI aHTUTE K KarlCUJHOMY aHTUTeHY B OOJIbIlIe ONTUYECKO
TUIOTHOCTHU T10 CPaBHEHUIO C TTOKa3aTe/IsIMU IeTel ¢ JIerKoi cTe-
neHbto Tsekect UM (p = 0,012).

BoiBoapl. Takum o6pa3om, nipu peaktuBanuu DbBU nmeet
MECTO CTepTast KIIMHWYECKast KApTUHA OOJIE3HU C JIETKOW CTeTie-
HBIO TSKECTU U HU3Koi kKoHueHTpauueit VCA IgM. ITogoOHas
3aKOHOMEPHOCTh MPOCJIEXKUBACTCI MPU CPABHEHUU CPEIHETSI-
XeJbIX U Jierkux ¢popm MM Ha pasHbIx ctagusx 6osesnu. Ilo-
JIyY€HHbIE TaHHbIE MOTYT CBUETEIbCTBOBATH O BEAYLIEH POJIU
VMMYHHOI CUCTEMBbI B pa3BUTUU CUMIITOMOKOMITJIEKCA U TUHA-
muku UM.

Knunuyeckuil cnyyail loKcmarnomepynsapHo-

KNemoyHoil onyxonu noyxu

J.10. Kucypuna, JI.A. CmuproBa, A.M. Murpodanosa,
H.H. Mepkynos, JI.10. Kauanos
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AktyasbHoCcTh. HOKCTarmoMmepysasipHO-KJIETOYHAsI OITyXOJIb
(FOKO) nouku — penkoe 100pokayecTBEHHOE HOBOOOpa3oBa-
HUE y JeTel M B3pOCHbIX. JJaHHBINA BUI OIYXOJIW KIMHWYECKU
XapaKTepu3yeTcsl HaJIMYMEeM CTOMKON apTepHallbHOM THIIep-
TEH3UH, ITEeTePMUHUPOBAHHON CEKpellreil peHMHA OITyXOJIbIO.
TvnYHBIIT BO3pacT BO3HMKHOBEHUS 3a00JieBaHUS BapbUpYeT
B IIpeaesax ot 6 1o 72 et (MeauaHa Bo3pacTta — 27 niet). Y nerei
BCTpevaeTcs KpaifHe peliKo, B INTepaType NMEIOTCS eMIMHITIHbBIC

MyOJIMKAIIAN C OITUCAaHWEM OTHEIBHBIX CITyJaeB.

Iemn u 3ama4n — onrcaHue KIMHUIECKOTO CITydast marueH-
Tta ¢ FOKO nouku, nonyuyasuiero jieueHue B HMULL ATOU um.
Hmutpus Porauesa.

Marepuajsl 1 MeToabl. 3a Tepuon ¢ stHBapsa 2012 1. 1o uroib
2024 1. B ycnoBussx HMULL ITOU nm. Imutpus Porauesa Ha
0a3e IaTOJIOrOAaHATOMUYECKOIO OTAEIEHUS 3aperMCTPUpPOBaH
1 cayyaii ¢ TTOATBEPXKIECHHBIM MOPMOJOrMYECKUM IUArHO30M
IOKO.

Pesyabratel. YV desouxu 11 nem ommeuanroce nosiérexue 2o-
A08HOU 00AU, MEHOeHYUU K apmepuanbHoll eunepmeH3uu (apme-
puanvroe daenenue — 170/90 mm pm. cm.). Ilocae npogedernnoeo
o6caedosanus no danuvim Y3U OFI1 6vis61eH0 0bpazosarue 6 npo-
exyuu neeoti nouku, pasmepamu 3,2 < 2,9 x 2.9 cm (V = 14 cm’).
Bycaosusx HMHUI] JITOU um. JImumpus Poeauesa nposedero 0o-
obcaedosanue. Ilo dannoim MCKT OBII ommeuaemcs KT-kapmu-
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Ha coauoH020 00pa308anuUs, HeOOHOPOOHOI CIMPYKMYPbL, 8 004ACMU
cpedHe2o ceemenma neeoil nouxu, pasmepamu 3,2 x 2,9 x 3,0 cm
(V=145 cm’), no dannoim MCKT OI'K memacmamuueckux uzme-
HeHULL 8 N1eeKUX He 8blA6AeHO. Yuumoleas KAUHUKO-PEHMEeHON02U -
yeckue dannvie, ozpacm navuenmku (11 aem), pacnpocmparen-
Hocmb U 00sem obpazosanus (menee 200 cm’), npunamo peuwienue
0 npoeedenuu opearHocoxpansiowel onepavuu. HMHUYUANLHO 8bl-
NOAHEHA AANnapoCKONU4ecKas pes3eKuyus 1e6oll nouku ¢ ouoncueil
peeuonanvrolx J1Y. Ilo danuvim mopghosoeuueckoeo uccaedosanus
Yy nayuenmku ycmanoener ouaenos «fOKO nouxu». Xupypeuueckoe
emeutamenbcmeo npogedero paduxaivio. Ilocre onepayuu omme-
YeHO KYnupoeauue apmepuanvhoil eunepmensuu. JiumensHocms
HabawdeHus cocmaeasem 2 mec.

BoiBoapl. FOKO mouku sBisieTcsl peAKuM 100pOKayeCTBeH-
HBIM BHIOM OITYXOJIM ITOYEK IeTCKOro Bo3pacta. Croiikas ap-
TeprajbHasl TUMIEPTEH3Us MOXET KOCBEHHO YKa3bIBaTh Ha BO3-
MOXHOE€ HaJIMuMe NaHHoro 3abojeBaHus. IIpearnoyTuTebHbIM
METOJIOM JIeUeHUS SIBJISIETCS MPOBeIeHUE ONMepaTUBHOIO BMe-
IIaTeJIbCTBA B BUAC BBHIIIOJHEHUSI OPraHOCOXPAHSIOIIEH orepa-
LMY TIPYU HATMYMU TTIOKa3aHUIMA.

TyGepryne3nan unthexyus nerxux y peéenxa

¢ ocmpbiM nuMobnacmHbIM NeiKo30M

10.10. Kozexn, JI.A. IxxaBamos, O.B. Ko3iok, B.B. /Imutpuena,
JI.IO. IITamkuna, B.A. KoBajenxko,
0.10. Kyuesanosa, H.I. I1anosa
DI'BY « Hayuonanvublit MeOUUUHCKUL UCCAe008AMENbCKULL UeHM]P
onkonoeuu» Munzdpasa Poccuu, Pocmoe-na-Jlony

AKTyallbHOCTb. BTOpmuHBIe MHQEKIINU, TaKWe KaK ITHEB-
MOHMSI, TPUOKOBBIE TIOpAaXKEHUSI M TyOepKyJie3, MPUBOASIT
K HecTreHM(pUIeCKUM U3MEHEHHSM B JIETKUX. [{lmarHocTrKa Boc-
THaJINTEIBHBIX IIPOLIECCOB B JISTKMX OCJIOKHSIETCS TIPU arpaHyJIo-
LINTO3€, KOrJa MHEBMOHMSI MOXET IPOTeKaTh 0e3 MH(MILTpa-
MU HeiTpodwIoB B TKaHM JieTkux. Cpenr MHOUIIMPOBAHHBIX
M. tuberculosis Ty6epkyne3 pazBuBaerca y 1 uz 10. B HacTos1ee
BpeMsl JOCTYITHbI HEMHBA3UBHbBIE METOAbI AIUArHOCTUKM, TAKUE
KaK BBISIBJICHUE CITELIM(MUUECKUX aHTUTE U aHTUTEHOB MUKO-
OakTepuit TyOepKyJie3a B KPOBU.

e u 3apaun — onucaTh KIMHUYECKUN cllydaid TyOepKyJie-
3a Ha ¢oHe OJIJI.

Marepuanasi u metoabl. Maavuuk, 6 nem, co ciroé mame-
pu 3abonen 6 Hosbpe 2018 e., Koeda nocne nadenus ¢ Kpogamu
noseuauce 004U 6 HUJNCHUX KOHeuHocmsax u noscHuue. Obpa-
muauce Kk opmonedy, evinoanena MPT noschuunoeo omde-
aa — namonoeuu He evisieneHo. C dexabps 2018 e. ommeuanocs
noevileHue memnepamypsl meaa 00 QedpusbHbIX uuQpp, Ha-
pacmanu caabocmy, 8410CMb, NOAGUAUCH 2eMAMOMbl HA HUIC-
HUX KOHeYHOCmsX, nepuoduyeckue HOCco8ble KpOGOMeYeHUs.
B cea3u ¢ yxyowenuem cocmosHus camocmosmensHo 00pamuaucy
6 PIKF e. Ipo3znoeo, pebeHok Obia eocnumaiu3uposan 6 omaoene-
Hue nyasMoHoaoeuU. B obuem anaruse kposu ommeuanucs aHemus
Il cmenenu (54 e/n), mpomboyumonenuss III cmenenu
(31 x 10°/n). IIposodunucy anmubaxmepuanvhas, 3amecmument-
Hasa mepanus KOMHOHEHMAMU Kpogu (3pUumpoyumapHas 636ecy,
mpombokonuyenmpam). Hanpaenen ¢ OIbY «HMHUII onkonocuu»
Mun3zdpasa Poccuu oas doobcredosanus u éepugurkayuu onyxo-
ne6oeo npouecca. 21.01.2019 na ochosanuu npogedeHHbIX UCCALO0-
8aHULL yemMaH08AeH 3aKAouumenvhblil duaenos: OJLJI, B-1I common-
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eapuanm, ¢ koaxcnpeccueit CD13, CD33. Hauan neuenue no npo-
moxony ALL-MB-2015, epynna B. Ha 36-ii denv unuyuarvHot me-
panuu docmuernyma M RD-ompuyamenvras pemuccus, npoooaicun
mepanuio no NPomoKoAy, NepeHocun AedeHue 6e3 0cobeHHoCmell.
C 01.08.2019 ommeuanocy HeoOHOKpamHoe nosvluleue memnepa-
mypot meaa 0o 39,2 °C. Ilo danneim KT OI'K 6 nuscheii done npa-
8020 Ne€2K020 ommeuaemcs: y4acmok un@uasmpayuu. Mapiepol
ocnaneHus: NpoKaibyumorun — 3 He/ma, gubpunocen — 8,1 e/x,
C-peaxmuenblii 6erok — 30 e/n, unoekc COOMHOWEHUS Helmpo-
dunos k aumpouyumam (N/L) — 3,8. IIposoduaucy anmubaxme-
puanvhas (uepmpuarKcon, 8aHKOMUUUH, MepOneHem, AUHe301U0,
MoKcugaokcauyur), npomueoepudbkosas mepanus (80pUKOHA30A,
anudyragyneun) mepanus ¢ He3HA4UMENbHbIM NOAONCUMENbHbIM
aghgpexmom. Ilpu bpouxockonuu é npoceeme mpaxeo0poOHXUANbHOO
depesa onpedensiemcsi HebOAbULOE KOAUMECMBO CePO3HO-2HOUHO20
omaensiemoeo. B bpouxoanveeonspuom nasaxce (bAJ) muxpoopea-
Huzmol He o0Hapycernl. TIpu UDPA-uccaedosanuu Kposu Obiau 6bi-
saeaenvl cymmapHole anmumena k M. tuberculosis, npu nosmoprom
UccAe008anUl AHMUMENA COXPAHAAUCL. Yuumbleas uH@UALMPA-
MUGHbLe UBMEHEHUs 8 MKAHU 1e2K020 NPU NOBMOPHOM UCCAed08d -
HUU, KAUHUKY UHQEKUUOHHO20 npoyecca, He NO00aouyrocs aHmu -
baKmepuanrbHOMy, npOMUBOPUOKOBOMY A€UEHUI, NOAOICUMENbHBLE
anmumena k M. tuberculosis, smu danHble N0360AUAU 3aNO003DUMD
uHpuUALMpamuenbLll mybepkynes HUdCHel 004U NPaAgoeo Ne2Koeo.
Hughexyuonnbiii npoyecc 6bla noOmeepicoeH hmusuampom.

Pesyabratel. B danvueiiuiem pebeHok npodoadicun aeqeHue no
mecmy scumenvcmea. Cyobba MarbuuKa Heu36ecmua.

BoBoapl. JlaHHBIA KIMHUYECKUI cly4ail JAEeMOHCTPUPY-
€T CJIO0XHOCTb TUATHOCTUPOBAHUS TYOEpKYJIe3HOUW MHGbEKIUU
y neteit ¢ OJIJI. TpyogHOCTh omocpemoBaHa TeM, 94TO CITeludu-
yeckuii mporecc OJI Takke MOXeT mopaxarbh TKaHb JIETKOTO,
YTO YCJIOXHSET AU PepeHIIMaTbHyI0 TUMarHOCTUKY MEXIy WH-
(PEeKIIMOHHBIMU U HEOIUIACTUYECKUMU WU3MEHEHUsIMU. BaxeH
MYJIBTUAUCLUIUTMHAPHBINA MTOAXO B JIEUEHUU MALUEHTOB C OH-
KOTreMaTOJIOTUYECKUMHU U COMMYTCTBYIOIIMMU 3a007I€BaHUSIMU.

MynbmugucyunnuHapHblii noaxona
AUArHOCMUKU MYKOPMUKO03a NEerxkoro
y pe6eHKa ¢ ocmpbiM

numtobnacmubiM neiiko3om

10.10. Kozemn, O.B. Ko3mok, JI.A. /IzkaBanos, B.B. /Imutpuesna,
B.A. KoBanenko, JI.IO. IIlamkuna,
0.10. Kyuesanosa, H.I. ITanosa
DI'RY «Hauuonanvhbiii MeOUUUHCKULL UCCAC008AMENbCKULL YEHMD
onkonoeuu» Munzdpasa Poccuu, Pocmoe-na-Jlony
AKTyaJIbHOCTb. MYKOPMMKO3, TAK3KE M3BECTHBINM KaK YepHast
IUIeCeHb, — MH(EKIINS, BbI3bIBaeMasi pa3HOOOpa3HBIMK BUIAMU
rpuboB cemelicTBa MyKopoBble (Mucorales). OcoOy1o 0ImacHOCTb
MPeCTaBIsIeT MYKOPMUKO3 JieTKux is nmauueHToB ¢ OJIJI Ha
3Tarie BBICOKOMO3HOM IIMTOCTAaTUIECKOM Tepanuu. 3aboieBaHne
OTJIMYAETCS YPE3BBIYAfHON arpeCCUBHOCTBIO M OBICTPBIM IIPO-
IrPEeCCUPOBAHUEM.

Ilemu u 3aga9m — omucaTh TMATHOCTUYECKUI TTOAXO K Jie-
royHoil hopme MyKopMmuKko3a y pedeHka Ha dhone OJIJI u o6cy-
JINTh BAXXHOCTh CBOEBPEMEHHOI AUATHOCTUKU U JICUEHUS ITOTO
PENKOTO U OMACHOTO OCTIOXHEHUSI.

Marepuanst u metonsl. Ilauyuenm B., 12 nem, ¢ duaeHozom
OJLI. 3apaxcenue eupycom SARS-CoV-2 6vin0 uckaroueno. lns

PA3QAEN IV

MUKPOOUOA02UHECKOI OUACHOCMUKU NPOBOOUNUCH UCCACO08AHUSL:
MUKPOCKORUYECKULL U KYAbMYPAAbHbII AHAAU3bL, A MAKCe UMMY-
HoepmenmHble mecmul 0451 8blA6ACHUS 6030y0umenetl amunu4Hou
nHeemonuu. Onpedensncs yposenb RPOKAAbUUMOHUHA (¢ UCNOAb30-
sanuem mecm-cucmem Bexmop Becm, Poccus), eanakmomannana
(mecm XEMA Gal. MAg EIA kit, Poccus) u anmueen S. pneumoniae
8 MOUE C NOMOUBIO UMMYHOXpOMamoepaguueckoeo memoda. Mame-
PUANOM 0451 Uccaedosarust caycuau oopasupvt bAJI u coieopomku Kposu.

Pesynwratsl. Pedenok 3abonen 6 Hosope 2020e., Koeda nosaeuaucs
xcanobwvl Ha 20108Hble 60AU, HedoMo2aHue, cAabocmb U 61e0HOCMb
KOJMCHBIX NOKP0B08. B 0bwem ananuse kposu evisi61eHbl 2unepaeiKo-
yumo3s do 200 x 10°/n, anemus Il cmeneru u edunuunvie mpomoo-
yumol. [Ipu eepuukayuu npoyecca ycmarnoeieH 0CHOBHOU OUACHO3:
OJIUI L2, T-II ummyHonoeuueckuii éapuaum. B npouecce duae-
HOCMUKU OCHO8HOE 3a001€8aHUe OCAONCHUAOCL NPABOCHOPOH-
Hell nHeemoHueil (no pesyrsmamam cnupasvhoil KT OIK). /s
danvreliue2o uccaed08anust Obia0 peueHo npogecmu UHEA3UBHYHO
npouedypy — BAJI, mamepuan BAJ u cvieopomia kposu Obiau
Hanpaenenvl Ha uccaedosanue 6 Aadopamopulo KAUHUHecKol Mmu-
kpobuonoeuu OI'BY «HMHUII onxonoeuu» Munzdpasa Poccuu.
Yposenv eanaxmomannana 6 kposu (undekc onmu4ecKkoil niom-
Hocmu) — 0,12 (ompuyamenvruiii), 6 BAJl undexc onmuueckoil
naomuocmu — 0,17 (ompuyamenvuolit). Ypoeers npokarbyumoru-
Ha — 0,5 He/ma (ompuyamenvblil). B pesysomame uccaedoganus,
BKAIOUAIOWE20 CEEMOBYI0 U (PAYOPECUECHMHYI0 MUKDOCKONUIO, Obli
00HapYICeH HecenmupoB8aHHblil MUYEAU ¢ XAPaAKMepHbIMU 6em -
BACHUAMU, NOOMEEPHCOaoWULl OUACHO3 UHBA3UBHO2O MYKOPMU-
Ko3a. Kyabmypanvhoe mukonocuueckoe uccaedoganue He blaguo
pocma 6 meuerue 2—5 cymok. Takum obpazom, no cO8OKYNnHOCMU
8CeX NONYHEHHBIX Pe3YAbMamos Obin OUAZHOCIUPOBAH UHBA3UBHDLIL
MYKOPMUKO3 U He3aMe0AumenbHo Hayama npomueocpudkosas me-
panus. Ilpu xoumpoavroii KT 6 dunamuie uepez 2 Hed Gvis6/1eHO
VMeHbleHUe 04a208 UH@UAbMpayuu 6 ne2ounoi mkanu. IIpomu-
602pubK06as mepanusi NPOOOANCEHA.

BoiBoapl. ¥V pebenka ¢ OJIJI pa3Bujicsi MyKOpPMHUKO3 JIeT-
KMX Ha 3Tarle TMarHOCTHKM, elle IO Havyajga XMMUOTepaIIeBTH -
yeckoro jedeHus. [TauueHTaM ¢ ociabJIeHHBIM UMMYHHUTETOM
HEOOXOAMMO KayeCTBEHHO coOMpaTh OMOMaTepuay U IIPOBO-
JIUTh PACHIMPEHHYIO JIa00OPATOPHYIO TUATHOCTUKY IS TOUYHOTO
BbISIBJICHUSI BO30YAUTEIISI, UCIIOJIb3Ysl BCE TOCTYITHBIC COBPEMEH-
HbIC METOJIBI.

fMipoBeneHue annoreHHoi mpancnananmayuu
reMono3amuyeCrux CMBONOBLIX KIEMOR
nauyueHmy ¢ muenopucnnacmu4yecKrum
CUHAPOMOM U CaxapHbIM fuabemom

1-ro muna

N.0. Kocrapesa, E.b. Maunena, T.3. Anmues, T.W. IlorémMKuHa,
H.A. Bypaaka, 10.B. JlozoBan, K.A. Cepreenko, H.I'. Crenanss,
P.P. ®arxymwmn, M.JI. Majaosa, A.1O. Exdumosa,

H.A. barmanoBa, M.A. Illepsammn3ze, T.T. Banues,

K.. Kupruzos, C.P. Bapdoaomeena
HUHU JIOul um. akad. PAMH JI.A. Jlyproéa ®I'BY
«HMHI] onkonoeuu um. H.H. Baoxuna» Munsopaea Poccuu, Mockea

AxTyansHocTh. M/IC mpencrasisieT co00i IpyIITy KJIOHATb-
HBIX 3a00JICBAaHUN TEMOITO3TUIECKUX KIICTOK, XapaKTepH3yio-
IUXCS OUTONeHuel, aucrurasueit B KM u BBICOKMM PHCKOM
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tpancdopmanuu B OMJI. Anno-TI'CK — achdekTuBHbIA MeTOa
seyeHust MIIC. CaxapHblit tuabet 1-ro TUma siBAsSEeTCs OCHOB-
HBIM MMOATUIIOM Tu1abeTa y neTeid, MpUIUHON KOTOPOTO SIBJISIETCS
ayTOMMMYHHBIH TpoliecC, MPUBOISIIUI K aOCOMIOTHOMY Aedu-
LIUTY UHCYJIMHA U PA3BUTHUIO TUTIEPIIIMKEMUU.

Ienu u 3anaun — npenctaBuTh Hatll onbIT TpoBeaeHuss TTCK
nauueHty ¢ MJIC u caxapHbiM guabetom 1-ro tuma.

Marepuaisl 4 meroabl. Maavuux, 8 rem, ¢ MJIC u uzboimxom
onacmos, mymayus eete KRAS. B 1 200 6bin duaeHocmuposan ca-
XxapHolii duabem 1-20 muna, Hayama NOCMOSHHAS NOOKOONCHAS
mepanusi UHCYAUHOM Yepe3 NOMNY, KOHMPOAb 2AUKeMUU NPOBOOUACS
no cpedcmeam paewr-monumopunea Libre. B 6ozpacme 7 nem enep-
8ble NoABUNAC, MPOMOOUUMOneHUs 00 27 muic., AelKoneHus 2 moic.
u 6aacmos 17 %. B muenoepamme 6racmmuvie kaemiu 4 % c ummyHo-
genomunom mueaoudnsix npedutecmeernukos. Ilpu monexynsapro-
eeHemuueckom uccaedoganuu KM evisignena mymauus 60 2-m 3K30-
He eena KRAS. Bbino nposedeno 3 kypca mepanuu ¢ a3ayumuouHom
75 me/m’. Ha ¢one mepanuu 6viaa docmueHyma noaojicumens-
Has dunamuka 6 eude pedykuuu Oaacmosa. Pebenky noxaszarno
npogedenue anno-TICK kax sgppexmuenoil KyppamugHoil onyuu
AeHeHusi KOCmHomo32060il Hedocmamounocmu (KMH). B césa3u
¢ omcymcemauem cubauH208 6bl10 RPUHAMO peuleHue 0 nposedeHul
anno-TICK om HepoOcmeeHH020 NOAHOCHbIO COBMECUMO20 OHO-
pa. Konouyuonupoganue 0v110 6binoaHeHo 6 cocmage: gayoapabun
150 me/m? + mpeocynvpan 42 2/m? + meagpanan 140 me/m?. B uensx
npounrakmuxu PTIIX npumensauce ATTAM 90 me/ke + abama-
uyenm 10 me/ke (6 Onu —1, +7, +14, +21), pumyxcuma6 375 me/m?
(6 denv — 1), makpoaumyc 0,02 me/xe/cym (c ousa —1). Yuumoigas
8bICOKUE PUCKU UHDEKUUOHHBIX OCA0MNCHEHUL HA (hOHE NOOKOICHO20
66e0eHUsl UHCYAUHA, NPUHSAMO PeuleHUue 0 6HYMPUBEHHOM 86e0eHUU
npenapama, cpeoHsisi CymouHas NOMpeOHOCMb 8 UHCYAUHE COCMA8-
asna 7 EJL. Tpuscusnenue no aeilkoyumapHomy pocmiy 3agurcu-
Ppo8aHo Ha +14-e cymku, no meeakapuoyumapHomy pocmKy — Ha
+17-e cymku. U3 pannux ocroxncnenuii TICK y nayuenma omme-
Yaiuch HelimponeHuyeckuii sumepokoaum I cmenenu, opogapun-
2eaNbHbLl MYKO3UM U 330(hazum, cUHOpOM KAnuaispHOU ymeuKu,
emopuunblil eunoxkopmuyusm. Ha +66-e cymxu nocae TICK pas-
sunacme PTIIX kuweunoi gpopmor 11 cmaduu, na gone mepanuu
0ydeHoganbkom — paspeuleHue CUMNMOMO8, 00HAKO CMAAA Hapa-
cmamsp 2A10K03a 8 Kpogu 00 20 Mmoas/1, NPOBOOUAUCH KOPPEKUUsL
duempl u ckopocmu eedenust uHcyauna. Ilo danHvim KOHMPOAbHBIX
uccaedosanuii nocne TICK oaacmuvie knemixu 6 kposu u KM ne
obnapyscusanucs, mymauyus 6 eene KRAS ne onpedeasinace, mpom-
ooyumonenuu u anemuu He 6v110. Ha cpoxe +120 cym nocae TICK
Y nayuenma ommeueHo meuerue xponuueckou PTIIX ¢ nopaxcenu-
eM KOodCU U AeeKUxX — npogooumcs. KOMOUHUPOBAHHASL UMMYHOCY-
npeccusnas mepanusi (MCT), 6e3 exarouenus 2aoKoKopmukocme-
poudos.

Pesynwratsl. [lepuoo nabaodenus 3a nayuenmom cocmagisem
1 200, mpancnaanm QyHKyUOHUPYem, XUmMepu3m NHOAHOCHbH) 00-
Hopckuil, mymauuu 6 eene KRAS u 6nacmuoix kaemok 6 KM nem.
C mouku 3penusi caxaprnozo duabema coxpausiemcsi cmabuiu3ayus
Ha ¢one npoooaINCEeHHOU NOCMOAHHOU Mepanuu UHCYAUHOM Yepe3
HOMNY, YPOBeHb 2AI0K03bl HAX00UMCS HA YPOBHE 4—06 MMOob/A.

BeiBoapl. Hair omnbiT mokaszan 3¢p¢GeKTUBHOCTh U Oe30mac-
HocTb nipoBeaeHus anno-TI'CK getam ¢ MJIC. Hannuue Takoro
TPO3HOI0 3HAOKPUHHOTO 3a00JieBaHUSI, KaK caXapHbIid guadeT
1-ro Tuma, He SIBSETCS MPENITCTBUEM K BBITTOJHEHUIO TPaHC-
TUIaHTALlUH.
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Pe3ynbmambl NpoBeAeHUsA annorenHoi
mpaHcnnaHmayuu remono3muyecKux
CMBONOBBIX KNEMOK Aemam
C MNafieHYecKuM NeiKo3om:

onbim ofiHoro Lienmpa

N.0. Kocrapesa!, T.3. Amues!, E.b. MauneBa' -2,

N.10. Tpymxkosa', B.C. Epmakosa', 10.B. Jlo3oBan!,
T.U. ITorémkuna', H.A. Bypaaka'!, K.A. Cepreenko’,
H.A. Barmanosa', T.T. Banues',

K.N. Kuprusos!, C.P. Bapdoomeepa'

THUH JI0ul um. axad. PAMH JI.A. lypnosa OI'BY
«HMMUI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea;
2OIAOY BO PHUMY um. H.U. ITupozosa Munzopasa Poccuu, Mockea

AktyanasHocTh. OJI y meTeit B Bo3pacte 10 1 roma o0beIMHEHBI
TEPMUHOM «MJIAJI€HUYECCKUM JIEUKO3» U SIBJISIIOTCS OYE€Hb PEIKOU
raroJiorueii, cocrasisist 10 5 % Bcex ciydaeB OJI meTckoro Bo3-
pacta. [IpeobnamaHue HeOIaronpuUsITHLIX KIMHUKO-J1a00paTop-
HbIX XapaKTEPUCTUK MTPUBOAUT K TOMY, UYTO PEIYABTAThI ICUEHUST
OCTAIOTCSI HEYIOBJIETBOPUTEIbHBIMU, JaXKe HECMOTPSI Ha MpU-
MEHEHHE COBPEMEHHBIX ITPOTOKOJIOB JICYEHUSI.

Ienu u 3ana4u — IPOAEMOHCTPUPOBATH OIBIT IIPOBEACHMS
auto-TI'CK y manueHToB ¢ MiIageHYeCKUM Jieiiko3oMm B PI'BY
«HMML onkonorun um. H.H. broxuna» Munsapasa Poccun.

Marepuajsl u MeToabl. B nepuon ¢ suBaps 2021 . mo aekadbpb
2023 r. 11 mauueHTaM ¢ MJaAeHUYECKUM JeHKO30M Obljia ITpoBe-
neHa anno-TI'CK. Cpennuii BospacT Ha MoMeHT TT'CK— 5,7 (0—
11) mec. CooTtHommenue M:1 = 6:5. lnarno3: OJIJI — 3 GoybHBIX,
OMIJI — 6, OJI cmemranHoro MMMyHodeHoTha — 2. MennaHa
BpeMeHH OT MOCTAaHOBKM AMarHo3a ao nposeneHust aano-TICK
coctaBwia 6 (3—11) mec. Hanbosee yacToit IUTOreHETUYECKOM
abeppalveii Oblna nepectpoiikareHa KM T2A. Bce nalimeHTHI Ha-
XOAMJIUCH B | KIIMHUKO-reMaToJI0rn4eckoi peMuccuu. JJoHOpbI:
rarjoueHTuuHbie — 5 (45,4 %), coBMecTUMble POJICTBEHHbBIE
noHOpbl — 1 (9,2 %), coBMECTMMBbIE HEPOACTBEHHBIE TOHOPHI —
5 (45,4 %). Ucrounuk tpaHciuiantata: KM — 2, [ICKK— 9.
MaHunyasiiMu ¢ TPaHCILUIAHTATOM: TMOCTTPAaHCIUIAaHTAIlMOH-
Hblii nukiIogochamun — 2 nauuenta c raro-TI'CK, a TCRap/
CDI19-nenneunsi nposeneHa 3 O0OJbHBIM. PeXXMMbI KOHAMIIM-
oHUpoBaHUs: MuenoabratuBHbiil. Bce mauumentel ¢ TCRof/
CDI19-penneuneit TpaHcIJlaHTaTa He nmojaydyanu 6asosyio UCT
st mpounaktuku PTITX (tonpko abarauent/Tonuan3ymad/
abaralent Ha —1-e CyTKM), OCTaJIbHbIe MOJIy4aJu KOMOMHUPO-
BaHHy10 MCT c 610KaTopamMu KaJblLIMHEBpUHA U a0aTaLIENITOM.

PesyabraThl. Menuana HaOmoneHus coctaBwia 13 (2—27)
mec. Octpas PTIIX I-II crenenu paspunace y 2 (18 %) 6oiib-
HbIx 1 octpast PTIIX ITI-IV crenenun — y 3 (27 %). dois BbI-
JKUBILKX B HacTosiiee BpeMst — 67 % (n = 7). Jlojisg peluIuBOB
nocie atana auo-TTCK — 9 %. HaubGonee vacras mpuiuHa
Heynayu Tepanuy — WHGEKIMOHHBIE OCIOXHEHMS B paHHEM
MOCTTPAHCIUIAHTAIIMOHHOM TIEPHO/IE.

BoiBoapl. Takum oOpa3zom, Ha onbiTe Hailero LleHTpa npo-
JEMOHCTPUPOBAHBI ITpHUeMJIeMasl TPaHCIUIaHTAlIMOHHAST JIETaJTb-
HOCTB, YIOBJICTBOPUTEIbHEIC PE3YIbTaThl YaCTOTHI PELIMINBOB
nociae amno-TI'CK y manMeHToOB ¢ MiiaJieHYeCKUM JIEMKO30M.
HeobxogmMo TpomoKaTh IMTOMCKM HOBBIX CXEM JICUCHWUS IS
STOU TPYIIIHI MAIIMEHTOB, YTOOBI CHU3UTB YaCTOTY OCJIOXKHEHUIA
1 YBEJINUNTh BBIKUBAEMOCTb.

PA3AEN IV
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Nepcnekmusbl femepMusanmol “bulky”
B NPOrHOCMUYECKUX MOIenax NuM oMbl

XoamKuHa y aemeii U NOAPOCMKOB

C.A. Kynesa, P.1. Xa6aposa
OIbY «HMHI] onkonoeuu um. H.H. Ilemposa»
Munzdpasa Poccuu, Cankm-Ilemep6ype

AKTyallbHOCTB. B crctemax crpaTuduKamuy Ha TPYIIILI PH-
cKa TepaneBTHUYECKUX MPOTOKoJI0B JIX y neTeit 1 moapocTKOB
WCIIOJIB3YIOTCS pa3inuHble aetepMuHaHThl. Ho, Kak mpaBuio,
BCE OHM SIBJISIIOTCSl cypporaTamMu OAHOUW — oOllieli OMmyxoJeBoit
Harpys3KHu.

e u 3a7a4m — TIOTIBITKA CTPAaTU(UKAIIMKI B TPYTITIC TTaIlv-
eHToB 10 18 et ¢ JIX ¢ NCIToIb30BaHUEM TOJIBKO OTHOTO KPUTE-
pUsI «OITyXO0JIeBasT Harpy3Ka».

Marepuaasl U Merombl.B aHamM3 BKIIIOUEHBI CBEACHUS
0 126 maumenTax ¢ JIX B Bo3pacte oT 2 g0 18 ser (cpeaHuii
Bo3pacT — 11 7eT), KOoTopble IOJydyalld JiedeHUEe IO PUCK-
agantupoBaHHbIM TiporpammaM (DAL-HD-like u CII6JIX).
BceM OonbHBIM ompenensiics 00beM OIYXOJEBOTO Iopa-
KeHMst (cM3/M?), pacCUMTaHHBI IO cleayoleit dopmyse:
V = -4,3+8,3xIPS2+22,7x[4yunciio 30H nopaxkeHus (+3 mpu Ha-
quunn “bulky”)], rme V (volume) — 00beM OITyX0JIeBOTO Mopa-
xkenwust, IPS (International Prognostic Score) — MexayHapom-
HbII MPOrHOCTUYECKMI MoKa3aTelb (apudMeThyeckass cyMma
CJACIYIOIIUX ITPOTHOCTUYECKUX (PAKTOPOB: COIAEPKAHUE ajlb-
OyMMHa B CBIBOPOTKE KpoBM (40 T/1 U MEHbIIIE), TeMOIIO0OMHA
(105 r/n 1 MeHbIIIe), MYXKCKOM ITOJ1, BO3pacT (45 JeT u Maiie),
IV cragus 3a0oeBaHUs COOTBETCTBEHHO Kiaccudukauuyu Ann
Arbor, ypoBeHb jieiikouuToB (15 x 10°/1 1 Bbiiiie), TuM@OLIUTOB
(8 % u MmeHbiie)), “bulky” — MaccMBHOE MOpaXeHue ¢ pa3Me-
paMu KoHIIoMepara JIY 6ojee 5 ¢cM u/uiam pacmpocTpaHeHHOE
nopaxkeHue BHYTpUTPYAHbIX JIY ¢ MeamacTMHO-TOpaKaJIbHBIM
nHaekcom 6ogee 0,33.

Pesyabrathl. CornacHo 1mpoBeaeHHoMy ROC-aHanuzy
(Receiver Operator Characteristic, omnepalMoHHasl XapakTe-
PUCTHUKA TPUEMHUKA) KPUTUYECKUM (ITIOPOrOBBIM) 3HAYCHU-
eM o0beMa OITyXOJIEBOTO TOPaXKeHHUsI, CYIIECTBEHHO yXy/IIla-
IOIIMM TIPOTHO3 3a0ojieBaHMs, oKasajcsi oobeM 122,7 cM®/m?
(p < 0,0001). OB B Koropre MauMEHTOB C HAHHBIM OObE-
MOM U Bbillle cocTaBuia 69,6 %, npu oobeMe OMyXoau MeHee
122,7 cm?/M? BeKMBaeMocTh ObL1a 97,2 % (p = 0,00002).

BoiBoapl. CTaTUCTUYECKM TOKA3aHO, YTO BBICOKAsT OIyXO-
JieBasl Harpyska yxyallaeT NMporHo3 3adosieBaHus. biaromaps
JOCTIDKEHMSIM B 00JIACTH IMAaTHOCTUYECKOI BU3YyaIM3allMy CTa-
JIO BO3MOXXHBIM HEMOCPEICTBEHHO U3MEPSTh OMYXOJIEBYIO Ha-
rpy3ky, Hanpumep, ¢ nomoipto [IOT/KT ¢ ucnoabzoBaHueM
BF-dropaesokcurmokossl (D), KoTopast criocodHa Koyuye-
CTBEHHO ONpeNeNsITh (PYHKIMOHAJIBHYIO aKTUBHOCTb, IPEno-
cTaBJIsist MHGOPMAITUIO 0 KOHKPETHBIX METa00IMYEeCKUX IaTTep-
Hax, U MHTEPIPETUPOBATh C MOMOIIBIO TOJYKOJIMYECTBEHHBIX
KO3 DULIMEeHTOB 00bEMHBIE TTapaMeTPHI Ipoliecca.

PA3QAEN IV

Nepcnekmusbl MoguduURayuu
mepaneBmuYecKoil makmuxu y aemed

U nogpocmkos ¢ numtomoil XoAKKUHA

C.A. Kyzaepa'-2, P.1. Xa6aposa'-2, E.M. CenuypoB" 2,
9.J1. I'ymbaroBa', E.A. Muxaiiiosa',
K.M. BopokmmuHosa', A.A. Ky:iépa'
'QIBY «HMHUI] onkonoeuu um. H.H. [lemposa»
Mumnzopasa Poccuu, Cankm-Ilemepbype;
2OIrBOY BO CIIGITIMY Munszopasa Poccuu

AxTtyamsHOCTh. C yueTOM BapuaOebHOCTM OTBETa Ha WH-
nykuroHHyto ITXT, a Takke A1ucKyTabeabHO KaTeropyuu nauu-
€HTOB C IMCCEMMHUPOBAHHOM (hopMoil Kiraccmueckoit JIX, Ha
CeTOMHSIITHUI NIeHb aKTyaJlbHa PHUCK-agallTUPOBaHHAST MOIM-
(pukammsa TepareBTUICCKOTO TTOAX0a, IToapa3yMeBaolias Kak
Ne3CKATPYIOIINe, TaK U aJIbTepHATUBHBIC OITIINM.

Hemn u 3amaunm — MoauduUKauus TepareBTUYECKONM TaKTU-
KU y JeTeil 1 moapocTKoB ¢ JIX myreM MoAepHU3aLUK TIOIX01a
K CTpaTUdUKALMU C BKIOYCHUEM Oe3CKaTUPYIOIIeii Hampas-
JICHHOCTH, INPUMEHEHWEM MMMYHOTEpaleBTUYECKMX areHTOB,
a TakKKe TTOMCKa JOMOJHUTEIbHBIX He0IaronpusITHBIX IPOrHO-
CTUYECKUX (PAKTOPOB U UX MHTETPALlMU B 3Tall AUATHOCTUKU.

Marepuajsl 4 MmeToabl. [T1aHUpyeTCs peTpo- 1 MPOCIEKTUB-
HbIM aHAJIM3 MEAMIIMHCKOM JOKYMEHTALIMU MAallMeHTOB AETCKO-
ro Y TOAPOCTKOBOTI'0 BO3pacTa ¢ Kiaaccuueckoii JIX, moaydyaBuimx
teparmvio B ®PI'BY «HMMUII onkomornu mm. H.H. IletpoBa»
MunszapaBa Poccuu ¢ 2000 1. 1o HacTosiIee Bpemsl.

PesynbraTbi. CorjiacHo opuruHajibHoMy rpotokoay CIToJIX,
pazpaboranHoMy CaHKT-IleTepbyprckoii rpynmnoit yueHbix ([C]
aHkT-[I[T]eTepOyprckas rpymmna no usydyeHuro jedeHus [JI]um-
oMbl [X]omkkuHa y aeteit) mocie nHaykunonHoi ITXT B ka-
YeCTBE KOHCOJUAAIMU PEMUCCUU OOJbHBIM MPOBOJIUTCS Paau-
oTeparnus Ha objacTu MaHudecTauuu 3a0ogeBaHus (B 00beMe
BoByieueHHBIX mojieir (CIT6JIX-2005)/y3moB (CI16J1X-2019)).
OnHako JIUTEJIbHOE HAOMI0ACHUE 3a U3JICUeHHBbIMU TallMeHTa-
MM TIOKa3aJI0 TIOBBIIIEHUE Y HUX PUCKA Pa3BUTHUS OTHATIEHHBIX
MOCJEACTBUI, B TOM YKCJIE€ U PAIUOUMHIYLIMPOBAHHBIX BTOPBIX
OITyXOJIel, YTO JeJlaéT 0OOCHOBAaHHBIM MCKJIIOYEHHE TaHHOTO
BapuaHTa Tepanuu y psiaa 6oabHbIX. KpoMe Toro, BompocoM 1Jist
JMUCKYCCUIT O KOHCOJIMIALIMU BCeTaa ObUIM PaclpoCTpaHEHHbIE
dopmbr JIX. UT uHru6uTOpoM KOHTPOJbHBIX ToueK PD-1/PD-
L1 nemb6ponuszymadom nauuentam ¢ IV cragueit JIX B kauecTBe
aJIbTEPHATUBHOTO KOHCOJMIMPYIOIIETO areHTa Mpu JOCTUXKe-
HUU PaHHETro MOJHOr0 MeTabOoIMYECKOro OTBeTa Ha WHIYKIIMU-
oHHyIo ITXT Ha cerogHsHUIA 1eHb JEMOHCTPUPYET XOPOIIYIO
MepeHOCUMOCTb, HU3KMI crniekTp HA u nauTenbHbIl cTOMKUMIA
MeTaboInyecKuii OTBET. B KauecTBe Mmoucka AOMOJIHUTETBHOTO
MPOTHOCTUYECKN HEOJaronpusiTHOro akropa 3arjaHUpOBaH
nojacyeT odbema OmMmyxosieBoil Harpy3ku “bulky” mo maHHBIM
I19T ¢ ¥-DJIT, aHanu3 3HAYMMOCTH JETEPMUHAHTEI U ONITUMHU-
3alIMs1 PACYETOB C UCTIOJIb30BAHNEM UCKYCCTBEHHOTO MHTELJIEK -
Ta B TIEPCIIEKTUBE.

BoiBoapl. [Togxon K AUarHoCTUKE U JICYSHUIO KJIACCUYECKOM
JIX y neteit 1 MoapOCTKOB COMNPSIXKEH C Pa3BUBAIOLLIMMUCS Ha-
MnpaBJIeHUSIMU COBpeMeHHO# oHKoJjioruu. LlenecoobpasHa pas-
paboTka MOIMMPUIIMPOBAHHOTO MPOTOKOJIA, CO3JAHHOIO C yye-
TOM HaKOILJIEHHOTO TepamneBTUUYECKOTO OIbITa, MOSBUBLIMXCS
3((HEKTUBHBIX UMMYHHBIX ar€HTOB, a TAKXKe TEXHUYECKOTO yCO-
BEPLIEHCTBOBAHUS TUATHOCTUKU U BO3MOXHOCTH BOBJIEUEHUS
OIUMI NCKYCCTBEHHOTO MHTEJLIeKTa.
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JHmepanbHoe NUMAHUE U CUNUHT B leMCKO
OHKOreMamonoruu: B3auMoucKnoyanowue

mexHonoruu unu Hem?

M.A. Kyuep, H.I'. CantsikoBa, 11.B. Kazanuesn, A.A. Ocumnosa,
O.B. Ilauna, O.A. Cnecapuyk, O.B. I'oomanos,
JI.C. 3y6aposckas, A.Jl. Kynarun
HUU JIOIuT um. P.M. Topoauesoit ©I'bOY BO [ICIIoIMY
um. axad. U.I1. [Taéroea Mun3zopasa Poccuu

AkrtyanabHocTb. CJI151 obecrieueHUsi aeKBaTHONW HYTPUTUB-
Hoit moanepxku (HIT) Ha mpoTskeHur Bcero nepruoaa mpoTUBO-
OITyXOJIEBOTO JIEUEHUS 4acTO TpebyeTcss KOMOMHALIUS METOJOB,
YTO CO3[1A€T CJIOKHOCTU C TOYKU 3PEHUS TPEEMCTBEHHOCTU TEX-
HOJIOTUIM HYTPULIMOHHOU TepaInu.

Iean u 3ana4m — OLIEHUTh OCOOEHHOCTU KOMOMHUPOBAHHOM
HYTPULMOHHOM TEpaIuu y AeTel ¢ OHKOJOTMYECKUMU U TeMa-
TOJIOTUYECKUMU 3a00ICBaHUSMMU.

Marepuaist u MeTonsl. C 2015 mo 2024 . 8 HUM AOIuT um.
PM. TopbaueBoii mpoaHanu3upoBaHo 1195 ciyyaeB Habmrome-
Hus, notpedosaBmmx HIT y maimmeHToB ¢ poxaeHust u 10 18 ner,
¥ 244 oTAeNIbHBIX 31130712 UCTTOJIb30BaHUs 30HA0B. Cpeny TuarHo-
30B npeobiaagamu OJ1 — 45,9 % (n = 548) u HacleaCTBeHHas T1a-
tojorust — 21,4 % (n = 256). MenuaHa Bo3pacTa COCTaBujIa 7 JIEeT.
B 72,9 % cnydaeB (n = 865) npumensiin auto-TT'CK, B 23,1 %
(n =276) — XT u ayro-TI'CK, B 0,3 % (n = 6) — Xxupyprudeckoe
neuyenue, 3,7 % (n = 44) nauueHTOB ObLIM HA 3Tare MOArOTOBKU
KJtedeHuto. B 95 % ciy4aes nokazanueM st Hadana HIT 6bu1 cHU-
JKCHHBIN aIllleTUT B pe3yJIbTare SMETUYECKOro CMHAPOMA W/WIn
MYKO3UTa, B 5 % — MUcXoaHast TMIOTPOUsL.

PesyabraTel. B 1134 ciayyasx npuMeHsICS CUIIUAHT, B 219 —
napeHTepanabHOe TuTaHue, B 148 — sHTepaabHoe nutanue (DIT),
B 22 — rpynHoe BckapmuuBanue. HII B Bume MoHoTepamuu
OTMEYeHa TOJIbKO B 34 HabmogeHusx. Bo Bpemst DI1 B 67,6 %
(n = 100) mpu mepexone Ha CaMOCTOSITEJIbHOE IMUTaHUE Iia-
paJIeIbHO MCIONB30Balin CUMUHTL, y 25,7 % (n = 38) cpasy
ObLT OCYIIECTBJEH IIOJHBIM Mepexol Ha CaMOCTOSITEIbHYIO
amuMeHTaumio, y 6,7 % (n = 10) u3-3a pa3BUTHS OCIIOXHE-
HUII TIpoTHBOOITyX0JeBoro Jjedenusi HIT Obuta mpekpalieHa.
TMokazanusiMu st mpuMeHeHus1 3oHaa obuin DI (n = 148),
WUBJI (n = 33), nexommpeccusi xenyaka (n = 18), HeBpo-
Jorndeckuii gepuunt (n = 6). KOHTpoIb TONOKEHUST 30H-
Ja OCYIICCTBJSIA C TIOMOIIBIO AaCIUpPalUU  KeJIyJO0YHO-
ro coaepxkumoro (n = 227), ¢GudbporacTpoayoaeHOCKONUU
(n = 9), peHrreHorpacduu (n = 5), He mpoBoawIMu (n = 3).
HuTenbHOCTh 3KCITyaTallud 30HIa (MeauaHa) cocTaBuiIa
16 (0—265) cyr. ITlepmonm mnpuMeHeHMsT 30Hma OoJee
6 Hem, KOTOPBI CYMUTACTCS ITOPOTOBBIM ISl MIPUHSITUS pellie-
HHUS 00 YCTAaHOBKE TaCTPOCTOMBI, ObLT Y 37 OOMBHBIX U COCTABUII
B cpenHeM 68 (42—265) cyr. MeauaHa JTHSI MHCTAJUISIIIUKA 30H-
na 1o otHoueHuto K gate TI'CK coctaBuna 21 (—19 — [1+272).
MenuaHa ypoBHSI TPOMOOILIMTOB Ha MOMEHT YCTAaHOBKM ObLia
51 x10°/m (1—1333 x 10°/;). ¥ 27 naumeHToB 0611 MyKo3uT 111—
IV crenenu. KonmdecTBo IIaHOBBIX M 3KCTPEHHBIX MepeycTa-
HOBOK 30H7a coctaBmwio: 0 — 158, 1 —55,2—-17,3—-8,4 — 1,
5 — 5. CTpyKTypa OCTPBIX OCJIOXKHEHUI MPU YCTAaHOBKE 30HIa
BKJII0YAJia HOCOBOE KpoBoTeueHue (n = 4), nucinokauuto (n=9),
pBOTY (1 = 2), yCUJIeHUE BdMETUYeCKOoro cuHapoma (n = 1).
OTcpoueHHbIe OCIOXHEeHUSs: auciokauus 3oHaa (n = 30), o0-
cTpykums 3oHaa (n = 10), puHocuHycuT (1 = 9), HOCOBOE KPO-
BoTeueHue (n = 6), yCHJIEHNE SMETUYECKOro cuHapoma (n = 5),
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MeXaHu4yecKoe MmoBpexaeHue 3oHaa (n = 4). 3HaueHue MHIEK-
ca Macchl Teja A0 W MocJjie YCTAaHOBKY 30Ha HE U3MEHWJIOCh —
14,8 (13,7; 16,7, Q1-Q3) u 15,1 (13,5; 17,3, Q1-Q3), p=0,4.
BoiBoapl. KoMmOunupoBanHasi HII TpeOyercst B nonmasisito-
111eM OOJIBIIIMHCTBE CIyJYaeB MpU pealnu3aliuy IPOTUBOOITYXOJIe-
BOTO JIeYEeHUsI B mearaTpudeckoil momyasuuu. CUIMHT — 3TO
HauboJsiee pacnpocTtpaHeHHbIin Bua HIT, KoTopblit oTinyaercs
BBICOKMM TIpo(dujieM KIMHUYECKON 0e30MacHOCTU U TpUBEp-
xkeHHoctu. DIl gBasleTcss mpueMIeMbIM BapMaHTOM KJIWHU-
YeCKOT0 MUTAaHHUS B YCIOBMSIX TpoMmOoumTorneHuu IV crerneHu
¥ HAJIMYMSI MYKO3UTa TSKEJIOM CTeNeHM, OJHAKO MMEET Psia
OCJIOKHEHUM, CBI3aHHBIX C SKCIUIyaTallMe 30H1a.

