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CMUCOK COKPAWIEHUNA

8-MOII — 8-meToKcHUIICOpaIcH KKT — xeaynouHO-KUIIEYHbI TpaKT

AUNTA — ayrouMMyHHast TeMOJIMTUYECKAsT aHEMMUST KYC — xuzHeyrpoxaroume CUMITOMBI

AKK — agpeHOKOpTHKaIbHasK KapIlimHOMa 3HO — 3710Ka4€eCTBEHHbIE HOBOOOPA30BAHUS
AKKIJI — anarutactrueckast KpynmHOKJIeTOUHas TuMgoma 304 — 3;10KauecTBEHHBIE OMYXOJIU IUYHUKOB
AKC — abnoMUHaIbHbIN KOMIAPTMEHT-CUHIPOM 3PO — 35okauecTBeHHAsT pabaoMaHAS OITyXOIb
AKT — aHTHKOATyJISIHTHAS TepaIus MBJI — uckyccTBeHHAs] BEHTUJISAIINS JIETKUX
Anno-TI'CK — ajmnoreHHas TpaHCIUIaHTALIMSI TeMOMIO3THUYE- MBXT — unTpaBUTpeasbHass XUMHOTEPAITUSI
CKUX CTBOJIOBBIX KJIETOK HNT'X — UMMYHOTMCTOXUMMUS

AJIT — anannHaMUHOTpaHCchepasa MNKP — uHTpakaHaJlbHOE paclpoCTpaHEHUE
ACT — acnapratamuHoTpaHcdepasa MM — nHGEKIIMOHHBI MOHOHYKIIEO3

ATPO — atunuyeckasi TepaTouaHO-pabaorAHAsT OMYXOJb WII — ucTrHHAS MOJIULIUTEMUS

Ayto-TT'CK — ayrosnornuHasi TpaHCIIAaHTALIUSI TEMOTIOITHYE- NCT — nMMyHOCYITPECCUBHAS TEPATTHAS

CKMX CTBOJIOBBIX KJIETOK WUT — ummyHOTepanus

ADII — anbda-deronporent NTK2— uHrubUTOpHl TAPO3UHKUHA3 2-TO MTOKOJICHUS
BAJI — GpoHx0abBeOIISIPHBII JTaBax UTXT — uHTpaTeKaabHast XUMUOTEPATIHS

bPB — Ge3peninanBHast BBKMBAEMOCTh MDA — ummyHOPEPMEHTHBIN aHAIN3

BCB — GeccobbITritHasT BBIKMBAEMOCTh NDT — uMMyHOPEHOTUITUPOBAHKE

BT — opaxurepanus KJ]I — xpronmecTpyKuus

BBUT — BHYTpUBEHHBIE UMMYHOTJIOOYTMHBI KK — KauecTBO XU3HU

BI' — BbICcOKas TMIIEPAUILIOUINA KWH — xoMOMHUpoBaHHAas UMMYHHasI HEAOCTaATOYHOCTh
BAITXT — BbICOKOA03HAS TTOJUXUMUOTEPATTUS KM — KOCTHBII MO3T

BMO — BocnanurenbHast MUOprOpodaacTUdecKas OmyxoJsb KMH — KOCTHOMO3roBas HEIOCTATOYHOCTh
BO3 — BceMupHas opraHu3aius 31paBoOXpaHeHUs KCO — kpaHuocnuHaapbHOe 00y4YeHrE

B-OJUJI — B-ky1eToYHbIN OCTPhIA TMMGbOOIACTHBIN JIeHKO03 KT — xommnbloTepHasi ToMorpadusi

BIT-OJIJI — octpslit TnM¢006IaCcTHRIN JIEKO03 13 B-KiTeToK- JIAT — nakraTneruaporeHasa
MpPEeNIeCTBEHHUKOB JIK — noKaibHbI KOHTPOJIb

BTD3 — BeHO3Hasg TPOMO03MOOIMSA JIM — enToMeHUHTeaTbHOE METACTa3UPOBaHNE
BBb — Bupyc Dnmreitna—bapp JIHP — JIyranckas Haponnast Pecriyoiuka
Tamno-TI'CK — rarutonaeHTUYHAs TpaHCIUIAHTALUsA TeMono3-  JIT — jayueBast Tepanus

TUYECKUX CTBOJIOBBIX KJIETOK JIY — numMartndeckue y3ibl

I'b — renarobyiactoma JIX — nuMdoma XomxKKIHa

I'B — remopparnyeckuii BACKyJIUT MAWP — MexayHapoaHOe areHTCTBO 110 U3YyYEHUIO paKa
I'MCO — ractporHTeCTMHAJIbHbIE CTPOMAaJIbHbIE OMYXOJU MB — Mmenyniobiacroma

I'MX — runeprepmuyeckas MHTparnepuToHeasbHast XuMuonep-  MJIC — MUeTOIUCTLIACTUYECKU I CHHAPOM
bysus MMUBI — MeTailonGeH3WITYaHUIMH

I'O — remartonornyeckuii OTBET MO — MOJIEKYJISIPHBII OTBET

I'T — runeprpurivuepuaeMust MOB — MMHMMaJIbHAs OCTaTOYHAsA GOJIE3Hb

'Ll — reMopparnyecKuii UCTUT MPT — MarHUTHO-pe30HAHCHAs ToMorpadbust
'K — remaroruesumiossipHast KapLuHoMa MCKT — my/nsTUCTIMpabHAs KOMIBIOTEpHAs TOMOrpadus
Ib — nunyTykcrumMab Gera MD — MUKCONaNWUISIPHAs SIEHANMOMA

AW — noBepuTeNbHBII HHTEPBAJ HbB — Heiipobnactoma

JKB — neHApUTHOKIIETOYHAs! BAKLIMHA HMMUILI — HauMOHANBHBII MEAULMHCKUN UCCIeN0BATENbCKUI
JJIT — nucTaHLIMOHHAs JiydeBasi Tepamnust LEHTP

AMKO — gecmornnacTuyeckasi MEIKOKPYIJIOKJIETOYHAs HII — HyrpuTtHBHAas oaaepxKa

OMYXOJIb H®K — HazodapuHreaibHast KapLrHOMa

HH — npixateabHasi HEAOCTaTOYHOCTh HXJI — HexomkKuHCKas auMdoma

JAHK — ne3okcuprboHyKJIeMHOBasI KMCI0Ta HS — HexxenaTenbHbIe SIBICHUS

HHP — Joneukas Haponnas Pecryboauka OBII — opraHsl OpIOLIHON MOJIOCTH

JP —nerckuii pak OB — 00611125 BEIXKMBa€MOCTh

AP0 — JlanbHeBOCTOYHBIN (heliepalibHBII OKPYT OI'K — opraHbl rpy1HOI KJIETKHA

Eb — EBponeiickoe 610po OJ1A — ornopHO-IBUTaTEIbHBIN armapar
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OJI — ocTpblii neiiko3

OJIJI — ocTpsliit 1uMdOOIACTHBIN TeHKO3

OMUJI — ocTpblif MUETOUIHBIN JIETKO3

OMT — opraHbl Majioro Taza

OITIT — ocTpoe nmoBpexkaeHue MoYeK

OP/IC — ocTpblii pecmupaTOpHbBII IUCTPECC-CUHAPOM
OC — ocTeocapkoMa

O — oTHOIlIEHKE IIIaHCOB

TITO — nosHbIi reMaToIOrnYeCKUii OTBET

T13 — nporpeccust 3ad6osieBaHUs

IIK — manunisipHast KapuyuHoma

TTKK — noyeuyHo-kjaeTOUHast KapuMHOMa

IIMO — nosHbIA MONEKYISIPHbIN OTBET

I1O — nosnHbIi OTBET

IIIT — nmanmaTUBHAS] TOMOIIb

TITIb — nneBponyabMOHaIbHas OjacToma

TICKK — nepudepuyeckue CTBOJIOBbIE KIETKU KPOBU
IITC — nocTTpoMOOTUYECKU T CUHIPOM

PO — [MpuBoKcKKit henepanbHbI OKPYT

IIXT — nonuxumuoTepanus

TTHI'O — monHbIMA HIUTOTEeHETUYECKUI OTBET

TP — nonmumepasHas LienmHas peakius

II9T — no3UTPOHHO-3MUCCUOHHAs TOMOrpabust
Pb — petuHoG1acToma

PUT — paauoiioaTepanus

PK — Pecniy6uka Kazaxcran

PM2K — pax MOJ10YHOI1 XXese3bl

PMC — pabnomuocapkoma

P/P — pedpakrepHOe 1 peIMaANBUPYIOLIEe TeUeHUE
PTII — poncTBeHHas TpaHCIUIaHTALMST TTIEYUeHU
PTIIX — peakiiusi «TpaHCIUIaHTAT MPOTUB XO3SIMHA»
P® — Poccuiickas ®eneparms

POII — pannodapmmpenapar

CBbB — cunapom bekButa—Bunemana

C3®D0 — Ceepo-3anantblii heaepaabHbIA OKPYT

CHUAXT — cenekTuBHas1 MHTpaapTepUaibHas XMMUOTEPaIIus
CHPII — cuHIpOM UIIEMUYECKOTO U pernepdy3noHHOTO

MOBPEXICHUS MICUCHN
CK®O — Ceepo-KaBkasckuii ¢hengepallbHbII OKPYT
CJIM — cUHXpOHHBbIE JIETOYHbIE MeTacTa3bl

CO/Jl — cymmapHas oyaroBasi 103a

COJIO — cuHAPOM OCTPOTO JIM3KCA OITyXOJIU

CIIE — cungpowm IleiiTua—Erepca

CP — cnioHTaHHas peMUcCcust

CPX — crepeorakcuyeckasi paiuoxXupyprus

C®DO — Cubupckuii penepaibHBII OKPYT

CHO — capkoma lOwuHra
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TA-TMA — TpaHCIIJIaHTaT-aCCOLIMMPOBAHHAsI TPOMOOTHYECKas
MUKPOAHTHOIATUS

TI'B — TpomM603 Ii1y0OKMX BeH

TI'CK — TpaHcniaHTaLus TeMOMO3TUYECKUX CTBOJOBBIX
KJIETOK

TKWH — tsaxenass KOMOMHUPOBAHHASI UMMYHHAasi HEJOCTATOY -
HOCTb

TMK — TenemequuMHCKME KOHCYIbTaLlUU

TOKIJI — TapreTHoe 00JlyueHe KOCTHOIO MO3ra M JIMM(OUI-
HOW CUCTEMBI

TOT — ToTanbHOE OOIyYeHUE TEea

TCHU — toranbHasi coCyaucTast U30JIs1IUs
TTT — TpancnynuiisipHas TepMOTeparus
V3U — ynbTpa3ByKoBOE UCCIeIOBaHUE
Yp®O — Ypanbckuii penepaibHbIi OKPYT
DA — da3za akcenepaunu

DA — pubpoaneHoma

DT — propae3oKCuriokKosa

DOTUC — DepepanbHast TeIeMeINIITHCKAS HHPOPMAIIMOHHAS
cucrema

XMJI — xpoHUYECKUI MUETTOUAHBIN JIEHKO3

XT — xumuoTepanus

LI'O — uuTOoreHeTUYECKUt OTBET

LIMB — uuromMeranoBupyc

IIHC — ueHTpanbHast HepBHas cucTema

DO — LleHnTpanbHblii heaepanbHbIA OKPYT

YJIC — yameyHo-JI0XxaHOYHAs CUCTeMa

YO — 9yaCTUIHBIN OTBET

OBbBU — BmmreitHa- bapp BupycHast mHGEKIINS
DKMO — skcTpakopriopaiabHas MeMOpaHHas OKCUTeHAIS
DKOD — skcTpakopIiopalibHBINA hoTodepe3

OHBb — acre3noneiipodiacToma

DI — sHTepalibHOE TTUTAaHUE

IOKO — 1okcrarimomMepyasspHO-KIETOYHAS OIyX0JIb
IO®O — HOxHbI deaepabHbIIA OKPYT

AJCC (American Joint Committee on Cancer) — AMepuKaH-
CKUi1 00beJMHEHHBIM KOMUTET 10 U3YUYEeHUIO paKa

AF (allele fraction) — allBTepHATUBHBIN aJUIe]b

CAR — Tepanusg T-kileTKaMu ¢ XMMEPHBIM aHTUTEHHBIM
pelLenTopoM

COG (Children’s Oncology Group) — JleTcKast OHKOJIOTHYe-
cKasl rpyIia

COVID-19 (COronaVlIrus Disease 2019) — kopoHaBUpycHast
nHpekmsg 2019 .

CTCAE (Common Terminology Criteria for Adverse Events) —
IlIxana kputepueB oO0I1LIE TEPMUHOJOTUHA TSI TOOOYHBIX
3¢hheKToB
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EBMT (European Society for Blood and Marrow
Transplantation) — EBponeiickoe o0111ecTBO IO TpaHCIJIaHTa-
MY KPOBU 1 KOCTHOTO MO3Ta

EORTC (European Organization for Research and Treatment
of Cancer) — EBporieiickast opraHu3aius 1o uccieaoBaHuio

¥ JICUCHUIO paKa

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

FISH (fluorescence in situ hybridization) — ¢ayopeciieHTHas
rudpuam3anus in situ

HIPEC — BHYTpuOpIOLIHas TUIIepTEPMUYECKast XUMUOTepaTus
IARC (International Agency for Research on Cancer) —
MexxayHapoaHOe arTeHTCTBE 0 U3YYCHUIO paKa

IDRF (Image Defined Risk Factors) — ¢pakTopsl pucka,
BBISIBJIIEMBIC IIPY IIPOBEICHUN BU3YAIM3alIMOHHBIX METOIOB
HCCIIeIOBAHUS

INSS (International Neuroblastoma Stage System) —
MexnmyHapoaHasi cucTeMa CTaIMpOBaHUST HEMPOOIaCTOMBI
IRIDA (iron refractory iron deficiency anemia) — xene3oped-
pakTepHasl xkeae3oneUNTHAS aHEMUS

IRS (Intergroup Rhabdomyosarcoma Study) —
MexmyHapoaHast TpyIIa 1o u3y9eHu1o pabIoMrOCcapKoM
MLPA (Multiple Ligation Probe Amplification) —
MHOXECTBEHHas JIMTra3HO-3aBUCUMas aMILTU(UKALUS

MTX — MmeToTpekcar

NGS (Next-Generation Sequencing) — CeKBEeHUPOBaHUE
HOBOT'O MTOKOJIEHUS

PBQ (Pediatric bleeding questionnaire) — [lenuarpuueckuit
OIPOCHUK KPOBOTOUMBOCTH

PRETEXT (Pre-Treatment Extent of Disease) — pacnpocTpaHe-
HUE OITyXOJIM Tepet JIedeHUeM

SIOP (International Society of Paediatric Oncology) —
MexnyHapoaHoe 00ILeCTBO IeTCKOM OHKOJOTUK

SIOPEL (Childhood Liver Tumour Strategy Group of the
International Society of Paediatric Oncology) — MexxmyHapom-
Hasl cTpaTeThyecKasl TpyIia o NCCAeIOBAaHMIO TETCKUX
OIIyXOJIEW TTIEYEHU

TRMA (thiamine-responsive megaloblastic anemia syndrome) —
THaMWH-3aBUCHAMasT MeTajo01acTHAs] aHEMMS

~12 ~
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OPFAHW3ALHA CUCTEMHOH PABOTbI B OBJIACTH AETCKOM
OHKOJNIOTUU U TEMATOJIOTUH, BKNOYAA PASPABOTHY NOPAQAKOB,
CTAHJAAPTOB W RJIMHUYECKUX PEROMEHAALUH, PABHO KAR
W BONPOCHI IEKAPCTBEHHOIO W KALPOBOI0 OBECNEYEHMUA.
NMPUMEHEHUE HHOOPMALMWOHHBIX H TENEKOMMYHUHRALHOHHBIX
TEXHOJIOTUA B NOATOTOBKE KAIPOB, CO3JAHUE ERUHOTIO
PETUCTPA CMEUMANIUCTOB W NNAHA MEPONPHATHH

LuthpoBbie MexXHonoruu B AemcKoi
OHKONOruUU U reMamonoruu, UMMYHONOruu.
Onbim npuMeHeHus menemMeauyuHCKUX

mexHonoruii
®.H. Koctun, A.C. Ciunun

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

AKTyalbHOCTh. TelleMeIUIIMHCKUE TEXHOJOTUHU B OTEUYECT-
BEHHOW MeaMLMHE — aKTyajibHasi U Habuparouasi 000poThbl 00-
JIaCTh B cucTeMe 31paBooxpaHeHust Poccuiickoii @enepaimu
(P®). Opraruzannst MeIULIMHCKHX YCIYT Yepe3 yaajJecHHOE B3a-
MMOJENCTBUE CTAHOBUTCS Bce 0oJiee MOMyJISIpHOM U BOCTpeOo-
BaHHOI KaK Cpe/Iu MallMeHTOB, TaK U CPEeIN MEIUILIMHCKHIX Opra-
Huzaunii. OTHUM U3 OCHOBHBIX MPEUMYIIECTB TeJIeMEIUIINHBI
SIBJISIETCSI BO3MOXKHOCTD TTOJTYYCHHMSI KAYeCTBEHHOW MEIMIIH-
CKOI TTIOMOIIY 0e3 HEOOXOAMMOCTH (PM3NMIECKOTO TIPUCYTCTBUSI
B MEIMLIMHCKNX YIPEKICHNIX. EXXeromHo Bo3pacTaroliee Yrcio
3aIIPOCOB U3 PErMOHATBHBIX MEIUIIMHCKUX OpTraHW3alliii B Te-
neMmenuuHCKU neHtp @PI'bY «<HMUL AT'OU nm. IMmutpus
PoraueBa» Mun3npaBa Poccuu moarBepkagaeT Upe3BBIYATHYIO
BaXXKHOCTb JAHHOTO HAIIpaBJICHUS IJIS OKa3aHMS MPOMIIIHLHOM
MEIUITMHCKON TTOMOIIIH.

ean u 3agaun — nsydyeHue 3(pPeKTUBHOCTU, a TAKXKe HE0O-
XOOUMOCTH NaJIbHEHIIEro pa3BUTHS TEACMEAUIIMHCKUX TEXHO-
JIOTHIT TIpY OKa3aHUHU IIPOMPMIBHON METUITMHCKOMN TTOMOIIIH.

Marepuajasl ¥ MeToabl. bblia TpoaHanu3upoBaHa pabo-
Ta oTmeda TeleMeAMUUHCKUX TexHomoruii ®I'bY «HMMUAIL
ATON nwm. Imutpus PoraueBa» MunsapaBa Poccum 3a nmepu-
ox 2019—2024 1. B (popMarTe oKazaHUS MEIUILIMHCKON MOMOIIMN
Bpau—Bpay, BKJIIOYAOIIas B Ce0s OMpoc MPOoMUIbHBIX CIIeIra-
JINCTOB «SIKOPHBIX» MEAUILIMHCKUX OpraHu3alnit 3-To ypOBHS U3
cyobekToB PD, HampaBIISIONIMX 3aIIPOChI HA TeJIEMEIUIIMHCKUE
koHcyiasrauuu (TMK) B ®I'BY «<HMUL ATOU um. Amutpust
PoraueBa» MuHn3zapasa Poccun.
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Pesynbratbl. ONbIT NPUMEHEHUS TEIEMEIULIMHCKUX TeX-
HOJIOTMI 110 MPOGUIISIM «IeTCKasi OHKOJIOTUSI M TeMaTOJIOTHSI»,
«AMMYHOJIOTUSI» TIOATBEPXkIaeT BOCTPEOOBAHHOCTH TaHHOIO
¢opMara paboOThI, YTO OTpaxkaeTcsl B €KEroJHOM YBEIUYECHUU
yucia okazaHHbIX TMK:

*  eXErogHoe yBEJIMYEHME IIAaHMUPYEMbIX KOHCYJIbTALIMii
co ctopoHbl MuH3sapaBa Poccuu o mpoBenenuo TMK (cpen-
HEeroJoBoii mpupoct — 41 %);

*  POCT YMCJIa BXOISIINX 3asiBOK U3 cyobekToB PO/ TMK
(cpeaHeromoBoi mpupoct — 45 %);

*  peryJsipHO€ IepeBBINOJIHEHMUE IJIAHOBBIX IOKA3aTeIei:
B 2021—2023 rr. Ha 22 % eXEeromHo.

BoiBoapl. [1o mTOraM ITOJyYEeHHBIX HAHHBIX B pe3yJbTaTe
MPOBEIECHHOIO UCCAeAOBAaHUS MOXKHO C YBEPEHHOCTBIO CKa3aTh,
4yTO (hopMaT AMCTAHIIMOHHBIX KOHCYJIBTALIMNA C TMPUMEHEHUEM
TeJEMEAULIMHCKMX TEXHOJOTUIl MPpU OKa3aHUU MEIULIMHCKOM
IIOMOIIY 110 MPOMUIISAM «IeTCKasi OHKOJIOTHSI U T€MAaTOJIOTHSI»,
«MIMMYHOJIOTUS» sIBJIsIeTcsT 9(@MEKTUBHBIM U OIlEPaTHUBHBIM
«ITOMOIIIHUKOM» cIlenranuctaM u3 pernoHoB P®. HaubGoiee
aKTyaJbHBIM HaIlpaBJeHUEM TEeJIEeMEAULIMHCKUX TEXHOJIOTUI
BBICTYIIMJIA TUCTAHIIMOHHAS IUAarHOCTHKA U JICUYCHUE CIOKHBIX
KJIMHUYECKUX CIyYaeB, TaK KaK C YUETOM CITELIM(UKK JETCKUX
OHKOTeMaTOJIOTUYECKMX M HMMMYHOJIOTMYECKUX 3a00JieBaHUI
peleHne O AajbHEHIIeN TaKTUKE JIEYEHUS WIN TOCIIUTAIN3a-
LMY HEOOXOMMMO IIPUHUMATh B KpaTYaIIIMe 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, Pecnyoauxa Kazaxcman;
2Mexcdynapooroe azenmemeo no usyuenuro paxa, Eeponeiickoe
pecuoHaavHoe 6ropo 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#t opraHm3amn
snpaBooxpaHenust (BO3) B 2023 r. B mupe BoisiBiaeHo 400 000 ge-
Teil ¥ MOAPOCTKOB C BIEPBbIE YCTAHOBJCHHBIM AMarHO30M pax.
CoryiacHO JgaHHBIM MuUHHKCTEpCTBa 3ApaBooxpaHeHus: Pecry-
onuku Kazaxcran (PK), B ctpaHe B cpelHEM eXKeroaHo IMarHo-
crupyercst 0koj10 600 mereii co 310Ka4eCTBEHHBIMU HOBOOOpa-
3oBaHussMHU (3HO). Poct 3a6oeBaeMocTu geTckum pakom (1 P)
B PK 3a nmocienHue 8 et He oTMeueH — okoJjio 10 ciyyaeB Ha
100 ThIC. AETCKOro HaceJeHHUsl, YTO B CpEIHEM HIXKe, 4eM
B EBpore u CIIA. Tem He MeHee cMmepTHOCTh OT AP B PK
B 2022 1. coctaBuia 4,4 ciaydast Ha 100 ThIC. AETCKOTO HaceaeHUs,
4yTOo B 2 pa3a BbIlIe yeM B ctpaHax EBponbl u CIIA.

Ilemm u 3amaun — BBISIBUTH IPUYMHbBI TO3AHEH TMarHOCTUKU
U HecBoeBpeMeHHoro Hayvaja jeyeHust AP B PK u onpegenuts
BO3MOXKHBIC ITyTH UX IIPEOIOJICHUS.

Marepuajsi 1 MeToabl. B coBMecTHBIN ITpoekT EBpomnelicko-
ro 6opo (Eb) BO3 u MexmyHapoaHOro areHTCTBa IO U3yde-
Huto paka (MAMP) no BeISIBICHNIO 0aphepOB Ha ITyTU PaHHUX
IUaTHOCTMKM M Hadaja JyedeHus P, maszBanabeii DEDICA,
ot 100 manreHToB B Bo3pacte 0—17 JieT ¢ BiepBble yCTAaHOB-
JeHHbIM qruarHo3oM 3HO B cpoku He 6osee 3 Mec OT Havasia uc-
cJIeTOBaHMSI, TIOJYYaBIIIMX JIedeHre Ha Oa3e 2 pecImyOIMKaHCKUX
eHTpoB PK: Kazaxckoro HaydHO-UMCCIIeA0OBATEILCKOTO UHCTH -
TyTa OHKOJIOTMU W paauoyiornu 1 HaydHoro 1ieHTpa neauaTpuu
U JeTcKoi xupypruu (AnMatsl). Bee netu mostyyaayd HEOOXOAM -
MbI€ BUAbI CTICLIMATIM3UPOBAHHON Tepanuu COrJIaCHO KJIMHUYE-
CKMM IPOTOKOJIaM TMAarHOCTUKU U JICUCHUs AETCKUX OITyXOJei
PK. C60p gaHHBIX TPOBOAMJICS B BUJE MHTEPBBIO C POJUTEIIS -
MM TIAlIMEHTOB B COOTBETCTBUM C aHKETaMU, pa3pabOTaHHBIMU
Eb BO3 u MAUP coBMecTHO ¢ 9KcrepTaMy, HallMOHATbHBIMUA
crieuMaanucTamMu, mpoiueammumMu TpeHuHr B MAUP. MenuuuH-
ckasg nHdopMalus OblIa TolydeHa M3 MHOOPMAITMOHHON CH-
crembl DAMUMED. [lonyyeHHbIe TaHHbIE PETUCTPUPOBATUCH
Ha riatrdopme REDCap.

Pesynbsratel. Cpeau nanuentoB obutr 51 (51,0 %) manbuuk
u 49 (49,0 %) neBouek. CpenHuii Bo3pacT coctaBuia 9 yiet (o
4 mecsues go 17 aet, Mmenuana — 10 net). Octpblii neiiko3 (OJI)
(32,0 %) sBusics HanboJiee YAaCTO HO30JOTHEN, HA 2-M MECTE

PA3NAEN I

ObLIM OITyXOJIM LieHTpasibHOM HepBHOI cucTeMbl (LIHC) (25,0 %).
[TepBbie cuMmnToMbl 3a60sieBaHust B 98,0 % ciydyaeB ObLIIU BBISIB-
JleHsl wieHaMmu ceMbr. [Tpu ompoce 59,0 % cemeii mMean TPYI-
HOCTHU TIpU MOJydeHUU MHbOopMaluu (Kyaa o0paTUThCs/y KOro
CIIPOCUTh) Ha 3Tare IepBUYHOro obpaienus, 16,0 % ormeruiu
3HAYUTEJIbHbBIE CJIOXKHOCTU B 3TOM, 25,0 % OINpOILEHHBIX CYMUTA-
JIA, 9TO BCe OBLIO JIETKO. B cpegHeM 10 MocTaHOBKHM IarHo3a pe-
O0eHoK roceTua 4 Bpaueii (ot 2 1o 7, menuaHa — 4). CpeagHee Bpe-
MSI OT TIOSIBJICHMSI TICPBBIX CUMITTOMOB IO TIePBOI KOHCY/IBTAIINN
Bpaya coctaBuiio 12 aHeii (ot 1 go 248 nHeit, MenuaHa — 5 IHEM),
OT TIEPBOIM KOHCYJIFTAlIMM Bpada 10 IOCTAHOBKM AWAarHosa —
44 nus (ot 1 mo 383 nHeit, MeauaHa — 26,5 IHsT), OT TOCTAHOBKU
IHarHo3a 0 Havyayla IPOTUBOOIYX0JIEBOM Tepanuu — 4 THs (OT
1 no 28 nHeil, MenuaHa — 1 1eHb).

BoiBoapl. 3HO y neteit — peakasi, TpyaAHO AMarHOCTUpyeMast
naToJoOTUsl, TMEepBOl MaHUecTalMeil KOTOpoil MOXKET cTaThb
MHOXECTBO Pa3JIMYHbIX MACKUPYIOIIMX CUMIITOMOB, TOTAa KakK
crienirIecKre MPOosIBICHUs 00JIe3HU POIUTENIN M POIACTBEH-
HUKM MalXeHTOB 0OOHAPYKUBAIOT, KaK MpaBUJIO, yXKe Ha IMo3/-
HUX cTagusx. bonee mupokast UHPOPMUPOBAHHOCTD HaCEIEHUS
¥ MEOUILIMHCKUX PAOOTHUKOB O JAHHOM MaTOJOTMH, TOBBIIIE-
HIE OHKOJIOTMYECKON HACTOPOKEHHOCTH, B YaCTHOCTU B pO-
JUTENbCKUX COOOILECTBAX U Ha MEPBMUYHOM YPOBHE OKa3zaHWUs
MEIULIMHCKON TOMOIIM, MOXET CIIOCOOCTBOBATh YKOPOUYEHUIO
CPOKOB IMarHOCTUKM U, COOTBETCTBEHHO, YJIYUYIIIEHUIO IIPOTHO-
3a MIPU IETCKUX OHKOJIOTUYECKUX 3a00JIEBAaHUSX, YTO IIPUBEACT
K CITaCeHUIO OOJIBIIIETO YKCIa IETCKUX KU3HEH.

Ananu3 cnyx6bl <gemcKas oHKonorus
U remamonorus» Ha hefiepanbHoM ypoBHe
C NPUMEHEHUEM 3NIEKMPOHHOro nacnopma

cny:xo6bl no npocunio

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

AKTyasbHOCTBb. BoTbII0i 00beM JaHHBIX, HEOOXOMMUMBIX TSI
00pabOTKU MpPU MPUHSTUU YIIPABIEHUECKUX PEIIeHUid, Tpedy-
€T MPaBWILHOTO CUCTEMHOTrO Toaxoaa, (OpMUpPOBaAHUS MHO-
TOKOMITIOHEHTHON CHCTEMbl YIIpaBJieHUs TaHHBIMU, YI00CTBa
npeacrasiaeHus nHpopmauuu. B mensx peanusauuu TaHHOTO
MOJIXO0/1a HA MOJEJIU CIIYXKObl OKa3aHUSI MEAULIMHCKOM TOMOIIA
Mo MpoduUIo «IeTcKasi OHKOJIOrus U remartosorusi» B 2020 .
OBbLIO TIPUHSTO PElIeHWEe 0 HEOOXOIUMOCTU Pa3pabOTKU U BHE-
IPEHUS IM(MPOBOTO MACTIOPTa CITYXKOHL.

et m 3amaum — pas3paboTKa UM BHeApeHUe HU(POBOI
CHCTEMBI, TTO3BOJIIONICT HA OCHOBE TIPUMEHEHUS TEXHOJIOTUIA
WHXXEHEPUU 3HAHWI BBISBUTh <«IMHAMMYECKUE» W3MEHCHMSI
B MEAMIMHCKMX OpraHu3alusix B cyobekTax PD.

Marepuanasl u Metoapl. CrieliMaaucTaMM YIOPaBICHUS IO
HayJYHO-aHAJIMTUIEeCKOit padbote ¢ permoHamu ®PI'BY «<HMMUILL
ATON um. Imutpust PoraueBa» Munanpasa Poccuu 6b11a pas-
paboTaHa M BHEApEHa 2JEKTPOHHAsI CUCTeMa aHajiu3a COCTOS-
HUSI CTYXOBI ITO ITPOGUITIO «IeTCKast OHKOJIOTHUSI Y TeMAaTOJIOTUSI»
B cyobekTax P®. JlanHag aBTOMaTU3UpOBAaHHAS CUCTeMa, OJia-
rogapsi IpUMEHEHUIO TEXHOJIOTUI MHXKEeHEepUY 3HAHUM ¢ TTocie-
JIYIOLIMM TIPEICTABICHUEM JaHHBIX METOJJAMU BU3YaJIbHOM aHa-
JINTUKU, TIO3BOJISIET OLIEHUTh U IIPOAHAIM3MPOBATh MapaMeTphl
IpoUIBbHOM CITy>KOBI B cyobekTax PD, a Takke OLIEHUTL JU-
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HaMUKY U3MEHEHUS B «IKOPHBIX» MEAMIIMHCKMX OpPraHU3allM-
SIX M TPOBECTU CPAaBHMUTEJIbHBINA aHAIN3 MEXIY MEIUIMHCKUMU
YUPEKIEHUSIMMU.

Pesynsratsl. B pamkax BeimosnHeHust OeepaibHOTO TTPOEKTa
«Pa3BuTHe ceT HAIIMOHATBHBIX MEIUITMHCKIX UCCIIEI0OBATCIb-
CKMX IICHTPOB ¥ BHEAPEHE MHHOBAITMOHHBIX MEIMITMHCKUX TEX -
Hoyoruit» crietranuctaMu ®I'BY «<HM UL ATOU nm. AMuTpust
Porauesa» MuH3npaBa Poccun 66110 ipoBeieHO 138 BbIe3AHBIX
Meponpusatuii (6 Bele3goB — B 2018 1., 31 Bole3n — B 2019 .,
30 Beie3noB — B 2020 1., 20 Bele3goB — B 2021 1, 15 BeIE370B —
B 20221, 16 Beie3noB — B 2023 1., 20 — B 2024 1.) B cyoBeKTHI PD
JUIST U3YYeHUST M aHAJIM3a JOCTYMHOCTU U KadyecTBa OKa3aHUs
MEIUIIMHCKOM MOMOIIH JeTckoMy HacesneHuio P mo mpodpu-
JTIO «[IeTCKasi OHKOJIOTUS U TeMaTosorusi». [1o utoram Bble3IHBIX
MEPOMPUATUI CyMMapHO ObLIO MOATOTOBJICHO Y MPOAHATU3U-
poBaHo OoJiee 225 aHATMTUYECKUX OTUETOB (M3 HUX — 89 Mcxo-
HBIX), OTPAXKAIOLIMX COCTOSIHUE CY>KOBI 1O MPOGUITIO «AeTCKast
OHKOJIOTHS U TeMATOJIOTHS». DJIEKTPOHHAS CUCTeMa OLIEHKU Ka-
YecTBa OKa3zaHUs MPOMUABHON MEIUIIMHCKON MOMOIIU MO3BO-
JINJIa BBISIBUTH «IMHAMWYCCKHE» M3MCHEHUS B MEIWIIMHCKHIX
opraHM3anusx B cyobekrax POD.

BbiBopl. DiIeKTPOHHAS CUCTEMA OLICHKM KaduecTBa OKa3aHUSs
npoUIbHON MEIULIMHCKOM MOMOIIHU, SIBISIOLIASCS OIHUM U3
KJTIOUE€BbIX KOMITOHEHTOB 3JIEKTPOHHOTIO MacIiopTa CJIyXXObl 1eT-
CKOM OHKOJIOTMU U TEMATOJIOTHHM, TT0Ka3aJla CBOIO BbICOKYIO 3(h-
(eKTUBHOCTb U YIOOCTBO aHaM3a 00JbIIOro o0beMa TaHHBIX.
BHeapeHue aHaTOrMYHBIX LU(PPOBBIX CUCTEM B LIEASIX AUHAMMU-
YeCKOW OLIEHKU APYTUX Mpoduieit okazaHUs MEAULIMHCKOM Mo-
MoOIIX ¢ (GOPMHUPOBAHUEM SIMHOTO MU(PPOBOTO KOHTYPa CUCTE-
MbI 3JpaBOOXpaHeHus Ha (eaepaabHOM YPOBHE — CAEAYIOIINMA
3Tam pa3BUTHSI IU(MPOBBIX «IBONHUKOB» 3APaBOOXPAHCHMUSI.

Oxa3aHue cneyuanusupoBaHHoil
MeAUUUHCKO{l nomowu no hpounio
«[lemcKas OHKonorusa» nocpeAcmsom
menemMeuUyUHCKUX KOHCYNbMayuii: onbim
HUU pemckoli oOHKONOruU 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. BapdosnomeeBa
Hayuno-uccaedosamensckuil uHcmumym 0emcKoli OHKoA02UU
u eemamonoeuu umenu akademuxa PAMH JI.A. [lypnosa OI'BY
«Hayuonanbhblii meduyuHcKull Uccie008amenbckuil YeHmp OHK0A02UU
umenu H.H. baoxuna» Munszopasa Poccuu, Mockea

AkryambHocTh. TMK uepe3 DenepaibHyio TeleMeaULIMH-
ckyto uHdopmanmnonnyo cuctemy (DTHUC) Munsnpasa Poc-
cuu, orreparopoM kKotopoii sieisiercss PI'BY «BIMK «3ammmra»
MunszapaBa Poccuu, LIMPOKO MPUMEHSIIOTCS Ha TEPPUTOPUU
CTpaHBl M 00ECIeYnBaIOT KaueCTBEHHBINT 00MeH MHMopMaleit
MeXy pabOTHUKAMU 3PABOOXPAHEHMUS B LIEISIX JTUATHOCTUKH,
JieueHus U mpodunakTrku 3adoneBanuii. [Iposenenne TMK 1o
npoPUIII0 «IeTCKasT OHKOJOTHS» ITO3BOJISIET HE TOJIBKO YJIyd-
LIUTh KaYeCTBO OKA3aHUS MEAULIMHCKUX YCIYT, HO U MOBLICUTH
3(HeKTUBHOCTDL pabOTHI Bpaueil Ha MecTax.
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Iemn u 3amaum — nipenacraBieHue gaHHeix o TMK HUHA
JIETCKO OHKOJOTMM U TremaTtojoruu wuM. akag. PAMH
JI.A. lyproBa ®I'bBY «<HMMUII onkonoruu um. H.H. Bioxuna»
Munsznpasa Poccun (HUM JOuI’) B benepanbHbix okpyrax PO
322024 1.

Marepuajsl u MeToabl. AHaIU3 npoBeneHHbIx TMK B ycio-
Bussx HWUU 10ul, ananus B pa3pese dbenepaibHbIX OKPYTOB, Y-
cJI0 rocniuTanu3anuii nepBudHbIx nmaeHTos B HUM JOul no
peieHutro TMK.

Pesyasratel. Yucio TMK B HUM 10Oul pacter ¢ KaxKabiM
ronoM. Yepe3z ®TUC MwunsapaBa Poccum Ha okTsa6ph 2024 T
noctynuiio 4309 3asgBok, uto B 1,4 pasa 6ombire, yeM B 2023 T.
(3072 3asgBku). Bosbliie Bcero 3asiBOK MOCTYIIANO, TTOYTH B PaB-
HBIX nonsx, u3 LleHTpanbHOoro denepanpHoro okpyra (LIPO)
(738, wiu 17 % ot ob1uero uucia), [IpuBomkckoro (enepaib-
Horo okpyra (IT®PO) (702, umu 16,3 %) u CeBepo-KaBkascko-
ro ¢enepaibHoro okpyra (CK®O) (694, wiu 16,1 %). Hanee
caenoBanm JlanpbHEBOCTOUHBIN (emepaabHbId OKpyT (ADO) —
585 3agBok, Cubupckuit denepanbHbIil oKpyr (CPO) — 529,
KOxwbIit denepanbabiil okpyT (FODO) (BKIIOUass TEppUTOPUH
Honenkoit Hapognoit Pecriyonmku (JIHP), JIyrarckoit Hapom-
Hoit Pecrryonmuku (JIHP), 3anmopoxckoit u XepcoHckoit obma-
creit) — 455, VYpanbckuii denepanbHbiii okpyr (Yp®O) — 361
u CeBepo-3ananabiit pemepanbHbril oKpyT (C3DO) — 245. Kaxk-
IBIH enepanbHbIil oKpyr PD 3a Tox yBeamdumi ob1mee Koamde-
ctBo TMK, nanpasirernnsix B HUM JOul. K okrsiopro 2024 .
B cpaBHeHUH ¢ 2023 . LIPO yBeamumia KOJWUYECTBO HampaB-
JICHHBIX TejaeMemuimHcKnX 3ampocoB B HUM J10Oul’ wa 231,
C3®0 — 80, FODPO (Bxmouast repputopun JHP, THP, 3amo-
poxckoii u XepcoHckoit obacteit) — 88, CKDO — 226, [1DO —
205, Yp®O — 42, CPO — 175, IDO — 190. Oob1iee koamue-
CTBO TOCTIUTAIM3aLMi TICPBUYHBIX TaMeHTOoB Ha 2024 T
cocraBuino — 1708 (39,6 % ot obmero yucia TMK). DO,
CK®O u IIPO Takxke nmuaupyior ¢ nokasatensmu 30 %, 18 %
u 15 % cooTBeTCTBEHHO. MeHbllle BCEro rOCIUTAIM3aluil 13
C3®0, 9To 3aKOHOMEPHO B CBSI3U C TEPPUTOPUATBHON OJIM30-
CTBIO MHBIX MPODWIBHBIX (DeiepaTbHBIX IIEHTPOB.

BoiBoapl. [IpuMeHeHMEe TeIeMEIUIIMHCKUX TEXHOJIOTHUI CH-
nmamu HUUM 10Oul Bo3pacraeT paBHOMEpPHO I10 BCeli TEpPUTOPUN
P®, nos3BosisieT oka3biBaTh Y3KONPOMUIbHYI0 MEIULMHCKYIO
ITOMOIIIb BO BCEX PETMOHAX CTPaHBI U CIIOCOOCTBYET COKpallle-
HUIO TIeproaa BepupUKaluy 1uarHo3a. BeimmensnoxkeHHoe SIB-
JIIeTCSI OOHUM M3 KJToueBbIX (pakTopoB B seueHnn 3HO cpeaun
JIETCKOTO HaCeJIeHUS.

PA3AEN I
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Vcnexu B BbIABAAEMOCMU
Hedpodubpomamo3a y anemei
B Y36eKucmane 4epe3 noBbilieHue
0CBE/IOMNEHHOCMU 0 PAHHUX NPU3HaKaxX

3aboneBanusa
M_.A. Illykyposa'-2

lenmpanorno-Asuamckuii Ynueepcumem, Tawkenm,
Pecnybauxa Y3oexucman;
2[lenmp demckoil eemamono2uu, OHKOAOUU U KAUHUHECKOU UMMYHOAOUU,
Tawxenm, Pecnybauxa Y30exucman

AkTyaimpHOCTh. PaHHSIS nuarHocTuka HeiipodundpomMarosa
y OeTeit aBsieTcs BaxXHEUITUM (paKTOpOM JUIsI CBOEBPEMEHHOTO
HayvaJja HaOJIIoAeHU U TIpeoTBpallleHUs ocloXHeHu. O0yue-
HUE pOAUTENei, IIeIaroroB 1 MeIUIIMHCKOTO TepcoHaia Iep-
BBIM IIpU3HAKaM HelipodunOpomaTosa, TAKMM Kak TsITHa «Kode
C MOJIOKOM» 1 KOXXHBIC HEIipo(hrOpOMBI, COKpaIacT BpeMsl OT
MOSIBJICHUST CUMIITOMOB JI0 TIOCTAHOBKU IHMarHo3a. B ycmoBusix
OrpaHMYCHHOTO TOCTYIIA K CIIeIIMaI3POBaHHOM TMarHOCTUKE
0o0pa3oBaTeabHbIC MPOrPaMMBbI UTPAIOT KITIOUEBYIO POJIb, YIyd-
111ast pe3yJbTaThl JeUYeHUS U XXU3Hb AeTeil B Y30eKucTaHe.

Iean u 3agaum — yjydilleHUE paHHEW AUAarHOCTUKU HEMpPO-
¢ubpomarosa y AeTeii B Y30ekucTaHe yepe3 nH(GOPMUPOBAHUE
1 0OyyeHue poauTesieil, MenaroroB U MeIMIIMHCKOTO IepcoHaia
OCHOBHBIM TpM3HaKaM 3abojeBaHus. PacmpocTpaHeHUe MH-
(OopMaLMOHHBIX MaTEpPUAJIOB IO BCEN pecryOJMKe majo BO3-
MOXHOCTb MTOBBICUTh OCBEIOMJIEHHOCTb U MPUBEJIO K YBEIMUYe-
HUIO YKCIa o0palleHUil poauTesei pyu 0OHapyXKEeHUHU TTePBbIX
CUMIITOMOB, YTO YMHOXaeT BEPOSITHOCTh PAHHETO BbISIBJICHMSI
¥ 3(ppeKTUBHOTO JIeueHUs1 HelipoudbpomaTosa.

Martepuaisl 1 MeToabl. B paMKax mporpaMMbl OBLIM pac-
MpOCTpaHeHbI (JIaepbl U IUIAKAaThl ¢ OCHOBHBIMM ITPpU3HAKAMU
Helipopudbpomarosa (MsITHa «Koge ¢ MOJTOKOM», KOXKHbIE Heli-
poduOpPOMBI), a TaKXKe DJEKTPOHHBIE MaTepHUaJIbl Yepe3 COIM-
ajbHbIe ceTH. JISKIINM M TPEHWHTH JUIST POIUTENICH, TIeIaroron
W MEIULMHCKNX PaOOTHUKOB ITOBBICWIIM WX MH(MOPMUPOBAH-
HOCTb, 00eCITeunBast JOCTYITHOCTh 3HAHWI O paHHUX ITPU3HAKaX
W CTUMYJIVPYST CBOEBPEMEHHBIC OOpaIlleHMST 3a MEIUIIMHCKOM
TTOMOIIIBIO.

Pesyabratel. PesynbraThl Moka3aiu yBeIWdyeHUE 4yucia o0-
pallleH’il poauTeNel K crielMaanucTaM npu oOHapyKeHUU Mpu-
3HAKOB HelpopnOpomarosa y AeTeil, YTO MO3BOJIUIIO YIYYIIUTh
BBISIBJIIEMOCTh Ha paHHMX cTanusix. PaHHee oOHapyxeHue 3a-
00JIEBaHUSI CHUKAET PUCK TSKEJBIX OCIOXHEHUN U YJIydllaeT
kavectBo xku3HM (K2K), yto montBepxkmaer 3DGhEKTUBHOCTD
MPOTPAMMEI.

BoiBoapl. O6pa3oBaTebHbIC KaMITAHUM W JOCTYIT K MHMOP-
Malli¥ TOKAa3aJIi CBOIO 3HAYMMOCTD, TTIOOYKIast pOaUTeNIei U Tie-
JTarOTOB 00paIIaThCs 3a MEIWIIMHCKON ITOMOIIBIO M YIIydIlast
MIPOTHO3BI IS ACTe# ¢ 3TUM 3a00JIeBaHNEM B Y30eKHUCTaHE.

PA3AEN I ~ 16 ~
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JMNUWAEMHUONOTHYECKUE UCCNENOBAHUA B OBJIACTH
JETCKOH OHKOJIOTUW U TEMATOJIOTUH B CYBBERTAX
POCCHHCKON ®WEREPALMMN U CTPAHAX CHT,

A TARHME NPUHUUNDI PETHUCTPALWUN U MOHNUTOPUHTA NMALMEHTOB
B AETCKON OHKOJNIOTUH U TEMATOJIOTHH

Ananu3 3abonesaemocmu ocmpbimMu
neiiko3amu gemeil o 1 roga B Yenabuuckoi
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 nereii 1o 1 roga — 3To peaKoe OHKOJIO-
ruyeckKoe 3a0ojieBaHKe, KOTOPOE BKIIIOYAET B CE0ST OCTPhIE IMM-
¢dobaactHeie (OJIJI) u octpbie muenounHbie (OMJI) AeiKO3bI.
V nereit mnanue 1 roma OJI mposiBASIIOTCST OCOOBIM 00pa3oM,
OTVINYASICh OT KJIMHWYECKUX KapTWUH, BCTPEUYAIOLINXCST Y JETei
cTapilero Bo3pacTa.

Hean u 3amaun — u3yuuThb snuaemuosoruto OJI B merckoit
nonyyasauuu YensgsouHckoit obaactu 3a 2007—2022 rr. y nereit
B Bo3pacTe 40 | roma; mMpoBECTU aHAIN3 CTPYKTYPHI MJIafgcHYC-
CKHX JICKO30B; OLICHUTh pe3yibrathl edeHus OJI y meteit mo
1 roga (o6mast BekuBaeMocTh (OB)).

Marepuaisl 1 MeToabl. OOBEKTOM HCCAEIOBAaHUS OBUIM BCE
clydyad MJIQJICHYECKUX JIEMKO30B, 3aperMCTPUpOBaHHBIC Ha
Tepputopun YensaouHckoii oonactu 3a nepuon 2007—2022 rr
HccrnenoBaHve NPOBOAWIOCH PETPOCIEKTUBHO, MCTOPUKO-
apXMBHBIM MeTOmOM. I1o maHHBIM ITUCIIAHCEPHBIX KYpHAJIOB
M KapT HaOJIIOACHUsI, a TAaKXe C YYeTOM BBIOOPKU PETMOHAJIb-
HOTO JIETCKOTO KaHLIEP-PErucTpa peTPOCIIEKTUBHO U3yYeHBI Ya-
crotHble nokazatenau OJI y geteit B YensaObuHckoi objgactu 3a
16 neT, onpenenena noJst muaaeHdeckux OJI B aToii rpyrre 3710-
KavyeCTBEHHBIX 3a00JIeBaHNIT KPOBH.

PesyabraTer. C 01.01.2007 mo 31.12.2022 B meTCKOM MOy~
1y YelrgsOGMHCKOM 00J1acTH OBIJIO 3apeTUCTpUpoBaHoO 444 ciy-
yast OJI, u3 vux OJIJI — 378 (85,2 %), OMJI — 66 (14,8 %). [1pu
9TOM MJaeHYECKUX JIEMKO30B U3 HuX ObL10 Beero 17 (3,82 %).
B rpynne miageHueckux JIeMKO30B Ipeobiiaganyd MajbuuKM,
MK — 1,1:1. M3 17 maiimeHTOB MaJIbYMKOB OBLI0 9, 1eBOYEK — &,
YTO MPOTUBOPEUUT JIUTEPATYPHBIM TaHHBIM, COTJIACHO KOTOPBIM
yaiie 00J1eoT IeBouku. MenuaHa Bo3pacTtay muaaeHies ¢ OJI Ha
MOMEHT IMOCTAaHOBKM JTrarHo3a cocrabmwia (M £ m) 6,5 £ 4,5 (or
2 1o 11) mec. B xone uccienoBaHus ObUIO BBISIBJICHO, YTO 00JIb-
LIMHCTBO MJIAZICHLIEB MTPOXUBAIN B uepTe ropona — 14 (82,3 %)
u ToJibKo 3 (17,7 %) — B cene. CpeaHuii mokaszaresib 3a00jeBac-
moctu OJI B geTckoii monyasituu YeasiOMHCKOM 001acT 3a U3-
yyaembliil iepuof coctaBui 4 Ha 100 Toic. ExxeronHo yucio OJI
y aeTei cocTaBisiio oT 21 1042, u3 HUX miaajeH4eckux — ot 1 1o 3.
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MakcumansHoe yucio OJI y nereil B yKa3aHHBIN TIEpUOJ, TIPH-
utock Ha 2017 1. (42 cinyyast), MaKCMMaJabHOE YUCIO MIaleH-
yeckux OJI — Ha 2018 . (3 ciyyast). B cTpykType MilageHYeCcKnx
JIeiiKo30B 3a 16 net npeobnagaer OJIJI — 10 (58,8 %) ciyuaes,
¢ OMJI 6bu10 BhIsiBNIeHO 7 (41,2%) manmenToB. U3 378 ciiyuaes
OJIJI Ha mageHuecKue Jeiko3bl npuuiock 10 (2,6 %), cnyya-
eB, a u3 66 ciydaeB OMJI Ha MiTaieHYeCKHE JIEKO3bI TTPUILLIOCH
7 (10,6 %). Coornowenune OJIJI:OMJI y MiaaeHLIEB COCTaBU-
Jo 1:0,7, 94TO CUBHO OTJIMYAETCS OT TAKOBOTO BO BCEW rpyrine
OJI — 1:0,18. Takum obpa3zoM, y aeteit 1o 1 rona OMJI BcTpeua-
cs TIOUTH B 4 pasa yaliie, YeM y JieTeit 0oJiee cTapiiero Bo3pacra.
AHaIM3 BBDKMBAEMOCTH TIOKA3aJl BBICOKME JUIST MIIAJICHYECKUX
Jeiiko3oB uudpel. U3 10 maageHues, croakHysiuuxcs ¢ OJII,
7 (70 %) nereil yCHeUIHO 3aKOHYMIM JIEYEHUE W 300POBBI, U3
7 ¢ OMJ - 5 (71,5 %), OB cocraBuna 70,5 %. OB BreIIIIa Ha
rmiaTo Ha 12-m Mecsitie HabmoaeHus. Jletr He pellMaInBUPOBaIN
Y HAXOISITCSI B PEMUCCHHU T10 HAacTosIIee BpeMsi. MUHUMATbHBII
Tepuo HabJIIoIeHUS cOCTaBUI 26 Mec.

BoiBoapl. B Yenstounckoit odmacti 3a 2007—2022 rr. mia-
JeHYeCKuX Jieliko3oB 6buto 17 (OJIJI — 10 (58,8 %), OMJI —
7 (41,2 %), onu cocraBwiu 3,82 % OT uKciia aeTeil, 3a00J1eBIINX
OJI (n = 444). CtpyKrypa MIafieHIeCKIX JIEHKO30B OTINYACTCS
OT CTapIlleif BO3pacTHOM TpyHIIbl, Ipeodaazanmu Maabunuku. OB
cocraBuia 70,5 %. Cinoxuioch MHEHUE, YTO Ha IoKa3aTesib OB
TIpY MJTAJCHYCCKUX JICHK03aX OO0IbIIIOe BIUSIHIE OKa3bIBaeT Ka-
YECTBO BBITTOTHEHUS IIPOTPAMMHOM 1 COTIPOBOIMTEIBHOI Tepa-
TN,
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[lemepMuHanmbl no3AHel AUArHOCMUKU
U 3ano3panoro nevYeHua Aemcroro 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,
Koipeviackas Pecnybauka;
2Mexcdynapodroe acenmemeo no uzyueruio paka, Eeponeiickoe
pecuoHanvHoe 010po BecemupHoil opeanuzayuu 30pasooxpaHenus,
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 riio0ajbHYIO TMpO-
OsieMy, yCyryojsieMyl0 TIO3AHEHl OMarHOCTMKOM, HepaBHbIM
JOCTYIIOM K JICYEHMIO, a TakXke 3HauMTeJbHON (uHaHCOBOM
¥ SMOILIMOHAJIbHOM Harpy3koili Ha cembu. IlokazaTtenu BbIKU-
BacMOCTH PE3KO Pa3IMYaroTCs: B CTpaHaX C BBICOKUM YPOBHEM
JI0X0JIa BbKMBaeMOCThb cocTaBiisieT 6osiee 80 %, B TO BpeMsi Kak
B CTpaHaX CO CPEIHMM U HIKE CPEIHETO YPOBHSIMHU JOXO0Ia OHA
cocrabysieT MeHee 20—40 %. Iepsbiit noknan BO3 o HepaBeHCT-
Be B oTHoweHuu JIP, mpencrasneHHbli 15 depans 2022 1., mo-
Ka3bIBaeT 3HAYMTEIbHBIC PA3TUIMS B 3200JI€BAEMOCTH M CMEPT-
HOCTH JIeTeii OT paKa BHYTPH CTpaH U MexXIy HUMH. Hampumep,
B Kuipreizckoit Pecriybnuke cormacHo GLOBOCAN uywmcio
BbIsiBIeHHbIX ciydaeB P (0—19 net) B 2022 . coctaBwio 188,
ymepiao 77 nereit. OmHOM U3 Mep, HaNpaBJIEHHBIX Ha U3yYeHUE
(aKTOPOB, BIMSIOIIMX HA TTO3HIOI TUAaTHOCTUKY U 3al031a10¢
neuenue 1P B Kbipreisckoit Pecriyonuke, sIBasieTCST COBMECT-
He1ii mpoekT Eb BO3 1 MAWUP DEDICA.

Ilean v 33124l — BBISIBUTH (DAKTOPHI, OMPEAEIISIONIre o3/~
HIOIO IMarHOCTUKY U 3afepXKy Havasa jiedueHus JIP B Kbiprois-
ckoit Pecrryonmke B pamkax nmpoekta DEDICA.

Marepuajbl ¥ MeTOIbl. B NpoeKkTe MCIoab30BAINCH pa3pa-
OOTaHHBIE COBMECTHO C 9KCMEepTaMU aHKEThl, B COOTBETCTBUU
C KOTOPBIMM OBUIM TIPOBEIACHBI WHTEPBBIO POAUTENEH AeTei
C OHKOJIOTMYECKUMU 3a0osieBaHUSIMU. HallmoHanbHbIE UHTEP-
BbIOEpHI ITpouuin ooyueHue B MAW P, naHHbIe BHOCWJIUCH B 6a3y
nanHbeix REDCap.

Pesyabratel. Ha ceromnsiunuii nenb B Kweipreizckoii Pe-
CITyOJIMKE B MCCIIEIOBaHKME BKITIOUEHBI 64 MallMeHTa B BO3pacTe
0—17 ner (cpemHuii Bo3pact — 5 jieT, MeauaHa — 4 rozga); 46,9 %
YYaCTHUKOB — MaJIbunKH, 53,1 % — neBouku. CUMITOMBI OBLITH
BIIEPBbIC BBISIBJIEHBI poauTeasiMu B 95,3 % ciyvyaeB, U TOJb-
ko0 5,0 % momospeBanu pak. bojiee MOJIOBUHBI ceMeil BIiepBbIC
00paTWINCh 32 MEIUIIMHCKOM ITOMOIIbIO HA YPOBHE MHOTOIIPO-
¢uibHOTO paitoHHOTO yupexaeHus (54,8 %) v Ha rMepBUYHOM
(30,6 %) yposne. bombimmucTBO Bpaueit (54,7 %) mipu miep-
BUYHOM OOpAIlleHMM HAIpaBWIM AETeil Ha OMAarHOCTUYECKUE
nccnenoBanus. K crenmanmcraM, BKITIOYass OHKOJIOTOB, OBLIN
MapupytusupoBanbl 40,6 % nereit. B cpenHem 10 moarBepxkie-
HUs IMaTHO3a OHM IToceTWu 1o 4 crenuanucta (ot 1 mo 15).
Ha nuarHoctuueckom arare 42,2 % poauresieii fyMajiu, 4TO paK
y aeTeil HensieuuM. [1pu mianupoBanum jiedeHus 45,3 % cemei
OITacaJIiCh €ro JOPOroBU3HEI, 46,9 % BBIpa3mIn OCCITOKOMCTBO
10 ITOBOJY ITOTEPH T0X0Aa B ceMbe, a 43,8 % paccMaTpuBaliv yaa-
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JICHHOCTD MX IPOKUBAHMS CEPhE3HBIM MPETIITCTBUEM [IJIST JIeUe-
Hus, 35,9 % cemeii CTOMKHYJINCH ¢ GUHAHCOBBIMU TPYIHOCTSIMU
TIpY TTOCEIIEHNN Bpadeil M HallpaBJICHUU Ha JiedeHue. BoIsgbie-
HBI CJICAYIONINe BpeMeHHbIe MHTepBabl: 1—483 mHA (B cpemHeM
33 nHg, MeauaHa — 5,5 AHs) OT Hayaja CUMIITOMOB JIO TIEPBOTO
BU3UTA K Bpauy; 1—247 nHeil (B cpeaHeM 28 nHel, MenuaHa —
13 mHEit) OT mepBOTO BM3MUTA IO ITOCTAHOBKM muarHo3a; 1—301
JIeHb (B cpenHeM 14 mHeit, MmeauaHa — 3 OHSI) OT TOCTaHOBKU
JMarHos3a 70 Havana jedeHus; 1—681 neHb (B cpeaHem 72 mHsI,
MennaHa — 25 THei) OT BRISIBJICHUS CHUMIITOMOB J0 HaJajia Jieue-
Husi. OCHOBHBIE MPOOIEMBbI, C KOTOPBIMU CTOJKHYJINUCH CEMbH,
BKJIIOYAJIM OPraHU3alMIo yXo/ia 3a JAPYIMMU JIETbMHU B CEMbE
(43,8 %), npoxuBaHue WIEHOB CEMbU BO BPeMs TOCIIATAIM3A-
uu pedenka (28,1 %), morepro noxona B cembe (25,0 %), pacxo-
161 Ha TpaHctiopT (20,3 %).

BruiBoapl. Pesynbrarel uccnenoBanus DEDICA gatoT ieHHOe
npeacTaBieHue 00 UMEIOIIUXCs Oapbepax Ha MyTH CBOEBPEMEH -
HoW auarHocTuku u jedeHust JIP B Keipreizckoit Pecryonuke.
HccaenoBaHue TIOAYepKUBACT HEOOXOMWMOCTh ITOBBIIICHUS
KBUIMDUKALIMU MEAULMHCKUX PAOOTHUKOB U TPOBEACHMS
TIPOCBETUTEIBCKIUX MEPOTIPUSITUI CPeIr HACeJICHUS IJIST CHU-
KEHHUS HepaBeHCTBa B auarHoctuke u jedeHuu JIP. Ilpoekt
DEDICA nomoxeT JuiiaM, OTBETCTBEHHBIM 3a MPUHSITUE pe-
IIEHWA, ¥ CTICLINATNCTaM OTIPEICTUTH BO3MOXKHOCTH JIJIST aKTHB-
HBIX IEUCTBUI M YCTAHOBUTH IPUOPHUTETHI UTSI HAYYHO 00OCHO-
BaHHBIX BMEIIATEIbCTB.

AHanu3 3n0Ka4yecmBEeHHbIX onyxonei
Kocmeil y Aemei B ycnoBuax IeMcKoro
ompenexus IV POHL PT

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

AKTyaJIbHOCTh. 3JI0KaYeCTBEHHBIC OITyXOJIM KOCTE B MUpPE
y IeTell yallle BCeTo BCTPEUaloTCs BO BTOPOM JIECSTUICTUM KU3-
HU U cocTaBsiioT 10—15 % Bcex 310Ka4eCTBEHHBIX OMyXOJIeid
JeTckoro BosdpacTa. Cpeau 3/10KaueCTBEHHbBIX OIYXOJIel KOCTei
y aeteii npeodiaagaioT octreocapkoMbl (OC) u capkoma FOwuHra
(CIO). B gerckom otneneHnu I'Y «PecIyOJMKaHCKUIT OHKOJIO-
TMYECKUIl HAayYHBIA LIEHTp» MUHKMCTEPCTBA 3IpaBOOXPAHEHUSI
M COLMAIbHOM 3aluThl HaceaeHus: Pecnyonvrku TamkukucTaH
(POHII) 3a 2020—2023 rr. 6610 3apeructTprupoBaHo 538 mep-
BUYHO BBISIBIIEHHBIX naeHToB co 3HO, 33 n3 KOoTophIX ObUIN
co 3HO kocreit, yTo cocTaBisieT 6 % Ot Bcero yncia 60JIbHBIX.

IMemm 1 3a3a4M — M3YYNUTH CTATUCTUKY 3JT0KAYCCTBCHHBIX OITY-
XOJIel KOCTelt y neTeit B ycloBMsIx aeTckoro otaenaeHuss POHLI.

Marepuajsl u meToabl. 3a 2020—2023 rr. 3aperucTpupoBaHO
33 (100 %) nepBUYHO BBISBJICHHBIX OOJLHBIX CO 3JI0KAYECTBEH-
HBIMU OITyXOJISIMU KocTeit, 13 KoTophix 20 (60,6 %) neteit Obln
c0C, 12 (36,4 %) c CIOu 1 (3 %) pebeHOK ¢ XOHAPOCAPKOMOIA.
N3 umx 21 (67,6 %) manpuuk, 12 (32,4 %) meBodek, BO3pacT
KOTOPBIX KoJiebalics oT 3 10 16 jieT. BoIbIIMHCTBO 3TUX AeTei
(60 %) mocTynany B TpaBMaTOJIOIMYECKUE OTAEIEHUSI 10 MECTY
JKUTEIbCTBA I10CJIE MOJyYeHHOI TpaBMbl. Ilocie mpousBeneH-
HBIX PEHTI€HOJIOTMYECKHUX MCCIeTOBaHUI O0IbHbIC HAIPaBIIsi-
jquck B POHLL. I1pu noctymieHuu neTsM MpOBOAUIOCH MOJIHOE
00cJIeI0BaHKE 10 IIPOTOKOIAM.

~18 ~



CEOPHUK MATEPUANOB V o6benunennoro Kourpecca Pofor |||ENP2

Pesyasrarer. M3 33 (100 %) GoabHbix gereir 20 (60,6 %)
noctynuiau co 11 cragueit, 1 (3 %) ¢ 111 cragueit, 12 (36,4 %)
¢ IV cragueit. Pogurenu 4 (12 %) GOJIbBHBIX KATETOPUYECKHU OT-
KazaJlich OT BCEX BUIOB 00CJIeI0BaHMST, TMAarHO3 ObLI ITOCTaBJIEH
peHTreHojiornuecku. Iate (15 %) nmauneHToB Tocjie OMOIICUN
1 MOPGOJIOTMYECKOTO MTOATBEPXKACHUS IMarHo3a 0TKa3alruch OT
npeiokeHHoro JeueHus . Teparnuio moayannu 24 (73 %) pedeH-
Ka: HeoaabloBaHTHas mnonuxumuotepanus (I1XT), onepauus
(aMmnyTauus v 9K3apTUKyasauus) u agbioBaHTHas [TXT. U3 Hux
S OOJIbHBIM, YYUTHIBasl pacraiaiolilyio OMmyXoJjb, ObUIM TTPOBe-
JIEHbI OIlepallMy; aMITyTallus KOHEYHOCTe ¢ CaHUTapHOM 1ie-
Jbto. Jo HACTOSIIIIero BpeMeH! 5 MalleHTOB M3 3TOM TI'PYIIIIbI
OOJIBHBIX TTPOIOJIKAIOT ITOIyYaTh JiedeHHe, 6 JeTeil HaXOmsTCsT
Ha TMHAMWYECKOM HaOJIOACHUM B TeuyeHue 2 JieT, U3 HUX y 4
(67 %) ormeuarorcst MetacTasbl B jJerkux. Cynp6a 9 GOJBHBIX
HeusBecTHa, 13 mereit morubau oT reHepaau3aluy mpolecca.

BoiBoabl. AHaAIM3 JIeYeHUs 3T0KaYEeCTBEHHBIX OIyXoJiel KO-
CTell ToKa3all, UTo JiIeYeHUE NaHHOW MaTOJOTUU TPeOyeT KOM-
IUIEKCHOTO MOJIX0Aa U B OOJBITMHCTBE CIIyJyaeB 3aKaHIMBACTCST
KaJieyalIiMHy OoTlepallisIMU, TaK KaK OOJIBITMHCTBO OOJBHBIX IT0-
crynawT B POHII ¢ yxxe pacnagalolniMucs ormyXoiasiMu.

CmpyKkmypa 3n0Ka4yecmBeHHbIX
HoBOOOpa3oBaHuil cpeau aemcKoro

Hacenexus KanuHuxrpaackoi o6nacmu

2K.JI. Manaxosa!, 1.B. T'onuapos?, JI.A. Ilepmunosa’,
9.A. Kamy6a', C.B. Kopenes!
IDrAOY BO «Banmuiickuii ghedepanbhblii yHueepcUmMem umenu
HUmmanyuna Kanma», Kaaununepao;
2I'BY3 «Jlemckas obaacmuas 6oavhuya Kasununepadckoii obnacmuy,
Kanununepao

AxkTyamsHOCTh. [Tocnmemrme 20 et B Poccum, B ToM 4mciie
u B KaImHUHIpagcKoii 00J1acTh, peruCTPUPYETCS IIPUPOCT JOJIU
JeTeii-uHBanunoB. Haubosee CylieCTBEHHBIM CTajl IIPUPOCT
MICUXNYECKMX paccTpoiicTB (Ha 119 %), Gose3Heil 9HIOKPUHHOM
cuctembl (Ha 104 %) 1 HOBooGpa3oBauuii (Ha 83 %). Cnemyer
MOAYEPKHYTh, YTO UMeHHO 1151 3HO xapakTepeH BBICOKUI ypoO-
BEHb JIETAIbHOCTHU, YTO JEIAET UX CEPhE3HOM YIPO30ii AJIs K13~
HU JeTel.

Ieam m 3amaum — nipoBecTH aHaau3 cTpykTypsl 3HO cpenu
MUCTIAHCEPHOM TPYIIIbl IETCKOro HaceiaeHus KammHuHTrpan-
CKOI 00J1acTH.

Marepuanasl U Meronbl. B paboTe ucnojb3oBaiuch AaH-
HbIEe JETCKOro KaHiep-peructpa KammHuHTrpaackoii objactu
nu MHUOM um. I1.A. TepueHa, opuumaabHbie CTAaTUCTUYECKUE
otyeTHbie (opMbl PocrorpedHanzopa. CTaTUCTUYECKYIO 00-
paboTKy MaHHBIX MPOBOAMJIMA C MCIOJIb30BAHMEM IIPOrPAMMObI
Microsoft Office Excel 2007.

Pesynprathl. [lo maHHBIM 00JaCTHOTO IOIYJISIITUOHHOTO
pakoBoro peructpa I'bBY3 «Onkonoruvyeckuit mneHtp Kanu-
HUHIpaACcKoi obsacTu», Ha KoHell 2023 . Mo AMcnaHCepHbIM
HabmoneHueM Haxoawiuch 29 049 nauneHToB. VI3 HUX 1eTH OT
0 mo 17 ner cocraBwiu 0,83 % (243 yenoBeka): Mayibuuku — 134
(55,1 %), nesouku — 109 (44,9 %). Ha nomo 3HO cpenu 3a60-
JIeBIIMX aeTeit B Bo3pacte ot 0 1o 14 net npunutocs 0,62 % (29
3HO), or 0 no 17 ner — 0,87 % (41 3HO). B crpykrype 3HO
JIAVPYIONIYIO TTO3UIINI0 3aHUMAlOT HOBOOOpa3oBaHUs JIMM(DO-
WUIHOI, KPOBETBOPHOW M POJACTBEHHBIX UM TKaHeil (44,85 %):
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OJUJI — 72 pebenka, OMJI — 7, ocTpblii TPOMUETOLMUTAPHBIA
JIEKO3 — 2, XpOHUYECKUI TMMGOLIMTAPHBIN JIeiiko3 — 1, TuM-
oumHbIN JIeIKO3 HEYTOYHEHHBIM — 1, muMdoMa XOmKKMHA
(JIX) — 11, nHexomxxkunckue sumdombl (HXJT) — 15 (B ToM yn-
cie nuddysHas — 8, numboma bepkutra — 5), MHOrOO4YaroBbIii
M OJHOCHUCTEMHBIN TUCTUOLUTO3 U3 KJIeToK JlaHrepraHca — 3,
HEeyTOYHEeHHBIe HOBooOpa3oBaHus — 5. Ha momo 3HO roioB-
HOTO Mo3ra 1 Mo3xeuka nipuxoautcs 9,1 % — 22 genoseka. Ta-
KO€ K€ YMCJIO MAllMEHTOB COCTOUT Ha IHUCIAaHCEPHOM y4eTe CO
3HO nouku u MoyeBoro ny3bips (22 pedenka — 9,1 %). YeTsep-
Ty10 mo3unuoo B cTpyktype 3HO 3aHMMar0T HOBOOOpa30BaHMS
SHIOKPUHHBIX opraHoB — 7,4 %, 5-10 — 3HO coeauHuTEIbHOM
¥ MITKMX TKaHeil — 5,3 % (13 maumenToB). Janee ciemyior 3HO
KOCTHO#1 cuctembl — 11 (4,5 %) uenoBek, yallle JOKYMEHTHPOBA-
JINCH OIYXOJIM KOCTEH BEpXHUX M HIKHUX KOHEYHOCTEH (7 city-
yaeB). 3HO 3agHero cpegocrenust coctaBuiu 2,9 % (7 uenoBek),
rJ1a3a 1 ero npuaaTtkoB — 2,5 %, nepudepnieckoid HEpBHOM CH-
crembl — 1,6 %, renato6nacromsl (I'B) — 0,8 %. Auarnos 3HO
BBICTaBJIEH Ha mepBoM roay xku3Hu 18 (7,4 %) nersam. B 2023 .
nokazatenb nerckoir (0—14 nert) 3aboneBaemoctu 3HO co-
craBwiI 16,3 Ha 100 Thic. meTckoro HaceneHus (2022 . — 16,3;
2021 r. — 8,7; 2020 . — 15,2; 2019 . — 15,3), uTO OCTaIOCh
Ha ypoBHe 2022 1. 1 B 1,4 pasa Bblllle MOKa3aTesis IO CTpaHe
(PD, 2022 1. — 11,7).

BeiBoabl. B cTtpykType 3a6oneBaeMoctu 3HO nerckoro Ha-
ceneHus1 KaquHuHrpaackoit 06Jactu JUAMPYIOLIYIO TO3ULIMIO
3aHUMAIOT OIYXOJU KPOBETBOPHON M JUM@pATUYECKON TKa-
Hel, pexxe TOKyMEHTUPYIOTCST HoBoobOpazoBauust LIHC, moue-
noJjioBoii U sHHokpuHHON cucteM. C 2018 1. oTMeyaeTcss pocT
3HO cpenu pereit mepBoro roga xuzHu: 2018 r. — 1 cayyai,
2019 —2,2020r. — 3,202l . — 11,2022 —2,2023 1. — 1.

TpyaHocmu npu yyeme 310Ka4eCMBEHHbIX
HoBooOpa3oBaHuil y pemei B Pecnybnuke

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

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

3 PecnyOaukanckuii Cheyuanru3upo8anHblii Hay4HO-npaKmu4eckuil
MeOQuyUHCKULl yeHmp oHKoA02uU U paduosoeuu Munucmepcmea
30pasooxparnenus Pecnybauku Y36exucman, Tawkenm,
Pecnybauka Y3b6exucman

AKTyanbHOCTBh. AKTyaslbHOCTh TeMbl yueta 3HO y neteit 00-
YCJIOBJIEHA BBICOKMM COIIMATbHBIM 3HAaU€HUEM IETCKOM OHKOJIO-
MY 1 HEOOXOIMMOCTbIO CBOEBPEMEHHOM 1 TOYHOU TMarHOCTH -
KM U151 yaydineHust BbkuBaemocTu u KoK nereii. B Y30ekucrane
crucTeMa 3APaBOOXPAHEHUS] CTAJIKMBAETCSI C CYIIECTBEHHBIMU
MmpobjieMaM B BBISIBJICHUM, y4eTe W JICUCHUU OHKOJIOTHYE-
CKMX 3a00JIeBaHUIA, UTO OTpaxkaeTcsl Ha 001l 3a001eBaeMOCTU
1 CMEPTHOCTHU B JaHHOW BO3pacTHOM rpyrme. OTCyTCTBHUE TT0JI-
HOIICHHBIX JTaHHBIX 3aTPYOHSCT IIaHMPOBAHWE MEIMIIMHCKUX
YCIYT, pallMOHATbHOE paclpele/ieHUe PeCypcoB, a TakKKe pa3pa-
OOTKY TIporpaMM NpouUIaKTUKU U peadUINTaLIuU.

Ilesn 1 3a1a44 — OLIEHUTH YPOBEHD 3200JIeBAEMOCTH, BEIXKI -
BaeMOCTHU U BbISIBUTH OCHOBHBIE TpyaHocTH yueta 3HO y nereii
B Y30ekucTaHe, a Takxke pazpaboTaTh peKOMEHIALWU IJIs YIyd-
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IIEHUST CUCTEMBI yueTa U JiedeHus. [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.

Marepuajsi u MmeToabl. B Pecniyoiuke Y36ekucrtan yuer 3HO
y IeTeil CTAIKUBAETCS C PSIZIOM CJIOXKHOCTEM, KOTOPBIE TIPETIsIT-
CTBYIOT 2((EeKTUBHOW MTUAarHOCTUKE, YUeTy M JICUEHUIO TaKuX
3a00eBaHnii. OCHOBHBIE TPYTHOCTH BKIIIOUAIOT CJIEIYIOIINE
aCITeKThI:

1. HenmocrarouHasi OCHAIIEHHOCTb METUIIMHCKUX y4pe-
KIEHUI — OTCYTCTBME HEOOXOIMMOTro 000pYAOBaHUS U COBpe-
MEHHBIX TEXHOJIOTUI JJIS MMarTHOCTUKYU ¥ PAHHETO BBISBICHUS
3HO B psiie perMoHOB CTPaHbl MPUBOIUT K MO3IHEMY OOHapY-
SKEHWIO M PETUCTPAIMU CITydaeB 3a00JIeBaHMS.

2. HenmocraTok KBaIMDUIMPOBAHHBIX KaJpOB — OrpaHU-
YEeHHOE KOJIMYECTBO CIIEIUATMCTOB (TIeINaTpOB, OHKOJIOTOB,
pPaavoyiIoTOB) W HU3KWII YPOBEHb MX TOATOTOBKM B BOITPOCAX
JETCKOW OHKOJIOTUY YXYIIIAIOT Ka4eCTBO yueTa U TUarHOCTUKH.

3.  HenosHoTa maHHBIX U HECOBEPIIEHCTBO CUCTEMBI pe-
TUCTPAllMM — M3-32 HECOBEPIIEHCTBA CHUCTEMbI PETUCTpaIluu
mHorue ciaydan 3HO ocratorcss HeyYTeHHBIMU, UYTO MCKaXaeT
CTAaTUCTUKY W 3aTPYyAHSET IJIAaHMPOBAHUE PECYpCOB IS Jiedye-
HUS 1 TPOPUITAKTUKHA.

4. HepocraTok (hMHAHCUPOBAHUSI — OTpaHUYEHHOE (U-
HAHCHUPOBAHUE CKa3bIBAaeTCSl Ha BO3MOXKHOCTSIX 3aKYIKU Me-
JUKAMEHTOB, OPTaHU3allMy CIIeIUAIN3UPOBAHHBIX IIEHTPOB
U yJIydIieHUU MHGPACTPYKTYPHI TSI KAYECTBEHHOTO yueTa U Jie-
yeHus 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
MOKa3aTeJIsiX BhISIBJICHUS 1 yueTa 3a00JIeBaHUiA.

Pesyabratel. Pesynbratsl ucciaenoBanus yuyera 3HO y aeteit
B ¥Y36ekuctaHe 3a 2017—2023 IT. mpoaeMOHCTPUPOBAIU CIAEAYIO-
1I1e KJIIOYEeBbIE ITOKA3aTeNN:

1. Ywucno cayuaes (n). 3a nepuon ¢ 2017 mo 2023 r. 6bu1n
coOpaHbl JaHHBIE 10 BceM Hozosorusim JIP. B obiieit cioxHo-
CTU B BBIOOpPKE HacuuThiBaeTcs 4231 ciyyait 3aboneBaHus.