JKcmpakopnopanbHblil homodepes ¢ 8-Mon
B NIeYeHUU ocmpoil U XpOHUYECKol peakyuu
«MpancnaaHmam npomus Xo3auHa»

y aemeil

M.J. Manosa, H.I'. Crenansu, P.P. ®arxyimn,
JI.C. Cmupnosa, T.3. Anues, 1.0. Koctapea, K.A. Cepreenko,
H.A. Bypaaka, T./. ITorémkuna, }0.B. Jlo3oBan,
N.10. Tpymkosa, B.C. Epmakosa, B.B. 2Koros,
O.1. Unnapnonosa, K.!. Kupruzos, C.P. Bapdoaomeena
HUU JIOul um. akad. PAMH JI.A. Jlypnosa ®I'BY
«HMMUI] onxonoeuu um. H.H. baoxuna» Munsopasa Poccuu, Mockea
AKTyanapHOCTh. AT10-TT'CK mImmpoko mpuMeHsIeTcsl B MUPO-
BOI1 MPaKTUKE [UIST ICYCHUST Pa3TMIHBIX OHKOJIOTMUECKUX U Te-
MaToJIOTUYeCcKuX 3aboneBaHuit. Octpas u xpoHudeckas PTIIX
SIBJISIIOTCS Cepbhe3HBbIM ocyioxkHeHueM mocie awno-TI'CK, oco-
OCHHO y MaIMEHTOB JETCKOT0 W MOAPOCTKOBOTO BO3pacTa. DKC-
TpakoprniopaibHbIii (horodepes (DKD) 3apekoMeHmoBan cedst
Kak 3(GEeKTUBHBI UMMYHOMOAYJIMPYIOIINI METON TepaIruu
PTIIX. I1pu naHHOM crioco0e JieueHus1 MPOBOAMUTCS cernaparus
MOHOHYKJIeapoB (TMM@OLMTOB) MOCPEACTBOM adepesa ¢ Imocjie-
IYIOIIUM O0JlydeHUEM KJIETOYHOIO MPOAYKTa YiabTpadroaeToM
B MPUCYTCTBUU (POTOCEHCUOUIU3AaTOpa, B KaUyeCTBE KOTOPOIO
HCIoJib3yeTcs 8-MeTokcuncopaieH (8-MOIT).

IHemm m 3amaum — MpeaCTaBUTh KIMHWYECKUE CIydal Jede-
Hus octpoid PTIIX meuenu u xponuueckoit PTIIX koxu u ee
npuaaTkoB, cyctaBoB y nauueHToB HWUU J10Oul.

Marepuaasl u Metoapi. B HUM J1Oul’ npoBeneHsl aiio-
TI'CK maumnenty ¢ OMJI u 6oapHOMY ¢ M C. [1s iedeHust 1mo-
CJIeIYIOIINX OCIOXHEHUH B BUIe OCTpoii 1 XxpoHndeckoi PTIIX
OCYIIIECTBJIEHO BBITTOJHEHNE ceaHcoB DKM ¢ ucroyb3oBaHUEM
cemaparopa Spectra Optia u anmapara mig DK® LumiLight,
a Takke ceHcubunusupytolero ¢poroareHTa 8-MOITI.

Pesyasratel. Maavuuk C., 14.2em, OMJI. I[layuenmy nposedera
anno-TICK om podcmeenHoeo noaHocmvio coMecmumozo OOHOPa —
opama, 10/10 no HLA. B pannem nocmmpaHcnaaHmMayuoHHOM ne-
puode y 604bH020 HAOAHOANUCH 0CA0JICHeHUs 8 8ude ocmpoii PTITX
neuenu Il cmenenu (makcumanvHoe 3HaveHue 0ouje2o ourupyouHa —
156 mrmonv/n). Ilposodunacy xombunuposannas HMCT, ¢ mom
yucne memodom DKD. Bceeo evinoaneno § ceancog ¢ uacmomoii
2 pasa 6 nedenr. Cpeonee 3uauerue CD3-rumpouumos 6 npodykme
agpepesa — 70,9 %; 2,153 x 10° ka/a. Ha momenm 3aeepuieHus me-
panuu 3Haverue obuleeo OUAUPYOUHA DOCMUN0 pehepeHCHbIX 3HA-
uenuit (12,7 mkmons/n). B nacmoswuii momenm cpok Habarodenus
cocmaensiem 3 mec, NAUUEHM JHCUB.

PA3AEN IV
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Maavuux T., 10 2em, MJIC. ITayuenmy nposedena arno-TICK
om HepoOCMeEeHH020 NOAHOCMbIO coemecmumoeo doropa (10/10 no
HLA). Ha no3dnux cpokax (2 eoda) nocae mpancniaumayuu om-
Meuanocs pazeumue xponuueckoi PTIIX msaxcenoii hopmot ¢ nopa-
dHCeHUeM KOXCU U ee NPUOAMK08, NOOKOICHO-HCUPOBOLL KAeMHAMKU,
cauzucmoix, cycmaegos. Ilayuenmy naznauena UCT pykcoarumunu-
o6om ¢ ucnoavsosanuem DKD. Bcezo nposedeno 49 ceancos ¢ ua-
cmomoii 2 pasa 6 Hedenio, ¢ NOCACOYUUM YEeaudeHUeM UHmep-
eana medxncdy npouedypamu 0o 1 paza ¢ 2 ned. Cpednee 3HaueHue
CD3-aumehoyumos 6 npodyxme agpepesa — 73,8 %, 1,26 < 10° ka/a.
Ommeuanocy yayuuienue KAUHUMECK020 COCMOHUS 8 8Ude YMeHb-
WeHUsl 2UnepnueMeHmayuu Koxcu, paspeuenus cebopeenodooHoeo
depmamuma, nOGbIUEHUS. HAACMUUHOCIU NOOKONCHO-ICUPOBOIL
KAemuamKu, yMeHbuleHUss my20no0eulcHocmu cycmaeos. B na-
CMOAWULL MOMEHM NAUUEHMY NPOOOANCEHO NPOBEOeHUe CeaHCO8
DKD ¢ kauecmee nodoepiicusarouyeco memood UMMYHOCYNPeccul.

Bosogpr. DK® ¢ 8-MOII saBnstercsd 3G HeKTUBHBIM 1 0e3-
OINMacCHBIM METOAOM Tepanuu ocTpoil u xpoHudeckoit PTITX
y aeteil. Ero npuMeHeHre MOXET CYIIeCTBEHHO YJIy4YIIUTh UC-
xonel JeyeHus U KK mocne amno-TI'CK.

Jdcmesuoneiipodbnacmoma y nemei:
COBpeMeHHoe cocmodaHue npobnembi.

Onbim HMUL| ArOM um. Amumpusa PorayeBa

JI.H. Mawmenosa, /I1.B. Illesuos, 1.H. Bopoxmnos, H.C. Ipaues
DOIBY «HMHUIL JITOU um. Imumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AKTyaJabHOCTb. DcTe3uoHelipobiactoma (DHDB), wusBect-
Hasl Takke Kak ojibdaktopHas Hb, npencrasnser coboit 3HO
HEMPO3KTOAEPMAIBHOTO TTPOMCXOKACHUST, UCXOsIIee U3 000-
HSTEJIBHOTO 3MUTENIUS TTOJIOCTH HOCA, HOCOIJIOTKM M peIleT-
yaToro JjabupuHTa. OMyX0Jb XapaKTepHU3yeTCs IJTUTEeIbHBIM
6eCCUMITTOMHBIM MH(MUIBTPATUBHBIM POCTOM. Y 83,6 % maru-
eHtroB DHb nuarHocTupyercst Ha MMO3IHUX CTAIUSX, B TOM YUCIIe
C pa3BUTUEM OTHAJIEHHBIX MeTacTa3oB. PenkocTh marosioruu,
0COOEHHO B IETCKOI TTOITYJISIIIU, SIBJISIETCS TJIABHOM MPUYMHON
Pa3pO3HEHHOCTH JIUTEPATYPHBIX JaHHBIX O KJIMHUKO-OMOJIOTH -
YECKOM TTOBEIEHUU OITyXOJIM, TIPUOPUTETHBIX METOIaX JICUCHMSI,
OB, BCB u nporHo3se 3aboJieBaHUsI.

Ienu u 3aga4u — MPOBECTU aHATU3 JIUTEPATYPHBIX JAHHBIX
00 2MUAEMUOJIOTUY, KIMHUYECKOW MPe3eHTAllMU, METOIAX M-
arHOCTUKMU U noaxoaax K Tepanuu DHD y neteil. JlemoHcTpauus
COOCTBEHHOTO OITBITA.

Marepuajsl U MeToabl. B ocHOBY HacTosiieid paboThl IMo-
JIOXKEHBI JaHHBIE O 12 mammeHTax ¢ mmarHo3oM DHB, korto-
pble nedunuch U Habmoganuck B HMULL ATON M. Amut-
pus PoraueBa B mepuon ¢ 2012 mo 2023 . Kpurepuem otdopa
SIBIUINCh JAHHBIE THUCTOJOTUYECKOTO WCCICIOBAHUS TIOCIIEO-
MepallOHHOTO MaTepHuaia WA IIepecMOTpa TUCTOJIOTUICCKIX
MpenapaToB MOCIe TIPOBEACHHOTO paHee 00CIeIOBaHUS B IPY-
TuX Je4eOHBIX yupexmeHusx. COop M aHaIW3 JaHHBIX TTAIlM-
€HTOB MPOBOIMJICS Ha 0a3¢ TOCIUTAIBHOTO PErucTpa, apXuBa
OTHEJICHUS ITIaTOJIOTUYSCKON aHATOMUM M TOJUKIMHUYECKO-
ro apxvBa. BpIIM M3y4eHBI W IIPOAHAIM3UPOBAHBI MCTOPUU
0oJIe3HEe, TUCTOIOTUICCKIE W LIMTOJIOTMYECKIE 3aKITIOUCHUSI,
3aIMMCHU B TTOJIMKIMHUIECKIX KapTaX, HEITOCPEACTBEHHBIC 1 OT-
IaJCHHBIC PE3YJIBTaThI JICUCHUS.

PA3QAEN IV

PesynsraTel. CoOOTHOIIEHHE TIOJIOB pAaCHpeAenioch clie-
ayiomuM obpazoM — 10 MyXuuH M 2 >KeHIIUHBI. 3aboseBa-
€MOCTb 3apEeTUCTPUPOBAHA B KaXJIOW BO3PACTHOW TrpyIre OT
0 mo 18 met. MenmaHa Bo3pacTa coctaBmia 13 et (pa3bpoc — oT
0 mo 17 net). Tpu nauueHTa ObLIU UCKIIOYEHBI U3 JalibHei1Ie-
ro aHaJM3a B CBSI3U C OTCYTCTBMEM KAaTaMHECTUYECKMX JAHHBIX.
Tlepuon HabmoneHus: coctaBua ot 8§ no 120 mec. MenuaHa —
24 mec. IMarunernss OB — 100 %, BPB — 89 %. OauH nauueHT
HaXOJUTCSI Ha dTalle JIeYeHUsI 110 MOBOJY peliMarBa 3a00jeBa-
Husl, elle 1 — Ha 9Tane mporpaMMHOIM Tepanuu. PagukanbHbie
orneparuy ObLIU BBIMIOJHEHBI B 67 % ciiydaeB. HepanukaabHbIe —
B 33 %. Bcem manmeHTaM mocje HepaaMKaabHBIX OIlepalluii
Ha3HaueHO KOHCepBaTUBHOE JieueHue. Takum o6pa3oM, Haubo-
Jiee OIPaBIAHHOM SIBIISIETCS METOAMKA XMMUOJIYUYEBOM Tepanuu
C orepalMeil Ha 3aKJII0YMTEIbHOM 3Talle JICYeHUsI TIPU YCIOBUU
OCTATOYHOI OITYyXOJIH.

BoiBoasl. OHDB sBisieTcst KpaitHe peakum Bapuantom 3HO
y JeTeid, 4To, KaK W ObUIO CKa3aHO BbIIIE, MPeIOTpeaesieT
CJIOXKHOCTU (hOPMUPOBAHUSI €IUHBIX MYJIBTULEHTPOBBIX MPO-
CTIEKTUBHBIX UCCIENOBAHNI OTHOCUTEIbHO BO3MOXHBIX MOJIU-
(ukanuii Tepanuu. Tem He MeHee MOAPOOHOE U3YYEHUE KIIU-
HUYECKUX ciydaeB namueHToB ¢ DHB u MexnucunminHapHoe
B3aMMOJIEMCTBHE MOTYT CO3aTh IPOUYHYIO OCHOBY MIJIsI IPOBE/IE-
HUs1 DyHIAMEHTAbHBIX KJIMHUYECKUX uccienoBaHuii. Ha ce-
TOIHSILIHUI IeHb HAIll aHATIX3 IMOKAa3aJ, YTO MYJIBTUMOATbHbIA
noaxof B ieueHuu aeteii ¢ OHD He mpocTo nMeeT nepcrneKTuBbI
no yiaydyueHuto nokasareyieit OB u BCB, Ho u ynyuimenus KXK
32 CUET BHEAPEHUSI TEXHUK MAJIOMHBA3UBHOM XUPYPTUU, a TAKXKE
MpUMeHEeHUST BbICOKOTOUHBbIX MeToauk AJIT. B Oynyiem HeoO-
XOIMMO CO3IaHME BCEPOCCUICKOTO peecTpa manueHToB ¢ DHB
1151 bopMUpOBaHUS 6oJiee TIYOOKOTO M BCECTOPOHHETO U3yye-
HUSI JAHHOW TaTojiornu B OymayiieM. BHe BCSIKMX COMHEHUI
XUPYPruyeckoe BMelIaTeJbcTBO y manureHToB ¢ OHbB momkHO
BBITIOTHSATHCS B CMIELUATM3UPOBAHHOM CTallMoHape denepaib-
HOTO 3HAYEHUSI, C TTOCTIEAYIOIIMM COCTaBICHUEM IIJIaHa Tepanuu
¥ HaOJIOIEHUS.

Onbim ucnonb30BaHuda aymonoruyHoil
U annoreHHoil mpaHcnnaimayuu
reMonoamuyeckux CmaeoJioBbiX KNemok
y Aemei ¢ Heiipo6nacmomoil rpynnbl

BbIGOKOI0 PUCKa

E.A. Muxaiiiosa!, C.A. Kynesa' 2, E.M. Cenuypos' 2,
P.1. Xa6aposa’?, K.M. Bopokmmunosa', D./I. T'ym6arosa’,
I0.I. ®emoxkoBa', A.A. Kynésa!,

10.K. CemenoBa?, I'A. CaxayrauHos?

'OIBY «HMHUI] onkonocuu um. H H. [lemposa»
Mumnzopasa Poccuu, Cankm-Ilemepbype;
2PrbOY BO CIIGI'TIMY Munzopasa Poccuu

AkTyamsHOCTh. Dbronornueckast rereporeaHocts Hb mpu-
Bejla K TPUXOTOMMU3ALIMM TepareBTUUYeCKoi cTpareruu. He-
CMOTPSI Ha pa3pabOTKy HOBBIX METOHOB JICUCHUsI, IIPOTHO3
y nauueHToB ¢ HB rpymnmbsl BHICOKOTO pucKa peluauBa/mpo-
TPECCUPOBAaHUS TO-TIPEKHEMY OCTaeTCsl HeOIarorpUsITHBIM.
B nocnenHee BpeMs uccieaoBaTeIbCKIE TPYIIbI IO U3YYEHUIO
HB y nereii mpomeMOHCTPHUPOBAIN BEICOKIE TTOKA3aTEIN BHIKH -
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BaeMocTu npu ucnosibzoBanuu BATIXT c nocneayromeit TTCK.
B Hamrem mcciemoBaHUKM MbI OOOOIIMIINA OITBIT MUCITOJIb30BaAHMST
ayto- 1 auo-TI'CK, npoBeneHnHbix nociae BATTXT y mauueHTOB
TPYIIIbI BHICOKOTO PHCKa PELMIMBA/TIPOTPECCUPOBAHUSI.

Ieau u 3a7a4u — MPOBECTU aHAIU3 OCIOXHEHUI U 3 beK-
tuBHOCTU NipuMeHeHus BITIXT ¢ TTCK y maiiueHTOB IpyImbl
BBICOKOTO PHCKA.

Marepuansl u mMetoabl. B uccienoBaHue ObUIM BKJIIOYEHBI
cBeneHus o 31 marmenTte ¢ Hb rpyniibl BEICOKOTO prcKa pelu-
JIMBa/TIPOTPECCUPOBAHUSI, KOTOPHIM Ha 3Tarie KOHCOMWAAIUU
pemuccuu 6buta mpumenena BJITIXT ¢ TI'CK. Single ayto-
TI'CK nposenena 19 (63,3 %) 6onbHbIM, tandem ayto-TITCK — 6
(20 %), amno-TI'CK — 6 (19,4 %). Manbuukos 65010 20 (64,5 %),
neBouek — 11 (35,5 %). Bospact maimeHTOB KoJjiebasics oT 2 Me-
csues 1o 11 netr. Amrmunduxanus rena NMYC Obuia oOHapyke-
Hay 9 (29 %) 6ombHBIX, HpyTHUE abeppatuu —y 5 (16,1 %). [lepen
araroM BJITXT craTtyc «mmosnHast peMuccusi» umenu 15 (48,4 %)
JeTeil, «uactuuyHasi pemuccusi» — 12 (38,7 %), «crabuausanus» —
4 (12,9 %). Bcero 6bi10 nipoBeaeHo 37 TI'CK. Pexxumbl KOH-
IuioHupoBaHus 1pu single n tandem ayto-TI'CK Bximouanu
Tpeocynbdan + mendanan, Tuorena + ukinodochamun, Kap-
oortatuH + aronos3un + mendanan; npu awto-TITCK — duy-
napabuH + tuortena + MendanaH. Koropty ucrtopuuyeckoro
KOHTPOJIST cocTaBUIM 17 neTeii rpyrimmbl BBICOKOTO PUCKA, B KOH-
comnannio kotopeix BIAITXT ¢ TT'CK He nmpoBoaunacs.

Pesyasratel. B 100 % Obuta BbIsIBICHA TeMaTOJIOTHYECKast
TOoKcMYHOCTDL [V crenenu. MHGEeKIIMOHHBIE OCIOXHEHUS IU-
arHocTupoBaHbl B 24 (96 %) cay4dasx nociie ayro-TTCK u B 6
(100 %) nocne amno-TI'CK. ITemopparuyeckuii CMHAPOM pa3-
Buicst y 5 (20 %) maumenrtos mocie ayro-TITCK uy 3 (50 %)
nocne ayuto-TICK. B 20 (80 %) u B 6 (100 %) ciyyasix mocie
ayTo-TIT'CK u amno-TI'CK cOoOTBETCTBEHHO JIMAarHOCTUPO-
BaH MYKO3uT. CepaeuyHO-COCYIUCThIE OCIOXHEHUS BBISIBJICHBI
B3 (12 %) u 2 (33,3 %) nabmonenusix nocie ayro-TT'CK u ai-
10-TT'CK cootBeTcTBeHHO. HeBposiornueckue HapylueHusT Q-
arHoctupoBaHbl TosbKO nocie BJIITXT ¢ ayro-TI'CK (3, nnu 12
%), paBHO KaK ¥ HapylLIeHUs cIyXa — ToJIbKo nociie ayto-TI'CK
(2, wnn 33,3 %). ITodyeuyHast u meyeHOYHAsI TOKCUYHOCTD B 3 pa3a
yaire obutn puarHoctupoBaHbl mocie BIATIXT ¢ amno-TI'CK.
CpenHUid CpOK TIPYDKMBJICHMSI ayTOTpaHCIUIAaHTaTa OTMEYCH
Ha 11-e cyTku, ayjmoTpaHcIianTata — Ha 14-e cytku. IToka3za-
Te BBDKUBAEMOCTH OBUIM TOCTOBEPHO DPA3IMYHBI B KOTOPTE
ncropudeckoro koutposs u rpynre ¢ TTCK. OB, BCB u crie-
mududeckas BeIKUBaeMocTh B rpyrme 6e3 BATTXT cocraBuim
11,1 £ 74 %, 15,6 £ 5,4 % u 14,9 + 9,6 % COOTBETCTBEH-
Ho, B rpymnme ¢ BAIIXT — 67,3 £ 9.7 %, 50,3 = 11,7 %
u 77,7 £ 8,9 % coorBerctBeHHOo (p = 0,00389, p = 0,00023
u p = 0,00001 COOTBETCTBEHHO).

BoiBoapl. O6namas TonepadenbHBIMUA TTOOOYHBIMU 3 heK-
tamu, BATIXT ¢ TI'CK crtana ocHOBHO# JieueOHOI omuuei
y maineHToB ¢ HbB rpynmbl BRICOKOTO pucKa peluauBa/mpo-
rpeccupoBanus. LlenHocts TanmemHoit ayro-TI'CK, a Takxke
TpaHCIUIAHTALIMU OT TaIIOMACHTUYHbBIX JOHOPOB 3aCIyXKMBAeT
JaJbHeMIero o0CyXIAeHMS, MPU KOTOPOM CJIenyeT YUYMThIBaTh
pa3IMYHbIE aCIeKThl, HAIPUMED, PEKUM KOHAMLIMOHUPOBAHUSI
M COCTOSIHME CaMOro IalueHTa.
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NanunnapHas KapyuHoMa WuUmoBUAHoIl
Menesbl y femeii: oco6eHHOCMU meveHus

M. Munanenosmny, A.A. CemenoB, H.A. T'opckas,
P.A. Yepnukos, I'.C. Kymm-3ane, A.B. 3o0Tyxo0,
C.O. Benosepos, X.P. Pamxkaoosa
Kaunuka evicokux meduyunckuii mexnonoeuti umenu H.HU. [lupocosa

DIbOY BO «Canxm-Ilemepbypeckuii 20CyoapcmeenHblil YHUGepcumem»

AxkTyansHoCcTh. 3HO IIIUTOBMIHOM 3KeJIe3bl — caMbIe PacIIpo-
CTpaHEHHbIE OITyXOJIM 3HJIOKpUHHON cucteMbl. Hanbosee pac-
npocTpaHeHHO (hopMoii 3HO mmMTOBUAHOM 3KeIe3bl BRICTYITACT
nmanmuuisipHasi KapurHoMa (1K), kotopasi BeisiBsietcst B80—85 %
ciyyaeB. C 2011 mo 2021 . B P® 3a6oneBaemocts 3HO muTo-
BUIHOI Xeje3bl y aeteil Beipocia Ha 100 %. Mosomoii Bo3pact
CBsI3aH C 0oJiee arpecCMBHBIM POCTOM M 0O0Jiee YacTbiM MeTa-
crazupoBaHuem I1K, XoTs1 mporHo3 ocraercst 6J1aronpusTHbIM.
CorjacHO HaIMOHAJIBHBIM KIMHUYECKUM PEKOMEHIALIUSM,
xupypruyeckoe JedeHue I[IK y geteit MOXET MNpPOBOIAMUTHCS
B 00beME TeMUTUPEOUIIKTOMUU WU TUPEOUIIKTOMUM, a MPU
HaJMYMU PErMOHAPHBIX METACTa30B COMPOBOXKAAETCS JIMMGO-
nuccekuueit. ITocae TUpEOUIIKTOMUM MOXKET ObITh Ha3HAUYEHA
panmoitonreparust (PYT). Bonee TouHBIE PEeKOMEHIALMU TIO
BEICHMIO MALIMEHTOB B 3aBUCUMOCTH OT BO3PacTa OTCYTCTBYIOT.

e u 3apaum — u3ydyeHue ocooeHHocTeit TeueHust [1K mm-
TOBUIHOU XKe€JIE3bl y AETEH.

Marepuajsl 1 MeTOIbI. VcciienoBaHue TPOBOIMIOCH B OT/IE-
JIEHVU DHIOKPUHHOM XUpPypruu Ha 6a3e KJIMHUKY BBICOKUX Me-
nguuuHcKux texHonoruii um. H.W. TTuporosa CII6I'Y. Yactbio
MCCJICIOBAHMUSI CTaIM JAaHHBIC CIUIOIIHOTO PETPOCIIEKTUBHOIO
aHaJu3a uctopuii 6one3nu 324 nereit, MOJYYUBIINX XUPypraye-
CKOE€ JIeYeHHe 10 MOBOY MaNWLISIPHOIO paka IUTOBUIHOM XKe-
ne3bl ¢ 2011 mo 2022 1., a TakxKe JaHHbIE MPOCIIEKTUBHOIO aHa-
JIM3a IIPOTOKOJIOB ITOCTOIEPATUBHOIO JICUEHUS PaIMOAKTUBHBIM
tonom 127 maiyeHTOB, KOTOPBIM JaHHBIA METO ObLT ITOKAa3aH.

Pe3yasratsi. [1K ObL1a rucTosiornyecku noaTsepxaeHa 'y 232
(71,6 %) neBouek 1 92 (28,4 %) manpunkoB. KonudecTBo qeBouek
6oJiee ueM B 2 pa3a IPEBHIIIAI0 KOJIMIECTBO MaTbUMKOB U B TIpe-
nmyoepTaTHOM Bo3dpacte (1o 10 y1eT) u 'y AeTeii crapiiero Bo3pacTa.
PasneneHue mo Bo3pacTy MpoOBOIMIOCH B CBS3U C OTCYTCTBHEM
BJIMSTHUSI TIOJIOBOTO co3peBaHus Ha AeTei muamme 10 get. Omny-
XOJIb Yallle sIBjsiaach MyasThdoKanbHoi (p = 0,01) wiu ounate-
panbHoii (p = 0,0007) y nereit 1o 10 j1eT, UMEHHO OHU Yallle Me-
TactazupoBaiu B peruoHapHbie JIY (p < 0,001). bonee BaxkHbIM
(bakTOpOM, BIUSIOIIMM Ha METaCTa3MPOBAaHUE OITYXOJIU, BBICTY-
Jia OUIaTepaIbHOCTh IO CPAaBHEHUIO C MYJIBTU(OKATBHOCTHIO
(p = 0,006). CpenHulii IPOIIEHT MopaXeHHbIX JIY B LieHTpalb-
HOM KJIeTYaTKe IIer y MaJlbuukoB coctaBuia 57,50 £ 30,70 %,
YTO OOJIBIIE IO CpaBHEHUIO ¢ aeBouykamu — 37,17 £ 30,44 %
(p <0,001). Ja"nHast 3aKOHOMEPHOCTb HE HA0JII01a1aCh B OTHO-
IIeHUY OOKOBOM KJIETYATKU 1Ieu. ¥ nerei mianiie 10 et BbIsIB-
JIEHO 0oJiee YaCcToe METacTa3uPOBAaHUE OITYXOJIM B perMOHAPHBIC
JIY (p = 0,005). OtnaneHHble MeTacTa3bl HaOJIOOAIMCh Yallle
y MaJIbYUKOB, 10 CpaBHEHMIO ¢ AeBoukamu (p = 0,038). CpenHuii
pa3Mep OIyXoJieil, MeTacTa3upylolIuX B OOKOBYIO KJIETYATKY
ey, ObLT 3HAYUTEJbHO OOJIbIIIe IO CPABHEHUIO C OITyXOJISIMH,
MPU KOTOPBIX MeTacTasbl oTcyTcTBOoBaIM (p < 0,001). MeTacTtassl
B OOKOBOI1 KJIeTYaTKe IIer HAOII0AaIMCh B 00JIee MOJIOJIOM BO3-
pacte mo cpaBHeHMIO ¢ neTbmu ctapiie (p < 0,001). bonee yeM
Tpetu manueHToB (36,73 %) mocie onepaTMBHOIO BMEIIaTe b~
ctBa 6bUTa HasHaueHa PUT. T10 nHa6momancs mocie 1-ro Kyp-
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ca PUT y 86,88 % neteii. JIByKpaTHEIil TipueM ObL1 Ha3HAYEH
B 8,20 %, TpexkpaTHblii — B 1,64 %, yeThipeXKpaTHbIi — B 2,46 %
M NISITUKpaTHBIN — B 0,82 % ciyyaes.

BoiBoapl. He Ob11M 0OHapyKeHbl 3HAUYMMbIE pa3iduMsl B Ie-
orore I1K y geTeii B 3aBUCMMOCTU OT MoJjia ¥ Bo3pacTa, KpoMe
OOJTBIIIErO MPOIIEHTA TTopaxkeHHBIX JIY B IIEHTpaIbHOM KJTeTYaT-
Ke 1IeU 1 0OJIbIIEe YaCTOThI OTAAJEHHbIX METACTA30B Y MaJlbul-
KOB, B Bo3pacTe 10 10 JeT 10CTOBEpHO OOJIBIINIA pa3Mep OITy-
xosiu ObL1 y AeBouek. Y geteit ¢ nedotom ITK panbuie 10 et
OTMevaJicsl 3HAUMTEebHO 00Jiee pacnpoOCTpaHEHHBbIN OMyXoJie-
BBII TIpoLIecC ¢ OOJIbIIEH YacTOTOM MYyIbTU(OKABHBIX, OUJIaTe-
PaIbHBIX OITyXOJel U TUM@POTeHHbBIX METaCTa30B.

Pe3ynbmambl neyeHua nayueHmos
¢ renamobnacmomoil B BO3pacme
no 6 mecaues. Onbim HVMHUL ArOM

um. imumpus Porauesa

P.A. Mouceenxko!, JI.T. Axananze!, A.B. ®umn?, .. Kum3,
I.C. Pabaes!, E.B. ®eoktucrosa‘, H.H. Mepkyos!,
A.B. Meremun?, I'.B. Tepemenko', B.B. Illykun',

T.B. Illamanckas', C.P. Bapgoaomeesa’, /1.10. Kauanos'
'OIBY «HMHUI] ITOH um. Imumpus Poeavesa»
Mumn3zopasa Poccuu, Mockea,
2[ocydapcmeennbiii nayunoiii yenmp Poccuiickoti Dedepavuu
DIBHY «Poccutickuii HayuHblil yeHmp Xupypeuu
umenu akademuxa b.B. I[lemposckoeo», Mockea;

IBY3 «Mockosckas 20poockas orkoao2uueckasn 6oavhuua No 62
Jlenapmamenma 30pasooxpanenus copooa Mockewvr», Kpacnoeopck;
‘PIIKb — dpunuasr ®rA0Y BO PHUMY
um. H U. Ilupoeosa Mun3zdpasa Poccuu, Mockea;

SHUU JIOul um. akao. PAMH JI.A. Jlypnosa ®I'BY
«HMHI] onxonoeuu um. H.H. Baoxuna» Munzopaea Poccuu, Mockeéa

AkTyamsHOCTh. ['B — camas vacTas mepBHYHAsS 3JI0Kade-
CTBEHHasl omyxoJib neyeHu y pereit. Ipynmoit SIOPEL npose-
JeH Psi MCCIIeAOBaHUIA, HAIPaBJIEHHbIX HA OLICHKY BJIMSIHUSI
BO3pacTa Ha XapaKTepUCTUKU OTYXOJIM M MCXOIN 3a00JieBaHUS
(P. Dall’Igna, 2017; B. Haeberle, 2020). [IponeMoHCTpUpOBaHO,
4yTO 0O0Jiee CTApLIMii BO3PACT KOPPEIUPYET C XYMIIMM IIPOTHO-
30M 3abosneBanus. [1pu aTOM Tepamnusi neTeit paHHero Bo3pacra
MOXET MPEACTaBIATh TPYAHOCTU 3a CUET MOTEHIUAJIbHO OoJiee
BBICOKOI YaCTOThI TOKCUYECKUX OCIOXHEHUI TPOBOANMOLO Jie-
YeHUS.

Ieau u 3aga4u — U3YYUTh KJIMHUYECKUE XapaKTEePUCTUKU
1 3(pdexTUBHOCTH Tepanuu namueHTos ¢ I'b B Bo3pacre 10 6 me-
CS1eB, OJIyYaBIIUX JieueHUe 1o npotokoiam rpynmsl SIOPEL.

Marepuanbl U Metoabl. B uccienoBaHue BKIIOYEHBI I1a-
LIUEHTHI ¢ Bepu(UUMPOBAaHHLIM AuarHo3oMm I'b, monydaBiine
teparmmio B HMUILL ITOU nwm. JImutpus PoraueBa m PHIIX
uM. akaa. b.B. TlerpoBckoro 3a nmepuon ¢ 02.2012 o 02.2022 .
(120 mec). [Inst ctpaTuduKaUy Ha TPYIINLI pUCKa UCITOJb30Ba-
nch kputepun rpynmisl SIOPEL. 1o 2017 1. Bce manimeHTHI cTpa-
TUGULIMPOBAIMCH B TPYMIIbI CTAHAAPTHOIO M BHICOKOTO PHCKa,
noyganu jedeHue 1o npotokonaM SIOPEL-3 SR u SIOPEL-4,
¢ 2017 . npoBoaunack nuddepeHurnpoBaHHas Tepanus I Ma-
LIMEHTOB TpyMIibl BhICOKOTro pucka (mpotokos SIOPEL-3 HR)
1 oueHb BbICOKoro pucka (mpotokoi SIOPEL-4). BerkuBae-
MOCTb OlleHuBajach o metony Kannana—Maliepa. AHaJIU3 BbI-
JKMBAeMOCTHU TMpoBeaeH 1o cocTostHUIo Ha 01.04.2024.

PA3QAEN IV

Pe3yabTaTsl. 3a nepro uccaeaoBaHUS 3aperucCTpUPOBaHO 27
GoJBHBIX B Bo3pacte 0 10 6 MecsiieB, 4To coctaBuiio 20,3 % Bcex
nauueHToB ¢ I'b. Bce oHM mosyyanu tepamnuio mo mpoToKojam
rpynnbsl SIOPEL 1 Obuu BKJTIOYEHB! B aHaIU3. MenuaHa BO3-
pacTta Ha MOMEHT nocTaHoOBKM auarHo3a I'b cocraBuna 3,4 mec
(pazopoc — 0,0—6,0). CootHomrenue m:a1 — 1:0,58. ¥V 2 (7,4 %)
nuarHoctupoBaH CBB. Pacnipenenenue o ctagusim PRETEXT:
I —7 (25,9 %) maumenros, II — 11 (40,8 %), III — 9 (33,3 %)
O6oabHbIX. [lallMeHTOB ¢ OTHAJGeHHBIMKM MeTacTa3aMM He
oTMeueHo. PacnpeneneHue Mo rpyrmnaMm pucka: CTaHIapTHBIA
puck — 24 (88,8 %), Bbicokuii puck — 2 (7,4 %), oueHb BBICO-
kuit puck — 1 (3,8 %, cioHTaHHBIN pa3pbIB ONyX0Jn). Meauna-
Ha ypoBHs1 ADIT y manMeHTOB ¢ M3BECTHBIMKU TOYHBIMU 3HAYe-
HusMu (n = 24) Ha MOMEHT MOCTaHOBKM IMAarHO3a COCTaBUJIa
409 014,31 ur/mu (pa3dpoc — 34 130,68—2 785 576). B2 (7,4 %)
cilyyasix IMarHo3 MocTaB/ieH 0e3 Mopdoornyeckoi Bepruprka-
vy, MoHoTepanusl UCIIaTUHOM TipoBeaeHa 22/24 (91,6 %)
narmeHTaM. OCJIOKHEHUST Tepaliiyi He TTO3BOJIMIIN 3aBepPILINUTD
Bce 6 mpeanmurcaHHbIX KypcoB 1 (4,2 %) 6oapHOMY. OOBEM OT-
CpOYEeHHOM omepauuu: pesekuus — 24 (88,9 %) maumenTa,
tpaHcrutanTauus — 1 (3,7 %). OTcpodyeHHas oreparys He Ipo-
BeneHa 2 (7,4 %) 60ybHBIM. PannKaabHOCTh OTCPOYEHHOM OTie-
pauuu (n = 25): RO — 23/25 (92 %) mauuenra, R1 — 2/25 (8 %).
Menuana HabmogeHus — 79,9 mec (paszdbpoc — 2,5— 37,5).
M3 27 maumeHTOB, BKIIOUEHHBIX B McclienoBanue, 25 (92,6 %)
kuBbl, 2 (7,4 %) noru6nu (1/2 — nHOEKIIMOHHBIE OCIIOXKHEHMUS,
1/2 — neroyHoe KpoBOTEYEHME TIPU Pa3BUTUM KOAryJonaTuy Ha
(boHe 1Mppo3a IMeyeHU HEesSICHOTO TeHe3a). MeracTaTMyecKue
peunauBbl oTMeueHbl y 2/27 (7,4 %) GoynbHBIX, 00a MalKueHTa
>KUBBI TIOCJIE€ TIPOBENCHUST TPOTUBOPELIMANBHON Tepanuu. I1s-
trnetHass BCB u OB cocrasmim 85,2 £ 6,8 % w 92,6 £ 5,0 %
COOTBETCTBEHHO.

BoiBoapl. [lonyyeHHBIE NaHHBIE CBUACTEIBCTBYIOT O OJia-
TONPUSITHBIX XapakTepuctukax ['b y meTeit mepBbIx 6 MecsieB
XKW3HU C MPEeBATMPOBAHUEM TMALIMEHTOB IPYMITbI CTAHAAPTHOTO
pUcCKa U OTCYTCTBUEM OOJBHBIX C WHUILIMAIbHBIM MeTacTaTH-
yeckuM mopaxkeHueM. [IpoBoaumasi coBpeMeHHasi pUCK-aaar-
TUPOBAHHAS Tepanus MO3BOJSET JOCTUTHYTh MoKa3aresneir OB,
npesbimatonmx 90 %.

Onbim Habnwoaenua gemei ¢ mepamomMamu
B CmaBpononbCKoM Kpae
(onucaHue KnNUHUYeCKoro cnyvasa)

B.T. O3epoBa, .A. Ctpemenkona, I'.B. BeikoBa
I'bY3 CK «Kpaesas demckas kaunuueckas 6oavHuua», Cmagponons
AKTyaJapHOCTh. KpecTIIOBO-KOMUMKOBAsI TepaToMa — HaM-
OoJiee pacrpocTpaHeHHasl BPOXACHHAsI OIyXOJb, BCTpeYaeTCs
¢ yactotoii 1:35 000—40 000 HoOBOpOXIAEHHBIX. PucK Manurum-
3alMM Y HOBOPOXKIEHHBIX COCTaBJsieT MeHee 5 %, y nereid 10
1 roga — 6osee 60 %, y neteii crapiie 1 rona — 6osee 75 %.

HEJIH M 3312491 — OIMMCaHME KIIMHUYECKOIO ciryvasd.

MarepuaJsi 4 MeToabl. [IpoaHanu3rpoBaHo 12 KIMHUYECKUX
CJTyyaeB JIeTeil C IMarHo30M TepaToMa KPECTIIOBO-KOIMUUKOBOM
ob6sactu. M3 Hux 10 maimeHTOB MOCie XUPYPrUIeCcKOro jeye-
HUS B TIEpUOJIe HOBOPOXIEHHOCTH, 2 — 03 MepBOHAYaIbHOTO
JeueHust. Y 4 nereit 3apeructpuponana [13 (ManurHuzanus).

Pesyawratel. Jlesouka, 2 2o0a 8 mecaues. IIpu poxcdenuu y pe-
berHKa 8bis61eHO 00PaA308aHle NPasoil 1200u4Hol odracmu. Buinoa-
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HeHo yoaneHue obpazoeanus ¢ pesekuyuel konuuxa. Ilo pesysoma-
mam 2ucmon0eu4ecKoe0 Uccredo8anuss OUaeHOCMUpo8ana 3penas
mepamoma. Pexomendayuu no ounamuueckomy Habaodenuro He
cobarodanucs. Co cnoe mamepu, 09.03.2022 pebenok yoapuics se0-
JuuHOll 004aCcmblo, Nocae Yeeo 3amMemunu OblICmpblil pocm 00paso-
sanus. Pebenok nepecman camocmosmensHo nepeodsueamocs, Cman
NAGKCUBBIM, OMKA3bI8AACA OM edbl, HAOA0AACA YHAUEHHbLI CMYA
MansiMu NOPYUAMU. DKCMPEHHO 20CRUMANU3UPOBAHA 8 omaoeeHue
eemamonoeuu u demcioti onxkonroeuu I'bY3 CK KJIKb e. Cmaspo-
noas. Ilpu nocmynaenuu cocmosinue pebenka KpaiiHe msicenoe 3a
cuem HaAu4us UHMOKCUKAYUOHHO20, NAPAHEONAACMuU1ecKoeo U 60-
1€6020 CUHOPOMO8, 0eNK080-3Hepeemu4ecKkas HedoCcmamo4HoCHb.
Koocnvie nokposwl bnednvie, yepmol auya 3aocmpensl. Ha kooce
2PYOHOIL KaemKU U nepeoHell OPouHoll CMeHKe GbipANCCHHbLI 6e-
HO3HbLI pUCYHOK. 2KUBOM 3HAMUMENbHO YBeAUHeH 6 pasmepe, Hanps -
JICeH, NaNbnupyemcs YHNAOmMHeHUe no 8celi N08epXHOCMU nepeoHell
oproutHotl cmenku. B sieoduunoii obnacmu 06pazosanue npomaiceH-
HOCMbIO 0M NOSACHUYHOU 004acmu 00 NPOMEeNCHOCU, pasmepamu
56 x 24 cm, naomuoe, Oyepucmoe, 001e3HEHHOE, MENCbA200UY -
Has 6opo3da omcymcmeyem; HA HNOGEPXHOCMU 00pA308aHUS
umeemcs uHguabmpam 6aeposoco ueema. Yposewv ADII om
25.03.2022 — 160 140 ME/ma. Y3U om 24.03.2022: ¢ s200uunoii
obaacmu onpedensemcs 0ONOAHUMENbHAS CMPYKMYpa pasmepamu
120 x 125 x 94 mm, komopas coeduHsemcs ¢ y3108biMU CPYKMY-
pamu 6 marom mazy odwumu pazmepamu 68 x 83 x 74 um. Onpe-
densgemcs eenamomeantiss ¢ MOMANbHLIM @MOPUUHBIM NOPAJICEHU -
em napenwxumol. B anueacmpuu — yznioeas cmpyKkmypa pamepamu
95 x 64 x 82 mm. KT ¢ konmpacmuwim ycusenuem om 25.03.2024:
NapeHxumMa Ae2kKux ¢ HaAu4uem MHONICECMBEHHbIX 04a208bIX CIPYK -
myp, 6oaee 15 ¢ kaxcdoii cmoponsl. Ileuenv pesko yseauueHa
8 pasmepax, ¢ MHOJICECHBEHHbIMU 04a208bIMU 00PA308AHUAMU.
K nesoii done newenu npusexcum y3znoeas cmpykmypa pazmepamu
77 x 72 x 66 mm. Maskue mrxanu 200Uy, U naxoevix obaacmei
deghueypuposansl 3a cuem 00seMHO20 00PA308AHUA, PACNPOCMPA-
HAIOUWe20Ccs Ha MAblil mas u 1200ulbl, NPOPacmas mazogoe OHo,
o0wum pazmepom 17 x 14 x 10 cm. Tazosoe koavyo pacuiupero,
Kpecmuy080-KoN4UuKo8ble N0360HKU 8MOPU4HO usmenenvl. Onpede-
JASIOMCS 04A208ble UBMEHeHUs 8 NOACHUYHBIX NO360HKAX HA YPOBHe
L3—L5, ¢ komnpeccuonnvim nepeaomom LS. B naxoewvix obracmsx
onpedensromes Koneaomepamol usmenenuoix J1Y. C 30.03.2022 no
03.04.2022 — kypc XT no cxeme PEI ¢ pedykuyueii 003 Ha 30 %.
06.04.2022 koncmamuposana cmepms pedeHKa.

BoiBoapl. Pe3ynbraThl HAOII0AEHUS I€MOHCTPUPYIOT HEOOX0-
JTUMOCTb IUCMAHCEPHOro HAOMIOAEHUS B TIOJJTHOM OOBEME B Jie-
KpeTUpOBaHHEIE CpoKU. [IpeeMCTBEeHHOCTh B HAOIOIEHUN 3TUX
MaIMeHTOB Ha CTAlIMOHAPHOM M aMOYJIaTOPHOM 3Talle JeTCKUM
XUPYPToM, AETCKUM OHKOJIOTOM U TTeIUaTpOM, a TaKKe KOMII-
JTAGHTHOCTB POIUTENICH MalleHTa ¥ HaOJIIOJAloIINX ero Bpauei
MO3BOJISTIOT CBOEBPEMEHHO TUAarHOCTUPOBATh TPaHC(HOPMALIIIO
3penoit Tepatombl B 3HO. PaHHee Havaio Tepanuuy 3J10KauyecT-
BEHHBIX TEPATOM Y JIETCi ITO3BOJISIET TOOMUTHCSI MaKCHUMaTbHOM
2(OEKTUBHOCTHU B JICUEHUU.
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Bo3MoMHOCMU mepanuu Hedpo6nacmombl
rpynnbl BLICOKOTO PUCKA: ONUCaHUe

RNUHUYECRKOro cnyvyana
H.IO. IInmaesa, O.B. Crimyak

BY XMAO — IOepuvi «Huosicneeapmosckas okpyscHas KAuHUu4eckas

demckas 601bHUUA»

AktyansHocTh. Exxeromno 8 XMAO — FOrpe auarHoctupyer-
cs ot 1 1o 3 HoBbIx cimydaeB HB y neteit. Teparust HB ocymiects-
JgeTcss Ha 0a3ze HMXHEBapTOBCKOW OKPYXKHOUW KIMHUYECKON
JIETCKOM OOJIBHULIBI, 32 UCKJTIOUEHUEM CIIOXKHBIX XUPYPTUUECKUX
cinyyaeB, TTCK u JIT. HB rpyniibl BBICOKOTO pricKa COCTaBIIsI-
et 6osee 50 % ciyyaeB 3a00JieBaHUSI U OIIPEC/ISCTCS CTaNUEN,
BO3pPaCTOM M MOJIEKYJISIPHO-TEHETUYECKUM CTATyCOM OIyXO-
Jm. [TporHo3 y maiueHTOB TPYMIbl BBICOKOTO PUCKA OCTAETCS
HEOJIarONPUATHBIM, HECMOTPS Ha NPUMEHEHUE KOMILIEKC-
Holl Tepanuu. BepostHocTh mutensHoir BCB He mpeBbiliiaeT
32—42 %. JaHHBII KIMHUYECKUI CTydail JeMOHCTPUPYET BO3-
MOXHOCTHU JieKapcTBeHHOoI Tepanuu Hb u TecHoe B3auMoneii-
CTBME PETMOHAIbHOU KJIMHUKU U (peiepasbHOro LIEHTpA.

He.]'[l/l " 3aJa49Y41 — IIOJCJIUTHCA OIIBITOM BCACHHA IMallMCHTA
¢ Hb I'PYIIIIBI BBICOKOTO PUCKAa M BHEAPCHUA COBPEMCHHLBIX MC-
TOAOB TCpaIlM1 Ha pCrMOHaJIbHOM YPOBHE.

Marepuaisl 1 MeToabl. Pebenky 6 6o3pacme Henoanvix 3 nem
yemanoener duaeno3 HB npasoeo naonoueunuka (aseycm 2016 e.),
IV cmadus (memacmasvl 6 Haokarouuunvie J1Y cnesa, JIYV
eopom npaeoil nouku, kocmu, KM), ~N-MYC-neecamus-
Hasa, Oeneyus Ip He obHapyucena, Odeseuyus 11 q23), epyn-
na evicokoeo pucka. Ilpu cyunmuepaguu c mematiodbeH3u-
neyanuounom (MHUBI)  evisenens:  namonoeuveckue — ouaeu
8 NpoeKyuu JCUeoma cnpasd, npagozo niedd, npagoeo U Aeo20
npeonaeuvsi, npaeoil 0edpeHHOU Kocmu, Npasoll u 1eeoll eoe-
Hu. IIposedena komnnexcHas unoykuyuonnas mepanus (NB-2004
¢ aseycma 2016 e., nocae 5-20 610Ka 8biNOAHEH XUPYpUHeCKUll
oman 6 obseme AaNAPOMOMULU, MYMOPAOPEHANIKMOMUU CNPasa
(HMHUI] JITOH um. Jimumpus Poeauesa), nocmmepaneemuueckui
namomopgo3 I cmenenu, aymo-TICK, ougpghepenyuposounas me-
panus 13-yuc-Pemunoesoii kucaomoii ¢ JIT na obaracms ocmamou-
Hott onyxoau (HMUILL ITOH um./Imumpus Poeauesa)). Ilo 3a6ep-
weHuu nposedeHo KoHmMpoavHoe oocaredosarue: KM canuposan, no
Oannvim cyunmuepaguu ¢ MUBT coxpansaiomea no3umugHulii o4ae
Manbix pasmepos U HU3KOU UHMEHCUBHOCMU 8 NPOeKuuu npaesoll
eonenu, koncmamuposan 40. B mapme 2018 e. npu cyunmuepa-
duu ¢ MUBT svisienena ompuyamensras OuHamuka (HakKonaexue
PDII 6 npoexyuu sucouroii kocmu, meaa S1 nozeonka, nooezooul-
HbIX KOocmeil, KOCmsAX npasoil u 1eeoll 20aeHu). Bmopas aunus me-
panuu: upunomekar + memo3zonomud, npogedero 9 kypcos. Ilo
Oannoim cuyunmuepaguu ¢ MUBT coxpansiomes akmusHble oaeu
npexcteii nokanuzayuu. C anpeas 2019 no utons 2021 2. — noddep-
acusarowas mepanusi METRO-NB 2012. Coxpansemcsi npexcHuil
MHBT-nosumugnuiii cmamyc. C ageycma 2021 2. — monomepanus
memo3zonomudom, écezo 25 kypcos. Ilpu KoHmpoasHom 06caedo-
BAHUL COXPAHAIOMCA O4azu namonoeuueckozo Haxkonaenus MUBT
6 npoeKyuy masa, 1e6020 6edpa, npu cpagHeHUU ¢ Uccaedo8anuem
om Hos0psa 2021 e. ommeueHa noaojcumenvHas OUHAMUKA 8 eude
HUBEAUPOBAHUSI 04A2a NAMOA02UHECK020 HAKONAEHUs 8 NpoeKyuu
npaeoii eoneHu u ymeHvileHus uHmencusHocmu Haxkonserus POII,
cmabuauzayus 601e3HuU.

Pesyabrathl. B kauecmeée nOCMKOHCOAUOAUUOHHOU mepa-
nuu nposedena UT /b, 5 kypcoe ¢ aseycma 2023 e. Ilpu cuum-
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muepaguu ¢ MUBT om sauneaps 2024 e. coxpansiomes ouacu
namonoeuueckoeo Haxonsenus MHBT ¢ kocmax masza u segoii
bedpennoii kocmu, 0e3 ompuyamenvroil ounamuku. Ilocaednee
KoHmpoabHoe oocaedosanue 6 urone 2024 2., no dannoim KT/MPT
U muenoepamme — cmabuausayus 601e3HuU.

BoiBoapl. ITanventka ¢ HB rpymnmbsl BEICOKOTO puUcKa, UMe-
fo111asl KpaitHee HeOJIaronpusTHbIE MPOrHOCTUYECKUE (haKTOPbI
puCKa, MOJIy4YrJIa UHTEHCUBHYIO MHAYKIIMOHHYIO, TTOIIEPXKUBa-
IOIIYI0 U MOCTKOHconuaanuonHyto UT ¢ qocTuxkeHneM KOHT-
poJist Haa 3a00JieBaHUEM B T€UEHUE § JIET.