2.  IpyOblli MHTEHCHUBHBII MOKa3aTelb 3a00J€BaEMOCTH
(CI) 1 craHmapTU3UPOBAHHBIA TOKa3aTeab 3a00J€BaEMOCTH
(TASR) Ha Bospact 0—17 ner: mokazarenu 3a00J€BaEMOCTH
PacCYMTHIBAJIMCH TSI OOIIEl TTOTYJISIIAM U JUTSI OTAEJIbHBIX pe-
TMOHOB, TaKnX Kak TamikeHT u TamkeHTcKast 00JIacTh, a TAaKXKe
Bechb Y30eKkucTaH 0e3 yueTa 3Toro pernoHa. JlaHHble MOKa3biBa-
0T 3HAUMTEJIbHOE Pa3/INuKe B YPOBHSIX 3a00JIeBAEMOCTU MEXITY
STUMM PErMOHAaMM, YTO YKa3bIBaeT Ha BO3MOXHbBIE (DAKTOPHI,
BJIMSIIONIME HA YPOBEHDb TMarHOCTUKY U YYeT.

3. BobpkuBaemocthb (6eccobbituiiHast (bCB) u OB). B 1e-
JIOM 110 Y30ekucraHy BbpkuBaeMocTh (OB) cocraBuia 38 £ 1 %,
a BCB (BeposSITHOCTb OTCYTCTBUSI COOBITUII) TakKXke Ha YPOBHE
38 £ 1 %. B Taumikente u TalIKeHTCKO# 001acTU BbIXMBae-
MOCTb ObuIa Bbile, cocTaBuB 48 £ 1 % (OB) u 47 £ 1% (bCB).
B peruonax 3a npeaenamu TamkeHTa U TamkeHTCKOW oOsa-
CTH TI0KA3aTeJIM BEDKMBAEMOCTH ObLIM Huxke: OB — 29 + 1 %,
BCB—-30+1%.
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DT maHHbIe TOMYEPKUBAIOT Pa3HUILY B YPOBHE MEIMIIMH-
ckoit momoiu u ydyera 3HO cpeau aeteil B pa3HbIX pernoHax
V36ekucrana. bosiee BBICOKMIA ypOBEHb BKMBAEMOCTHU B Tal-
KeHTe M TallKeHTCKOW O0JIaCTH MOXKET CBUAETEIhCTBOBATH
O JIYYIIMX JOCTYITHOCTA MEAMIIMHCKON TTOMOIIM ¥ YPOBHE M-
arHOCTHUKHU B 3TOM PETMOHE 110 CPABHEHMIO C OCTATbHOM YaCThIO
CTpPaHBI.

BoiBoapi. 3HO y nerteii TpeOyroT 6oJjiee BHUMATEIBHOTO MO/~
XO0J1a, TaK KaK CBOEBPEMEHHOE BBISIBICHUE 3a00IeBaHUIT 1 KOM-
IUIEKCHOE JIeYeHWe Ha paHHUX CTaausIX MOTYT 3HAYUTEIBHO
MOBBICUTDH IIAHCHl Ha BBI3NOpOBIeHUEe. HemocTarouHblil yder
MPUBOIUT K HETOYHOCTU B CTAaTUCTUKE, YTO MCKaXkaeT KapTUHY
3a00J1eBaEMOCTU U MPENITCTBYeT 2(P(HEKTUBHOMY pacrpeaesie-
HUIO PECYpCOB. YUUTBIBasl, YTO paHHEE BMEIIATEIbCTBO — BaXK-
HBII (haKTOp B CHWDKEHUU CMEPTHOCTU UM YJIYYIIIEHUN TTPOTHO-
30B, pa3padboTka 3(PPeKTUBHON CUCTEMbI yuyeTa U TMOBBIIIEHUS
kauectBa nuarHoctuku 3HO cpenu aeTeit nMeeT BaxKHOE 3Have-
HUE [IJIs1 BCel CUCTEMBI 3APpaBOOXpaHEHUsT Y30eKuCTaHa.
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Pasnen Il

COBPEMEHHBIE NOAX0Abl B AUATHOCTUHE OHROJIOTUYECKUX
W TEMATONIOTMYMECKUX 3ABOJIEBAHHN Y AETEM,
NOAPOCTROB W MONOAbLIX B3POGJIbIX

CnoxHocmu guddepeHyuanbHoil
AUarHocmuKu npu numdaaeHonamuu

y Aemeii, BO3MOKHOCMU BUsyanusauuu
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. Aamazoea» Munzdpasa Poccuu, Cankm-Ilemepbype

AxkTyanbHOoCcThb. [IpobnemMa qumMdbaneHonaTuii y AeTeil sIBisi-
€TCs aKTyaJbHOU U CJ0XHOU KaK JIJISl PEHTIT€HOJIOTOB, TaK U IS
Bpauell KIIMHNYECKNX CTICIINAIbHOCTE!. YBeInmueHue TuMdaTi-
yecKux y3710B (JIY) mo60ii Tprpoasl B OMHON MIIM HECKOJIbKIX
aHATOMUYECKHX 30HAaX OTHOCHUTCSA K UMCIy HauboJjee JacThIX
CUMIITOMOB IIPY MHOTHUX 3a00JIeBaHUSIX U TPeOyeT MPOBEACHMSI
TIIATEJbHOTO AUAarHOCTUYECKOTO MOMCKA €ro MPUYMHBI.

IHemm m 3agaul — OIICHUTH OIIpelIeICHHBIC MATTEPHBI, Xa-
pakTepHbIe I TUMdaneHONaTUH, BBISBICHHBIC C ITOMOIIBIO
Pa3IMYHBIX METOIOB JYYeBOI AUAarHOCTUKU. OLEHUTD IIPEeUMy-
1LIECTBO OMNpPENeJEeHHOIo METOAa JIyueBOil JMarHOCTUKU B AU(D-
depeHIMaTbHON TUarHOCTUKE STUOJOTUY JTUM(MaIeHOTIaTHH.

Marepuajsl 4 MeToAbl. bela MpoBeaecHa peTPOCIIEKTUBHAS
OlleHKa wWccaemoBaHuii (koMmmbioTepHass ToMorpadus (KT),
MarHUTHO-pe3oHaHCcHas1 ToMorpacdust (MPT) u mo3utpoHHO-
SMUCCHOHHAs ToMorpadus, COBMEIlEHHas] ¢ PEHTIeHOBCKOM
KT (IT9T/KT)) naunreHToB B Bo3pacte oT 12 MecsiieB 1o 17 et
06oux nmosoB (n = 30) ¢ BbISIBJIEHHBIMU yBeJIMYeHHbIMU JIY, He-
3aBHCHMMO OT OCHOBHOTO 3a0ojeBaHus. OleHKa IMPOBOIUIIACH
HE3aBUCHMO TpeMsI BpadaMU-PEHTICHOJIOTAMU C pPa3IUIHBIM
craxkeM paoothl (1 rom, 4 rona, 10 ser). C mMOMOIIBIO KaXkIOroO
MeToaa Bu3yanu3saiuu JIY oleHuBaauch o CAeAyOLIIUM KpUTe-
pusiM: pazmep, popMma, CTpYKTypa v CUTHAJIbHbBIE XapaKTePUCTH -
K o MPT, KOHTYpbI, KOJTMUECTBO, PACHOJOXEHMUE.

Pesynbratel. He ObUIO BBISIBIEHO MNPEMMYILECTB OIpe-
JIEJCHHOTO MeToAa Jy4eBOW IMarHOCTUKM B IudbepeHI-
aJlbHOM NIMAarHOCTUKE 3TUOJOTMM JUMdaneHONnaTUM BBUILY
WX BBICOKOM YYBCTBUTEIIBHOCTA M HU3KOW CITCHU(PUIHOCTH.
¥ 5 (16,6 %) nauueHToB ¢ HeyBeaudyeHHbIMU JIY (MeHee 1,0 cm
10 KOPOTKOM OCH) Y HEM3MEHEHHOM CTPYKTYPOl TIpy OHMOIICUH
ObUT MOATBEPXKIEH OITyXOJIEBBIN TeHe3 numdaneHomnatuu. Y 10
(33,3 %) GosbHBIX NpH BhIsABAEHUU JIY ¢ HEPOBHBIMU «JTy4H-
CTBIMM» KOHTYpaMu MpU MOpGhOI0rnYecKoil BepudUuKaluu He
ObLIO BBISIBJIEHO JAaHHBIX 32 HEOIIACTUYECKUI TIpoLiecc. Takke
vy 9 (30,0 %) nauueHTOB ¢ yBequueHreM Koaudectsa JIY ompe-
JIEJIEHHO! TPYMIIBI U X pa3mepoB (10 3,0 cM 1o KOPOTKOIt ocH)
py OMOIICHH JAaHHBIX 32 OITYXOJICBBIN IIPOIIECC HE OIpeaeIsi-
Joch. TakuM oOpa3oM, OMpeneauTb OINPEAeJICHHbBIN IMaTTepH,

~ 21

TO3BOJISTIONINI CYIUTh O METacTaTUIeCKOM IopaxkeHuu J1Y, He
MPEACTABIISIETCS BO3MOXKXHBIM.

BoBoapl. [IpobGinema auddepeHIMaNbHON AUATHOCTH-
Ky JiuMbaneHoaTuu y JeTeil SIBJsSeTCs aKTyaJIbHOW U CIIOX-
HOI Kak IIJIT peHTTEHOJIOTOB, TaK M IS Bpauell KIMHUYECKUX
crieniMaibHOCTel (TIeIMaTpoB, OTOJIAPWHTOJIOIOB, OHKOJIOTOB
u 1p.). B OGompmmHCTBe ciiydaeB JTuMGAICHOIIATHSI Y IeTei
UMeeT T0OpOKauYeCTBEHHOE TeYeHUE U 00YCIOBIEHA pa3BUTUEM
JIOKAJTbHBIX WJIM CUCTEMHBIX MHMEKIIMOHHBIX IPOIeccoB. Tem
HEe MEHee, YUUTbIBas CXOIHBIM XapakTep KIMHUYECKUX IPO-
SIBICHUI OITYXOJICBBIX M HEOITYXOJIEBBIX IIPOIIECCOB, TpeOyeTcs
00s13aTesIbHOE MpoBeaeHue AuddepeHIIMaTIbHON TMarHOCTUKY
IJISI CBOEBPEMEHHOTO BBISIBJICHMSI MAllMEHTOB, MMEIOIINX BHI-
COKHMI PUCK HAJIMYMS OMYXOJH, TaK KaK OT 3TOTO 3aBHUCHUT HE
TOJIBKO 3(D(hEKTUBHOCTD JICUEHUSI, HO W TIPOTHO3 JIJIST KU3HU
6onbHOTO. JINMdageHoaTns y 1eTeil BCTpeyaeTcsl J0CTaTOYHO
4acTo, 0COOEHHO Ha YPOBHE BXOAHBIX BOPOT UH(eKIMU. OLeH-
Ka BBISIBICHHOTO 3a00JIeBaHUS JOJIKHA CTPOMUTHCS Ha COBOKYII-
HOCTU OTNPEICICHHBIX 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 3a00JIeBa€MOCTH OITyXOJIei
TedeHun y nereid, coctasiisst oT 20 1o 33 % ciydaeB, M XapakTe-
pu3yeTcsl KpaitHe HeOJarompUsITHBIM ITPOTHO30M. [TSTHIeTHSIS
BBIKMBAaeMOCTh cocTaBiisieT MeHee 20 %. Xupyprudeckoe Jieye-
HUE SIBJISICTCS OCHOBHBIM METOIOM KYPaTUBHOI Teparim.

Iemn u 3amauym — U3YYUTh KIMHUYECKME XapaKTEPUCTUKU
1 pe3ysTaThl Tepanuu marueHToB ¢ 'K, momyyaBmx neueHme
U KOHCYJbTaTUBHYIO momolib B ycaousx HMULL ATOU um.
JImutpus Porauesa.

MarepuaJjisl 1 MeTOabl. [IpoBeeH peTPOCIIeKTUBHBINM aHAIN3
nalueHToB ¢ BepuduumpoBaHHbiM nuarHo3oM I'LIK. B uccre-
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JloBaHUe BKJIOYeHb! 34 maunueHTa 3a repuon ¢ 2012 mo 2022 .
C U3BECTHBIMU KJIMHUYECKUMU JaHHBIMU. AHAJIU3 BbIKMBAEMO-
ctu nposeaeH Ha 01.09.2023.

Pe3ynsraTbl. CoOTHOIIIEHUE MaTbYMKU: 1eBOUKY — 1,1:1. Me-
JIaHa Bo3pacTa Ha MOMEHT MOCTaHOBKU nuarHo3a — 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 dudponamemispHas LK. ¥V 1 (3 %) namu-
€HTa — TremnaTole/UTIoNIIpHAs HeorUla3usl 0e3 TOMOJHUTEIBHOTO
yrouHeHus. 'K Ha ¢oHe mpeapacnoyiaralolinX COCTOSTHUIA
pasBuiachy 9 (26,4 %) nmauueHToB: 6 cirydaeB Ha (hOHE BUPYCHO-
roremnarura B, mo 1 HaGt0AeHUIO MPUIILIIOCH HA TEPBUYHBINA UM~
MyHoaebUIUT (AeDULUT afeHO3UHAMUHA3BI), HACJEICTBEHHYIO
TUPO3MHEMUIO M KapINaTbHbIN IMPpo3. Y 14 neTeil KITmHuIecKue
CHMIITOMBI TTPOSIBJISLTACH B BUJE OOJIel B KUBOTE, Y 6 — B BUIE
Jmxopanku, y 4 'K Oblna fMarHocTMpoBaHa 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
(pa3opoc — 1,15—2 000 000 ME/mn). Mennana o6beMa OITyXO-
JI1 B BBIOOpKE U3 24 ciydaeB cocraBmia 297,8 cm® (pa3bpoc —
11,2—1401 cm?®). Craguu no PRETEXT Gbutn pacrpeneiieHbl
caenyomnum obpaszom (n = 30): 1 — 2 (7 %), 11 — 11 (36 %),
11 — 8 (27 %), IV — 9 (30 %). [1pu olieHKe METaCTaTUYECKOTO
pacrpoctpaneHusy 7 (20,6 %) 6G0JIbHbBIX BBISIBIEHBI OTIAJIEHHBIE
MeTacTtasbl. M3 34 maluMeHTOB MePBUYHYIO PE3eKLIUI0 6e3 mpe-
mecTByloleir ouornicuu nposenu y S5 (14,7 %) neteit, mepBud-
HYIO pe3eKILIMIO C MpeAllecTByolei ouoncueit —y 12 (35,3 %).
Y 14 (41,2 %) GONbHBIX HAaYaJIbHBIM B3TAarlOM Tepanuu ObLIa
MepBUYHAS OUOICUS C MOCJIEAYIOIIUM MPOBENCHUEM XUMUO-
teparuu (XT). Tpu (8,8 %) manumeHTa He MOJIydaIH JICUCHHUS.
B 1-ii nunuu tepanuu 10 (29,4 %) neteit 6pUTH TPOOTIEPUPOBA-
HbI 0€3 IpoBeaeHUs cucTeMHOM Tepanuu, 7 (20,6 %) noaydnin
komouHauuio ITXT ¢ onepauueii, a 5 (14,7 %) — I1XT B coue-
TaHWUU C Orepalueil U Tepanueil copacdennoom. dpyrue Bapu-
aHTBI JICYCHUS TPUMEHsUTUCE Y 9 (26,5 %) manmeHToB. O0BEM
XUPYPTUUYECKOTO BMEIIATEILCTBA BKIIIOUAT PE3CKIIUIO TEeYeHU
y 15 (44,1 %) GonbHbBIX, TpaHCILIaHTaL MO ieueHu y 7 (20,6 %),
B TO BpeMs Kak 12 (35,3 %) maLueHTOB He IMOIyYUIUd XUPYpP-
ruyeckoe jedyeHue. Ha MOMeHT mpoBeneHust aHayIn3a XUuBbl 14
(41,2 %) 6ombHbIX, 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 siBnsIeTCS peakoii onmyxoJiblo TeYeHU y JeTei,
pasBUBaIONIelics de novo y OONBITMHCTBA MALIMCHTOB. 3HAUM-
TEJIbHBIN YIETbHBIN BeC MPUXOOUTCS Ha (hHOpOIaMEIUIIPHYIO
'K (38,2 %). PagukanbHOe XUpypruyeckoe BMELIATEIbCTBO,
BKJTIOUAs PE3EKINIO M TPAHCIUIAHTAIIMIO TICUCHU, OCTACTCSI KITIO-
YeBBIM KOMITOHEHTOM KYPaTUBHOI Tepanuy IIpu JaHHOM 3a00-
JIeBaHMU. Pe3yiabraThl BBDKMBAEMOCTH, ITOJYICHHBIC B pamMKax
MTAHHOTO MCCJICIOBAaHUSI, COTIOCTABUMBI C TTIOKA3aTeISIMU, TIPE.I-
CTaBJICHHBIMM B MEKIYHAPOIHBIX MCCIICIOBAHMSIX.

PA3AEN III

Cunppom Neiimya-Erepca:

cepus KNUHUYECRUX cnyyaes

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

IQIBYH «Hncmumym moaekyasaphoil 6uosoeuu umeHu
B.A. Dneenveapoma Poccuiickoii akademuu nayx», Mockea;
2Poccuiickas demckas kaunuueckas 6oavhuya — guauar @IrAOY BO
«Poccuiickuii HayuoHanvrblil uccredo8amenbCKuil MeOUYUHCKULL
yrueepcumem um. H.U. [Tupoeoea» Mumnsdpasa Poccuu, Mockea;
THUHU JI0ul um. akad. PAMH JI.A. lypnosa OI'BY « HMHUI] onxonoeuu
um. H H. broxuna» Munsdpasa Poccuu, Mockea

AkryamsHocTh. Cunnpom Ileiitiia—Erepca (CITE) — ayto-
COMHO-IOMUHAHTHOE 3a0oJyieBaHWE, OTHOCAIIeecs K TpyIIie
peAKUX HACJAEACTBEHHBIX CUHIPOMOB, MIPU KOTOPHIX B MPOCBE-
Te XenaynouHo-kuieyHoro tpakra (ZKKT) Bo3HUKalOT MHOXe-
CTBEHHBIC TTOJIUIIBI, TAKXKE OTMEUAeTCs XapaKTepHasi MUTMEH-
Talusl CAU3UCTBIX 000J04eK U KOXU. CylIecTBYeT BBICOKUIA
puck pasButus paka KKT u paka monouHoii xkene3nl (PM2K),
a TakXe HeOoIUTa3uil Apyrux jokKaausaluid. BonbIIMHCTBO Ma-
ILIUEHTOB, COOTBETCTBYIOIIUX KJIWMHUYECKAM TUATHOCTUYECKUM
KpUTEpUSIM, UMEIOT MyTaluio reHa STK/1. BoisiBieHue moJe-
KyJISIpHO-TeHEeTUYeCKUX MapkepoB y namueHToB ¢ CITE urpaet
CYILIECTBEHHYIO POJIb B TPOMUIAKTUKE Pa3BUTHS 3JI0KAYECTBEH-
HBIX OITyXOJIEH.

enu u 3aaa4M — MPOBECTU MOUCK MATOrEHHBIX T€HETUYE-
CKHX BapUAHTOB B TPYIINE NETel U MOAPOCTKOB C KIMHUYECKU-
mu niposiBienusimu CITE.

Marepuajsl U MeToabl. B uccienoBaHue Bouuium 7 netei
¢ kimuHnaeckumu npossieHusmu CITE: 3 neBouku 1 4 majabunka
(2 pebeHKa — MOHO3UTOTHBIE OJIM3HEIIBI) B Bo3pacTe oT 4 1o 18
JieT. [Tornck repMUHAaIbHBIX MyTaUUi OPOBOIMIIU ITyTEM CEKBE-
HUpoBaHUs HoBoro nokojieHus (Next-Generation Sequencing,
NGS) (NextSeq, Illumina) manenu 132 reHOB, acCOIIMMPOBAH-
HBIX C HACJIEACTBEHHBIMHM OIIYXOJIEBBIMU cHUHApoMamu. Kc-
TOJIB30BAIM METOJ IPSIMOTO CeKBeHUpOoBaHUS 110 CaHTepy IS
Bepudukanmn pe3yasratoB NGS.

Pesyabratel. IlaTorenHnsle BapuaHThl reHa STKII B rete-
PO3UTOTHOM COCTOSIHMU BBISIBIEHBI Y Beex namueHToB ¢ CIIE.
VYV 2 maumMeHTOK ¢ MHOXKECTBEHHBIMHU TMoJuIamMu xeayaka (11
u 18 ner) Haiigensl mytauuu c.157dup (p.Asp53GlyfsTer110)
u ¢.354C>G (p.Tyr118Ter). Y O0parbeB-0113HEeLIOB (4 TOfa) BbI-
sBieHa myTtauus reHa STK11 ¢.909C>G (p.Ille303Met), mpuBo-
JSIIIast K 3aMeHe M30JIeilHa Ha METUOHUH, B MEXKIyHAPOIHBIX
0a3ax OHa OIMCaHa KaK BapUaHT HEOIIPEAEICHHOIO 3HAYCHMSI.
YV 0601x 0J1M3HE1I0B OOHAPYKEHBI ITOJUIIBI B XKETYAKE, €CTh ITUT-
MEHTHBIE TISITHA Ha KpacHOM KaiiMe M cIM3ucToi ryo. Marepu
MaJIbYMKOB ObUIM IIPOBEICHBI OIlepallMy 10 MOBOJAY MHBaruHa-
LIMU KUIIeYHUKa (yIaJleHue omyXoJy TOHKOM KUIIKK) B BO3pa-
cte 2 1 3 IeT, MOIUIIAKTOMUS 12-1IepCTHOM U TOHKOM KUIIKU B 15
JeT. MetonoM cekBeHUpoBaHUs o CaHTepy y MaTepu oOHapy-
JKeHa 3Ta ke myTalus reHa STK11, 94To moATBepKAaeT acCOIU-
alyio ¢ 3aboneBaHueM. Y mauueHTa 8 jieT (IOJUMbI B KeJlyIKe,
MeJIaHOIIMTapHbIC TATHA Ha I'ydax U CAMU3UCTON IOJIOCTH PTa)
BbIsiBiIeHa MyTalust reHa STK11¢.960dupG (p.Pro321Ala fs*39).
Martepu mauueHTa B 10 et noctabneH auarHo3 CITE (rmoaumno3s
TOHKOTO KMIIIEYHMKA, XKEJYAKa, TUTMEHTAIs], ITOJTUII3KTOMMUSI
B 10 1 20 1eT), y cecTpbl TaKxKe OTMEUal0TCs MeJIaHOLIMTapHbIe
MSTHA Ha Iydax M CIM3UCTON IOJOCTHU pTa. Y Majbuvka 9 jer
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¢ TIONIMIIaMU 3KeJy[Ka, aHeMueld M MUTMEHTalMeil (HUXKHUE
BEKM, KpacHas KalimMa Ty0) BbIsiBieHa Mytaius reHa STKII
¢.633delG (p.Thr212Pro fs*75). Ele y oqHOM MalMEHTKA § JIeT
OOHapYXKEHBI TTOJIMIIBI KeJyaKa ¥ 12-TIepCTHOM KWIIKUW, TaK-
K€ MMEIOTCSl TTMTMEHTHBIE MSATHA B 00JaCTM KPAacHOM KaiiMbl
HUXHeil ryobl. BeisieneHa myrtaumsi reHa STKI11 c.543C>G,
p.Asnl81Lys, nmpuBoasias K 3aMeHe acriaparuHa Ha JIU31H.

BbiBoabl. Y Bcex MalMeHTOB HAMU BBISBICHBI KITMHUYECKU
3HaYMMble TepMUHAJIbHbIE BapuaHThl reHa STK11, accouuupo-
BaHHbIe ¢ CITE. B2 (29 %) u3 7 ciyyaeB maliMeHThl UMEJTU OTSITO-
ILIEHHBIN ceMeiHbI aHaMHe3, U MyTallys OblLla YHacjeaoBaHa
OT POIUTENIC, YTO MOAYEPKUBAET BaKHOCTb MEIUKO-TeHETH-
YECKOTO KOHCYJIBTUPOBaHUS B ceMbe. [10 TaHHBIM JTUTEpaTyphl,
y MalMeHTOB ¢ KinHnYeckumu nposieieHussmu CITE myranuum
reda STK11 soisiBistior B 80 % ciiydaeB. [1oaTomMy 0cOOYIO Baxk-
HOCTb TaKXXe MMEET MOMCK HOBBIX MapKepoB M BepuUKAIIHS
KJIMHUYECKOM 3HAUMMOCTH MYTAIIMi TSI paHHEH TUarHOCTUKU
3a001eBaHMSI ¥ BBIOOpA TAKTUKY JICUEHUST HOBOOOPa30BaHUIA.

Mokasamenu 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. OTKIOHEHUs IToKaszaTesieil Koarysio-
rpaMMbl U IIOOATBHBIX TECTOB reMocTa3a, BKJouyas TpoMOO-
anactorpaduio, TPOMOOAMHAMUKY, MOTYT CIIOCOOCTBOBAThH

pacrno3HaBaHuIo rurnepkoaryasuuu npu UII.

enu u 3a5a4n — MpoOaHATM3UPOBATH TAOOPATOPHbBIE MOKA3a-
TeJIM CTaHJAPTHOM KOoaryJorpaMMbl U TJT00aTbHBIX TECTOB FeMO-
crazay aeteit ¢ MII.

Marepuansl m Metoabl. [IpenctaBieH pPeTPOCHEKTUBHBIN
aHAIM3 KIMHUIEeCKNX JaHHBIX 32 maumeHToB ¢ MII, KoTophie
Haxoauynch Ha rocnutaym3auny B HMULL ITOU um. Imut-
pus PoraueBa (MockBa, Poccus) ¢ suBaps 2012 1. mo uIOHB
2024 r. [Toka3zarenau onpenessIICh 10 Hadajla aHTHarperaHTHOM
¥ [IUTOPEIYKTUBHOI Teparu.

PesyabraTel. B nccnenmoBanue Bouuiu 32 maumeHta ¢ MII,
pacrmpeeieHde Mo Moy MaJIbUMKU:IeBOUKM cocTaBuio 21:11,
BO3pacTHOI auara3oH 8 mecsueB — 17,5 roga, cpeaHUil BO3-
pact — 11,5 roga. Jleiikouuro3 Gosee 9 X 10°/1 GbLT OTMEUYEH
y 17 (53 %) naumumeHTtoB, 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/). 1o Havaia
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 60U JAK2-HeraTuBHBIMKM. Hu
Y OTHOTO OOJILHOTO He ObLIO 3a(UKCUPOBAHO TPOMOOTHUECKIX
OCJIOXKHEHMI HU [0, HY TTOCJIe TTIOCTAHOBKM AvarHo3a. MeauaHa
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OCHOBHBIX TaPaMETPOB CBEPTHIBAIOIIECH CUCTEMBbI ObLiIa B Ipee-
J1ax pedepecHBbIX 3HaUYCHUI 1 COocTaBMIa sl (DMOpUHOTeHA 110
Kiaycey — 2,03 r/n, nporpoMm6una no Ksuky — 78 %, MHO —
1,1, mporpoMOUHOBOE BpeMs — 13,25 ¢, akTMBUpOBaHHOE 4Ya-
CTUYHOE TpOMOOILIACTUHOBOE BpeMsi — 35,9 ¢, TpoMOUHOBOE
BpeMst — 23 ¢, antutpomoun 111 — 104,5 %. MennaHa KOHLEH-
Tpauuu D-aumepa — 81 Hr/MJj, y Bcex MalMEHTOB B Ipeaeiax
pedepeHCHBIX 3HAUeHMI. MHUIIMAIbHBIE TaHHBIE TPOMOO3Ia-
crorpaduu 10 Hayaua Tepanuu ObLIM AOCTYITHBI Y 18 OOMBHBIX.
IMokazaream He OTKJIOHSIACh OT pedepeHCHBIX 3HAYCHUI IO
rokaszaresisiM: R (BpeMst peakiinu) — MeauaHa 16,5 MUH, KUHe-
THKa — MeIraHa 5,5 MUH, yrojl — MeauaHa 35,4. MakcuMasbHast
aMILIMTY/1a Obla MOBBILIEHA Y 6 MAlMEeHTOB, MeAuaHa Cpeau
BceXx O0bHBIX cocTaBuia 58,5 mM. [Toka3aTenn TpoMOOIMHAMM -
KU 0 Havaja Tepanuu ObLIU JOCTYMHbI y 23 nauueHToB. [ToBbI-
IIeHNE 3aIePKKN POCTa CTyCTKa 3apMKCHpoBaHO ¥ 1 GOJIBHOTO,
MeJraHa Cpely Bcex MalMeHToB cocTaBuia 1,2 MuH. Havyanb-
Hasi CKOPOCTb pocTa CrycTka nosbiiteHa y 13 (56,5 %) 601bHBIX,
a MeIMaHa Cpeliy Bcex MalMeHTOB Oblia yBeJnYeHa U CoOCTaBuIa
59,3 MKkM/MuUH, pedepeHc — 38—56 MKM/MUH, CTalOHApHAsI
CKOPOCTb Oblj1a TakKe moBbiiieHa y 10 (43,4 %) maimeHToB, Kak
1 MeIraHa cpeau BceX OOJIbHBIX — 29,8 MKM/MMH, pedepeHC —
20—20 MxM/MUH, pa3mep cryctka yepe3 30 MWH MOBBILIEH
y 11 (47,8 %) nauueHToB, MearaHa coctaBuia 1195 — B npene-
Jlax peepeHCHbIX 3HaUeHU i, TIJIOTHOCTh CTyCTKa Oblia B HOpME
y Bcex 00JIbHBIX, MenuaHa coctaBuia 18 168 (15 000—32 000) VE.

BoiBoapl. Y B3pocibix mauveHToB ¢ WMIT moBblllieH puCK
TpoM003a, OMHAKO B HaIlleM MCCICIOBAaHUM Cpeau NETel He
ObUT0 3a(hMKCUPOBAHO TPOMOOTUUYECKUX OCIOXHEHUN, YTO Be-
POSITHO CBSI3aHO C KOPOTKMUM MEPHUOIOM HAOJIIONEHUSI U OTPAHU-
YEeHHOCTBIO Bo3pacTHoOro auvarnasoHa (mo 18 jet). IMokazatenu
CTaHIAPTHBIX TECTOB KOAaryJorpaMMbl U TpoMOo3nacTorpaduu
y nereit ¢ UIT He umenu oTkiaoHeHuit. OnHAKO MeauaHbl ToKa-
3aTeNieil TpoMOOIMHAMUKY (HavyaJdbHasl M CTallMOHapHasl CKO-
pPOCTh pOCTa CTYCTKa) OBUIM TOBBIIICHBI, YTO ITOTCHIIMAIBEHO
yKa3bIBaeT Ha TUIIEPKOATYJISIINIO.

JNeiiko3 U3 MyYHbIX KNeMOK Y 4-NemHero
peGeHka ¢ cemMeilHbiM aHAMHE30M KOMHOro
Macmouumo3a

9.I'. BoiiueHKO
CI16 I'BY3 «/lemckuil 20po0CK0tl MHO2ONPOPUAbHBLI KAUHUYECKULL
CReuUanu3uUpOBAHHbLI YEHMD GbICOKUX MEOUYUHCKUX MEXHOA0UL,
Cankm-Ilemepbype

AkTtyanpHOCTh. KOXHBII MAaCTOLIUTO3 SIBJISIETCST CAMOI 4acTOM
dopMoli MacTolTO3a Y AeTeil (MHMDUIBTPAIUs TYYHBIMU KIIET-
KaMu OorpaHMYeHa TOJIbKO BOBJIEYEHUEM KOXU). B momasisio-
1eM OOJIBLIMHCTBE CJIy4aeB KOXKHBIE IMOBPEXKACHMS CIIOHTAHHO
pEerpeccupyoT K Mepuoy MOJIOBOTo co3peBaHus. TeM He MeHee
y HEeOOJIBIIOrO YUC/Ia MAallMeHTOB MACTOLIMTO3 HE SIBJISIETCS Ca-
MOOTPaHUYMBAIOITUMCST 3a00JIeBaHUEM, TIEPCUCTUPYET 10 Mepe
B3POCJICHMSI M1 MOXKET IEeMOHCTPUPOBATh MPU3HAKK CHUCTEMHOTO
BOBJIEYCHUST, KOTOPOE XapaKTEePU3yeTCsT aKKyMYJIMPOBAaHUEM Ty4-
HBIX KJIETOK B KocTHOM Mo3re (KM), JIV, nmeyeHu u ceneseHke.

He.]'[ld " 321a4Y4 — TIOBBICUTDH I/IHq)OpMI/IpOBaHHOCTb JETCKHUX
OHKOI'€MAaTOJIOIoB O BO3MOXXHBLIX BapuMaHTaX TCYCHUA KOXKHO-
ro MaCTolUMTO3a y ,ELCTCI;'I, COBPECMCHHLIX MCTOAAX NUAarHOCTUKH
" JE€YCHUA arp€CCMBHOI'O MaCTOLIUTO3A.
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Ma’repuaﬂm N METO/Ibl. O630p JIUTECPATYpPbl U OITMCAHUEC KIIN-
HHNYECKOro cirydas.

Pesynbratel. [IpencraBieH peakuii ciaydail Jieiikoza u3 Tyd-
HBIX KJIETOK, KOTOPbIi1 pa3BUIICS Y 4-JIeTHEI IeBOUYKH, C pAHHETO
BO3pacTa MMeBIIeH MPU3HAKKW KOXHOIO MacToluTosa. JIeikos
U3 TYYHBIX KJIETOK MPEACTaB/sIeT COO0M penKylo U Upe3BblYaiiHO
arpeccuBHYI0 (hOpMY CHCTEMHOTIO MAaCTOILIMTO3a M COCTAaBJISICT
MeHee 1 % B ero cTpykrype. MacToluTo3 — 3TO TeTepOreHHast
rpyIina pacCTPOMCTB LMPOKOIO AUarna3oHa OT U30JUPOBAHHOTO
nopaxKeHusl KOXHU 0 KpailHe arpeCCMBHOTIO CMCTEMHOTO IMPO-
1ecca, Takoro Kak JIeMK03 M3 TYYHbIX KJIETOK. MacToLUuTOo3 MO-
JKeT BO3HMKATh B BO3PACTE OT POXIACHMUS IO CTApOCTU. Y NETel,
Kak TpaBUJIO, MAacCTOLIMTO3 SIBJISIETCS NJOOPOKAYECTBEHHBIM 3a-
0oJieBaHHEM C BBICOKOM BEPOSITHOCTBIO CITIOHTAHHOM perpeccuu
B MEPHOJIE TTOJOBOIO CO3PEBAHUS B OTJIMUYME OT B3POCJIbIX, Y KO-
TOPBIX 3Ta 00JIe3Hb YACTO HOCUT CUCTEMHBI U 00Jiee TSKebIi
xapakrtep. [1allueHTbl ¢ CUCTEMHBIM MaCTOLIMTO30M UMEIOT Bbl-
COKMI1 pUCK TpaHC(hOPMAIIMHU B 3JI0KAYECTBEHHEIC 3a00JIeBaHMS
remMorioa3a. JluarHos Jieiikosa U3 TYYHBIX KJIETOK TpeOyeT coue-
TaHUS KPUTEPUEB CUCTEMHOTO MAaCTOLIMTO3a ¢ MH(MMIBTpaIiei
KM 1 BHEKOXHBIX CAMTOB aTUMMUYHBIMUA TYYHBIMU KJIETKAMM.
3a mociemHee mecITUICTHE HAIlle IMOHWMAaHME MAaCTOLIMTO3a
CYIIIECTBEHHO YIYYIIWJIOCh B PE3yJbTaTe YCTAaHOBJIEHMSI BaxK-
HOM poiiu coMaTuueckoil Mytaluu reHa c-KIT, kotopasi urpaet
pelIaiylo Pojb B MaTOT€He3¢ MacTOLUTO3a, U abeppaHTHOTO
UMMYHOMEHOTHUIIA aTUIINYHBIX TYYHBIX KJIeToK. JJisd jJedeHus
Jiefiko3a 13 TYYHBIX KJIETOK Yy JAeTel He CYLIEeCTBYET CTaHAapT-
HBIX pekoMeHaauuii. [IpenctaBieHbsl HEKOTOPbIE TeparneBTUYE-
CKUe OILIMH.

BoiBoapl. HeCMOTpﬂ Ha p€AKOCTb CUCTEMHOI'O MaCTOLMTO3a
B JIE€TCKOM BO3pacTe, I€THU C MAaCTOLIMTO30M HYKIAIOTCS B THIA-
TECJIbHO CIVIAaHUPOBAHHOM HaOII0JEHNH.

PeaKuil KnuHuyecKuii cnyyaii buasxoi
3N10Ka4YecmBEeHHOU Me3eHXUuManbHoli
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 0Koio
4 % caydaeB 3HO pmerckoro Bo3pacta. BoJblIMHCTBO 3a00/1€B-
mux — netu B Bo3pacte 10 10 net. [Tocne 15—20 neT naHHbBI BUL,
OITyXOJIM BCTpedaeTcst KpaitHe penko. budasHoe crpoenne omy-
XOJIM TOJpa3yMeBaeT COYeTaHUEe ABYX TKAHEBBIX KOMIIOHEHTOB
wiu 6oJiee, pa3HbIX 10 MOPGHOJOTMU U UMMYHO(MEHOTHUITY.

Iean u 3amaum — MokKas3aThb peNKUil KIMHWYECKUI clydaii
O6unbazHOl 37I0KAYeCTBEHHOW ME3eHXMMAaJbHON OIMyXojau Ma-
TOYHOW TPYOBI Y IEBOUYKU 15 JeT.

Marepuaisi u MeToabl. [IpoBeieH peTpOoCTIEeKTUBHBII aHAIN3
aHaAMHECTUYECKUX CBEACHUI, TeueHus 3abosieBaHUs, Jlabopa-
TOPHBIX JaHHBIX MauueHTKU 2008 L.p., KoTopast Mpoxoaua 00-
clieIoBaHME U JIeUdeHHE B Miojie — Aekadpe 2023 . B oTmeseHUA

PA3AEN III

xupyprun I'bY3 «JleTckas KpaeBas KJIMHUYECKass OOJbHULIA»
Mun3znpasa KpacHogapckoro kpas (JIKKB).

Pesyawratsl. B konye urons 2023 2. desouka ommemuna ycanodwi
Ha boau 6HU3Y Jcusoma, Komopbvie 8 meyerue 7— 10 oueil ycuauea-
auce. Ilo mecmy scumenbcmea nposedeHo YabmpaszgyKoeoe uccie-
dosanue (Y3H) opearos manoeo masa (OMT), ede evisi6aeno obpa-
308aHUe 8 NPOCKYUU NPAB020 AUMHUKA pasmepamu 77 X 56 X 76 mm.
03.07.2023 sxcmpenno npoonepuposana (1anapockKonus) 8 2UHeKo-
noeuveckom omoenenuu JIKKD. B marom masy npasvie npudamiu
8 8Ude NOONAsAHHO20 K nepeoHeil OPIOWHOL cmeHKe KOHeA0Mepama
pasmepom 80 X 80 mm (ungurbmpuposanHas MamouHas mpy-
0a, AUMHUK, NemAU KUuleyHUuKa, 004buioll calrvHuk). buoncus —
He3zpenas mepamoma, G3. B danvueliuiem 6 ycaosusx xupypeue-
cK020 omoenenus nposedeno obcnaedosanue 6 obseme KT u Y3H
opearog oprownoil norocmu (OBIl) u OMT — obpazosanue 6 ma-
A0M Ma3zy, NPeoOnoa0NCUMENbHO U3 NPABoeo AuYHUKAa. B pezysvma-
me KOHCUAUYMA Obl10 peuleHO Nposecmu NOBMOPHYH) ONEPayuro
(18.07.2023): aanapomomus, yoanreHue npasvix Npuoamrkos mam-
KU, OUONCUs 1e6020 AUMHUKA, OPIOWUNDL, Pe3eKyUsl O0AbIO00 CANb-
HuKa. Beinoanena pegusus OpOWHOU NOAOCMU U MAA020 MA3a: 006-
eMHOoe 00paz08aHue KUCMo3HO-COAUOHOU CIMPYKMYPbl, pa3mepamu
50 x50 x 35 mm, HaxoO0suweecs 8 OucmanbHoM omaoene npagoil Ma-
mounot mpyoul, npaswlil suMHUK He usmener. Obpazoganue npasoil
mamouHoti mpyoul ydaneno. Pezyrsmamor namoeucmonoeuueckozo
uccaedosanus: 00pazosanue npasoil Mamo4Hol mpyosl — ¢ y4emom
nepeuyHOll OUONCUU 2UCMOA02UHECKAs. KAPMUHA U UMMYHOpEeHO-
mun coomeemcmayom Hespenoli mepamome, G3. buoncuiinvie ma-
mepuanvt HanpasaeHs! 6 pegpeperc-uenmp PI'BY «HMHUI] JITOH
um. JImumpus Poeauesa» Munszdpasa Poccuu. Ilocaeonepayuon-
Hblll nepuod npomexan 6e3 ocroxchenui. Ilposedena noemophas
KT ¢ konmpacmuposanuem opeanos epyonoi kaemxu (OIK), OBIT
u OMT (18.08.2023): 6 marom ma3y npUsHaKu MHO20Y3108blX KU-
CMO3HO-COAUOHBIX 00pa308anuii, aumgpadenonamus 6pIOWHOL NO-
saocmu u manoeo masza. Kouwcuauymom (18.08.2024) npunsmo pe-
wenue Hauams nposedenue [IXT 0ns eepmunamuenvix onyxoaei
IKCmMpazoHaoHol aokasuzayuu y demeii (npomoxonr MAKEY 96, no
cxeme PEI). Pe3yabmam namoaucmonocu4eckoeo uccae0o8anust us
pedhepenc-yenmpa: ghpaemenm coruonoi onyxonu oughaznoeo cmpo-
eHUsI — MKAHb CHOPMUPOBAHA SHE30HBIMU U BePemeHOKAeMOYHbIMU
ouaeamu cmpoenusi. [Iposedeno Heckoabko 5Manos UMMmyHOUCMO-
xumuu (HUTX): eepemenoxsemouHvlii KOMROHEHM OSKCHPECCUpy-
em Sall4, CuclinD1, TLEI, ene3onsiit komnonenm — Myogenin,
MuoD1, Desmin. 3axaiwouenue: mopgosoeuueckas KapmuHa Ou-
Gaznoll 310KauecmeeHHOU Me3eHXUMANbHOL ONYX0AlU, COYemaHue
ambpuornanvroti PMC u uedughgpepenyuposanuoii me3eHxumano-
HOIU ONYX0AU ¢ NPUBHAKAMU 2ePMUHAMUBHOU OuhepeHyuposKuU.
B odanvretimem coemecmno ¢ koncysvmayusmu ¢ PI'BY «HMHUI]
HITOH um. Jmumpus Poeauesa» Munszopaséa Poccuu nauyuenmke
nposodsamcs Kypevt IIXT (npomokon MAKEY 96, no cxeme PEI),
na KT OTK, OBIT u OMT ommeuena noaoxcumenvias OUHamuKa.

BoiBoapl. TakuM oOpa3oM, y IMAIlMEHTKW BBISIBJICHa OYEHbBb
penkast OndasHas 37J0KaYeCTBEHHAs OTTYXOJIb MAaTOUHO TPYOHI,
coueTaromiasg amMopuoHanbHyio PMC u HenuddepeHIMpoBaH-
HYIO ME3eHXNMAaIbHYIO OITyXOJIb C TIPU3HAKaMU TepPMUHATABHOMU
mnddepeHINPOBKU.
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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»
Munsdpaea Poccuu, Mockeéa

AxTyampHOCTb. [lo3mHsss BuTamMuH K-3aBrucuMasi koarysio-
naTusl, UCTOPUYECKU MMEHyeMas IO3MHEU reMopparndyeckKou
00JIe3HBIO HOBOPOXICHHOTO, SIBJISICTCS OMHOI M3 Haumbolee
3HAYMMBIX IPUYUH KPOBOTOYMBOCTH Y I€TEi MEPBBIX 6 MECSILIEB
KM3HU. bollee yeM B TMOJI0BMHE clydaeB Y MallEHTOB, CTpaaa-
IOIINX TTO3IHEN (OpMOIi, pa3BUBAIOTCS BHYTpUUEPEITHBIE KPO-
BOMBJIUSHUS, KOTOPBIE MPUBOASIT K WHBaJUAWU3ALMU U JTaXKe
rubenu OoNbHBIX. [0 BHEAPEHUS] MAcCOBOM TPOMPUIAKTUKU
3a0071eBaeMOCTh TTO3IHEN (opMoit cocTaBisiia 4,4—72 ciayyas
Ha 100 000 HOBOpoxmeHHBIX. IlpoduaakTuka mnpemnapaTamu
ButamuHa K, (buromMeHannoH) mo3posiuia COKpaTuTh 3a60se-
BaeMOCTb mo3aHel (popmoit o 0,5—1,9 ciyyas Ha 100 000 Ho-
BOPOXIEHHBIX 1O BceMy Mupy. B Poccun Bce HOBOpOXII€HHBIE
MOJy4YaloT MPoMIaKTUIECKOe BBeeHUE TTperapaTa BUTaMIUHA
K, (MeHanuoH Hatpus GucynbuT) B NiepBble 24 Yaca XU3HM,
OJIHAKO CYIIECTBYIOT COMHEHUS B ero 3(PHeKTUBHOCTH.

Ilenn u 3ama9n — TPOBECTH aHAINU3 3a00J1€BAEMOCTHU TTO3AHE
¢dopmoit ButamuH K-3aBucuUMOIi KoaryiomnaTuu cpeau 340po-
BBIX JICTEI1 ITEPBbIX MECALIEB KU3HU, POAUBIINXCS B PocTOBCKOI
obnactu B 2019—2021 . ¥ MOJYYUBIIUX NMPODUIAKTUIECKOE
BBeJIEHME TpenapaTa ButaMmuHa K..

Martepuajsi u MeToabl. B paboTe mpoBeieH aHaIu3 nenepco-
HUOUIIMPOBAHHBIX JTAHHBIX HOBOPOXIEHHBIX C YCTAHOBJIEHHBIM
JNMarHO30M: MO3AHsAST BUTaMMH K-3aBHcuUMas KoaryjaonaTusi,
poauBLIMXcs HAa Tepputopun PoctoBckoii oonactu B 2019—2021 rr

Pesynbratel. [1o HalMM 1aHHBIM, 3a00J1€BAEMOCTh TTO3HEH
BuTamuH K-3aBrcumoil xoaryjgonaTueil cpeau neTeil, poauB-
mwmxcs B PoctoBckoii oomactu B 2019—2021 T 1 mosryduBIINX
MpodWIakTHIeCKoe BBeICHEe 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 HoBOopoxneHHbIX B 2021 . B monoBuHe Habstone-
HWMii, 3apeructpupoBaHHbIX B 2019—2020 T, u B 71 % ciy4aeB
B 2021 1. y 310pOBBIX JOHOIIEHHBIX MALMEHTOB, MOJYYUBIINX
npopUIaKTUIECKOE BBEIEHKE Npenapara ButaMuHa K., passu-
JINCh BHYTPUYEPEITHbIE KPOBOUBIIUSTHUSL.

BoiBoapl. Bo3amoxHO, TTporIakTnaeckKoe BBEICHNE MeHa-
IUOHA HATpus OUCYIb(hHTA B MEPBbIC YaCHl XXM3HU HE MMECT
MOCTATOYHOU 3(PDEKTUBHOCTH B OTHOIICHUU ITO3MHEH (POPMBI
BuTaMnH K-3aBHCHMMOI KOAaryJaomaTHUM, ITOCKOJBKY, COTJIACHO
HAIlUM JaHHBIM, 3a00JIeBaeMOCTb CPEIU 3IOPOBEIX HOBOPO-
KICHHBIX, TTOJYYUBIINX MPODUIAKTUICCKOE BBEICHUE, COOT-
BETCTBYET MCTOPMUYCCKOM, PETUCTPUPOBABIICICS U IO BHEIpE-
HUSI MacCOBOI TTPODIIAKTUKMA.
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Tuamun-3aBucumas meranoénacmuas
aHeMua: MONeKynApHo-reHemuYyecras
UarHocmuKa u ponb «3ththekma 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
MmerayniobiactHas aHemust (thiamine-responsive megaloblastic
anemia syndrome, TRMA), — 5T0 reHeTUYECKU J€TEPMUHUPO-
BaHHBIA HACJIEACTBEHHBI CUHIAPOM C XapaKTEpHOW Tpuagoun
KJIMHUYECKUX CHUMITOMOB: Merajao0JiacTHasi aHeMusl, HeayTo-
MMMYHHBII caxapHblii auabeT U Tporpeccupyloiias Henlpo-
ceHncopHas tyroyxocth (L.E. Rogers, 1969). 3aGoneBaHue pas-
BUBaeTcs BeACTBUE MyTalluu B TeHe SLCI9A42, 4To NpUBOIUT
K HapyleHUIo (GyHKIMU BbICOKOA(M(OUHHOTO THAMUHOBOTO T1e-
penocunka yenoBeka | (THTR-1). YacTora 3aboneBanus Ha ce-
TOAHSIIITHUM IEHb HEM3BECTHA, TAK KaK ONICAaHO JIUIIb 0KoJjio 100
KJIMHUYECKUX CIy4aeB, IMPU 3TOM, COTJIACHO HAyYHO-MeIUIIMH-
CKOM 1uTeparype, MOXHO BbIACIUTH 3 9HAEMUYHBIX PErMOHA —
bmxnuit Boctok, FOxHas Azust u ceBepHoe Cpean3eMHOMO-
pbe (N. Mohsen-Pour, 2022).

Ieaun u 3agaum — gaTh XapaKTEPUCTUKY KIMHUYECKUM TPO-
SIBICHUSAM y MAllMeHTOB ¢ TCHETUYECKM MTOKA3aHHBIM CHHIPO-
moMm Pomkepca.

Marepuaisi u MeTonbl. [IpoBeeH aHaIM3 TaHHBIX 8 TTAIIMCH-
TOB C TEHETUYECKU YCTAHOBJEHHBIM aAuarHo3oM TRMA. Meau-
aHa Bo3pacTa 00JIbHBIX HA MOMEHT ITOCTAHOBKY AMarHo3a cocTa-
Bwia 2 roga (1 rog —16 net), cooTHoleHre M:X — 3:1.

Pe3yabratsl. [Ie0r0T 3a00/1eBaHUS TTALIMEHTOB OT MEPBBIX ME-
CSLEB 0 MEPBOro rofa Xu3Hu (y 6 — ¢ aHeMuH, y 2 — ¢ oTepu
ciyxa). Y 7 00JbHBIX 10 pe3yJikTaTaM 00C/IeIoBaHUs OTMeUalach
KJaccuuyeckas TpManaa, y 1 romoBajioro naiydeHTa Ha CeroaHsII-
HUI eHb HE OTMEUYCHO Pa3BUTHE TYTOYXOCTH. Y 3 MallMeHTOB
TaKKe HaOJIoaeTcsl BOBJICUEHUE APYIMX OPraHOB: y BCEX AU-
arHOCTMpPOBaHa KapaIMOMUOIIaTUsl (OMHOMY M3 HUX ObLia Ipo-
BelleHa XUpypruyeckass KOppeKiius), a y APYyroro mopaxeHue
CEPIACYHO-COCYAUCTOM CHUCTEMbI COYETAECTCS C aHIMOIlaTUEH
cetuatku. [1o pesynbratam NGS y 2 maiieHTOB BbISIBJIEHbI HOH-
ceHc-myTauuu B reHe SLC 1942 (1 pebeHOK ¢ KOMITayHI-TeTepo-
3UTOTHOM MyTallueil U 2-ii — ¢ TOMO3UTOTHOI), ay 6 OCTaJIbHBIX —
naToreHHasi ToMo3urotTHas mytanus ¢.1223+1G>A B KaHOHU-
YeCKOM caiiTe cruiaiicunra. [1pu moapoOHOM aHaIM3e CeMEHO-
ro aHaMHe3a NalMeHTOB C MyTallMell B caiiTe crilaiicuHra ObLI10
00Hapy:KeHO, YTO BCe OHU MpoxkuBaioT Ha Tepputopunn CKPO.
Bce 3T0 B COBOKYITHOCTH MO3BOJIMJIO HAM IIPEANOJOXUTh POJIb
«pdeKkTa oOCHOBaTE/IsI» B JaHHON BBIOOpPKE IMALIMEHTOB, YTO
MOTJIO IIPUBECTHU K MOBBIIIEHHOM YacTOTe pa3BUTUSI JaHHOTO 3a-
0oJIeBaHUS B 3TOM pETHOHE.

BoiBoapl. Cunapom Pomxepca — 3To peakoe HacaeACTBeH-
Hoe 3abojieBaHMEe, HECBOEBPEMEHHAs AMArHOCTUKA U JieYeHue
KOTOPOTO MOTYT IIPUBECTH K TSIKEJIBIM ITOCJICICTBUSIM, BKITIOYAsT
WHBAJIMIHOCTD U Taxe JIeTaJbHbIN ncxon. OmnpenesieHue HOBOTO
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SHIEMUYHOIO PerMoHa, pa3paboTKa peKOMEH AN 10 TMarHO-
ctuke TRMA u npoBeneHue o0pa3oBaTe/IbHbIX MEPOMPUSITHI
IUIS1 Bpaueil B 3TOM pailoHe MOTYT CIIOCOOCTBOBATb OBICTPOMY
BBISIBJICHUIO JeTell ¢ JaHHBbIM CUHAPOMOM U O0ECIIEYECHUIO UX
CBOEBPEMEHHOTO JIEYEHMUS.

NMepsblil reHeMuy4ecKu NOAMBEpHALHHbII
cnyyaii pepuyuma 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. Boonammxk,
I1.10. boopuk, M.B. Benesues, A.B. Connnena
TY «Pecnybaukanckuil Hay4¥HO-NpaKmu4eckuil yenmp 0emcKoii
OHKOA02UU, 2eMamono2uu u ummyHonroeuw» Munzdpasa Pecnybauku
benapycv, Munck, Pecnybauxa beaapyco

AkTyanmpHOCTh. edunur tpaHckobamamuHa Il — penkoe
ayTOCOMHO-PEIIECCUBHOE 3a00JIeBaHUE, OTHOCSIIIEECS K TPYIIIe
BPOXKIEHHBIX OLIMO0K UMMYHHOM crucTteMbl. TpaHckobanamuH 11—
3TO HEOOXOAMMBI OeJIOK IIIa3Mbl, OTBEUYAIOIIN1 32 a0COpPOLIMIO,
TPaHCIIOPTUPOBKY M KJIETOYHOE YCBOeHMe BuTamuHa B .. Heno-
CTaTOK 3TOTO OeJIKa B OpraHM3Me IMPUBOIUT K Pa3TNIHBIM CHMITTO-
MaM, BKJTIOYasl TaCTPOMHTECTUHAIbHBIE PAaCCTPOICTBA, 3aIepKKy
Habopa Beca, Merajo0JacTHYI0 aHeMMIO, TaHIIUTONEHUIO, araM-
Marjio0yJIMHEMUIO, HEBPOJIOIMUECKHE HapyLIEHUsI, MeTaboImye-
CKHe pacCcTpoiicTBa M peummuBupytomne nH@ekuu. CoraacHo
JaHHBIM MEXIyHapoaHoi 6a3sl Orphanet 1 IMTepaTypHBIM UCTOY-
HUKaM, TipeacTaBieHHbIM B PubMed, ormicano menee 50 cirydyaeB
neduuuTa TpaHckobanamuHa I1, uto mpeamnosnaraeT ero oxuaa-
emyto yactoty meHee 1 ciaydast Ha 1 000 000 HaceneHus.

Ienm 1 3a1a4M — TTOMCK KJTMHUYECKU 3HAYMMBIX aJUTETbHBIX
BapUaHT y TMalMeHTa C MPEATIoJ0XUTEIbHBIM TUarHO30M Tep-
BUYHOTO UMMYHOIEDUIINTA.

Martepuaisi u metoabl. [eHoMHy0 JIHK BhIIETSIIM U3 JIEeiiKO-
LIMTOB TepuhepruIeCcKOoil KPOBU, UCTIONB3YsI METO, (DEHOI-XJI0PO-
dopMHoli akcTpakiuy. [Torck aaiebHbIX BapUaHT OCYIIECTBIS -
JI METOJIOM TTOJTHOK30MHOTO CEKBEHUPOBAHMS HAa TEHETUIECKOM
anamm3atope DNBSEQ-G50 (MGI) ¢ ucnons3oBaHueM Habopa
11t mpodornoaroroBku JIHK-6mbomortek 1 305108 Exome Capture
V5 Probe Set (MGI). BropmuHyto 00paOOTKy TaHHBIX CEKBEHUPO-
BaHUSI OCYILECTBIISUTA C MCIIOJIb30BAHUEM MPOTPAMMHOIO PeCyp-
ca ZLIMS (MGI). TpetnuHyto 00pabOTKy JaHHBIX BBITOJHSIN
C TIOMOIIBIO MPOrPaMMHOIO MOIYJsI Annovar W TOCHeaytolei
dusTpanyeii. BoisiBieHHbIE BapUaHThl aHAIU3UPOBAIU C TIPU-
MEHEHHUEM OHJAH-TIpOrpaMMBbl MpeACKa3aHMsl IaTOTeHHOCTU
Varsome. Hanuuue KIMHMYECKU 3HAYMMBIX HapylLIEHUM TOMI-
TBEpXKIATM METOIOM AaBTOMATUYECKOTO CEKBEHHPOBAHUS II0
CoaHrepy Ha reHeTHIeckoM aHanmm3aTope 3500 Applied Biosystems
(Thermo Scientific).

Pe3ymsratel. B rene TCN2 (NM_000355.3) BoisiBIIeHBI 2 paHee
HEOIMCAaHHBIX aJUIEJIbHBIX BapuaHTa B T€TEPO3UTOTHOM COCTO-
STHUW, IS KOTOPBIX B 0a3ax JaHHBIX TeHOMa 4YeJloBeKa 4acTo-
Ta aJBTEePHATUBHOIO aJljIe/isi He 3aperucTpupoBaHa. A UMEHHO:
B cIulaiic-caiiTe naeBsiToro skK3oHa c.1223-2 A>G (ACMG
Classification — BepoATHO TATOT€HHBI) M B KOIMPYIOLIEM
pernoHe BToporo »3k3oHa C.154C>T, p.Pro52Ser (ACMG

PA3AEN III

Classification — BapuaHT HeompeaeJeHHOIO KJIMHUYECKOro 3Ha-
YeHUs1). AHAIU3 UCTOPUM OOJIE3HM MallMeHTa MoKa3al COOTBET-
CTBHUE BBISBIICHHOTO TE€TEPO3UTOTHOTO KOMITayHaa B TeHe TCNZ2
KuHu4Yeckoii kaptuHe. IlauuveHTt Bnepsble noctynua B PHITLL
JIOI'M B Bo3pacTte 5 JeT ¢ OCTPbIM aHEMUUECKUM KPH30M (reMo-
mIoouH — 49 1/71), IpUMeHeHa 3aMeCTUTCNIbHAST TepaItisl 3pH-
TpoLuTamMu. B xone HaGmM0aeHUST cOXpaHslach Merajio0acTHast
aHemusi, MerajgodjacrougHoctb B KM, rumnepounupyouHeMusl,
yMepeHHas cruieHoMmeranust. [lo JaHHBIM KOCTHOMOBTOBBIX
MYHKIIWAH, BRITTOTHEHHBIX B TMHAMUKE, MUCIONUCIUIACTIYCCKUI
curnpom (MC) u remob1aCcTO3bI UCKITIOUEHBI. Tepanus xese-
30M U (oIMeBoil KuciaoTol Obl1a HeadbdekTrBHa. HecMoTpst Ha
HOpMaJIbHbIE TI0OKA3aTeIM ChIBOPOTOYHOTO YPOBHS BUTaMuHa B,
JIeYeHre 1TMaHOKOOaTaMIHOM AaJlo MOJOXUTEIbHBIN pe3yIbTar:
BOCCTaHOBJICHUE YpOBHsI TemMoriiodnHa no 130 1/ 1 yMeHblile-
HHE pa3MepoB celie3eHKHU. B Xoae mMHaMMUecKOro HaOTIONeHUS
OTMEUYEHO YMEPEHHOE CHWXKEHME MHTeJJIeKTa. Tsokenble nH(peK-
IIMOHHBIE ITM30bI ¥ TUITOraMMarjio0yJIMHeMKsI B aHAMHE3¢ OT-
CYTCTBYIOT.

BoBoapl. deduumt tpaHckobanamuHa I mposisisieTcst B niep-
BBIC TOIbI SKU3HU Y MOXKET IIPUBOANTS K 3aIePKKE Pa3BUTHS, TUIIO-
TOHUM, THapee, OJICTHOCTH, SI3BaM CIIM3UCTOM 000JIOUKY, aHEMHUH,
MaHIIMTOIIEHUH U araMMariaooy1uHeMuu. ONMUCaHHBIN KIMHUYC-
CKMIA CJTydaii MOXKeT OBbITh MOJIe3eH NPU TUArHOCTUKE TTOMOOHBIX
COCTOSTHWIT ¥ ONTUMMU3ALIMK TTOIXOAOB K jieueHnto. Kpome Toro,
JAHHOE HCCICIOBaHME PACIIMPSICT CIEKTP aJUICIbHBIX BapHUaHT
B reHe TCN2, accollMMpPOBaHHBIX ¢ Ie(ULIMTOM TpaHCcKoOaia-
muHa I1.

JlocmynHocmb MPT-guarsocmuku gns

aemeii B Poccuiickoil Mepepauyuu

S.A. Epnomaesa’, C.A. Koran?, K.1. Kuprusos?
TAY3 «Jlemckas pechybaukanckas Kaunuveckas 6oabHuya»
Mun3zdpasa Pecnybauxu bypamus,
Yaan-Y03, Pecnyonuxa Bypamus;
HUU JIOul um. akao. PAMH JI.A. Jlypnosa ®I'BY «HMHUI] onkonocuu
um. H H. broxuna» Munzdpasa Poccuu, Mockea

AKTyalbHOCTh. [IpM MHOIMX MEOWIIMHCKUX ITOKa3aHUSIX
MPT gBnsercss mpeano4YTUTEbHBIM BU3YaJU3UPYIOIIUM HUC-
clenoBaHUEM, B TOM UYHMCJIe TIpM 00CJIeIOBaHUM JIeTel C MOoI0-
3peHueM Ha HoBooOpa3zoBaHue. MPT Gorata auarHocTuyeckoi
nHOpPMaLKeil, HO B IeAMaTPUICCKOI IPAKTUKE YacTO TPeOyeT-
Csl UCTI0JIb30BaHME CEIAaTUBHBIX CPEACTB UM OOILIe aHECTE3UU.
B mocnennee Bpemst oTMedaeTcsl pocT YKciia HallpaBIeHU Jie-
Tel B (pemepaabHbIe OHKOJOTMYECKHE IIEHTPHI IUISI TIPOBEACHMS
MPT-gnarnoctuku. HegoctynmHocts MPT 1o Mecty sKUTENbCT-
Ba IBIIICTCST 3HAYMMOM TTPUIMHON HapyIIeHWs TaliMUHTa JUar-
HOCTUYECKOTO 1 JIEYeOHOTO TIpoIlecca, COMAIbHOM ITPo0IeMOi
1151 meteid m ux ceMeil. CylecTBylolasi CucTeMa MapIipyTr3a-
WU AeTeil, KOTOPbIM HEAOCTYIMHO Heobxoaumoe MPT-uccie-
JIOBaHWE TI0 MECTY KUTEJIbCTBA, TPEOYeT ONTUMU3ALINY U YIIyd-
meHus. JlaHHOE MccliemoBaHMEe OBLIO HAIpaBJICHO Ha OIICHKY
noctynHoctd MPT-uccnenoBanmii aist nereit B Poccum.

Ilenau u 3aaa4 — OLIEHUTDH CYIIECTBYIOLIUI YPOBEHb T1OCTYII-
Hoctu MPT-uccnenoBannii ayist nereii B cyonekrax Pd.

Marepuaasl 1 Metoapl. JI1s1 oueHku goctynHocth MPT
I AeTei B pernoHax Poccuu ObL1 pa3paboTaH OHIaiH-0IpoC
C MHCIIOJIb30BaHUEM CTPYKTYPUPOBAaHHOI aHKeThl. B xome
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ornpoca ObUIM cOOpaHbl JTaHHbIE O HAJIMYMU, TEKYILEM CTaTyce
MPT-annapaToB, JOCTYITHOCTU OOILIEH aHeCcTe3uu sl MpoBe-
neHust MPT-guarHocTuku.

PesyabraTtel. B ornpoce mpunsin yuactue 79 pernoHos PO.
Tonbko B 1 pernoHe moiaHocThio He gocTynmHbBl MPT-uccneno-
BaHUS UISl JIeTEid, YTO OKa3bIBae€T BBICOKYIO YTpO3y KauyecTBY
OKa3aHUsI MEIUIIMHCKON momoiu neTsiM. Cper OCTaBIITUXCS
78 perronoB B 100 % cirydaeB uMeeTCs JOCTYI JUIST TPOBEACHUS
MPT Ha anmapatax ¢ MomtHocTbio 1,5 Tecna, B 5 (6,3 %) peru-
OHaxX eCcThb BO3MOXHOCTb npoBeAeHuss MPT Ha anmapaTtax Moui-
Hocthlo 3 Tecna. Ha MmoMeHT omipoca 4 (5 %) peroHa OTMETWIN
BpPEMEHHbIC TEXHWYECKHE TPYAHOCTU B padore MPT-ammapa-
toB. B 11 (13,9 %) pernoHax HeT HEOOXOAUMOTO TTPOrPAMMHOTO
obecrieyeHHs U IeTCKO# oHkosoruu. B 6 (7,6 %) pernoHax
HepocTyIHo npoBeneHre MPT mon ob1ieii aHecTe3ueit.

BoBoapl. Hame uccnenoBaHue mpoaeMOHCTPUPOBAIO He-
paBHYIO nOCTymHOCTh K MPT-uccnenoBanusiM s neteit
B cyobekTax PD. HecMoTpst Ha BBICOKUIA ypOBEHBb 00ECIICUCH-
HocTU coBpeMeHHbIMU MPT-amnmapaTtamu 1 JOCTYITHOCTH TIPO-
BEICHUS MCCJENOBAHUI MO OOLIMM HAapKO30M, COXPaHSETCs
3HAYUMas 10JIs1 PETUOHOB, B KOTOPBIX JIETU BBIHYKIEHO HAMpPaB-
JIFI0TCA B APYTU€ PETMOHBI, Yallle BCero B dheaepajbHbIE LIEHT-
pol. [lepBoouepenHoit 3amaueit siBisietcst obecrieuenue 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 npeieiaMyd perMoHa, B TOM YMCIE 3a
CYET MPUBJIEYEHUS COCETHUX PETUOHOB.

FeHemuyeckas remeporeHHocmsb rpynn
KMT2A-R u KMT2A-WT u oueHka
NPOrHOCMUYecKoi 3Ha4uMocmu MapKepoB
npu B-ocmpom numcoGnacmnom 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

AxkTyanbHocTh. B-OJIJI y MiafeH1eB TpalMLIMOHHO MOIapa-
3neseTcsl Ha rpynibl ¢ nepectpoiltkamu KMT2A4 (KMT2A-R)
u 6e3 Hux (KMT2A-WT). OGe rpynbl AEMOHCTPUPYIOT 3HAUM -
TEJIbHYIO TeTepOreHHOCTb. UMEI0TCS TaHHbIE O TOM, YTO KOH-
KPETHBII TpaHCIOKAMOHHBIN MapTHep KMT2A MOXeT BIUSATHh
Ha ucxon 3aboneBanust, Haripumep, AFFI, MLLT1, AFDN acco-
LIMAPOBAaHbI ¢ OCOOEHHO HEOJAarompusTHBIM MPOTHO30M, TOTrIa
Kak TpaHcjaokauuu ¢ yyactueM MLLTI0 u HeKOTOPbIX APYTUX
TeHOB UMEIOT MeHee arpeccuBHoe TeueHue. [pynmna KMT24-WT
TakKe NeMOHCTPUPYET IeTepOreHHbIN JaHamadbT U BKIOYAET
KaK MPOTHOCTUYECKM 3HAYMMbIe MapKepbl, TaK W abeppaluu
C HEOJHO3HAYHOI MPOrHOCTUYECKON MHGbOpMalleid, OTHOCS -
muecst K noarpynmne «B-apyrue OJIJI» (takue kak NUTMI-R
u PAX5-R).

Ilemm n 3ama91 — BCECTOPOHHE OXapaKTePU30BaTh TCHETHYC-
cKyto rereporeHHoOCTb B-OJIJI y MiianeH11eB U OLIEHUTh MPOTHO-
CTHYECKYIO 3HAUMMOCTD CIICHIM(MUICCKIUX TCHETHICCKIX MapKe-
POB IIJIST YAYYIICHHUS CTPAaTU(OUKALINI PUCKa.
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Marepuajsl 4 MeTOAbl. BbLT POBEAEH aHAIU3 MOJIEKYJISpP-
HO-TEHETUYCCKUX abeppaluii B OOJBIION KOTropTe MIIaAcHIICB
¢ B-OJ1JI (n =187, Bo3pact — ot 0 no 365 nHeii). st CKpUHUHTA
FeHOMHBIX abeppauuii MpoBoAUIach (hJIyopeclieHTHasl TUOpu-
mu3anus in situ (FISH), a Takcke RNA-seq m1st uaeHTHGUKAITAN
XMMEPHBIX TPaHCKPUIITOB. Bce HalimeHHbIC MapKephl ObLIN Ba-
JIMAUPOBaHbBI CEKBeHUpOBaHUEM 1o CaHTrepy.

Pesyabratel. Cpeau o6iiieit Koroptsl U3 187 minageHues 82 %
ciydaeB ObutH uaeHTUdULIMpoBaHbl Kak KMT2A-R (n = 154),
ocTabHble OblTM OTHeceHBIKIpyIie KMT2A-WT(n=33;17,6%).
Ipyrmma KM T2A-WT BKitodana Kak IIpOrHOCTUYECKH 3HAYMMbIE
MOATUIIBLI — TUunepaurionauto (n = 4/33; 13,7 %), TCF3::PBX1
(n=13/33;10,3%)u ETV6::RUNX1 (n=2/33; 6,8 %), Tak 1 11011~
THIIBI, OTHOCSIINECS K TToarpytme «B-gpyrue OJUI» (n = 24/33;
73 %). HaubGoJiee 4acTo B 3TOM TpyIIIe BCTPEYaInCh IEPECTPOii-
KU, cBsi3aHHbIe ¢ TeHamMu PAXS (n = 10/24; 45,8 %) u NUTM 1
(n = 9/24; 37,5 %), a TakxKe ObUIM BBISIBICHBI OOJiee peaKue
BapuaHtbl — TCF3::ZNF384 (n = 3/24; 12,5 %) n ETV6::JAKI
(n=1/24; 4,1 %). Kiimanyeckue naHHbIe ObUIM JOCTYITHBI TSI
105/187 (56 %) manueHTOB. AHalW3 IMOKa3aTeleil BbIKMBA-
emocTu ompenenua, yto BCB u OB 0bin Huxke y MaaaeHLEB
B rpynne KMT2A4-R (n = 84) no cpaBHeHuto ¢ KMT2A4-WT
(n=21): 2-netusass BCB cocrasuna 37,31 % (95 % nosepureb-
Hblii uHTepBan (JAN) 26,92—51,71) nporus 89,72 % (95 % AN
77,18—100), log-rank test, p = 0,001. JIByxsnetHsiss OB coctaBuia
95% (95 % AN 85,91—100) 165,23 % (95 % AW 54,65—77,86) nist
muageHues u3 rpynn KMT2A-WTw KMT2A-R cooTBETCTBEHHO
(log-rank test, p = 0,009). Ipynmet NUTMI-R (n = 6) u PAX5-R
(n = 6) NpOIEMOHCTPUPOBAIN OTJIMYHBIC MMOKA3aTEJIU BbIKM-
BaeMocTu: 2-1eTHsiss BCB cocraBuia 80 % (95 % AW 52—100)
u 100 % (95 % AW 100—100) cooTBETCTBEHHO, OJHAKO CJIEIY-
€T OTMETUTb HEOOJBIION pa3Mep KOTOPTHI, UTO MOXKET orpa-
HUYMBATh CTaTUCTUUYECKYIO MOLIHOCTb aHaiu3a (log-rank test,
p=10.9). BerxuBaeMocTb B rpyrime KMT2A-R B 3aBUCUMOCTH OT
T€HOB-TIAPTHEPOB HE pasinyajiach, COIJIACHO HAIllMM JaHHBIM,
ByactHocTu rpynnac KMT2A::AFF1 (n = 42) He oTinyanach Xya-
muM rporHosom: 2-netHsist BCB u OB cocraBunu 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-maptHepamun KMT2A (log-rank test, p = 0,4;
p=0.8).

BoiBoapl. AHanmu3 koroptel MianeHueB ¢ B-OJIJI mokazan
IIMPOKUI CITEKTP XapaKTePHBIX TCHETUYECKUX WM3MEHEHUIA.
HecMoTpsi Ha oTIMuyHbIE MOKa3aTeau BbiKuBaeMOCTU PAXS5-R
u NUTM1-R, HeoOXxoauMbl JajibHEHIIMe UccaeaoBaHus Ha 60~
JIee KPYIHBIX KOTOpTaxX MAllMEHTOB IJIS TTOATBEPXKICHUS STHUX
HaOJIIOIEHUA.

HacneagcmeenHbie 6one3Hu o6mena

Beuiecims
I'.P. Kazapsan

BY XMAO — Oepubi « Husxcneeapmosckas oKpyjicHas KAUHUYMECKAs
demckas 601bHUYQ»

AxkTyansHOCTh. HacmenctBeHHBIC 001¢3HI 0OMEHA BEIIIECTB —
reTeporeHHasi rpyrnna 3a00JieBaHU, JUMArHOCTUMKA KOTOPBIX
MpeAcTaBsIeT TPYAHOCTU B TeAMaTPUUYECKON U TepareBTUYe-
CKOI TIpaKTHKax. DTU 3a00JIeBaHUS HO HACTOSIIETO BpeMEHU
OCTalOTCSl MAJIOU3YYEHHBIMU BBUAY cBoelt peakocTu. KiimHuue-
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CKMe CUMIITOMBI 3a4acTylo Hecrelu(UUYHbI U MPOSIBISIIOT ce0st
o0lIeTepaneBTUYECKON MaToaoTuei, 00yCIOBINBAsS «LIUPKYIsI-
LIMI0» TAaKUX MALIMEHTOB B 00111Ieii ceTh 0e3 BEpHOTO IMarHo3a.

Ileam u 3ama9m — TIPEICTaBUTh COBPEMEHHBIC JaHHEIE O Me-
XaHU3Max pa3BUTHUSI, OCOOCHHOCTSIX KIMHUYECKON KapTWHEHI,
KOTOpBIE MOTYT IIPUBECTH TTAIIMEHTOB K Bpady-AeTCKOMY OHKO-
JIOTY-TeMaTOJIOTY, JOCTYITHBIX MeTodaX IMAarHOCTUKU OOJie3HeM
HaKOTUICHUS, YKa3aTh SITUACMHIOJIOTMIeCKIE JaHHbIC, ITTOMUEPK-
HYTb BaXKHOCTh KIIMHNYECKOM HACTOPOKEHHOCTH B OTHOIICHUH
00J1e3HEN HAKOTIJICHUSI.

Marepuajsi u MmeToabl. O030p TUTEPaTYPHI.

PesyabraTel. O3HaKOMIJIEHME U HAallOMWHAHWE BpadaM-JeT-
CKHM OHKOJIOraM-IreMaToJjioraM o JaHHOI rpyrire 3a00JieBaHU.

BreiBoapl. CooO11ieHue SIBAsIETCSI 00pa3oBaTeIbHBIM U UMEET
CBOEI1 11e/1bI0 TTOBBILIIEHUE BBISIBISIEMOCTU MAllUEHTOB C TaHHOM
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 ImiuteiiHa—bapp
(BBb) nepcuctupoBaTh B oraHuM3Me 4yeJioBeKa ¢ paHHEro BO3-
pacTta ¢ HeOJIaronpusITHBIMM TTOCIEICTBUSIMU B BUIE PeaKTUBa-
LIM1, XPOHUYECKOro TeYeHMUsI, pa3BUTUS UM MompoandepaTuB-
HBIX U OHKOJIOTUYECKHUX IPOLIECCOB MPU OTCYTCTBUM CPEICTB
cnenuduieckoii MpoUIAKTUKM W DTUOTPOITHON Teparnuu
OIpeessieT aKTyaJIbHOCTh UCCIENOBaHUS TTaTOreHe3a DMITeii-
Ha—bapp BupycHoit undexuun (9bBN).

Ienu ¥ 3a1a4n — CpaBHUTEILHOE M3yYeHE UMMYHOTEMATO-
JIOTMYECKUX TTOKa3aTeJieli KPOBU B OCTPBI MepUOI MHMPEKITMOH -
Horo MoHOHyKJIeo3a (MM) u npu peaktuBaunu DbBU y neteil.

Marepuansl u MeToapl. B nccienoBanuu yyactBoBaiu 207
neteit B Bo3pacte ot 3 go 17 net: I rpynma — 135 yenosek ¢ UM
npu nepsuyHoii ObBU; 1l rpynma — 72 pebenka ¢ UM B pe-
gynbTaTe peaktuBauuu ODbBU. IToctaHOBKA 1MarHo3a mpou3Bo-
JIAJIACh TTO JAHHBIM KJTMHUYECKUX CUMIITOMOB, CEPOJTIOTUYECKUX
(MeTomamu noaumepasHoit nenHow peakuuu (ITLP) u uMmmyHO-
depmenTHoro ananuza (MMDA)) uccienoBaHmii (B KpoBU y Ma-
LIMEHTOB OOHAPYXWBAIUCh Pa3IWYHble KOMOWHALMU aHTUTEJ
K BOB, cBuaeTenbCcTBYIONIME O Pa3HBIX CTAAUSIX UH(PEKIIMOHHO-
ro mpoiiecca). UmmyHnodenorunupoanue (MDT) numdborm-
TOB nepudepuvecKoil KPOBU C UCTIOJIb30BAHUEM PACILIUPEHHOM!
MaHeIM MOHOKJIOHAJIbHBIX aHTUTEN K IubbepeHIIMPOBOYHBIM
aHTureHaM. CtaTuctuyeckass 00paboTKa JaHHBIX MPOBOAUIACH
C UCIIOJIb30BAaHMEM IMaKeTa MPUKJIAAHBIX TporpaMm Microsoft
Office m Statistica 10, a Takske kpurtepus [llamupo—Yuika, Ko-
moropoBa—CmupHoBa, Puirepa, Buikokcona u ap.