Cnyyai mamenoil aymouMMYHHOl
remoaumuyeckoil anemuu y pebenka

C MpaHcnNNaHMUpPoBaHHOIl NEYeHblo

H.M. Ilonkosa, I'.A. Boiiko,
E.N. Ipomakosckas, B.I'. [TaxmyToB
bIAY3 OJIKb, Openbype

AKTYyaJIbHOCTb. AyTOMMMYHHasl TeMOJMTUYECKAasT aHEeMUs
(AUTA) y neteit — KpaliHe-peakoe 3abojieBaHME, COIPOBO-
KAaroleecsl ONnpeaeeHHbIMU CJIOKHOCTSIMU MPU TUArHOCTUKE
u BoiOOpe Tepanuu. Ele Gosibliie CI10XXHOCTE BO3HMKAET IMpH
pasButun AUTA y mamyeHToB ¢ TpaHCIUIAHTUPOBAHHOMN Teue-
HbIO, TaK KaK B TaHHOM cJyJyae ee HeoOoxonumo auddepeHiim-
poBaTh OT HapylleHus GYHKIMU TpaHCcIUIaHTaTa. B mutepatype
OIMCaHO HecKojibko ciyyaeB AMIA mocie TpaHCIaHTaluuy
MEYEHU Y IETEH.

eau u 3apauu — onucanue ciaydast AUTA y pebeHka ¢ TpaHc-
IJIAHTUPOBAHHOM MTeYEHBIO.

Marepuanbl u MeToabl. Vi3ydueHue MarepuasioB MeIUITMH-
CKOM KapThl, pe3yJbTaTOB 00CIeIOBAHUST, KIMHUYECKOE Ha0JII0-
JieHue.

Pesyabratel. Maavuuk, 1 200 5 mecsauyes, b1 cocnumanu3upo-
ean 6 TAY3 OIKF e. Openbypea ¢ nodo3peHuem Ha OMMOPICEHUe
mpaucnaanmama neenu. M3 anamuesa: ¢ poxcoenus nabarodancs
€ CUHOPOMANBHOU hopMOTI OUAUAPHOL ampe3ul, NO 080Ty KOMOPOIl
6 gospacme 5 mMecsaues GblNOAHEHA OPMOMONUYECKas MPAHCHAAH-
mayusi 1e8020 1amepasbHo20 CEeKmopa neveHu Om JHCUB020 poo-
cmeeHHo20 doHopa (Mamepu). /laumensHo nOAY4AA MAKpoOAUMYC,
medpoa. CocmosiHue peberka yxXyouunocs 3a 2 0Hs 00 eocnumani-
3ayuLL: CMan 851bIM, COHAUBbIM, OMKA3bI8AACS 0M edbl. 3amem nosi-
8UNACH BbIPAICEHHASL OAOHOCTb, JCEAMYUHOCMb, 00bIUKA, PGOMA,
nomemHerue mouu. Jlocmasnren 6 omdenenue peanumayuu ITAY3
OIIKE e. Openbypea. Ilpu nocmynienuu cocmosiHue Kpaine ms-
acenoe. Cosnanue cnymanmoe. Moiweunsiii monyc chuxcer. Koca
0ne0Has ¢ UKmMepuyHOCMbv0 U MpamopHocmolio. /vixanue cmouy-
wee. Odvluika cmewanHo2o xapakmepa 6 nokoe. B aeekux dvixanue
8e3UKYASIPHOE, XPUnblL He evicayuiusanuce. Tonsl cepdya pummuy-
Hble, maxukapdusi. 2Kueom docmynen nassnayuu 8o écex omoe-
aax. Ileyens +3 cm, cenezenxa 1,5 cm uz-noo kpas pebeproii dyeu.
Cmyn o0b0biuHOU OKpacku, be3 namonoeuueckux npumeceii. Moua
ceemaas. Tlpu obcaredosanuu evisisnena msicesas anemus: (eemo-
anobun — 30 e/n, spumpoyumor — 0,5 < 10"/n) ¢ aeiixoyumosom,
Hellmpoghunesom, yckopenue CKOpocmu 0ce0anus 3pUumpoyumos,
wuzouumot — 0 %, nopmoyumor — 43:100, nosviuenue acnapma-
mamunompancpepasvl (ACT) do 342,2 Ed/»a, aranunamunompan-
cqpepazol (AJIT) do 193, 1 Ed/a, JUIT do 1234 Ed/a, 6uaupybuna oo
158,4 mKmonv/a 3a cuem HenpsaMOo20, CHUICEHUE NPOMPOMOUHOB020
uHoekca, ubpuHoeena, yoruHeHue aKkmueupoBaAHHO20 YaACMUUHOO
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mpomobonaacmunogoeo eépemenu. Ilpoba Kymbea pesio noaodicu-
menvHas. [lpu onpedesenuu epynnol Kpogu — NAHAAIOMUHALUS.
B moue oonapyscena JIHK LIMB. [1o dannvim Y3U mpancnaanmam
neueHu 6e3 cmpyKmypHbIX U3MeHeHUil, OupQy3Hbie U3MeHeHUs na-
penxumbl cenezenxu. Ilauyuenmy evicmasnen duaenos: AUIA, ms-
acenas gopma, kpus. Ocywecmsums UHOUBUOYANbHYLIL NOOOOD He
ydanocs, npoeodunocs nepeauganue ommoimuix Ipumpovuumos O (1)
epynnol kposu, Rh (—). Ilo coenacoeanuro ¢ mpancnianmonoeom
ommenen makpoaumyc. Haznavena nyavc-mepanus npeoHu3010HoM
30 me/xe/cym Noe 4 ¢ nepexodom Ha nepopanvHulil npuem
2 me/ke/cym. Buinoaneno 3 ceamca naasmagpepesa, nposoounocs
ssedenue BBUI 1 e/ke/kypc, anmubakmepuarvHas, npomu-
8ocpubKosas mepanus, NAA3SMOMPAHCHY3UU, BANCAHUUKAOBUD.
Ha smom one npodoaxcancs axmugHwlii eemoau3s, cOXpaHsanacy
mpaHchy3uonHas 3asucumocms. Yuumoelieas omcymcmeue om-
eéema Ha I-10 aunuo mepanuu, HasHaven pumykcumad 375 me/m?
eHympusernno Noe 4 1 paz 6 Hedenio, mukogenorama mopemun
45 me/ke/cym c nocmeneHHOU ommeHoll entoKoKopmukoudos. [locae
2 @gedenuii mepanus pumykcumMadom npeKpauena 6 cesa3u ¢ KoH-
maxkmom no eempsnoil oche. Ha ¢one dannoeo neuwenus docmue-
Hym noauwtit 10 (I110), gynkuyus mpancnaaHmama ocmasanacs
yooeaemeopumenvhoil. Manvuuk guinucan 6 y0081emeopumensHom
COCMOAHUU C HOPMAAbHBIMU NOKA3AMeNaMU KAUHUYeCK020 U OUo-
XUMUHECKO020 AHAAU308 KPOBU, KOA2YA02PAMMbL.

BoiBoapl. B cBSI3U ¢ ypoBHEM pa3zBUTUSI OTEYECTBEHHOM
TpaHcIUIaHToJoruu TpodiaemMa AWMTA mocie TpaHCIUIaHTaLUKU
CTAHOBUTCS OYeHb akTyajabHOU. HeobOxomumo nanbHeiiiiee ee
n3yyeHue u GopMUPOBAHKE ITPOTOKOJIOB JICUCHUS.

Hanuepomamo3 GprowuHbl y Aemei
C MArKOMKaHHbIMU CapKOMaMmu,

aHanu3 2 cnyyaes

I.I'. Panynecky, H.C. dextsapesa, M.B. Beioryposa
TbY3 CII6KHnIICBMII(0) um. H.Il. Hanaaxkosa

AKTyanbHOCTh. MeTacTaTnyeckoe TOpakeHue OpIOIIMHBI
WM KaHIlepoMaTo3 OpIONIMHBI BCTpevaeTcsl y AeTeid Kpaii-
He PeAKO M MOXET ObITh JMAarHOCTUPOBaH Ipu pasHbix 3HO
(MSATKOTKaHHBIE CapKOMBI, omyxoJib Bunbmca, 3051, kapuuHo-
Mmbl). [IporHo3s 3aboneBaHus 10 HEIaBHET0 BpeMeH! ObL1 HebJ1a-
ronpusiTHbIi. COBpeMEeHHbBIE OIIIMU Jal0T BO3MOXHOCTD YTyd-
IIUTh PEe3YJIBTATHI JICYCHMUS.

Ieaun v 3ama4n — 0030p JTUTEPATYPHBIX TaHHBIX B LIEJSIX OI-
TUMM3ALUUU TIOAXOAOB K JIEUEHMIO AeTell ¢ KaHLepOMaTO30M
OpIOILLIMHEIL.

MaTepna.Jm M MeToAbl. AHAIN3 2 IHainMeHTOB C METaCTaTnu-
YECKUM ITOpaXKCHUEM 6pIOHII/IHI>I C MATKOTKaHHBIMM CapKoMa-
MHU.

Pesyavratel. Ilayuenm H., 3 200a, ¢ obpa3zoeanuem & neoii
naxoeoii obaacmu. Boinosnena buoncus obpazosanus 6 obaacmu
16020 cemeHH020 Kanamuka. lucmonoeuueckuil ouaeHos — m-
opuonanvras PMC. Ilo dannvim KT-uccaedosanus — ¢ S10 aesoeo
neeK0e0 ouae pasmepamu 23 x 12 mm, Hakanauearoujuii Konmpacm,
6 OPIOWIHOIL NOA0CMU BU3YANUIUPYEMCA CANbHUK, UHPUABMPUDOBAH -
HbIIl MEAKUMU Y3108bIMU 00PA308AHUAMU, CAUBAIOUWUMUCS MeNCOY
€000i1 N0 MUNY «CANbHUK08020 NUPO2a» U OMOEAbHO Aedcalyue Y310-
8ble 00pa306aHUs 60016 Kancynvl newenu 00 22 < 8 Mm caesa u 60046
ma3zoeoil oprouunsl caeea do 15 x 11 mm. Ilayuenmy nposedero
9xkypcog [1XT coenacho kaunuveckum pekomenoayusm Munzopasa
Poccuu o0aa epynnor ¢ unuyuanrvhvim memacmasupoganuem. Iloa-
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Has pemuccusi KOHCMamuposana nocae 5-2o Kypca mepanuu (0au-
uote KT, MPT). Ilocae 9-e0 kypca npogeden onepamueéublii sman
AeHEHUS. — Pesu3Usi, OMEHMIKMOMUS, YOaleHUue 1e8020 CEMEHHO20
Kanamuka u 1e6020 auuka. I1o 0aHHbIM eucmosoeu4ecko2o 3aKaio-
YeHUss — MKAaHb 6e3 Npu3Hakose onyxoneeoco pocma. Om JIT npu-
HAMO peuienue 6030epicamncs. B nacmoswuii momenm navyuernm
noayuaem noddepycusarouiyio IIXT (sunopenrbun u sHookcam).

Tayuenmka, § nrem, ¢ 604bWOL ONYX0AbIHO OPIOWHOL NOAOCTU.
Ilo danubim MPT-uccredoéanus kapmuna MHO20Y3108020 006eM-
H020 00pa306aHusi, HEOOHOPOOHOU, NPEUMYUECEEHHO COAUOHOU
cmpykmypbl pazmepom ~ 15,3 x 7,0% 10,0 cm. Obpazosanue pacno-
A0JCEHO 8 NOAOCMU MAN020 MA3A C PACRPOCMPAHEHUEM 8 OPIOUHYIO
noaocmo u 3a6prouuHHoe npocmparncmeo. Kanyepomamo3s oprouiu-
HbL ¢ hopMUposaHUuem KAHUEPOMAMO3HbIX UHDUABMPAmOo8 y nepeo-
Hell OprouHOll CMeHKU Ha YpoeHe 004buioeo canrvHuka. Ilopaxcenue
n00830owHbIX U Kapouoduappaemanvivix JIY. Acuum. Boinoanena
buoncus oopaszosanus. Tucmonoeuueckuii duaenos: decmonsacmu-
ueckas Meakokpyenoksemounas onyxoav (IMKO) ¢ mpancioka-
yueit EWSRI. Jleuenue coenacHo KAuHU4eCKuM peKoMeHOauusim
Munzdpasa Poccuu 045 epynnvt nAyUeHmMos ¢ UHUYUANbHBIM Mema-
cmasuposanuem. Ilocae 7 kypcos IIXT nposedeno kKoHmpoavhoe
obcaedosanue. Ilo dannoim MPT u KT kapmuna eduruunoeo ony-
X041€6020 0eno3uma HAod Mo4esbiM NY3bipem ¢ YeMmKUMU POGHbIMU
KOHmMYypamu HeoOHOPOOHOU CMPYKMYypbl 34 Cuem KalibyuHamos,
aKmugHoO Hakanauseaioueeo kKowmpacm. JlocmueHyma Xopouias
yacmuunas pemuccus. Boinoanen onepamuenbiii sman nevenus —
cyomomanvras mazosads NEPUMOHIKIMOMUSL, yoaieHue HaA0NCeHUl
Ha bprowiute no08300wHbIX obaacmeli, omenmaKmomus. Buympu-
oprowHas eunepmepmuuecKas xumuonep@ysus (yucniamun + 0ok -
copyouuun). Ilo Oannvim eucmonoeuu: carbHuUK — 0e3 Onyxoneevix
KAemoK, mamepuan OprOwUHbL — Mepanesmu4eckKuii namomopgos
I-1V cmenenu. Ilo danuvim KT, évinosnennoll uepes mecsy, ony-
X04e6blX 00pPaA306aHULL 8 OPIOWHOL NOAOCMU U MAAOM MA3Y He 8bl-
seaeno. Tlayuenmie naanupyemcs Xumuony4eeoil 5man mepanuu.

BoiBonpl. CoryiacHO JIUTEpaTYypHBIM TaHHBIM TIPOTHO3 3a-
0oJIeBaHUS TIPU MSTKOTKAHHBIX CApPKOMAax C KaHLEPOMATO30M
OpPIOLIMHBI MOXET ObITb OTHOCUTENbHO OjaronpusiTHeiM. L{n-
TopenyktuBHas xupyprusi u [1XT (kenaTeabHO C MPUMEHEHUEM
BHYTPUOPIONTHON TUTIEPTEPMUIECKON XuMuonephy3un) sBisi-
IOTCS TJITaBHBIMU UHCTPYMEHTAMU B YJIyYLIEHUHU ITPOTHO3a 3200-
nesanusi. OOTydyeHue Bcell OPIOITHON MOJIOCTU PEKOMEHIYETCS
B OOJIBIIIMHCTBE ClTy4daeB, U o0si3arenbHo pu JJMKO.

MukconanunnapHbié 3neHAUMOMDbI
y Aemeil u NOAPOCMHKOB

E.A. CanpaukoBa, I.H. Kacuu, M.A. Cenuenko,
B.B. I'opnocraes, JI.!. ITamyma
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea
AKTyasbHOCTh. MUKcOManmwuispHas aneHauMoma (MD) —
peakasi ~ OIyXoJib,  BCTpevalomascs  MPEeuMYyIleCTBEHHO
Yy TIOJPOCTKOB/MOJOIBIX B3pocibix. Hanbonee wacrast joka-
JIU3alusl — KOHYC CIIMHHOTO MO3ra, HO BO3MOXHBI U JIPYTHE
(B TOM umcIie 3KCTpaHEeBpAJIbHBIC) ToKan3aluu. Kak npasusio,
MDD — omnyxoJib HU3KOW CTENEHU 37I0KAa4eCTBEHHOCTU € OJiaro-
MPUSATHBIM TPOTHO30M. bojiee arpeccuBHOe TeueHue 3aboJe-
BaHUSI OTMEUYEHO Y JETeil ¢ BO3MOXHOCTBIO TpaHCGhOpMaluu
B aHaruiacthuueckytro MBO. OcHoBHoIi MeToj JiedeHUs1 MO —
XUpyprudeckuii. B enmHuaHbIX nyonukanusax (n = 15/18/122)
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CTEIIeHb PE3eKINH OMYXOJIH MPEACTaBIcHa OCHOBHBIM ITPOTHO-
ctuecknM pakropoM (P. Bandopadhayay, 2016; H.C. Agbahiwe,
2013; K.M. Lucchesi, 2016). BBumxy Majaoro KoJmyecTBa Ha-
OJIFOIEHWIA M OTCYTCTBUSI €IMHOTO MOIXoAa K Tepanuu MD Her
U eIUMHOTro MHeHMsT 0 Heobxommmoctr JIT u mmoka3aHMSIX K ee
npoBeaeHuto. V. Barton et al. (2010) BbIsIBIeHa runepaKcnpec-
cust B MD renoB HOXB13, NEFL, PDGFRa, npuknagHoe/
MMPOrHOCTUYECKOE 3HAYEHNE KOTOPOI 10 HACTOSIIETO BpeMEHU
HE OTIpeeJIeHO.

Ienu v 3aaa4M — TIPEACTAaBUTH TPYIITY MAIMEHTOB ¢ Bepubu-
nuposBanHoii B DI'BY «<HMUI AT'OU nm. Imutpust Porauesa»
Munsapasa Poccuu M3.

Marepuansl u Metoabl. [IpoananunsupoBaHo 39 maimeHTOB
¢ MO 3a niepuon 2013—2024 rr. Bo Bcex cirydasix ObLT TpOBeeH
pedepeHc TUCTOMOTUYECKOTO MaTepuaia B MaTOJOTOaHATOMM-
yeckoM otaeneHun ®I'BY «<HMUL ATOU um. Amutpus Pora-
yeBa» MuH3npaBa Poccuu ¢ Bepudukanueit amarnoza MD. Me-
IvaHa HabmoaeHust — 3,6 rona. MenyaHa Bo3pacTa OCTaHOBKU
nuarHosa — 13 jer. Jlokanuzamus: MOSCHUYHO-KPECTIIOBBIN
cermeHT (n = 37), akcTpaHeBpasibHas (MMOAKOXKHAsST ATTEHAUMOMA
KpPeCTIIOBO-KOMIMKOBOI obnactu) (n = 2). Peruaus: nokaib-
HbIl (1 = 5), MeTactatnyeckuii (n = 3).

Pesynbratel. Pesekuus omyxonu (n = 39): RO — 27 (70 %),
R+ — 6, Rx — 6. Tlocie pesexuuu omyxonu: RO — 9 manmen-
tam ipoBeneHa JIT (1 permaus), 18 O0IBHBIX O HAOIIOIEHUEM
(3 peumnmBa); R+ — 3 manuenTtam nposeneHa JIT (1 peruaus),
3 OOoNBHBIX oA HabmoneHueM (2 peruauBa); Rx — 1 mammeH-
Ty nipoBeneHa JIT (mamee — HabGmoneHWe 03 MPU3HAKOB PeIIy-
JIBa IO HACTOSIIETO BpeMEeHHU), 5 OOIbHBIX MO HAOIIONeHUEM
(1 peuuous). Beero 8 peumnuBoB B rpymiie. Tepanust peruan-
BoB: omepauus (n = 6), JIT (n = 1), onepauus u JIT (n = 1).
TpexuetHssa BopkuBaemocts: OB — 100 %, BCB ¢ JIT — 88 %,
6e3 JIT — 73 %.

BreiBoapl. MO — penkas oryxosb ¢ 0ojiee arpecCUBHBIM T10-
BejeHUEM y JeTeit. Jlokaausyercsi IpeuMyIeCTBEHHO B IOSIC-
HMYHO-KPECTLIOBOM OT/eJie CIIMHHOIO MO3Ta, TAKXKEe MOXKET pa3-
BMBaThCsl 9KCTpaHEBpaibHO. BO3MOXHO pa3BUTHE JIOKAJIbHbBIX
1 MeTacTaTUYeCKUX PeLMAMBOB 3a00eBaHusa. OCHOBHOI METOJ,
neueHust MO — xupyprudeckuii. Boripoc o JIT no-npexHemy
nuckyrtadeneH. g moHMMaHus: OMOJI0rMYeCKUX 0COOEHHOCTE
ONYXOJIM U BBIPAOOTKM €IMHOM TepareBTUYECKOM CTpaTeruu
(peureHue BOIpPOca O HEOOXOIMMOCTU U 00beMe MPOTUBOOITY-
XOJIEBOIO JIeUeHusI) TpeOyeTcsl aHaau3 OOJIbILIel TPYIIIbI Maly-
€HTOB, a TAKXXe M3yYeHNEe MOJIEKYJIIPHO-TEeHETUYECKIX 0COOEH-
HocTeilt MD.
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BbICOKOA03HAA nonuXumuomepanusa
C nocneayowei aymonoruyHou
mpaHcnnanmayueil reMono3mu4yecKux
CMBONOBbLIX KNEMOK B MaHAEMHOM peRume
y Aemeil ¢ Heiipobnacmomoi:

Onblim OAHOI0 YeHmpa

J.C. Cvupnosa!, T.3. Anues!, 11.0. Kocrapesa!,
E.b. MauneBa'- 2, K.A. Cepreenko’!, H.A. Bypaaka',
T.U. ITorémkuna', 10.B. Jlozosan?, 1.10. Tpymkosa',
B.10. Epmakosa!, H.I.Crenansn', M.JI. MaJjosa!,
P.P. ®arxymwmn', M.B. Py6anckas', A.Il1. Kazanues!,
K.N. Kuprusos!, C.P. Bapdoaomeena’

THUHU 10ul um. axad. PAMH JI.A. lypnosa OI'BY
«HMHUII onxonoeuu um. H.H. Broxuna» Murnszopasa Poccuu, Mockeéa;
2PIKB — ¢uauar ®ITAOY BO PHUMY
um. H 1. Ilupoeosa Munzopasa Poccuu, Mockea

AKTYyalIbHOCTD. YIYUIIICHUE Pe3yIbTaToOB JieueHUs neteii ¢ Hb
TPYIIIBI BHICOKOTO pHCKa UCTOPUYECKH acCOIIMMPOBAHO C yBe-
JIMYEHUEM WMHTEHCUBHOCTH JieueHUs. MHTeHCcuduUKams mpo-
rpaMMHoIt Tepanuu ¢ ucnoabs3doBanuem BIIIXT ¢ nocnenyro-
meit ayro-TI'CK B TaHIEMHOM peXXrMe SIBJISIETCS COBPEMEHHBIM
MOIXOIOM B Te€paIruy KOHCOJUAauuu. JJaHHbIe KPYMHBIX paHI0-
MU3UPOBAaHHBIX HCCICIOBAHUN CBUICTEIBCTBYIOT O BO3MOXK-
HocTu U TipeuMyiectBax obecnieyenus BIATIXT ¢ ayro-TI'CK
B TAHIEMHOM PEXXUME TaHHOW IpyIIIie MalMeHTOB 0€3 3HAUMMO-
T0 YBEJIMUYCHUSI TOKCUYHOCTH.

Ilean u 3amauu — MpeacTaBUThb OMNbIT npoBeaeHust BATTXT
¢ ayto-TI'CK B TaHAEMHOM pexKume.

Marepuajsi u metoabl. B HUUW J1Oul” BAIIXT c ayro-TI'CK
B TAaHIEMHOM PEXHMME BBITIOJIHEHBI 2 maneHTaM ¢ HB Bbico-
Koro pucka. O6a 6OJTBHBIX TTOJYYMIN 6 KYpCOB MHAYKIIMOHHOM
TIXT, y o6oux ormeueH I10. B pamkax KOHCoOIMAALIMU TPOBO-
mwitack BAIXT mo cxeme troterna 900 Mr/M? mepea mepBoii
ayto-TI'CK, Tpeocybdan 42 r/m? u mendanan 140 mr/m? niepen
Bropoit ayto-TI'CK.

Pesynwratel. Ilayuenm A., 3 cooa, Hb npasoco nadnoueunu-
Ka. B paunem nepuode nocae aymo-TICK ommeuanoce pazeumue
opoghapuneeanvrnoco mykosuma Il cmenenu, nelimponenuueckoeo
sumepokoauma I cmenenu, moxcudepmuu 11 cmenenu. Bocemanos-
JeHUe 2PaHyI0yUmMapHo20 pocmKa ommeuanocs Ha 9-e u 13-e cym-
Ku nocae nepeoii u émopoit aymo-TICK coomeemcecmeenno, mpom-
oouyumapnoeo — Ha 9-e u 19-e cymxu. Ilayuenm xncue, 6 pemuccuu,
CpoK HabawoeHus — 6 mec.

Ilayuenm JI., 7 nem, 3abprowmunnas HB cresa. B pannem no-
CMMPAHCHAAHMAYUOHHOM Nepuode OMMeUanocs pazeumue opoda-
puHeeanvHoeo mykosuma Il cmenenu, Helimponenu4ecko2o sHmepo-
xoauma Il cmenenu, moxcudepmuu I cmenenu. Boccmanoenenue
2PAHYAOUUMAPHORO U MPOMOOUUMAPHO20 POCMKA 3AUKCUPOBAHO
Ha 10-e u 13-e cymku coomeemcmeenHo nocae nepeoii u 6mopolii ay-
mo-TICK. Ilayuenm xcug, 6 pemuccuu, cpox Habarodenus — 5 mec.

BoBoapl. KitmHnueckue maHHBIE TEMOHCTPUPYIOT aKTyallb-
HocTh TanaemMHou BJATTXT c¢ ayro-TI'CK y mereit ¢ HB rpymisr
BBICOKOTO pucka. Borpoc BbiOOpa pexyuma KOHIULMOHUPOBA-
HUS ocTaeTcs OUCKyTabeabHbIM. [IpoBeneHre MpOCIIeKTUBHBIX
KJIMHUYIECKUX UCCIeA0BAHU TTO3BOIUT OLICHUTD ITPOMUIH TOK-
CUYHOCTHU U PEe3YJBTaThl JICYCHUST ¢ MCITOIb30BaHUEM TaHHOTO
Moaxoma.

PA3QAEN IV

Onbim npoBefeHua BbICOKOA03HOI
nonuxuMuomepanuu ¢ aymonoruytoil
mpancnnanmayueli remonoamuyeckux

CMBONOBLIX KNEMOK nayueHmam
C ONCOKNOHYC-MUOK/IOHYC CUHAPOMOM,
accoyuuposaHHbiM C Hellpobnacmomoi

BbIGOKOI0 PUCKa

JI.C. Cmupnona’, T.3. Anues!, 1.0. Kocrapesa', E.C. Uibuna?,
0.A. Bepoekosa!, E.b. Maunesa'- 2, K.A. Cepreenko!,
H.A. Bypaaka', T.W. ITorémkuna', 1.10. Tpymkosa!,
B.C. Epmakosa', }0.B. JIozosan', M.B. Pybanckas',

K.N. Kuprusos!, C.P. Bapdoomeepa'

THUH JI0ul um. axad. PAMH JI.A. lypnosa OI'BY
«HMMUI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea;
2PIIKb — dunuar PrAOY BO PHUMY
um. H U. [Tupoeosa Munzopasa Poccuu, Mockeéa

AKTyanabHOCTb. COIJTaCHO JTUTEPATYPHBIM JaHHBIM, pa3BUTHE
OTICOKJIOHYC-MUOKJIOHYC CHHIpOMa oTMeuaeTcs y 2—4 % ma-
uueHToB ¢ HB. B ocHOBe nmaToreHe3a ONnCOKJIOHYC-MUOKIOHYC
CUHApPOMA JIEKUT ayTOMMMYHHBII MeXaHU3M HelpoaereHepa-
TUBHBIX U3MeHeHMi. CTaHgapTOM Tepannu |-if TMHWU SIBIISI-
eTCA IIyJIbC-Tepamnusl JIeKcaMeTa30HOM. MyJBTUMOIATbHBIN
MoaXoMA K Tepanuu mnaiueHToB ¢ HB rpymnmbl BBICOKOTO prcka
npeanonaraet npoeaeHue BJIIXT ¢ ayro-TI'CK. JlaHHbI#
METOJ aCCOLIMMPOBAH C BHICOKMM PUCKOM Pa3BUTHSI TOKCHUKO-
MHQEKIMOHHBIX OCIOXHEHUI, B CBSI3M C YeM HEOOXOIUMOCTh
NPOMOJDKEHUSI TEpanmuu OIMNCOKIIOHYC-MUOKJIOHYC CHUHApPOMa
MOXET SIBJISITECS IUMUTHUPYIOIIUM (haKTOPOM JUTSI TIPOBEIACHMS
BAIIXT. IlpuMeHeHWe WHAMBUIYATU3WPOBAHHOIO MOAX0IA
K JICYCHUIO TIALIMEHTOB C JAaHHBIM CMHIPOMOM IT03BOJIUT 0OeC-
MEeYNTH 0€30MAaCHOCTh KaXKIIOTro 3Talla TepaIum.

Iean u 3apauu — npeacTaBUThL OMnbIT npoBeaeHust BJATIXT
¢ ayto-TI'CK mammeHTy ¢ OIICOKIOHYC-MUOKJIOHYC CHUHIPO-
MOM, accounrpoBaHHbIM ¢ HB.

Metoapl. B HUM OOul’ BAITXT c ayro-TI'CK Ha ¢oHe
TIPOIOJIKAIOIIETOCS JIEYCHUS OTICOKIIOHYC-MUOKIOHYC CUHIPO-
Ma npoBeneHa 2 mauueHTaM ¢ Hb rpynmbl BBICOKOTO prcka.

Pesyawratel. Ilayuenm T., 7 nem, eaneauoneiipobaacmoma ne-
68020 HAONO4eYHUKA, peyudus, ONCOKAOHYC-MUOKAOHYC CUHOPOM.
Ha gpone nyavc-mepanuu oexcamemaszonom ¢ 8bicokodo3uvim BBUT
Kadcovle 4 ned ¢ 2022 e. B okmsabpe 2023 e. nposeden kypc BAIIXT
(mpeocyavghan, meagharan) ¢ aymo-TICK. Yuumoieas emopuunbiii
KomOunuposanuwiii ummyrnodeguuum nocae TICK u vicoxuil puck
Pa38UMuUs UHQEKYUOHHBIX OCAONCHEeHULl, 04epedHoll Kypc nyabC-
mepanuu 0eKcamemasoHOM 8 PaHHeM NOCIMMPAHCHAGHMAYUOHHOM
nepuode 0bia gvinoaner nocae ungysuu BBUT. [lepenec yoosnrem-
80pUMENbHO.

Hayuenm III., 3 coda, 3abprowunnas HB, oncokaonyc-mu-
oxnonyc cunopom. B eospacme 1,5 eoda (aseycm 2021 e.) ycma-
HOG/eH ONCOKAOHYC-MUOKAOHYC CUHOPOM, paspeuier Ha (ore Heli-
pomemaoboauueckoil mepanuu. B mapme 2021 e. 60300H061eHUE
nposienenull cuHopoma, no OAHHbIM KOMHAEKCHO20 00CAe008AHUs.
yemanoenena HB. B dexabpe 2023 e. nposeden kypc BIAIIXT
¢ aymo-TICK. @ynkyus mpancnianmama: Cmumyasyusi AeiKono-
93a ePAHYNOYUMAPHBIM KOAOHUECIMUMYAUPYIOUUM (PaKmopom ¢ OHsl
+5 (01.01.2024) no +12-e cymku (08.01.2024), npuxscusrenue
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aelikoyumaproeo pocmka ommeuero Ha +11-e cymku om TICK,
MPOMOOUUMAPHLLIL POCMOK 8 CMAadUU 80CCMAHOBACHUSL.

BoiBoapl. UHAMBYYyaIM3aLMs MOAX0AA K JIEYEHUIO MalleH-
Ta ¢ Hb Ha ¢oHe Tepanuu cuHApOMa ONCOKJIOHYC-MUOKJIOHYC
MOXET 00ecreynTh 0e30MacHOCTh KaXIOro 3Tama, BKIoYast
BATIIXT c ayto-TI'CK.

OHKOWUMoOMa NoYKuU y aemeil:

onucasue 2 cnyyaes

JI.A. CmupaoBa, A.M. MurpodaHosa,
H.H. Mepkynos, M.B. Texemosa, /I.10. Kauanos
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AKTyasibHOCTh. OHKOIIMTOMA — 3TO PEIKOe TOOPOKAYECTBEH -
HOe HOBOOOpa3oBaHue movyeK. OHKOLIMTOMA SIBJISIETCS BTOPBIM
IO PacIpOCTPAaHEHHOCTH HOOPOKAaYeCTBEHHBIM 00pa3oBaHUEM
MOYeK MOoCcje aHTMOMUOJIUIIOMBI, Ha JIOJTI0 KOTOPOU MPUXOIUT-
cs opsinka 3—7 % Bcex OIyxoJieil moYeK y B3pocibiX. BriepBbie
onucaHo H. Zippel B 1942 r. Kak 3/10KaueCcTBEHHOE 0Opa3oBaHuUe,
onHako B 1976 . M.J. Klein u Q.J. Valensi onucanu ee 1o0poka-
YECTBEHHBIN XxapakTep. Yallle Bcero OHKOIIMTOMAa pa3BUBAETCSI
B BO3pacTe, BapbupytolieM ot 20 1o 86 jet, ¢ npeodiasaHreM
y MyXUMH. Y JeTeil BcTpevyaercst KpaiiHe peiko. B HacTosmii
MOMEHT KJIMHUKO-PEHTI€HOJIOTUYECKU OTINIUTH OHKOLIUTOMY
OT 3JI0KAYeCTBEHHBIX OIyXOJIel MOYeK y JAeTeil 3aTpyaTHUTETb-
Ho. [To cBouM MOpPGhOIOrMUECKUM M UMMYHOTMCTOXUMHWYECKUM
MpU3HaKaM OHKOIIUTOMa MMEET CXOJICTBO C XpOMO(OOHBIM Ba-
pUaHTOM MOoYeYHO-KJIeTouHoi KapunHoMbl (ITKK).

Iean u 3apa4m — onucaHue peAKUX KIMHUYECKUX ClyyaeB
Pa3BUTHS OHKOLIUTOMBI TTOUEK Y MALIMEHTOB IETCKOTrO BO3PACTa,
nosay4dasiux jedueHue B HMUL ATOU um. [Imutpust Porauesa.

Marepuajsl 1 MeTonabl. 3a Tiepuon ¢ stHBapsa 2012 1. 1o uroib
2024 1. B ycnoBussx HMULL ITOU nm. Imutpus Porauesa Ha
0a3e IMaToJIOroaHaTOMMYECKOTO OTIAEIEHNS 3apEeruCTPUPOBAHO
2 ciy4yas C IOITBEPKIEHHBIM MOP(HOIOTMUECKAM IHUArHO30M
OHKOIIMTOMBI.

Pesyabratel. Kaunuueckuit cayuaii No 1. Jleeouka, ¢ 7 nem
nAaH080 HAOAI00AAACh Y 8pPava-ypoaoea no Nogody AOICHbIX NO-
361606 K Moueucnyckanuio. B eospacme § nem npu naanogom npo-
sedenuu Y3U OBII gvis6reno obsemHoe obpaszoearue npasoil no-
uku. B pezyabmame 0doobcaedosanus no daumnoim MCKT OBII
¢ KOHMpPACMHbIM YCUAeHUEM 8 001acmu 8epxHe20 NoACca Npasoil
nOYKU OmMeuanoce obseMHoe 00paszoeanue, aKmugHO HAKANAU-
saroujee KOHMpacmHolii npenapam, pazmepamu 3,4 < 3,6 x 3,5 cm
(V = 22 cm?), no dannvim MCKT OIK memacmamuueckux uz-
MeHeHUIl 8 Ne2KUX He B8bls8AeH0. Yuumbvleas 603pacm NAuUueHmKu
> 7 nem, KAUHUKO-peHmeeHoAo2uuecKue O0aHHvle (00semM onyxo-
au < 200 cm’), nposoduncs dupgepernyuanviolii QuazHo3 mexncoy
oukouumomoii, IIKK u negppodaacmomoii. HuuyuanvHo nposedena
aanapomomusi, pezexyus npaeoi nouku (R0). Jaumensnocms Ha-
oat0denus cocmasuaa 2 mec.

Kaununeckuit cayuaii Ne 2. Maavuuk, 3a601en 6 6o3pacme
14 aem, Kozoa nosasuaucs Hcanodbl HA YuaueHHOe MOYeUCHYCKaHUe.
Ilpu naanosom nposedenuu Y3U OF 11 6via61eno obpazosarue npa-
8oil nouxu. Bvinoaneno doobcaedosanue 6 obseme MPT 6prownoil
noaocmu, no OAHHLIM KOMOPO2O 8 BePXHEM NOAKOCe NPABO NOUKU
onpedensnocy 06pazoearue HeoOHOPOOHOU CIMPYKMYpbl, pasmepa-
mu 4,5 % 4,1 x 4,1 cm (V=239 cm’), maxauce 6 cpednem noaioce
1€6011 NOYKU onpedensnace okpyeaas kucma ouamempom 8 mm. Ilo
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dannvim MCKT OI'K memacmamuueckoeo nopajycenus neeKux He
soiseaeno. IlepsutHo GbinoAHeHa Aanapomomust, pe3eKuus npasoil
nouxu (R0O). Inumenvnocmo Habarodenus — 10 mec.

BoiBoapl. OHKOLIMTOMa — KpaiftHe peakasi 100pOKayeCcTBeH-
Hasl OMyXO0Jb MMOYEK B MEAUATPUUECKON MOMYISILIUA. YUUThIBAsI
cxoxue MophOIOTUYECKNEe U UMMYHOTUCTOXUMUYECKHE XapaK-
TEPUCTUKU OHKOLMTOMBI CO 37I0KAUYECTBEHHBIMU OITyXOJSIMU
nouek (xpomodooHsiit Tun IMKK), nuarHos tpebGyet noarsep-
KIEHUST B KCMEPTHBIX NaTOMOPGhOIOTUYECKUX JTaO0paTOPUSIX.
[MpennoyTuTeIbHBIM METOAOM JICUECHUS SBJISIETCS pPaAUuKaIbHOE
XUPYPTAYECKOE BMEIIATEIBCTBO C MOCIEAYIOIINM TIHATEIbHBIM
JTUHAMUYECKUM HaOTIOACHUEM.

Tepanua goHopcKumu CD56* NK-knemkamu
B pamMKax npotunakmuru peyupuBsa nocne
annoreHHoll mpaHcnaanmayuu KOCMHoOro
MO03ra y nayueHmoB neguampuyecKoro
BO3pacma ¢ BbICOKUM PUCKOM 0CMpoOro
MUENOoUAHOro neilko3a: onbim ompaeneHus
AeMCcKoil mpancnnanmayuu KocmHoro
mo3ra HWH [0ul um. JI.A.lyprHosa HMHUL

oHKonoruu um. H.H. bnoxuna

H.T. Crenansn, K./. Kuprusos, P.P. ®arxymwmn, T.3. Ammes,
N.0. Kocrapesa, A.I1. Kazannes, H.B. Marunsn, B.B. 2Koros,
O.1. Unnapnonosa, M.B. Pybanckas, O.M. Pomannosa,
H.A. barmanosa, T.T. Basmes, T.B. I'opoynosa,

B.T. IToxsakos, C.P. Bapdoaomeena
HUU JIOul um. akao. PAMH JI.A. Jlypnosa ®I'BY
«HMHI] onkonoeuu um. H.H. Baoxuna» Munsopaea Poccuu, Mockea

AktyaasHocts. OMJI y neTeii coctanisiet okojio 15—20 % Beex
OJI B nenuarpuun. HecMoTpst Ha riporpecc B Tepanuu, OB nanm-
€HTOB ¢ BEICOKUM pruckoM OMJI ocTaeTcst HU3KOi 13-3a YaCThIX
PeLMAUBOB 1 OCI0XHeHU nocie aedeHus. Amno-TI'CK cuura-
€TCSl CTAaHIAPTOM JICUeHUSI ISl 9TOM TPYIIIIBI ITAlIMEHTOB, HO pU-
CKM Bo3BpaTa 00J1e3HM KpaitHe BbicOKM. NK-KIeTKU SIBISIIOTCS
BaXKHBIM KOMITOHEHTOM BPOXIEHHOT0 UMMYHUTETa 1 00J1a1al0T
CITOCOOHOCTBIO YHMUTOXATh OITyXOJIeBbIe KJIETKM Oe3 IpenBa-
puTeNbHON ceHcubmmm3anuu. [IpumeHenne noHopckux CD56*
NK-knerok nociie anno-TI'CK MoxeT ycuanutb 3¢ ¢GeKT «TpaHc-
IJIAHTAT NMPOTUB JeiikeMumn» (GvL) U CHU3UTH PUCK peLIMIKnBa
0e3 yBenuueHus pucka PTITX.

Ieau u 3axa4u — oLIeHUTH 23(PHEKTUBHOCTDL U 6€30MaACHOCTD
npuMeHeHust goHopckux CD56 NK-kieTok mocie amio-
TI'CK y mauueHToB B Bo3pacte oT 0 10 18 JieT ¢ BBICOKMM pu-
ckoM OMUJL.

Marepuajsl 1 MeTOIbI. B 1icciienoBaHms BKITIOUCHBI TTAIIMCH-
THI 0T 0 10 18 JIeT ¢ BEICOKMM pUCKOM pa3BUTHS periuarBa OMJI
nocite ayuto-TT'CK, monyuasmme CD56 NK-kieTounyro tepa-
nuio nociie TpaHciantauuu. Tepanus CD56" HaTypaaibHBIMU
xkmwmepamu (NK-xmerkamm) mociae amwto-TI'CK mpencrabiser
c000#1 TEePCIIeKTUBHOE HAIpaBICHUE IS YCWICHUS IIPOTH-
BOJIEKeMI4IecKoTo 3¢ dekTa 0e3 yBEIMICHUSI TOKCUIHOCTH.
Ha 6aze HUUUM J1Oul’ um. JI.A. JIlypHOoBa mpoBeeHa 3arOTOB-
ka u tpachysuss CD56" NK-kneTok 2 manmeHTaM B BO3pacTe
8 1 9 mecseB nociie amno-TI'CK oT mMoJTHOCTBIO COBMECTUMBIX

CHUOJIMHTOB, OOWH M3 OOJBHBIX B PEXWM KOHIWLIMOHUPOBA-
PA3LEN IV
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HUs BCTYyNUJI B paMmKax pacuierieHHoi XT. O6ouM nmauueHTaM
MpoBeleHa KOHTPOJbHas MyHKUMs Ha +30-il JeHb OT TpaHC-
TUTaHTalUU B LIEJISIX BepuduUKalMy YpoBHS MUHUATBHON OocTa-
TouHoit 6ose3Hu (MOB). Ilpu moayyeHUM OTpPULIATETLHOIO
MOB-craryca 6bLI0 MPUHSITO pelleHUE O TPOBEISHUM TpaHCPy-
3un. CD56% NK-ketku B ctaptoBoii go3e 1 x 10%/Kr ¢ KOHTp-
onem mepcucreHunu NK-kierok B mepudepruyeckoir KpoBu
B LIEJISIX KOHTPOJISI U3 KOHIUEHTPALIMU.

PesyabraTel. O0a maiueHTa nepeHecau TpaHCPY3Uo yaoB-
JerBoputTebHO. KoHTposib ypoBHS NK-Kj1eTok mocie TpaHc-
(y3uu 1mokaspIBaeT MPUPOCT JaHHOU TOMYJISIIIAN B TTeprudepu-
YECKOU KPOBU PELIMITUEHTA, YTO MOXKET OBITh TTPEIUKTOPOM K UX
TOTOBHOCTH K YHMUTOXEHMIO OCTAaTOYHON OITyXOJIEBOU TOMYJIsI-
LM,

BoiBoapl. [Mpumenenne CD56+ NK-kietouHoit Tepanuu
nocie auto-TICK y neteit ¢ Beicokum puckom OMIJI sBmsieTcst
MEePCHEKTUBHBIM HAMpaBJI€HUEM, CIIOCOOCTBYIOLIUM YJIy4lle-
HUIO KIMHUYECKUX UCXOJ0B 0€3 YBETUYEHUSI PUCKA CEPbE3HbIX
ocioxHeHnit. HecMoTpss Ha 0OHameXuBalole pe3yJIbTaThl,
HEeoOXOAMMBI JajbHENIIMe KPYIMHOMACIITaOHbIE PaHIOMU3U-
POBaHHbIE UCCAENOBAHUS U151 TOATBEPXKAEHUS 3(PHEKTUBHOCTU
U pa3pabOTKU ONTUMAJIBHBIX MIPOTOKOJIOB TEPATIUH.

AHanu3 nporiocmu4eckux (pakmopos
npu Mmemacmamuyeckoil pabgoMuocapkome
y Aemeil u NOAPOCMKOB

T.B. Crpanomckas', I'.B. Tepemenko!, /I.B. JIutBuHoB!,
FO.H. JIukapp', M.B. Tenemosa', P.A. Mouceenko',
T.B. Illamanckas', A.1. Kapauynckuii!, C.P. Bapdoaomeena?,
H.C. I'paues!, 1.10. Kayanos!'
IQrbY «HMHUIL JITOU um. Imumpus Poeauesa»
Munsodpasa Poccuu, Mockea;
HUU JIOul um. akao. PAMH JI.A. ypnosa ®I'BY
«HMHUI] onxonoeuu um. H.H. Baoxuna» Murnzopaea Poccuu, Mockeéa
AkTyampHOCTB. MeTacTtatuueckass PMC, HecMOTpsI Ha MyJTb-
TUMOMAJIbHYIO TepaInio, XapaKTepu3yeTcss HeOJIarornpusiTHbIM
MPOTHO30M. MeXIyHapOmIHbIE HCCICIOBAaHUS ITOKa3aJlkd, 4TO
HUCXOI 3a00JIeBaHUS 3aBUCUT OT HaIWuusl (haKTOPOB PHUCKa I10
nporHoctryeckoit mkane O6epmuH (Oberlin score) (O. Oberlin,
JCO, 2008), Bxrovaromeit Bo3pact < 1 roma wium > 10 jieT, mmep-
BUYHYIO JIOKAJIM3alUi (OTJIMYHAsT OT TOJIOBBI/IECH, Mapame-
HUHTeaTbHOM JTOKAIN3aIliK, OPOUTHI, MOYEIIOJIOBOI CUCTEMBI),
Hammaus 3 1 0osiee 30H METACTaTUISCKOTO TOPaKeHUsI, TTopa-
>KeHus kocteit u/umm KM.

Ilenu W 3ama4u — U3YYUTh PE3YJIbTAThl JICYCHUsI MMAllUEHTOB
¢ Mertactatuyeckoit PMC, mony4aBIIMX NPOrpaMMHYIO Tepa-
nuio B HMULL IFOU um. Imutpus Porauesa, B 3aBUCUMOCTU
OT MIPOTrHOCTUYECKUX (haKTOPOB 1o 1Kajae OO0epauH.

Marepuaisl 1 MeToabl. 3a nepuon ¢ 02.2012 mo 12.2019 .
(94 mec) B HMUL AT'OU um. Omutpusi Porauesa nposedyeH
181 nauuent ¢ PMC. IlporpaMMHyI0 Tepanuio COrjacHoO IMpo-
TokoJy nedeHus: CWS guidance nmonyunnu 159 60JbHBIX B BO3-
pacte ot 0 mo 17 net, u3 Hux y 47 (30 %) mamnmeHTOB OTMeua-
JIMCh OTIAJICHHbIE METACTa3bl HA MOMEHT ITOCTAaHOBKU JIMarHo3a.
OueHka ¢akTopoB pucka 1o 1kaiae O0epJuH MpoBeaeHa s
47 GONBbHBIX.

PA3QAEN IV

PesynpraThl. MenuaHa Bo3pacTa Ha MOMEHT ITOCTaHOBKU
nnarHosa cocraBuia 80,43 mec (pasopoc — 1,5—196,2 mec).
CootHoutenue M:n coctaBwio 1:0,7. Ilpu pacnpeneseHuu 1o
BO3pacTy mpeobyiagaiu MauMeHThl B Bo3pacTe oT 1 go 9 jer
u ogpoctku: 1-9 ner (n = 35; 74 %), crapme 10 jet (n = 11;
23 %), muanuie 1 roga (n = 1; 3 %). TpexsetHsst OB u BCB co-
craBuau 55,3 £ 7,2 % u 51 £ 7,2 % coorBerctBeHHo. Pacmpe-
JIeJIeHre 110 KOJIM4YecTBY (haKTOpOB prcka mo 1kaine O6epianH:
0(n=11;23%),1(n=15;32%),2(n=9;19%),3(n=7;15%),
4 (n=15; 11 %). Ilpn onHO(AKTOPHOM aHAIM3€ Ha 3-JIETHIOIO
BCB HebnaronpusiTHO BIMSIIM NopaxkeHne Kocteil u/mnn KM
(30,9 % nipotus 69,2 %, p = 0,002), Hanuuue 3 u GoJiee 30H MeTa-
craTiyeckoro nopaxenus (28,5 % nportus 67,8 %, p = 0,01), Ha
3-netHioo OB — nopaxenue kocteit u/wnu KM (33,3 % nipotus
73 %, p = 0,004), Haaumuaue 3 u 6oJjiee 30H METaCTaTUIECKOTO 10~
paxenus (31,5 % npotus 71,4 %, p = 0,01). IToka3zarenu BbIKM-
BaeMOCTH B 3aBUCMMOCTH OT KOJIMYeCTBa (DAKTOPOB pUCKa JJIsI
rpymibl ¢ < 2 — 3-nmetHsss BCB 65,1 £ 8,1 % u OB 68,5 £ 7,8 %,
ansg rpynnbl ¢ > 3 — 3-nmetHass 1 BCB u OB cocraBuiu
16,6 = 10,7 % (p = 0,001).

BoiBoapl. [lo pesynsrataM JaHHOTO HCCIEMOBAaHMS BBISIB-
JIEHBI TIOATPYMITBI AIMEHTOB ¢ MeTactatuueckoir PMC ¢ pas-
JIMYHBIMU TI0KA3aTeIsIMA BbDKMBAEMOCTU B 3aBUCHMOCTU OT
KoJImyecTBa (pakTOPOB PUCKA COTIIACHO TTPOTHOCTUYECKOM ITKa-
Jie OGep/IvH, 4YTO MO3BOJISIET UCIIOIb30BaTh TaHHYIO LKAy I
OIIEHKH TTPOTHO3a 3a00JIeBaHMS U TITIaHUPOBAaHUS OObeMa Tepa-
MUY B JAHHOU KOTOpTeE.