Pe3yabraThl. YcTaHOBIICHO, UTO U3MEHEHMUS JICHKOIIUTaApHOMN
(dopMyIIBI BO BceX rpyrmax npu nepsuyHoit D bBU 6butn Ty -
HBIMU ¢ HEKOTOPBIMH BO3PACTHBIMU OCOOCHHOCTSIMU: JICUKOIIH -
TO3 HanboJee BeIpaxeH B 3—6 JieT, MOHOIMTO3 — B 7—11 1 12—17
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net (p,=0,045; p, = 0,012), MUHMMAaIbHOE COAEPXKAHUE HEUTPO-
buioB otmMeueHo B Bopacte 12—17 ser (p, = 0,03). Yucno num-
(o1 TOB OBUTO YBEIMYEHO BO BCEX TPYIIIIAaX B CpeIHEM B 4 pasza
(p = 0,000), B TOM 4ucie 3a cUEeT MOSBAEHUS] aTUITUYHBIX MO-
HOHYKJIeapoB, MaKCUMYM oTMedeH B 12—17 net. Y gereit ¢c UM
B pe3yibrare peaktuBanun DBBU coxpaHsIcsT BhIpakeHHBIN
JINXOPalOYHO-MHTOKCUKAIIMOHHBIM CUHIPOM, HO Oe3 ajeKBar-
Ho# nmMmdornponrdepaTuBHON peakiuu. ToJlbKO B BO3pacTe
3—6 jer peaktuBaimst DbBU comnpoBoxnanach MUHUMATbHBI-
MM T€MaTOJIOTMYECKUMHU CABUTraMU — JeiikouuTos < 12 x 10°/n
(p, = 0,009), monouuros (p = 0,047) 1 eNIMHUYHBIE ATUITUYHbIE
MoHOHyKJIeapbl (< 5 %), a B OCTaJbHbIX IPYIIaxX U3MEHEHUSI
B reMorpaMMme OBUIM OTMATHOCTMYECKM He3HauyMMbl. CpaBHU-
TEJAbHBIA aHAJIU3 MMMYHHBIX II0Ka3aTeJed Ipu IEPBUYHOM
n peaktuBanuu DBBU moxaszai, 4To eTMHBIMA MMMYHOJIOTH -
yeckumu kputepusimu UM nipu peaktuBauuu DbBU sapisiorcs
YMEHBIIeHUE aKTUBHOCTH KJIeTOYHOTO 3BeHa: CD3*-nmumdboru-
TOB B 2 paza, CD8*-mumdomnurtoB B 3 paza, HLA-DR*-nmumdo-
MTOB B 4,2 paza v NoBblllIeHUE Ha 1-if Hexene 60Je3HU Yucia
miazmMatudeckux kiaetok CD38"-numdpouutosn B 2,8 paza. [1pu
3TOM HaMMEHBIIIas peaKIns KJISTOYHBIX IoKa3aTesei 3adprukcu-
poBaHa B Bo3pacTe 3—6 JIeT, YTO MOXET OOBSICHATH 60Jiee YaCTyIo
peakTuBanuio ObBU y 101IKOILHUKOB.

BoiBoapl. PeaktuBauus DbBU, B oranuue oT mepBUYHOI
BDBBU, xapakTepusyeTcss MUHUMAIbHBIMHA T€MaTOJIOTMUYECKIMU
M3MEHECHUSIMHU JICUKOIUTAPHOM (hOPMYJIBI, TIOAABJICHUEM peaK-
LIMU KJIETOYHBIX (haKTOPOB UMMYHHOI 3allIMThI, HEaAeKBATHBIM
3HAYNUTEJbHBIM YBEJIMUCHUEM YMClIa TIa3MaTHIeCKUX KIICTOK
B HayaJbHOM mepuoae 3abojeBaHus. [TogoOHbIE U3MEHEHUS
MOTYT HE CIOEpXUBaTh JUTUYECKYIO DEIUIMKALIMIO BHUPYCOB,
¥ IIPOMCXOINT IMIOBTOPHOE pa3BUTHE KIMHWYICCKON MaHU(ecTa-
uuu UM y nereit, Haubosee 4acTo B 4-M KpUTUUECKOM MEPUOIE
Pa3BUTHSI UMMYHHOI cucTeMbl (3—6 JeT).

PepKuil cnyvail peyuagusa
nnesponynbMoHanbHoil 6Gnacmombl | muna

y nayuexwma ¢ DICER1-cungpomom

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. Illamanckag, J1.10. Kauanos
OI'BY «<HMHUI] JITOH um. Jimumpus Poeauesa»
Munsdpasa Poccuu, Mockea

AKTyanbHOCTh. [1neBpomnynbmoHanabHas 6gacroma (II1B) —
Hau0oJjiee yacTas IepBUYHAsI 3I0KAaYeCTBEHHAS OITyXOJIb JIETKUX
nerckoro Bospacta. I1I1b I Tuna ominvaercs Haubosee 61aro-
MPUSITHBIM IIPOTHO30M, TIO3BOJISIIOLIMM B OOJIBIIIMHCTBE CIy4acB
OrPaHMYUTLCSI XUPYPrUUECKUM JieueHueM 3aboseBaHus. [1pu-
MeHeHue aabioBaHTHOM [TXT cBOIUT K MUHUMYMY PUCK pa3BU-
st peumausa [I16 I Tuna.

e u 3agaum — oINMcaHue PEAKOTro KIMHUYECKOTO ciydast
passutust peuuausa I1I1b I tuna ¢ tpanchopmanueii B I1I15
11T Tuna y nauuenTku ¢ DICER I-cuHAPOMOM TOCJIe aAbIOBAHT-
Hoil [IXT. AHanu3 pojiu MOJIEKYJISIPHO-TeHETUYECKUX METOJIOB
ucciaenoBaHus B auarHoctuke peuuausa [TIT5.

Marepuaisl 1 MeToabl. OTICAaHHBIN MMAITUEHT TOJTyJal CITe-
udpudeckyo tepanuio B ycaosusx HMUL ATOU um. Amut-
pust PoraueBa. [11s1 BBISIBICHMSI TEHETUYECKUX abeppaluii pu-
MEHSUIMCh MYJIBTUIICKCHAS JINTAa303aBUCUMasT aMIUTM(DUKALIVST
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(MLPA) 1 TapreTHOe BbICOKOTTPOU3BOIUTEIbHOE CEKBEHNPOBA-
Hue JHK (NGS). UccienoBaHnue nmpoBoaAWIOCh Ha TKaHU, 3a-
JIUTOI B mapachMHOBBIM OJIOK, U TMMQOIUTAX, BbIACIEHHBIX 13
neprudepruuecKoil KpOBY MallMEeHTKH.

Pesyabratel. Y odesouxu nabawdancs debiom 3abonesarnus
8 6o3pacme 2 nem ¢ passumusi ObIXameabHol HedoCmamo4HOCmu
({IH) na pone cnoHmanHo020 NHeEMOMOPAaKca u NHeBMOMeOUacmi -
Hyma. B Heonkonoeuueckom cmayuonape 8binoaHeHo OpeHUpo8ane
neeoil naespanvroil norocmu. Ilo dannoim KT OI'K obnapysicerno
KUcmosHoe 00pazoganue HUdcHel 00U 1e68020 1e2K020 pa3mepamu
41x 19x 32 mm. Ilposedena mopaxockonuueckas pe3eKkuyus, OpeHu-
pogatue naespansHoli norocmu. Tucmonoeuuecku epuguyuposana
IIITF I muna, umo noomeepicoeHo pe3yabmamamu nepecmompa
6 Meocdynapoonom peeucmpe (PPB/DICERI peecucmp). Ilpu npo-
sedenuu NGS 6 mianu onyxoau 00HAPYICEHA MUCCEHC-MYMAUs]
DICERI p.DI1709N c doseii anvmepramusrozo aineas (AF) 12 %.
baaeodaps obnapyycenuro memodom MLPA 6 eerosHoll Kposu
NPOMSNCEHHOU Oeneyu Kooupyoueil nocae0o8amenbHoCmu 2eHa
DICER], 3ampaeusarouseii 3x30ub1 5—27, a makce 3-UTR, 6vin
noomeepucoern DICER I-cundpom. Hecmomps na npedycmompen-
Hyo makmuky “watch and wait”, yuumoieas omcymcemeue OaHHbIX
0 PaduKanbHOCMU NePEUHHOLU ONEPatULL, B03MONCHYIO ONYX0NE8YI0
KOHMAMUHAUUIO NABPANbHOI NOAOCIU, NPUHSIMO pelieHue 0 npo-
sedenuu adsiosaumuoil IIXT 6 06seme 22 ned no cxeme VAC/VA. Ilo
3aeepuieHuY mepanuu KoHcmamupogau noanwviil omeem (I10). Ye-
pe3 200 Om OKOHUAHUS Mepanuy KOHCMAmupo8aH A0KANbHbLI pe-
yuoue 3abonesanus. Ilayuenmie nposedeno mMopakKocKkonuveckoe
yoanenue HosooOpaszosanus (R0). Tucmonoeuvecku ycmawnosnena
IIITF I1I muna. Memoodom NGS e onyxonesoii mkaru 6 peuuouge
00Hapyicer ananoeu4uslii comamuyeckuii eapuanm 6 eene DICERI
¢ AF ~ 94 %, 6nrazodaps uemy UCKAIOUEHA MEMAXPOHHAS ONYXOb.
Kpome moeo, 6 peyuduse 6bvisigieH OHKOEHHbII 6APUAHM 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 045 NAUUEHMO8
co II u III eucmonoeuueckum munom III1B. IIposedeno 4 kypca
12VADo u 8 kypcoe 1VA. Ilo 3a6epuienuu cneyuguueckoii mepanuu
sagukcuposan 110 I1. B nacmoswee epems nayueHmka ycusa, ne-
puod Habawdenus cocmasasem 15 mec.

BroiBoabl. HeanekBaTHOe MepBUYHOE XUPYPruyeckoe BMe-
111aTeJILCTBO MOXET CIIOCOOCTBOBAThL pa3BuUTUIO petansa I1I1b
I Tuna, HecMOTps1 Ha mpoBeAeHue aabloBaHTHOU [TXT. MeToabt
MOJICKYJISIPHO-TEHETUICCKOTO MCCIICAOBAHMS TTIO3BOJISIIOT yCTa-
HOBUTh DICERI-cuHApOoM U TipoBecTH IHMphepeHIINATBHYIO
MUaTHOCTHUKY peIIMANBa 3a00JIeBaHUS OT METaXpOHHOI OITyXO-
J1. BbigBIeHUE TOTTOJHUTEIbHBIX MOJIEKYJISIPHO-TEHETUUECKUX
BapHMaHTOB TPeOYET MccienoBaHus Ha OOJIbIION KOropTe mamu-
€HTOB B ILIEJISIX YTOYHEHUS X IIPOTHOCTUUCCKOM 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. Illamanckasn’', A.A. Kooakuna’, /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 KapimHoMma (AKK) —
3JI0Ka4eCTBEHHasl COJIMAHAs OIyXOJb, KpailHe peaKo BCTpevya-
fo1IasiCs B IETCKOM MOMYJISILUU U XapaKTepU3YIOLIASICS TIOXUM
nporHo3zoMm. Haubonee yacto AKK accounmpoBaHa ¢ CUHAPO-
MoM JIu—®paymenu (mo 80 %), mpu 3TOM acCcoLMaLMs C CUH-
npomoM bekButa—Bunemana (CBB) cocrasnsietr MmeHee 1 %, 110-
ATOMY aHaJIU3 U CUCTeMaTU3alMsl peAKUX KIMHUYECKUX CyYaeB
U UX B3aUMMOCBSI3U C T€HETUYECKUM JeTepMUHAHTaMM KpaiiHe
aKTyaJlbHbI.

Ieau u 3aga4u — NMPOAEMOHCTPUPOBATh PEIKUI KIMHUYE-
ckuii ciryyaii BpoxneHHon AKK, accouunposanHoii ¢ CbB.

Marepuansl U metoabl. [Ipu nposedenuu yaompaconoepa-
huueckoeo ckpunuHea Ha cpoke eecmauyuu 26 Hedeav y naoda
BbISIGACHB. NPUBHAKU 006EMH020 00pA306aHUS  3A0PHOUUHHOZ0
NPOCMPAHCIBA, COYEMAHHble C DeHO- U  eenamomeanuell.
B pannem HeonamanvHoM nepuode omMe4eHO meueHue Heo-
HAMAAbHOU  eUNOAUKeMUU HA (DOHEe MHONCECMBEHHbIX CMUM
ducamobpuoeenesa, 6 cea3uU ¢ Uem NPoGeOeHO MOACKYAIPHO-eeHe-
muueckoe uccaedosanue ACUKOyUumos nepughepuueckoli Kposu —
yemanoenen CBB. B eospacme 1 mecsya npu nposedenuu KT
OKII u OIK sbisieaeno obpazosanue npagoeo Haonoueunuxa (V =
2,08 cm?), 2 maekomkanHbIX 00pa308anus 16020 1eeko2o U 1 00-
pazosanue npagozo neekoeo. Buviaerena 3nauumenshas snesayus
KOHUeHmpayuu 0ecudposnuanopocmepor-cyasgpama 0o 33 Hopm
u mecmocmepona — 00 2 HOpM HA (YOHEe CHUNCEHUS] KOHUCHMPAUUU
Kopmusona u acmpaoduoaa. Ilposedero onepamueroe emewiamens-
cmeo 6 obveme a0pPeHaIdIKMoMUU Cnpasa u yoaienus Haubonee 0o-
cmyntoeo ouaea 8 S10 ceemenme ne6oeo neekoeo mpaucouagppae-
manvHoim docmynom. [1o danHbIM ucmosoeuteck02o uccaedo8anus
Kapmuna Haubonee xapaxkmepna oisn AKK ¢ memacmuueckum
nopascenuem aeexux. Takum o6pazom, HA OCHOBAHUU KAUHUKO-
AHAMHECMUMECKUX OAHHbIX, Pe3yAbmamos Aab0pamopHO-uHCmpy-
MEHMANbHBIX MemM0008 00CAe008aHUS U 2UCMOA02UHECK020 3AKAH)-
uenus pebenky ycmarosnen ouaenos: «<AKK TINOMI1 no AJCC,
1V emadus no COG. CHB».

Pesyasratsl. /Iposedero 6 kypcose IIXT no cxeme CED (yucnaa-
MUH/3mMono3ud/0okcopyoulur) ¢ KoMouHauuu ¢ npUemMom Mumo-
mana no npomoxoay ARAR0332. [lo npuuune msicenoi eacmpout-
mecmunanvroil moxcuurnocmu I11—1V cmenenu no CTCAE ver. 5.0,
demepMUHUPOBAHHOU HeNoCpedCmeeHHbIMU NOOOYHbIMU dheKkma-
MU MUMOMAHA U Nepuodamu UHOYyUpo8aHHol aniasuu Kpoeemao-
PpeHusi Ha (hoHe nepcucmupyroueco HMepoKoAIUma HoposUpYCHoll
2MuoA02UL, mepanesmuiecKds KOHUueHmpayus npenapama 0viia
docmuenyma moavko nocie 3a8epuieHuss UHOYKUUOHHBIX KYpcos
IIXT. Ilo pe3yrvmamam KomnaekcHoeo o0caedosanus ¢ UCHONb-
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306anuem memoouku KT xoncmamuposan I10 na nposedennyio
mepanuio (padukanvbroe yoaseHue NepeUHHOU ONYXOAU, HUBEAU-
DPOBaHUEe HeoNnnacmu4eckKux ouazo8 6 oboux aeekux). IIpodoaica-
emest 3amMecmumenbHas 20pMOHANbHASL Mepanus UHOYUUPOBAHHOI
XPOHUUECKOU HAONOYeUHUK0BOU HedOCMAamo4HOCMU U eunomupe-
03a Ha poHe KOppeKuUU 8pONCOCHHO20 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 e0pMoHanbHo2o npoguis (He pexce 1 paza 6 2—3 ned)
¢ pe2yasipHoll HeoOX00UMOCMbIO 8 HOCMUPOBKE 00308bIX PENCUMOB.
JlaumenvHocms HabAOOEHUS OM MOMEHMA YCMAH0BAeHUs OUaeH03a
cocmasnsem 11 mec. Coxpansemest cmamyc pemuccuu Ho 0CHOGHO-
MY 3a001e8aHUIO.

BoiBoapl. [IpencraBieHHBI Cilydyail AeMOHCTPUPYET HEOOXO-
numocTh BktoueHus: AKK B nuddepeHInanbHO-AMAarHOCTH -
yeckull psaa y nauueHtoB ¢ CbB, a Takxke BO3MOXHOCTb MpO-
BeIeHUsI UHTEHCUBHOUN 1uKI0oBoi XT M Tepamuu MUTOTAaHOM
y MallMeHTOB MePBbIX MecsleB ku3Hu ¢ AKK.

tHene3sopepakmepHan menesopeuyumuan
aHeMud: 2 nepsbiX reHemuyecku
noameepHaeHHbIX ciyyad B Poccuiickoil

(Menepauuu u3 Pasanckoi oonacmu

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 H.I1. Ilaerosa» Munzopasa Poccuu,

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

AkTyaimpHOCTB. 2KenezopedpakTepHas kene3omeUIIMTHAS
a"Hemus (iron refractory iron deficiency anemia, IRIDA) — pen-
KO€ HacJIeIICTBEHHOEe 3a00JIeBaHNE, BRI3BAaHHOE 1e(heKTOM IreHa
TMPRSS6. Tlotepss dpynkumu TMPRSS6 BbI3bIBaeT neUILIUT
JKejie3a M3-3a HealeKBaTHO BBICOKOTO YPOBHSI TEIIIMAMHA CO
3HAYUTEJIbHBIM CHMXKEHHEM abcopOLMU Kejle3a U CeKBecTpa-
e xxene3a B Makpodarax. Oto 3a00jeBaHue XapaKTepU3yeTcs
MUKPOLIMTAPHOU TUIIOXPOMHOM aHEMUEN C HU3KMMMU YPOBHIMU
CBIBOPOTOUHOTO 3KeJjie3a M Kod(hGUILIMEeHTa HACBIIIEHUS TpaHC-
deppuHa Xejre30M M HOPMaJbHBIMU/BBICOKMMHU 3HAYCHUSIMU
CBIBOPOTOYHOTO hepputrHa. [laliMeHTH HEBOCIIPUMMYMBBI
K JICYCHUIO TIEPOPaJbHBIMU IIperapaTaMM kKejie3a, HO IeMOH-
cTpupyioT yactTuuHbIi oTBeT (HO) Ha BHYTpUBEHHYIO (peppoTe-
panmuio.

IMeam w 3amaum — TIpEACTaBUTHL 2 TEPBBIX TE€HETUYECKU
noaTeepxkaeHHbIX cirydast IRIDA B PD y neBouek n3 Psa3zanckoii
obsacTu.

Marepuajsl 4 MmeToabl. Obe decouku HabAOANUC 8PA1OM-2e-
MamoAaoeom no noeoody XpOHU4ECKoil jcene300epuuumnoil anemuu
¢ omcymemeuem omeema Ha NepopanbHylo mepanuio npenapama-
Mmu xncenesa u 40 na napenmepanvhyio gpeppomepanuro. Ilpu donon-
HUMENbHOM 00CAe008AHUU UCKAIOYAAUCH MANACCEMUs., UeAUAKUS,
socnaneHue, namoaoeus WUMoBUOHOI Jceae3vl, CKPblmas Kpoeo-
nomeps. Ilodospesanracy IRIDA, Ho nposedenue eenemuueckoeo
ananusza mymayuii 6 eene TMPRSS6 ¢ nomoupro npsimoeo cexeeru-
poesanus no CaHeepy cmano 803MONCHbIM Moavko 6 2022 e.

Pesynwratel. V [ pebenxa anaruz eena TMPRSS6 ebisi6un
eemeposzueomuvie mymayuu 6 3x30ne 2 (p.Trp64Ter) u sK30mHe

PA3AEN III

15 (p.Gly594Arg), panee onucannvie Kaxk namoeeHuvie. Bovigénen-
Hble Yy 8MOpoe0 pebeHKa eemepo3ueomHble Mymayuu 6 sk3oHe 3
(p.Gly81Cys) u sk3zone 11 (p.Arg404Cys) 6 nayunoil aumepamype
Kak namoeenHvle onucauvl He Ovlau. [Ipogedentoe monekyspHo-
eeHemuueckoe uccaedosanue pooumeneli ¢ NOUCKOM Bbls8AEHHbIX
Y pebenKa moueuHvix Mymauyuii n00meepouso KOMnAyHo-eemepo-
3UCOMHOCMb Y PeOEeHKA, 4MOo NO380AUAO YCMAHOBUMb OUACHO3 Jce-
nesopegpakmepHoil icene3odepuuyumuoil anemuu IRIDA.

BoiBoapl. TakuM o6pa3oM, Mpu HAAUYKUKU Y OOJIbHBIX I€TCKO-
TO BO3pacTa TMITOXPOMHON MUKPOLIMTAPHOI aHEMUH, COITPOBO-
JKIamolIeics HeaJleKBaTHBIM OTBETOM Ha Tepartuio rpernapatamMmu
xenesa, npu auddepeHUnaabHOi IMarHOCTUKE CEAYET YUUThI-
Bath IRIDA. Ing noareepxnaeHus IRIDA ciegyer mpoBoauTh
nouck mytauuii B rene TMPRSS6.

FepMuHanbHbie Mymauuu B reHax
onyXonesoii npeapacnonoKeHHocmu
Y MONOAIbIX Nayuenmox ¢ hubpoageHomMamu
MOJNOYHbBIX Hene3

C.H. Muxaiinosa!, B.B. Cemenosa',
JI.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) sasnsiercs: Hambomee
pacrpocTpaHeHHOU 10OpOKAYECTBEHHON OMYXO0JIbI0O MOJOYHBIX
Kene3 y ieTeil M moapocTKoB. B HekoTopbix ciyuasix DA MOTyT
OBITH TIPOSIBJICHUEM HACJIEJICTBEHHBIX OITyXOJIEBBIX CUHAPOMOB
00 CcoUeTaThCsl ¢ OECCUMIITOMHBIM HOCUTETHLCTBOM TTATOTEH-
HBIX MyTallMii B TeHaX OITyX0JIEBOI MPenpacioiokeHHOCTH, YTO
TpeOyeT 0COOEHHOTO BHUMAaHMS BBUY BHICOKOTO pUCKa pa3BU-
trst 3HO pa3nnaHbIX TOKaIu3aiuii Tpu TaKUX COCTOSTHUSIX.

Iean u 3a7a4M — OLIEHUTD CIIEKTP U YaCTOTY T€pMUHATbHBIX
MYTAaUU B T€Hax OMyXOJIEBOM TMPEapaCcoI0KEHHOCTU Y MOJIO-
JBIX TAaMEeHTOK ¢ DA MOJIOUHBIX Keles.

Marepuajsl M MeToabl. B rccienoBaHue ObLIM BKIIOUYEHBI
28 mauMeHTOK B Bo3pacTte oT 7 g0 17 ner (cpeaHuil Bo3pacT —
15,1 roma) ¢ DA monouHbIX Xkeje3. B 5 (17,8 %) caydasix mo-
paxkeHNE MOJIOYHBIX Xejie3 MMEIO MHOXECTBeHHBIN OuiaTe-
palbHBIN XapakTep. BceM ydacTHUIIAM HCCIemOBaHUS OBLIO
MPOBEICHO MOJIEKYISIPHO-TEHETUYECKOe TECTUPOBAHUE, BKIIIO-
yajollee CEKBEHMpPOBaHWE KOIMPYIOINX obOmacteil 60 reHoB,
CBSI3aHHBIX C TTOBBIIIEHHBIM PUCKOM 3a00JIeBAaHMIT MOJIOYHBIX
JKeJie3, METOIOM BBICOKOIIPOU3BOANUTEILHOIO CEKBEHUPOBAHUS
Ha matgopme Illumina.

Pesyabratel. ¥ 14 % nauyeHToK (1 = 4) ObITM OGHAPYKEHBI
KJIIMHUYECKM 3HAaUMMble MyTalluu B cieaytolux reHax: PTEN,
ATM, BRCAI, BRCA2, CHEK2. Ise (7 %) maumMeHTKA MMeEN
MyTauuu ogHoBpeMeHHO B 2 reHax (PTEN w CHEK2, PTEN
u ATM), a taxkxe dbeHotun cuHapoMma KoyneHa, xapakTepHbIM
MPOSIBIECHNEM KOTOPOTO SIBJISIIOTCS MHOXKECTBEHHBIE OuiaTte-
pansHble DA. B 06omx ciayyasx myraumuu B reHe PTEN uMenu
XapakTep de novo. Y Matepu OJHOI 13 MallMeHTOK Obla 0OHapy-
>keHa myTarus B reHe ATM, 9To 03HavaeT HaJumIue TOBBIIEH-
Horo pucka pazsutusi PM2K B Tedenue xuzHu. MaTh namyeH-
TKM ¢ MyTauueil B reHe BRCAI Oblla HOCUTENIEM aHaJIOTMYHOI
MyTaluu 1 uMmesia B aHamHeze PM2K B Bo3pacte 43 set. PonHast
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cecTpa MauMeHTKU ¢ MyTauueil B reHe BRCAZ2 sBasiiach 300po-
BBIM HOCUTEJIEM.

BoiBoabl. B naHHOM ucciaenoBaHuu y 14 % MOIOABIX TallM-
eHTOK ¢ DA MOJIOUHBIX KeJie3 ObLIM BbISIBICHBI KJIMHUYECKU
3HaYMMbIe MYTallMM B TE€HAaX OITYXOJEBOM IpPeIpacITOIOXeH-
Hoctu PTEN, ATM, BRCAI, BRCA2, CHEK?2. CBoeBpeMeHHOE
MOJIEKYJISIPHO-TEHETUIECKOE TEeCTUPOBAaHUE C OO0s3aTeIbHBIM
o0cienoBaHMeM ONMKAMIINX POJCTBEHHUKOB MO3BOJIsIeT (hop-
MUpPOBaTh I'PYIMIIBl pUCKA M Ha3HA4yaTh MallMeHTKaM ONTUMaslb-
HbIM IUIaH CKPUHMHIOBBIX MEPONPUITUIA, HAallpaBJICHHBIM Ha
paHHIOI0 TarHocTUKy 3HO.

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

y nayueHma femcKoro Bo3pacma
C NepBUYHO AUArHOCMUPOBAHHLIM 0CMPbLIM
MUENOoUAHbIM NEelKo30M

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 beaapyco;
2beaopycckuii 20cyoapcmeeHHblil yHUugepcumenm,
Munck, Pecnybauxa beaapyco

AKTyaJabHOCTb. XPOMOCOMHbBIE TPaHCJIOKALIMU C YYacTUEM
reHa NUP98 (NUP9S::X) neteKTupylotcst mpumepHo B 7 % ciy-
yaeB OMJI y nereit 1 MOJIOIBIX B3pOCHBIX. B HacTosiee BpemMs
rpynmna tnepectpoek NUP9S::X Bkmouaer 6osee 30 BapuaHTOB
C pas3IMyHbIMU reHamMu-napTHepaMmu. Ilpu stom Gosee 67 %
NUP9S-nonoXuTebHBIX MalMEHTOB AETCKOro BO3pacTa Xa-
pakTepusyloTcs HaauuueM BapuaHta NUP9S-NSDI un oxoio
20 % — Bapuanta NUP98-KDM5A (E. Bertrums, 2023). Ilepe-
crpoiiku NUPYS::X acconmnpoBaHbl ¢ HEOJAaTrOMIPUSTHBIM IIPO-
THO30M, a UX OIpeeeHNe BKIIOYCHO B CTAHIAPTHYIO JUATHO-
ctuyeckyto naneab OMIL.

Ilenn u 3ama4u — ompe/esieHre reHa-nmapTHepa y MaiueHTa
¢ nepectpoiikoit renHa NUP9YS.

MarepuaJjsl 1 MeToabl. KaprioTnmimpoBaHue JIeTKeMITIeCKIX
KJIETOK BBITIOJHSIIOCh MeToaoM nuddepeHunaibHoro G-okpa-
muBaHusa 24-4yacoBoit KyabTyphl KieTok KM (MarrowMAX
Bone Marrow Medium). MoneKkynsspHO-TeHeTHYeCcKasl auar-
HOCTMKa BKJIIOYala B cebs BBISIBIICHHWE CTaHOAPTHBIX TpaHC-
mokaumit  RUNXI::RUNXITI, BCR::ABL1, CBFb::MYHII,
PML::RARa v KMT2A::X metonamu FISH u I1LIP B pexxume pe-
aJbHOTO BpeMeHH, onpeneneHue Haauuust FLT3-1TD metonoM
(parMeHTHOTO aHajau3a, MyTallMOHHBIN aHanu3 reHoB CEBPA,
WTI, NPM1 meTomoM mpsiMOTO ceKBeHUpoBaHus 1o CaHTepY.
FISH npoBoaunu Ha nHTepda3HbIX sapax 1 MetadasHbIX TUIa-
CTUHKAaX C UCMOJIb30BAaHUEM JIOKYC-CITELIM(PUIECKOTO ABYXIIBET-
Horo HHK-30oH1a nist rena NUP9S (11p15.4) Dual Color Break
Apart Probe (Zytovision, IepMaHusi) U XpomocoM-creuudu-
yeckux JHK-30nm0B mst 6, 11 u X-xpomocom (MetaSystems,
[epMaHMsT) B COOTBETCTBUU C PEKOMEHIAITUSIMH (PUPMBI-TIPOU3-
BOIUTEJIS.

Pesyavratsl. JJeéoura, 6 nem, na 6aze PHIIL] JIOI'H ycmanos-
sen duaeno3 OMJI panneit cmaduu ougpgepenyuposku, M2-noomun
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no FAB-knaccugurkayuu. B pezyromame cmandapmuoeo yumoee-
Hemu1eck020 Uccaedo8anus Obia 8big61eH HOPMANbHBIU KAPUOMUN.
CmanoapmHole MOAEKYAAPHO-UUMOeHemuU4ecKue Uccaedo8anus
He o0Hapyxcunu 3Havumvix abeppauuii. IIpu nposedenuu FISH-
uccaedosanus Oviia obHapyxcena nepecmpoiika eena NUP9S.
Ha memagasnvix naacmuukax 0vi10 O0emeKmuposaHo, 4mo
3'NUPYS pacnonraeaemces Ha oaunnom nieue xpomocomut epynnot C.
Ilpoananuszuposase aumepamypHvle OaHHbIe U OUEHUS UEHMPO-
MEPHbBLIL UHOCKC XPOMOCOM, NPEOnONONCUAU, HYMO BO3MOICHbIM
napmuepom 11-it xpomocombr moena 6bime 6-2 uau X-xpomocoma
(S.H. Tonino, 2010). /lns noucka napmuepa Obira nposedeHa ce-
pus FISH-okpawueanuii ¢ uchoab3o8anuem xpomocom-cneyugu-
yeckux /IHK-30n008, Komopas He dana pe3yabmamos, eciedcmaue
Kpunmuueckoil mpaucaoxayuu. Credyrouum 3manom uumozeHe-
muueckoll duaeHocmuxu 0vi10 nposedenue FISH-okpawueanus
xaemox KM ¢ ucnonvzosanuem JJHK-30n0a NUP9S ¢ couemarnuu
¢ xpomocom-cneyugpuueckumu JJHK-30ndamu. B pesysvmame npo-
8e0eHH020 uccred08anus 0blia OemeKmuposana Kpunmu4eckas
mpancaoxkauus t(X; 11). Ilpoeedenue I11]P, nanpasnaennoil Ha udeH-
mucgpuxayuro xumeproeo mpauckpunma NUP9S::HMGB3 (S.H.
Tonino, 2010), ¢ nocaedyrouwum onpedeseHuem e2o HYKA€OMUO-
HOIl n0C1e008amenbHOCU Memo0oM NPIMO20 CeK8CHUPOBAHUS NO
Caneepy no3604uno onpedesums MouKy cAusHus: 12-ii 3Kk30H eeHa
NUP98 u 2-ii 5x30n eena HMGB3.

BriBoapl. Takuum o6pa3om, OblIa MASHTU(ULMPOBAHA peaKast
tpaHcnokauus t(X;11)(q28;p15)/NUP9S::HMGB3 u orpabo-
TaH METOJ MOJIEKYJISIDHOM AUArHOCTUKU XMMEPHOTO0 OHKOreHa
NUP98::HMGB3. IlonydeHHBIE pe3yIbTaThl OYIyT MUCIIOIb30Ba-
HBI JUIST pa3pabOTKN MeToAa TMarHOCTUKYA MUHUMAJIBHOM ocTa-
TOYHOI1 60J1e3HU ¢ ucnoab3oBanuem 1L P 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. Ioaymkun', H. Cuguoe',
®.D. Auronenko', H.U. 3emnnckas', A.W. I1leBuos’,
M.A. Busnnuenko!, B.A. Cooakmii’

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

AKTyaJbHOCTh. Pa3BUTHE HOBBIX HaIMpaBICHUI B JTyIEBOU
JIMAarHOCTUKE TMO3BOJISIET MPUOAM3UTBLCS K PELIEHUIO psifa aK-
TyaJbHBIX TPOOJeM, CTOSIIIMX Teped HeiipooHkKojorueit. Om-
HUM M3 Haubosiee SIPKUX HaMpaBIeHUM SIBJISETCS pailoMUKa.
Ee ocHOBY cocTaBisieT Bblae/IeHUE C TIOMOIIbIO KOMIBIOTEPHOM
00paboTKM MEAULIMHCKUX U300paxkeHU I ILIMPOKOTO Kpyra npu-
3HAKOB, HE BUIMMBIX [J1a3y U HE OUeBUIHBIX (OMOMapKepbl N30~
OpakeHUi1) 1719 BOCTIPUSATUS BpauYOM-PEHTIEHOJIOTOM.

Ilenu U 3aAa4M — MOCTPOEHME CTAaHAAPTU3UPOBAHHOM IIPO-
THOCTUYECKOI MOJIEIH JIJIsI OTIpeIeICHUS KITMHNICCKUX PE3YITh-
TATOB JICYEHUS AeTeil ¢ UM GY3HBIMU CPEAMHHBIMY TJIMOMaMU
M 3JI0KAYEeCTBEHHBIMU MOJYIIAPHBIMU IiroMamu. OCHOBHO
MUaTHOCTMYECKOM 3amadeil SBISeTCS TOYHOE pa3rpaHWUYCHHE
JIOOPOKAYECTBEHHBIX M 3JI0KAYECTBEHHBIX 00pa30BaHMil C UC-
M0JIb30BAHMEM HEMHBA3UBHBIX METOIOB AUArHOCTHKH.

Marepuansl 1 Meroabl. Ha 6asze ®I'BY «Poccuiickmit Ha-
VUHBI LIEHTp peHTreHopaauonorum» Mun3apaBa Poccuu
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MPOBOIATCS MCCACMOBAaHMS, TIOCBSIIEHHbIE PaIMOMUYECKO-
My aHaJM3y IMarHOCTMYECKUX W300pakeHU IpU HEWPOOH-
Kosiornyeckoit marojoruu. IlosydeHbl cepuu H300pakeHUI
T2-B3BenieHHbIX ocaenoBareabHocTeii MPT ronoBHoro Mmosra
y 400 neteit ¢ HeBepUbULIUPOBAHHBIMU AU HY3HBIMU CPEIUH-
HBIMM TJIMOMaMU ¥ 3JI0KQYe€CTBEHHBIMU IJIMOMAaMHU TTOJTyILIAPUIA.
KputepusiMu BKITIOYEHUS SIBJISLUIMCH: HEBepU(UIIMPOBAHHbBIE
CpeAVHHBIE TJIMOMBI CTBOJIA TOJJOBHOTO MO3Ta, a TakXKe 3J0Ka-
YECTBEHHbIE TIMOMBI IOJYIIapHOM JioKanu3auuu, MPT-u3o-
OpaxkeHUsI 1O Hayaja paadoTepanvu, OTCYTCTBUE XUpPypruye-
CKHX BMEIIATeIbCTB HA MOMEHT TOJIyYeHHUs] TUarHOCTUYECKHUX
n300pakeHui, Bo3pacT nmaureHToB a0 18 netr. OcHOBBIBasICh Ha
rmapaMeTpe BBDKMBAEMOCTH, BBIOOpKaA pasiesieHa Ha 2 TPYIIITbl —
HU3KOTO U BbICOKOTO pucka. [TpoBeneH TekcTypHblit aHaau3 MPT-
U300paKeHUI ¢ MpeIBapUTEIbHO BblIEIEHHOMN 001aCThi0 MHTEpE-
ca. CymMmMapHO B pe3yJibTaTe paioMUYeCKOro pacuera ObUIo Bblie-
JieHo 6osee 120 pabouyux paiMoOMUYECKUX MPU3HAKOB, U3 KOTOPIX
HauOoJiee LIeHHBIMU [JIs1 00yUeHUsT MOJIEIN oKa3aauch 15. B nanb-
HeWIeM MpOoBe/ieHa TPEHUPOBKA MOJIEIM MAlTMHHOTO OOY4eHUsI
C UCTIOJIb30BaHUEM ITOJTIyYEHHBIX PATMOMUYECKUX Y KITMHUYECKUX
JAHHBIX TALMEHTOB C MOCeNYyOlIel BaTuaalMeil MOJEIH.

Pe3synsraThl. B pesynabrate Baniupaluuud MOJEIW IOJydeHa
OlIEHKa KauyecTBa KiIacCU(pUKAIINK, TOYHOCTh (accuracy) KOTO-
poii coctasuia 0,7 1t TPEHUPOBOYHOM BeIGOPKY 1 0,76 1151 Te-
crosoii; recall cocrasuim 0,7 u 0,63 cooTBeTcTBEHHO. B HacTOs-
1ee BpeMsI JTaHHOE KMCCIIeI0BaHNEe MTPOIOJIKACTCS, IIPOUCXOIUT
Ha0Op IOIMOJHUTEIPHOTO KIMHWUYECKNX TAHHBIX IJIST BBISBIIC-
HYsI HOBBIX OMOMapKepOoB ISl IIOBBIIIIEHUST TOUHOCTH.

BoiBonpl. [IpuBeneHHbBIe pe3yIbTaThl MCCACHOBAHMI IO pa-
OUOMHUKE B HEHPOOHKOIIOTMU CBUACTEIBCTBYIOT O HECOMHEH-
HOM TIepCIIEKTUBHOCTA 3TOUW METOAMKHW, OTHAKO ITPUXOIUTCS
MPU3HATh, YTO €¢ M3yUYeHUE eIlle AeIaeT TOJBKO IepBhIC IIarH.
CremyeT ITOMHUTD, UTO PE3YJIBTaT PATMOMUICCKOTO aHAI3a T10-
JIyJaeTcs He caM cO0OIi, a 3aBUCUT OT KadecTBa MCXOTHBIX JaH-
HBIX, TIPUMEHEHHBIX B €€ MaTeMaTUUECKIX aJITOPUTMAX, a TAaKXKe
OT caMMX aJIropuTMOB. Kak u B Apyrux o0gacTsX MeAULHBI
¥ OMOJIOTUM, HETB3SI TIOJITHOCTBIO MCKITIOYUTD OITMOKM, 1 3a7a4a
KOMaH/IbI BOBJICUCHHBIX B HEe CITCIIMAIMCTOB — CBECTH 3Ty Be-
POSITHOCTh K MUHIUMYMY.