Pe3ynbmambl NeYeHus IKCMpaKpaHuanbHbIX
3N0KaYecmBeHHbIX pabaouanbiX onyxonei

y Aemei

M.B. Teaemosa'!, H.H. Mepkynos', A.B. HeyecHiok!,
C.P. Tampmos!, JI.T. Axananze" H.A. BoJbmakos',
A.IO. Yceprukuna', A.M. Murpodanosa', I.M. KoHosaos!,
A.E. JIpyii', E.B. Paiikuna', T.B. Illamanckas’,

C.P. Bapdoaomeesa?, H.C. Ipaues!, JI.1O. Kauanos!
'OIBY «HMHUIL] JITOU um. Imumpus Poeauesa»
Munsdpasa Poccuu, Mockea;
2HUU JIOul um. akao. PAMH JI.A. Jlypnosa ®I'BY
«HMHUII onxonoeuu um. H.H. Baoxuna» Murnszopasa Poccuu, Mockeéa

AKTyaIbHOCTB. DKCTpaKpaHUAIbHBIC 3]I0KAaYeCTBEHHbIE pad-
mounHble omyxonn (3PO) — penkue BEICOKOATpecCUBHBIC HOBO-
00pa3oBaHUsI, XapaKTepHBIE TS IeTeil paHHETO BO3pacTa.

e u 3agaum — aHAIM3 KIMHUYECKUX TaHHBIX U pe3yiIbTa-
TOB Teparvy MalMeHTOB ¢ AKCcTpakpaHuanbHbiMu 3P0, TIpoxo-
nnBinx gedeHue B PI'BY «<HMULL ATOU nm. Amutpus Pora-
yeBa» MuH3zapasa Poccuu.

Marepuaasi umeTonsl. 3anepuonc01.02.2012m0 17.05.2022 .
(123 mec) B HMULL ATOU um. Imutpusa PoraueBa mpoxo-
IWId JedeHue 59 mauMeHTOB C 3KCTpakpaHuaabHbiMU 3PO.
OueHuBaIMCh AeMorpadgpuueckre XapakTepuCcTUKHU, JOKaau3a-
LIYST TIEPBUYHOIM OMYXOJIM, CTaaus 3a00JIeBaHM, a TAKXKE OTBET
Ha MPOBOIMMYIO Tepanuio. JuarHo3bl BceM MallMeHTaM ObLIv
YCTAaHOBJICHBI HA OCHOBAHWM TMCTOJIOTMYECKOTO U UMMYHOTH-
CTOXMMUYECKOTO MCCJIENOBAHUI ¢ UCMOJb30BaHUEM MOHOKJIIO-
HajbHOrO aHTuTena K SMARCBI/INII. TlanyeHThl Toaydanu
JIeYeHUE COIJIaCHO peKoMmeHmanusiM EBpomeiickoro perucrpa
pabmouanbix omnyxoiieit (EU-RHAB). AHanu3 BbIXKMBaeMOCTU
npoBeaeH Ha 17.05.2022 .
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PesynsraThl. MenuaHa Bo3pacTa Ha MOMEHT ITOCTaHOBKU
JIvarHosa skcrpakpanuanbHoit 3PO cocraBuia 11 (0—69) mec.
Tpunuate nBa (54,2 %) nauuenTa — AeTH B Bo3pacte 0—12 mecs-
1eB. CootHommeHue m:a coctaBmio 1,03:1 (30 (50,8 %) manbum-
KoB 1 29 (49,2 %) neBouek). CUHIPOMBI ITPeaPacITONOKEHHOCTH
Kk 3PO BoisiBiensl B 8 (13,3 %) cayuyasx. 3PO modek oOHapyxke-
Hel y 17 (28,8 %) naunenTos: cripasa — y 9 (52,9 %), cieBa —
y8 (47,1 %). Y 10 (58,8 %) OONBHBIX BbISIBJICHA JIOKAJIM30BaHHAS
dopma (BKTIOYast ClIyvaii CFHXpOHHBIX ortyxoJieit),y 7 (41,2 %) —
MeTactatuyeckas ¢dopma. Jlerkue sBiasiiuch HauboJiee yacTomn
JIoKau3alyeil oTaaJeHHbIX MeTactazoB — 6/7 (85,7 %). 3PO
MSITKMX TKaHeil auarHoctupoBaHbl y 42 (71,2 %) mauueHTOB:
ob6macth rosioBel — 5 (11,9 %), mest — 10 (23,8 %), TynoBuiie —
6 (14,3 %), koneunoct — 6 (14,3 %), neuenb — 9 (21,4 %), BHe-
opraHHoe nopaxenue rmojocteit — 5 (11,9 %); ModeBoi my3bIph —
1 (2,4 %). NHuuuanbHble pa3Mepbl OITyXOJIM MPEBBIIAIN 5 CM
y 36 (85,8 %) 60nbHBIX. Y 19 (45,2 %) nauyeHTOB TMarHOCTUPO-
BaHa JIoOKaJIn30BaHHas (popma 3aboeBanus, u3 HUXy 6 (31,5 %)
BBISIBJICHO MopaxkeHue perrnoHapHbix JY; y 23 (54,8 %) 60b-
HBIX OTMEUEHBI OTHAJIEHHbIE MeTacTa3bl (HauboJiee 4acTo Jier-
kue — 12 (52,2 %)). Knunuueckue rpynmsl IRS: T — 1 (2,4 %),
II-12,4%), 111 — 17 (40,5 %), IV — 23 (54,7 %). YacTb nauu-
eHroB (28/59; 47,5 %) no Bepudukanuu nuartosza 3P0 nosyva-
ja XT B paMKax Ipyrux MexXIyHapOIHBIX TPOTOKOJIOB, ¢ TIOCIe-
JIYIOLIMM MEPeBOAOM Ha mporpaMMHyto Tepanuio no EU-RHAB.
YereipHanuath (23,7 %) OGOJNBHBIX B paMKax Tepanuu 1-il TMHUN
nojyyanu MetpoHoMHyilo XT (umkimodochamun/BUHOpE-
6uH). I[Tanmentam co 3PO wmsarkux Tkaneit JIK ocyuiecTBieH
B 31 (73,8 %) cny4ae: 16 (51,6 %) — TOJNBKO XUPYpPruIecKoe
BMelarenbetBo, 12 (38,7 %) — xupypruueckoe yiedeHue u JIT,
3(9,7 %) — Tonbko JIT. JIK y 60mbHBIX cOo 3PO MoYeK ocyiiecTs-
JeH B 16 (94 %) cny4dasix u Bkimodan: 11 (68,8 %) — xupypru-
yeckoe Jjeuenne u JIT, 5 (31,2 %) — TOAbKO XMPYpruyeckoe
BMeEIIaTeIbCTBO. KIcXonmbl Tepanuu: Ha MOMEHT IPOBEICHUS
anammza 19 (32,2 %) nauyeHToB XuBbl, U3 HUX 14 (73,7 %) 6e3
npu3HaKoB 3aboseBanus, 4 (21,0 %) — mocie KOHCTaTalluK He-
omaronpusTHbIX coobiThil; 40 (100 %) OGONBHBIX MOTHOIU, W3
Hux 38 (95 %) ot 13, 2 — Ha poHe mpoBOAMMOIL Tepanuu. [1n-
TEJIBbHOCTh HAOJIIOJCHUSI 32 BCeil Koroptoii cocraBmwia ot 0 10
122 Mec ¢ MeauaHo#t HabMoAeHUS 8§ Mec. MenuraHa JJIUTebHO-
CTU HaOJIOICHUST 3a OCTAIOIIMMUCS 1O HAOIIOAEHUEM Tally-
eHTaMM coctaBuia 52 (6—122) mec. IsarunetHsst OB cocraBuiia
29,9+ 6,2 %, 5-netusaa bCB — 22,5+ 5,8 %.

BoiBoapl. DOkcTpakpaHuaibHble 3PO  SBASIOTCS BBICOKO-
arpecCMBHBIMU HOBOOOPA30BaHUSMU U XapaKTePU3YIOTCS He-
OylaronpusITHBIM porHo3oM. CBoeBpeMeHHasl TOCTaHOBKA T -
ar{Ho3a W MpoBeJeHUE MPOrpaMMHOI Tepanuu, BKIIOYAOUIEH
arpeccuBHbIi JIK, mo3BossieT noouthes anutenbHoii bCB y ya-
CTU MAlEHTOB.
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PepKuil cnyyail anumenuouHOKNemoyHoi
racmpousmecmuHanbHoiil cmpoManbHoi
ONYXonu ¢o BMOPUYHbLIM NOPaKEHUEM
NEerKux y NoApocmxa: AUarHocmuxa,
KOMNNEKCHOE NeyYeHue u pe3ynbmambi

A.K. YBapos!, M.C. Kyoupos?, O.0. TabakosaZ,
H.B. Cunoposa', C.A. Pymanues'
'OIAOY BO PHUMY um. H.U. [Tupoecosa Munzdpasa Poccuu, Mockea;
’I'BY3 «Mopososckas JAT'KE JI3M»

AktyansHoCTh. COTJIaCHO TEKYIIUM KIMHWYECKUM PEKO-
MmeHaauusM «[acTpoMHTECTUHANIBHBIE CTPOMAJIbHBIE OIYXO-
qu (TMCO) — 2020» (B3pocable, Munsnpas Poccun) yacrora
BcrpeuaeMoctu [MMCO Ha TepputopumM Halleil CTpaHbl HEU3-
BecTHa. [1o maHHbIM 3apyOexxHbIX ncTouHuKOB, [ MCO cocTas-
JsioT MeHee 1 % XeTyIoYHO-KUIIEYHBIX OMyXOJel, B TO Ke
BpeMsl JIMIIb 2 % OT OOILEero 4ucia ciydaeB perucTpUpyeTcs
cpenu aetckoro HaceneHus. CylllecTBYIOIIME MOAXOAbI K Tepa-
MUY IE€Tel OCHOBAHBI HA PEKOMEHIALIUSIX JUTS JIeUeHUS MallueH-
ToB cTapie 18 yiet. [Ipu aTOM cemyeT yYuThiBaTh, YTO TIO PSITy
MNPUYMH MpenapaTbl, UCIOIb3YIOLIAECS BO B3POCIOM MPAKTUKE,
MOTYT OKa3aTbcsl Hea(GhEeKTUBHBIMU B Neauarpudeckoi. Ha
cerogHsimiHuii neHb TMCO Kak B M30JMpOBAaHHOM BUJIE, TaK
U B coctaBe cuHAapoma KapHes mpeacTaBisioT cOO0H BaXHYIO
JNUATHOCTUYECKYIO U TEPANeBTUUYECKYIO TPOOIIEMY.

IMemm n 3amaum — mpemocTaBiaeHre MHGOPMALIMI O TUATHO-
ctuke 'MCO B cocraBe HemorHOTO cMHIApoMa KapHes, TaKTUKe
BBIOOpA TepaIiy, OCIOKHECHUSIX, PE3yJIbTaTaX JICUCHMSI.

Marepuansl u MeToabl. 115 TMAarHOCTUKU U KOHTPOJST OT-
BeTa Ha Teparuio, a TaKXe OCTOXHEHUN MCITOJIb30BaJICS KOM-
IUIEKCHBIM MOAXOM, BKJIIOYAIOIIUU B ceOs1: OMOIICUI0O HOBOO-
Opa3oBaHUS C IIOCIACAYIOIIUMU HMMYHOTMCTOXUMUYECKUM
1 MOP(DOJOTMUECKUM MCCIEI0BAHUSIMU; 11€JIEBO€ BBICOKOIIPO-
M3BOIUTEIbHOE CEKBEHHMPOBAHME TE€HETUYECKOro MaTepuaia
omyxojiu; aydeByto nuarHoctuky: peHtreH OI'K, KT OI'K, OBII
¢ KoHTpacTHbIM ycuaeHueM, [IDT/KT ¢ @I pubporactpomy-
oneHockonuio; Y3U; nabopaTopHylo TMarHocTuky. Pelaloiiee
3HavYeHUe B BepuuKalu 3a001eBaHMSI U TTOJ00PE aJeKBATHOM
Tepanuu umeroT Metonbl MI'X, Mopdoornyeckoro u reHeTr-
YeCKOIo MCCJIeIOBaHUsI OMyX0JIeBOro MaTepuana. B To xe Bpe-
M1, YIUTBIBasI AJUTEIbHO MPOTEKAOIIYI0 aHEMUIO B aHAMHe3e,
a TaKXKe HaJu4ue KU3HEYTPOXKAIOIINX OCI0XKHEHU OCHOBHOTO
3a00JIeBaHUSI B BMIE KEIYTOYHO-KHUIIEUYHBIX KPOBOTCUCHMUIA,
KPUTUYECKM BaXKHO ObUIO MMETh BO3MOXHOCTb ITPOBOAMUTH 3H-
JIOCKOTMYECKU KOHTpOob. Tak Kak crangaproB jeueHuss [TMCO
y IeTell HET, BBUAY KpaliHE PEAKO BCTpPEYalolIeics HO30JOTUU
y KaTeropuu OOJIbHBIX 10 18 j1eT, ObLIO MPUHSTO pellieHUe MHU-
LIMAPOBATh TEPAUIO COIJIACHO KIMHUYECKUM PEeKOMEHIAIISIM
«'MCO — 2020» (B3pocubie, MunsapaB Poccun). [1o pesynbra-
TaM KOHTPOJIbHBIX UCCIENOBAaHUI Ha 1-i1 TMHUY Teparuu uMma-
TUHUOOM OTMeYaJsiCs POCT HOBOOOpa3oBaHUs (KOHCTAaTUPOBaHa
crabunusauus 3adoneBaHusa mo Kpurepusim Choi). YuurtbiBas
COXPaHSIOIINECS MaCCUBHBIE PELIMIMBUPYIOIINE KPOBOTCUCHMS
M3 OIYXOJIM KeIyaKa, ObLIO pellleHO MPOBECTU ILJIAHOBYIO Ta-
CTPAKTOMMUIO U TIEPEHTU Ha 2-10 TUHUIO TePAITUU CYHUTUHHIOOM.
B cBs13u ¢ pa3sBUTHEM IeMaTOJIOIMYeCKO TOKCUYHOCTH TTpUEM
npernapaTa BPeMEHHO OTMEHsUICS. Bo300HOBICHME JIeUSHMS
HAYMHAJIOCh C PEIyLIMPOBAaHHOI JO3bI C MOCTEIICHHBIM BOC-
PASLOEN IV
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craHoBjieHueM a0 usHavyaiabHoi. ITo nanHsiM KT OI'K u OBII
C KOHTpacTHbIM ycuiieHueM KoHctatupoBaH HO. IMposenen JIK
B BUJE pe3eKLMUU oyaroB B mpaBoM JjerkoM. [lo pesynsratam
KOHTpOJIbHOTO 00cienoBaHusl KoHcTaTupoBaH 10, monTeepxk-
IeHHBIA yepe3 3 mec nposeneHueM 19T/ KT ¢ ®T. TTpuem
CYHUTUHUOA MPOIOIXKEH MO KOHTPOJIEM IMTePEeHOCUMOCTH.

Pesynbrathl. ITanueHtka Habmomaetca B LleHTpe amOyina-
TOPHOI OHKOJIOTMYECKOI MOMOIIM ToJaTopa roga. JlaHHBIX 3a
penuanB 3a00JIeBaHNS Ha CETOMHSIIIHIN TeHb HeT. CaMOYyBCT-
BUeE IeBOYKM He cTpagaeT. [InaHupyeTcst mpoaokeHrue Habo-
JICHUSI.

BoiBoapl. B kiinHMYeCKOM cilydyae, ONMCAHHOM HaMU, Mpel-
CTaBJIeH peavaiiiiuii HenoyaHbll cuHapom Kaphes. Hakore-
Hue, 00padoTka u myonukauust nHGopMauuu o MaHudecTaluu
U TeYEHUU MOJO0OHBIX 3a00JI€BaHUI1, BOZMOXHO, MTO3BOJIUT B OY-
nyiieM obictpee U 3¢h(GEeKTUBHEE OKA3bIBATh CEUATU3UPOBAH-
HYIO METULIMHCKYIO TIOMOIIIb.

Tpancnnanmayusa nevyeHu y nemeii
¢ pacnpocmpanenHoil renamob6nacmomoii
U UHUWUANbHLIMU NIer0YHbIMU

Memacmasamu

A.B. ®umnn’, A.B. Mereinn', 1.}O. Kauanos?,
P.A. Mouceenko?, M.B. Pybaunckas®, I.b. Carosn3,
I1.A. Kepumos?, T.H. I'uian’, A.C. Kyinukun!, O.B. Ka3akosa',
A.A. Baoasan', A.1O. 3aiiues’, /I.11. HoBukos'

'THI] PO OI'BHY «PHIIX um. akao. b.B. Ilemposckoeo», Mockea;
DIBY «<HMHUII JITOH um. Imumpus Pocauesa»
Mumn3zopasa Poccuu, Mockea;

SHUU JIOul um. akao. PAMH JI.A. [lypnosa ®I'BY
«HMHI] onxonoeuu um. H.H. Baoxuna» Munzopaea Poccuu, Mockea

AxkTyamsHOCTh. ['D, Kak camasi pacnpocTpaHeHHasl MepBUY-
Hasl 3JI0Ka4eCTBEHHAs OITyXOJIb IIEYCHU y JeTeil, Ha 3Tare Imep-
BUYHOM AMArHOCTUKU JIEMOHCTPUPYET HAJIUMYME MHULIMATIbHBIX
JIETOYHBIX MeTacTa30B ¢ yacToToi 10 20 %. [ToaHas spagukanms
CUHXPOHHBIX JIeTouHbIX MeTacTa3oB (CJIM) saBisgeTrca o0s13a-
TEJIbHBIM YCJIOBUEM JUISl BBITIOJHEHUST TPAHCIIAHTALIMU ITeYeHU
M MOXKET IOTPeOOBaTh MPOBEIECHMS STAITHBIX METACTa39KTOMUIA
B poluecce HeoaabloBaHTHO [TXT.

Ilenu v 3a1a4M — OLIEHKA PE3YJILTATOB POJICTBEHHOM TpaHC-
minaHTauuu nedenu (PTII) y mereit ¢ pacnipoctpanenHoit I'b
M MHULMAJIbHBIMU JISTOYHBIMU METacTa3aMu.

Martepuast u MeToabl. C 2008 mo 2024 . 152 pebenka ¢ I'b
MPOIIJINA XUPYPTUUECKUI 3Tall JICUCHUS B OTICICHUH TTepecaaKi
neuean 'HI[ ®T'BHY «PHLX uMm. akan. b.B. ITeTpoBcKoro».
CJIM muarHoctupoBatbl y 29 (19 %) u3 152 nanmenrtos. PTTI
BbINoTHEHA 36 GobHbIM. Yactota CJIM npu HaIMYKUK OKa3a-
HUI K TpaHCIUIAaHTaLMK redeHu cocrabwia 39 % (14/36). Per-
pecc MeTacTa3oB B Ipoliecce HeoaabloBaHTHOU TIXT mosnyueH
B 6 (43 %) nabmonenusax. Bocomu (57 %) naumeHTaM ¢ pacipo-
CTpaHEHHBIM MMOpaskeHUEM 000UX JIETKUX B ITPOIIecce HeOaabio-
BaHTHOM [TXT BBIMOTHEHBI METACTA39KTOMUU.

Pesyasratel. Ha MoMmeHT myGukanyu kusbl 28 (77,8 %) u3
36 nmanuenToB nocie PTII, Bkimouas 9 (64 %) u3 14 6oNbHBIX
¢ CJIM. Bce peuunussl I'b ocie PTIT npu CJIM pasBuiuch
B TeueHHMe | Toja mocJjie orepainu, a ux 4actoTa coctaBuia 64 %
(n=29). Y 5 mauueHTOB C pelluIMBaM¥1 OTMeYeHa ObICTpast Mpo-
rpeccusi B YCIOBUSIX XUMUOPE3UCTEHTHOCTHU OITyXOJIM, CTaBIIast

PA3QAEN IV

MPUYUHOM JIeTaIbHBIX UCX010B. YeTbipeM 6osbHbIM niocie PTTI
BBITIOJIHEHBI METACTa39KTOMUU C MPOBEIESHUEM MPOTUBOPEIIN-
nuBHoii XT. Bce ykazaHHbIe MaLMEHThI XXUBbI B cpoku 50, 53,
113 u 117 mec nnocnie PTTI cooTBETCTBEHHO.

BoiBoapl. TpaHCIUIaHTaLMS TTIEYeHU Y MALMEHTOB C pacIpo-
crpaHeHHoil I'b u CJIM neMoHCTpupyeT Xopolliue IoKa3aTean
BBDKMBAEMOCTU. YIy4YIIEHUE Pe3yJIbTaTOB KOMILIEKCHOTO Jie-
YEeHMUST OTON TPYIIbl OOJIbHBIX MOXET ObITh JOCTUTHYTO 3a CUET
CBOEBPEMEHHOIO0 B3aMMOJEUCTBUSI ETCKUX OHKOJIOTOB, HET-
CKMX XUPYProB U TPAHCILJIAHTOJIOTOB IIPU MOATOTOBKE K TpaHC-
TUTAaHTAlMKU U B TTOCTTPAHCIUIAHTAIMOHHOM TePUOJE.

Onbim npumeHeHus ahdepeHmubix
MEMmo/I0B Mepanuu y NayueHmos emMcKoro
BO3pacma ¢ OHKOreMamonoruyecKumu

3aboneBanuamu

I.C. Xapuronos, E.I1. Escroruna, M.M. Kupnyenko,
E.E. ®enynosa, B.A. Ucakosa, 10.B. /Inankuna
DOIBY «HMHUI] um. B.A. Aamazoea» Munzopaea Poccuu,
Cankm-Ilemepbype

AKTyanpHOCTD. JIeueHre OHKOTEMaTOJOTUYECKUX 3a00seBa-
HUU y IE€Teil CONPSIKEHO C BBICOKOW YaCTOTOM >KU3HEYTPOXKaro-
IIMX OCJIOKHEHUM, TpeOYIOIUX UHTEHCUBHOW COMPOBOANUTEb-
HOM Tepanuu, HepenKo ¢ MpuMeHeHreM 3¢ (GEePEHTHBIX METOIOB
JeyeHus1. Tem He MeHee BBUIY AedDULIMTa TaHHBIX 00 UX UCITOJIb-
30BaHUM B OHKOMEAUATPUU €JMHBbIE CTAHAAPTHI HA CETOHSIIII-
HUIA 1€Hb OTCYTCTBYIOT U B OOJIBLIMHCTBE CIy4aeB UX UCIOIb30-
BaHUE OMNPENEIISIETCS PYKOBOACTBAMMU JIJIS1 B3POCJIbIX TALIUEHTOB.

Ienn u 3aaa4n — aHAJIU3 OJHOIIEHTPOBOTO OTBITA TIPUMEHE-
HUs 3(pdepeHTHBIX METOIOB Tepanuu (0e3 yyeTa ciiydyaeB reMo-
Jyanusa) y AeTeil ¢ OHKOTeMaToJIorM4ecKMMU 3a001eBaHUSIMU.

Marepuaisl 1 MeToapl. 3a Tepuo ¢ Aekaodps 2018 1. mo mait
2024 1. y 17 mammMeHTOB JETCKOrO BO3pacTa ¢ OHKOTeMaToJIo-
TUYCCKUMU 3a00JICBaHUSIMU OBUIM OMpPEIeICHBl ITOKA3aHMS
K TIpUMEHEHHI0 3(P@EepeHTHBIX METOMOB TepaIluy, BKITIOYAs
TU1a3MOOOMEH U KacKagHylo TasModuibrpanio, DK, neii-
koumTadepe3. JleueHNEe MTPOBOAWIOCH B YCIIOBUSIX MalaThl MH-
TEHCUBHOI Tepamuu oTAeaeHUs X1 OHKOTreMaTOJIOTHYSCKUX
3aboneBanuii s gereit ®I'BY «HMUILL um. B.A. Anma3zoBa»
Munsznpasa Poccuu.

Pesyabratel. [11a3M000MeH ObUT HanboJIiee YacTO MCMOJb-
3yeMbIM MeTonoM 3¢ depeHTHo Tepanuu (DT), moias KoTopo-
ro B uccieayeMoil koropre cocraBmwia 58,8 %. IlokasaHusmu
K IUIa3MOOOMEHY OBbUIM TPOMOOTHYECKAsi MUKPOAHTUMOIATHSI
(n=5;50%), ocTpasi me4yeHOUHAast HeOCTaTOYHOCTh (1= 3;30 %),
Hannuue noHopcneuududeckux HLA-anturen (n = 1; 10 %),
CEIICUC C CUHAPOMOM MOJHMOPTaHHOM HEIOCTATOYHOCTH (1 = 1;
10 %). Menuana Bo3pacta coctaBuia 13 (0,33—17,25) net ¢ co-
oTHoIeHueM M: 1 = 2,3:1 cooTBeTCTBeHHO. Bcero OBLT BHITTION-
HeH 51 ceaHc 1a3amMooOMeHa, meauaHa — 5 (1—14) ceancos. Or-
pPaHMYECHUSIMU IIPUMEHEHUSI METOAMKIU ObUIM TUIIOKOATYJISILIMS,
HecTabuIbHAsl TeMOAMHAMUKa. BbIKMBaeMOCTh COOTBETCTBO-
Basa 20 %. ODK® 6bu1 ucnonas3oBa B 17,6 % ciaydaeB, U3 HUX
OCHOBHBIMM TTOKa3aHUSIMM ObLIM XpoHUdeckas 1 octpast PTITX
¢ nopaxeHueMm koxu (n = 1; 33 %), octpast PTTIX (n =2; 66 %).
Bcero BeimonHeHo 49 ceancoB DK® ¢ menuanoit 17 (10—22).
MenuaHa Bo3pacta coctaBuia 7,83(6,83—12,67) roma, U3 HUX
100 % — manbuuku. OrpaHUYeHUEM K IPUMEHEHUIO METona
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obu1a tumdorutonenus [1-1V crenenu. BerkuaemocTs cocTa-
Buna 100 % c xymupopanuem mnposienennii PTITX. KackanHast
ia3ModuabTpaLys npumMeHsuiach B 11,8 % ciydaes, pu 3ToM
€IMHCTBEHHBIM ITOKa3aHMEM Oblja acliaparmHa3a-acColMUpO-
BaHHas runeprpuraunepuaemus (I'T) (n = 2; 100 %). Menuana
BO3pacTa MmauueHToB cocraBuia 17 (16—17) jeT, ¢ COOTHOLIE-
HueM m:a = 1:1. [lnst KynupoBaHus JabopaTtopHoii I'T moTpedo-
BajoCh 2 ceaHca KacKaaHoM TiazMouiabTpaiuu. DhheKTuB-
HocTh MeTozaa coctaBmia 100 %. Jleiikonuradepes MpUMEHSIICS
y 11,8 % nauueHToB ¢ rumepieiikonuto3oM (n = 2; 100 %).
CpenHuii Bo3pacT 60yibHBIX cocTaBui 8,46 (4,17—12,75) roxa,
m:a = 1:1. JoctrxeHue peaykimu I'J1 B KoMOMHAUMY C APYTUMU
METOJaMMU Teparuu ObLIO JOCTUTHYTO Ha 3-1 1 6-i1 ceaHchl JIA.

BoiBoapl. [losyyeHHbIe JaHHbIE NEMOHCTPUPYIOT BBICOKYIO
BOCTPeOOBAHHOCTb U 3(P(PEKTUBHOCTH METOAOB 3 hepeHTHOI
TepaIruy ¥ MOTYT OBITh PEKOMEHIOBAHBI JIJIST KOPPEKIINHU OCTIOXK-
HEHMIT OHKOTEMAaTOJIOTUYECKUX 3a00JIeBaHUI Y IETEA.

dKcmpaoccanbHas capkoma Hunra
C YHUKanbHOil MONEKYNAPHO-reHemu4ecKoi
XapakmepucmuKoii: onucaHue KNUHUYecKoro

cnyvas

N.M. Xapskos', H.JI. ®@aceesa', I A. Packun', A.E. [Ipyii'2,
K.®. Boiiko!, C.B. Anekcanapos!, A.A. 3axapeHko?,
H.A. Bopoobes! 4, K.I1. JIazoBckas!

IMHUBC, Cankm-Ilemepbype;
2PIrbY «HMHUI] JITOH um. Jimumpus Poeauesa»
Mumnsdpasa Poccuu, Mockea;

JHUU JIOTuT um. P.M. Topoauesoit @I'EOY BO I[ICII6TMY
um. akad. U.11. Ilaerosa Munzdpasa Poccuu;

‘OIrBOY BO CIIoTY

AktyaasHocTh. CHO mouku — KpaifHe penkoe 3abojeBaHue,
XapakTepu3ylolleecsl arpeCCUBHBIM JIOKAJTbHBIM POCTOM, BBICO-
KNM TIOTEHIINAJIOM METAacTa3MpOBAHUS M OTCYTCTBUEM CITCIIH-
HUUeCcKNX MIPU3HAKOB MPY ITPOBEICHUM JIyYeBBIX METOMIOB THAT-
HocTUKU. B cTpyKkType 3710KauecTBeHHBIX oryxoeii mouku CHO
cocrabysieT MeHee 1 %. [1peacTaBaeHHbIN KIMHUYECKUIA ClTyJaii
SIBJISICTCST IICHHBIM 71T TIOHMMAaHUsI 0COOCHHOCTE AMarHOCTH-
KU U JICUCHUs] JaHHOI TTaTOJIOTUH.

Ilean u 3agaym — MpeACTaBUTh KJIMHUYECKOE HAOJIoAeHUE
Bo3HuKHOoBeHUsT CIHO B mouke ¢ YHUKAJIBbHOM MOJIEKYJISIPHO-TE-
HETUYECKOU XapaKTEPUCTUKOM.

Marepuajsl U MeToabl. B Hauane sema 2023 e. y nauuenmku
15 nem no mecmy ncumenscmea no dannvim Y3HU evisicneno Ho-
8000pazosanue nesoil nouxku. Ilpu eucmonoeuveckom uccredosa-
HUu 0blAa 3an0003peHa C8emAOKAeMOUHAS CAPKOMA, 00HAKO npu
nepecmompe 010K08 6 hedepanrbHOM yeHmpe Mamepuan oKa3ancs
HeuHghopmamueeH. B ces3u co cA0MHCHOCMbIO NOCIMAHO8KU OUGZHO-
3a nauuenmka ovira Hanpaenena 6 JLUIIL MUEC. Ilpu noesmoprom
00C1€008aHUU 8bISAGAEHO Y8eauueHlUe 006eMa NepeuuHoil Onyxoau
bonee uem 6 2 pasa. Beudy bvicmpoeo pocma onyxoau, Hapacma-
HUs 604€6020 cUHOpOMA, HEYOauax npu NepeuxHol Mmpenanouon-
cuu 0blaa 8bINOAHEHA MYMOPHeppypemepIKmMomus caeéa, OUoncus
3abprowunusix J1Y, acuposoit knemuamiu. Ipu nposedenuu UTX
npogepero 27 pazauunvix mapkepos, uz komopwvix FLII u ERG Obiau
He2amueHbIMU, a Xapakmepras mpauciokauus eena EWSRI1 6006-
e He Ovlia 0OHapyJceHa. Yuumoleas omcymemeue KAaccu4eckux
u cneyuguueckux mapkepos, nepeuuno CHO ne Obira 3anodo3pena

~ 67 ~

u npednonodcumenvho ovina eepuguyuposana Hb. Oduako c yue-
MOM HECOOMBEMCmaEUs KAUHUHECKOU KaApmuHbl, ObLA0 NPUHSIMO
peutenue o OanvHeiuem ucciedosanuu mamepuara ¢ HMUI]
HATOH um. JImumpusa Poeauesa, ede Obira évisicaena sxcnpeccus
eena NKX2.2. Koneunoil moukoil duaeHocmu4eckoeo Noucka no-
CAYHCUNO CeKBeHUPOBaHUe. Y NayueHmKU 6bis6AeHaA YHUKANbHAS
0151 ONUCAHHOUL Bbllle NOKAAUZAUUYU 2eHEMUYEeCKasi MPAHCAOKAUUSL
FUS-ETVA4. Yepes 2 ned nocae onepamueHoco ne4eHus npu KoHmp-
onbHOM 00caedosanuu eviseaeno 113 6 eude nopasicenus 3aopio-
wunnoix J1Y. Ha ¢hone nposedenus unmencusnoii I1XT, coenacro
8blopanHtoil aevebHoll npoepamme EuroEwing2012 arm B, ommeue-
HA BbIPAINCCHHASL NOAONCUMENbHASL OUHAMUKA 8 8UOe YMEHbUICHUS]
paszmepa nopadiceHuvix 3aoprowunnsvix J1Y. Ilocare nposedenus um-
mencusHolx 010k06 [IXT uepe3 6 mec om momeHma NOCMAHOBKU
duaenoza ¢ HUU JIOIuT um. P.M. Topbauesoii npoussedena cpe-
OUHHAA Aanapamomusl, napaaopmanvHan aumgpooensxmomus. Ilpu
2UCTON0UMECKOM UCCACO08AHUU  JCUBHECNOCOOHBIX ONYXO0NEBbIX
KAemoK 6 uccaedyemom mamepuane He evisigaeHo. Ilpouyecc pacue-
ner kax 100 % aeuebnoiii namomopgo3. Yuumoieas aepeccusHolil
poCm, pacnpocmpaHeHHOCMb 0NnYX01e8020 npouecca, Hebaazonpu-
SAMHbLI NPoeH03 3ab01e6anus nposeder Kypc npomoruoil JIT na ne-
eulil (pnank ¢ COJ 25,2 Ip ¢ rokanvHbim 6ycmom Ha A0Mce ONYXoau
6 COJ 36,0 Ip.

Pesynbrathl. B urone 2024 e. neuebnas npoepamma 3aeepuieHa.
Cnycms mecsiy nocae OKOH4AHUsL AeueHUst NPU KOHMPOAbHOM 00cae-
006aHUU NPUBHAKO8 PeyudU8a OCHOBHO20 3a001€8AHUS He BblslEae-
Ho. O6wuil cpox HabaOerus 3a nauueHmrkoi cocmaesun 3 mec.

BoiBonbl. [IpencraBieHHbI KIMHWUYECKU CIIydyail JE€MOH-
CTPUPYET CJOXHBIN IUAarHOCTUYECKUI TTOMCK U TIOMYePKUBAET
HEOOXOJMMOCTh KOMITJIEKCHOTO TOAX0Aa K TUarHOCTUKE U Jie-
yeHuto peakux ¢opm CHO.

H3onupoBanHoe nenmoMeHUHruanbHoe
nopamenue YeHmpanbHoil HepBHOil
cucmembl npu peyuausax Heiipobnacmomol

rpynnbl BLICOKOTO PUCKa

T.B. IIlamanckas, H.A. Anapeesa,
P.A. Mouceenko, I.10. Kauanos
OI'RY «<HMHUI] JITOH um. Jimumpus Poeauesa»
Mumnszdpasa Poccuu, Mockea
AktyansHocTs. [Topaxenue [IHC y mantuento ¢ HB rpymmbt
BBICOKOTO pHCKa Yallle BCTpeUyaeTcs MPU Pa3BUTUHU PEellUINBa,/
I13. 301upoBaHHOE JENTOMEHMHTIMAIbHOE TTOpaxkeHre BCTpe-
YyaeTcs peaKo U MPUBOIUT K AUATHOCTUUECKUM TPYAHOCTSIM.

enan v 3ana4m — onucaTh KJIMHUYECKYIO KAPTHUHY, MOIXObI
K TepaIlii 1 UCXOBI JICUCHUS JICITOMEHUHTUAILHOTO ITOpaske-
Hus LHHC nipu pasButum peunnusa HB.

Marepuaisi u MeTo bl [IpencTaBiaeHo onmucaHne 2 KIMHUYC-
CKHUX CJly4aeB M30JIMPOBAHHOTO JIENTOMEHUHTUAIBHOTO TOpa-
JKEHMS1 y TAlMEeHTOB ¢ peunauBoM Hb rpynmbl BbICOKOTO pucka.

Pesynbratel. Maavuuk, 36 mecsaues, ¢ Hb naonoveunuka, cma-
dusa M (neuens, 1YV, KM), amnaugurayus MYCN, noayuus mepa-
nU 045 2DYANDLL BLICOK020 PUCKA NO MOOUDUUUPOBAHHOMY NPOMO-
xoay GPOH NB2004 ¢ b 6 kauecmee nocmkoncoaudayuu. I[locae
3 yuknoe UT 6vin 6vis61€H 10K AAbHBLIL peyious ¢ NOOMEePICOeHHOI
udenmugurayueit mymayuu ALK R12750. Ilocae 3 mec mepanuu
peuuousa (UpuHomeKaH,/memo3010mMud) HaAGAOOANUCH He8PON0-

euveckue cumnmomol (yoyuive, HapyuieHue KoopouHayuu u pe4u).
PA3QAEN IV
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MPT I[HC nokazana ougpghyznoe senmomeHuHeuaibHoe nopaice-
HUe ¢ OnYyX01e8bIMU KAeMKAMU 8 CHUHHOMO03208011 dcudkocmu. Tla-
yuenm ymep uepes 4 mec mepanuu monomexaHom, memo3040Muo0oM
U aneKmuHuOOM.

Maavuuk, 23 mecsya, c 3abpowunnoiu HE, cmadus M (KM,
JY), amnaupuxayueit MYCN u mymayueii ALK p.F1245L. Ilo-
AYUUA MEPAnuio No NUAOMHOMY NPOMOKOAY UHOYKUYUOHHOU XUMU-
oummyHomepanuu, cocmosuwemy u3 uuknoé N5/N6 u JIb. Boawv,
mpemop u Hapyuienue noOX00KU NOAGUAUCH nocae 3agepuienus 6-20
yuxaa. Hugpepenyuanvuas OuazHoCmMuKa Npo8oouUnach Mencoy
noauHeiiponamuetl, MOKCUMHOCMbIO Xumuoummynomepanuu u I13.
MPT ITHC nokazana oupghysnoe nopaxjicenue nenmomenunHeeans-
HOU 000104KU 03 NAPEeHXUMAMO3HBIX NOPANCEHUL U ONYXO0NeBblX
Kaemok 6 aukeope. bvina unuyuuposana npomusopeyudusnas me-
Panusi UpUHOMeKaHoM, MeMO30A0MUOOM U A0PAAMUHUOOM. B dans-
Heliwem nayuenm noeu6 om I13.

BoBoapl. [losiBieHHE HEBPOIOTUYECKONW CUMITOMATUKU
y narmenToB ¢ HB rpynmbl Beicokoro pucka tpedyet nuddepeH-
nuaabHOM auarHoctuku Mexay LIHC-penuanBoM 1 TOKCUIHO-
cThio Tepanuu. CTaHmapTHOE 00C/Ie0BaHNE IOKHO BKITIOYATh
MPT ronoBHOro ¥ CIMHHOTO MO3ra ¢ KOHTPACTHBIM YCUJIEHU-
eM. JlentomenunruanbHoe [IHC-mopaxkeHue npu penuanBax
HDb xapakTtepusyetcs HeEOJAronpUSTHBIM MPOTHO30M U TpeOyeT
pa3paboTKM TTOIXOMIOB K Tepariiiu.

Fepnec-BupycHbie UHdEKyuu, KaKk hakmop
PUCKA NEPBUYHOr0 U BMOPUYHOIO
ommop:KeHus y Aemeil ¢ 0Cmpbim

neiiko3amu nocne npoBefeHus annorexHoi

mpaHcnnaHmayuu remono3muyecKux

CMBOJIOBbIX RNEMOK

0.C. IOmunnena, O.B. I1auna, I1.B. Koxkokaps,
XK.3. PaxmanoBa, JI.A. IIBeTkoBa, A.A. CiupuaoHoBa,
T.A. BeikoBa, E.B. CemenoBa, JI.C. 3ybapoBckas
HUHU JOTuT um. P.M. Topéauesoii I'EOY BO I[ICII6TMY
um. akao. U.I1. Ilasroea Munszopasa Poccuu
AkTyansHOCTh. BupycHbIe MHGbEKIIUM CITy>KaT OTHOM U3 TIPU -
yuH pa3utusi KMH y maiinenTos nocie ayuio-TI'CK u accotu-
WPOBaHBI C TIOBBIIIIEHHBIM PUCKOM TOCTTPAHCTUIAHTAIIMOHHON
JIETAJTGHOCTH.

Iean u 3agaum — U3y4YUTh PACIIPOCTPAHEHHOCTb U BIMSTHUE
reprec-BUpycHoi mHpekunu Ha pasputue KMH (mmepBuaHo-
ro HENIPYKUBJICHNUS, BTOPUYHOTO OTTOpKeHMsT) y AeTeit ¢ OJI
B paHHeM Ttiepuoze nocie raro-TICK.

Marepuajsl 1 MeToAbl. B peTpoCnieKTUBHOE UCCIEI0BAaHUE
BKJIIOUCHBI 24 TallMeHTa, Y KOTOPBIX Pa3BWJIOCH MEPBUYHOE
HETIPYDKUBJICHUE WJIM BTOPMYHOE OTTOPXKEHME TpaHCIUIaHTa-
Ta nocie nposeneHus ramio-TI'CK (kputepuu EBMT, 2024).
MouniekynsipHo-6uonornyeckoe ucciaeaopaHue kposu 1 KM Ha
reprec-Bupycol (BOb, LIMB, reprniec-Bupyc 6-1o THUIIA) BBIIOJI-
HSUIM B eKpeTHpoBaHHBIe cpoku: 1o amno-TI'CK, B guu +10,
+20, +30, +60, +100. B rpyrimy cpaBHeHMsT BOLLUTA 24 maleHTa
nocne rarno-TI'CK, BBIMOMHEHHO# B TOT Xe TepUoJl, Y KOTO-
PBIX COCTOSITIOCH TIPYIKMBJICHHME TPaHCIIAHTaTa M OBLIO TaKXe
MPOBEICHO MOJICKYJIIPHO-O0MOJOTMYECKOe MCCIeI0BaHNEe KPO-
Bu U KM B geKkpeTupoBaHHbIE CPOKMU.

PA3QAEN IV

Pe3ynbraThl. BoinmonHeH aHanu3 24 MauMEHTOB C TSXKeNoi
KMH, u3 Huxy 55,5 % (n = 15) pa3Buiioch IepBUYHOE HETIPH-
>KMBJIEHWE TpaHCIIaHTaTa. BropuuyHoe oTTopXXeHue Habaoaaiu
vy 37 % (n=9) 60abHBIX. MearaHa pa3BUTUSI BTOPUYHOTO OTTOP-
sxeHus cocrtapuia [+46. N3 24 naunentos ¢ KMH HabGmomanu
peakTHBaLIMIO Tepriec-Bupyca 6-ro tuma y 45,8 % mamnueHToB
(n =11), meanana coctaBuia J+25,y 33 % (n = 8) Habmonanu
peaktuBaumio LIMB, menuana 1+26, peaktuaunio BOb otme-
yann 'y 29 % nauneHTtoB (n = 7), meauana JI+32. B rpyniy cpas-
HEeHUs BKJIIOYEeHBI 24 MalMeHTa, peakTUBAalMs Tepriec-Bupyca
6-ro Tuma coctasuna 29 % (n = 7), p = 0,234, menuana JI+17.
PeaktuBaimst IIMB HaGmonanack y 29 % nmanueHroB (n = 7),
menuana J1+33 (p = 0,756), BOb BoisiBiieH y 17 % nauueHTOB
(n=4),p=0,303, c Menuanoii peaktuBauuu JI+27. B uccneny-
€MOM IpyrnIe CUHIPOM MakpodaraabHON aKTUBALIMW Pa3BUIICS
y 79 % (n = 19), meguana J+25, uz aux y 68 % (n = 13) npen-
[IECTBOBAJIa peakTUBALUs Pa3IMYHBIX BapMAHTOB TepIieC-BU-
pyca. [TepBruuHoOe HeNPWKUBIIEHUE COCTAaBWIO 55,5 % (n = 15),
npuurHamMu y 86 % (n = 13) malMeHTOB CTajl CUHIPOM MaKpoO-
(baranbHOI akTMBaLIMKU Ha (pOHE repriec-BUPYCHON MHOEKIIVN:
repriec-Bupyc 6-ro tuna — 30 % (n = 5), repnec-Bupyc 6-ro
tuna + IMB + BOb — 8 % (n = 1), UMB — 8 % (n = 1), rep-
nec-Bupyc 6-rotuna + BOb -7 % (n=1), BB -8 % (n=1),
HOMB+ B3 —-8% (n=1).Y 15 % (n = 2) maliueHTOB IIpUYMHA
MEePBUYHOTO HEMPVKUBIICHUST OCTaeTCsl HEM3BeCTHOM. BTropuy-
HOe OTTOpXXeHUe pa3Buioch y 37 % (n = 9) 6oabHbIX. [Tpyun-
Hoit 'y 67 % (n = 6) MalIMEHTOB CTaJl CHUHIPOM MaKpodarajJibHOI
aKTUBALMM, U3 HUX y 5 OOJIbHBIX CMHAPOMY MakpodaraibHOI
aKTUBALUM TpeauiecTBoBaja BUpycHas uHbekuus: [IMB —
13 % (n = 2) nauuentos, BOb + IIMB — 8 % (n = 1), BOb +
IIMB + repniec-Bupyc 6-ro turma — 8 % (n=1). Y22 % (n = 2)
MMaIMEeHTOB BTOPUYHOE OTTOPXKEHUE BO3HUKIIO B pe3yJIbTaTe MH-
(bexiuu, BbI3BAHHOI Tepriec-BUPYCOM 6-TO THMaA, Y 1 GOJbHOTO
Ha0JII01aJIOCh OTTOPXKEHNE Ha (hOHE COUeTaHHOU BUPYCHOW UH-
dexuum.

BoiBoapl. PeakTuBanus reprec-pupycHoi nHgexuvu (LLMB,
repriec-Bupyc 6-ro tuma, BOB) MoxeT gBIATbCS (hakTOpOM
pa3BUTUSL CUHApPOMA MakpodarajbHONW aKTUBALUU, KOTOPBINA
B CBOIO OYepedb MPUBOAUT K TMEPBUYHOMY HEMPUKUBICHUIO
Y BTOPUYHOMY OTTOPXKeHMU10. JlononHuTe bHbIe (DaKTOPHI, TPU-
BOJSIIME K CUHIPOMY MaKpodaraJibHON aKTUBALIMU, TPEOYIOT
JNaTbHEUIIero u3ydyeHus.
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NMPUHUMUMDBI NOKAJNIBHOIO KOHTPONA: XUPYPTHYECKAA NOMOLLD
W PAQOMOTEPANUA YV AETEH, NOAPOCTKOB U MOJIOAbIX B3POC/bIX
C OHKOJIOTMHYECKUMHU W TEMATONIOTMYECKUMHU 3ABONIEBAHUAMM

Pe3ynbmambl Xupypruu Mecmso-
pacnpocmpaHeHHbIX HellporeHHblXx onyxoneil

3a0pIOWUHHOro Nnpocmpancmsa

J.T. Axananze, A.A. Kpusonocos, C.P. Taxemos, I'.C. Pa6aes,
H.T. Yckosa, H.C. Ipauen
OIBY «HMHUI[ ITOU um. JImumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AKTYaJbHOCTb. XMPYPTruyecKoe JIeYeHUE MECTHO-pacIipo-
crpaHeHHo#t HbB 3a0prolMHHOI noKanu3aluu y AeTeil sSIBisieT-
¢Sl KJTI0YEBBIM 3TarioM KOMOMHUPOBaHHOTO JieueHus. bezomac-
HOCTb M 1I€J€CO00Pa3HOCTh PaIMKaJIbHOIO XUPYPIUUECKOIO
BMEIIATEIbCTBA Y MAIIMEHTOB Pa3HbIX TPYIIIT pUcKa ¢ HATUIUEM
XUpPyprudeckux hakTop prucka 0 CUX Mop SIBISIETCS TPEAMETOM
JIUCKYCCUA.

Ieau u 33129 — OLIEHUTH PE3YJIBTAThl XUPYPIUIECKOTO Jie-
YeHUs] HEMPOTEHHBIX HOBOOOPAa30BaHUI 3a0PIOLIMHHON JIOKa-
JIU3ALMY C XUPYPrUYeCKUMU (haKTOpaMU pUCKa.

Marepuajsi u MeToapl. 3a riepuoa ¢ 2018 mo 2023 . BeinoJ-
HeHo 112 omepaTMBHBIX BMEIIATEILCTB MAllMEHTaM C MECTHO-
pacrpocTpaHeHHON HEWPOTeHHOW OIYXOJIbIO 3a0PIOIIMHHOIO
MPOCTPaHCTBa. B aHamm3 BKIIOUEHBI OOJIBHBIE C [IUPKYJISIPHBIM
BOBJIEYEHUEM OJIHOTO COCYya WU MpU HaTUUuu 2 u 6oJiee pak-
TopoB pucka IDRF 1o maHHbIM Bu3yaau3alyu, BKJIOYasi BO-
BJIeYEHUE MaruMcTpaJibHOrO cocyna Jnbo ero BerBeil. [lo cre-
neHu auddepeHIMPOBKN HEHPOTeHHbIE OTYXOJIU JIEIVIINChH Ha
Jn006poKauecTBeHHbIE (raHrIMoHeiipoma — 7 (6,3 %) malueHTOB)
M 3JI0KaYeCTBeHHbIE (TaHrIMoHeiipobaactoma— 14 (13 %)u Hb —
91 (81 %) maumeHTOB COOTBETCTBeHHO). IIpoBemeHa cpaBHM-
TeJIbHas OlleHKAa B 00beMe yIaJleHHOM OIyX0JIv TT0 pe3yJibTaTaM
WHTPAOIepallMOHHbBIX JaHHBIX XUPypra u 10 MoceonepalioH-
Hoit Bugyanuzauuu (MCKT ¢ KoHTpacTHbIM ycuieHuem). [1po-
aHaJIM3UPOBAHBI TTOC/Ie- U MHTPAOIepallMOHHbIE OCIOXHEHUS,
a Takke (pakTophl, TOBBIIIAIOIINE PUCK JAaHHBIX OCIOXHEHUN
U METOJIbI CHVDKEHUST X BEPOSITHOCTH.

Pesyabratel. [Ipu olieHKe cpaBHEHUS paaUKaJIbHOCTU yaa-
seHHoi omyxonu o MCKT u maHHBIM XUpypra OTMedyaeTcs
CTaTUCTUYECKU 3HAYMMasl CBsI3b, KOIGMUIMEHT KOppesiuu
o metoay IMupcona (r) cocrasnsier 0,4 (p < 0,01). MuTpaomne-
palMoHHBIEC OCJIOKHEHHUsI BecTpeyanuch y 29 (26 %) maiveHToB,
nocyieoniepaiiolHbie — B 57 (51 %) cayuasix. [locneornepaiiu-
oHHas uMdopest Habmonanack y 25 (22 %). [eMmonnHaMudecku
3HauMMast KpoBorotepst (> 35 % oT obbemMa LIMPKYJIUPYIOIIEi
KpoBU) BO3HUKIA Y 20 MAallMEHTOB B BO3pacTe 5 MECSIIEB JO
17 ner (Menuana — 32 mec). MHTpa- U mocieonepalioOHHbIA
TPOMOO3 MarucTpaibHbBIX COCYIOB BcTpevasics B 8 (7,6 %) ciy-
Yyasx, U3 KOTOPBIX B 5 BO3HUKIM TPOMOOTUYECKUE IOCIEOIe-
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paLMOHHBIE OCIOXHEeHUsI. YeThlpe pebeHKa yMepIK B IIEPBbIE
90 mHeit mocne omeparuu. OB mpu MaKpoCKONMYECKN pamm-
KasibHOM oneparuu (> 95 %) cocraBuia 78 % (64—95 %), nipu
cyorotanbHoM yaanenun (90—95 %) — 77 % (58—100 %).

BoiBoapl. [1151 olleHKM 00beMa yIaJleHHOW OIyXOJu MOXHO
HCITOIb30BaTh KaK MHTpaoIlepallMOHHbIe JaHHBIE XUpypra, Tak
1 pe3yJbTaThl MOCIeoNepallMOHHON BU3yaIu3aluu. 1jist MUHM-
MU3alUMKU MHTpa- U MOCJeoNepalMOHHBIX OCIOXHEHUN HOomy-
CTUM OCTaTOYHBI OOBEM OIYXOJIM HAa MaruCTpabHbIX COCYIaX
¥ UX BUCILIEPAJIbHBIX BETBSIX.

LlumopeayKmuBHbIe onepayuu
U runepmepMuyeckas xumuonepwysus

y Aemei

J.T. Axananse, A.A. Kpusonocos, H.H. MepkyJios,
N.B. Teepaos, H.C. Ipauen
OIBY «HMHUI] ITOU um. JImumpus Poeauesa»
Munsdpaea Poccuu, Mockea

AKTyaJIbHOCTh. JIicCEMMHNPOBAHHBIN OIYXOJIEBHIN ITPOLIECC
B OpIOIIHOM U TJIEBPaJIbHON MOJOCTSIX MPU 3710KAYECTBEHHBIX
OITyXOJISIX YXYOIIaeT IPOrHO3 OCHOBHOTrO 3abosieBaHMsI. BbI-
MOJTHEHME LIMTOPEAYKTUBHOTO BMELIATENIBCTBA C MOCIEAYIOLIEN
runepTepMuueckoit xumuonepdysueit 3apeKoMeH10Baan ceds
kak Meton JIK 3abosieBaHUS TTpU KaHLIEPOMATO3€, CAapKOMaTo-
3¢ OPIOLIMHBI W TJIEBPHI BO B3pOCJION IMpakTuke. B mociegHue
roJibl MPUMEHEHUE JAHHOTO METOJAa HAOUpPaEeT MOMYJSIPHOCTh
B OTEUECTBEHHON U 3apy0eXKHOl JETCKOW OHKOJOrMYeCKOM
MpaKTUKE.

Iemn u 3amauu — TTPOJEMOHCTPUPOBATh HAYATBHBIN OIBIT
MPUMEHEHUS] TUTOPEAYKTUBHOTO BMEILIATENIbCTBA U TUIIEPTEP-
MUYECKOU xumMuonepdy3nu y IeTei ¢ KaHIIepoMaTo30M, CapKo-
MaTO30M OPIOIIMHBI U TIJIEBPHI.

Marepuanasl 1 MeToapl. 3a mepuon ¢ ampens 2021 mo aB-
ryct 2024 r. BBITIOJHEHO 23 LUTOPEAYKTUBHBIX BMEIIATEIbCT-
Ba C MOCJEAyILIel runepTepMudeckoin xuMmuorieppysuei, u3
Kotopbix B 21 (91,3 %) ciydae OHO BBITIOJHSIIOCH B OPIOIIHOM
noJjoctu, B 2 (8,7 %) — B rpyaHoit, 3 (13 %) nauueHTaMm Ipole-
Jlypa BBIMOJHEHA TTOJHOCTBIO JIAAPOCKOIMMYECKUM JOCTYIIOM.
CpenHuii Bo3pacT 00abHbIX cocTaBua 147 (22—214) mecsiies,
MeauaHa Bo3pacta — 168 mec. IIpoleaypa BBIIOJHSIACH IIPU
CJIeAYIOLIMX TUCTOJOTHYECKUX TUIlax omyxoseii: IMKO (n = 6),
DICER- I-accoumunpoBaHHas capkoMa (n = 3), HedppobiacToma
(n=12), amopuoHanbHast PMC (n = 2), cuHOBUaJibHasl capKoma,
pabaouaHas omnyxonab, BCOR-capkoma, Me3otennoma, Heaug-
(epenumpoBanHag capkoma, 'K, HemuddepeHurpoBaHHas
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SMOpHUOHaIbHAs capKOMa ITeYeH, MUKCOUIHAS TuIeoMopdHasT
JIMTIOCapKoMa, HEWMPOIHIOKPUHHAS OITyX0Jb, TePMUHOT€HHO-
KJIeTOUYHas1 onyxonb (n=1).

Pesyasratel. B uccienyemoit rpymme 3 (13 %) manueHTta
ymepiu ot I13, 1 (4 %) ymep B paHHEM IOCJIEOIEPALIMOHHOM
Mepuoe OT XUPYyprudecKux ocioxHenuii, y 3 (13 %) nereii ot-
meuaetcs [13/peruanB OCHOBHOTO 3a00JIEBaHMSI, OCTaJIbHBIC
16 (69 %) GONBHBIX HAXOISATCS B PEMUCCUU MU TIPOIOJIKAIOT
npoTokosibHOe JeyeHue. Y 10 (43 %) nmauneHTOB OTMEYaINCh
MoCJIeoTiepalliOHHbIE OCIOKHEHUsI, U3 KOTOPBIX 5 (21 %) — xu-
pypruueckue, 4 (17,3 %) — undexumonHoro reveszau 1 (4,3 %) —
TOKCUYECKOE.

BoBoapl. [uneprepmudeckast xumuonepdysusi, Kak U30J11-
poBaHHbIi MeTon JIK, 3apekomeHnoBana cedst 6e30macHoi npo-
LEAYPOU C HU3KOW CTEMEHBIO CUCTEMHOW TOKCUYHOCTHU Y JIETEH,
TaK KakK OOJBUIMHCTBO OCJIOXHEHUI CBSI3aHBI C pacmpocTpa-
HEHHOCTBIO OMYXOJIM U 0O0BEMOM XUPYPTAUYECKOTO BMEILIATEb-
cTBa. 1S OLIeHKM OHKOJIOTUYECKOU 3(h(HEKTUBHOCTHU TPeOyeTCs
0o0JIbllIEe YMCIIO MALMEHTOB U JJIUTEbHOCTh KATAMHECTUYECKO-
ro HaOJIIoOIeHUS.

LiKana cnomHocmu MUHUManbHo-
UHBA3UBHbIX Onepauuil npu HedporexHbIX
onyxonax abpomMuHanbHoi NoKanu3ayuu
Yy nemeii. ipocnekmuBHoOE KNUHUYECKOE

J.T. Axananze!, I.C. Pataes'-2, 1.B. Teepnos!,
H.A. Kpusennosa', K.A. Boponun!, E.}O. CmupHosa',
H.H. Mepkynos!, /I.C. AnbmeHoBaZ,
M.M. Ocnanos?, H.C. Ipaues!
IQrbY «HMHUIL JITOU um. Imumpus Poeauesa»
Munsodpasa Poccuu, Mockea;
2HauuonanbHolil HAy4Hblil UeHmMp MAMepuHCcmea u 0emcmed
Kopnopamugnozo gonda “University Medical Center”, Hyp-Cyaman,
Pecnybauxa Kazaxcman

AxkTyamsHOCTh. M3yueHue poiau IDRF u psma npyrux gak-
TOPOB CJIOXKHOCTH ABJISIETCH OJHUM U3 KIJIFOYEBBIX HallpaBJIeHUN
MUHUMAaJIbHO-VHBA3MBHON XUPYPIrun HEMPOTEHHBIX OITYXOJIEM.
B naHHOM nmokiazme Mbl MpeACTaBisieM TepBble JaHHbIC, MOy~
YeHHbIC B XOJ€ IPOCIEKTUBHOIO MccienoBaHus «CTpatudu-
Kaius (pakToOpoB CIOXHOCTM JIallapOCKOMMYECKUX OIlepaliuii
MpPU HEUPOTEHHBIX OMYXOJsIX a0AOMMHAIBHOMU JIOKAIM3aLMU»
[NCT06296732].

Lean u 3amaum — yiydilleHHE Pe3yJbTaTOB JICUEHUs HEil-
POTEHHBIX OITyXOJiell 3a0PIOIIMHHOIO MPOCTPAHCTBA Y JAETEil.
[penBapuTeabHBIM aHAIU3 JAHHBIX MPOCIEKTUBHOTO UCCIIEI0-
Banus «CtpaTrdukanus hakTOpOB CIOXHOCTH JamapoCKOI-
YECKUX OIepaluil MpyU HENPOreHHbBIX OMyXOJsX a0aI0MUHAIb-
Hoit mokanmuzauun» [NCT06296732].

Martepuast 1 Metoabl. [IpoaHanu3MpoBaHbl JaHHbBIE MAIU-
€HTOB, BKJIIOUEHHBIX B uccienoBaHue «CrpaTudukanus (ak-
TOPOB CJIOKHOCTH JIAITAPOCKOTIMYECKUX OIepaluii Ipu HEWNpo-
TEeHHBIX OMYXOJISIX a0JOMUHAJIBHON JOKaTU3alu» C CEHTSIOPS
2023 mo uoHb 2024 r: mpegomnepalMOHHbIE JAaHHBIE B COOT-
BeTCTBUU ¢ 32 (pakTOpaMu CIOXHOCTU U [TMIOTHOM LIKAaJIOM,
paspaboraHHOI paHee B HaleM LleHTpe, MHTpaonepallMOHHbIE
U ocseonepanroHHble faHHbIe (30 cyT). MHTpaonepalimoHHbIe
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ocioxHeHus knaccuguunponanbl o Class-Intra, mocieonepa-
nmnoHHBIe 110 Clavien—Dindo.

PesynbraThl. Cpeny nmpoaHaIUM3MpOBAaHHBIX AAHHBIX 51 ma-
nueHTa: 27 neBoyek, 24 MajqpynKa, MeIraHa BO3pacTa COCTaBU-
na 22 (1-207) mec. IDRF 6bu1u BoIsiBIeHBI Y 26 (51 %) GOMbHBIX,
2 u 6onee IDRF 6bu10 y 10 (20 %) nanuentos. HanGosee yacto
BcTpevancsa ¢akrop IDRF F4 (BopieueHue 1 wian 2 moyeyHbIX
HOXeK). MeauaHa OTHOLIEHUSI 0ObeMa OIMyXOJU K POCTY CO-
craBuna 29 (0,3—288) mia/M. K HU3KOMY YpOBHIO CIIOXHOCTH
B COOTBETCTBUH C MUJIOTHOM IKAION OTHECEHBI 26 MAIIEHTOB,
K cpenHeMmy — 18, Beicokomy — 7. MeauaHa MpoaoKUTEIbHO-
CTU XUpypruyeckoro BmemnareabctBa coctaBuwia 100 (30—310)
MuH. MHTpaoliepalilnoHHBIC OCIOXHEHMS pa3Buinch B 1 (2 %)
ciydae (moBpexaeHue noyeyHoit aprepuu, Class-Intra I11. Kon-
BepcuM rnorpeboBanuch 3 (6 %) nauuenram. I[locaeonepaoH-
HbI€ OCJI0KHEHUS pa3BUInCh B 7 (14 %) HaOMIOAEHUSX, TSKECTD
o Clavien—Dindo III B 1 (2 %) cinydyae — TpoMGO3 MTOYEUHOI
apTepuu.

BoiBoapl. [IpoBeneHre 1amapoCKOMMUYSCKUX OIEepalvii Ima-
LUEHTaM ¢ HeMpOTeHHBIMH OITyXOJIIMUA B paMKaX IPOCIICKTHUB-
HOTO KJIMHUYECKOTO MCCIICIOBAaHMS MIO3BOJIMIIO HAM YBEJTUUNUTh
yucao 6ojbHbIX ¢ HaMuueMm IDRE nonyyaromuyx MUHUMAab-
HO-MHBAa3WBHOE JICYCHNE C HEBBICOKUM YPOBHEM MHTpa- U I10-
cJIcoTIepallMOHHBIX OCIIOXKHEeHU. Byayie pe3yasraTel HACTO-
SIIEr0 MCCIeI0BaHUs OyayT WCIIOJIB30BaHBI IS Pa3pabOTKH
paCIIMPEeHHOM IIKaJIBI CJIOKHOCTH JIATTAPOCKOIMMIECKIX OIlepa-
LM TP HEMPOTEHHBIX OITYXOJISIX.

AHanu3 oHKONOruyecKoro
JHAONpoMe3upoBaHuaA rosIeHoCMONHOro
cycmasa y nayueHmoB iemcKoro
U NoApPOCMKOBOro Bo3pacma ¢ nepBu4HbIMU
onyxondamu Kocmeii B HMUL, ATOH

um. iImumpus Porayesa

H.A. Boasmakos, A.A. ApremoB, A.M. Bopouaii,
E.N. Kononnesa, H.B. 3aiineBa
OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mumnszdpasa Poccuu, Mockea

AktyansHocTh. [Tocne ynanenus 3HO mucranbpHOTO OT/esa
TOJIEHW BO3HUKAET HEOOXOMMMOCTH MPOBEACHUST PEKOHCTPYK-
MU TIOCTPE3eKIIMOHHOTO nedekra. B cBsA3M ¢ He3peaocThio
CKeJleTa y JIeTell ¥ TTOIPOCTKOB — 3TO KpaliHe CJIOXHas 3aj1ava.
B noknane OyayT mpencTaBieHbl COBPEMEHHBIE METOIbI pellie-
HUSI JAaHHOU MPOOJIEMbI, B TOM YUCJIE W C UCTIOJIb30BAHNEM MH-
JTBUTyaThbHO U3TOTOBJIEHHBIX PA3IBUKHBIX SHIOTIPOTE30B.

He.ﬂﬂ M 32JJa91 — aHAJIN3 OHKOJIOTUYECKOIo SHAOIIPOTE3UPO-
BaHMA I'OJICHOCTOITHOIO CyCTaBa y NallME€HTOB ACTCKOIo M IMOJI-
POCTKOBOI'O BO3pacTa.

Marepuajbl 1 MeTOAbl. AHATM3UPYIOTCSI PE3YJIbTAThl DHI0-
MPOTEe3UPOBAHUS TOJICHOCTOITHOTO CyCTaBa y ACTeil U MOAPOCT-
KOB C TIEPBUYHBIMU 3JI0KaYECTBEHHBIMU OITyXOJISIMU 3a 12-J1eT-
Huii mepuon (2012—2024 rr).

Pesynbratel. [IpoaHanu3upoBaHbl Pe3yJIbTaThl JICYCHMS
20 maumeHToB. MenuaHa Bo3pacTa Ha MOMEHT OIlepaluud —
13,6 roma. CornacHo Mmetony Kamana—Maiiepa OB sHmormpo-
te3a coctaBuia 100 %, BCB — 53 + 15 %. Cpeny OCI0XHEHUNA
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nHdekms: otMeuena y 3 (15 %) manueHToB, KpaeBoil HEKPO3
panbl — y 1 (5%), acenTuyeckoe pacxXxoxkIeHMs] KpaeB paHbl —
y 1 (5 %), HectabunbHOCTH 3HANpPoTe3a — Y 2 (10 %) GONBHBIX.
TeM He MeHee cpeaHMIT DYHKIIMOHAIBHBIN Pe3yIbTaT COCTaBUII
76 %, 94TO SABJISIETCS XOPOLINM IOKa3aTesIeM.

BoiBoapl. DHOompoTe3upoBaHUE TOJEHOCTOITHOTO CycTaBa
y MalMEeHTOB AETCKOTO U MOAPOCTKOBOTO BO3pacTa ¢ MePBUYHbI-
MU OITyXOJISIMU KOCTEl MO3BOJSIET JOCTUYb ONTUMAIBHBIX OH-
KOJIOTUYECKUX U (DYHKITMOHAIBHBIX PE3YJIBTaTOB.

HHHOBaUUOHHBIE MEXHONOrUU NyyeBoil
mepanuu y nayueHmos
¢ oNuroMemacmamuyeckou hopmoil
Helipo6nacmombl

}O.M. Boesonuna, T.B. Illamanckas, A.B. HeuecHiok,
JI.1O. Kauanos, A.IO. Ycbrukuna
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AkTyasbHOCTh. JIeueHue manueHToB ¢ HB rpymnmel BeicoKoO-
ro pucKa SIBJIsSIeTCSl aKTyaJlbHOM Mpo0JieMoii B JETCKON OHKO-
Jjorun. HecMoTpsi Ha MYJBTUMOIAJIbHBIN TOAXOA K Tepanuu,
MOoKa3aTeJ M BbIKMBAEMOCTU Y 3TUX OOJBHBIX HE IMPEBBIIIAIOT
50—60 %. PaccMmarpuBaioTCsl HOMOJHUTEIbHBIE DJEMEHTBI Te-
panuu, CriocoOHbIe YAYYIIUTh BbIKMBAeMOCTh MauueHToB ¢ Hb
TpyTIibl BICOKOTO pucka. OgHum u3 MmetonoB JIK asasiercs JIT.
O01ydyeHue MepBUYHOIO oyara — CTaHAapT Teparuu B 3apyoex-
HBIX MPOTOKOJAaX U OTeYECTBEHHBIX KIMHUUECKUX PEKOMEHIa-
nusx. [1pu 5TOM MPOrHOCTUYECKOE 3HAUYEHUE OTBETa HA UHIYK-
LIMOHHBIN 2Tan Tepanuu B oTHolIeHuu nokasarteneit OB u bCB,
BJIMSTHUE aHATOMWYECKOM JJOKATU3alli METaCTa30B Ha IMPOTHO3
3a00s1eBaHMs 3acTaBisieT 3agymaThest o poau JAJIT B ux obiy-
yeHuu. B 3apyOexkHOi1 uTeparype CyllecTByeT OrpaHUYeHHOe
KOJIMYECTBO UCCIEIOBAHU, MOCBSIIEHHBIX U3y4yeHUI0 poau JIT
B OOJIyYeHUM METAcTa3oB y nMauueHToB ¢ Hb rpymnmsl BBICOKOTO
pucka B 1-il TMHUY Tepanuu.

Ienu u 3anaum — MPOBECTU PETPOCIIEKTUBHBINM aHATU3 Ta-
ueHToB ¢ HB rpynmnsl Beicokoro pucka, nojayuusiiux IJIT Ha
MeTacTa3bl B paMkax tepanuu 1-it imauu 8 HMULL ATOU um.
Hmutpust PoraueBa, onpeneautb NoKa3aHUus U pa3padoTaTh aji-
roputMm i ipoBeaeHus JJI'T npu onuromeractatudeckoit HB.

Marepuajsl 1 MeToAbl. B peTpoCrieKTUBHBINM aHaIU3 ObLIU
BKItoYeHb! 11 mauuenToB ¢ HB rpynmnbl BbICOKOTO pucKa, Mo-
nyuuBmmx B HMUILL ITOU B 2011—-2023 rr. JIT Ha MeTacTassl,
COXpaHUBIIMECS TIOCIIC TIPOBEACHMS MHAYKIIMOHHOU X T B pam-
Kax npotokojia GPOH-NB2004.

Pe3synbraTthl. MeauanHa Bo3pacTa MAllMEHTOB COCTaBUJa
31 mec. IlepBuyHas omyxoJjib JJOKaJM30Bajach B 00JIACTA Hal-
MOYEeYHUKOB y 7/11 OONBHBIX, BCe MALlMEHTHI ObLIU C 4-11 cTa-
nueit 3aboneBaHus (1/11 — 6e3 BBIIBICHUS TIEPBUYHOTO ovyara
C JIoOKanu3aluei MeTacTa3oB B 001acTh OpOUTHI). Y Bcex 00JIb-
HBIX KoHcTatupoBaH YO Tmocie 3aBepleHUs] WHAYKIIMOHHOTO
orana tepanuu. [lokazanuem 1js1 00aydeHsT MeTacTa3oBy 9/11
OOJIBHBIX OBIIIO coxpaHeHue HakoruieHuss PDIT Ha cumHTH-
rpaduu ¢ 'B-I-MUBT nocie 3aBepiueHns] MHIYKLINOHHOI Te-
parmuu, y 2/11 — coxpaHeHHe METacTa3oB, OMNPEACISIEMBIX IIO
KT/MPT, npu orcyrctBun HakoruieHuss POII. IJIT nposonu-
nack nocye BAIIXT u ayro-TI'CK y 10/11 maruenToB. Memua-
Ha BpeMeHH ot ayTo-TT'CK mo Hauana JIT coctaBuiia 8 Hen (pas-
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6poc — 7—15,6 Hex). BceM O0OIBbHBIM MMPOBOAMIIOCH OOIydeHUE
1 meracraza (1/11 — otmanennsiii JIY, 10/11 — meTtactas B Ko-
ctn). Y 9/11 maureHTOB MeTacTa3bl ObLIM €MUHCTBEHHON 30HOM
obnydeHust, y 2/11 — mapannenbHo ¢ 00JydeHUEM TepBUIHOMN
onyxonu. Cemb/11 (64 %) nanuenros noayumnu JIT Ha ouyaru
MeTacTasupoBaHus B go3e 21 Ip. B moje obayyeHus: peuuanB
cayauncs y 1/11 6oabHOTO (o4yar B KIMHOBUIHON KOCTH 4yepe-
ma). Ot 13 ymepnu 4/11 (36 %) 60abHBIX, XUBBI — 7/11 (55 %).
Menuana HabmoneHus — 44 mec. TpexyetHsis BPB 1 OB cocra-
Bun 54 % u 80 % cOOTBETCTBEHHO.

BoiBoapl. /IJIT Ha 0b6jacTh METaCTa30B MOXET SIBJSIThCS (-
(beKTUBHBIM METOJOM KOHTPOJISI Haj 3a00jieBaHUEM Y TallMeH-
TOoB ¢ HB rpymmbl BeicOKOro pucka B 1-ii JTMHUM Teparuu B CTy-
yae OJINTOMETACTUYECKOTO 3200 IeBaHUS.

CmepeomakcuyecKas paguoxupyprus
MemacmamuyecKux 04aros B rofoBHOM
Mo3re y peGeHka ¢ BHecKenemHoi
capkomoi H0uHra: Knunu4ecKui cnyyai

T.C. Porosa', B.. Bomenckuii?, O.C. Perenrosa!,
M.B. Crapxeukas’, A./. Becnaaosa?, I.10. IOpyenko?
'@I'BY PHIIPP Munsdpasa Poccuu, Mockea;

OIBY « HMHUI] onkonoeuu» Munzopasa Poccuu, Pocmos-na-Iomny

AktyansHocTh. CHO 3aHmMaeT 2-e MeCTO cpenu OITyXojeit
KOCTEl M MSTKMX TKaHei JIETCKOro M MOAPOCTKOBOTO BO3pacTa
1 XapaKTepu3yeTcs KpaifHe arpecCUBHBIM TeueHreM. MeTacTa-
TUYECKOE MopaXkKeHMe TOJJOBHOIO Mo3ra onpenensercs y 10—12
% TallMeHTOB W sIBJIsieTCsT (PaKTOPOM HEOIArONpPUSITHOTO MPO-
rHo3a. Tak, MenraHa BbDKMBAEMOCTH Y ITAITUEHTOB C METacTaTH -
YECKHUM TTOpaXXeHWEeM TOJIOBHOTO MO3ra coCTaBisieT 2 Mec. Bos-
MOXHOCTH XUPYPTrMUYECKOIo JICYEHMSI 3a4acTyl0 OrpaHUYEHbI
13-3a JIOKAIU3ALUU METacTaTUYeCKON OIMyXOJIU WIM KOJude-
CTBa OYaroB, a MOAABISIONIEEe OONBIIMHCTBO XMMHUOTIPETIapaToOB
He TIPOHUKAET Yepe3 reMaTodHIeaTnIecKuit 6apbep, MoaTOMy
MeTonoM Beibopa siBisietcst JIT.

Ieau u 3apa4um — MPOAEMOHCTPUPOBATh KIMHUYIECKYIO 3(h-
(peKTUBHOCTh M 0€30MacHOCTh MPUMEHEHUs CTepeoTaKkCchuue-
ckoit pagmoxupypruu (CPX) mpu mMeTacTaTUYeCcKOM ITopaxke-
HUU TOJIOBHOTO MO3Ta y IETCH.

Marepuajsl H MeToAbl. B cTaThe ommcaH KIMHUIECKUN CITy-
YJali YCIIEITHOTO PaIrOXUPYPTHUECKOTO JICUCHMST peOeHKa, CTpa-
natoriero BHeckeneTHoit CHO, y KoToporo mocjie KOMILIEKCHOTO
JIeueHUsI TIpu KOHTPoJIbHO M PT roj10BHOTO MO3ra ¢ KOHTpacT-
HBIM YCUJICHHEM OBLIO BBISIBJICHO MHOXECTBEHHOE MeTacTa-
THYECKOe TOpaXkeHWe TOJOBHOTO Mo3ra. Ouarm xapakTepHu3o-
BaJIMCh CJEAYIOLIMMU pa3MepaMM U JioKaauzauuei: 7 X 4 M,
2x2MMHu 2 % 1 MM B JIeBoit reMucdepe Mo3xkeuka, 13 x 11 MM
B JIEBOM MOCTO-MO3KE€YKOBOM YTIIy, 5 X 6 MM 1 2 X 2 B KpaHUaJIb-
HOM OTJIeJIe UepBsI MO3XKeuKa, 5 X 4 MM 1 3 X 3 MM B JIEBOI reMucC-
(depe Mo3keuKa Ha YPOBHE YETBEPOXOIMUIA, 3 X 2 MM B IIpaBOU
remucdepe MO3KedKa; KyMYJISTUBHBEINN 00BbeM MeTacTaTHUdec-
KHX o4aroB coctaBmi 2,3 cM®. B ycIoBUSX MeIMKaMEHTO3HOTO
cHa nipoBeneH Kypc CPX Ha nuHeitHoM yckoputene Novalis Tx,
Varian ¢ sHeprueii ooaydenust 6 MasB u ciaenyrommnmy napame-
Tpamu MoKpbiTus Mutenn: V100 % =95 %, D, <150 %. Beuny
OJIN3KOTO PacIOIOXKEeHUsT CTBOJIA MO3Ta, a TakKe BO M30exaHue
TPEeBbILIEHUS] TOJIEPAHTHOM HArpy3kKu Ha 3[0pPOBbI€ TKaHU ToO-
snoBHoro mo3ra (V 12 Gy < 10 cm?), npeamnucaHHas o4aroBast
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no3a coctaBuia 16 Ip. TTo3uumoHnupoBaHue OBUIO MPOM3BEIE-
HO ¢ ucrnojb3oBaHueM cuctembl Exactrac (BrainLab). IMepuon
rnocjie obaydeHus MpoxXoaua Ha pOHe CTaHAAPTHOI MPOTUBOO-
TeyHoii Tepanuu. JIyueBbIX peakiiuii He HaOJI0AAIOCh, IeUeHUE
MepeHeC YIOBJICTBOPUTEIIBHO.

Pesyabratel. Yepes mecsau mnocie mposeaeHusi CPX mpu
KOHTpOJIbHON MPT rojloBHOTO MO3ra ¢ KOHTPACTHBIM YCUJICHU -
eM, cortacHo kputepusiMm RANO-BM, Obl1a oTMedyeHa cTabun-
3alMs TIpoliecca B TOJIOBHOM MO3Te: perpecc MeTacTaTU4eCcKOoro
ouyara B JIeBOU cdepe MO3KedKa M odyara B JEBOM MOCTO-MO3-
keukoBoM yriy. CyMMapHBIi 00beM 0YaroB YMEHBIIWJICS Ha
23 % u cocraBuia 1,77 cm?® (panee — 2,3 cm®). I1O Ha Tepanuio
B BUJIE perpecca BCeX paHee OIpelesiBITNXCS MeTaCTaTUUECKUX
0YaroB OTMEUYEH Yepe3 MOJTrofa MpU O4YEPEeIHOM KOHTPOJIbHOU
MPT ronoBHOro Mo3sra.

BoiBoapl. CPX B 1€TCKOI OHKOJIOTUM MOXET 3apeKOMEHIO-
BaTb ce0s1 KaK 6e30macHbIi U 9(P(HEeKTUBHbBIN HEM3BA3UBHBIN Me-
Tox JeyeHus1. Heobxoaumel qanbHeime uccaeqoBaHus Mo u3-
YYEHUIO BIUSIHUS PAIUOXUPYPTAUYECKOTO METOA HAa OPTraHU3M
pebeHka.

NoKanbHblii KOWMPONb NpuU
Memacmamudveckoi pabpomuocapKome.

Onbim HMUL, ArOH um. Amumpusa Porayesa

T.B. Crpanomckas', H.C. Ipaues!, A.B. HeuecHiok!,
J.T. Axananze!, H.A. Bossmaxkos!, C.P. Taxbimos!,
J.B. JIuteunos!, T.B. Illamanckas', A.M. KapauyHckuii',
C.P. Bapdonomeena?, JI.10. Kayanos!

IQrbY «HMHUIL JITOU um. Imumpus Poeauesa»
Mumnsodpasa Poccuu, Mockea;

HUU JIOul um. akao. PAMH JI.A. ypnosa ®I'BY
«HMHUI] onxonoeuu um. H.H. Baoxuna» Murnzopaea Poccuu, Mockeéa

AkTyaimpHOCTB. MynbrumonanbHas Tepanuss PMC ¢ orna-
JIECHHBIMM MeTacTazaMM BKJIIoYaeT B cebst cuctemHyro [IXT
n JIK — onepanuto u/vnu JIT. MexnyHapomgHbie MCCIeTOBAHMS
mokasaiu, 4ro nposenecHue JIK Ha epBUYHYIO OIyXOJIb 1/WIN
MeTacTa3bl 3HAUUTEJIBbHO YIyJIaeT MPOrHO3.

IMean m 3amaum — MpoBeCTU aHaaW3 BIMSTHUST oObema JIK
Ha TEPBUYHYIO OIYXOJb M MeTacTa3bl Ha IIPOTrHO3 3aboJjieBa-
HUS y MALMEHTOB ¢ MeTactaTudyeckoiit PMC, moyiydaBIIux mpo-
rpammHyto Tepanuio B HMULL ATOU um. Imutpust Porauesa.

Martepuaisi u Metoabl. 3a nepuon 02.2012 mo 12.2019 (94 mec)
B HMUI ATI'OU nponeven 181 mauunent ¢ PMC. Tlporpamm-
HYIO Teparnuio corjacHo npotokojy jedeHuss CWS guidance
noayuuan 159 6oabHbIX B Bo3pacte oT 0 no 17 net, u3 Hux y 47
(30 %) oTMedeHBI OTHAJeHHBIE MeTacTasbl. ¥ BceX MalleHTOB
takTuka JIK onpenensiiach Ha MeXXAUCHUIIMHAPHBIX COBEIA-
Husx B HMUL ITOU um. Amutpusi Porauesa. I1pu aHanuze
pe3yJIbTaTOB JICUEHUS BbIACJSUICS MOJHBIA U yacTuuHbii JIK.
TMonuwiii JIK onpenensiics, kak JIK Ha mepBUUYHYIO OIyXOJib
U BCe pe3uayajbHble METacTas3bl, BKJIOYAs MOPaKeHHbIE peru-
oHapHble JIY. Yactuunbiii — JIK Ha IepBUYHYIO OIyXOJIb U,/ WIH
OIUH U OoJiee pe3uayaabHblii MeTacTa3, BKJItoUYas MopakKeHHbIe
peruoHapHbie JIY, mpu coxpaHeHUU APYTUX METACTA30B, HE MO/~
BepruyThix JIK.

Pesyasratel. JIK mpoBeneH 46 manmentamM. OauH 60Jib-
Hoil He mnoayyun JIK, HuBenMpoBaB TEPBUYHYIO OITyXOJIb
U BCe MeTacTasbl B Iipoliecce Tepanuu. JIK Ha epBUYHYIO OMy-
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XOJIb TMPOBeleH 46 TMalueHTaM B 00beMe: TOJbKO OIeparius
(n = 11; 24 %), Toneko JIT (n = 12; 26 %), onepaunst u JIT
(n=123;50 %). OTcpoueHHas orepalns Ha IEPBUIHON OITYXOIN
nposeaeHa 24/46 (52 %) 6onbHBIM B 00beMe: RO (n = 8; 33 %),
R1 (n=15;63 %), R2 (n=1; 4 %). Kaneuanias orneparus mpo-
BeneHa 3/24 (12,5 %) nauueHTaM — 3KCTUpPHAUs MaTKU, aMITy-
TalMsl BEpXHEeil KOHEYHOCTH, YacTU4Hasl pe3ekius tpaxeu. JIT
nposeaeHa 35/46 (76 %) 6onbHbIM: TOBKO JIT (1 = 12; 34 %),
nocite oneparuu (n = 19; 54 %), no onepanun (n =4; 12 %). Io-
paxkeHue permoHapHbIx JIY ormeueHo y 27/47 (58 %) naiueH-
toB. JIK Ha pernonapusbie JIY niposener 20/27 (74 %) GOJbHBIM:
tosbko JIT (n = 11; 55 %), ynanenue (n = 5; 25 %), ynaneHue
n JIT (n = 3; 15 %). Onnomy (5 %) naumeHTy pOBEAEHO yaa-
JeHne ¢ BHyTpuOplomHoi runeprepmudeckoir XT (HIPEC)/
TUIIEPTePMUYECKOM MHTpanepUTOHEeaJbHOW XUMUoIepdy3uei
('MX). Cymmupys, peruoHapHast JMM@OIUCCEKIINS TPOBEAeHA
8/27 (30 %) 6onbHbIM. JIK Ha MeTacTa3sl — 11/46 (24 %): ToIbKO
JT (n = 6; 54,5 %), Toapko onepauus (n = 2; 18 %), omnepa-
st u JIT (n = 2; 18 %). Ognomy (9,5 %) nmaumeHTy BBITTOTHE-
Ho ymanenue ¢ HIPEC/TUX. PacnipeneneHue 1o JoKaIU3auy
meTtacta3oB u JIK: koctu (n = 2, JIT), nerkue (n = 2, ynajieHue),
KaHIIEpOMAaTO3 IO OPIOIIMHE M OIMYXOJIEBble KJIETKU B acIlv-
tnueckoi xuakoctu (n = 2, JIT), otnanennwie 1Y (n = 2, JIT,
n=2,JIT + ynanenue). Hu oquH nalueHT ¢ MeTacTa3aMH B JieT-
KHX He ToJIydas TOTaJbHOTo o0ydeHMs. JIBa OOJbHBIX MOJY-
YUJIM TOTaJbHOE 00JydYeHue OproliHoi mojoctu. Pacnpene-
JneHue 1o oowvemy JIK: monHbiii (n = 16/46; 35 %), yacTUUHBIIA
(n = 30/46; 65 %). Tpexnetusst OB u BCB Bceit Koroptsl ma-
MeHToB ¢ MeTactatuueckoit PMC (n = 47) cocraBuiu
553+ 7,2 % u 51 £ 7,2 % coorBerctBeHHO. TpexneTHsist OB
n BCB B 3aBucumoctu ot oobema JIK: monnsiit — 87,5 + 8,3 %
u 81,2 +9,7 %, yactuunbiit — 40 £ 8,9 % u 36,7 + 8,8 % coor-
BreTcBeHHO (p = 0,003 (BCB), p = 0,01 (OB)).

Boisoapl. JIK Ha TTepBUYHYIO OITyXOJb M METACTa3bl SIBJISICT-
cs HEOTheMJIEMBIM KOMITOHEHTOM MYJIBTUMOIATBLHOM Teparmmu
¥ UTPaeT BaXXHYIO POJIb B YIIYUIICHUU PE3YJIBTATOB JICUCHUSI T1a-
IIMEHTOB ¢ MeTacTatnueckoit PMC.

JlekoMnpeccuoHHas nanapocmomus
Yy Aemei ¢ CUHAPOMOM
uHmpaabaoMuHanbHOU runepmex3suu:

onblm oAHOro Yenmpa

C.P. Tanpmos, JI.I'. Axananse, A.A. KpuBoHocos,
H.H. Mepkynos, 11.B. Teepaos, H.I'. YckoBa, H.C. Ipauen
OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Munsdpasa Poccuu, Mockea
AkTyanabHocTh. CUHAPOM aHTPaaOAOMUHAJIBHON TUIMEpPTEH-
31UU Y OHKOJIOTMYECKUX MAllMEHTOB — CTOMKOE MaTOJIOrMYeCcKoe
MOBBIIIEHUE BHYTPUOPIOIIHOTO OABJE€HUS 3a CYET OOJIBIIOrO
o0beMa OITyXO0JIeBO Macchl, MPUBOJsIIEe K IOJTUOPTaHHON
HenoctatouHocTd U AKC. Xupypruueckass J€KOMIIpECCUST —
eAUHCTBeHHBIN 3(pdekTrBHbBIN MeToa JeueHust AKC.

IMemm u 3amaum — ONTUMU3ALMST TAKTUKY BEICHUS M YIIyd-
IIeHWe TIPOTHO3a Y AeTell ¢ CMHAPOMOM aHTpaadAOMUHAILHOM
TUTICPTCH3NM.

Marepuajsl 1 MeTOIbl. B oTIeIeHNM OHKOJIOTUY U JETCKOM

xupyprun HMUILL ITOU um. JImutpus PoraueBa ¢ ceHTSIOPS
2015 o mtonpb 2024 1. ipoBeaeHO 17 meKOMIIPECCMOHHBIX JIa-
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MapoCTOMMI Y COOTBETCTBYIOLIEIO Yucia MalueHTOB. TpuHa-
aTh 607abHbIX ObUM ¢ UuarHo3oM Hb 4S craguu (c meTactaTu-
YecKUM nopaxeHueM rnedeHu), 2 — ¢ I'b, 1 — co 3PO neuenu,
1 — ¢ HedpobmacToMoil mpaBoii mouku. MeanaHa Bo3pacTa —
5,8 Mec. JluarHo3 yctaHaBJMBaJCsl HA OCHOBAHWUM THUCTOJIOTM-
YECKOT0 M/WIN KIIMHUKO-BU3YaJTU3aLIMOHHOTO 00C/IeI0OBaHMS.
IMauuveHTaM MPOBOAWIUCH U3MEPEHUE BHYTPUOPIOIIHOIO NaB-
JIEHUsSI U OKPYXXKHOCTHU >XMBOTA, OLEHKa (DYHKIIMU AbIXaTeb-
HOU (YMCJIO AbIXaTeJbHBIX JIBMXKEHUM, MaplMaibHOe NaBIeHNe
KUCJIOpoNa, mapluuajbHOe JaBAEHUE YIJIEKMCIOro rasa) u cep-
JIEYHO-COCYIMCTON cUCTeM (apTepuajbHOE AaBJIEHUE, YyacToTa
CepACYHBIX COKpallleHUIT), MOYeYHO! (PYHKIIMU, KOaryjaorpam-
Mbl. OnpenesnsiioniuM ¢hakToOpoM ISl TIPOBEACHMST JeKOMITpeC-
CUOHHOM JIanapoCTOMUU SIBJISLIOCH COYETaHUE YCTAaHOBUBILICHCS
BHYTPUOPIOLIHOM TMIIEPTEH3UN U TUCOYHKIINN, KAK MUHUMYM,
ONHOI M3 CHUCTEM OpraHum3Ma (JbIXaTeJbHOU, CepaeyHO-CO-
CYIMCTOM, MOYEBBIAEINUTEbHON ). JIeKoMITpecCMOHHas Janapo-
CTOMMSI BBIMOJTHSIACH ITyTEM MOMEPEYHOM, ocepenrHe MEXITY
MEUEBUIHBIM OTPOCTKOM U ITyTTOYHBIM KOJIBLIOM. ¥ YacTu IeTei
BBITMOJIHSIIACh MPEAOPIOIIMHHAS JanapoTOMUsl, MIACTUYECKUIA
MaTepuas GUKCUPOBAJICS K KpasiM MbILIEYHOU paHbl Haj Opro-
muHOM. Y 16 manueHToB Oblla MCITOJIb30BaHa CMHTETHYECKAsT
ceTKa, y 1 — OMoJornyecKuii UMILIaHT. Y 16 00JIbHBIX yIIMBaJIach
KOXa Y3JIOBBIMM LIBAMU HaJl TUIACTUHOM, Y | manueHTa B CBSI3U
C BbIPAXXKEHHBIM MAacTa30M paHa Bejach 03 YIIMBaHUST KOXU
(oTkpbITO). MHTpaomepalluOHHO MPOBOAUIICSI MOHUTOPUHT IS
OLIEHKY TUHAMMKU COCTOSTHUS O0OJIbHOTO (IbIXaTeIbHbIA 00BEM,
CepIeYHO-COCYAUCTas AeATeNbHOCTh). OMHOMOMEHTHAasI OMOII-
cus meyeHu BbinoysiHeHa B 11 ciyyasx, y 1 mauueHTa — 6uorcust
nepBUYHOM omnyxoiu, y 10 — metacta3sl HB B rieuens, y 6 omorn-
CUS HE TIPOBOAMIACK.

PesyabraTel. IHTpaoIiepalliOHHBIX OCJIOXHECHUN HE OBLIO.
OcnoXXHEHUS B TOCJIEOTICPAIIMOHHOM TIepHoe HaOIIOoaINCh
y 5 MalMeHTOB: KPOBOTECUCHHME M3 MSITKMX TKaHEH IepemHei
OPIOITHOM CTEHKH — 1; HATHOCHME paHbI — 1 ; HECOCTOSITCITbHOCTD
JTaITapOCTOMBI — 2; TIOIKOXHasl TeMaToMa ¢ HEeKpO30M yJacTKa
MSITKUX TKaHEl OT claBieHus Ux rematoMoit — 1. Y 2 00JIbHBIX
pa3BWIIach HEKOpPpErmpyemas moJInopraHHasi HeIOCTaATOYHOCTh
BcaeacTsue nporpeccupoBaHuss AKC. B 7 ciydasix BbIMoJHe-
HO yHaJleHWe CeTKU W PEKOHCTPYKTHMBHO-IUIACTHYECKOE BOC-
CTAaHOBJICHHUE IIEJIOCTHOCTH BCEX CJIOEB IIepeaHEil OpIOIIHOM
CTEHKM: 6 — IO 3aBepIICHUN JieueHUsI Ha (hOHe CTaOUIM3alun
OCHOBHOTrO 3a00JieBaHusl, 1 — Ha 54-e CyTKU mocjeonepaluuoH-
HOTO TIeprofa 110 IIpUYNHE HaTHOSHUS B 00JIACTH ITOCIeoIepa-
MOHHOTO pybma. JdecdaTy MmamyeHTaM JarapocToMa He yaars-
JIach: 4 — Mo MIpUUIMHE OMOJIOTMIECKOM cMepTH B HaeM LleHTpe
Beaencteue [13, 1 — Beimucan Ha 131-e cyTku mocieornepaim-
OHHOTO ITepHOoIa T MAJTTMAaTUBHOM TepaITuy 110 MECTY SKUTEIThb-
ctBa o npuuuHe [13. Ia1b (29,4 %) 13 17 GONBHBIX yMEPIU OT
113, 12 (70,6 %) 3aBepluniIn MPOrpaMMHYIO TEPAIIHUIO.

BoeBonpl. [Ipu paszsutuu AKC nexomrpeccroHHast Jiarna-
pOCTOMHUSI BO BCEX CllyyasgX MO3BOJMJIA YCTPAHUThH SIBJICHUS
MOJUOPTraHHON HEJOCTATOYHOCTU Y MALUEHTOB CO 3JI0KAYECT-
BEHHBIMU OMYXOJISIMU OPIOLIHON MOJOCTU U MPOAOJIKUTH KOH-
CEpPBATUBHYIO TEPAMUIO.
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fMpoponxmumenbHocmb gonycmumol
MennoBoil UwWemMuu neyeHu B 3aBucumocmu
0om Bo3pacma. JkchepuMeHmanbHoe

N.B. Teepaos, I.I'. Axananze, H.C. Ipaues
OIRY «<HMHUI] JITOH um. Jimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea

AktyansHoCTh. CUHIPOM MIIIEMUYECKOTO W pernepdy3noH-
Horo moBpexaeHus mnedeHu (CUPII) sBnsercs akTyaabHOU
npooseMoll renaToOMJIMapHONW XUPYPTUU BCIEICTBUE YaCTOW
HEOOXOAMMOCTU TMPOBENEHUSI PE3EKLUU TEYEHU B YCIOBUSIX
TotanbHOU cocynuctoir n3onsiuu (TCH), yto yBenuuuBaer
BEPOSITHOCTh PA3BUTHUS TSIXKEJION MOCTPE3EKIIMOHHON MeYeHOoY -
HOU HeaoCTaTOYHOCTU. [10 JaHHBIM JTUTEPATYpPbI, JOMYCTUMOE
Bpemsi TCU y B3pocibix maiueHToB coctapiser 40—60 MuH,
MPU TPEBBILIEHUM ATOTO 3HAYEHUSI HEOOXOIMMO BBITIOJHEHUE
psila UHBa3UBHBIX MEP, OOBEAMHEHHBIX TEPMUHOM «XOJIO[OBAsI
nepdy3us neyeHn». B HacTosIee BpeMsi He U3YYEeHbl OTJIMYUS
B TojiepanTHOCTH K CHUPII y meteit 1 B3pOCTBbIX TTALIMEHTOB, HE
ompeesneHo noporosoe 3HadeHre TCU miis repBoit Kateropuu.

He.]'[l/l N 3a1a494 — aHaJIN3 HAJIMYUA 1 CTCIICHU BBIPA2KCHHOCTU
pa3)1H‘IPII7I B TOJICPAHTHOCTHU K TEIUIOBOM MILIEMUM II€YECHU Yy ae-
TeU 1 B3POCJIBIX B paMKaX 3KCIICPUMEHTAJIbHOI'0O NCCIICAOBaHMA
Ha Ha60paTOprIX MOACIAX.

Marepuajibl 4 MeToabl. /{7151 IpoBeaeHUsT UCCIEI0BAHUS UC-
MOJIb30BaHO 25 caMII0B OeJIbIX KpbIC TUHUM Wistar pa3TmyHOTO
Bo3pacra (3, 6,9, 12 Hexn). B yc10BUSIX MHTAJIIIIMOHHOI aHECTe-
31U BCEM >KMBOTHBIM BBIIIOJIHEHO OIEPaTUBHOE BMEIIATEIbLCTBO
C COCYIMCTON M3ossLKeil B TedeHre 60 MUH M OOLIMPHOM pe-
3ekuuei nedyeHu (okono 75 % obwvema). MHTpaorepalimoHHO
BBITMIOJIHSIIA 3a00p KPOBU TSI OMOXMMUYECKOTO UCCIEIOBaAHMS,
OuoNTaThl TKAHW IMEYEHM OTIPABIISUIM AJII TMCTOJOTMYECKOIO
uccnenoBanus yepes 30 1 60 MuH ueMun U yepes 30 MUH OT
Havaya perniepdy3un. B mocieonepaliioHHOM MEpPUONE pPeru-
CTPUPOBAJIN JIETAJIbHbII UCXOM U BpeMsl ero HactyiuieHus. Ha
3-e u 7-e CyTKU BBITIOJIHSIM MTOBTOPHBIM 3a00p KPOBU, OLIEHU-
Banu ypoBHu ACT, AJIT, obiero ounupyouna, JIAT. Ha 7-e cyt-
KU WK paHee, B Cilydae TMOeIr XXUBOTHOIO, BBIIIOJHSUIM peJia-
MMapoOTOMMIO, ayTOICHUIO TKaHU IeyeHu. [1pu rucrosornyeckom
MCCJIEIOBAHMY OIPEle/IsIM CTeleHb HeKpo3a, aroIro3a, 0aj-
JIOHHOI NereHepaluu, HeUTpohUIbHON MHGUIBTPALIUN U XKU-
POBOI1 AUCTPO(DUU TeIaTOILIUTOB.

PesyasraTel. M3 25 npooneprupoBaHHbBIX JKMBOTHBIX T€UEHUE
2 4 mocJe ornepauuu norudaa 21 ocodb, CTaTUCTUYECKU 3HAYM -
MBIX Pa3UYUil B YaCTOTE U IJIUTEIbHOCTU BbKMBAEMOCTH B 3a-
BUCHMOCTMU OT Bo3pacTa He mnojydyeHo (p = 0,247). HaubGonee
BEPOSITHOI MPUYMHOI OblIa HEBO3MOXHOCTh aleKBaTHOI BO-
JIeMUYECKOU Harpy3ku. buoxuMuueckue oTKIOHEHMS ObLIU Ha-
nbosiee BbIpaXXeHHBIMU Ha 3-1 MOcCjeonepallMoOHHbIE CYyTKU, He
MMEJIM OMHO3HAYHON CBSI3W MEXIY BO3PACTOM U Pa3IMYHBIMU
nokazatensiMu. [1pu rucToornyeckomM MCCieIoBaHUM TToKa3a-
TeJIX afnorTo3a, HeHTpopuIbHONM UHGUILTpALIUU, GUOPOTHUE-
CKUX U3MEHEHMI, a TAKXKe CYMMapHbIi 0a/u1 U3MEHEHU I CTaTH-
CTUYECKU 3HAYUMO OTJIMYATMCh MEXIY IpyNnaMUu pa3IudHOIo
BO3pacTa B 3aBUCUMOCTHU OT JJUTEIbHOCTU UILIEMUM MEUYEHU —
KpPBICHI B Bo3pacTe 3 1 6 Hel (10 TTOJIOBOTO CO3pEBaHMsI) UMEIU
OOJIBIIIYIO TOJIEPAHTHOCTD K JJIMTEJIbHON UIIEMUM TTEYEHU, YeM
B3pOCJIbIE OCOOU.
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BoiBoapl. B pamkax sKcrepuMMeHTaJbHOIO HCCeI0BaHUS
MOJIyYeHbl CTATUCTUYECKU 3HAUMMbIe OTJIMYUS B TOJEPAHTHO-
CTM K MIIEMUU TI€YEHU B MOJIb3y OCOOEI, COOTBETCTBYIOLIMX
JIEeTCKOMY Bo3pacty. [icTosornyeckoe uccieaoBaHUe U3MeHe-
HUI MapeHXUMBbI TPU Pe3eKLUsIX MeYeHU y JeTeil U B3POCIbIX
MalueHTOB MO3BOJUT 3KCTPANoOAMPOBaTh MOTYYEeHHbIE TaHHbIE
B KJIMHUYECKYIO MPaKTUKY W OMNpPeNe]UTh AOMYCTUMOE BpeMsi
TCHU neuenu y aeteid.