Mecmo uimpameKkanbHoii XuMuomepanuu
B KOMNJIEKCHOM NeyYyeHuu gemeil
¢ pabgomuocapKomoil napaMeHuHreanbHoll
NoKanusayuu ¢ UHmMpakpaHuanbHbIiM
pacnpocmpaHeHuem u/unu
nenmomMeHuHreanbHbim

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 MITKHMX TKaHEW COCTaBJISTIOT 10 8 %
Bcex 3HO y peteii. CortacHO MeXIyHapOAHOW TMCTOJIOTUYE-
CKO# KjaccuuKaluu 3aperucTpupoBaHo okoao 150 paznuu-
HBIX MOP(hOJIOTUUECKAX BAPUAHTOB OIYXOJIe MATKUX TKaHEH,
u3 Hux 45 % npuxonurcst Ha PMC. PMC, rpannyaiiue ¢ ocCHO-
BaHMEM 4eperia, O0beIUHSIOTCS TEPMUHOM «ITapaMeHWHTeab-

PA3AEN III

Hasi» — OIYXOJIM TIOJIOCTH HOCA M OKOJIOHOCOBBIX Ma3yxX, HOCO-
IJIOTKY, KPBIJIOHEOHOM M ITOABMCOYHONM SIMOK, CPEIHETO yxa,
OITyXOJI OPOWTHI C MHTpPaKpaHWAIBHBIM PACIPOCTPAHCHUCM.
B 25 % ciyyaeB AMarHOCTUPYIOTCSI perMOHAPHbBIE U OTAAJIeHHbIE
MeTacTasbl B Jierkux, Koctsix, KM, B 8 % ciy4aeB — jentome-
HUHTeaabHble MeTacTasbl (JIM).

Hean u 3aaa4u — COOOIIUTH O pe3yJibTaTax JIeUeHUs neTeit
¢ PMC ¢ nHTpakpaHnaabHBIM pacrpocTpaHeHueM u JIM.

Marepuansl U metoabl. B uccnenosanue (2021-2023 rr)
BKJIIOYeHbl 20 TAllMEHTOB C YCTAHOBJIEHHBIM JIUAarHO30M
PMC mapamMcHMHTealbHOM  JIOKAJIM3AallUM C WHTpaKpa-
HUaAJIbHBIM pacrnpoctpaHeHnem. Ilepsasg rpymma (n = 9)
¢ PMC napameHMHreaJbHON JIOKaJIM3alUUU C WHTpaKpaHU-
aJbHBIM pacrnpocTpaHeHueM. [ CHUXKEHUsI pUcKa pa3BU-
™1 JIM PMC wucnojb30BaiMCh CXEMbl JIEYEHUS B paMKax
nporokoma CWS-2014 B KoOMOWMHAIIMM C WHTpPaTCKaIbHOMU
XT (MUTXT) B mpoduraktuueckoM pexume. BTtopasi rpymiia
(n = 11) ¢ PMC napaMeHMHreajJbHOI JIOKAJIM3aUUU C MHTpa-
KpaHUaJIbHBIM pacrnpocTpaHeHueM u JIM. B maHHO# rpymiie
MPOBOJUJINACH CXeMBbI B pamKax npotokonia CWS-2014 B komOu-
Hauuu ¢ UTXT B TeparieBTUYECKOM PeXKUME.

Pesynbratel. B rpyrine naiyeHTOB, KOTOPBIM ITPOBOIMJIACH
WTXT B npoduiakTnieckoM pexume, XXKUBbL 6 (85 %) nmetei.
OnuH (15 %) GoapHOI TIOrMO Yepe3 9 Mec OT OKOHYAHUS Jie-
yeHus Ipu 3adukcupoBaHHoM [10 omyxonu OT MPUYMH, HE
CBSI3aHHBIX C OHKOJIOTMYECKMM 3abojieBaHMeM. B rpymmy ma-
LIMEHTOB, KoTopbiM npoBoauiach UTXT B TepameBTUYECKOM
pexume, BKIIOYeHbI 6 (54 %) GOJbHBIX ¢ MHULIMAJIBHBIM JIM
u 5 (45 %) ¢ nepBuYHO-pedpPaKTEPHBIM T€YEHUEM OCHOBHOIO
3a001eBaHus. XKupbl 4 (67 %) manueHTa, KOTOPBIM IIPOBOAM-
nachk UTXT B 1-ii iunuu XT. [IBa (33 %) pebGeHka morub;iu ot
pa3BUTHUSI MTHMOEKIIMOHHBIX OCJIOXKHEHWM Ha (DOHE JICUSHUST ITpU
3adukcupoBaHHoM [1O onyxonu. Ilocne mpoBeaeHUsT TTPOTU-
BopeLMauBHOro JiedeHust 4 (80 %) mauueHTa ¢ pazsutuem JIM
B mnpouecce npoBoagumoit 1-it tuHuu XT ymepau oT gajabHei-
1rero rnporpeccupoBanust onmyxoiau. OnuH (20 %) peGeHOK XKUB.

BoiBoapl. Pe3ynbrathl, 1OCTUTHYTHIE B JieueHuu aeteii ¢ PMC
MapaMeHWHTeaTbHOM JIOKAIM3ALIUY C TOTTOJIHUTEIbHBIM UHTPa-
TEKJIbHBIM BBEJEHUEM TPOTUBOOIYXOJIEBbIX TIPErNaparoB,
MOXHO CYUTATh YCMEUIHBIMU, HAa YTO YKa3bIBAECT MOBBILICHUE
nokasareneit OB u 6e3peuunuBHoii 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 aBnstiorcs omHUMEY 13 Hanbo-
Jiee pacipoOCTpaHEHHBIX OIyXOoJiel y JeTei, OOJIbIIYIO YaCTh U3
KOTOPBIX COCTABJISIIOT IJIMAJIbHbIC OIMyX0oJu. [TuaabHbIe OMyXO0-
qu IHTHC npeacraBasiioT coboli nepBUUYHbIE HOBOOOPa30BaHUS
IIHC, xapakTtepusyroiuecss OOIIUPHON MHOUIBTpALIUEN OITy-
XOJIEBBIMM KJIETKAMM, IEMOHCTPUPYIOIINMHU IIMTOJOTHUECKIE
¥ TUCTOJIOTMYECKUE TTPU3HAKYU TNIHATbHOU T (hepeHIINPOBKH.
KoppekTHasi 1marHocTuka 3TMX 00pa30BaHUil BO3MOXKHA IpU
HCTIOJIb30BAHUY HE TOJIBKO ITaTOJIOT0AaHATOMUYECKUX METOMOB,
HO U COBPEMEHHBIX MOJIEKYJISIPHO-TEHETUYECKUX TEXHOJIOTUIA.
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Ieau u 3aga4u — U3YYUTH CIIEKTP DIMaATbHbIX ortyxojieii [THC
y IETEH C TOMOILbIO KOMIJIEKCHOTO MTO/IX0/1a C UCITOJIb30BAHUEM
MOP()OJIOTMYECKOT0 ¥ MOJIEKYJISIPHO-TEHETUYECKOTO METO/IOB.

Marepuanbl u Meronpl. [IpoBeieH pETPOCIIEKTUBHBINM aHa-
qu3 3a 2021-2024 rr. 3a stot nepuon B OJAKDB o6cnenoBaHbl
85 nmereii ¢ onmyxonsamu LIHC, ux aToro uucia riavaibHbIe OITy-
XOJTU OBbLTHY BhIsIBIICHBI B 43 (51 %) ciydasix. Beutn ucciienoBaHbl
KakK TOTOBBIE TMCTOJIOTUYECKHe Tiperapathl (n = 29; 67 %), Tak
U HaTUBHBINA Matepuan (n = 14; 33 %). Bcem mauyeHTam ObuH
npoBeaeHbl Mopdoaorndeckoe u MI'X-uccinenoBanus. B 3aBu-
CHMOCTH OT JAaHHBIX MMAaTOJIOTOAHATOMUYECKOTO MCCIIEIOBaHMS
W HaJIM4YUs AOCTYITHOTO MaTepualia BBHITIOJHSIIN OIpe/ie/ieHre
Ko-mexeunu 1p/19q, ammmmdukanun reHoB MYC, MYCN, nie-
pectpoek reHoB NTRK1/2/3, neneunu reHa CDKN2A metonom
FISH, cexBenupoBanue no CaHrepy ¢ onpeaeacHrueM MyTaluii
BreHax IDH1/2, TP53, a taxxe [1LIP c onpenesieHueM MyTanuu
V60OE 8 rene BRAF, mytatmii B H3F3A, onipenenieHre XMMEpHO-
ro TpaHckpunta KIAA1549::BRAF.

Pesyasratel. KoMITIeKCHOE MaTOIOrOaHATOMUYECKOE U MO-
JIEKYJISIPHO-TEeHETUYECKOe UCClieIoBaHue ObUIO TIpoBeneHO 39
(91 %) netsim, B 4 ciiydasix OHO OBUIO OrpaHUYEHO TUCTOJIOTH-
YECKUM MCCIICIOBAHUEM B CBSI3U C OTCYTCTBMEM JOCTATOYHOTO
KoJmyecTBa Matepuana. Cpeau o6caeJoOBaHHBIX IeTei Habo-
JaJioch HeOOJbIIOe TIpeobaanaHue MaTbuuKoB (1 = 46; 54 %).
MouteKyasipHO-TeHEeTUYEeCKIEe MapKephbl, XapaKTepHbIe JIJIsl TIIH-
aJTbHBIX OMYXOJIei Y B3POCHBIX, MPAKTUYECKU HE BCTPEUYaIHCh
B MCCJIEZIOBAHHOW HaMU Tpyrne aeteit: muiib y 1 (2 %) pebeHka
OblTa oOHapyxkeHa Ko-meneuust 1p/19q, apyrue wmccienoBaH-
Hble MOJIEKYJISIpDHbIE MapKepbl He ObUTM OOHApYXKEHbI (aMITIU-
dukauusas MYC, MYCN, nepectpoiiku NTRKI/2/3, nenenuu
CDKNZ2A, mytauuu IDH1/2, TP53). V3 43 ciydaeB rinajibHbBIX
ONyXoJieil OOJIBIIYI0 YacTh W3 HUX COCTaBJIsUIAa MUJIOIUTApHAS
actpouuToMa (n = 29; 67 %). Cpeau 3TUX MalMEHTOB Yallle BCe-
ro OOHapyXXWBaJCs XUMEpHbIN TpaHcKpunt KIAA1549::BRAF
(n=11; 38 %), pexe BoisiBasiiach mytarusi VO0OE B rene BRAF
(n=3; 10 %). Taxxe mytauust VO0OE B reHe BRAF Gbina Halie-
Ha B | U3 2 ciiyyaes MIeoMOp(HOI KCAaHTOACTPOLIMTOMBI. MyTa-
musg H3K27 B rene H3F3A uccnenoBana y 11 6onpHbIX. B 2 Ha-
OJIIOICHUSIX TIPU BBISIBICHUW 3TOM MyTalluu ObLJT IMTOATBEPKICH
JMarHo3 nuday3Ho cpeIMHHOMN TTUOMBI.

BoiBoapl. BONBIIMHCTBO METCKUX TJAMOM IIPEICTABIISLIA
co0oii 1OOpOKaueCTBEHHbIE, MEIJIEHHO PacTyIlre MOpaKeHUsI
(81 %), n3 HUX HanboJIee YacTo B 00C/IeI0BAHHOI HAMU KOTOPTE
MMalMEHTOB BbISIBIsUIACH MUIOLUTapHas acTpouuroma (83 %).
Ha momro rmoM BBICOKOW CTETIEHM 3JI0KAYeCTBEHHOCTU IIPH-
uwioch 19 % cinyyaeB. Takum o6pa3oM, [Jisl TOCTPOSHUS TaK-
TUKU JICUCHUs TallMeHTa 00sS3aTeIbHO MPOBEIeHNE HE TOJIbKO
MOP@OJIOTUIECKOTO, HO U MOJICKYJIIPHO-TEHETMUYECKOTO 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. Mapamunosa, C.X. A3umoB
TY POHI] Murucmepcmea 30pagooxpanerus u CoyuaibHoll 3auuma!
Hacenenus Pecnybauxu Taoxwcuxucman, lywante
AktyansHocTh. Hedpobiiactoma — BhICOKO3TI0KaYeCTBEHHASI
conuaHag omyxoJsib noyek. Haubosiee yacto BcTpevaeTcs y Ae-
Tel B BO3pacTe 10 5 JIET, yaule y MaJbuukoB. B ctpyktype 3HO
y neTeit, mo naHHbIM obpamaemoct B POHLI, HedpobaacToma
3aHUMaeT 4-e MeCTO.

e wm 3amaud — W3Y4YUTH pE3YJAbTATHl JICYEHUS ATl
¢ HedpoodmacTtomoir 3a 2021—2023 IT. B JETCKOM OTIEICHUN
POHII o mporokoxy SIOP.

Marepuanasl 1 MeToAbl. B oTmeneHMM IETCKON OHKOJOTMU
POHLI 3a mocnegHue 2 roma HaOmomanuch 49 nereit ¢ muar-
HO30M HedpobiacToma, U3 HUX 16 geBoYyek M 33 MajbuMKa.
ITo Bo3pacTy jgeTu pacnpeaenuanuch CIeayIoInM o0pa3oM: 10
1 rona — 9 60bHBIX; OT 1 10 3 J1eT — 22 6ONBHBIX; OT 3 10 4 J1eT —
14 60abHBIX; OT 5 10 7 et — 3 OOJbHBIX, OT 7 JIET U CTaplie —
1. Mo noxkanu3auuy OmyxoJju: MopaxkeHue JIEBOM MOYKU ObLIO
y 25 00JIbHBIX, MPaBoii — y 21, ABycTOpOHHAas HepobiaacToMa —
y 3 nereii. Bo Il ctaguu 3a6oneBaHMs TOCTYNMIN 15 GONBHBIX,
B Il cragun — 26, B IV craguu — 5.

Pe3yabratbl. YeTbipeM OOJbHBIM (Bo3pacT 1—5 MecsiieB)
ObuUta mpou3sBeneHa Hedpakomusi 6e3 mposenaeHust I1XT/co-
[JIACHO ITPOTOKOJIY; POIUTENMN 7 IeTeil OTKA3aauCh OT JICYCHUSI;
1 60IbHOMY C METAaCTaTUYECKMM ITOPAXKEHUEM FOJIOBHOI'O MO3Ta
u serkux nposeaeHa [1XT ¢ majaMaTUBHOM Lieblo; 5 MalueH-
ToB noJiyyatoT I1XT B HeoaablOBAaHTHOM peXXUMeE IO cxeme AV,
24 6oabHbIM ObL1a mpoBeaeHa [TXT B HeoaabIOBAHTHOM PeXUMe
o cxeMe AVD + HedpakTtomus + ITXT B anbloBaHTHOM pexXu-
Me; 8 MalKMeHTOB 3aKOHYWIM JIeYeHUE U HaXOMSTCs IO AWHA-
MmuyeckuM HabmoneHueM. Ociaoxuenus [TXT 3apeructpupona-
HbI y 2 eTell — HeMPOXOAUMOCTb KMIIeUHUKA. JIByM OOJIbHBIM
npoBeJeHbl HepakToMus+ TpoMOakToMUsl. Heobxonumo oT-
METUTb, UTO HOBasl cxeMa XT B OTIM4uMe OT MpeabIayliieil MeHee
TOKCUYHA, U TPOMOOILIUTOIIEHUH HE OTMEYAI0Ch HU B OJTHOM CJIy-
yae. MeTtactaTU4eCKKe MOPaXKeHUs JETKUX PerpecCUpyloT yxe
B HEOA'bIOBAHTHOM IIEPHUO/IE.

BeiBoapl. C 2021 1. B nerckom otaeaeHuu POHLI BHenpeHbl
COBpPEMEHHBIE METOJIbI JIeUeHMST He(hpOOJIACTOM, KOTOPBIE COOT-
BETCTBYIOT OOIIIEMUPOBBIM CTaHAapTaM. B nanbHeiilem miaHu-
pyeTcsl POBECTU CPABHUTENIbHBIM aHAIN3 PE3YIbTaTOB JICUCHUST
HepoOIACTOMBI y NETEil 10 BHEAPEHUSI HOBBIX CXEM JICUEHMSI
1 TIOCJIE.
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Knunuko-mopdhonoruyeckue ocobeHHocmu
3/I0Ka4YeCMBEHHbIX onyxonel AUYHUKOB

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

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

AKTyanbHOCTB. OTTyX0/IM IMYHUKOB MOTYT BO3HUKATh B JIIO-
OOM BO3pacTe XEHIIWHBI: OT Mepruoiia BHYTPUYTPOOHOTO pas-
BUTHS TIJIOJA IO TIIyOOKOI CTapoCTH, OHAKO Y JIeTell Hanbosiee
YacTo 3TU 00pa30BaHUs BBISBISIIOT B MTyOEpTaHTHOM I€pUOJIE,
YTO OOBIYHO CBSI3aHO C TOHAJOTPOITHON CTUMYJISAIIMEN, KOTO-
past He Bcerza ObIBaeT aleKBaTHOM, U, COOTBETCTBEHHO, C Hava-
JIOM aKTUBHOTO (PYHKIIMOHUPOBAaHUSI SUYHUKOB. [10 maHHBIM
A.A. TymepoBa (1997), HOBOOOpa3oBaHUS SIMYHUKOB BbISIB-
JISTIOT y JIeTell BCEX BO3PACTOB: B MIEPUOJ HOBOPOXIEHHOCTU —
B 1,2 % caydaes, or 1 no 31er—82,9 %, 0or3 107 ner—B8,7 %,
or 7 no 9 et — B 14,5 %, ot 9 o 12 ner — B 16,9 %, ot 12 no
15 yetr HOBOOOpa30BaHUS SIMMHUKOB HAOJIONAIOTCS HauboJiee
yacto — B 55,8 % ciy4aeB. 3710Ka4eCTBEHHBIC OMYXOJIM STUY-
HukoB (304) y neBouek coctapisior 3,2 % ot uncia Bcex 3SHO
y JIeTeit, UCKITIouasi reMo01acTo3bl.

Ienu ¥ 3ama4u — M3ydyeHHe aHAMHECTUYECKUX U KJIMHUKO-
Mopdoiiorndeckux ocodbeHHocteir Teuenust 304 y nmereitr, mo
naHHBIM obpamaemocty B POHII 3a 2008—2020 .

Marepuanast u Metoapl. [IpoBeneHo cpaBHEHUE KIMHUKO-
aHaMHeCTUYecKux ocodbeHHocTei 49 cnyyaeB 304 y nereii, mo-
JIy4aBIIIMX CIIELIMATbHOE JICUCHUE B OTACJCHUU AETCKOM OHKO-
norun POHILI 3a 2008—2020 rr. [Iyist BBISIBIEHUS] KITMHUYECKUX
1 MOP(MOJOTNYeCKMX OCOOCHHOCTE MeXIy IpyInaMu Ialu-
€HTOB C TMCTOTUIIAMU «TepaTobjactoma» (n = 17) u «aucrep-
MUHOMa» (n = 25) Bce 00JbHBIC ObUIM pa3aesieHbl Ha 2 TPYIIIHI.
B uccrnenoBaHuy MCnonb30Baauch aHAMHECTUYECKUE, (PpU3nUe-
CKMe, KIMHUKO-JIabopaTopHbIe, JydeBble, MOP(HOJOrnYecKue
M CTaTUCTUYECKUE METO/IbI.

Pesynsratel. B pesyibrare NpoBeIeHHOIO HCCISIOBAHMS
OBLIO BBISIBJIEHO, YTO OCHOBHBIMHU XaJ100aMU IPY MOCTYTUIEHUT
ObUIM 0OMM U TaJlblUpyeMoe o0pa3oBaHUe B OPIOIIHON TMOJIO-
CcTH, KoTopoe nmMelto pasMepsl 10 10 cM B 19 (40,4 %) caydasix
u 6osee 10 cm B 28 (59,6 %). Yabrpa3BykoBasi KapTHUHa OITyXO-
JIM XapaKTepu30Bajach KaK OITyXOJeBUIHOE OOpa3oBaHUE He-
OIHOPOJIHON/KUCTO3HOU CTPYKTYpbI, C TUIOTHBIMU CTEHKaMHU,
MHOTOKaMepHOE, ¢ BKJIIOUEHUSIMM, OYIpuCTOe, JOCTUIaoIlIee
3HauYUTEIbHBIX pa3dmepoB — 40—400 mm. CpeaHue 3HaYeHUS
oHkomapkepa ADII cocraBuim 155 En/mi, Ca-125 — 87 En/
MJI, YTO TIPEBBIIIATO pedepeHCHbIe 3Ha4YeHus. IucrepMuHO-
Ma BCTpedaliach 0oJjiee 4yeM B moJioBuHe cirydaeB — 25 (53,2 %).
CTaTUCTUYECKN 3HAYMMBIX PA3IMUMil B KJIMHUKO-aHAMHECTHU-
YECKUX I0Ka3aTesIX MEXIy Pa3IuYHbIMU THCTOJOTMYECKUMU
BapHaHTaMU BBISIBJICHO He OBLIO.

BoiBoapi. CpaBHUTEIBHBIN aHATU3 OCOOEHHOCTEN KIIMHUKO-
Mopdosiornyeckoro teueHust 304 y nereit B 3aBUCUMOCTH OT
TUCTOJIOTUIECKOTO THITA HE BBISIBUJI CTATUCTUUCCKU 3HAUMMBIX
pa3Iuunii.

PA3AEN III

Neduuum pakmopa Xill y pemeil
J.b. ®aopunckuii, I1.A. 2Kapkos

OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea

AkryansHocTb. [ledbuiut XIII akropa sBisieTcst oqHoOl 13
peAKUX KOaryJonaTuii ¢ mpudbJIU3UTEIbHON pacpoCTPaHEHHO-
CThIO 0KOJI0 | ciyyast Ha 3 MuTH. XapakKTepHOU 4epToii TaHHOTO
neduiuTa SIBISIeTCS BBICOKAs YaCcTOTA TSXKEJIbIX KPOBOTEUECHU,
B TOM YKCJIe€ BHYTPUUEPETTHBIX KPOBOU3MUSHUIA. JJlaHHAs Koary-
JIOTIATUSI HE BBISBIISIETCS MPU MOMOIIM CTAHAAPTHOW KOarysio-
rpamMMbl, TpebyeTcs npuueabHoe ucciegoBanue XIII dakropa.
MupoBoOil MPaKTUKOU JIEYEHUSI JTAHHOTO FeMOPParnyeckKoro co-
CTOSIHUS SIBJISIETCS TPUMEHEHUE TUIa3MEHHOTO U PEKOMOWHAHT-
HOTO KOHLIEHTPAToB. JlaHHbIE MpenapaThl HE 3aperucTpUpoBa-
HbI Ha Teppuropuu P@, oqHako nocrasmsioress Poupom «Kpyr
JoOpa» KOHKPETHO TIOJT KaXK/I0TO TalleHTa.

IHemm m 3aga9m — OIICHKA BEIPAXKCHHOCTH TeMOPParniecKoro
CUHAPOMA, KOppeJUISILIUM CHUXKeHUSsT akTUBHOCTU (pakTopa XIII
¥ BBIPAXXEHHOCTH TeMOPParnIeckKoro CMHIpoOMa y IeTeil ¢ me-
dunmTom daxropa XIII, Hadbmomasmmmucst B HMULL ITOU
nM. JImutpus PoraueBa ¢ 2017 mo 2023 .

Marepuaisl 1 MeToabl. PeTpocrieKTUBHOE MOHOIIEHTPOBOE
uccienoBanue. Kpurepuu BKIOYeHMsI: aMOY/IaTOPHOE WJIU CTa-
muoHapHoe JeyeHue B HMULL ATOUN um. Amutpusi Porauesa
¢ 01.01.2017 mo 29.12.2023. Bospact no 18 netT. YcTtaHOBIIEeH-
HbIl nuarHo3 aedwunurta ¢akropa XIII. Kpurepuu mckmoue-
HUS: BO3pacT TaleHTOB Ha MOMEHT oOpaiieHus 0ojee 17 jer
11 mecsueB u 29 gHeil. Hanmuune yoeauTeIbHBIX KIMHUKO-JIa-
0GOpaTOPHBIX Y AaHAMHECTUYECKUX JaHHBIX 32 BTOPUYHBIA I'eHe3
Koaryjonaruu (remopparuyeckas 00Jie3Hb HOBOPOXICHHBIX,
3a00J1eBaHMSI TIEYEHU U JIP.).

Pesyabratel. 3a 7 et B HaiieMm lleHTpe nMarHOCTMPOBAHO
13 mauuenToB ¢ aedunutom dakropa XIII. Pactipenenenue mno
noJy: neBouku — 10 (77 %), manbuuku — 3 (23 %). AHTHTEH neu-
LIUTHOTO (haKTOopa MUHMMaJIbHO cocTaBui 0,7 %, caMoe BBICOKOE
3HaueHue — 47,8 %. MUHUMaIbHOE 3HAYEHHE 110 IIKaJIe OLIEHKHU
KpoBoTtounBocTM PBQ cocraBuio 7 6anioB, MakCUMalbHOE —
16 6atoB. TeMopparnyeckuii CHHAPOM: KPOBOTEUEHUE U3 ITy-
MOBUHHOTO octaTka y 70 % mauMeHTOB, BHYTPUYEPEITHOE KPO-
BoTedeHue y 61 %, KoXHBII reMopparndeckuii ciHapom y 92 %,
OCTaJIbHbIE KPOBOTEUYEHUSI TIPOSIBIISLIIUCH peXe. Y OOJIbHBIX C Jie-
duiutom dakropa XIII HabmomaeTcs: BeipakeHHass oOpaTHasi
Koppesiuust Mmexny cHrkeHueM (akrtopa XIII u nposiieHus -
MM TeMOpparnyeckoro cuHapoMa (Koa(pOUIMEHT KOpPeasILnun
1 Kenpmamna pasen 0,675 (p = 0,008)). Bo3pacr ae6tora — riepBbie
6 mecsieB xu3nu (90 %). BpeMsi TocTaHOBKM AMarHoO3a: Menua-
Ha — 8 JIeT, MUHUMAaJIbHBII BO3pacT — 2 rojia, MaKCUMaJIbHbIIA —
17 netT, MUHUMaJIbHOE BpeMs 10 TIOCTAHOBKU AuarHosa — 2 roaa!
ITpumenenue koHueHtpata dakropa XIII y mereit: 3akymnaercs
¢ 2022 . ®ounom «Kpyr JIo6pa», no3a 40 En/kr st Kynupoa-
HUS KpoBoTeueHusl, no3a 40 Ex/kr 1 pa3 B 21—28 nHeii npume-
HsIeTCsT U1 TpoUIaKTUKKM KpoBOoTeueHuit. Ha ceromHsiHumii
JIeHb 9 MalMeHTOB HAXOIITCs Ha MTPOGUIaKTUUECKOM Teparum.
Hu y ogHoro m3 Hux He ObUIO KpoBoTeueHuid. [lmaHupyeTcs
(phapMakoKHHETUYECKOe 00cIeIoBaHue 111 OLIeHKU 3(hPeKTUB-
HOCTHU Teparuu.

BoiBoapl. Jdedbunut dakropa XIII gsagercss kpailHe TsoKe-
JIOWi KoaryjomaTueil ¢ HaJM4MeM >KU3HEYIPOXalollUX Kpo-
BOTEUCHUIA, B TOM YKCJIE€ BHYTPUUYEPETTHBIX KPOBOUBJIUSHUMA.
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YuuteiBas TpyOAHOCTU AMATHOCTUKU, HEOOXOAMMO IMOBbBIILIEHWE
OCBEIOMJIEHHOCTH Bpayeil, B TOM YKMCJIe TeMaTOJIOroB, O JaHHOW
natojoruu. Hanbosnee acbekTUBHBIM MpernapaToM st Tpodu-
JJAKTUKU Y KYTTUPOBAHUSI KDOBOTEUEHUU Y MAlIMEHTOB C JTaHHBIM
neduimToM sBisieTcsl KoHleHTpat (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 JI0Oul um. axad. PAMH JI.A. [lypnosa @IBY
«HMMHI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea,

2PIrbYH UMPE um. B.A. Dneeaveapoma PAH, Mockea
AKTyanapHOCTb. [€HOIEPMATO3bl — 3TO TeTepOreHHas rpyria
TEHEeTUYECKUX 3a00JIeBaHUI C IIMPOKUM CHEKTPOM KIMHUYE-
CKUX MPOSIBIICHUI 1 MPEeUMYLIECTBEHHbIM MOpaxkeHNeM KOXMU.
Boiaensior psij reHoaepMaTo30B, TIPU KOTOPLIX PUCK Pa3BUTUS
3HO y aeteit noseieH. K Takum cuHIApOMaM OTHOCSIT CUHIPO-
MBI HaCJIeACTBEHHBIX TMOJUIT030B, cuHapoM lTopauHa—Ilombla,
cunapom KoyneHna, HelipopubpomaTos, TyOEpO3HbIN CKIEPO3,
MUTMEHTHYIO Kcepoaepmy U ap. YacToTa reHoAepMaTo30B Yy Jie-

Teit cocTaBisieT 35 % BceX HaCAeACTBEHHBIX CUHIPOMOB.

Hemu u 3agaum — mnosbllieHUe 3(pdekTuBHOCTU Npodu-
JIAKTUKW, PaHHEU TUAarHOCTUKU U JICYEHUS 3JI0KAYECTBEHHBIX
OIyXoJIel y AeTeil ¢ reHoAgepMaTo3aMu: 1) mMpoaHaIUu3UpPOBaATh
KJIMHUKO-TEHETUYECKUE OCOOEHHOCTU T€HONEPMATO30B C BbI-
cokuM puckom paszsutus 3HO; 2) onpenenuts rpymnmsl pucka
no pazsutuio 3HO y nmaiyeHToB ¢ reHoaepMaro3amu; 3) chop-
MUPOBATh AJITOPUTM U CXeMy HAOJIOJEHUS MAllMEHTOB C T€HO-
JepMaTO3aMu.

Marepuajsi 1 MeToabl. [TallmeHTHI IETCKOTO BO3pacTa ¢ TeHO-
JlepMaTo3aMH, TIPOXOANBIINE 00CIeI0oBaHNe U JIeueHe Ha 0a3e
HUUN JOul’ uMm. akan. PAMH JI.A. dypuoBa ®T'BY «<HMHUILL
onkonornu M. H.H. broxuna» Munsnpasa Poccuu ¢ 2010 &
MO0 HACTOSILIEE BPEMSI.

MeTtoap! uccaenoBanus. 1. /s ctpaTudukaluy mauueHTOB
Ha TIPOTHOCTUYECKME TPYMITbl pucKka 1o pa3sutuio 3HO oyayr
MpUMEHEHbl KIMHUYECKUII OCMOTp, JyYeBble METOMIBI JUATHO-
CTUKU, TUCTOJIOTUYECKUE U TeHETUYECKUE METOMBl MCCIea0Ba-
Hus. 2. JIJis TOATBEepXKACHMS TeHOIepMaTo3a OyIeT MTPOBOAUTh-
¢Sl MOJIEKYJISIpHO-TeHeThYecKuii aHaau3 metonom NGS B JTHK
U3 JIEMKOLUUTOB mnepudepudeckoili KpOBU M IaTOJIOTUYECKO
TKaHM pebeHKa. Marepuan uccienoBaHus — nepudepudeckas
KPOBb 1 OIYXOJIEBbII MaTepua.

Pesyabratei. B HUW JOul’ B mepuon ¢ 2010 r. mo Ha-
crosiee Bpemsl HaOmomatorcss 10 manuMeHTOB ¢ CUHIPOMOM
Topmuna—Toneia. Y 6 geteit pa3suiics 6a3aJlbHOKIECTOUHBIN pak
KOXM, y 2 — Menyiuiobiaactoma (MB), 6 manneHToB Hab00a-
JOTCSI C TIMTMEHTHOIM KCEPOIEPMOIi, Y BCeX MAllMEHTOB pa3BU-
Jnock 3HO koxu. OnqunHanuath aeteii ¢ CITE nz Huxy 1 — 3HO.
Hecsatb nameHToB ¢ cuHapoMoM Koynena, y 1 — 3HO u takske
psin 1oOpoKavyecTBEHHBIX HOBooOpazoBaHuii. B HUM J10ul’
HabmoaaTcsa 4 pedbeHKa ¢ Ty0epO3HBIM CKJIEPO30M, Y 3 U3 HUX
pasBuiioch 3HO.
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BoiBoapl. 1. Ha ocHOBaHMU MEAWKO-T€HETUYECKOTO KOH-
CYJBTUPOBAHUST CO3MAIOTCS «TPYINbl OHKOTEHETUYECKOTO pPU-
CKa» U OCYULIECTBISIETCS KIMHUKO-TEeHETUYECKUIA MOHUTOPUHT.
2. CBoeBpeMeHHOe Hauaao HabmoaeHus 1 npodwiakruka 3HO
y OOJBHBIX IeTEl U IPYTUX YWIEHOB CEMbH, BXOJSIINX B TPYITITY
pucka. 3. Panusd BersiasieMocts 3HO mytem nmpoBeneHus CBO-
€BPEMEHHbBIX CKDUHUHTOBBIX UCCIECAOBAHUI.
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Paspen IV

MYJbTUAUCLUNNIUHAPHBIE NOAX0Abl B JIEYEHHHW OTAENDbHBIX
OOPM AETCHKUX OHROJNIOTHYECKUX U TEMATOJIOTHYECHUX
3ABOJIEBAHUN, A TARHE YV NOAPOCTHOB W MOJIOAbIX B3POCJIbIX

BucuepanbHaa capkoma Hunra y aemei
U nogpocmkoB. Onbim HUH [L0ul um. akap.
N.A. lypnoBa ®IbY <HMHUL oHkonoruu

umMm. H.H. bnoxuna»> Mun3papaBa Poccuu

X.A. AneckepoBa, O.M. Pomanuosa, B.B. Xaiipymniosa,
M.M. Edumosa, I1.JI. ITpumen,
K.. Kupruzos, C.P. Bapdoaomeepa
HUU JIOul um. akao. PAMH JI.A. /lyproea PI'BY
«HMHI] onxonoeuu um. H.H. Baoxuna» Munzopaea Poccuu, Mockeéa

AktyanasHoCcTh. CIO 3aHMMAaeT 2-€ MeCcTo cpeau BCeX MepBUY-
HBIX 3JI0OKQYE€CTBEHHbIX OITYXOJIEM KOCTEM y NETEH 1 ITOAPOCTKOB.
Bueckenernas CHO cocrasisier 20—30 % Bcex cayuaes ClO,
OJIHOI1 M3 ee pa3HOBUAHOCTel sBisiercsl BUclepanbHas CIO.
Hannsbie o BucuepanbHoii CHO orpaHnyeHbl BBUAY KpaiiHe pei-
KOI BCTPEYAEMOCTHU.

Marepuanasl u metoabi. B HUM JOul’ um. akan. PAMH
JILA. dypnosa ®T'BY «<HMMUII onkomorun uMm. H.H. Bioxu-
Ha» MuH3zapaBa Poccuu 3a nepuog ¢ 2011 nmo 2024 r. 14 manu-
eHToB ¢ BuclepaibHoil CIO mosyyanu crenuaibHOe JeueHue.
Jlokanuzaluy TEepBUYHOIO odvara ObUIM Pa3HOOOpa3HBI: TO-
JIoBHO# Mo3T (n = 2; 14,2 %), nouka (n = 2; 14,2 %), ruieBpa
(n = 3; 21,4 %), nonosoii uineH (n = 2; 14,2 %), KUIIEYHUK
(n = 4; 28,5 %), OprolHast TIOJOCTh C HEYTOYHEHHOM JIOKAJIK-
sanueii (n = 2; 14,2 %). Cpenu Bcex maldeHTOB TOJIBKO S5/14
(35,7 %) Ha MOMEHT TIEPBUYHOI TOCTIUTAIM3ALIMN UMETH JIOKa-
JIM30BaHHYIO CTaJIMIO.

Pesynsratel. [Tonasisiolnee O00JbIIMHCTBO MAllMEHTOB IMO-
JIyYUJIA TEparuio Mo MPOTOKOJIAM, TTPEAYCMOTPEHHBIM IS Jie-
yeHus narueHToB ¢ CHO (12/14; 85,7 %), u Tonbko 2 (14,2 %)
13 14 60JBbHBIX — MPOTUBOOMYXOJEBOE JICUEHUE COTJIACHO MPO-
TOKOJIy JIeueHMsT MITKOTKaHHbIX capkoM CWS-2014, ocrtaib-
HbIE TIAIMEHTHl — B paMKax NpoTokKooB yiedeHust CHO pasHbIx
ronoB. Yeteipe/14 (28,5 %) pebeHKa HaxomATCs HA TMHAMMYE-
CKOM HaOJIIOJIEHUN — BCE OHU MOJIYYWIN CIIeUATIbHOE JICYCHUE
cornacHo npotokosnam jedenuss CHO. Cpenu Hux 3/4 (75 %)
MaryeHTaM MPOBOIMIIOCH OTIEPaTUBHOE BMEIIIATEILCTBO B BUJIE
pagvKaabHOrO yaaneHus onyxonu, 1/4 (25 %) — nydeBas Tepa-
nus (JIT) Ha ob61acTh NEPBUYHOTO paACIIPOCTPAHEHUS OITYyXOJIU
B CBSI3U C HEBO3MOXHOCTBIO TIPOBEIEHUS paTUKaIbLHOI orepa-
mun. Takxke 2/14 (14,28 %) naupeHTa B HACTOSIIIAI MOMEHT I10-
JIy4yaloT clieliMajbHOe JieueHue corjlacHo nmporokony CHO-2017,
OJIMH U3 KOTOPBIX HaxoauTcs Ha noaaepxkuBawoueit [TXT. Bo-
ceMb/14 (57,22 %) maluMeHTOB MOTUOIN OT TIPOrPECCUPOBAHUS
ocHoBHoro 3aboneBanus (I13) (cpenn Hux Toabko 4/8 (50 %)
OOJILHBIM TIPOBOIMIIACH paTMKaIbHAS OTepaIins).

PA3JAEN IV

Boisoapl. Buciiepansras CHO — kpaiiHe arpeccuBHasl 3710Ka-
YeCTBEHHAsI OITyXOJIb, XapaKTepU3YIoIIasicsl paHHUM MeTacTa-
3UPOBAaHMEM U YacThIM pellMIUBUpOBaHMEM. BbiOOp Tepamuu
He OTJIMYaeTcsl OT TakoBoro Ipu kiaccuyeckoit CHO u tpebyet
KOMOMHMPOBAaHHOTO Tonaxona. [IpoBeneHne J0KaIbHOTO KOHT-
poasa (JIK) B Buae pagukajlbHOI0 OIepaTUBHOIO BMeIIaTeIbCTBA
nokaseiBaet aydinyio OB u miutenbHOe OTCYTCTBUE peLIUIMBa.