Xupypruyeckoe neyeHue onyxonei

Yy HOBOPOKACHHDBIX

M.H. Ymapoga, /I.A. HermaroBa, C.X. A3umoB,
C.M. Ommm3ona, H.P. Xaiitaimena, 3.A. MagamuHoBa
T'Y POHI] Murucmepcmea 30pagooxpaneHus u COUUaIbHOL 3auyumaol
Hacenenus Pecnybauku Tadxcuxucman, Jlywanobe

AKTyasbHOCTb. OITyXOJIM HOBOPOXIECHHBIX BCTPEYAIOTCS
JIOCTATOYHO YacCTO, 3JIOKAUECTBEHHBIE OMYyXOJM HaOIIomaloTCs
y 0,25 % moruGIImx rmiIogoB U1 HOBOPOXaAeHHBIX. CBOEBpEMEH -
HOE JIeYeHUe OITyXOJIM MO3BOJISIET N30exkaTh pa3BUTHsI HeoOpa-
TUMBIX KOCMETUYECKHUX Ne(EeKTOB, a IIPU TaKMX HOBOOOpa30oBa-
HUSIX, KaK omyxoib BuibMca, mooutkes 100 % wnsneyeHust 6e3
OITACHOCTH TOCJIeayoliero peruara. OnepaTuBHOE yaajleHUe
OITyXOJIM B TIEPBBIE MECSIIbl XM3HU PeOeHKa NaeT TapaHTUIO
TTOJTHOTO BBI3IOPOBJICHUSI.

eau u 3a1a41 — U3YYUTH PE3YJIBTAThl XUPYPTUYECKOTO Jie-
YeHUs OIyXxoJiell y HOBOpoxXaAeHHBIX 32 2021—2023 IT. B AeTCKOM
otneseHun I'Y POHLI.

Marepuaist u MeToapl. 3a 2021—-2023 rT. B 1eTCKOM OTAEJIe-
Huu I'Y POHLI 3apeructpupoBaHbl 145 nepBUYHO BBISIBICHHBIX
OOJIBHBIX AETEH CO 3710Ka4eCTBEHHBIMU omyxoysiMu. M3 Hux 11
B Bo3pacte 10 1 mecsaua. [To Ho3onoruu: 2 ¢ sMOpUOHATBHBIM
paKoM MeyeHu, 4 ¢ KpecTHOBO-KOMUMKOBOM TepaTodIacTOMOM
U | pebeHoK ¢ TepaToO0IaCTOMON OPIOIIHON MOJIOCTU U 3a0pIo-
ITMHHOTO MTPOCTPAHCTBA, 3 MalMeHTa C CApKOMaMM MSITKUX TKa-
Helt u 1 ¢ HeppobacToMOi 3KTONMMpPOBaHHOM Mouku. M3 HuMX
y 5 OOJIBHBIX POJUTEN HAXOIITCS B OJIU3KOPOJCTBEHHOM Opake.

Pesynsratel. B omdenenue demckoii onkonoeuu I'Y POHI] 6bin
Hanpaenex HoBopolucOeHHbL, Komopomy 6bi10 20 oweti. Co ca108 po-
dumeneil onyxons onpedeaunru 10 Orneil Hazao, Koeda mama Kynaia
peberka. Pebenok om 1-ii bepemenrHocmu, O6pax He 6auU3K0poOCm-
eennulil. Hacnedcmeennocms e omseoujena. Mecmuo: npu nane-
nayuu 6 6proWHOL NOA0CMU Onpedensiemcs OnyxXonesudHoe oopaszo-
eanue pazmepamu 8 X 6 cM, NAOMHOU KOHCUCMEHYUU, NOOBUIICHOE.
Pebenok o6caedosan. Ilpu Y3H OFII u 3abprowiutHo2o npocmpan-
cmea 6 npoeKyuU 1e8oll NOYKU UMeemcs onyxonegudHoe oopazosa-
Hue pasmepamu 6,8 % 7,5 cm. KT OBII u 3a6prowurtoeo npocmpa-
cmea: Kapmuna 00seMH020 00paA308aHUS 8epXHE20 NOAKCA €60l
nouku. Iloo koumposem Y3H npouszeedena nyHkuyus 00pa3o6anus.
Lumonoeuueckoe 3axaouenue: negppoonacmoma. Ilpousseden KoH-
CUAUYM € yHacmuem HeOHAMOoA0208, HeBPOA0208 U AHECIEe3U0N0208
1o noeody nposedeHus Heghpaxmomuu caeéa. Pebenok nodeomosner
K onepauuu. Ilpu pesusuu co cmoporst OBII 6e3 namonoeuu. Ilpa-
8as1 NO4Ka 00bIMHbBIX pasmepos. B npoexyuu ae6oii nouxu umeemcs
onyxonesudHoe 00pazoeanue, KOMopoe CHAsIHHO C Ne80i NO4KOU.
Ilpu 6videnenuu obpazoeanuss ona He ucxooum om Ne60i NOUKU.
Jlesas nouka obOwbiumHbIX pasmepos 6e3 namonoeuu. Obpazosanue
pazmepamu 6 x 8 cm cnasHho ¢ oprouinoll aopmotii. C mexHuvecku-
MU mpyoHocmsamu onyxoas yoanrena. Ilpu paspesze noueunas mkamo,
Hanpaenena 045 eucmonozuteckoeo uccaedoganus. Ilocareonepayu-

PA3AEN V

OHHbLI hepuod npomekan xopouto. Tucmonoeuueckoe 3axauerue:
Heghpobracmoma >Kmonupoeannoi nouku. Pebenok evinucan Ha
9-e cymku nocae onepayuu 8 y0081emMeopUMeNbHOM COCIMOSHUU.
B dannviit momernm pebenok Haxooumcsi Ha yueme. Peyuodue onyxo-
AU He OmMeHaemcsi.

BoiBoapl. YuuThiBas MajeHbKUI Bo3pacT (10 1 mecsua), ae-
TSIM CO 3JI0KaYeCTBEHHBIMU OITyXOJISIMM ITPOBEIEHUE KOMILIEKC-
HOrO JIeYeHUs] HEBO3MOXHO M3-3a YSI3BMMOCTU HEKOTOPbIX
(byHKIIMIT OpraHr3Ma HOBOPOXKIEHHOTO. MCX0as U3 3TOTO, ajlhb-
TEPHATUBHBIM METOHOM JICUCHHUS OIMYXOJIeil Y HOBOPOKIEHHBIX
OCTaeTCsI XUPYPTUICCKHUIA.

Anamomuyecrue pesexuuu nerkux y pemei

H.T. YckoBa, /I.I'. Axananze, A.A. KpusoHocos,
H.H. Mepkyaos, C.P. Tamsimos, 1.B. Teepaos, H.C. Ipauen
OIBY «HMHUI] ITOU um. JImumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea

AKTyalIbHOCTb. AHATOMHWYECKHE PE3eKLMU JICTKUX Y JeTeil
B TOM UJI1 UHOM 00beMe, HauMHasl C CETMEHTAKTOMUU U 3aKaH-
yyBasi MTHEBMOHAKTOMMEN, TMPEACTABISIOT COO0M peaKUil BUJ
orepaluuy B IMPaKTUKE ETCKOTO XMpypra OHKOreMaToJiorhye-
CKOTO CTallMoHapa.

Heﬂﬂ N 3aJa49M — ITPOBECTU aHAJIN3 COOCTBEHHOTIO OIbITA BbI-
ITOJTHCHUA aHATOMMWYCCKHNX peBeKHI/Iﬁ JICTKUX Y JICTEW.

Marepuajsl 1 MeToabl. 3a nepuof ¢ ssHaps 2012 mo aBryct
2024 1. B YCIOBUSIX OTHECICHUSI OHKOJOTMU U AETCKOU XUPYp-
rum HMULL ATOU um. JImutpust PoradyeBa ObIJTM BBITIOJTHEHBI
53 aHaTOMMYECKUE pe3eKIInHU JIETKUX y 53 mauneHToB. Pacnpe-
JieJIeHre 10 MMoJy: 24 1eBOYKM U 29 MaJTbuMKOB, BO3pacT — OT
4 mecsiueB 12 nueit no 19 net 1 mecsiua. [TauneHTHI ¢ BTOPUYHBIM
MOpaXkeHUeM JIETKMX COJIMIHOI OIyXoyiblo cocTaBuiu 39,6%
(n=21), n3 aux 11 — mamments! ¢ OC. Bropyto rpymmy odpaso-
Baiu 16 (30,2 %) GOJBHBIX C TIEPBUYHBIMU OITYyXOJISIMU JIETKOTO
1 OpOHXa; cpedu HUX HauboJsiee YacTo BCTpevyaaucCh MallMeHTh
(n = 8) ¢ BocnaauTebHOM MUODUOPOOIACTUUECKON OITYXOJbIO
(BMO). TpeTbio rpyIiry cocTaBWIN 14 MalMeHTOB ¢ MHMEKIIN-
OHHBIM TTOPaKEHNEM JIETKMX Ha (h)OHEe OHKOTEMATOJIOTUIECKOTO
3a00JIeBaHUS U UMMYHOIEe(UIIATA, U3 KOTOPBIX § ObLIU MPO-
OIIEPUPOBAHbI 10 ITOBOIY MHBa3MBHOTO MHUKO03a JIETKOI0, 6 — I10
TMOBOIY XPOHUUYECKOTO TpaHyJIeMaTO3HOTo BocnaneHus. B ver-
BEPTYIO IPYIIITY BOIILIU AETU C APYTUMU 3a00I€BAHUSIMU (IXUHO-
KOKKO3 Jierkoro — 1, 6one3nb Kactiemana — 1). B 3aBucumoctu
OT o0beMa Pe3eKIUU MapeHXUMbl JIETKOIO ObUIM BBITTOJHEHbI
CJemyIolIre OIepalui: aHaTOMMYecKash CEerMEHTIKTOMUS —
11 (cpemmHUX — 1 pe3eKins 6a3aTbHON TMPAMUIBI) , 13 HUX — 3TO-
PaKOCKOMUYECKUE OMepalu; aHaTOMUYecKash JTOOIKTOMUS —
35 (cpeau HUX — 3 OUJIO0OAKTOMUM), U3 HUX — 10 TOpaKOCKOIU-
YeCKUX onepanuii (2 KOHBEPCUM ); THEBMOHIKTOMUS — 7.

Pe3yasraTel. IHTpaomnepaimoHHbIE OCIOXHEHUS OTMEUYCHBI
B 9,4 % ciaydaeB (3 — KpoBoTeueHue, 1 — TaMIIOHaga Cepila,
acuctonus, | — mepeceueHue nuadparMagbHOr0 HeEpBa); MO-
cieorepallMoHHbie — B 5,7 % citydaeB (2 — ocTpast cepaeaHo-
cocynucrast HemocratouHocTh, 1 — JIH III cremenm). ¥ Bcex
MallMeHTOB C OITyXOJSIMHU JIETKUX HocTurHyTta RO-pesexiims.
Cpenn «CTaHIAPTHBIX» OIIEPATUBHBIX BMEIIATEIBCTB OBLIO BBI-
TMOJTHEHO HECKOJIbKO HEe XapaKTepHBIX IJIsl JIETCKOTO BO3pacTa:
1) manuenTka, 16 et 1 mecstiia, ¢ BMO BepxHe#t 10IM JIEBOTO
JIETKOTO, BBITIOJTHEHA BEPXHSIS TOOIKTOMUS C IIUPKYISIPHOM pe-
3€KLUEN 1 IJIaCTUKON JI€BOM JIETOYHOM apTepUU, LUPKYISIPHOMU
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pe3eKLKelt U TIacCTUKO JIEBOTo IIaBHOTO OpOHXa; 2) MalueHTy
10 net 3 mecsueB ¢ JAMKO npaBoro reMuropakca U malueHTy
7 net 9 MmecsleB ¢ MeTaCTaTUUYECKMM pelMUAUBOM HedpoObJa-
CTOMBI C TOTJbHBIM TOPaXEHWEM TeMUTOpakca, KpoMe aHa-
TOMMYECKUX Pe3eKIIMI JIETKOro, BbITIOJHEHA BHYTPUILIEBPaJIb-
Hasl TurnepTepMuyeckas xumuonepdysus; 3) nauueHTke 14 et
9 MecsI1IeB ¢ aTUITMYHBIM KapLIMHOMIOM JIEBOTO TJIABHOTO OPOH-
Xa BBIMTOJTHEHA Pe3eKIs IEBOTO IMaBHOro OpOHXa ¢ MJIaCTUKOM;
4) maumeHTy 12 et 7 Mecs1ieB ¢ MeTacTaTUYEeCKUM MOpaKeHUEM
Jgerkoro OC BbIMoOJIHEHA aHATOMUYECKasl pe3eKins 6a3aabHOi
MUpaMUIbI JIEBOTO JIETKOro; 5) 5 malueHTaM, KpoMe aHaTOMMU-
YeCKOM pe3eKIIMU JeTKOro, BbIMOJHEHA JUM(POIUCCEKIIUS.

BbiBoapl. AHATOMUYECKUE PE3CKINH JICTKNX — 3TO PEAKUE
BUIBI OTepallii, TIPOBOANMEIC Y MMAIIMEHTOB IETCKOTO BO3pa-
CTa C COJMMAHBIMHA OHKOJIOTMYECKUMHM 3a00JIEBAaHUSIMU, TEMO-
Oyracro3aMy ¥ UMMyHoAeduIMTaMU. Takie BMeEIIaTeIbCTBa He
TOCTaBJICHBI Ha ITOTOK, B CBOEM POJic YHUKAIbHEI U TPEOYIOT OT
OIIepUPYIONIETO XUPYPTa IOCKOHATLHBIX 3HAHNI aHATOMUH JIeT-
KOT0, B YaCTHOCTU, CTPOCHUST OpOHXUATBLHOTO AepeBa U OCOOEH-
HOCTEe# KpOBOOOPAIICHNS, a TAKKE BIIaJCHUST TEXHUKAMM U Me-
TogaMU PEKOHCTPYKTUBHO-TUIACTUIECKOM XUPYPTUH.

ManounBa3uBHas Xupyprus B neyexuu
pemeii ¢ pabapomuocapkomoi

napaMeHuHreanbHoi NOKanusayuu

J.B. Illeuos, 1.H. Bopoxmuos, /I.JO. Kauanos, H.C. Ipauen
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AxkTyanpHocTh. Ha cerogusamuamii neib B PO meronuka ma-
JIONHBA3MBHOUW XUPYPIUU y MaLIMEHTOB € MapaMeHUHIreaabHO
PMC He BHeIpeHa B IIIMPOKYIO MPAKTUKY OHKOJIOTHUUECKUX CTa-
roHapoB. HeBbicokast yactora BctpeuaeMoctu PMC mapame-
HUHTeaabHOM JIOKaJIU3aluu y AeTel TakxkKe 3aTpyAHSIeT KOHLIEH-
TpalMIO MalKEHTOB C JaHHON MaTOoJIOTKEe, YTO B CBOIO Ouepeb
OrpaHMYMBaeT BO3MOXHOCTD JJIs1 CHCTEMHOTIO aHajiu3a, C OLieH-
KOt 5(p(peKTUBHOCTU TaHHOTO METO/1a JIeUeHMUSI.

eau n 3agaum — onieHKa 3 HEKTUBHOCTU MAaJIOMHBAa3UBHOMN
xupypruu B jiedueHurn PMC napamMeHUHTeaIbHON JTOKAIU3alluu
y IeTeil Ha OCHOBAaHWM MUPOBOTO OTBITA, OLIEHKA BO3MOXKHO-
CTW BHEIpeHUs] MaHHOUW TexHoyoruu B ycioBusx P®. Ilepen
KJIMHUYECKUM OHKOJIOTAMU W OHKOXUPYPraMu BCTA€T PE30H-
HBIII BOMIPOC O HEOOXOAMMOCTU MUHWUMHU3ALMUU TOCTIEICTBUIA
XUPYPTUYECKOrO JICUEHUSI C COXpaHEeHWEM 0a30BOr0 MPUHIUIA
xupyprudeckoro yieueHuss PMC — MakcuMaibHO pauKaabHOTO
yIajJeHusl Oryxoju. BHenpeHue TeXHOI0TUY MaJIOMHBA3UBHOM
XUPYPTUU HUMEET KIIIOUYEeBOE 3HAUYEHUE B JICUYCHUM MAIlMEHTOB
¢ PMC napaMeHUHTeanbHOU JTOKAIU3AIUH.

Marepuaisl u MeToabl. [IpoBeneH aHa U3 TaHHBIX JINTEPATY-
PBI OTHOCHUTEIIPHO BO3MOXKHOCTEI MaJOMHBA3MBHON XUPYPIUU
115t manmeHToB ¢ PMC mapaMeHMHTeaTbHOM JTOKATU3alNT 1 e
BIMSTHUS Ha TIPOTHO3 IT0 OCHOBHOMY 3200JI€BAHUIO OTHOCUTETb-
HO TPagWLIMOHHBIX TEXHUK XHPYPTUICCKOTO BMeEIIaTeIbCTBA.
ITompo6HO pa3obpaHa poab XUPYPTHUUECKOIO JICUCHUS B KOH-
TEeKCTe MYJBTUMONAIBHOTO IToaxona B JeueHnun PMC mapame-
HUHTeaJTbHOM JIOKAIM3allMi, a TakKe IPOBEICH aHaJIM3 3BO-
JIIOIIAM TaHHBIX MOIXOMOB KaK B MCTOPUUYECKOI MEPCIICKTUBE,
TaK ¥ C TOYKU 3peHUs OYAYIIUX HampaBiecHUI pa3putus B PO
¥ B MHDE.
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Pesynbrathl. Pesynbratel aeyeHus PMC nmapaMeHMHreanb-
HOI JIOKaJIM3allMi OCTalOTCs HEeYAOBJIEeTBOPUTEIbHBIMU. [Tpu-
MEHEHME aleKBaTHOTO XMPYPruuyecKoro mocoOusi B COOTBETCT-
ByIOLIEM OOBbEMEe TMO3BOJWIO 3aMETHO YJAY4YIIMTh TMOKa3aTeau
OB u bCB. BHeapeHue B MpakTUKY COBPEMEHHBIX MaJOMHBA-
3UBHBIX METOAMUK C IHIOCKOMUYECKUM ITOCTYIOM IMO3BOJISET
MPU COXPaAaHEHUU PAIUKATIbHOCTH JIEUSHUS JOCTUYb HAUTYUIIIUX
rokasaTeJsieil OTHOCUTEbHO OTIaJEHHBIX MOCIEACTBUM, OCTPHIX
OCJIO)KHEHUN U MMHUMU3UPOBATh PUCK HApYIICHUS] TaliMUHTa
Teparnuu.

BbiBobl. YUMTHIBasi COBPEMEHHbBIE pPEaIMM, METOJOM BBI-
Oopa SIBJISIETCSI METOAMKAa MaJIOMHBa3WMBHOW Xxupypruu. KoH-
IeHTpalus TAlMeHTOB ¢ IapaMeHuHreanbHoii PMC B cre-
[IUATM3UPOBAHHBIX IIEHTPAX C OOJIBIIIMM OTIBITOM ITPOBEICHUS
MaJIOMHBA3WBHOM XUPYPTUM TTO3BOJUT HAaMOOJIee IIMPOKO pac-
MPOCTPAHUTh JAHHBIN BUJ XUPYPTUIECKOTO JICUCHUSI.

PA3AEN V
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Paspen Vi

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

Ncuxo3mouuoHanbHas noffepHKKa
nayue’mos, poaumenei, spayei
u nepcoxana HMHL onkonoruu
uM. H.H. Bnoxuxa KoMaHaoil MeAUUUHCKUX
knoysoB AHO «3[1ECb C TOBO0M~»

B.1O. Jlykuna
AemonomHas nexommepueckas opeanusayus «Llenmp pazeumus
Mmeduyunckoii kaoynaos «3ECH C TOFOH», Mocksa

AkTyanpHOCTB. [IcXx0aMOIIMOHANIbHAS TTONACPKKA SIBISICTCS
CUCTEMOIT TPaKTUIECKUX HABBIKOB, KOTOPbIC TIPUMEHSIIOTCS pe-
TYJISIPHO (2 HE pa30BO) B MHAMBUIYAIbHBIX KOHTAKTaX C KaXKIbIM
YYaCTHUKOM B3aUMOICHCTBUSI.

Ilenmu W 3ama4u — CHMXKEHME YPOBHSI TPEBOXHOCTU B CTa-
LIMOHApax U TepareBTUYeCKUi 3(hGeKT OT OOIIEHMS, KOTOPBIA
MOJIOKUTEIBHO CKa3bIBaeTCsI Ha (DU3MYECKOM U MOPAJIbHOM CO-
CTOSIHUM TTallMEHTOB, MX POACTBEHHMKOB, Bpauell 1 IepcoHaa
OoonbHULIBLI. [MoGanbHast 3amavya opranuzauuu AHO «3JJECb
C TOBOWM» — cuenaTh M3 HAHHOI AESTEIBHOCTH BOCTPEGO-
BaHHYyl0 mpodeccuto. OCHOBHbIE 3aayM: COACUCTBHE B BOC-
CTAaHOBJIEHUM (DU3NYECKOTO U SMOLMOHAIBHOTO OJ1aronoayqust
MMalMEHTOB Yepe3 UTPOBOE B3aUMOICICTBUE; afanTallus IeTei,
MOAPOCTKOB U MX CEMeii K YCIOBUSIM HAaXOXIEHUs Ha TOCIIUTA-
JIM3alK, COLMATM3alnsl Yepe3 MHIMBUIYaIbHbIE 1 TPYIIIOBbIC
dopmbl 001IeHUST; POPMUPOBAHKME MO3UTUBHOIO OTHOIIECHUSI
K CJIOXUBILIEMCS CUTYyallMu, TOIEPXKKa MOTHUBAIIUU IS TIPO-
JOJDKEHUSI JICUSHUST, pa3BUTHE TBOPYECKOTrO MOTEHIIMAIa U ca-
MOBBIPaKEHMS BO BPEMSI JICUSHMUS.

Martepuajsl U1 MeTOAbl. AKKYpaTHOE MpUBJIEYEHUE BHUMA-
HUSI C TIOMOIIIBIO KOCTIOMOB, aKCECCyapoB, PEKBU3UTA, THATO-
roB. JleMKaTHOE BOBJIEYEHHE B IMPOLIECC UTPOBOTO OOILECHUS
U COBMECTHOTO B3aumoneiicTBus. MMnpoBusanus, akTepckoe
MAacTepCTBO, OPATOPCKOE UCKYCCTBO, BOKAJ, IMPKOBbIE HABBIKU.
ITpuHUMIBl pabOTHI: JOOPOBOIBLHOE yYacTHe BO B3aUMOIEUCT-
BUU; MPOBEIEHUE UTPOBOTO OOIIIEHUS B COOTBETCTBUM C HOpMa-
TUBHO-TIPABOBOI 0a30i1 OXpaHbI TPyaa, XXMU3HU U OE€30MaCHOCTH;
PeryJIsIpHOCTb BCTpeu. MeaulMHCKUE KJIOYHbl — YHUBEpPCab-
HbI€ CIIELIMATUCTBI, KOTOPbIE YMEIOT BCE: MOKa3bIBaTh (POKYCHI
U XXOHIJIMPOBAaTh, METh U TaHLEBaTh, IIIYTUTh U MOJYaTh, CIy-
1IaTh U CJBILIATH, TJTABHOE — HE OpaTh Ha CE0S1 IMOLUU APYTUX
JIIOJIeli, a TPOCTO OBITH PSIIOM, B KAKOM Obl COCTOSIHUM HU HaXO-
JIUJICST YETIOBEK.

PA3AEN VI

PesyabraTel. CHIDKCHIE TPEBOXKHOCTU U TIOBBHIIIICHUE YPOB-
HST amanTaiy, MOTUBAIIMH, a TAKKE TIOJIOKUTEIbHASI ITMHAMUKA
COCTOSTHUSI TIAIIMEHTOB, KOTOpasi MPOSIBIIICTCS B MTHOBEHHOM
W JIOJITOCPOYHOM YIYUIICHUN HACTPOCHUS M CaMOYYBCTBHS.
Pa3BuTre TMYHOCTHOTO TIOTEHIINAJIA, YBEPEHHOCTH B cebe, ITo-
3UTUBHOTO HACTpOsI. OT3BIBHI IMAIIMEHTOB, POACTBEHHUKOB, Bpa-
Yeil 1 MeIUIIMHCKOTO TTIepcoHana. [1purmamenne MeIUIIMHCKIX
KJIOYHOB K YYaCTHIO B MPA3THUIHBIX MEPOIIPUSITHUSIX, TIPOBOIM -
MBIX IUISI CeMel, HAXOMSAIIMXCS Ha rocrutaan3anui. CheMKU
TEJICBU3MOHHBIX CIOXKETOB M JOKYMEHTAJIBHBIX (DIIBMOB O CO-
TpyIHUYECTBEe KIOYHOB ¢ LleHTpoMm. CuTyanmm ycmexa, KOTO-
pBIc OIMMCAHBI B TIEPBOM KHUTE O pabOTe KJIOyHA B OOIBHUIIAX
«DTOT TyTh HAYMHACTCS 3Mech». ABTOp KHUTH — Jlepuka Jly-
KuHa, xioyH Tuk-Tak u aupekrop AHO «3JIECH C TOBOM».
LleHTp MHOTO JIET B3aMMOJICHCTBYET ¢ OpraHN3alUsIMU, Pa3BHU-
BaIOIINMU MEIUIIMHCKYTO KIoyHany. Bo Bpemst maHmeMuu mmoce-
IIeHUST KJIOYHOB TpekpaTtuiuck. B mae 2024 . ¢ AHO «3[1IECh
C TOBOM» mommucan IIOTOBOp O coTpygHmuecTtBe. C 3TOTO
MOMECHTA M IO KOHIIA JieTa CoBepIneHO 10 KIOYHCKHUX BEIXOIOB.
Oo61mIee BpeMsT HAXOXICHUSI KJIOYHOB B OOJBHMIIE COCTAaBHIIO
27 9 45 muH. 3a 5T0 BpeMsI KIIOYHBI ITOOOIIAINCH C TTAalIMCHTAMM,
WX POICTBEHHUKAMM, BpadyaMU 1 TIEPCOHAIOM KJIMHUKH, B 00-
meit cymme 31o 1 110 gemoBex.

BoiBoapl. PerynmsipHas Tmcrxo3MoOLMOHAIbHAS TTOIIEpKKa
CONEICTBYET 3MOLIMOHAILHOMY OJIarOMOJydYUIO TTAIIUEHTOB, WX
cemeili, Bpaueil M1 MenMUMHCKOro mepcoHana llentpa. Mnau-
BUAYQJIBHBIN TTOAXOM K KaXXIOMY YJACTHMKY B3aMMOICHCTBUS
Mo3BoJIsIeT 3(PDEKTUBHO NOCTUTATh MOCTaBIeHHOM 1eau. [Tpu-
MEHSISI TIOJOOHBIN TTOAXO0 B CBOeit paboTe, MpodecCUuoHaTbHbIE
MEIUIIMHCKNE KJIOYHBI BCTPAUBAIOTCS B MYJIBTUAMCIIUTLIMHAD-
HBbIe KOMaHIbl Bpayeid, YTO MO3BOJISICT HAM COBMECTHO YIIyd-
math K2K malueHToB 1 ux cemei.
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NO3AHUE IOMEKTHI U PEABUINTALNA NALWEHTOB, NEPEHECLINX
FTEMATONOTHYECKUE, OHKOJIOTMYECKHE, MMMYHOJNIOTHYECKHHUE
W WHLIE TAENDBIE 3ABOJIEBAHUA

OueHka Kayecmsa HU3HU nayueHmoB
C aHaMHe30M Meaynno6nacmombl

B AEMGKOM Bo3pacme

10.B. Tunukuna', .JI. Hukuruna', O.I. 2Keayakosa?,
B.B. Yepnukos®, 1.B. Bunspckas®, M.B. Benoryposa*
'OIBY «HMHUI] um. B.A. Aamaszoea» Munzopaea Poccuu,
Cankm-Ilemepbype;

’I'BY3 «HIII] cney.meo.nomouju demsam
um. B.®. Boiino-Sceneuroeo JI3M», Mockea;

SDIAY « Hayuonanvhoiii MeOUyuHCK ULl UCcAe008amMenbCKuil UeHmp
300po6bs demeir» Munzdpasa Poccuu, Mockea;

‘I'BY3 CII6KHnI[CBMII(0) um. H.II. Hanaakosa

AkTyasmbHOCTh. M b SIBJISIE TCSI BEICOKOATPECCUBHOM OITyXOJIbIO
JIETCKOTO BO3pacTa, 3aHUMasl JUAUPYIOIINE TTO3UIINN B CTPYK-
type 3HO IIHC. IlpuMeHeHUe MYJIBTUMOIAJIBHONM CTpaTernu
MIPOTUBOOITYXOJIEBOI Tepany Ha CETOMHSIITHMII TeHb ITO3BOJISI -
eT DOCTUYDb BBICOKOTO YPOBHS JOJTOCPOYHOM BBIKMBACMOCTH,
HO 3a4acTylO C TSKEJIbIMM BapMaHTaMU OTHaJeHHON TOKCHY-
HocTH. M3ydeHne BOIPOCOB COCTOSTHUS 3MOPOBbsI U3JICUCHHBIX
nanueHToB U oneHka nx K2K B acrekTax momcka ympaBiIsieMbIX
(aKTOPOB CHUKEHMST TOKCUIHOCTH JICUCHUS SIBIISICTCS aKTyallb-
HOM npo0JIeMOi IeTCKO OHKOJIOTUU U TIeIUaTPUU.

e u 3agaun — ananu3 KK nammenToB ¢ aHamHe3oM Mb
B JETCKOM BO3pacTe C OLIEHKON HeOJIarornpusITHBIX (PaKTOpOB
pUCKa HapylIeHUI COCTABIAIOINX aTPUOYTOB 310POBbSI.

Marepuajsl 4 MeToabl. B uccienoBaHue BKIOUYEHBI 48 ma-
LIMEHTOB C IOATBEPXIEHHBIM AMArHO30M pedpaKTepHOM WIn
peuuausupytoieii (p/p) Mb, ycTaHOBIEHHBIM B BO3pacTe 10
18 net. Ans ouenku KoK manueHToB MCMOIb30BaICS OMTPOCHUK
Health Utilities Index Bepcuit Mark 2/3 (HUI2 u HUI3), npok-
CH-BEpCUsl, COCTOSIIINIA U3 15 BOIPOCoB. bbuto IpoaHann3upo-
BaHO BJIMSIHUE OpeMeHU 00J1e3HU (CTaauu 3a00JIeBaHUs, TTOPSII-
KOBBbIIi HOMep peuuauba, BkiatodeHue BITIXT, mosropHbix JIT
M OoTiepalun) Ha roKa3aTeIu aTpuOyTOB 310POBbsI.

PesynsraTel. MenuaHa Bo3pacTa TAllMEHTOB Ha MOMEHT
aHKeTHpoBaHUs coctaBwia 11 (4—26) net, MenraHa HaOJIOe-
HUS OT BepuduKaimu auarqosa — 7,6 (1,3—25) roga. Pecrion-
JEHTaMU B aHKETUPOBAaHWU SIBIISUINCH POIMTENN ITallIEHTOB
(n=11; 22,9 %) w/unu nedanivii Bpad, OCYIICCTBIISIONINIT Me-
TUIITHCKOE HabrromeHme 3a peoeHkoM (n = 37;77,1 %). CpenHee
BpeMsl, TTOTpadyeHHOE Ha 3allOJIHEHWE OIMPOCHUKA, COCTaBUIIO
8,0 £ 3,0 muH. YacToTa CHUXKEHUsI YpOBHEH aTpuUOYTOB 310PO-
Bbs1 1o cucremaM HUI 2 u HUI 3 cocrasuia 51,8 % u 47,1 %,
COOTBETCTBYs JieTkoi (29,9 %), ymepernoit (13 %) u Tsokenoi
(4,2 %) crerieHu TsKeCcTH HapyleHuit. [1pu cpaBHEHUU cO 310-
pPOBOI TIOIYJISAIIAEI AeTeil BBISBJICHBI CTATUCTUYCCKU 3HAUM-
MBI OTJIMYUS TPOLIEHTHOTO OTHOIICHUS CHWKCHHBIX aTpuOy-
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TOB 310p0Bbs (51,8 % 1 14,6 % COOTBETCTBEHHO) M MX CPEIHUX
3HavyeHuit o obenm cucrteMaM (p < 0,001). OyHKIIMOHATBHBIC
HapyIIeHUS 3T0POBbS B HAMOOJBIICH CTEIICHN KaCcalCh TaKNX
coctapystromux K2K, Kak «oliyiieHue» , <kKOrTHUTUBHBIE CITOCO0-
HOCTU», «CaMOOOCTY>KMBAHUE» , «CTIOCOOHOCTD MEPEABUTATHCS»,
«MeJIKasi MOTOpHKa», Bapbupys oT ymepeHHBIX (0,70—0,88) no
skenbix (< 0,70). Mcnonb3oBanue moBTopHOoi JIT nuMerno cra-
TUCTUYECKH 3HAUMMOE BIMSHIE Ha MoKa3aTeIu o0IIero opeme-
Hu 60se3HM 1o cucremam HUI2 u HUI3 (p = 0,02 u p = 0,03),
a mpumeHeHue BIAXT Ha 100oM u3 atanoB gedyeHuss Mb — Ha
3peHue u cayx o cucteme HUI3 (p = 0,02 u p = 0,04).

BoiBoapl.

Ouenka K2K malnumeHTOB ¢ MCMOJb30BaHHWEM OIPOCHUKA
HUI2/3 gaBnsiercsd mpOCTBIM WM AOCTYIIHBIM METOAOM s PYy-
TUHHOTO TIPUMEHEHUSI B KIIMHUYECKOM TTpakTUKe. Y neteit, me-
pEeHEeCIIMX ITPOTUBOOITYXOJIEBYIO Tepamnuio o nosomy p/p MB,
3apPETUCTPUPOBAHBI CTATUCTUUCCKM 3HAYMMBIC OTKJIOHCHMS
aTpUOYTOB COCTOSIHUSI 3IOPOBbS 110 CPaBHEHUIO CO 3IOPOBOM
nonynsguneit. HeGmaronpusaTHeIMEU (paKTOpaMy pUCKa B MCCIIe-
JnyeMoit KoropTe saBistiuch mopTopHas JIT u npumenenue BAXT
Ha JIIoOOM 13 3TanoB ieueHus. Hauboee ya3BUMBIMM COCTaBIIS -
IOIIMMU SIBJISUINCH 3peHNE, CIYX 1 TToKa3aTelib 00IIero opeMeHn
6ome3nn. CremyeT OTMETUTh, YTO aHKETHMPOBAHME HAacT OIICH-
KY COCTOSIHMSI 3I0POBBSI IMAIIMEHTOB B KOHKPETHBIA TTEPUOI,
B TO BpeMsI KaK OHO MOXKET 3HAUMTEIbHO MEHSTHCS C TeUCHUEM
BpeMEHM M Ha (poHEe MHOTOYMCIIEHHBIX (haKTOPOB, TEM CaMBIM
orpeesisisi HEOOXOAMMOCTb €ro TMHAMUYECKOI0 MOHUTOPUHTA.

BMmopuyHbié onyxonu UueHmpanbHoil HepBHOil

cucmembl y Aemeil: onbim OQHOro UeHmMpa

IL.A. Ipo3nosckas', K.®. boiiko!, H.A. Bopoobes' 2,
H.JI. ®aceesa', E.A. CroasipoBa!, E.A. Auapeea’,
M.A. Turosa!, B.A. Pomanosa', M./I. Makcumos!,
C.B. Anekcanapos!, O.T. XKeayakosa'-3
IMHBC, Canxm-IlemepOype;
2QI'bOY BO CIIoTl'y;
SI'BY3 «HIIII cney.med.nomowu demsam
um. B.®@. Boiino-Aceneyrxoeo JI3M», Mockea
AktyansHocTh. PazButue Bropmunbix 3HO siBisiercss omHUM
u3 HauooJee cepbe3Hbix HA JIT u akTyanbHOI npobiemMoit net-
CKOIl OHKOJIOTUM. DTUOJIOTHUSI Pa3BUTHSI BTOPUYHOM OITyXOJIU
HesICHA, HO M3BECTHBI (PaKTOPHI, BIMSIONIME Ha PUCK ITOBTOP-
Hoit ManurHuzauuu — tun JIT, cymmapHas no3a oOiydeHwusl,
BUI TKaHEH, IMTOABEPITIMXCS BO3ACUCTBUIO, BO3PAaCT HA MOMEHT
TIPOBEICHNS JICUCHUSI, a TAKKe CeMEMHBIN aHAMHE3. YUUTBIBAsT
JaHHBIEe (DaKTOPHI pHUCKa, OETA MOTYT OBITh IOABEPKEHBI IT0-
BBIIIIEHHOMY PUWCKY pa3BUTHsI BTopuuHOi omyxonn LITHC, uto
PA3SQEN VII
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o0ycioBieHo nmpumeHeHueM JIT Ha 06JacTh rOJTOBHOTO MO3ra,
a TaKKe OKMIAEMO BBICOKOM MTPOIOIKUTEIbHOCTHIO JKU3HMU TIe-
IUaTPUIECKUX MAlleHTOB.

He.ﬂl/l u 3aJa4Y — JCMOHCTpaluAd OonbiTa JICUCHUA BTOPUYHDBIX
OHYXOHCﬁ T'OJIOBHOI'O MO3ra 'y JIETE Tocie paHEe HpOBC}ICHHOﬁ
JT.

Marepuassi u MeToabl. 3a niepuos ¢ ssuapst 2019 mo asryct
2024 r. B JALL MUBC obpartuinch 6 MalUueHTOB ¢ BepUbHUIIN-
pPOBAHHOI BTOPUYHOI OMYXOJIbIO TOJIOBHOTO Mo3sra. CpemHuii
BO3pacT Ha MOMEHT TOCTAHOBKM TIEPBUYHOTO JMAarHO3a COCTa-
B 5,9 roga (ot 3,6 10 9,6 rona). PacnpeneneHue nauyueHTOB 110
MOoJly HEOITHOPOJHO — 5 MaJIbuMKOB, 1 1eBoYKa. B GonbIIMHCT-
BE CJIy4aeB MEePBUYHbBIC OMYXOJU ObUIA TPEACTABICHBI SMOPU-
OHAJIbHBIMU 00pa30BaHUsIMU ToJIOBHOTO Mo3ra (Mb (n = 3),
ATPO (n = 1), 66,7 %), TMaIbHOI OIyXOJIbIO (ACTPOLIUTOMA
(n=1), 16,6 %), a Takxxe remobaacrozamu (OJJI (n =2, 33,3 %).
Cpeau Bropuunbix onyxosieit LIHC B 100 % ciiyyaeB q1uarHoCTU-
poBaHa TIMOMa BBICOKOI CTENeHU 3JI0KAYeCTBEHHOCTH, JIOKa-
JA3alrsi KOTOPOil COOTBETCTBOBAIA TIOJISIM TIPEIIECTBYIONIEH
JIT, rtne COJI BapsupoBana ot 12 go 54 Ip. JlateHTHbII epron
MEXIy 3aBepllleHHeM Teparuu MepBUYHON OIMyXOJW M TOCTa-
HOBKOI1 MarHo3a BTOPUYHOr0 06pa3oBaHust cocTaBu 6,8 rona
(ot 4,7 10 9,3 roma).

PesyabraTel. B HacTosiee BpeMs XuBHI 2 IMaldeHTa, 4 Io-
ruban OT MPOrpecCUpoBaHUSI OIYXOJIEBOTO Ipolecca. Takum
obpazom, mennana OB cocrtaBuna 17,2 mec, meaguana bBCB —
5 Mec.

BoBoapl. 1. OnHoli M3 BeaylIMX BTOPUYHBIX OIyXOJIeit
LIHC nocne panee npoBeaeHHoi JIT saBasgeTcs riromMa BEICOKOM
CTeTeH! 3JI0KaueCTBEeHHOCTH. 2. HecMoTpss Ha arpecCuBHYIO
TAaKTUKY JICUEHUSsI, Pe3yJIbTaThl JICUEHUSI TJIMOM BBICOKOI CTe-
MEeHU 3JI0KaYeCTBEHHOCTHU B HACTOSIIIIEE BPEMSsI HEYIOBIETBOPU-
TeJIbHBI. 3. TpeOyercst Gosblle 3HAHUI O YaCTOTE BCTpe-
4aeMOCTH M MOP(OJOTMYECKOM TUIE BTOPUYHBIX HEOIUIA3Uid
y allMEHTOB, MPOJICYEHHBIX OT paka B IETCTBE.

B3aumocBA3b rnasofBuramenbHbix
HapyweHul, KOrHUMUBHBIX U ABUramMenbHbIX
(hyHKUUd y nemeii nocne nevyexua onyxonei

MO3iiEUKa

M.A. Illypynosa', A.A. JleBsarepukosa', A.JI. Aii3eHimTeiin?,
B.H. Kacarkun®, A.®. Kapenun'

U TeuebHo-peabusumayuonnbiii Hayunviii yenmp «Pycckoe nose» @IBY
«HMHUIL] JITOU um. JImumpus Poeauesa» Munzdpasa Poccuu, Mockea;
2DI'RY «Dedepanvhoiii uenmp Mo32a U HelPOMexHON02UL»

DPMPBA Poccuu, Mockea;
3Dond codelicmeus KOZHUMUBHOMY PA3GUMUIO U HeUpopeaduAumayuu,
Mockea

AKTyalIbHOCTb. 3PUTEIIFHOC BOCIIPUSITHE, 00ecIiedrnBaeMoe
NBXKEHUSMU TJ1a3, UTPAET KIIOYEBYIO POJIb B MOBCEAHEBHOM
JKM3HM U HaIpsSIMYlO CBSI3aHO C KOTHUTHMBHBIMU (DYHKIIMSIMU.
V neteii, mepeHeCIIMX OMyX0JIU MO3XeuKa, 4acTo HaOII0Aal0T-
csl TJ1a30BUTATe/IbHbIE HapYLIEeHUs, BKIOYasi HeCTaOMIbHOCTD
¢duKcalMu B3opa U TUIepMeTpUYHbIe (HETOUHBIE, «ITpOMaXu-
Baroluecsi») cakkanabl (Shurupova, Latanov, 2023). Otu Hapy-
IIEHUSI MOTYT MPUBECTU K CEPbE3HBIM IeduliuTaM B 00JacTu
3pUTEJIbHOIO BHUMaHUS U paboueit mamsatu. Kpome toro, u3-
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BECTHO, 4TO 3((PEKTUBHOCTH MTOXOIKHU 3aBUCHUT OT 3PUTEIbHOM
nHOOpPMALIMK, MTOTy4aeMOii MOCPEICTBOM CaKKaIUIECKUX JIBU-
KeHuit T1a3. TTopakeHus MO3XedKa TPUBOAIT K aTaKCUM, TTPU
KOTOPOI1 JaHHBI NeUIIUT BbIpaXkeH 0COOEHHO CUJIBHO.

Heau n 3amauynm — u3ydyeHUEe B3aUMOCBSI3U MEXIY Mapame-
TpaMU IBUXXEHUI IJ1a3, 3pUTEIbHBIM BHUMaHUEM, paboyueii na-
MSTBIO U IBUTATEJIbHBIMU HAPYIICHUSIMU Y AETEH, MepeHeCcnx
JIeYeHUE OITyXO0JIU MO3XeuKa. B 3amaun uccinenoBaHUsT BXOAWIN:
1) aHaIM3 MapaMeTPOB MIa30ABUTATEIBHBIX (DYHKIMI (CaKKaIbI
u dbukcauuil B3opa); 2) U3yyeHUE B3aMMOCBSI3U 3TUX Mapame-
TPOB C TTOKa3aTesIMU 3pUTEJIbHOTO BHUMAHUS U paboueii mamsi-
TH; 3) U3yYeHUe B3aMMOCBSI3M 3THUX MapaMeTpOB ¢ MOKa3aTesI-
MU XOJIbOBI U JIBUTATEIbHBIX HABBIKOB.

Marepuajsl 1 MeToAbl. B viccienoBaHUM TIPUHSUIM ydacTue
55 neteit B Bo3pacte ot 9 no 17 et (cpenHuii Bozpact — 12,0 +
3,2 ropma), epeHecInX JeueHue OIMmyxoin Mo3Xeuka (CpoK pe-
muccnn — 48,1 £ 35,5 Mec). 15T OLIEHKU TJIa30BUTATEIbHBIX
(byHK1IMIT OBITM MCTIONIB30BAHBI 3 OKYJIOMOTOPHBIX T€CTa, MPO-
BEJICHHBIE C TIOMOIIIbIO aiiTpekepa Arrington. KorHutuBHas
OlIeHKa BKJTI0Uasia 4 Tecta U3 HepOIrCUX0I0THIeCKON KOMITbIO-
tepusupoBanHoil 6atapeu CANTAB (RVP, SOC, SWM, SSP).
JIOTIOJTHUTENTbHO OBbLTM UCCIIEI0OBAHbI MTAPAMETPhI XOABObI C UC-
MOJTb30BaHUEM CHUCTEMBI 3axBata JaBrkeHust Optitrack, a Takxe
MOCTYpaJIbHAsT YCTOMYMBOCTh METOJIOM CTAOMOJIOMETPUU U 00-
11[i€é MOTOPHbBIE HABBIKU C MOMOIIbIO TecTa bpyHHnHKca—O3e-
pELKOoro.

Pesynbratbl. [IpoBeneHHbBIN aHAIU3 MOKa3aji, YTO CTa0WJIb-
HOCTb (hMKCALIMU B30Pa IOJIOXKUTEIbHO KOPPEIMPOBajia CO CKO-
pocThio BeimosnHeHMsT Tecta RVP (p < 0,001) m oTpuiiateIbHO
€ KOJIMYECTBOM perreHHbIX 3a1a4 B Tecte SOC (p = 0,018). I1po-
LIEHT TOYHBIX 3PUTEJIBHO BBI3BAHHBIX CAKKaJ ITOJOXKUTEIBHO
KOPPEIUPOBaJI ¢ KOJIMYECTBOM 3alIOMHEHHBIX 3JIEMEHTOB B Te-
cre SWM (p = 0,019), a mpoLIeHT TUTIEPMETPUIHBIX CaKKad —
¢ KosuecTBoM ounbok B Tecte RVP (p = 0,009). [IrHa Tpaek-
TOPUMU 3PUTEIHbHOTO CKAHUPOBAHMS IIPU BBIIOJHEHUH 3a1aHUSsI
Ha 3pUTEJIbHbIIA MOUCK MOJIOXKUTEIBHO KOPPEIMpPOBaja ¢ KOJIU-
yecTBOM o1I60K B SWM (p = 0,003), yBeTMUeHHBIM BpeMEeHEM
peakunu B RVP (p < 0,001) 1 MEHBIIIUM KOJIMIESCTBOM 3aITOM-
HEHHBIX 251eMeHTOB B SSP (p = 0,023). Taxcke BBISIBICHA 3HAYM -
Masl B3aMOCBSI3b MEXIY ITapaMeTpaMu X0AbObI ITPY TAHAEMHOM
IOXOAKE M CaKKaJaMM: BBICOKMII MPOLEHT TUIIEPMETPUYHbBIX
CakKaJ acCOLIMMPOBAJICS C BBICOKOI BapHabeIbHOCTBIO XOMb-
on1 (r = 0,552) 1 cepbe3HBIMU HAPYIICHUSIMM ITOCTYPaIbHOMI
YCTOMYMBOCTH U HAPYIICHUSIMI MOTOPHBIX HaBBHIKOB (1 = 0,752;
r=0,541;r=-0,673; r=-0,612).

BoiBoapl. [TosrydeHHbIE pe3yIbTaThl OATBEPXKAAIOT HATMYUE
3HAYMMBIX B3aMMOCBSI3€ii MEXIY IJ1a30BUIaTeIbHBIMU U KOT-
HUTUBHBIMM (DYHKLMSIMU, a TAKXKe JBUTaTeJbHbIMU HaBbIKaMU
y JeTeil, MepeHeCIX OIMyX0JIb MO3KeUKa. DTU JaHHbIE CBUIC-
TEJILCTBYIOT O TOM, UTO HApYILEHUSI 3pPUTEIbHO-MOTOPHOM CUC-
TEMbI MOI'YT COIIPOBOXIAThCS Ae(PULIUTAMU B 00J1aCTH 3PUTEIb-
HOro BHUMaHUsI, pabodyeil maMsaTh ¥ JBUraTeIbHbIX (DYHKIIUIA.
[MponeMOHCTpUpPOBaHHbBIE PE3yJIbTaThl MMEIOT BaxkHOE 3Have-
HUe 11 pa3pabOTKU peadMIMTAllMOHHbBIX IIpOrpaMM, Halpas-
JIEHHBIX Ha KOPPEKIIMI0 KOTHUTUBHBIX U JBUraTeJbHbIX Hapy-
LIeHUI y 1eTelt ¢ IMc(YHKIIMEeH Mo3XKeuKa.
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PanHue u no3gHue 0cnoKHeHus
reMopparu4yeckoro yucmuma y pemei
nocne annoreHHoll mpancnaanmauyuu

reMono3amuy4yeckux GMsoOJIOBbIX KJIEMOK

A.A. ITlep6akoB, M.A. Kyuep, O.B. Ilanna, P.B. Knementbena,
0.B. TI'osiomanos, JI.C. 3ybapoBckas
HUU JIOIuT um. P.M. Topbauesoit ©I'bOY BO [ICIIoIMY
um. axad. U.I1. [Taéroea Munszopasa Poccuu

AkTyambHOCTh. Cpenr MOTeHUMATbHBIX MHOTOYMCICHHBIX
ocioxHaeHnit ammo-TI'CK ocoboe mecto 3anmMaet 'Ll — oud-
¢y3HOE BOCIaJICHNE CIU3UCTOM OOOJOYKM MOYEBOTO ITy3BIPS,
BcTpeyarolneecs y aeteit mocie auto-TTCK B 8—25 % ciydaes.

Iem u 3amaum — BbIsIBJIeHUE ocoOeHHocTel TeueHust 'Ll
y peraunueHToB amno-TI'CK geTckoro Bo3pacTa.

Marepuaisl 1 MeToabl. B xome HayuHOI pabOTHI ompenesi-
JIX 4acToTy ocTporo moBpexaeHus mouek (OIIIT) Ha ocHoBe
YPOBHS KpeaTUHUHA 1 0a30BOI CKOPOCTU KIYOOUKOBOM (PUITb-
Tpauuu B TeyeHue 100 gHeit mocie amno-TI'CK, B Tom yuncie mo
mkane pRIFLE. CocTosiHre MO4YeBOTO ITy3bIpsi, MOYETOUHUKOB
M JanieyHo-aoxaHoyHoit cucteMbl (YJIC), a Takke 1UarHOCTH-
Ky HaJIM4usl CTYCTKOB BBIMOJHSUIM ¢ momoubio Y3U. TToTped-
HOCTb B TeMOTPaHC(hY3MOHHOM Tepanuy OLeHUBAIX Ha IIPUME-
pe SpUTPOLIUTHOI B3BecH B repBbie 50 gHeit mocie amto-TICK.