BbICOKOA03HaA NoNUXUMUOmMepanus
C aymonoruyHoii mpancnnanmauuei
neputhepuyeckux cmaonoBbIX KNEMOK npu

renamoGnacmome. Onbim ABYX Llenmpos

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. JlosoBan', .10. Tpymxkosa', T.!. Ilotémkuna',
M.J. Manosa', P.P. ®arxyamn!, H.I'. Crenansn’,
I.B. Carosan', I1.A. Kepumos!, A.M. Cyaeiimanosa',
B.T. IToasaxos!, C.P. Bapdoaomeena’
THUH JIOul um. axad. PAMH JI.A. lypnosa ®I'BY
«HMMHI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea;
2HayuHo-uccaedosamensckuii UHCmumym 0emcKoli OHK0A02UU,
eemamonoeuu u mpaucnianmonoauu umeru P.M. Topoauesoit DI'EOY BO
«[lepeviit Cankm-Ilemepbypeckuii eocydapcmeenuvlit MeOUUyUHCKUL
yHueepcumem umenu akademuxa M.11. Ilaérosa» Munsdpasa Poccuu
AKTyallbHOCTh. TpaHCIUTAHTALIMSI TEMOITO3THMYECKMX CTBO-
JgoBbix kjetok (TTCK) saBnserca sddekTuBHBIM U Hepe-
KO EeIWHCTBEHHBIM paIMKaJIbHBIM METOHOM Tepamuy psiaa
3JIOKAYECTBEHHBIX M TSDKEBIX HEOIYXOJIEBBIX 3a00JIeBaHMIA.
I'b — HaubGonee yacTtasi mepBUYHAasI 3JI0KaUeCTBEHHAsl OMYyX0Jib
neyeHn. Yacrora peunauboB I'b mocie npoBeneHUsT MyJIbTH-
MoJaJbHOM Tepanuu coctapisieT 8,4 %. Ha ceronHsiHMii JeHb
OCTaeTCsT BaXKHBI BOIIPOC — KaKWe TEpaIleBTUUECKHUE OITIINU
MOXKHO TIPEIOCTaBUTh MalMeHTaM ¢ ['b rpymiisel BEICOKOTO pH-
cka (HeomepabenbHas U MeTacTaTuueckast hpopMbl, pedpakrep-
HOe TeueHue 3a001eBaHUsI).

IHeam u 3a3a4M — OILICHUTH BO3MOXKHOCTE M 3((PEKTUBHOCTD
npoBeneHus Boicokogo3Hoil [TXT (BAIIXT) c ayromornyHoi
TI'CK (ayto-TI'CK) nipu I'b B nByx Benymiumx neHtpax PO.

Marepuanasl 1 Metoapl. B HUM JOul’ um. akang. PAMH
JILA. dypnosa ®T'BY «<HMMUII onkonoruu um. H.H. bioxu-
Ha» MunsnapaBa Poccun 1 HUU JJOIuT um. P.M. TopbaueBoit
®dI'bOY BO «Ilepsoiit Cankr-IleTepOyprckuii rocygapcTBeH-
HBI MeguIUHCKUI yHuBepcuteT uMm. akan. M.I1. IlaBnoBa»
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Mun3znapaBa Poccun BbIMOMHEHBI 2 KOHCOMMIALIMU B 00beMe
BAIIXT c¢ ayro-TI'CK kak snedeOHasi «IOMbITKa» (YUUThIBAsI
pedpakTepHOe TeUeHMEe OCHOBHOTO 3a00J1eBaHusI).

Kaunuveckuit caynaiic No 1. ITayuenmra, 14 nrem, ¢ I'b npasoii
doau newenu. PRETEXT 3. Kombunuposannas mepanus no npo-
mokoay SIOPEL 3 HR, evicokuil puck. Kiunuueckas epynna I11.
IIpasocmoponnusis eemueenamaxkmomusi om 01.04.2022. Peyudus 1.
IIXT 2-it aunuu no cxeme VIr ¢ 09.2022 e. no 06.2023 e. Pesek-
yus newenu amunuynas om 10.2022 e. Peyuous 2 om 02.2024 e.
Cpedunnas nanapomomus, amunuunas pezexuyus S2, S4A neuenu
om 02.2024 e. Amunuunas pezexyus n1eeoeo aeckozo om 03.2024 e.
IIpomueopeyudusnas npomugoonyxonesas X1 upurnomexanom
c 04.2024 2. Agepe3 nepughepuueckux cmeonsosvix KAemox om
04.2024 2. Dman KoHcoaudayuu cocmosin u3 maHoemHo20 pexcu-
ma BATIXT: Eto/Carbo 2000 me/m? (3a 3 0ns) ¢ nocaedyroweti pe-
uHghy3ueil nepugepuueckux cmeonosvix kaemok kposu (IICKK)
(knemounocmos npooykma 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 aesoil
doau, TINOM1 1V cmadus, PRETEXT II1, evicokuii puck. Mema-
cmasvl 6 nesoe aeekoe. Cocmosnue nocae IIXT u onepamueno-
20 aeuenus. [lloanas 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) ¢ nocaedyoueit peungpysueii ICKK
(kaemourocmo npodykma CD34 ne menee 2 x 10°/xe).

Pesyabratel. Kaunuueckuii cayuaii No 1. [lpuycuenenue epa-
HyA0yUmMapHoeo pocmka sagukcupogano Ha +11-e cymku Ha ghone
CMUMYASAUUU 2PAHYAOUUMAPHBIM KOAOHUECIUMYAUPYIOWUM DaK-
mopom 5 mxe/xe/cym ¢ +5-20 OHs, mpombouumapHoeo — Ha +14-e
cymiu. Ocaodichenus 8 paHHem HOCMMPAHCHAAHMAYUOHHOM nepu-
ode: opogpapunezanrvrulil Mykozum Il cmenenu, HelimponeHu1ecKuil
sumepokoaum I1—I1I cmenenu, HympumueHas HedoCcmamo4HOCMb.
Ha ¢one nposodumozo komnaekchoeo neueHus: gce 0CAONCHEHUs.
Kynupogansl. Ha momenm okonuanus smana mepanuu oOmme4eHo
cHudcerue yposus onkomapkepa ALII — 10,1 ME/ma u nayuenmka
BbINUCAHA 8 CMAOUNLHOM COMAMUYECKOM Cmamyce U3 Cmayuonapa
nod JuHamuueckoe Habardenue no mecmy xycumenvcmea. Ilepuod
HabaodeHus cocmaegasem 5 mec.

Kaununeckuit caynaic No 2. [lpuxcuenrenue no neiikoyumap-
HOMY pocmKy 0bino ommeueHo Ha +13-e cymku na ¢one cmumy-
AAYUYU  2PAHYNOUUMADHBIM  KOAOHUECIUMYAUPYIOWUM (PAKMOPOM
5 mKe/ke/cym, no mpomoouumapHomy pocmky — Ha +15-e cymku
om aymo-TICK. Ocnooxcnenus 6 panHem NOCMMPAHCHAGHMAUU-
OHHOM nepuode: opoghopuneuanvHolii myxosum Il cmenenu, Heii-
mponenuyeckuil sHmepokoaum 1 cmenenu, cenamomokcuuHocme,
mokcuueckue nospexcoeHus nodiceay000HOl Jcene3bl, NOPadceHue
causucmoii KKT, nape3 kuweuuxa. Ha ¢one nposodumoii kom-
NAeKCHOU mepanuu ece 0CA0MCHeHUs Kynuposausl. Ha +34-e cym-
ku om aymo-TICK ommeuena nopmanruzayus ypoeHs oHKoMapkepa
ADII u nayuenm vinuUcan 8 CMadUALHOM COMAMUYECKOM cmamyce
u3 cmayuoxHapa nod duxHamuueckoe Haba0O0eHue o Mecmy Jicu-
menscmea. Ilepuod pemuccuu cocmaensiem 7 aem.

BoiBoapl. Ha ceronHsImHuMit JeHb OTCYTCTBYIOT JOCTOBEPHbBIE
naHHble appexkTuBHocTU BIATTXT ¢ ayto-TI'CK a1t narimeHTOB
¢ pedpaktepHbiM TeueHueM I'b. KnnHuyeckue mccienoBaHust
PEIKUX OIyXOJIel y NeTel MpeacTaBsioT cO00i 3HAUUTENbHYIO
npobyiemMy. DTU ycuaus TpeOyIoT co3aaHus 00bLIMX 001X 6a3
JAHHBIX U pa3pabOTKU €AMHOI0 HAyYHOTO sI3bIKa, KOTOPBII MPU-
BOJIMT K CTaHAApTU3aLlMU KpUTEPUEB pUCKaA U CTpaTUdUKALIUU
MalueHTOB.
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OcnoMHeHusa BbICOKOAO3HOII
nonauxuMuomepanuu ¢ nocnepyrowei
aymonoruyHoil mpancnnanmauuet
remMono3amuyecKux cmBoJiIOBbIX KNemok
y Aemeil ¢ CONUAHLIMU 3N10Ka4YeCMBEHHbIMU

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. ®arxynmn', H.I'. Crenanan', O.A. Kankosa',

I.Bb. Carosn!, A.M. Cyneiimanosa'!, H.B. Marunsn’,
.M. Mydraxosa'!, A.Il. Kazanues!, O.M. Pomannosa’,
M.B. Pyb6anckas', T.JI. Yinakosa!, A.JI. Ponuna', B.B. 2Koros!,
B.I11. Banecsan!, }0.B. Cksopuosa?, 1.B. Kazaunues?,
A.C. Cunun?, T.B. T'opoyHnosa', T.T. Banues!,

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 siiist-
eTCS TepalleBTUYECKOM OITIME, KOTOpast ITO3BOJISICT ITOTCHIIM -
poBaTh MPOTHUBOOITYX0JIeBbII 3 deKT y manueHToB co 3HO, o1-
HOCSIIIMXCS K TPYIIIE BEICOKOTO prcKa. OaHaKo, HECMOTPS Ha
3 (HEKTUBHOCTh TaHHOTO METOo/a, Oojiee BHICOKME MO CpaBHE-
HUIO CO CTAaHAAPTHBIMU ITPOTOKOIAMU JICUCHUST PUCKU PA3BUTHS
MHMEKIMOHHBIX U TOKCUYECKUX OCTOXXHEHUI B paHHEM 1 O3/~
HEM IOCTTPAHCIDIAHTAIIMOHHBIX IIEPHOIaX CIIOCOOHBI 3HAYNMO
YXYIIIUTh Pe3yIbTaThl TPAHCTUTAHTALIVH.

Iemn m 3ama4d — OLIEHUTb BO3MOXKHOCTb TPOBEICHUS
BAIIXT c ayro-TI'CK y neteit ¢ conuagusivu 3HO.

MarepuaJjisl 1 MeToabl. [IpoBeieH peTpOCIIEKTUBHEIN aHATA3
pesynsraToBayTo-TT' CK BKoropre n3 156 raryeHTOB C COTUIHBI-
MU 3HO rpynmbl BBICOKOTo prcka, nojydyaBiux jedyeHue B HUNU
JIETCKOM OHKOJIoruu 1 remartojiorun um. akaa. PAMH JL.A. [lyp-
HoBa OI'BY «HMMUII onkonoruu um. H.H. broximxa» Mun3mpa-
Ba Poccuu B 2020—2023 1. B nccnenoBaHue ObLIM BKIIOYEHBI 78
(50 %) manbuukoB u 78 (50 %) neBouyek, MeaMaHa Bo3pacTa Ia-
LIMEeHTOB cocTaBmiia 8 jietT 7 Mec (9 mec — 17 et 8 mec). AyTo-
TT'CK 6sutaniposenera 90 (57,7 %) naumentam ¢ HB, 25 (16,0 %)
¢ CIO, 16 (10,3 %) ¢ repMMHOT€HHO-KJIETOUHBIMM OITYXOJISIMH,
13 (8,4 %) ¢ nedppodiacromoii, 7 (4,5 %) ¢ peTuHOGIACTOMOM
(PB), 3 (1,9 %) ¢ Mb, 1 (0,6 %) nauuenty c [1I16 u 1 (0,6 %)
¢ cuajobiaactoMoi. Mcronb30Baiuch pexKMMbl KOHIULIMOHUPO-
BaHus B coctaBe Treo/Mel (n = 116), Carbo/TT/Eto (n = 17),
Mel (n = 13), Carbo/TT/Eto/Cy (n = 10). B 3aBucuMocTu or
KJIMHUYECKUX TIOKA3aHWI M MCIOJIb3yeMOTro TPOTOKOJIA Jieue-
Hust y 136 (87,2 %) naumenToB 6bu1 nipoBeneH 1 kype BATTXT,
a20 (12,8 %) 6onbHBIM BbimoaHeHa TaHaeMHass BJITTXT.

Pe3yabratel. ¥ OOJbLIMHCTBA MAallMEHTOB MeAuMaHa BpeMe-
HY BOCCTAaHOBJICHUSI KOJMYECTBA TPAHYJIOILMTOB U TPOMOOIIN-
ToB coctaBwiaa 11 (8—19) u 14 (12—21) nHeil COOTBETCTBEHHO.
Hawubonee yacteiMu nHOEKIIMOHHBIMY OCTIOXKHEHUSIMU Y TAlv-
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eHroB 1ocie ayro-TI'CK 6bputn myko3ut (89,1 %), HeiiTporne-
HUYECKUI HTepoKoauT (76,9 %), dedpunbHas HeHUTponeHus
(71,2 %), pexke BCTpeUyaInuch KaTeTep-aCCOLMUPOBaHHAas MH(bEK-
mst kpoBotoka (9 %), mueBmonus (14,1 %), ocTpblii pecniupa-
TopHbIii 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-TI'CK
Pa3BUBAIOTCSI XMMUOWHAYLIMPOBAHHBIE (B TOM 4yuciie MHGMEKI-
OHHBbIE) OCJIOKHEHUsI, KOTOPbIE MOTYT He TOJbKO 3HAYMMO Ha-
pywath camouyBcTBue M KK mauumeHTa, HO U B 3aBUCUMOCTHU
OT CTEIeHU BBIPAXEHHOCTU MPEACTaBISITh OMACHOCTb JJIsSI €ro
xkn3HU. [IpaBUJIBHBI BBEIOOp peXXMMa KOHIWIIMOHWPOBAHWMSI,
9(EKTUBHBIIA COOP TEeMOIOITUYECKUX CTBOJIOBBIX KIJIETOK,
KOMILJIEKCHasl COMpPOBOAWTE/bHASI Tepamusi, CBOEBpPEMEHHasl
JUArHOCTUKA W JIEYEHUE OCJIOXHEHUI ITO3BOJISIOT 3HAUMMO
yaydiuTh pesyabrarsl ayTo-TT'CK y nereit ¢ conuanbiMu 3HO
BBICOKOT'O PUCKa.

HoBblil B3rnAA Ha nevyeHue nayueHmos

C 0CMPbIM Neliko30Mm
M.C. bab6aes

Hauyuonanvhuiii yenmp eemamonoeuu u mpaucghysuonoeuu, baky,
Pecnybauka Azepbaiioncan
AkTyanbHocTh. OfHa U3 BaxHeHux npobiem neteir ¢ OJI
ObL1a CBSI3aHA C HEBO3MOXHOCTBIO OPTaHU3alluM CTallMOHAPHO-
ro jedyeHus Bo Bpemsi anuaemMun COVID-unbekuuu. [Toatomy
HaM MPUIUIOCh MTPOBOIUTD JIEUEHUE ITUX OOJBHBIX B aMOyJsa-
TOPHBIX YCJIOBUSIX, Jaxe B camMblil Tskenbiil nepuon OJI.

enu n 3aga4m — OpraHU30BaTh 3TANl UHAYKIUU PEMUCCUU
6osbHBIX OJI B THEBHOM CTallMOHape, U3y4uTh 3(D(HEKTUBHOCTD
MOJyYEHHBIX PE3YIbTaTOB.

Marepransl W MeTOmbl. B mcciemoBaTeNbCKylO TPYII-
MMy BOIUIM 25 TAIIMEHTOB C II€PBOHAYAIBHO BBISIBICHHBIM
nnarHo3om OJIJI. M3 Humx B-knerounwsii — y 21, T-xie-
TOuHBII — y 4. BospacTHOil mpenen MalMeHTOB COCTABISII
oT 2 met 2 MecsameB mno 15 ner (mMemmana — 8,5 roma). Co-
OTHOLLIEHWE MaJbuMKOB M AeBoyek Obuto 10:15. Jledenwue
OJIJI mpoBommnock mo tmporpamme MockBa—bepnuna-2015:
y 17 maumeHTOB nMpuMeHsics rmpotokoia B-ImRG, y 2 — A-SRG,
nemey 2 — t(12:21). ¥ 1 00ApHOTO MPUMEHSIJICS TPOTOKOII
T-Low, y 3 — npotokon T-ImRG. KonuuecTBo JIeiKOIUTOB
B Tepudeprueckoii KpoBu 10 JedeHus: y 20 OOJBHBIX OBLIO
Hxke 50 x 10°/m, y 2 — ot 50 go 100 x 10°/11, a y 3 nereit — Bbiiiie
100 x 10°/1. bracreMust 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 CPENICTB OCYIIECTBIISLIOCH Yepe3 nepudepuieckue
Ba30(MUKCHI.

Pesyabratel. Jleuenue 6onbpHBIX OJI MOXHO MPOBOAUTH aM-
OyaTopHO maxke B caMblit pasrap 0oie3HN. OpraHu3aims jJede-
HUA B hopMaTte «THEBHOU cTallMOHAP + HOUHOU aMOyJIaTOpHBIIA
KaOMHeT» I03BOJIMJIa CBOEBPEMEHHO M 0e3 IMpo0JeM IPOBO-
JIUTh KaK ocHoBHOe jeyeHue (XT), Tak ¥ CONMpPOBOAUTENLHYIO
Tepanuio. 3aMeHa BHYTPUMBEHHON <«IIPOMBIBAIOIICH Tepamuu»
epopaIbHBIM IIPUEMOM XXHIKOCTH HE BBI3BaJla CEPhE3HBIX
MpobJieM, B TOM YMCIIe JIM3UCHOTO cUHApoMa. Bo Bcex ciryda-
SIX TAIlMEHThl OXOTHO MPUHUMAIN XHUIKOCTb, HE3aBUCUMO OT
TSDKECTM COMaTH4YecKoro cocrosiHus. HavanbHoe KoJMuecTBO
JIEMKOITUTOB, a TAKKE YPOBEHB OJJaCTEMMUH M 01aCTO3a HE BBI3HI-
BaJIM Cephe3HOTr0 OECITOKOMCTBA HM Y OMHOTO 00IBFHOTO, HECMO-
TPS1 HA CTAaHIAPTHOCTD COITYTCTBYIOIIIEH Tepanuu, a ONOXuMude-
CKUe MoKa3aTesiv, B TOM YKCJie TOKa3aTe i a30THCTOTO OOMeHa,
Kosebaluch B Ipenejax HOpMbl Y Beex IMaiMeHToB. Hu y Koro
He O0bUT0 ciydaeB 3apaxeHuss COVID-uHbpekuneil, B oTanuune
OT JIeTel, KOTOPHIE B TOT IIEPHO/ HAXOAMINCH B CTallMOHAPE, YTO
TMO3BOJIMJIO TIPOBOAUTH OCHOBHOE JieueHUe Oe3 TepepbiBa, He
BO3HUMKAaJIO TaKMX MPo0OJieM, KaK MepeBo/ MallMeHTOB B APYyTue
OOILHULIBI, UH(PEKLIMOHHBIE OTAEIeHUS. Y BCeX OONBHBIX KypC
WHAYKIIWHY IIPOBOIMIICS IO KOHIIA M 3aKaHYMBAJICS TIOJIHOM pe-
MUCCHUEN.

Boisogapl. [TomyaeHHBIC pe3yabTaThl TOKA3aJd BO3MOXHOCTh
¥ TIEPCIIEKTUBHOCTD JTAJTbHEHIIIETO pacIIMpeHnsT aMOyJIaTOPHO-
ro jieyeHust 60abHbIX ¢ OJI.

Hethponamusa npu numdiiome XoAKKUHA:
namoreHes, KNUHUYecKad KapmuHa

U npohuNaKMUuUKa 0CNOKHEHu

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

AktyanpHOCTb. OTHUM U3 PaCIPOCTPAHEHHBIX OCIOXHEHU
JIX y nereii sBsieTcss HedpomaTusi, 00yCIOBJIEHHAs] KaK caMo-
CTOSITENTbHOE TeUeHUe 3a00JIeBaHUSI, TAK U TOKCUUYECKOE BITUSI-
Hue XT u panuorepanuu. Haxoxnenue naiueHToB ¢ JIX cpenu
BBICOKOI TPYTITBI pUCKa MOYEYHOU HETOCTATOUHOCTU 00YCIOB-
JIMBAaeTCs CUHIPOMOM JIM3KCca OIyXOJH, a TAKXKe He(ppOoTOKCUY -
HOCTBIO HEKOTOpBIX TipeniapatoB XT. B pe3ynsrate HapyiieHue
(byHKIIMM TTOUEK SIBJISIETCSI 3HAUUTETBHBIM (PAKTOPOM B yXY/IIIIe-
Hun K2K nmanueHToB, TeM caMbIM MOAYEPKUBAsI aKTyalIbHOCTb
U3y4YeHUs] JaHHOTO BOIPOCA U MPUHSTUSI CBOEBPEMEHHbBIX Mep
JIeueHUsT U TPOPUITAKTUKHA.

Ilemm m 3agaum — CBOEBpPEeMEHHOE BBISIBIICHUE He(pOITaThn
M COMYTCTBYIOIIMX OCJIOXHEHUH y mauueHToB ¢ JIX, pazpaboTka
TOIXOMOB JICUCHUST ¥ TMAarHOCTHKM Ha OCHOBE JOKAa3aTeIbHOM
MEIUIIMHBI; TIPOBEACHUE aHaIM3a KacaeMo PacIpoCTpaHEHHO-
CTH U XapakTepa Hedpomnatuu y nereii ¢ JIX; nsyuyenue ¢axro-
POB pHCKa, CIIOCOOCTBYIOIINX PAa3BUTHUIO OCIOXHEHMIA; OIICHKA
BIIMSTHUS Pa3IMIHBIX TPYIII npenapaToB XT, aHaIM3 pe3yJibTa-
TUBHOCTU PaHHEN AMArHOCTUKU U MPOMUIAKTUKU B 3TOU IpyTI-
e MaleHTOB.

Marepuaasl u mMetoapl. Mcciaegyemass nonyasiuusi — IE€TH
¢ paHee AMarHocTupoBaHHOM JIX, TIpoxosiiye JIedeHUE B CIIe-
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LIMAIM3UPOBAHHBIX OHKOJIOTMYECKUX yupexneHusx. Mcropuu
00JIe3HU TAIIMEHTOB, Pe3YJbTaThl JIAOOPATOPHBIX HCCenoBa-
HMI, TaKMe KakK MMokKa3areiu (pyHKIUH MToYeK, OMOXUMUYECKUe
M 0011IMe aHaIM3bl KpOoBU. CxeMbl MpeabLIyinnx ceancoB X T win
pagvorepanuu. Pe3yabraTbl oOCiIenoBaHUM TyTeM YJIBTPa3By-
KOBOI TWarHOCTMKM M OLIEHKK CKOPOCTU KITYOOYKOBOM (PUIh-
Tpauun. CoBpeMeHHbIE KIIMHUYECKKE PYKOBOJCTBA Ha OCHOBE
JI0Ka3aTeJbHOI MEIUILIMHBI, B3SIThIE B LIEJSIX aHAIM3a U OLEHKU
3(hHEeKTUBHOCTU METOOB AMATHOCTUKY U JICUCHUSI.

PeTpocnieKTUBHBIN aHATU3 UCTOPUIA 00NE3HU U PE3YJIBTATOB
JlabopaTopHbIX HcciaenoBaHuil. [TpoBeneHue AMarHOCTUYECKUX
METOAOB UISl OLIEHKU (DYHKIIMU TOoYeK y manueHtoB ¢ JIX mo
u niocne XT. [IpoBeneHue CpaBHUTEIBHOTO aHAIU3A JJIS OLIEH-
KU pacipoCTPAaHEHHOCTU U BbIABJIEHUS (pakTOpoB pucka. Kom-
TUIEKCHBIN 0030p HAyYHOU JTUTEepaTyphl JUIsl aHAIU3a MpaKTUye-
CKOT'O PYKOBOJICTBA Ha OCHOBE J0Ka3aTeIbHOU MEIUIIUHBI I
JiedyeHUs U TpoDUIaKTUKKU HedpponaTuu y neteit ¢ JIX.

Pesynbrathl. B pesynbrate ncciaeqoBaHusi ObLIO BBISBIEHO,
YTO OJHUM M3 CaMBIX PAaCIPOCTPaHECHHBIX OCJIOXKHECHUU y Ie-
Teii ¢ JIX sBisieTcs modyeyHas HeTOCTaTOYHOCTh (HepomaTus).
B ocobeHHocTM cpeau MalMeHTOB, Mojydamommux XT, yBeau-
YUBACTCS 9aCTOTa MTOYCUHBIX HAPYIICHWI B IIEPHOI aKTUBHOTO
smeueHMs. JlaHHOE OCITOXKHEHNE MOXKET OBITH 00YCIIOBICHO KakK
HEeTaTUBHBIM 3G (PEKTOM MpenapaToB, TaK U CHHAPOMOM JIM31ca
orryxoinn. [1o JaHHBIM KIIMHUYECKNX PEKOMEHIAINI, B TCUCHHE
JeyeHus JIX ucnonwsytorcs takue cxembl X T, kak ABVD (anpu-
aMULIMH, OJICOMUIINH, BUHKPUCTHH, neKapoasuH) 1 BEACOPP
(6meoMULIMH, BTOMO3M, aApUaMULIMH, TUKI0pochaMua, BUH-
KPUCTHH, TIPETHU3O0JIOH, IIPOJIOMETa3MH), KOTOPHIC MOBHIIIA-
IOT PUCK He(POITaTUM W MOTYT OBITh CBSI3aHBI C HapyIICHUEM
HOpMaJIbHOI (PYHKIINM TT0YeK. BaxkHo yrmoMsHyTh, uto XT Ha
OCHOBE IIMCIIaTHHA, MeToTpekcaTta (MTX) 1 nukiodochamm-
Jla MOXET OKa3blBaTh HEraTUBHOE BIWSIHKE HA (DYHKIIMIO TTOYEK
¥ IIPUBECTU K IIPOTPECCUPYIONIEit MOUeUHOM HETOCTaATOYHOCTH.

CuUHIpOM JTU3KCAa OIMYXOJIU OOYCIOBIMBAETCS PE3KUM BBIC-
BOOOXIEHNEM BHYTPUKJICTOYHBIX KOMIIOHEHTOB OITyXOJIEBOM
KJIeTKM rociie Havana X T. BHyTpuKiieTouHble KOMITOHEHTHI (Ka-
i, ¢pochop M ModeBasi KMCI0Ta) TIPA Pe3KOM BBICBOOOXKIIE-
HUU U3 OMYXOJIEBBIX KJIETOK BBI3BIBAIOT PE3KYIO MOYEUHYIO HE-
JMOCTAaTOYHOCTh, OOYCJIOBIICHHYIO HAKOIJICHHMEM 3THX BEIIECTB
B BUJIe KPUCTAJJIOB B TTOYEUHBIX KaHANIbIIaX. 31eCh BaXKHO OTME-
TUTb aKTYaJbHOCTb CBOEBPEMEHHOM AMAarHOCTUKM U MPEIOTBpa-
IIEHUsI TAaHHOTO CJIOXEHUs B BUIE HEe(GPOIATUM C TTOMOIIBIO
aJKaJau3alliy MOYM M OTIEPaTUBHOM TMIpaTalliiK MallleHTOB,
npoxonsamux XT. KoMmiekcHbIl mToaxon K NpoduiakThKe
¢ no0aBjieHUEM aJUIOIypUHOJIa U pacOypUKasbl 11 CHUKEHUSI
YPOBHSI MOYEBOI KMCIOTHI TTOKA3aJT TTOJIOKUTEIbHYIO TUHAMUKY
y IMaleHTOB.

BoiBonbl. Vicxonmst u3 BBIIETIEPEYMCICHHBIX JTaHHBIX, BaX-
HO OTMETUTb, YTO IJIs IPEeNoTBpallleHUs] pucka HedpomaTuu
M MOYEUHBbIX ocioxHeHul nocyie XT y namueHToB ¢ JIX HeoO-
XOAMMO IIPOBOJAUTH PAHHIOI JAUATHOCTUKY (YHKIIMU I10YEK
M KOMILUIEKCHYIO MPOMUIAKTUKY OCIOXHeHuil. [TpumeHeHue
TaKMX METOMOB, KaK aJIKaJIMHU3allds MOYM, CBOEBPEMEHHAsI
ruapaTaius U IpuMEHEHMe MpernapaToB ISl CHYKEHUST YPOB-
HSI MOYEBOI KMCJIOTBI, ITOKA3bIBAET MOJOXUTEIbHYIO TMHAMUKY
M CHUXKAeT PUCK Pa3BUTHUS OCIOXHEHUI. BaxkHo yKa3aTh He00-
XOAMMOCTh MHAMBUIAYAJIbHOTO Mombopa mnpenapaToB XT ¢ yue-
TOM He(®POTOKCUYHOCTU U AaJIbHEIIIIero MOHUTOPUHIa (PyHK-
LMY TT0YeK manueHToB ¢ JIX.
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luccemMuHayua nepBuYHbIX onyxonetii
ueHmpanbHoli HepBHOU CUCMeMbl
no WyHmMupywwumMm cucmemam.

Cepus KNUHUYECKUX HabnwopeHuil

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

AktyanasHocTh. Onyxonu [HTHC 3aHuMaloT 2-e MecTo cpenu
3HO pmerckoro Bo3pacta, coctabisst 14—20 %. OngHum U3 Beay-
IIMX CUHIPOMOB, HabmogaeMbix ipu BoisiBieHUU 3HO roioB-
HOIO MO3ra, SBJIsieTCsl ruapouedainus, B psiae ciaydaeB TpeOy-
foIasi BEHTPUKYJIOIIEpUTOHEATbHOTO IIyHTUpOoBaHUs. OIHAKO
OTTOK CITMHHOMO3TOBOM XMUIKOCTH 4epe3 HIYHTUPYIOUIYIO CH-
CTEMY MPUBOAMUT K PUCKY PaCIIPOCTPAHEHMUS OIyXOJEBBIX KJe-
TOK 3a TpeAeabl reMaTodHIehalInYecKoro dbapbepa M 3KCTpa-
HeBpaJbHOMY MeTacTa3upoBaHuio. [1o maHHBIM JIUTEpaTypHl,
4acTOTa SKCTPAHEBPaJIbHOIO METACTA3MPOBAHMS COCTABISIET OT
0,1 10 3,7 %. IToCKOJIbKY TaHHOE OCJIOXHEHUE SIBISETCS KpaiiHe
peIKUM, B HacTosIIee BpeMs HE CYIIECTBYET YETKUX aJTOPUT-
MOB €T0 JUarHOCTUKU.

IMemu u 3amauu — BBIIBUTD U CHOPMYJIMPOBATH KPUTEPUU
MIPOBEJACHUST TOIOJTHUTEIBHON NMAarHOCTUKU 3KCTpaHEeBpaib-
HBIX METAaCcTa30B ITepBUYHBIX orryxoieil [IHC.

Marepuasbl u MeToAbl. B TekcTe cTaThu NpUBENeH aHAIN3
JUTEepaTypbl MO TeME LIYHT-ACCOLMUPOBAHHOIO METacTa3upo-
BaHMs nepBUYHBIX onyxosieit [IHC u3 6a3sl nanubsix PubMed.

PesynbraThl. OmnivicaHbl 3 KJIMHUYECKUX Cydasl 9KCTpaHeB-
panbHOro metacrasupoBaHus omnyxoneit [IIHC (2 — Mb mo3-
xeuka u IV xenynouka u 1 — aHamjacTdyeckasl arieHAMMOMA
IV xenynouka) mo IIYHTUPYIOILEH CUCTEME Y MAaLIMEHTOB, MPO-
XOAUBIIMX Kypc JedyeHus B kanHuke JIILL MUBC.

BoiBoapl.  IIlyHT-accouMupoBaHHOE  MeTacTa3upOBaHUE
npu omnyxoJisix ITHC BcTpeyaeTcs: ype3BblUaifHO peKo U acco-
LIMMPOBAHO ¢ KpaliHe HebmaronpusTHbIM MporHo3oM. [TpoBene-
HUE JOTIOJHUTEIbHOM JIy4eBOM TMAarHOCTUKY MPU AUCHYHKIIUU
ITYHTUPYIOIIEH CUCTeMbI TIO3BOJISIET UCKITIOYNTh HATMIUE UC-
CEMUHAIINU, OTHAKO €€ TMPOKOe TPUMEHEHUE TIPY BO3ZHUKHO-
BEHUU JIIOOBIX TEXHUYECKUX CJIOXHOCTE B HACTOSIIEE BpeMsl
JUCKYTa0eJbHO U TpeOyeT HaOI0JeHUsT Ha OOJiblliell Koropre
MaIeHTOB.

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»
Munzdpasa Poccuu, Mockea

AktyansHocTh. [letn ¢ WUI1 penko mMeroT TpoMOOTUYECKIE
COOBITHS 1 B HACTOsI1IEe BpeMs 151 HUX He OoTpeaesieHbl 001I1e
KpPUTEpUHU ISl Hayajia crelubuyeckoil Teparnuu, KpoMe Toro,
OTCYTCTBYIOT JaHHbIC T10 IJIMTEILHOCTA Ha3HA4YaeMoOM IIUTOpe-
TYKTUBHOU TEPaITAMN.

eaun u 3ana4u — oLIeHUTD 9(PHEKTUBHOCTH TPUMEHEHUSI LI~
TOPEAYKTUBHOI Tepanuu y nalueHToB aeTckoro Bo3pacrta ¢ MT1.

Marepuaasl U Metoabl. [lpencraBieH peTPOCHEKTHBHbBIN
aHaAJIN3 KIMHUYECKUX TaHHBIX ManueHToB ¢ MII, Kotopsie Ha-
xoaunuch Ha rocrutanusanuu 8 HMUL ATOU um. IMutpus
Porauesa ¢ suBaps 2012 . mo nioHs 2024 1. [emaTonornueckumii
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KOHTPOJIb OTpeaesics Kak reMatokput < 45 % 0e3 moTpeb-
HOCTU B remoakcdy3un. MonekyasapHbiii otBeT (MQO) ornpe-
Jensiics MetogoMm aiienb-cneunududeckoin TP B pexume
peanbHOro BpeMeHM, YO — CHMXEHUE aUleJIbHON Harpysku
JAK2 > 50 % ot ucxomgHoro ypoBHsi, [1O — cHIKeHME alieIbHOM
Harpy3Ku 10 YPOBHSI, HE MOAIAIOIIETOCST OTIPEICIICHUIO.

Pesyabratel. B uccnenosanue Bouu 32 mauuveHrta ¢ UII.
V20 (62,5 %) n 4 (12,5 %) GOAbHBIX ObUIM BBISIBJICHBI MyTaLlMN
B 9k30He JAK2V617F n JAK2 ex 12 cOOTBETCTBEHHO, OCTaJIbHbIE
8 (25 %) neteii ObLIM JAK2-HeratuBHBIMU. MeanaHa ajiebHON
Harpy3ku JAK2 Ha MOMEHT MOCTaHOBKM TMAarHO3a COCTaBJIsia
25,5 %. TemMaTojOornuecKuii KOHTPOJIb OLIEHUBAJICS Yepe3 1 ron
OT Hayvaja Tepanuu. B Hairem LleHTpe omnpeneneHa TakTUKa Be-
JNleHusl mauueHToB aerckoro Bo3pacta ¢ MII. PexomeHnmyercs
CUMIITOMaTh4YeCcKasl Tepanus (aHTUarperaHTHasl Teparnus 1 re-
MoO3Kc(hy3un) TIpU OTCYTCTBUMU MyTauuu B reHe JAK2 u Hanu-
YU KIMHUIECKUX TTPOSIBJICHU B BUIE MUKPOILIMPKYJISITOPHBIX
HapymieHuii. LluropenykTuBHasi Tepanus Ha3HAYaeTcs IIpU
Haauuuu mytaiuu B reHe JAK2, cHmkenuun KoK B ciyuyae ot-
cyTcTBUs 3(hdekTa OT aHTUArperaHTHOM Teparnuu y MalueHTOoB
C MUKPOIMPKYJISATOPHBIMU HapyIIEHUSIMU JINOO remMopparmnde-
CKMM CUHIPOMOM Ha (hoHe TpoMOouuTo3a ¢ AebunuTom (ak-
Topa Bunnebpanma. LIuTopenyKTHBHYIO Tepamnuio MOJy4YuIn
24 (75 %) nauuenta. B 1-it nuaum tepanuu peg INFo2a B 1031-
pOBKe 3 MKT/KT MTOAKOXHO | pa3 B Henemo Ha3HavyeH 13 0oJib-
HbiM, INFoa2a 3 000 000 EJl 3 pa3za B HezieJto MOAKOXHO Ha3Ha-
yeH 6 malmeHTaM, Tuapokcukap6amun 20 MI/KT eXeIHEBHO
HasHaueH 6 netsM. B rpymme peg INFa2a — 6 (46 %) u3 13 na-
LIMEHTOB ITOCTUIJIM [€MAaToJIOrMuecKoro Kourpois, y 2 (16 %)
JeTeil He ObUTO OTBETa M UM MHUIIMUPOBAHA TePaIusl TUIPOK-
cukapbamunom. B rpynme INFo2a y 2 (33 %) 13 6 manueHTOB
3a(MKCUPOBAH TeMaTOJIOTUIECKUIT KOHTPOJIb, CTOUT OTMETHUTh,
yT10 y 2 (33 %) 6GOJBHBIX MEPUOI HAOIIOACHUSI COCTABUI MEHEe
roga. B rpymnme manveHToB, MOTydalomux THAPOKCUKapOaMu,
5 (83 %) 13 6 MaLMeHTOB AJOCTULIA T€eMAaTOJIOIMYECKOrO KOHT-
pos. Y 3 nereit ¢ myrauueit JAK2 onpenensiiach B AMHAMUKeE
ajuiesibHast Harpy3ka misg oueHku MO. B rpynme peg INFo2a
yacTudyHbii MO noayyeH y 2 u3 2 mauMeHToB (y OJHOro —
CHIDKEHME ajienbHoU Harpy3ku ¢ 30 mo 13,42 %, y apyroro —
¢ 64,8 10 38 %), B rpy1Iie ruapokcrkapdamuaa y 1 60JbHOIO OT-
cyrctBoBas1 MO. Y Bcex MaliueHTOB, Y KOTOPBIX ObLJ1a TOCTUTHYTA
MMOJIOKUTENIbHAS TUHAMUKA B BUJIE CHUKEHUS aUIeJIbHOW Ha-
IPY3KH, TakKKe OTMEYaOCh IOCTMXKEHUE TeMaTOJIOTUYECKOTO
otBeTa (I'O).