PesyabraTthl. B nccienoBaHue BkiIoyeH 581 maiyeHT B BO3-
pacte go 18 net, mosyunsiive amio-TT'CK, n3 kotopeix y 22 %
(n = 128) pazBuicga I'll. O6uasa kymynastuBHas yactora 'Ll mo-
ciie auo-TI'CK ¢ yyeToM KOHKYpUPYIOIIUX PUCKOB COCTaBuUjIa
22,1 % (95 % AN 18—25). Mennana ngust manudectauum 'Ll
nociie auo-TI'CK cocraBuia 32 (19; 42) nHsa. Haubosee nosa-
Huii cnyvaii passutus 'Ll amarHoctuposaH B [+175. MenuaHa
JuiTeabHoCcTH TedeHus 'Ll B MccaemyeMoil Koropte cocTaBuiia
17 (11; 31) gueit. OTmeueHo nipeodaaganue I11 crenenu Tskectu
I'll — 43,8 % (n=56). I creneHs TsoKecTH BeTpevanach B 18,8 %
caydaeB (n=24), 11 —821,9 % (n=128),1IV—815,6 % (n=20).
ITo mannbiM Y3UM TammoHaza MoueBOro Iy3bIpsl pa3BUBajach
B 15,6 % Habmonenuii (n = 20), paciiMpeHrue MOYETOYHUKOB
u YJIC ormevanock B 32 % ciyuaeB (n = 41). 3 HUX nreno-
akTasus — B 36,6 % (n = 15), nuenoyperepoakrazusi — B 46,3 %
(n=19) u KanukonuenoypeTepoaKTasus — B 17 % (n ="7). IByx-
CTOpOHHEe paciimpeHue MoyeTodyHUKoB u YJIC ormevanoch
B 34,1 % cinyyaeB (n = 14). Cryctku B YJIC ObLIM BBISIBICHBI
B 39 % (n = 16). Bo Bcex KJIMHMYECKUX HAOIIONEHUSIX pac-
mupeHre MoueToyHukoB M YJIC KynmupoBajoch B TeYeHHUE
3 mec nocyie okoHvyaHus I'Ll. bazoBast cCKOpocTh KIyOOUKOBOM
uabTpalii B KOHTPOJIBHON M UCCIIEAYeMOI IpyImax He pas-
Juyanach M coctaBwiaa 152,5 (128,4; 190,8) mu/mun/1,73 Mm?
u 161,1 (141,4; 205,5) ma/mun/1,73 m? (p = 0,39). MuHUMAaIb-
Hasl CKOpPOCTh KiIyOouKoBoii dunsTpauuu Ha JI+100 B KOHTp-
OJILHOI M B MCCJIEIyeMOI TpyIIiax He pa3indaiach U COCTaBUIIA
95,4 (73,0; 113,0) mu/mun/1,73 M*> u 93,8 (78,1; 113,0)
mi/mMuH/1,73 m? cootBeTcTBeHHO (p = 0,7). YacTtoTa pa3BuTHs
OITIT nmocne amno-TI'CK mo mkane pRIFLE He oTianuanach
u cocraBuia 84,8 % (n = 384) B KoHTponbHOM rpyre u 90,6 %
(n=116) B rpymmne namueHToB, pazsuBimx ['L (p = 0,12). Cre-
neHb Tskectu OTTIT cornmacHo kinaccudukanuu pRIFLE tak-
K€ He oTiinyanack, p = 0,89. MeauaHa KoiuyecTBa reMOTpaH-
cdysuit B rpymiie nanreHToB ¢ 'Ll Gblaa BbllIe 110 CpaBHEHUIO
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C KOHTpOJIbHOM Trpynmoi — 3 (2—4) no3sl npotuB 2 (1—3) no3
(p=0,01), HO 3HAUUTEILHO HMXE, YEM Y MALIMEHTOB, UMEIOIINX
KEIYIOYHO-KUIIEYHbIe KPOBOTEUEHUs (MeIraHa TreMOTpaH-
chysmit — 6 (6—15) (p = 0,003)). 'Ll moBBIIIAT MOTPEOHOCTH
B TeMOTpaHCchy3UsIX TI0 CpaBHEHMIO ¢ mainueHTtamMu 6e3 'Ll —
0,42 1 0,28 103 SpUTPOLIUTHOI B3BECHU B HEJEIIO COOTBETCTBEH-
Ho. 'l He oka3bIBal BIUsSIHUS Ha oxHojieTHIOI OB, KoTOpas
coctaBwmia 63,1 % y 6onpHbIX ¢ 'Ll mpotus 53,1 % y nauneHTOB
6e3 'Ll (p=0,1).

BoiBoapl. 'Ll — 310 yacroe ocioxHeHue nocie amwio-TTCK
y IeTeil, KoTopoe B cilydyae pa3BUTHS TSIKENBIX (DOpM CITOCO0-
HO MPUBOAUTH K TUCHYHKIINU MOYECBBIICTUTETBHON CUCTEMBI,
TpeOyeT KOMILIEKCHOTO JICUCHUST M MHTCHCU(UKAIIIY 3aMECTH -
TEJbHOM TeMOTpaHC(hY3MOHHOU Tepalni. BEISBICHHBIE OCO-
o6enHoctu TedyeHust 'Ll co3maloT TeopeTUYecKylo OCHOBY IS
TATbHEUIITNX UCCIIENOBAHUIA I COBEPIIICHCTBOBAHMS TCPAITHM.
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Pasznen Vil

OYHAAMEHTANbHBIE OCHOBbI U MHHOBALWOHHBIE TEXHOJIOTHH
B AUATHOCTHRE W JIEYEHUU TEMATOJNIOTMYECHKHUX,
OHKOJIOTUYECKUX W HMMYHONOTUYECKUX 3ABONIEBAHUA
V AETEH, NOAPOCTKOB H MOJIOAbIX B3POC/bIX

Hudy3ua nonopckux NK-knemox ans
ycunexus npomusopeuuauBxoro athdexrma
nocne annoreHHoili mpaHcnnaimauuu
reMono3mu4eckux CMBONOBbIX KNeMoK
Npu NeyYeHuu nayuenmos AeMcKoro

Bo3pacma ¢ ocmpbiMu Neilko3amu

B.C. Epmakosa', T.3. Aiues!, E.b. MauneBa' 2,

N.10. Tpymkosa', I.C. Cmupnosa', 10.B. JIo3oBan!,
T.N. ITorémkuna', H.A. Bypaiaka!, K.A. Cepreenko!,
N.0. Kocrapepa!, H.A. Batmanosa', T.T. Baiues!,

K.N. Kuprusos!, C.P. Bapdoaomeepa'

THUH 10ul um. akad. PAMH JI.A. lypnosa OI'BY
«HMHI onkonoeuu um. H.H. Broxuna» Munsopaea Poccuu, Mockea,
OIAOY BO PHUMY um. H.U. ITupoeosa Mumnsdpasa Poccuu, Mockea

AkTyansHoCcTh. HecMOTps Ha GOJIBIIIOI yeIiex B Tepanuu pe-
dpakTepHbIX U peruauBupytomux dopm OJI, mocienoBaBIImUii
nocyie BHeapeHus: TTCK B pyTMHHYIO BpauyeOHYIO MPAKTUKY,
MPOLIEHT PEUXIMBOB MOCJE €€ BBIMOJHEHUSI OCTaeTCs Ha N0-
BOJIbHO BBICOKOM YPOBHE, a Tepanus TaKWX MalMeHTOB OCTa-
eTCsl CJIOKHOM 3aa4yeil M 3a4acTylo He MPUBOIUT K ycrexy. DTo
noOyXAaeT YYeHbIX M0 BCeMy MUPY pa3padaThiBaTh HOBbIE TEX-
HoJytoruu g npobwiaktuku peuuauoB OJI. OcobeHHO mep-
CMEKTUBHOM B 3TOM HampaBJeHUU TMPEACTABISETCS KJIETOYHAs
Teparnusi, a UMEHHO ecTecTBeHHbIe Kiiepbl (NK-KIeTku), ybs
MPOTUBOOIMYXO0JIEBAst AKTUBHOCTh OMKUCaHa BO MHOTUX UCCJIEI0-
BaHUSIX.

e u 3amaum — TIPOJAEMOHCTPUPOBATh KIIMHUUECKUIA CITy-
yait TpaHcdy3um noHopcknx NK-xierok y manuenTta ¢ OJI mo-
cire ano-TI'CK, oileHUTh 6€30ITacHOCTh JAHHOTO METO/A.

Marepuanasi u metoabl. Ilayuenmxa, 9 mecayes, ¢ duae-
Hozom «OMJI, nepecmpoiika ¢ 00pazoeanuem XumepHo20 eeHa
CBF2T3:GLIS2, epynna evicokoeo pucka». B I pemuccuu o6bira
npogedena anno-TICK om cubaunea. Ha +60-ii denv gvinoanena
mpancysus NK-kaemok 6 doze 1 x 106/ke om moeo sce doHopa.

Pesyavratel. Ha 20-ii denvs om mpancghysuu NK-xaemok co-
cmosHue nayuenmku yoogaemeopumenvoe. Oca0dcHeHUuil u cne-
yughuueckux peaxyuii He ommeuanocs. Ilpuznaxos ocmpoii PTIIX
Hem. MH®eKyUOHHbIX OCA0NCHEHUI Hem.

BoiBoapl. Takum o6pazom, mpumeHeHue NK-kietok mocie
ao-TI'CK MoxeT cTaTh 6e30MacHbIM METOIOM MPOdUIaKTH -
ku peryauBa OJI 1 MOXET aKTUBHO TTPUMEHSITLCS B IeIUATPU -
YECKOM MPaKTHKE IS U3y4eHUsI TIPOTUBOOITYX0JIeBOT0 3hheKTa
JIAHHOTO BUJA KJIETOUHOI Teparnuu.
PA3AEN VI

Cnyvail BPOXACHHOU BEpemMeHOKNemoyHoii
pabpoMuocapKoMbl ¢ nepecmpoiikoil rexna
NCOA2

0.C. 3anapunnag', B.O. Illectiok!', JI.M. Konosaios',
H.A. Boabmakos!, A.E. [Ipyii', H.A. Auapeesa!,
I.P. Kazapsan?, JI.}O. Kayanos!
'QI'BY «HMHUI] ITOH um. [Imumpus Poeauesa»
Munszdpasa Poccuu, Mockea;
2BY XMAO — [Oepubr « Huxcnesapmosckas okpyscHas KAUHUHECKas
demckas 601bHUYO»

AkryanpHOCTh. HemaBHue MOJIEKyJIsIpHBIE MCCIIEIOBAHUS
MO3BOJIVJIN BBIIEIUTH BepeTeHokaeTouHyio PMC, Bo3HuKalo-
Y10 B MJTaIeHYECKOM BO3pacTe, XapaKTepU3YIOLIYIOCs CIIUSTH -
eM reHOoB NCOA2 v VGLL2 v 61aronpusiTHBIM TPOTHO30M, YTO
TO3BOJISIET Y Psijia MAIMEHTOB OTKAa3aThesl OT arpeccuBHOTO JIK,
ucnosib3yeMoro s aApyrux nogrunos PMC.

Ienau u 3aaa4u — NIpeACTaBUTH CIyvyall IMarHOCTUKU U Jieye-
HUS BpOXIeHHOM BepeTeHOKeTouHoit PMC ¢ nanuunem PHK-
tpanckpunta TEAD1-NCOA2.

Marepuajsl ¥ MeTOIbl. IMarHOCTHUYECKHE OOCIIeIOBaHUS
u nedyeHue nposoauauck B HMUIL ATOUN um. Imutpus Po-
ragyeBa B pamMKax pekoMmeHmanuii rpymmbel CWS. JInartos ycra-
HOBJICH Ha OCHOBaHUU ructonornyeckoro, MI'X-ucciegopanuii
u PHK-cekBeHUpoBaHUS TKAaHU OTTYXOJIH.

Pesyavratsl. JJeeouxa nocmynuna ¢ HMHUII JITOU um. Jmum-
pus Poeauesa 6 6o3pacme 1 mecsya xcusnu. Ilpu poxcoenuu obHa-
DYIICeHO ymoaujerue npasoco npeonieuvs u gaekcopras degopma-
Yus npaeoil KUcmu ¢ 02paHu4enuem 08UNCeHULl 8 NY4e3aNnsiCIMHOM
cycmage u 601€8bIM CUHOPOMOM NPU NONbIMKE NACCUBHOR0 PA3U-
oanus. B pecuonanvnom llenmpe éoinoanena MPT c konmpacmubim
ycuneHuem, 8bls181eH0 Namono2u4eckoe H08000pa308anue Npasoeo
npeonaeuvs pasmepamu 0o 24 x 27 x 54 mm, ungurempupyrouee
MblUUbL, OKpYdIcaroujee cocyoucmo-HepeHvlil NYHoK, pacnpocmpa-
HsIOWeecs: Ha nae4o U aKmueHo HAKAnAUearuee napamazHemux.
Boinoanena omkpsimas buoncus Hosoobpazoearus. CoenacHo pege-
PEHCHOMY NaAmMomMopghosouHecKomy 3aKAUeHUI0 epUupUUUPOBaHa
sepemenokaemounas PMC. Ilposedeno komnaexcHoe 0oo0cie-
dosanue, ycmanosnrena cmadus T2bNOMO, kaunuueckas epynna
no cucmeme IRS III. B uensix 8visaereHuss nNpoeHOCMU4eCKU 3HA-
YUMBIX MOACKYAAPHBIX COObIMUL NPOBEOEHO BbICOKONPOU3BO0U-
menvHoe PHK-cexeenuposanue, evisienen XumepHolii MpaHcKpunm
TEADI-NCOA2, MYOD I-neeamuenas. Ilpoepammunas mepanus
Hauama & coomeemcmeuu ¢ npomoxorom CWS, eepcuu 2009 e.
Ilo pezyabmamam KoHmMpoavHo20 00CcAedo8aHuUsi nocie 3 Kypcoe
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XT ommeuerno coxpawenue onyxoau na 84 %. B kauwecmee smana
JIK nposedena opeanocoxpausiowias onepauus ¢ paouKaibHbiM
yoaneHuem onyxoau U 00OHOBPEMEHHOU SKCUU3UOHHOU Ouoncuell
nokmesoeo JIY. Hnmpaonepayuonno ommeuaracs KapmuHa 6bvl-
Pad)ceHHo2o pyouoeoeo npouecca, 00HaKo 061a200aps npUMeHeHUo
MUKPOXUPYPeUHECKOU MeXHUKU COCYOUCMO-HEPBHbLI NYHOK Obli
YCHeuHo 8bl0eneH, Namoaocu4ecKuil o4ae yoaieHn eOuHviM 610K0M
6 npedenax eu3yanvHo HeusmereHnolx mianeil. CoenacHo pesyno-
mamam 2UCmoN02UHecK020 3aKAIOYeHUsT UMANbHbIE ONYX0/1e6ble
KAemKU Omcymcmeo8ant, Kpas pe3eKyuu Obiau UHMAKMHbL, Yo
oOvL10 pacyenero Kak namomopghos IV cmenenu. B cmpyxmype yoa-
neHHoeo J1Y onyxonesvie kaemku He obHapyycersl. I[lo okonuanuu
UHMeHCUBHOUl azvl aeveHus Ovin Koncmamuposan I10. B ceéasu
¢ PAHHUM 803DACMOM pebeHKa U 0Aa2ONPUSIMHBIM MOACKYASIPHO-
eenemuueckum noomunom onyxoau JIT ne npoeodunace. B nocae-
Oyrouwem 8binoAHeHa MempoOHOMHAs mepanus 6 cocmaege 6 28-0nes-
HbIX KYpCcoe euHopeabuna u yuksogochamuoa. Ha mexyuee epems
cneyughuueckoe neueHue 3agepuieHo. JliumenrbHocms HAOAHOO0EHUS
0Mm MOMeHmMa ycmaHosKu duaznosza cocmaeasem 15 mec.

BoiBoapl. [lpoBeneHHbIE MOJEKYISIPHO-TEHETUYECKUE UC-
CJIeIOBaHMST TIO3BOJIWIM BepUDULIMPOBATh MPOTHOCTUYECKU
OJIaronpUSITHBIN BapuaHT BepeTeHOoKIeTouHo PMC ¢ Hamuuu-
em PHK-tpanckpunta TEADI-NCOAZ2, 4To MO3BOJUIO OTKa-
3aTbcs oT arpeccuBHoro JIK. BeisiBnenne PMC BepeTeHOKIIE-
TOYHOU Mopdosiorun TpebyeT MpOBEACHUS MOIMOTHUTEIbHBIX
HCCJIEIOBAHUI 1S TOMCKA XapaKTePHBIX MOJIEKYJISIPHBIX U3MeE-
HeHult (Mytaius reHa MYOD I wiau niepectpoiiku reHoB NCOA2
u VGLL2), nmerommx BaxkHOE MTPOrHOCTUYECKOE 3HAUEHUE.

Jlo3umempuyecKoe cpaBHeHue NNaHos
momanbHoro o6nyyenus mena
U mapremsoro o6ny4YeHus KOCMHOro Mo3ra
u numdouaHoil cucmembl y Aemei
C OHKOremMamonoruyeckumu saéonesanuamu

A.A. Jlorunosa, A.O. JIucosckas,
®. 4. Kanectpu, A.B. HeuecHiok
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea
AkTyanbHOCTh. ToTanbHOe obayyeHue tena (TOT) sBasiercs
CTaHJApTHON omnuueil npu jedeHuu naudeHToB ¢ OJI u npu-
MEHSIeTCSl Ha aTarne KoHauuuoHupoBaHus mepen amio-TICK.
IMokazaHo, 4TO IJIs1 JOCTMIKEHUSI JIydIIeT0 KJIMHUYECKOTo 3-
dexra TpedyeTcsa ackanauus o3kl TOT, 4ToO MOXET yBeau4u-
BaTh BEPOSITHOCTD TSIKEJIBIX JKM3HEYTPOXKAIOIINX OCTOXHEHUI.
PazButre TexHONOrWi paguoTepariii TO3BOJISIET MO-HOBOMY
OLIEHUTHh BO3MOXHOCTH MeTona TOT, pacumpuTh IOKa3aHUsI
K ero npuMeHeHutro. Hamu pazpabotaH MeTOn TapreTHOro oo-
gyyenuss KM u nmumdounanoii cuctremsl (TOKJT), moapazymena-
[oIIuMii acKanamuio 1036l B KM npu coxpaHeHUU J03bl B APYTUX
opraHax-muiueHsx (mumparuueckoit cucreme, HHC, sauukax)
M MaKCHMaJIbHO BO3MOXHOE CHUXXEHHUE JT03bl BO BCEX OpraHax
pucka.

Iean u 3agaum — 103MMETpUUECKOe 0OOCHOBAHME MeETOja
TOKIJI u ero cpaBHeHUE C ke pa3padOTaHHBIM U BHEIPEHHBIM
meTonoM KoHdopmHoro TOT mist neauaTpuyecKux MaluueHToOB
¢ OJI.

Marepuaist u Mmetoabl. I1pu cozmanuu mmanoB TOKJI u TOT
ucrioyp3oBanack Meronuka JIT ¢ Momynsguueil MHTEHCUBHO-
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CTU B PEXMME CIUpaJbHOro o0ysydyeHus Ha amnmapate Hi-Art
TomoTherapy 4.5 (Accuray Inc.). OueHKe ITOXBEPIINCH Jie-
yeonble manel TOT n TOKJI 6 manueHTOB IETCKOro BO3pacTta
(ot 4 1o 16 net) ¢ OMJI, coznaHHbIe 3a MEPUO C UIOJSI TIO HO-
s6pb 2023 . [Ipennucannbie mo3sl: PTV 1200 (tumdaTtryeckas
cuctema, [THC u suuku y maliueHTOB MYKCKOTO T0JIa C OTCTY-
oM 5 mm) — COJI 12,0 Ip; PTV_1500 (Bech CKeIET C OTCTYIIOM
Smm) — CO/I 15,0 Ip. Pexxum o6srydeHust — ABasKabl B I€Hb, BCETO
6 dpaxuwmii 3a 3 gHs. [Jo3a B opraHax prcka (XpyCTaauKu Ijasa,
LIMTOBUIHAS XKeJle3a, JIETKUE, CepALE, MOYKU, MMeYeHb, KUIIeY-
HUK, MOUYEBOI1 ITy3bIPh) TOJIKHA OBITH MAKCMMAJIBHO CHIDKEHA.

Pesyabratel. Cpennee 3HaueHue mo3sl B PTV 1500 cocra-
Bwio 14,9 + 0,15 Ip, He meHee 95 % PTV_1500 monxyuuso no3y
14,1 =+ 0,4 Ip, cpenHee 3HAYeHUE O3Bl B peOpax, CETMEHTUPO-
BaHHBIX Ha YpOBHE Jierkux, coctaBuiio 14,3 + 0,4 Ip, cpenHee
3HaueHue 103bl B PTV_ 1200 coctaBuio 12,7 £ 0,12 Ip. 3Ha-
YyeHHe CpeJHUX 03 B opraHax pucka mis riaHoB TOKIJI co-
cTaBujIo: B xpyctanmukax 6,8 £ 1,1 Ip, B IIMTOBUIHOI Xeje3e
9,6 £ 0,7 Ip, B terkux 6,9 = 0,4 Ip, B cepate 9,4 £ 0,8 Ip, B mpa-
Boit mouke 5,1 £ 0,3 Ip, B neBoit mouke 7,3 + 0,3 Ip, B meue-
Hu 7,4 £ 0,3 Ip, B kuieunuke 7,7 = 0,2 Ip, B MOUueBOM My3bIpe
9,1 £ 1,4 Ip. Ilo cpaBHEHUIO C BHEAPEHHBIM METOJOM KOH-
dopmuoro TOT 3HaueHue cpenHux 103 B miuaHax TOKJI 6bu10
CHIKEHO: B ILMTOBUAHOM Xeje3e Ha 12 %, B jnerkux Ha 11 %,
B cepatue Ha 21 %, B ipaBoii 1 JieBoii oukax Ha 33 % u 4 % co-
OTBETCTBEHHO, B IeyeHu Ha 38 %, B kullieyHuke Ha 35 %, B Mo-
4eBOM I1y3bIpe Ha 24 %.

BoiBoapl. Paccmotpennsbiii meton TOKIJI obecnieunBaet Tpe-
Oyemyro 3ckanaiuio 1036l B KM 1 061ydyeHre ocTaabHBIX KJIM-
HMYECKM BaXXHBIX MUIIEHEW B CTaHAAPTHOW IPeaNCaHHON
JI03€, CIIOCOOCTBYSI COXPaHCHMIO MUEI0a0IaTUBHOTO U MMMY-
HocynpeccuBHOToO 3 dekToB. CylleCTBeHHOE CHUKEHNE J03bI
B OpraHax pucka nNpu3BaHO O0ECIeUnTh 60Jee HU3KUE Mpoduiu
TOKCUYHOCTH JIJIT OpraHoB pucka y nanueHToB ¢ OJI, momyygaio-
mux TT'CK B xomonHanmu ¢ TOKJI.

Boibop Haubonee ahhekmuBHbIX aHmu-GD2
XUMEpHbIX aHMUreHHbIX peuenmopos Ang

neyevus Helipobnacmombl

J.B. JIyugosuu, A.H. Menemko
I'Y «PHIII] JIOTH» Mun3zdpasa Pecnybauku beaapycy, Munck

AkTyanasHocTh. HB — penxwmit Tum paka, KOTOpBIi TTopaxkaeT
MperMYyILIeCTBEHHO MJIaJIeHLIeB U IeTeil paHHero Bo3pacrta. Tpa-
IULIMOHHBIE MeTOMIbI JeueHust, Takue kKak X1 u JIT, mokazanu
OrpaHUYECHHBIN YCIeX B JICUEHUU 3TOTO arpecCMBHOro 3aboJe-
BaHUs. HoBblii mogxon kirerouHoit T, m3BeCTHBIN KaK Teparust
T-xnerkamMu ¢ XMMepHBIM aHTUTeHHBIM perientopoM (CAR) ot-
KPBbIBA€T HOBbIE BO3MOXHOCTU TE€paruu JEMKO30B U COJUIHBIX
omyxoneii. Hambonee nzyyennoii mumennio misgt CAR-T tepa-
nuu HB u psiga apyrux onyxoJieii aBiaseTcst AMCUaaoTaH IO,
GD2.

Iemn n 3amaum — nonydyeHue aHTU-GD2 CAR-T kietok,
(byHKLIMOHATBLHO aKTUBHBIX B oTHoLeHUU Hb yenoBeka.

Marepuaasl u metoabl. CUHTETHYECKUE IOCAEAOBATE/b-
Hoctu JJHK peuenrtopa (Synbio, Kurtait) ObLIM KIOHUPOBAHBI
B JIEHTUBUPYCHBI BeKTOp pWPXL MeTogoM pecTpuKUUU U -
rupoBaHus. [ToaydyeHre NCeBIOTUITUPOBAHHBIX ICHTUBUPYCHBIX

YacTUII MPOBEAEHO ITyTeM Ko-TpaHchekum KiietTok HEK293T.
~ PA3SQEN VI
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Boigenenue T-kiaeTok MpoOM3BOAMUIN KOMMEPUYECKUM HaOOpOM
EasySep (ThermoFisher) u3 nepudepuyeckoid KpoBU TOHOpa
MyTeM OTpULATEIbHON CeJeKlMU. AKTUBalLMIO T-KJIeTOK IMpo-
n3poguin yactunamu CD3/CD28 Dynabeads (ThermoFisher).
TpaHCOyKIIMIO aKTUBUPOBAHHBIX T-KJIETOK MPOU3BOAWIU TpU
nomotu RetroNectin (TakaraClontech, CIIIA) ¢ MHoXecT-
BeHHOCTbIO MHPekuu 10. T-KIeTKNU KyJETUBUPOBAIU B Cpeae
RPMI ¢ L-timoramuHoM ¢ mo6asieHreM 10 % sMOpHOHATBHOM
Tesstubeit ciBopoTkU U 300U uHTepaeiikuHa-2. s mnocTaHOB-
KU (YHKIIMOHATBHOTO (LIMTOTOKCUYECKOI0) TECTa UCITOJIb30Ba-
Jm GD2-nonoxutenbHble KieTku-mMuiieHu LAN-1 u GD2-ot1-
puuaTtenbHble KieTku-MulieHu 143B, okpamenHsie Cell Trace™
JUIS1 OTAEJIeHUsS] MULIeHed oT 3¢ GheKTOpoB, ¢ N00aBIEHUEM BU-
TajbHOTO Kpacutesiss 7AAD m1st okpacku MepTBBIX KeToK. Llu-
TOTOKCUYECKHUI TeCT aHAIU3UPOBajcCs B 3 COOTHOILIEHUsIX 2:1,
I:1 u 1:2 adbdexTop:muinens nass CAR-T kieTok u HeTpaHCay-
uupoBaHHbIX TUMdo1uToB (MOCK KOHTpOIIB).

Pesyabratel. beuto nmonyyeno 3 Bapuanta CAR-T 2-ro mno-
KOJICHUS ¢ IOMOMHUTEIbHBIMI BHEKIIeTOoUHBIMU CH2-CH?3 no-
MeHaMM 1 3 pa3HBIMU aHTUTCHCBS3BIBAIOIIMHI aHTUTEIBHBIMU
nomeHamu (14g2a, 8B6 n hu3F8) k mumenu GD2. ®yHKIMO-
HaJIbHO aKTWUBHBEIA TUTP TICEBIOTUIMPOBAHHBIX JICHTUBUPYC-
HBIX YacTHL] cocTaBwiI: mist 14g2a — 5 x 107, mis 8B6 — 2,3 x
107, mast hu3F8 — 6,2 x 107 Ha 1 MJI BUpYCHOIO Cyle€pHaTaHTa.
KonuuectBo nzonupoBanHbix CD3*-ki1eTok cocTaBuiio 7,3 MIH
¢ yucroToit 99 %. [NonmyasuuoHHBIA coctaB ncxoaHoro T-Kie-
TOYHOTO IpoaykTa cocraBwi: Tnaive+Tscm — 30 %, Tcm —
59,7 %, Tem+TeffRA — 6,7 %. CoorHomrenun CD4 u CD8 50 %.
DbdeKTUBHOCTh TpaHCAYKLIMU cocraBwiaa: 14g2a — 33,7 %,
8B6 — 20 %, hu3F8 — 21 %. BddeKTUBHOCTh IUTOTOKCHUYE-
CKOTO TeCTa BbIpaxkajach KaK pa3HUIA IIUTOTOKCUYECKOM aK-
TuBHOCTU CAR-T knetok 1 MOCK KOHTposst I KaxKaoro
peuenTopa u coctaBuja Mpotus KiaeTok LAN-1: a1 penienropa
14g2a — 57 %, 48 % u 34 % npu cootHoweHusx 2:1,
1:1u 1:2coorBercTBeHHO. C peuentopoM 8B6—32%,35 %124 %.
C penentopom hu3F8 — 68 %, 56 % u 44 % CcOOTBETCTBEHHO.
DDGDEKTUBHOCTh IIMTOTOKCUYECKOTO TeCcTa IIPOTUB KIIETOK
143B cocraBwna: mis 14g2a — 7 %, 2,1 % u 1,5 %, 11 peuenro-
pa8B6 —13 %, 4 % v 2 %, nnsa peuenropa hu3F8 — 11 %, 7,3 %
u 1 % COOTBETCTBEHHO.

BoeBonbl. Haubosee BBICOKON ITMTOTOKCUYECKOW aKTUB-
HocThlo obnanator 2 Bapuanta CAR-T kierok ¢ perientopamu
Ha ocHoBe aHTuTen 14g2a u hu3F8 npotus GD2* xietouHo
muaun LAN1 (paznuuust MeXay HUMU He JTOCTOBEPHbBI), HO HE
143B. Peuenrop Ha ocHoBe aHTUTeaa 8B6 obnamaer GD2-cne-
M(UYECKO aKTUBHOCTBIO, HO yCTyraeT B 3¢(PeKTUBHOCTH JIN-
3uca MUIIEHEH IByM aibTepHaTUBHBIM periernrtopam (p < 0,001).

Bo3MOKHOCMb UCNONb30BAHUA NPOMOYHOU
yumomMempuu Ang npeAcKkasanus Hanuyusa
BbICOKOUl runepaunaouguu y pemeil
¢ B-nuHeiiHpiM ocmpbiM numdgo6nacmubIM

Nneiiko3om

2K.B. Ilepmukun, T.}O. Bep:xkomukas, E.C. Hoxpuna,
H.A. Cadonosa, I'.A. Ilayp, JI.I'. Peunna
TAY3 CO O/IIKb, Examepunbype

AKtyanbHocTh. [Mnepaurionnust sBisieTcsl Haubosiee pac-
MpOCTpaHeHHOI TeHeTnYecKoit aHoManuei ipu OJIJI u3 B-nu-

PA3AEN VI

HeltHbIX TipeatnecTBeHHUKOB (BIT-OJIJI). Boiaensitor HU3KYIO
(xommmuectBO XpomocoM 47—50) u Beicokyto (BI') (KommuecTBo
XpoMocOM 51—67) THIepIUITTIONANIO, TIPU TTOCIeIHEN S5-JeT-
a1 OB manmeHToB He npeBbinaeT 85 %. B Toxe BpeMs, KJeT-
ku BIT-OJUJI ¢ BI' xapakTepu3yloTcsl HU3KOM MUTOTHYECKOI
aKTUBHOCTBIO B KYJIBTYpe, W Ipu BT BBICOK pHMCK Heymauu Ipu
BBIMIOJIHEHUM CTaHOAPTHOIO LIMTOTEHETUYECKOIo HcceaoBa-
HUSI, HEOOXOIMMOTO UTS TIOICYeTa KOJIMIECTBA XpPOMOCOM. Pa-
Hee ObLIO MOKa3aHo, YTO JJISi aHTUTEHHOTO MpoduIsl OITyXoJie-
BBIX KJIeTOK ¢ BI' xapaktepHa skcripeccust OETKOBBIX MOJIEKYIT
CD66¢c, CD86, CD123. OgHako B Hallleil cTpaHe paHee o100~
HbIE UCCJIeI0OBAHNSI HE TTIPOBOIUIIUCE.

Ileau u 3ama41 — OLICHUTH BO3MOXHOCTh ITPOTHO3UPOBAHUS
Haymuusa BT ipu BIT-OJ1J1 ¢ npuMmenenuneM antureHos CD66c,
CD86, CD123.

Marepuansl u MeTompl. B mcciemoBanue BiIoueH 331
obpazerr KM oT manyeHTOB C BIEpBble AUArHOCTUPOBAHHBIM
BIT-OJIJI B Bo3pacTte ot 1 1o 17 net BxinouurtenbHo. UDT ormy-
XOJIEBBIX KJIETOK BbIMojHeHo Ha npubope BD FACSCanto II.
Hcnonp3oBaHHbIe MOHOKJIOAHJIBbHBIE aHTHUTena: CD123 FITC
(xior 7G3), CD86 BV510 (kimon BU63) (oba mpom3sBoacTBa
BD Biosciences), CD66¢ FITC (xi1on KOR-SA3544) (BC Life
Sciences). CtaHmapTHOE LIUTOreHETUYECKOE UCCIeIOBaHUE Kile-
ToK KM mpoBommiioch myTeM KyJIbTUBUPOBAHUS B TeUeHUE 24 4.
ITpenapatel okpammBanu G-MeTOAOM ¢ TpeaBapUTEIbHOI 00-
paboTKoii TpunicuHoM. KaprotunupoBaHUe BEITIOTHSIIN B COOT-
BetcTBUU ¢ ISCN 2020. Takke Bo Bcex cydyasix ObLia BbIIIOJIHEHA
IUAaTHOCTHKA CJICAYIOIINX MOJIEKYISIPHO-TeHETUUCCKUX TIepe-
crpoek: ETV6::RUNXI, TCF3::PBX1, BCR::ABL1, nepectpoek
11q23/KMT2A metopamu TILP ¢ obpaTHOIl TpaHCKpUILIMEH
n FISH, a Takke omnpeneieHune KoauyecTBa LIEHTpoMmep 4-ii,
10-it n 17-it xpoMocoMm ¢ ucnoib3oBanuem 30Ha1 XCE 4/10/17
DNA probe n umucia Komnuii XxpoMocoMbl 21 ¢ TpUMEHEHUEM
XL t(12;21) ETV6/RUNXI Dual Fusion (06a Metasystems, Iep-
MaHUs).

Pesyasrarel. [1py MCIOAb30BaHUU COYETAHUSI CTAHIAPTHO-
ro LUTOreHeThYeckoro ucciemoBanHus u meroma FISH Obuto
BbIsiBIICHO 85/331 (25,7 %) ciydaeB, OTHeCEHHBIX K Tpyrie BIL
Okcnpeccust CD123 BoisiBieHa y 76 (89,4 %) 3 85 maluueHTOB
¢ Bl'uy 51 (20,7 %) u3 246 6onbHbIX 6e3 BI. JInarHoctuyeckast
YYBCTBUTEIBHOCTD JUIs1 BbIsIBIIeHUs ciaydaeB BI' — 89,4 %, cne-
uuduaHocTh — 79,3 %, mronians rmox kpusoii —0,861. Dxcrpec-
cust CD86 BoisiBneHa B 49/85 (57,6 %) cnydasx ¢ BI' u B 33/246
(13,4 %) 6e3 BI. dmarHoctmdecKasi 4yBCTBUTEJIBHOCTb IS
BbIsiBiIeHUs1 ciaydaeB BI' — 57,6 %, cneuuduunocts — 87,6 %,
mwiomans mox kpuboir — 0,720. Ouenka skcrpeccun CD66¢
nposeneHa y 320 mamumentoB. Dkcmnpeccuss CD66¢ BoIsiBie-
Ha y 51/84 (60,7 %) 6ompHOTO ¢ BI, y manmenToB 6e3 BI' —
45/236 (19,1 %). AnarHoctnveckasi 4yBcTBUTENIbHOCTh CD66¢
coctaBmwia 60,7 %, cneunduanocts — 80,9 %, ruromangs 1Moz
KpuBoii — 0,727. TTonbITKa MCTTOIB30BAHUS PAa3IMYHBIX KOMOM-
Haunit CD123, CD86 n CD66¢ He mpuBoamiIa K MOBBIIICHUIO
YYBCTBUTEIbHOCTHU U CIIELIM(DUUHOCTH.

BoiBoapl. MBI TOATBEPAVIIN CTATUCTUYECKY 3HAYMMYIO KOp-
persunio Mexnay skcrpeccuein CD123, CD86, CD66¢c u BI.
Haubonee yoenuteabHo BBIIISAUT B3auMocBsa3b BI' u CD123.
Hecmotpst Ha »T10, skcnpeccusi CD123 Takke BcTpedaeTcs
W B IPYIMX MOJIEKYJISIDHO-TEHETHYECKHMX ITOATPYIIIax, 4To He
[O3BOJISIET UCIOJIb30BaTh JaHHbIE IPOTOYHON LIMTOMETPUU [IJIsI
npenackazanus Hanuuus BIT mpu BIT-OJLI.
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KnuHuKko-renemuyeckan sapuabenbHocmb
Mymauuii JAK3 B 3ImHUYecKU pa3nuyHoil
Koropme u3 18 nauuenmos u3 14 cemei

E.A. IToaskosa!, O.E. ITamenko?, C.C. Baxnsapckas®,
.C. Cakosuu!, I1.E. I'yppsanosa’, T. Tkemananze?,

O. Keumuunze®, C. Aynormyc®, O.I. ITunap’, A. Kuiikum®,
C. A, C. bapuc', M.B. Bexesues!, /I.A. IlexanoBuy’,
H.B. Munakosckas', C.H. Anemkesuy!, K. I'aiiep'!,

A. Jleiicc-TInmnep' 12, JIxk. Baastep'> 4, D, I'ennepu'> 16,
N.B. Konaparenko?, C.O. Illapanosa!

TY «PHIII] IOT'H» Munszopasa Pecnyoauxu Beaapyco, Munck
2OIrAOY BO PHUMY um. H. 1. ITupozosa Munzopasa Poccuu, Mockea;
3PIKb — ¢uauar PrAOY BO PHUMY
um. H 1. Ilupoeosa Munszopasa Poccuu, Mockea;

‘Kagpedpa monexyasaproil u meduyunckoii eenemuru u Ileduampuyveckas
axkademuueckas kaunuxa umenu lTueu XKeanus Touaucckoeo
2ocydapcmeent020 meouyunckoeo yuueepcumema, Touaucu, Ipy3us;
*Ipysunckuil pono eenemuueckux u pedkux 3abonesaruil; Meduyunckuii
garxyrvmem Yuusepcumema Horo Buxch, Touaucu, Ipysus;
*YHueepcumem meOUUUHCKUX HAYK, OmOeseHue 0emCKol ainepeonocuu
U umMMyHono2uu, eopoockas borvHuya “Basakshehir Cam u Sakura”,
Cmambyn, Typyus;

’Omdenenue demcKoil arnepeonoeull U UMMYHON02UU, MEOUUUHCKUL
garxyrvmem Yuusepcumema Tpakwvs, Doupne, Typyus;
SCmambyavckuil ynusepcumem-Ceppaxnauia, neouampu4ecKuil
gaxyrvmem, Meduyurckas wxonra Ceppaxnawa, omoenerue 0emcKoil
annepeonoeuu u ummynonroeuu Cmamoyn, Typyus;
‘Omoenenue demckoil arnepeonouud U KAUHUYECKOU UMMYHOA02UU,
ooavHuya bawarxwexup Cam u eopodckas boavhuya Cakypa,
Cmambyn, Typyus;

OMeoduuunckuii paxyrsmem Yuusepcumema Mapmapa,
Cmamboyn, Typyus;

" Hayuno-uccaedosamenvciuii omoen, omoenenue peemamonouil
U KAUHUHECKOU UMMYHOoAo2uU U LleHmp XpoHuueckux uUMmyHOOeuyumos
Mmeduyunckoeo gaxkyrsmema Ppaiibypeckoeo ynugepcumema,

Bena, Aecmpus;
2Komnanus Archimed Life Science GmbH, Bena, Ascmpus;
B30moenenue demckoil annepeosoeull u UMMYHON0UU, KaAeopa
neduampuu Yuueepcumema FOxcroit @aopuoet, Cankm-Ilemepoype,
Daopuda, CIIA;

H“lemckasn kaunuyeckas 6oavhuya Jncona Xonkunca, lemekuit HayuHo-
uccaedosamenvcruii unemumym, Cankm-Ilemepoype, @aopuda, CIIA;
S Huemumym mpaHcaAsSsyUOHHbIX U KAUHUMECKUX UCCAe008aHU,
Hbvrokacackuii ynueepcumem, Horoxaca-anon-Taiin, Beaukobpumanus;
15Omdenenue mpancnianmayuu OemcKuUx cmeoao8six Kkaemok, Jemckas
ooavHuya Ipeiim-Hopm, Hvroxaca-anon-Taiin, Beauxoopumanus

AKTyanabHOCTDb. TsKesasi KOMOMHUPOBaHHAsE UMMYHHasl He-
noctatrouHocth (TKMH) npencraBiaseT co0oil reTeporeHHyo
TPYIINY BPOXKAEHHBIX OIIMOOK UMMYHHOI CUCTEMBI, XapaKTepu-
3YIOLIUXCS TJYOOKUM HapylIeHHeM KJIETOUHOIO U TyMOpPalbHO-
ro UMMYHMTETa, KOTOPbIE MOTYT MIPUBECTU K CMEPTHU OT TSIKEJTOM
MH(PEKUMOHHON MaToJOTuu B MjaaeHuecTBe. Jdedpuuur sHyc-
kuHasbl 3 (JAK3) sBisieTcss ayTocOMHO-pelecCUBHOM hopMoii
TKHWH u npusogut xk T-B + NK-denoruny. leduuut JAK3
siBJIsieTCsl puanHoi mpumepHo 10 % Bcex ciyuaeB TKMH.

e 1 3a7a4n — U3YYUTH CIIEKTP T€HETUUECKUX HAPYLIEHU
B reHe JAK3 B Koropre nNaluMeHTOB U3 Pa3IMUHbIX ITHUYECKUX
TPYII.

Marepuajsl 1 MeToapl. HaMu nmpoBeeHO MHOTOLIEHTPOBOE
WCCeA0BaHNe KIIMHUYECKNX TaHHBIX 18 MalleHTOB ¢ TeHeTH-
Yecku MoATBepxKAeHHbIM auarHo3zoM TKHMH, BbI3BaHHBIM TMO-
JoMKamu B reHe JAK3. Cpenn HUX COOTHOIIIEHHE 10 TIOJTy COCTa-
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Bwio 1:1 (9 MmanpbuukoB u 9 neBoyex). [1alMeHThl, BKIIOUEHHbIE
B MCCJIeIOBAHUE, TIPUHAIIEXKATN K PAa3HBIM STHUYECKUM TPYTI-
maM (BocTouHBIe ciaBsiHe (n = 2), TIopku (n = 14), 1bIraHe
(n=1), apaonl (n = 1)) ¢ dbenorunom TKMH/xomOouHMpoBaH-
Hasg MMMyHHas HemoctatoyHocTh (KWMH). g mocraHoBKU
nuarHosa owi10 mpoBeeHo DT muMmbonnToB U MOJIEKYJISIp-
HO-TEHETUYECKUI aHATTU3 C UCIIOTh30BAaHUEM BbICOKOTIPOU3BO-
JIUTEIbHOTO CEKBEHUPOBAHMSI U KAMUJUISIPHOTO CEKBEHUPOBA-
Hus 1o CaHrepy.

Pesyasratel. Koropra JAK3 Bittouasna 18 mammeHTOB, B TOM
yucie u3 Pecnyonuku benapych (BocTouHble ciaBsiHe (n = 2),
apaObl cyaHCKOro mpoucxoxneHus (n = 1), upirase (n = 1)), us
P® (tiopxu (n = 3)), u3 Ipysuu (n = 3) — rpy3uHbI—asepoaii-
kaH1pl), Typunm (Tropku (n = 8)). KpoBHOpoICTBeHHBIE Opaku
ObUTM ToATBepKAeHbI B 11 13 14 cemeit. Y 14 u3 18 manueHTOB
obu1 k1accuueckuit penotun T-B*NK-SCID. ¥V 1/18 6onbHOrO
obi1 penotun T-low B'NK- KUH, y 2/18 661 T (CD3*CDS")
B*NK-denotum, yl/18 mammenta o611 T (CD3*CD4") B*NK-
¢enorun. Ienernyeckue BapuaHThl B reHe JAK3 ObLIU UAEH-
TUGULIMPOBaHBI BO Beex ceMbsix. Y 10/18 ecTh HOBBIE BapuaH-
Thl (TOMO3UTOTHBIE), KJIAcCU(UIIMPOBAHHBIE TIO KPUTEPUSIM
ACMG kak BapuaHTHI HeompeneileHHON 3HaunMmocTtu (VUS),
y 7/18 ecTb paHee OIMCAHHBIC ITATOTeHHbIC BapUaHThI (6 — To-
MO3WUTOTHBIX, 1 — IreTepO3UTOTHBIN KoMIayH1), 1y 1/18 BbISIB-
JieH BapuaHT, onucaHHbi Kak GOF-BapuaHt. [eHeTnueckue
BapMaHTHI BKJIIOYAJIX CABUT paMKH (1 = §), HOHCEHC-MYTalluu
(n = 2), MucceHc-MyTaumu (n = 7) ¥ MyTallMM B caiiTax Crijiai-
cunra (n = 2). TTCK 6bu1a npoBeaeHa 6 manueHTtam, 8/18 ymep-
J1 B Bo3pacte 9 mecsiieB (cpeaHuii Bozpact — 9—18 mecsities),
8/18 xuBsI (1 — rotroButcsa Kk TT'CK).

BeiBoapl. Hale ncciegoBaHue paciuvpsieT CreKTp reHeTu-
YeCKMX BapUaHTOB, acCOLUMUPOBAHHBIX C Aeduitom JAK3.
ITatorennsle BapuaHThl B reHe JAK3, mpuBogsiue k KWH,
COMPOBOXKAAIOTCSI TETEPOreHHOCTbIO MMMYHOJOTMYECKUX (he-
HOTUIIOB, UTO CO3[aeT HEOOXOAMMOCTb B JE€TaJTbHbIX UMMYHO-
JIOTUYECKUX U MOJIEKYJISIPHBIX UCCIIEIOBAHUSIX, OCOOEHHO B 3a-
KPBITBIX 3THUYECKUX TpyTIIax.

J(phekmuBHOCMb U NepeHocuUMocmb
UHAYRUUOHHOIO pexuma xumuomepanuu
Ha ocHoBe remyumabuna u yuchnamuxa

y hayueHmos ¢ HasoapuHreanbHoli

Kapuuxomoil. NipeasapumenbHble
pe3ynbmambl uccnefoBanus
HOR-AINon-2022

JI.JI. Pabaesa, H.B.2Kykos
OIBY «<HMHUI] JITOH um. Jimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea
AKTyaapHOCTh. HecMoTpss Ha BBICOKYIO 3(DP(HEKTMBHOCTH
COBPEMEHHBIX MTPOTOKOJIOB JIeYEHUSI JIOKAJIM30BaHHOU Hazoda-
puHreanbHoit KapunHombl (H®K) y nereii, y yacTu maleHTOB
(= 20 %) He ymaeTcst TOOUTBCS U3JIEYCHUSI, UTO BJICUET 3a COOO
KpaiiHe HeOJIaronpusITHBIA MPOrHO3, OOYCIOBJIEHHbI Majon
3 HeKTUBHOCTHIO JOCTYITHBIX BADUAHTOB MOCJETYIOIIEro Jieue-
Hus. [TpoGiemy npeactapisieT U JeueHrue 60IbHbBIX C TEPBUYHO-
Metactatndeckoit HOK, npu koropoii 5-nerusisi OB cocras-

PA3AEN VI
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qset auib 25—57 %. Tpenacrasiser mpobieMy U TOKCUYHOCTD
JIEYeHUsT, aCCOLIMMPOBAHHAsI C UCITOJIb3yeMbIMU B IETCKUX MPO-
TOKOJIaxX S-(pTopypauui-coaepKallnx pexXuMaMy UHIYKIUU.

Ieau u 3agauu — OLICHUTH HEMOCPENCTBEHHYIO 3(PPeKTUB-
HOCTb M TIEPEHOCUMOCTb MHIYKIIMOHHOTO ATara Je4eHus (rem-
LIMTAOWH U IUCITIaTUH  meMOpoin3ymMad) B paMKax OpUTUHATb-
HOTO pHUCK-aganTHpoBaHHOTO ITpoToKoja HOK-ITOM-2022.

Marepuajbl U MeToAbl. B TUIOTHBIN aHAMW3 BKIIIOYEHBI
14 paHee HeJIEUEHHBIX MAILIMEHTOB ¢ MOPGOIOTMUECKU BepUDU-
poBaHHbIM quarHozoM HOK, momyyasnimx jiedeHue mo mnpo-
tokoiy HOK-JITOM-2022 B neTckux JeueOHBIX yIPEKICHUSIX
oHkosiornueckoro npodwist PO u PK B nepuon ¢ Hosiopst 2022
o utonb 2024 . (20 mecsues). CpenHuii BO3pacT OOJbHBIX Ha
MOMEHT TIOCTAHOBKM urarHo3a cocrtaBui 14,4 rona (pazdpoc —
12—17 ner), cootHomenne M:o — 10:4. Cpenu 14 OOJIBHBIX
y 3 6bia 11 ctanust 3a6oneBanust, y 6 — I11,y 3 — VA, y 2 — IVB.
B cooTBeTCTBUM € MPOTOKOJIOM MAIIMEHTHI TPYTIThI CTAHAAPTHO-
ro 1 BbicOoKOoTO pucka (ctanuu [I-IVA, n = 12) nonyyanu uHayk-
LIMOHHYIO TePAIUIO FeMIIMTaOMHOM U IIUCTUIATUHOM, TTAIIMEHThI
W3 TPYIIIBI OYeHb BbicoKoro pucka (IVB ¢ meracrarnueckumu
ovaramu, He momexkarmumu JI'T, n = 2) — MOIMOTHUTEIFHO K HEl
rnojy4danu nemoponn3ymad. OObeKTUBHBIN OTBET TIOCIIE 3aBEp-
MIEHUST MTHAYKIIMOHHOTO 3Tara JeYeHUsT OLIEHUBAJICSI B paMKax
RECIST 1.1. Ouenka TOKCHMYHOCTH IIPOBOIMJIACH COTJIACHO
CTCAE 5.0.

PesyabraTel. Bce malmeHTHI, BKIIOYEHHBIC B ITWJIOTHBIN
aHaIM3, 3aBEPIIMIN 3alJIAHMPOBAHHBINA 3Tall WHIYKIIMOHHOM
teparmuu. [locie 3aBepiIeHUs] MHAYKIIMOHHOTO 3Tala JICUCHUS
I10 xoncTaTuposaH B 3/14 cnyyasax, YO — B 11/14. Hu B omHOM
HaOJIOMEHNN HE OBLUIO OTMEUEHO TSDKEIBIX CIydacB HEIpem-
BUICHHON TOKCMYHOCTU WJIM JIETAJIBHBIX MCXOMOB. Bce Kypchl
XT mpoBeneHbl ¢ COOJIIOACHUEM TaliMUHTA, PEAYCMOTPEHHO-
ro niporokonom JedeHus. Cpeau H4 > 111 crerrenn Hambonee
YacTO OTMEYAINCh TeMaTOJIOTMYecKass TOKCHMIHOCTH (14/14)
u pedbprtbHast HerTporneHus (2/14).

BoBoapl. Pexxum mHpykumonHo# XT, BKIIIOYAIOIIWA reM-
LMTaOMH M LMCIUIATHUH, MIPOJAEMOHCTPUPOBAI BBICOKYIO HEIO-
CPEICTBEHHYIO ITPOTHUBOOIYXOJIEBYIO 3(D(HEKTUBHOCTb U YIOB-
JIETBOPUTEJIbHYIO MepeHOoCUMOCTh. Heobxoaumo npomomkeHue
MHOTOILIEHTPOBOI'O MCCJICIOBAaHMS 10 JTOCTUXKEHUsI TUIaHOBOIO
YuCia BKIIOYEHHBIX IMAlMEHTOB Ui OKOHYATEIbHOTO aHaI13a.

Ponb nonumopcu3mos rena MTHFR
B NPOrHO3UPOBAHUU MOKCUYHOCMU
BbICOKOA03HOr0 MemompexKcama npu
NeyYeHuu HeXoMHMKUHCKUX numdom y aemei

3.K. Cumasonsn!, T.T. Baiues!, A.JO. Ukonnukosa?,
A.P. XKenesnsak?, T.B. Hacenkuna?
THUH TOul um. axad. PAMH JI.A. [lypnosa @ITBY
«HMMUI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea;
2OIrbYH UMPF um. B.A. Dneeaveapoma PAH, Mockea

AkTyasbHOCTh. OCHOBY COBPEMEHHBIX MpPOrpaMM Teparuu
HXIJI y neteit cocraBisior MTX-coaepxaniue pexumbl. [Tpu-
meHeHue MTX B Bbicokux (1000—5000 mr/m2) no3ax mo3BoJjsieT
noctuub MHoroJieTHelt OBy 90 % neteit ¢ HXJI naxe npu mo3n-
Hux (III-IV) cranusax 3aboneBaHusi. B cBsizu ¢ pa3paboTKoit
BBICOKO3((EKTUBHBIX ITPOoTOKO0JI0B teueHust HXJI Bce Gonbliiee
BHUMaHUE MCCenoBaTellell yaeasieTcsl TOKCUMYHOCTU TeParuu.

PA3AEN VI

Tak, remaTojiornyeckass TOKCMYHOCTb [V cTereHu perucrpu-
pyercst y 50—70 % GoOJIbHbBIX, TOJYYaIOLIUX JeUYEeHKE 10 ITOBOLY
HXJI, HedbpoTokcnuHOCTh — y 29 %, ocTpbiii renatut — y 60 %,
HEIUPOTOKCUYHOCTb — y 22 %, TOKCUYHOCTh CO CTOPOHBI KOXHU
U cnu3ucthiX — y 32%. Cpenn (hakToOpoB pHUCKa TOKCHYECKUX
SIBJICHUI BBIZCJISTIOT BO3PACT MalleHTa, OIyX0JIeBOE ITOpaKeHUE
OpPTraHOB M CHUCTEM, a TaKKe WHIVBUAYyaJIbHbIE T€HETUUYCCKUE
noauMopdu3Mbl hepMeHTOB (HOJATHOTO LIMKJIA U OEJTKOB-TpaH-
crioptepoB MTX.

Iean u 3agaum — onpenenuTb BO3MOXKXHOCTD IMMPOTHO3UPOBA-
HUSI TOKCMYHOCTU BbICOKOA03HOTO MTX, 0OcHOBBIBasiCh Ha (hap-
MaKOTre€HEeTUYECKOM TECTUPOBAHUM.

Marepuajasl U MeToabl. TeXHOJIOTMSI OMOJOTUYSCKUX MU-
KpOUYMIIOB ObUIa WCITOJIb30BaHA [UISl MCCIIEIOBaHUS 00pa3lioB
nepudepudeckoil Kposu 31 manueHTa ¢ BIEpBble YCTAHOBICH-
HBIM nuarHo3oM HXJI, B Jle4eHMU KOTOPBIX HMCIIOIb30BaJICS
MTX (10361 1000—5000 mMr/m?). 3a60p MaTepuraia IPOU3BOIMII-
csl OJJHOKPaTHO, BHE 3aBUCHMOCTHU OT CpPOKOB Tepanuu MTX.
Tenomuyro JJHK Bbiaensyiv U3 JIEMKOLUTOB Nepu@epuyeckoi
KPOBU. AHAIM3UPOBAIUCh NMojJuMopdu3Mbl reHoB MTHFR G>A
u MTHFR G>T. JInst olleHK1 MOOOYHBIX 3((HEKTOB UCITOJIH30-
Banuch mkajibl TokcuyHoctu NCI (CTCAE v5.0 2018r). Koppe-
JISIIUST BBISIBACHHBIX MOJUMOPGU3MOB C MOCTLIUMTOCTATUYECKOM
TOKCUYHOCTBIO OIICHMBAJIACH C TIOMOIIIHIO TAOIUII COTIPSIKEHHO-
CTU B KOMITIbIOTepHOI porpamme SPSS.

Pe3yasraTel. PacnipeneseHue naiureHTOB I10 Moy ObLIO clie-
OYIOLIMM: MYXYuHBL — 71 %, xkeHiuubl — 29 %; B-kjierouHbie
HXJT cocraBuwnu 48,4 %, T-xinerounsie — 51,6 %. Joza MTX
B COOTBETCTBUU C IIPOTOKOJIOM JiedeHus: coctaBmia 1000 mr/m?
y 19.4 % mnauuenros, 2000 mr/m?> — y 6,5 %, 5000 mr/m? —
y 74,1 %. Ilpu wuccieqoBaHuM MOJIUMOPGU3MOB TeHa
MTHFR G>A BbIIBIACHO cienyioliee cooTHomeHue: GA —
51,6 %, GG — 41,9 %, AA — 6,5 %. TenarorokcuuHocts II1-1V
cTereHr pasBuBajach npu BapuaHtax GA y 62,5 % OOJIBHBIX,
npu GG — vy 38,5 %, npu AA — 0 %. HedporokcuuHocTH He
obut0. Tematonornueckass TokcuyHocTh III—IV crenenu mpu
BapuanTte GA — 87,5 %, npu GG — 92,3 %, npu AA — 50 %.
HeitporokcnuHocth y Hocuteneit GA otmeuanack B 12,5 %,
GG - 7,7 %, AA — 0 %. Mykoaur 111-1V cTeneHnu nipu Bapu-
ante GA ocnoxssut teuenue B 50 %, npu GG — B 30,8 %, nipu
AA — 0 %. Uadexkumu II11-1V crenenu tsokectu ipu GA ot-
Mevanuch B 68,8 % ciydaes, npu GG — B 46,2 %, npu AA —
B 50 %. CnenoBarenvHo, BapuaHT GA MTHFR KoppeaupoBa
¢ OoJiee BBICOKMM PHCKOM I'elaTOTOKCUYHOCTU, HEMPOTOKCUY-
HOCTH, MYKO3UTa U MHPEKIIMOHHbBIX OCIOXHeHUi1. [1pu nccie-
noBaHuU noauMopdusMoB reHa MTHFR G>T BbISIBICHO Cley-
foiee cootHomenune: GT —45,2 %, GG — 12,9 %, TT — 41,9 %.
ITenarorokcuuHocTtb 111V creneHu pazBuBaiach rnpu BapuaH-
tax GT B 42,9 %, npu GG — B 25 %, npu TT — B 61,5 %. Hed-
POTOKCUYHOCTHU He ObLI0. [emaTonornyeckass TOKCMYHOCTh 11—
IV crenenn y Hocureneit GT ormeuanace B 78,6 %, GG — 100
%, TT — 92 %. Heiiporoxcuynocts GT — 14,2 %, GG — 0 %,
TT — 7,7 %. Myxkosur I11-1V crenenn npu GT peructpupoBa-
cay 58,3 % 6onbHbix, npu GG — vy 8,3 %, npu TT —y 33,3 %.
Nudexuun I11-1V crenenn tsxectn ipu GT — y 64,3 %, nipu
GG —y25%unpuTT —y 61,5 %. Bapuant TT xoppeaupoBai
¢ 6oJiee BHICOKMM PHCKOM I'elaTOTOKCUYHOCTU M MH(EKIIMOH-
HBIX OCJIOXXKHEHUI TSKEJION CTEIIeHMU.

BoiBoapl. TeHeTnueckoe tectupoBaHue mpu jedeHun HXJI
y JeTeil MOXET ONpeae/IUTh MallMeHTOB C BBICOKMM PUCKOM pas3-
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BUTUA TOKCHYCCKUX OCHOXHGHMﬁ, 4YTO ITO3BOJIUT NMPOBOIAUTH
MHULAJTbHYIO HpO(I)I/IJTaKTI/IKy 1 B ONTUMAJIbHBIE CPOKU KOP-
PEKTUPOBATHL PAa3BUBIIMECA OCIIOKHCHMA.

Pe3ynbmambl neyeHus nuMpamuyecKux
Manbopmauuil B XUpypru4yecKom
ompeneHuu HoBOPOXACHHbIX U Aemeil
rpyaHoro so3pacma MrAY <HMHL 3popoBba

aemeii» Munsapasa Poccuu

M.A. Cynasko, A.C. I'ypckas, E.IO. [IpakonoBa, C.H. 3opkun,
O.H. HakoBkun, P.P. bassuros, 1.B. Kapuyra,
E.B. EkumoBckas, A.A. Kiennkosa
DIAY «HMHI] 300posws demeir» Munzopasa Poccuu, Mockea

AKTyanabHOCTh. JIuMbaTrueckue Maab(opMaluu sBISIOTCS
JOCTATOYHO PENKOM MaTOJOTUEH C IMPOKUM CIIEKTPOM KJIMHU-
YECKUX MPOABJICHUA, YTO 3aTPYAHAET IMarHOCTUKY U pa3paboT-
Ky 3((EKTUBHBIX TTPOTOKOJIOB JICUEHMS.

Ileau u 3a7a4u — OLICHUTH PE3YJIBTAThI JICUEHUS MallUeHTOB
¢ TuMdaTUIeCKUMU Maib@opMalusIMU, UCCIEI0BaTh PacIpo-
crpaHeHHOCTbh MyTauuu PIK3CA cpeay mpoJjieYeHHbIX MalueH-
TOB JIJIS1 MAKCUMAaJIbHO PAHHETO BBISIBJIEHUSI PACCTPOMCTB CIEKT-
pa CUHAPOMOB U30BITOYHOTO POCTA Y HA3HAYEHUSI UM TapTeTHOMU
Teparuu.

Martepuanst u Metoabl. [IpoBeneH aHanu3 uctopuilt 6ones-
Hu 3a niepuop ¢ 2017 nmo 2023 . B XupypruyeckoM OTAEJEHUU
HOBOPOXIECHHBIX U JeTeil TpyaHoro Bo3pacta GTAY «<HMMUILL
3710pOBbs fneTeil» Munaapasa Poccuu: nipojiedeHsl 42 manueH-
Ta C Pa3IMYHbIMU TUIMAMU JUM@PATAYECKUX MalbpopMaluii,
u3 Hux 47,6 % (n = 20) ¢ kucro3Hoit hopmoii, 45,2 % (n = 19)
C XWJIE3HBIMU BBIMOTaMU, 7,2 % (n = 3) cO CJIOKHOM KanuuIsIp-
HO-BEHO3HO-TUMDaTUUECKON MaibhopMallueii.

PesyabraTel. [TammmeHTaM ¢ KMCTO3HOU (opmoit mmmdaT-
YeCKOU Mab(OpMaIiK BBITOTHSIIOCH TPEUMYIIIECTBEHHO XU-
pypruueckoe JIeueHHe: pamuKalbHOE yrmajeHue B 11 cirydasx,
cKkyepo3upoBaHue B 8. B 1 HaOmomeHUM XuUpyprudeckoe Jie-
YyeHHe He MPOBOAWIOCH, Ha3HaUeHAa KOHCEepBaTUBHAS Teparus
cuponumycoM. [locie TpoBeIeHHOTO XUPYPIHMUECKOTO Jieue-
HUS B 4 CIyJasix JOTIOJTHUTEJIBHO MOTPeOOBAJIOCh Ha3HAUYCHUE
KOHCEpPBAaTUBHOI Tepammuu B CBSI3M C ABICHUSIMH JTUMdOppen
B 3 HaOMIOMEeHUSAX U B | cydae B BUIY OTCYTCTBUS YIOBJIETBO-
putenbHOro 3(dpdekra. IlammeHTamM ¢ KanmWUISIPHO-BEHO3HO-
mmMdaTraecKoit Manbpopmalreil Ha3HaueHa KOHCepBaTUBHAS
Teparms CUPOJIMMYCOM C TTOJIOXKUTEIBHBIM 3 dekToM. B rpyr-
e MalMeHTOB C XWJIC3HBIMHU BHITTOTAMHM ITPOBOIMIIACH KOHCEP-
BaTUBHASI Teparusl OKTPEOTUAOM B MO3UPOBKe 5—10 MKT/Kr/4,
addekt mocTurHyt B 13 u3 19 ciayuaeB. Y 6 geTeit 0TMEUYaIoCh
oTcyTcTBHE 3 PeKTa OT MPOBOIUMO TepaIr B TCUCHHE 2 HEl,
YTO 3aCTaBUJIO MIPUHSTH pemreHne o HazHaueHun MCT cupomm-
MycoM B mo3upoBke 0,1—0,2 Mr/cyT 1o XXMU3HEHHBIM ITOKa3aHM -
saM. Ha mpoTsockeHrn Beero JedeHUs] CUPOINMYCOM TTOIIePKI-
BaJIach KOHIICHTpAIIMS B TIJIa3Me KPOBU Ha ypoBHE 8§—14 Hr/miI.
HTeTbHOCTh Tepanny cocTaBmiia OT 2 1o 4 mec. B rpymre
MallMeHTOB C KHUCTO3HOM JmMdaTUIecKoit MabhopMalim-
el TeHeTMYecKoe HCCIIeIOBaHMe BHITIOJTHEHO 12 mMmaiueHTaMm,
B 10 ciygasix BeIsBIeHO Hamnuue Mmytaun PIK3CA, 4 601bHBIM
YCTaHOBJICH AMAarHO3 PacCTPOICTBA CIIEKTPa CUHIPOMOB M30bI-
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TOYHOIO POCTa, HAa3HAa4YeHa TapreTHasl Teparus aaneJucuooM
C TIOJIOKUTEIbHBIM 3(dekToM. B rpyrine maiuueHToB ¢ Xuie3-
HBIMU BBITTIOTAMU TIPOBEICHUE TEHETHUYECKOTO MCCIICTOBAHUS
3aTPYIHUTENIBHO B BUIY CJIOXHOCTM TMOAOOpa Marepuaia s
HCCJIEIOBAHUS.

BoiBoapl. KpaiiHe BaXHBIM SBJISIETCS TPOBEAEHUE TIIATEIb-
HOTO T€HETUYECKOTO MCCJAENOBAaHMUSI BCEM IallMEHTaM C JIMM-
datnyeckumMu Manb@opMalUsIMU, KOTOPbIE MOTYT SIBJISIThCS
MEPBbIM KIIMHUYECKUM TPOSIBIIEHUEM CIEKTpa CUHAPOMOB U3-
OBITOYHOTO pocTa. B aToM ciayyae MakCUMalbHO paHHEe Ha3Ha-
YeHMe TapreTHOU Tepanuu MO3BOJUT AOOUTHCS JyUIIUX (hyHK-
LMOHAJIBHBIX U KOCMETUYECKUX Pe3YyJbTaTOB. XUPYpPruueckoe
JICYCHNE, KaK CIMHCTBEHHBIN METOI, B HACTOSIIEE BpeMsI He
SIBJISICTCSI aOCOJIIOTHO MPUOPUTETHHIM JUIS MALIMEHTOB C JIMM-
aTuyeckumu MaabGopMalUsIMU, BEKTOP JIeUEHUS Bce OOJIbIIIe
CKJIOHSIETCSI K KOHCEpBAaTUBHOM Tepanuu U MPUMEHEHUIO KOM-
OMHUPOBAHHBIX METOMINK.

BnusHue KopoHaBupycHoil UHdeKuuu Ha
meyeHue remopparu4ecKoro BacKynuma

y Aemei
H.H. Xomxxaesa', H.M. Coaukos?, 11.B. Beprep?

"Tadxcurcruii 2ocydapcmeentvlil MEOUUUHCKUL YHUGePCUMem UMEHU
Abyanu uonu Cuno, lywanbe, Pecnyoauxa Tadxucukucman;
2Meouyunckuit uenmp Dapabu, dywanbe, Pecnyoauxa Tadxucuxucman,;
JLlenmp demckoil eemamonoeuu, OHKOAOUU U KAUHUHECKOL UMMYHOA0RUU,
Tawxenm, Pecnybauxa Y30exucman

AKTyanapHOCTh. [eMopparuuyeckuit BackynuT (I'B) — Hawu-
GoJree pacIpoCTpaHEHHBIM TUIT BACKYJUTOB y AeTeil. DTO cHC-
TeMHOe 3a0o0jeBaHHE, OOYCIOBICHHOE BOCIAJICHHEM MEJTKUX
COCY/IOB, TIPOSIBIISIONIEECS OCTPBIMU CUMIITOMAMHK, TAKUMH KaK
reMopparmyeckast ChIllb, aHTHOHEBPOTUYECKUII OTEK, CyCTaB-
HOI M aO0JOMWHAJIBHBIA CMHIPOMBI, a TaKKe IOpakeHWe IT0-
yek. B mocnennue rogpl, ocobenHo ¢ nossiaenneM COVID-19,
yUacTUIUCh ciaydan pa3Butus ['B y mereit mocie nepeHeceHHO
MHQEKIINM, YTO BBI3BIBACT MHTEPEC K M3YUYCHUIO CBSI3U MEXIY
COVID-19 1 nuasmeHeHUSIMU B KJIMHNYeCKOM TeueHuu ['B.

enn n 3anaun — uccien0BaTh 0OCOOEHHOCTU KIIMHUYECKOTO
TEeYeHMs U JJabopaTOPpHbIX MokKa3zaTeneil y nereii ¢ I'B moce ne-
PEHECEHHOU KOPOHABUPYCHOU MH(EKIINN.

Marepuansl u MeTonpl. B mepuon ¢ mas 2022 1o sHBapb
2024 1. B aieTckoM remaToaornuyeckom otaeneHuu HMII PT 6bu10
ob6caenosaHo 111 nereit ¢ nnarHozom I'B. BceM nmaniveHTam rpo-
BeIeHBI KIMHWYECCKUE, JIaOOpaTOpHbIE M WHCTPYMCHTAJIbHBIC
HCCIIeIOBaHMUsI, BKJIOYasl OOIIMI aHaau3 KpPOBU, OUMOXMMUIO
KPOBHU, KoaryjaorpaMmy, Tectsl Ha aHturesaa Kk COVID-19, o6-
LM aHaU3 MOYM U Kaja, a Takke Y3, anekTpokapauorpam-
Ma 1 PEeHTICH.

Pesynpratbl. OJHUM M3 TIEPBBIX M MOCTOSIHHBIX CHMIITO-
moB I'B Gbuta reMopparnyeckasi Cbifb, KOTOpash HaOM0OAaIaCch
y 39 % neteir. Y neteii, nepeHeciunx COVID-19, cbinb nposiB-
JisTach KaK aCUMMETpUYHasi MaKyJo-IamnyJje3Hasl Chillb, YaCTO
coueTalonasicss ¢ auIeprUYeCKUMU BBICHITTAHUSIMU B HETHU-
MUYHBIX MecTax (JUIO, TagoHu, cTomkl). CycTaBHOI CHUHIPOM
oT™meueH y 11 % nmereit, a abgOMUHAIbHBIA CUHAPOM — y 8 %.
VY 21 % mauueHTOB BBISIBJICH ITOYEUHBI CUHIPOM, IPOSIBIISIO-
LIMiics orekamu U remarypueit. B 50 % ciydaeB Ha0101a10Ch
nopaxenue LIHC B Buae acTeHIIeCKOro CHHAPOMA, TIPOSIBIISIO-
PA3JAEN VIII
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1LIETOCs TOJIOBHBIMU OO0JISIMU, CHUXKEHUEM amIeTuTa, pa3apaxu-
TEJbHOCTbIO U IPYTUMU CUMIITOMaMu. JlabopaTopHbie JaHHbBIE
y AeTelt mocie nepeHeceHHO KOpOHaBUPYCHOW MHMEKIIMU Bbl-
SIBUJIM 3HAUUTEJIbHOE YBEIMUYCHUE YKCia JeHKOLIUTOB, TPOMOO-
LIMTOB, MOBBILIEHNE CKOPOCTU OCEAAHUS SPUTPOLIUTOB, a TAKXKE
u3MeHeHus B Koaryjaorpamme. Kpome toro, y 80 % nereii Gblia
BBISIBJIEHA TUIOXPOMHAsi aHEMMsl, BbI3BaHHasl reMopparuye-
CKMM CUHIPOMOM.

BoiBoapi. KopoHaBupycHass MHMEKIMST OKa3bIBAET CYIECT-
BEHHOE BiusHUE Ha TeueHue ['B y nereii, ycununBas TSXeCTb 3a-
0oJieBaHMS M M3MEHSIST eT0 KIIMHUYeCcKyto KapTuHy. ['B y mereit
nociae COVID-19 xapakrepusyeTcst 00Jiee TSKEJIbIM TEUEHUEM,
BKJTIOYAsl BhIpakeHHbIE CUMITOMBI co cTopoHbl LIHC u HeTH-
MUYHYIO JJOKAIU3ALHUIO ChIITU, YTO TPeOyeT 0COOOro BHUMAaHMUS
MPU JUATHOCTUKE Y JICUEHUU JAaHHOTO 3a00JIeBaHUS.

TpyAHOCMU UArHOCMUKU NeiKo3a

y aemeii nocne COVID-19
H.H. Xomxkaesa!, H.M. Conuxos?, 11.B. Beprep?

"Taducuxckuii 2ocydapemeenblii MeOUUUHCKULL YHUBEPCUMEem UMEHU
Abyanu ubnu Cuno, Jywanbe, Pecnyoruxa Tadxcuxucman;
2Meoduyunckuii yenmp Papabu, ywanbe, Pecnybauxa Tadxcuxucman;
J[lenmp demckoii eemamonoeuu, OHKOAORUU U KAUHUMECKOU UMMYHON02UU,
Tawxenm, Pecnybauxa Y36exucman

AxTtyamsHOCTh. OJIJI sIBIISIETCST camoii pacIpoCTpaHeHHOM
dopmoii aeiiko3a y nereii, coctapiss 75—80 % Bcex ciyuaes OJI.
Oco0y10 aKTyaJlbHOCTh B COBPEMEHHBIX YCIOBMSIX MPUOOpETa-
et BausHue nepeHeceHHor COVID-19 mHbeKuny Ha TeYeHNe
M TMArHocTuky Jieiikoza. Bupyc COVID-19 MoxkeT cymiecTBeH-
HO MCKaXaThb KIMHUYECKYIO KapTUHY 3a00JieBaHUSI, MaCKUPYs
CHMIITOMBI U 3aTPYIHSSI IUAarHOCTUKY Ha PAaHHUX CTagUsIX. DTO
CBSI3aHO C T€M, YTO CHMIITOMBI JICKO3a MOTYT IIEPEKPBIBATHCS
WIN OBITHh CXOXVMMU C IIPOSIBJICHUSIMU TTOCTKOBUIHOTO CUHIIPO-
Ma, TAKUMHM KaK CJIa00CThb, YTOMJISIEMOCTb, JIMXOPaaKa U IpyTHe
cUCTeMHBbIe MposBiIeHNs1. BaxxHo ormetuts, uro netu ¢ OJIJ 3a-
YacTyl0 TIEPBOHAYATIBLHO OOpaIaloTCs He K OHKOTeMaToJIoraM,
a K memdarpaMm, MHMEKIIMOHUCTAM M IPYTUM CICLHMAINCTaM,
YTO B YCJIOBUSIX IIOCTKOBUIHOTO ITEPHO/IA YCIOXKHSIET IIOCTAHOB-
Ky muarHo3a. Oco3HaHME 3HAYMMOCTH paHHEH IMArHOCTUKU
OJIJI cpenu Bcex Bpadeii, HE3aBUCUMO OT CIIeLIMaIN3allii, UMe-
eT KPUTUUYECKOe 3HaUYeHNE, TTIOCKOJIBKY CBOEBPEMEHHOE HAYaJIo
Tepamuy CyIIeCTBEHHO ITOBBIIIACT IMAHCHI HA OJarONpUsITHBIN
HCXO[.

Ilenu ¥ 3a1a4u — BBISIBUTH OCHOBHBIE CUMIITOMBI, XapaKTep-
HbIe U1 HavdaiabHbIX mpossiaeHuit OJIJI, onpeaeauTs Mpomo-
JKUTEJIBHOCTh IIEPUOJa OT MOSBJICHUS IEPBBIX CUMIITOMOB J0
IMOCTAaHOBKM IMAarHo3a, a TakKe YCTAaHOBUTb, K KAKMM CITeLa-
JIMCTaM yYallle BCEero oOpallaloTcsl MallMeHThl Ha dTalle MepBUY-
HOTO BU3UTA.

Marepuaibl U mMetonpl. [IIsi JOCTYKEHUSI 3TOM L€y ObLI
MPOBeIEH aHaIN3 JaHHBIX 62 mereii ¢ nuarHozoM OJIJI. B xoxe
MCCJIEIOBaHMST ObUIM M3YyYeHbl aHaAMHE3bl MallMeHTOB, TIEPBUY-
HbI€ KaJIOObl M CHUMIITOMBI, YTO TIO3BOJIMJIO BBISIBUTH OIIPEIe-
JIEHHBIe 3aKoHOMepHoCcTH. M3 62 3a6oneBmux nereii 34 (54,8 %)
ObLIM MajburKaMu, a 28 (45,2 %) — neBoukamu. BoJabIIMHCTBO
caydaeB OJIJT (54,8 %) ObUIO AMArHOCTUPOBAHO Y JETEi B BO3-
pacte oT 3 10 7 JIeT, YTO COOTBETCTBYET OOLIMM CTATUCTUYECKUM
JaHHbIM 1151 Pecnyouku TampkukucTaH.

PA3AEN VI

Pesyasratei. [Tporpeccuposanue OJIJI mpoucxoauT mocre-
MEeHHO, C KJIMHUYECKUMHU MPOSIBIIEHUSIMA, BO3HUKAIOIIMMHU Ha
CTaJnu, KOrJa KOJIMIECTBO OIMyXOJIeBbIX KJIETOK nocturaet 10'2,
OcHoBHbie cumntombl OJIJI BxmouaioT c¢1abOCTh, YTOMIISI-
€MOCTb, OJIEMIHOCTbh KOXMW, KPOBOTOYMBOCThH, OOJM B KOCTSIX
U cycTaBax, yBeauueHue JIY u cejie3eHKH, a TakKxKe 4acThle MH-
ek, DTH NPOSIBICHUST MOTYT MAacKUpPOBAThCS IMOJ IpyTrue
MaToJIOTVH, TaKWe KakK TUIEepIUIa3vsi OpraHOB U LUTOMEHUS,
YTO OCOOEHHO BBIPaXXEHO Ha (DOHE MepeHeCEeHHON MHGbEeKIUU
COVID-19. Bupyc He TOJBKO CKPbIBA€T UCTUHHBIE MPU3HAKU
3a00s1eBaHUsI, HO U YCYTYOJISIET €0 TeUeHUE, YCUJIUBAsT IIUTOTIE-
HUIO U CITOCOOCTBYS pa3BUTHIO TUTIEPIIACTUYECKUX TTPOIIECCOB.
B otmmame ot OJIJI, COVID-19 gaiiie mposiBisieTcss CMMIITOMA-
MU OCTPOI pecrnupaTOpHOil MH(MEKUNN, TAKUMU KaK Kalllelb,
JIMXOopajika, OJbIIlIKa, a TAKXe MoTepst BKyca U oboHsiHus. On-
HaKO B YCJIOBUSIX IMOCTKOBUIHOTO TEPUOIA CUMIITOMBI, TaKUE
Kak cJ1ab0CTh, YTOMJISIEMOCTD U JIMXOPAIKa, MOTYT IEPECeKaThCsI
¢ nposiieHussMu OJIJI, uto 3aTpynHsier nuddepeHIUaTbHYIO
JMWAarHOCTUKY U TPeOyeT 0co00l OCTOPOKHOCTU M BHUMAHUSI CO
CTOPOHBI Bpayveii.

BeiBoapl. Takuim 06pa3om, B 3aKI0ueHe HEOOXOAUMO BbIIe-
JuTh, uTo COVID-19 3HaunTeNbHO YCIOXHUI AuddepeHia-
uto OJIJI v BUpycHO MH(PEKIUU, YTO TPEOYeT OT MEAULIMHCKO-
ro coo0OiecTBa 0ojiee BHUMATEILHOTO TMOAXOAA U YIYJIIeHUs
JUATHOCTUKU HAa PAHHUX CTAAUSX IJ1 CBOEBPEMEHHOrO Havyajia
Teparumu.

HumeHcuduKauus nocMKOHCONUAAYUOHHOII
mepanuu y nayuenmos ¢ Heiipo6nacmomoii
rpynnbl BLICOKOT0 PUCKa

T.B. Illamanckas', B. ITanagakuc?, JI.T. Yraimesa',
I'.B. Hukonaes!, O.C. 3auapunnas', H.A. Auapeena’,
M.C. Kyoupos®, M..T. fikynosa*, JI.JI. Pacaesa’,
I.B. JIurunos!, JI.}O. Kayanos!
'OI'BY «HMHUI] ITOH um. Imumpus Poeauesar»
Munszdpasa Poccuu, Mockea;
2flemckas 6oavnuua Ceamoii Cogpuu, Apunst, Ipeyus;
IBY3 «Mopososckas ATKE JI3M»;
‘ITAY3 CO OKb, Examepunbype
AKTyanabHOCTB. Pe3ynbrarsl qeyeHus nanyeHToB ¢ Hb rpym-
MBI BEICOKOTO PUCKA OCTAlOTCST HEeyHOBJIeTBOpHUTEbHBIMU, OB
He npesbimaeT 50—60 %. VMHTeHcudUKalms MOCTKOHCOIMIA-
LUOHHOM Teparuy SIBIISICTCS BO3MOXKHBIM BapUAHTOM JICUCHHS,
HaIlpaBJICHHBIM Ha MPEOI0JICHNE PE3UCTEHTHOCTHU OITyXOJIEBBIX
KJIETOK M YJIy4YIlIeHEe KaK 00ObeKTUBHOTO OTBETa, TaK M JOJTOC-
POYHOTO MIPOTHO3a Y JAHHBIX MALIUEHTOB.

Ilean m 3ama4d — OLIEHUTH MEPEHOCUMOCTb U 3P HEKTUB-
HOCTb ITOCTKOHCOIMAAIIMOHHOTO 3Tara TepaIiy IJis TallMeHTOB
¢ HbB rpynmbl BBICOKOTO pHcKa, OCHOBAHHOTO Ha KOMOWHAILINT
13-11c- PeTiHOEBOIT KMCIOTH M TEMO30I0MU/A.

Marepuansl u Metoapl. [IpoBeneHO MHOTOLIEHTPOBOE MPO-
CMIEKTUBHOE MCCeA0BaHUEe TPUMEHEHUs 12 KypcoB TeMO30-
gomuna (150 mr/m?/cyt, 5 nHeit) B KOMOMHALMKU ¢ 9 KypcaMu
13-umc-PeTnHOEBOI KUCIOTON B cOocTaBe MOCTKOHCOIMIALIM-
OHHOI Tepanuu y TamueHToB ¢ HB rpyrmsr BeICOKOTO pricKa,
JOCTUTIINX HEYIOBJICTBOPUTEIBHOTO OTBETAa Ha WHIYKIIMOH-
HyI0 Tepanuio B paMkax nporokoina GPOH NB-2004 (nepuon
¢ 01.2020 mo 01.2022 1.).
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PesyabraTtel. B ucciegoBaHue ObUIM BKIIIOUEHBI 14 maluveH-
ToB ¢ HB rpyrbsl BBICOKOTo prcka ¢ MearaHoi Bo3pacrta 62 Mec
(pazdpoc — 9—173 mec). Y 13 GOJbHBIX C BIIepBbIE YCTAHOBJIEH-
HbIM aAuarHo3zom HbB BepuduLimponaHa 4-s ctaaus 3ad0oeBaHus,
y 1 mamnueHTa ¢ MHULMAJIBHO JIOKaIbHOU ctagueit HB rpymmbl
HU3KOI0 pHCKa BITOCJIEACTBUU DPAa3BUJICS KOMOMHWUPOBAHHBIN
peunauB. CTaHIApTHYIO MHIYKIMOHHYIO TEparnuio MOJYYMIN
9/14 (64 %) GonbHBIX, UHTEHCUbULIMPOBaHHYIO — 5/14 (36 %).
Otset nepen BATIXT u ayro-TI'CK: YO y 6/14 GoJIbHBIX, CMe-
IIaHHBINK O0TBET — y 6/14, crabuimn3anus 3aboeBaHust — y 2/14.
B paMKkax NmOCTKOHCOIMIALIMOHHON TeparK BCEero ObLIO TPo-
BeneHo 134 mukna teMoszosoMuaa. [TocTKOHCOMMIALIMOHHYIO
Teparnulio, BKIYarllyo 12 KypcoB TeMO30J0MUAA, 3aBEPIIn-
au 10/14 (71 %) nmaumentoB. Yetnipe/14 (28 %) pebeHka He
3aKOHYMJIM Tepanuio (2/4 — oTKa3 poAauTeseill OT Tepanuu Io
cobctBeHHOM nHuaruse u 2/4 — I13). Yersipe/14 (29 %) na-
LIMeHTa, BKJIIOUEHHBIX B MCCJIEJIOBAHUE, TTOJTHOCTBIO 3aBEPIIIM-
JIM TIPEUTOKEHHBIN PEeXKUM TOCTKOHCOJIMIALIMOHHON Teparnuu
(13-uuc-PetrHoeBast KucaoTa U TeMO30J0MuUI) Oe3 pobaBiie-
HUSI IPYTUX TeparneBTudeckux areHToB. Lllectb/14 (43 %) naum-
€HTOB TOJYYMJIU Bce 12 KypcoB TeMO30J0MUIa B KOMOUHALIUYU
¢ UT MOHOKJIOHAJIbHBIMU aHTUTEJAMU U/WUJIU MOJIEKYJISIPHO-
HanpaBiieHHO# Tepanueit. Y 3/14 (21 %) GoJbHBIX OTMEYaIuch
MPOSIBJIEHUS TEMATOJIOTMYECKON TOKCUYHOCTH, TOTPeOOBaBIINE
PEeAYKIIMY TO3UPOBKY TEMO30JIOMHUIA U YBEIMUEHMSI MHTEpBaIa
Mexay Kypcamu. Y 1/3 manmeHTta Habao1a/1ach TPOMOOLIUTOTIE-
HUS Ha 2—5 Kypcax U 'y 2/3 nmauveHToB — HeltponieHust 11—I11
cTereHn Ha 5 U 2, 6 Kypcax COOTBETCTBEHHO. B TeueHue Bcex
OLIEHMBAEMbIX KypCOB He OBLIO 3aperucTpUpOBAHO HUKAKHX
HEOXUJIaHHBIX CEPhE3HBIX TOKCUYECKUX SIBJICHUI, B TOM YHUCIIe
JIETAJIbHBIX UCXO0B. B 11e710M, Tepanuio 1-it TMHUM 3aBePILIMIN
11/14 (79 %) nauumenros (ITO — 2/11, YO — 7/11, cMeliaHHbIA
otBeT — 1/11, T13 — 1/11), 3/14 (21 %) pebeHka He 3aBEpILIM-
v nedenue no npuuuHe [13. B Hacrosiiee Bpemst xuBel 11/14
(79 %) nauumentoB (3/11 — mocne pasButusi I13/penunnsa
3a0oeBaHus U 8/11 — >XUBbI 0e3 pa3BUTUSI HEOIATOMPUSITHBIX
coObITHiN), 2/14 (14 %) peberka morudnu ot [13, 1/14 (7 %) — ot
MPUYMH, He CBSI3aHHBIX C OMyX0Jibl0. MenraHa HaOIIoAeHUS OT
MOMEHTa MOCTaHOBKM AuUarHos3a cocraBuia 39,3 mec (pa3dopoc —
12,5—62,5 mec).

BeiBonpl. [lo6aBneHne TeMo3oaomuaa K 13-muc-PetuHoeBoi
KUCJIOTE TIPOJEMOHCTPUPOBATIO MUHUMAIBHYIO TOKCHMYHOCTb,
XOPOIITYI0 TIEPEeHOCUMOCTD M YJIy4YllIeHWe OTBETa Y YacTH Tallu-
eHToB. HeoOxonuMbl najibHeilIne UccaeaoBaHus Mo Moadopy
ONTUMAJILHOTO peXKrMa IMOCTKOHCOIUIAIIMOHHON Teparuu st
OOJILHBIX C HEYIOBJIETBOPUTEIHLHBIM OTBETOM Ha WHIYKIIMOH-
HBII 3TaIl.
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JhthekmuBHocmb uHrubumopos
MUupO3UHKUHA3 BMOPOro NoKoneHus
B Kayecmse 2-ii NUHUU mepanuu y agemei
U NOAPOCMKOB C XPOHUYECKUM MUENOUAHBIM

neiiko3oM, pe3ucmeHmHbIM K UMamuHuby

I1.B. IIleBeneBa, E.B. Mopo3oBa, A.A. OcunoBa, O.B. Ilauna,
K.A. Ekymos, O.A. Cnecapuyk, T.JI. [inmuna, H.H. Mamaes,
N.M. Bapxaros, T.A. bsikoBa, E.B. CemenoBa,

A . Kynarun, JI.C. 3yoapoBckas
HUU JIOTuT um. P.M. Top6auesoit @I'bOY BO [ICII6TMY
um. akad. U.11. Ilaeroea Munzdpasa Poccuu

AKTyaJabHOCTb. [0 HACTOSIIIETO BPEMEHU TOCTYITHBIMU Tepa-
MEeBTUYECKUM OITIUSIMU Y IeTei U TIOJPOCTKOB C XPOHUYECKUM
MMEJOUIHBIM Jieliko3oM (XMJI), pe3uCTeHTHBIM K UMaTUHUOY,
SIBJISIIOTCSI MTHTMOUTOPBI TUPO3UHKUHA3 2-TO TTOKOJICHUsT (HUIIO-
TUHUO, 1a3aTUHUO, 603yTHHUO) U amno-TI'CK.

Iemu u 3agauu — oueHUTh 3(PHEKTUBHOCTL UHTUOUTOPOB
TUPO3UMHKUHA3 2-T0 nokosieHus (MTK?2) B neTckoii momyasiiuu
¢ XMJI, pe3uCTeHTHBIM K UMaTUHUOY.

Marepuaisl 1 MeToAbl. B nccienoBaHue BKJOUEHBbI 22 ma-
IUEeHTa ¢ Heymadyell Tepallii UMATUHUOOM, ITOJYIMBIIUX Te-
panuio UTK2 (HunotuHu6 — 9, nazarmuuu6 — 13). Ha MmoMeHT
TMOCTAaHOBKM JAWarHo3a MeaMaHa Bo3pacTta coctaBwia 13,1
(2,8—17,8) roma, 16 mamueHTOB HAXOAWIUCh B XPOHHUYECKOI
dasze u 6 — B (ase akcenepauuu (PA). Ha done tepanuu
nMaTUHUOOM y 4 (18 %) OOJBHBIX BBISIBIEHBI MYTallMU B KH-
Ha3HOM JomeHe reHa BCR-ABL: 1 nauyeHnt — M244V v M351,
1 — Y253H, 1 — E3554, 1 — V3791. TlokazaHUSIMU K TIepeBOAY
Ha 2-10 TUHUIO Tepanuu ¢ mpuMeHeHueM MTK2 cranu oTcyrcT-
Bue MO u/unu uutoreHetuyeckoro orseta (LII'O) — 14, yrpara
MO u/wmm LII'O — 5, mporpeccusi 10 NMPOABUHYTHIX (a3 —
3 (DA — 1, 6acTHBIN KpH3 110 TUMGbOUIHOMY TUITY — 2). Menu-
aHa BpeMEHU OT MOMEHTa HayaJla Teparnuy UMaTUHUOOM 10 CMe-
bl Ha UTK2 cocraBuiia 26 (ot 5 go 142) mec. UTK2 B KoMOM-
HallMY C APYITMMU MperapaTtaMy Hojayywin 6 nanueHros. IO
1o Havyara MU TK?2 6b11 3adpukcrpoBad y 16 (73 %) GOJBHBIX.

Pesyabratel. T[ITO Ha MUTK2 Obu1 coxpaHeH WIM JOCTUT-
HyT y 18 (82 %) mauyeHTOB, MOJHBIM IIUTOTEHETUIECKHUIT OT-
BeT (ITLITO) —y 14 (64 %). MO —y 10 (45 %): y 6 — GosbLIOM
MO, y 4 — rnyookuit MO. Ha ¢one 2 nunuii repanuu (UTK1,
NTK2)y 6 (27 %) naiimeHTOB BbIsIBICHbI MyTaluu: y 3 — T3151-
KuHa3Horo gomeHa reHa BCR-ABL,y 1 — DDX41,y 1 — ASXLI,
y1—DEK, KMT2D, KMT2C, ATM, TET2, u GNA13. B 50 % ciy-
yaeB (7 = 11) BeimonHeHa auio-TI'CK: BBUIY OTCYyTCTBUSI MU
yrpatbl MO u/unu 11Oy 5 maiimeHToB, 6JJaCTHOTO Kpr3a I10 JIMM -
bougHOMY TUITY — Y 2, HAIMYKS MyTauuu reHa ASXL1—y 1, Ha-
Jnaus mytauuu 73151 8B kunazHom gomeHe reHa BCR-ABL —y 3.
IMpuxuBieHue TpaHcIianTtata gocturayro y 10 (90 %) us 11
6osbHBIX ¢ MenuaHoi 20 (13—23) nHeit, U3 HUX y 9 malneHToB
K A+100 nocie amno-TI'CK gocturayrer IO u TTLHITO, y 6 —
noaHbli MO (ITMO). Pettmnus nocne amto-TI'CK Habmonanu
vy 4 u3 11 GonbHBIX, M3 HUX | TTAIlMEHT B CBSI3U reMaToJIOTHYEe-
ckuM penuanBoM noayuns XT B komonHanmu ¢ UTK?2 6e3 no-
CTUXKEHUsI OTBETa, 3 peOeHKa B CBSI3M C MOJIEKY/ISIPHBIM pELIM-
JUBOM TIOIYYUJIN MHDY3MI0 noHOpcKuX uMdonutoB ¢ UTK2
¢ noctkenueMm [IMO. IIpu nepexoe BO B3pOCIyIO CeTh 3 ma-
nueHTa (1 mocine ammo-TI'CK ¢ myraumeit rena ASXL 1 6e3 IO,
2 mocne UTK2 6e3 MO) 1iepeBeneHbI Ha Tepaiio aCIIUMUHM-
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6oM ¢ goctuxkeHuem 6ospinoro MO y 1 manuenta, [IMO —y 2.
B 41 % cnyuaes (n = 9) nponokeHa tepanust U'TK2 ¢ coxpane-
HueM MO. TokcuunocTs [II-1V ctenenu Ha done UTK?2 3acduk-
cupoBaHa y 6 (27 %) mauueHTOB: reMarojiornyeckast — 4, Here-
MartoJjioruyeckasi — 2 (Tokcukoaepmus — 1, ruaponepukapn— 1).
ITpuyunHOII eTaIbHOTO UCX0/a B 2 ClTydasiX MOCTyXKUJIU MHDEK-
HoHHbIe ocnoxHeHus (1 mociae 3-i anno-TI'CK, 1 mociae an-
J0-TI'CK ¢ rematonoruyeckum peuuanBom), | maiyeHT ymep
Ha ¢oHe TeueHus Tsoxeaoi xpouuveckoit PTTIX. OB coctaBuiia
86 % c menuaHoii HabMoneHus S1 mec.

BoiBoapl. UTK2 (HU10TMHUMO, 1a3aTMHKO) B KaueCcTBe 2-1 JIn-
HUU Tepanuu AeMOHCTPUPYIOT YAOBIETBOPUTEIbHBIN MPOGUIIb
TOKCUYHOCTU U 3(PDEKTUBHOCTD Yy IeTeil U moapocTKoB ¢ XMJI.
PesuctentHocts K UTK2 (59 %) siBasinach MoKa3aHUEM K BbI-
noHeHuto ajto-TTCK u/vam mpoBeneHIo Tepary ajlsTepHa-
TUBHBIM nokojieHrueM UTK y nauureHToB ctapiie 18 jeT.

OueHra yacmombl U (paKmMopPoB pPucka

nocmmpom6omu4yecKoro cuiapoma y aemeil
T.10. SAdomkuna, I1.A. JIesun, I1.A. 2Kapkos
DOIBY «HMHUI JITOU um. Imumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AKTYyaJIbHOCTb. BBISIB/ISIEMOCTh BEHO3HBIX TPOMOO30B YBEIM -
YUJIach 3a MOCEIHME HECKOJIBKO NECATUIETUI, OCOOEHHO Cpenn
JeTeit, TOCTIMTAIU3UPOBAHHBIX B cTaliMoHapkl. [To Mepe yBeu-
YEHUs YaCTOThl TPOMOO30B OXKMIAETCS U YBEIWUYEHUE YaCTOThI
ocioxHeHuit. Haubosiee yacTbiM OTCPOYEHHBIM OCJIOXHEHM-
eM TpoM0o30B riyookux BeH (TT'B) sBasgercs mocTTpoMOOTH-
yeckuiit cunapom (ITTC). ITTC yxynmaer KXK nereit 1 Moxer
MPUBECTU K WHBAIUMIHOCTA BO B3POCJIOM BO3pacTe, MO3TOMY
npobJjieMa OTCpouYeHHbIX ocjioxkHeHuit TI'B umeeT BaxkHOE 3Ha-
YeHue.

Ienu u 3anaum — OLIEHUTH YacTOTy U hakTopsl pucka I[ITC
y IETEH.

Marepuajsl 1 MeToabl. bbla poaHanuM3upoBaHa 0a3a gaH-
aHeix HMUIL ATOU um. Omutpust Porauesa 3a mepuon ¢ 2013
no 2024 . beutn oTOOpaHBI MALIMEHTHI C OOBEKTUBHO IO~
TBepkaeHHBIM TI'B B Bo3pacte ot poxaenus no 18 net. [danee
ObUT TIpOBeleH aHaau3 Hanuuusd U BeIpakeHHocTH IITC mo
JAaHHBIM M3 TUTAHOBBEIX OCMOTpPOB remaronora. Ouenka I1TC
MIPOBOAMJIACH C MCIIOJBb30BaHMEM CTaHHAPTH30BAHHBIX IIIKAII
(pycuduuimpoBaHHBIE BapHaHTHI OIIPOCHUKOB Manco—Jonson
instrument (MJI), Modified Villalta scale (MVS), the Clinical
Assessment of Post-Thrombotic Syndrome (CAPTsure); He Me-
Hee yeM uyepe3 6 Mec OT MOMeHTa Tpombo3a. B xome uccieno-
BaHMS MALUMEHTHI OBUIM pa3aesicHbl Ha 2 TPYIIIBI — CUMIITOMA-
tudyeckue u acumnromatuueckue TI'B. [IpoBeneHo cpaBHeHUE
ocobenHocTeit [1TC (4acTOTHI U TSKECTH) B 3TUX Tpymiax. s
OLICHK! CTaTHCTUYECCKOI 3HAYMMOCTH Pa3IMUMil MEXIY TPyII-
maMy OBbLT MCITOJB30BaH KPUTEPUU XM-KBaApaT C IOIPaBKOM
bondpeponn—Xonbma. Takke st oOIIEil I'PYIIbI MTALIMEHTOB
ObUT IpoBeneH aHaim3 dakTopoB pucka I1TC ¢ momonso of-
HO(hAKTOPHOU JTOTUCTUYECKOU PETPECCHM.
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PesynbraTei. O011ee yucio ciaydyaeB TIT'B, mist KoTopbix Oblia
BeinosiHeHa onieHKa [1TC, — 135. U3 uux B 68 (50,5 %) snu3zomax
ob11 cumnToMatnyeckuit TT'B, B 67 (49,5 %) — acumnTomMartu-
yeckuilt TI'B. I1pu cpaBHeHUU 2 TpyIn ciyyau CUMIITOMaTHYe-
ckoro u acumnromatuyeckoro TI'B crathctuyecku 3Ha4YMMO
OTJIMYAJIUCh MEXIy COOO MO MHOTMM IapaMeTpaM: BO3pacT,
JIUTUTETbHOCTh HAOMIOAEHUSI, JIOKaau3aluusi TpomMOa, Haluyue
peKaHaIu3aluu yepe3 3 Mec oT MOMeHTa TpoM003a, a TakxkKe 1Mo
YHCJTy TTallMeHTOB, KOTOPbIE HE MOJIyYyaaid aHTUTPOMOOTUYECKYIO
tepanuio. [1TC ObL1 AMAarHOCTUPOBAH Yallle B TPYINe CUMIITO-
matuueckoro TI'B (p = 0,0045). Takke malMeHTbI CO CPEAHETSI-
xenpiM TITC B rpynne cumrnroMmatuyeckoro TT'B BcTpeuanuch
noctoBepHo yvaule (p = 0,0045). Ilpu ananuse (pakTopoB pu-
CKa CTaTUCTUYECKYIO 3HAYMMOCTb UMEJIU: CUMITOMATUYECKUIA
TT'B (otHomenue mancos (OI) — 6,74; 95 % AU 3,04—16,0);
nanonatnyeckuii TT'B (O — 18,9; 95 % AU 2,91—18,1); ok-
kmo3uBHbI TT'B (OL — 6,98; 95 % AU 2,91-18,1), a TakxKe
Bo3pacT crapiie 13 jget Ha momeHnT TI'B (O — 4,42; 95 % AU
1,93—11,2).

BoiBoapl. VccrienoBaHue AeMOHCTPUPYET pasinduusl B OCO-
oeHHocTax TeyeHus [1TC B 3aBUCMMOCTU OT KIIMHUYECKOM Kap-
tuHbI TT'B: yactora u creneHs Tskectu [1TC gocToBepHO BhIlIE
y nanueHToB ¢ cumnromatudeckuM TI'B. Takke uccienoBaHue
TMO3BOJIAJIO BBIAEIUTD IPyIIly prcka o pazpututo [1TC — noxa-
POCTKM C CUMMMOTOMATMYECKHUM, CIOHTAHHBIM OKKJIIO3MBHBIM
TI'B. Ha Haw B3misia, najibHeie padoThl, HalpaBJieHHbIE Ha
oleHKy ocooeHHocTelt TeueHus [1TC y neteit, mo3BOJAT CTPYK-
TYpUPOBATh MOJXON K MEAUATPUUECKUM MallUeHTaM IOocse Te-
peHecenHoro TT'B.
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