BoiBoapl. Hair onbIT ¢ manmeHTaMu aeTckoro Bo3pacrta ¢ UI1
IeMOHCTpHUpPYeT 3(POEKTUBHOCTh IUTOPEAYKTUBHON Teparuu
Kak 115 poctkenus 'O, tak u gisg MO. HeobxogmMel oMo~
HUTEJIbHBIE UCCIeNOoBaHUSg TUHaAMUKA MO, ero Koppensiuu
¢ I'O, ximuanmuecknumu npogpieHnssmMu M1, Tak Kak B JaabHE-
IIeM, BO3MOXKHO, aJIeJIbHasl Harpy3ka JpaiiBepHOM MyTalluu
OymeT OmHUM W3 KpUTepreB 3P (MEKTUBHOCTU Tepallud U yCI0-
BUEM JJIs1 IPUHSTUS PEIIeHUs 00 OKOHYAHUM LIUTOPEAYKIIMH.

PA3JAEN IV

JinumenbHblil OMBEM Ha rannoufieHMuYHyIo
mpaHcnnaHmauuio reMono3amuyecKux
CMBONOBBLIX KNEMOoK
C nocmmpancniaHmayuoHHoil
UMMyHOmepanueii y nayuenma
C CUCMEMHbIM PeyuauBom Heiipo6nacmombl
U BOB/IEYEHUEM UeHmpanbHoii HepBHoi

CUCmemMbl: onucaHue KNuHuU4yecroro cny4asn

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 BHepeHWE B TIPAKTUKY MHTEH-
CHUBHOW KOMIUTEKCHOH Tepanuu 1 ummyHotepanuu (UT) okono
50 % maumeHTOB ¢ HeipobiacTtomoit (HB) rpymnmbl BeIcOKOTO
pUCKa pa3BUBAIOT peUUIUB 3a00eBaHus. [IpOrHO3 MallMeHTOB
C PELUIVBOM OCTaeTCsd KpallHe HeOJIaronpusiTHbIM, OCOOEHHO
npu nopaxenuu LTHC, BcienctBue ocobeHHocTel (hapmMakoku-
HETUKU XUMUO- U UMMYHHBIX MTPEMAapaToOB MPU JaHHOM JIOKATU-
3aLMU OTYXOJIH.

IHemm n 3amaum — omnmcaTh Ciydail TOCTDKCHUS JUTUTSIIBHOTO
I1O Ha (pboHE KOMIUIEKCHOI TepaItiy y TallieHTa C TIopaXkKeHNeM
HHC.

Marepuaist u Mmetoabl. Mcxodno Hb duaenocmuposana y na-
yuenma 6 eozpacme 5 nem. Beaedcmeue éospacma na momenm no-
cmaHosKu duazHosa 6oaee 1,5 e00a u ucxoonoi duccemunauuy ony-
Xoau (nopajcenue Heckoavkux epynn J1Y u mHoxscecmeentvle ouaeu
nopaicenus Kocmeil npu OMCYmMcmeuy 00HOHAYHO ONpedensiemozo
nepeutHoeo ouaea) 60AbHOI Obl1 CMPAMUPUYUPOBAH 8 ePYNNY Bbl-
COK020 PUCKA HECMOMPS HA OMCYMCcmeue He0AA2oONPUSMHBIX OU0A0-
euveckux gaxmopoe (amnaugpuxayus MYCN, dellp36, delllq23).
Tlocne 3a6epuienus KomMnaeKcHol mepanuu 045 epYNnbL 8blCOK0O2O
pucka (IIXT no cxeme N5/N6, aymo-TICK, dugpgpepenyupyrowas
mepanus) docmuenym xopowuit 40. Tem ne menee uepez 16 mec
nocne aymo-TICK duaenocmupoean no30Huil cucmemmbli peyuous
3abonesanus ¢ nopaxceHuem J1Y (noomeepicoen eucmonoeuecku,
npu peyuduge gviserena amnaugurxayus MYCN). Ha ¢pone mepa-
nuu 2-i auHuu (UpUHOMeKaH, memo3oaomud) saguxcuposaro I13
€ MACKUX MKaHell 3a0PHUUHH020 NPOCMPAHCMEA, 1e601 MeMeHHOU
004U 20106H020 M032a. Bblio 6vinoaneHo Xupypeuueckoe neyeHue
(MUKpoxupypeuteckoe momanvHoe yoaieHue Onyxoau), npooosa-
acena IIXT no cxeme N5/N6. Jlocmuenyma cmabuiuzauus 3a60-
Aesanus. B daavheiiwem npogodunace mepanus monomexKaHoMm,
yurxaogocgamudom ¢ xopourum 3gpgpexmom. Ilposedena JIT 6 odse-
Me KpaHuocnunanvrozo ooayuenus (KCO) do cymmaproii ouaeooii
doswl (COI) 21 Ip ¢ 6ycmom Ha nodce yoanrenHoil onyxoau. B ue-
A5X KoHcoaudayuu docmueHymoeo 90 npogedena eannoudeHmuy-
Haa TICK (eanao-TICK) om cecmpbl ¢ HemuenoabaamugHoim pe-
HCUMOM KOHOUYUOHUposanus (payoapabun 150 me/m?, meagparan
140 me/m?). Ilpouraxkmuka peaxkuyuu «mpaHcnAaHmMam NPOMue
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 Obiro. Yepes 6 mec Ha-
yama U'T aumu-GD2-anmumenamu (Ounymyxcumaod bema (/Ib)).

Pesyabratel. [1o dannbim o6caedosarnus uepes 36 mec nocae 3a-
seputenuss mepanuu coxpausemces I10.

BoBoapl. Pertinus HB ¢ mopaxenuem IHTHC He gBisgercsd
MIPOTUBOIIOKA3aHUSIM TSI IPUMEHEHMS B Ka4eCTBEe KOHCOIMIA-
mu T Ha «ammardgopme» rarno-TI'CK npu yciaoBum 1oCcTiKe -
Hug JIK Hag ogaramu mopaxenus LIHC.

Femamonoruyeckas MoOKCUYHOCMb Npu
npoBefeHuu NPOMOHHOIl Ny4eBoil mepanuu

y Aemeil ¢ mepaynnobnacmomoi

K.®. Boiiko
MHUEBC, Cankm-Ilemepbype

AkryamsHocTh. KCO siByisieTcsi HEOTheMJIEMOI YacThIO Jieue-
HU4 oIyxoJieid, ckjioHHbIX K JIM. Haubonee pacnpocTtpaHeH-
HbIM ocsioxHeHueM KCO sBrsieTcst reMmatosiornyeckast TOKCU4-
HOCTb.

Ilenu u 3a7a4u — OLIEHUTh CTEIIEHb FeMaTOJIOTUYECKOM TOK-
cuyHocTtH 11pu nipoBeneHun KCO y nereit ¢ Mb B 3aBucumMoctu
oT npeanucanHoit no3sl KCO u npemmectyromeit [TXT.

MarepuaJjisl 1 MeTObI. B ccienoBaHue ObUIM BKITIOYeHbI 334
nauueHTa OO0 «JleueOHo-aguarHoctnueckuii neHtp MUBC»
¢ BepupuuupoBaHHoit MDb, mnoayyaBmux mnpotoHHyo JIT
¢ 2018 mo 2023 r. O6yyeHue MPOBOAMIOCH Ha yCTAaHOBKe Varian
ProBeam. Brl1 Tpon3BeieH aHAI3 KOJTMIECTBEHHBIX 3HAYCHUIA
reMOTIJIO0MHAa, TPOMOOLIMTOB W HEUTPO(MWIOB B 3aBUCUMOCTHU
ot cpokoB KCO — 1-ii neHb tepanuu, okoHyaHue KCO, okoH-
yaHue JieueOHOM TIpOrpaMMbl M OIleHKa MoKa3aTeseil CorlacHO
mkane CTCAE v5.0.

Pesynsratsl. B rpynne nannenTos (# = 20) K MOMEHTY OKOH-
yannsg KCO 23,4 Ip cpenn reMaToJIOTMUECKUX OCIOXKHEHMIA
y 50 % 3acdukcupopana Heiitporienust I11-1V crenenu. B rpynm-
ne neteit (n = 77) ¢ KCO 35,2 Ip ocrmoxxHeHUs OBLIN TIPEACTaB-
neHsl Hewtporienueit [1I-1V crertenn — y 41,5 % n anemueit
111 crennenn —y 19,4 %. HauGoJiee BbIpaskeHHbIE TeMaTOJI0Tn4e-
ckue ocyioxkHeHus Haomoganuch nmpu KCO 35,2 Ip ¢ mpeniect-
ytomeit [TXT SKK (n = 159) — neitrponenus I11-1V crenenu
vy 79,8 %, anemus I11-1V crentenn y 31,5 %, TpOMOOLIMTOIIEHUSA
M-IV crenenu y 3 %, debdpunbHas HeidTporieHus: y 2 % 0oJib-
HbIX. Y mauumeHToB mnocie mnpoBeneHuss BIATIXT ayro-TI'CK
(n = 29) nmpu KCO 24 Ip ormeueHs! HelitporieHus I11-IV cre-
neHu B 34,5 % caydaes, anemus B 10,3 %, TpoMOOLIMTOIIEHUS
B 3,4 %. I1pu noBropHoM KCO (n = 49), 103bl KOTOPOI'O BapbU-
poBanuck ot 24 10 30 Ip, ocnoxxHeHUs ObLTU CICAYIOIIMMU: HEl-
tporieHus 11—V crenenun — 8,2 %, anemus I11-1V crenenu —

6,1%.

BoiBoapl. TIporonHoe KCO y pgereii objagaeT ymMmepeHHO
reMaToJIOTUYECKON TOKCMYHOCTBIO, YTO MO3BOJSIET MPOBECTU
noysHbli 06beM JIT B CpoK, B TOM uucje y AeTeil coO 3HaUMMOit
MCXOAHOM reMaToJIOrM4eCKOil TOKCUMYHOCTBIO BCAEACTBUE MPE/-
1LIECTBYIOLLIEH Tepanuu.
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OAHOUGHMPOBBIN ONbIM NPUMEHEHUs
mapremsoii mepanuu y aemeii ¢ onyxonamu
UeHmpanbHoii HepBHOI CUCMEMbI.

Cepud KNuHuYyecKux HabnoaeHul

K.®. Boiiko
MHUBC, Cankm-Ilemepoype

AKTyaJbHOCTh. OTIYXOJIM TOJOBHOTO MO3Ta SBJISIOTCS HaM-
OoJiee pacrpoCcTpaHEHHBIMU COJTUAHBIMM HOBOOOPA30BaHUSIMU,
BO3HUKAIOIIMMU B I€TCKOM Bo3pacTe. HecMoTps Ha yiiydilieHue
BbIXKMBAEMOCTHU OJ1arogapsi KOMILJIEKCHOMY JieueOHOMY TOJIXO0-
Jly, TPOTHO3 JIJIsI TJIMOM BBICOKOI CTEINeHU 3JT0KaYeCTBEHHOCTH,
a Takxke IJIsl pas3MUYHbIX peuuauBupylommx omnyxojeit [THC
(MBb, atunuyeckasi TepaTougHo-padaouaHas omnyxoiab (ATPO)
M T. 1.) ocTaeTcst HebmaronpusaTHbIM. CoOBpeMeHHbIE JOCTUXKEe-
HHUS B 00J1aCTU T€HETUYECKOTo MpoduInpoBaHUs CIIOCOOCTBY-
0T OOHApPYXEHUIO0 MyTallMii, KOTOpble MOTYT CTaTh JOIOJHU-
TEJbHBIMU TePATIeBTUICCKUMUI MUIIICHSIMU.

Ienn n 3ama4u — otieHKA TTPOUJIIST HEXETaTeTbHbBIX SIBICHUN
(HA) u acddexTuBHOCTM TIpUMEHEHUST MOJIEKYJISIPHO-HAIPaB-
JIEHHBIX areHTOB, UCTIOJb3YEMbIX B KaUeCTBE 2-i1 U MOCIeqyIO-
IUX JTUHUM Teparuu, y JeTeil ¢ TIMOMaMU BBICOKOU CTETeHU
3JI0KQ4€CTBEHHOCTH.

Marepuaisl n MeToabl. KoMIuieKcHOe TeHOMHOE TTPpOMUIn-
poBaHue JIHK oryxojieBbIX KJI€TOK BBIMOJHSIJIOCH JIMHEUKOM
reHeTnyeckux rectoB One Foundation, Ha oCHOBaHMM KOTOPOTO
Ha3HaYaJIMCh TapreTHbIe mperapaTthl. OueHKa 3(POeKTUBHOCTU
Teparuu npoBoauiach ¢ momoinbio MPT ¢ KOHTpacTHBIM ycu-
JICHUEM.

Pesynbratbl. KiMHUYeCKM 3HAYMMBIE MOJIEKYJISIPHO-TEHE-
THYecKKe abeppatyu Obl1n BeistBiieHbl y 11 (30,5 %) ananusu-
pyeMbIx maiueHToB. HambGojiee yacto MyTaluy OIpeaessuiuch
y OOJIbHBIX C OIyXOJISIMM T'OJIOBHOTO MO3Tra IJIMaJbHOIO psija,
y 10 (41,7 %) nauuMeHTOB ¢ TIIMOMaMU TOJIOBHOIO MO3ra ObLIN
BBISIBJICHBI KJIMHUYECKM 3HAYMMBble abeppalii, KpOMe TOro,
KJIMHUYECKU 3HauMMasl TeHeTu4ecKas abeppaliusi Oblla BbISB-
neHay 1 (12,5 %) pebeHka ¢ MATKOTKaHHOM CapKOMOIi. Y aHa-
JusupyeMbix mainueHToB ¢ OC, CHO, omyxojbio COCyIMCTOrO
CIUICTCHUSI KIMHUYECKM 3HAYMMBIX MOJIEKYJISIPHO-TEHETUYE-
CKUX MyTalluii YCTAHOBJICHO HE OBLIO.

BoiBoapl. IloiHOE TeHOMHOE CEKBEHUPOBAHUE SIBJISIETCS
MEePCIEKTUBHBIM MHCTPYMEHTOM JIJIsT TTOBBIIIEHUS 3(hGhEKTUB-
HOCTH JICUCHUSI IeTel C pedpaKTepHBIMU U PELUANBUPYIOIINMU
dopmamu onyxoneii LIHC, npenocrasisisi BOBMOXHOCTb Ha3HA-
yaTh aJbTepHATUBHOE JieueHue. JIoCTyMHbIe B HACTOSIILIEE BpeMst
CXeMbl TapreTHOM Tepamnuu 00JaJaloT HU3KOM UM YMEPEHHOM
3¢ PEKTUBHOCTHIO B OTHOIIEHWHM TJIMOM C HEOJIaronpusTHBIM
nporHo3oM. TapreTHast Tepanusi o0JjagaeT MPUEMIEMOIl TOK-
CHYHOCTBIO M HEOOJBIINM CIIEKTPOM TSIKEIBIX OCJIOXHEHUIA,
YTO Jie7aeT BOZMOXHBIM ee 60Jiee NIMPOKOe MPUMEHEHUE Y IeTel
c onyxossimu LITHC nipu Hanuuuuy cneuu@uueckKux MUILLIeHE.
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MOHUMOPUHT YUPKYNUPYIOWUX UMMYHHbIX
MapKepoB y femei ¢ Heiipo6nacmomoii npu
UCNONb30BaHUU AKMUBHOU

anmu-GD2-HanpaBneHHoll UMMYHOmMepanuu

K.M. Bopokmmunosa', C.A. Kyziesa'-2, .A. bannyesa',
T.JI. HexaeBa!, A.B. Hosuk! 2, H.B. EmenbgnoBna’,
E.A. Muxaiinosa!, P.. Xataposa'- 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»

Munzdpasa Poccuu, Cankm-Ilemepbype;
2@I'BOY BO «Cankm-Ilemepbypeckuii 2ocydapcmeeniblii
neduampuueckuii meouyuHckuil yHueepcumem» Mun3zopasa Poccuu

AktyanbHocTh. HM3KMe Mmoka3zareay BbDKMBAEMOCTH Y Ila-
1ueHToB ¢ HB rpynmbl BbICOKOTO prcka TpeOyIoT IMTOMCKa U MH-
Terpaly HOBBIX ITOJIXOIOB K TepaIuu.

Ienn u 3agaum — IPOAHAIM3UPOBATh YPOBEHDb LIUPKYJIUPY-
FOIIMX UMMYHHBIX MapKepoB y naneHToB ¢ Hb, momyyatonmx
JNEHAPUTHOKJIETOYHYIO BaKIIMHOTEPAITHIO.

Martepuassi u MeToabl. YeTbipem nauuentam ¢ Hb, nepsuu-
HO CTpaTU(UIMPOBAHHBIM B TPYIIIY BBICOKOTO pUCKA, MOCIHE
3aBeplIeHUs JJe4yeOHOI mporpaMmbl o npotokosry NB-2004 Ha
9Tare NOCTKOHCOJUIALMY Obl1a UHULIUUPOBaHa akTuBHasg T
JNEHIPUTHOKJIETOUHOW BakumHoil (JKB). [Ins Harpy3ku AeH-
JPUTHBIX KJIETOK UCITOJb30BAIUCH KJIETOUHBIE KYJIbTYypPhI MeJla-
HOMBI, BBICOKO3KCIIPECCUPYIOLIUE PAKOBOTECTUKYJISIPHBIE aH-
tureHsl (NY-ESO-1, MAGE 1, S100 u ap.), u o6pa3sell ornyxoju
TJIMOMBI BBICOKOM CTEMEHU 371I0KaY€CTBEHHOCTU C IKCIPecCUueit
GD2 B 96 %. Bce maiueHThI IOJIyYUIM ClieLU(pUIECKYIO TeEpa-
uIo B IOJIHOM o0beMe: 6 KypcoB I[IXT (N5/N6), onepatuBHoe
neuenue, BATIXT c ayto-TI'CK (1 nammeHTy rpoBejaeHa single,
2 — tandem BATIXT c ayto-TT'CK), 5 kypcoB UT antu-GD2-
MOHOKJIOHAJIbHBIMU aHTUTeNaMu, auddepeHumpylomas tepa-
nus 13-uuc-PetuHoeBoii kuciaoToit. OaHa naluueHTKa ¢ pel-
JIUBOM 3200J1eBaHUsI IOMUMO MEPBUYHO MPOrpaMMBbI IOTydYuia
KOMIUIEKCHYIO Tepamnuio, BKIIIOYABIIYIO OMIEPaTUBHOE JIEUEHUE,
6 xkypcoB XT 2-it nunum, autoreHnyto TI'CK (amno-TI'CK),
11 KypcOB XUMUOUMMYHOTEPAIIUU C TYMAaHU3UPOBAHHBIMU aH-
-G D2-MOHOKJIOHAIbHBIMU AHTUTEIAMU.

Pesyabratel. C Hos10pst 2022 1. mo aBrycT 2024 T. 4 manmeH-
TaM CyMMapHO ObuIO mpoBeaeHo 37 Kypcos (ot 7 mo 16) JKB.
K momenty Havanma aktuBHOUM MT Bce mMammeHTH HAXOMWIINCH
B TIOJIHOIT PEeMUCCHUU II0 OCHOBHOMY 3a00JIEBAaHUIO B CPOKH OT
33,5 go 66,7 mec. UT xopolio mepeHOCHIaCh IMaleHTaMU,
nMMyHoomiocpenmoBaHHbeIx HS He orMeuanocws. Ilpm aHamm-
3¢ COCTaBa MMMYHOKOMIIETEHTHBIX KJIETOK ITepubepuIecKoin
kpoBu Ha ¢oHe UT JIKB y mauumeHTOB B JUHAMUKE OTMede-
HO TIOBBHIIICHUE 3HAYCHMI ITUTOTOKCHYECKMX T-TMM@OIIUTOB
CD3*CD8" (¢ 19,5 mo 32,7 %) u uX aKTUBUPOBAaHHBIX (GOPM
CD3"CD8"HLA-DR*(c 1,9 mo 3,4 %). Y mauveHTKu C pe-
muauBoM mnocie 5 KypcoB UT KB oTrMeuanoch MOBBILLIEHUE
ypoBHA T-mMM@OIIUTOB 3a cUeT ecTeCTBeHHBIX KuiuiepoB CD3-
CD16%56" (¢ 8,1 no 11 %).

BoiBoapl. [1pu aHamm3e cocTaBa UMMYHOKOMIIETEHTHBIX KJTe-
TOK KpOBM TaiieHTOB Ha (poHe akTuBHOU UT JIKB oT™MeueHa
aKTHUBALIMSI TTPOTHBOOITYXOJIEBBIX MEXaHM3MOB MMMYHHOU 3a-
ILIMTHI B OpraHu3Me 3a cueT T-KjaeTouyHoro 3BeHa. JloGaBiaeHue

PA3JAEN IV

B IIporpaMmy JiedeHust akTuBHOI W T siBiisieTcst mepcIrieKTUBHBIM
HaTpaBJIeHUEM U TpeOyeT TaTbHENUIIero n3y4YeHus .

KnuHuyeckui cnyyai BbiCOKOIl
adekmusHocmu u GesonacHocmu
npuMeHeHus pasynusymaba B mepanuu
msasenoi hopMbl mpaHcnnanmam-
accoyuuposaHHoii mpomGomuyeckoil
MUKPOAHruonamuu ¢ nopamxeHuem
MOY€BbieNuUmenbHoill CUCMeMbl B yCNOBUAX
HUW A0ul um. arap. PAMH N1.A. lypHoBa

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

B.C. Epmakosna’, K.A. Cepreenko', T.I. ITorémkuna’,
10.B. JlozoBan', H.I'. Crenansu', P.P. ®arxymmn',
M.J. Manosa', K.B. Murpakos', A.}O0. Enxpumona’,

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

AKTyanbHOCTh.  TpaHCIJIaHTaT-aCCOIMUPOBAHHAS  TPOM-
o6otnueckass mukpoaHruomnatust (TA-TMA) Ha cerogHsSITHUI
JIeHb SIBJsIETCSI TPO3HBIM ocnoxHeHueMm amio-TI'CK, ¢ Bbico-
KUM YPOBHEM paHHelt JetanbHocTu. OnHoit u3 popm TA-TMA
CIY>KUT M30JIMPOBAaHHOE TMOPaXXEHUE MOYEBBIICIUTEILHON
CUCTEMbI, TpeOyiolllee MHTEHCUBHOW U JJIUTENbHOU Tepanuu
B YCJIOBUSIX cTallMOHapa. BospmeiicTBUe Ha cucTeMy KOMILIe-
MEHTa UTPaeT KJIIOYEBYIO POJIb B JICUEHUN NAHHBIX COCTOSTHUA.
PaBynu3ymab mipencraBisier co0Oif MOHOKJIOHATbHOE AHTU-
TEJO C YBEJIWYEHHOW TPOJOKUTEIbHOCTBIO UHTMOMPOBAHUS
C5-KOMITOHEHTa KOMILJIEMEHTa, YTO MO3BOJISIET 3HAYUTEIbHO
YBEJIMUUTH MHTEPBAJI MEXIY BBEJICHUSIMU TIperapara, COXpaHsisi
BBICOKYIO 3(P(PeKTUBHOCTE 1 Oe3omacHOCTh Tepanuu TA-TMA.

Iean u 3apauyum — npeacTaBUTh 3PPEKTUBHOCTL U Oe3omac-
HOCTh TepaIliyl PaByIM3yMaOOM TP Pa3BUTHH TSKEIBIX (DOPM
TA-TMA.

Marepuajsi u Metoabl. Ilayuenmra A., 17 rem, ¢ peppaxmep-
uotm OMJI. B yeasx koncoaudauuu mepanuu nposederna anrno-TICK
0m HepooCmeeHH020 NOAHOCMbIO coemMecmumozo doHopa. Peicum
KOHOUYUOHUPOBAHUS — Mueaoabnamueuvlii (mpeocyivghan/pay-
dapabun/meaganan). Ilpoguraxmurxa PTIIX — pykcosumunud +
yurxaogocgpamud. Ha pannux cpokax PTIIX ommeueno e 0Obiro.
Boccmanosaenue eemonosza na +17-e cymxu. Ha +30-e cymku
nocne TICK coxpanen cmamyc pemuccuu 0CHO8HO20 3a001€6aHUS
u ocmueHym NOAHbLH OOHOPCKULL XUMEPU3M.

Ha +27-e cymku nocae arno-TICK — T'l], 6oaesoii cunopom,
usmeHeHue 1a60PAMOPHbIX OAHHBIX: pedhpakmepHas mpomooyu-
MONeHUsl, aHeMUsl, WU30UUINO3, NPOMEUHYPUS, IPUMPOUUMYPUSL.
Yavmpaseykoevie npusnaku yucmuma (ckaaduamocms CAU3U-
cmolii, ymoaujenue, NOBbIUEHHAA IX0eHHOCMb CMEHOK MO4e8020
nYy3uips, yeeauUeHue pasmepos noYex, ymepenHoe pacuupenue ua-
weyex u aoxanoxk). Ha +45-e cymku npucoedunerue kposomeue-
HUSL, NOOMEEPICOeHHOE Memooamu 6U3yalu3ayuu, HaApacmawue
yposus rakmamaoecudpoeenasnvl (JIII) do 2 Hopm, npoba Kymbca —
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ompuyamenvrasn. Ha ecem npomsycenuu Habawolenus QyHKuus
aA30MOoBbI8e0eHUs. U INEKMPONUMHO20 COCMABA KPOBU OCMABAAUCH
6 npedenax peghepenchvix 3nauenuti. Ha koncepsamuenoii mepanuu
OMMEHANCsT HeNnPOOOANCUMENbHBLI KAUHUYECKULl d¢hghekm ¢ no-
BMOPHBIMU PEAKMUBAUUAMU 2eMOppazuteckoeo cunopoma. Ilpuns-
mo peuterue 0 nposedeHul YUCMOCKONUU ¢ NOCAeOVIOulell Koazyas -
yueil. DHO0CKORUYECKU KapmuHa CMeHKU MO4e8020 nY3bipsi KpaiiHe
UCMOHYEHHAs, MHOJICeCmeeHHble Kpogomouawue spo3uu. Hecmo-
mpsi Ha NPOGe0eHHYI0 KOA2YAAyUur, 3MU300bl MAKpocemamypuu
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 66edeHus
Pasyau3ymMada 3auKcuposano noAHoe Kynupoeanue KAUHUHecKux
nposieieHuil, ommeveHa Obicmpas HOPMAAUAUUSL AAO0PAMOPHLIX
dannvix (JIAT, wuzoyumot, obwuil anaius mo4u) U 60CCMaHo8e-
HUe YPOBHS MpomMOoyumos 8 nepugepuueckoil Kposu 6e3 Heodxo-
dumocmu mpaucghy3uonHoi noodepicku. MHpexyuonHsix cobbimuii
Ha mepanuu 3apurcuposano He Ovin0. Yepes 3 Hed nocae nauaira
mepanuu nayueHmKa blNUCana noo amoyaamopHbslii 3man Hao -
denusl.

3akmouenne. [IpuMeHeHMEe paByIM3yMada IIpeiCTaBIIsICT-
Cs TIEpCIEKTUBHBIM BEIOOPOM METOAA Tepaliiy TSKEIbIX (DOpM
TA-TMA Bcienctsue BBICOKOW 3(@MEKTUBHOCTA U JIEMOH-
CTpUpYeMOI 0e30MacHOCTH MpUMEHeHMs. boiee mmTeTbHBIN
WHTEpBaJ BBEACHUS, OOYCIOBICHHBIN IIPOJIOHTUPOBAHHBIM
KOMITJIEMEHT-MHTUOMPOBAHUEM, TIO3BOJISIET COKPATUTh YacTO-
Ty ¥ CPOKM TOCTIMTAIM3AIINH TTAlMEHTa, a OMHOBPEMEHHOE JI0-
CTUKEHME TTOJTHOTO KIIMHNYECKOTO0 1 1abopaTopHOTro 3(h(heKTOB
HATJISIIHO IEMOHCTPUPYET W ITOATBEPXKIACT IMIePCIICKTUBBI TIPH-
MEHEHMS TIperapaTta B IeINaTpUIeCKON MOMYJISIIIAN Y PEIUTIN -
entoB TT'CK.

Ffunep3o3uHotunus u cneyuuyecKue
peakuuu B Xoae npoBefeHun
UMMYyHOmMepanuu guHymyxkcumabom 6ema

Yy hayueHmoB ¢ Heilipobnacmomoli

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 HeKOTopbIix conuaubix 3HO y nereii, B Tom
yucie HB. ITpodwib TOKCUYHOCTH MPUMEHSIEMBIX MOHOKJIO-
HAJIBHBIX aHTUTEJ ITUPOKUH, TIPY 3TOM OTIEIBHO BBIIEISIOTCS
aJUIepruyecKre peaklnu U TUIep303uHOMWINS, COMTPOBOXIA-
olIMecs TMOPaXEeHWEM OPraHOB-MUIIEHENH. D03UHO(MUIbHBIC
peakiuu Tipu npuMeHennu J1b mano nzydeHsr.

Iean u 3aga4m — U3YYUTb B3aMMOCBSI3b MEXIY MOIBEMOM
KOJIMYECTBA 303MHOMWIOB B MepudepruIecKoil KPOBU U Pa3BH-
tuem HS nipu nposenenuu tepanuu b y mauuentos ¢ Hb.

Marepuaisi u MeTonbl. [IpoBeieH peTpOoCTIEeKTUBHBII aHAIN3
KOJIMYECTBA 303MHOMUIOB B KPOBU BO BPeMsI U MEXIY KypcaMu
WT u onieHka KnuHU4Yeckoro cratyca 40 maiyeHToB ¢ MOpdoJIo-
TUYeCcKU Bepu(pUIIMpOBaHHBIM nuarHo3oM HB, koTopbsiM mpo-
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Boaunach Tepanusa JIb 8 HMUL JITOU um. Imutpust Porauesa
¢ 2019 o 2023 . /1B BBoAMIICS B m03¢ 10 Mr/m?/cyTt 24-yacoBoit
uHy3ueii B reueHue 10 nHei (5 Kypcos).

PesynbraTthl. B uccienoBaHue BouuiM 25 MaJbuMKOB
u 15 neBouyek. MeamaHa Bo3pacTa Ha MOMEHT ITOCTaHOBKM
auarHosa — 35,7 £ 16,3 mec (pa3bpoc — 3—72 mec). B 82,5 %
(33/40) ciaygaeB BBISIBIICHA 3a0pIOIIMHHAS JOKAJTW3ALMS TIep-
BUYHOI omyxonu. Y 45 % (18/40) maumentoB metonom FISH
oOHapyxeHa aMriidukaius reHa M YCN. UHuuuanbHO B IpyIi-
Iy BBICOKOTO pucKa cTpaTuduipoBanbl 92,5 % (37/40) namu-
eHTOB, 7,5 % (3/40) OTHOCWIUCH K TpyIiie HAOIIOAeHUS U T0-
aydyanu UT B cBI3u ¢ pazBuTueM peuuauba 3aboneBaHus. UT
B 1-1i muHum nposeneHa 75 % (30/40) 60NbHBIX, BO 2-i1 TUHUU —
25 % (10/40). Bcero nipoBeaeno 183 xkypca 1B, 5 kypcos [Ib mo-
ayauu 85 % (34/40) nanueHToB. DO3UMHOMDWINS pa3BUBaach
y 90 % (37/40) neteit u nposBisuiach Ha 12—15-e cyTKu OT Ha-
YaJia KaxJ1oro Kypca, 0COO€HHO OHa ObUIa BhIpaxkeHa rocie 1-ro
Kkypca Teparmuu (y 100 % manueHTOB) M pe3KO CHUKaJach Ha
rnocyeayomux Kypcax (ot 36,8 mo 17,1 % 6osnbHbIX). MenuaHa
MOBBILIEHUS 203UHOMUIIOB 1mocje 1-ro Kypca cocraBuia 6,06 N
(pa3opoc — 0,8—60,5 N), mocie MHOCAEayOIIUX KypCOB —
1,1—-1,6 N. KauHu4yecKd MexXxay KypcaMu Teparnuu OoTMede-
HO MPOSIBJICHUE aJlJIEPTMYECKUX peakIil: KOXHbIX — B 47,5 %
(19/40), 3yma — B 35 % (14/40) 1 pa3BUTHE OCTPOrO TOH3WILJINTA
B 35 % (14/40) cnyyaeB. CTaTUCTUYECKU 3HAYMMAS CBSI3b MEX-
Iy 203MHODWINEl Y KIMHUYECKUM TIPOSIBJICHUSIMU ObLjIa I10-
JlydeHa TOJBKO JIJISi KOTOPTHI MAIlMEHTOB ¢ KJIMHUKOW TOH3WII-
quta (p = 0,035). JIeG10T 0CTpOro TOH3WLIMTA TIPUXOAUIICS Ha
11 £ 7,6 cyt (pa36poc — 3—32 cyr) or Havajna tepanuu b,
1, KaK TIPaBUIIO, COTTPOBOKIAJICS 203UHOMUINEN JIETKOM 1 Cpel-
Hel cTeneHu TskecTu. Hanbosee yacTo TOH3WJUTUT pa3BUBaJICS
mocite 1-ro Kypca tepanuu (y 6/14, 43 %) 1 y MOJOBUHBI TAIU-
€HTOB TOBTOPSIJICS Ha MpoTskeHun 2—3 KypcoB. [1pu ananmsze
JAHHBIX MUKPOOMOJIOTMYECKUX ITOCEBOB 13 3eBa y 9/14 OOIBHBIX
OBV BBISIBJIEHBI B OCHOBHOM Opo(aprHreaTbHble KOMMEHCATbI
(S. aureus, Str. salivarius, Str. mitis, H. parainfluenzae). Iictono-
rUYecKoe McciaeIoBaHue M0cie TOH3WIBKTOMUN, TIPOBEICHHOM
Ha 2-e cyTKM mociie 3aBepuieHus 5 kypcoB UT y 1 mauueHTa,
MOKa3aJio peaKTUBHYIO (DOJUTUKYIISIPHYIO TUTIEPIUIA3UIo JTUMGbO-
WIHOW TKaHW HEOHBIX MUHIIATWH C BBIPAXKEHHOUN 203MHO(MUITb-
HOU MHGWIBTpaLUeH.

BoiBoapl. [1pu nposenenuu UT JIb y mauuentoB ¢ Hb pa3z-
BUBAETCS PSIA CIIEIU(UIESCKUX OCIOXHEHHI, COIPOBOXKIAIO-
muxcsa 303uHOGMIneit. [Ipr 3TOM CTAaTUCTMYECKM 3HAYUMO
503MHOMWINS KOPPEIUPYET ¢ KIMHUKOI OCTPOTO TOH3MJUINTA,
YTO B COBOKYITHOCTH C MUKPOOHMOJIOTMYECKIM aHAJIM30M U TUC-
TOJIOTUICCKUM HCCIICAOBAaHMEM TI03BOJISIET IIPEIIIOIOXKUTE €ro
HeMHOEKIIMOHHEIN reHe3. TeM He MeHee MeXKIy KypcaMu Tepa-
1A TpedyeTcs TIIaTeIFHBI MOHUTOPUHT KOJIMYECTBA 303MHO-
(b1I0B B KpOBM M OLIEHKA COMAaTUIECKOTO CTAaTyca MAIIMEHTA.

PA3AEN IV
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MHoronemuue pesynbmambl neyeHus
aHannacmu4eckoii KpynHoknemounoi
numdombl y femeii no
augepenyuposanHomy npomokony ARRJI
HUW A0ul 2003

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

AKTyaIbHOCTb. AHarutacTUyeckasi KpyIMHOKJIETOYHAsT JTUM-
doma (AKKJT) cocraisiet no 10—15 % Bcex HXJ1 y nereit u xa-
paKTepU3yeTcsl MOPaAKEHUEM HOJATBHBIX U IKCTPAHOMATBHBIX
OPraHoOB U CUCTEM, FeTePOTreHHON MOP(hO-UMMYHOJIOTUYECKON
U UUTOTEHETUYECKON KapTUHAMU. ATPeCCUBHOE KIMHUYECKOE
TeYEeHUE OOBSICHSIET TOT (haKT, YTO HA MOMEHT JUArHOCTUKU
ompenensitorcst pacripoctpanerusie (111, 1V) cramum omyxonu.
Oxcnpeccusi T-KIETOUHBIX MapKepoB OOHapyXMBaeTcsi OoJiee
yeM B 50 % ciydaeB W SIBJISICTCSI XapaKTePUCTUKON ¢ HEraTuB-
HBIM TIPOTHOCTUYECKUM 3HAaYeHUEM. «30JI0TOM CTaHAapT» Te-
panuu AKKJI He ompeaeneH. OmnucaHO MCMOJIb30BaHME Kak
KOPOTKMX WHTEHCHUBHBIX PEXUMOB JI€UCHUS, aHAJOTUYHBIX
nporpaMMam Tepanuu 3peaoknetouHbix HXJI, Tak U MpoIoHTH -
POBAaHHBIX TPOTOKOJIOB, MOJOOHBIX MPUMEHSIEMBIM B JIEUEHUN
OJIJI. B HUMW nmetckoii OHKOJIOTUM W TeMaToJIOTUU WM. aKam.
JL.A. lyprnoBa ®I'BY «<HMMUII onkomoruu um. H.H. Broxuna»
Munsapasa Poccuu 6bu1 pazpaboran npotokoa AKKII HUN
AOul’ 2003, yyuThIBarOlINi NPOTHOCTUYECKOE 3HAYEHUE DKC-
npeccu T-KIETOUHBIX MapKEPOB.

e w 3amaum — TIPOICMOHCTPUPOBATH PE3YJBTaThl Jie-
yeHust aetei, 6oapHbIXx AKKJI, mo muddepeHImpoBaHHOMY,
MMMYHoopueHTHpoBaHHOMYy Tipotokony AKKJI HUMU JOull
2003 1 cpaBHUTH UX C pe3yJIkTaTaMU Tepaliiy MO «CTaHIapPTHO-
my» niporokosry NHL-BFM 95.

Marepuaasl W Metoabl. B ucciaenoBaHue BKIIOYEHBI
100 OONBHBIX ¢ BOEpBbIe ycTaHOBIEHHBIM auarHo3oM AKKII,
nonyuuBiux aedeHue ¢ 2000 mo 2023 r. [To nmporoxkoay AKKJII
HUWM 10ul 2003 nonyyanu nedyeHue 48 OOJbHBIX, IO MTPOTOKO-
ay NHL-BFM 95 — 52. Menuana Bo3pacta — 11 jet. OnieHuBa-
mmuck OB, BCB u BPB. Menuana naomonenust — 10 jeT.

Pesyabratsl. lecsatunetHsis OB y 00ibHBIX, TOTyYaBUIMX Jie-
yenue no npotokosy AKKJI HUM AOul 2003, coctaBuia 95,3 +
3,3 %, a y malueHTOoB, JeuuBIIMXCs 1Mo npoTokosy NHL-BFM
95, — 82,0 £ 5,4 % (p = 0,037). I1pu onenke 10-netHeit BCB
y OOJBHBIX, TTOJy4YaBIIMX JdeyeHue no npotokoay AKKJI HUN
HOul 2003, moka3areib BEBKMBAaeMOCTH cocTaBui 95,3 = 3,3 %,
a 'y neTeit, eyuBiuxcs o npotokosy NHL-BFM 95, — 68,6 +
6,5 % (p=0,001). decarunerHsss BPB y 60abHBIX, TTOJTy4aBIINIX
Tepanuio comiacHo AuddepeHIMPOBAaHHOMY, UMMYHOOPUEH-
TUPOBAaHHOMY IPOTOKOJTY, ObuTa 97,3 + 2,7 %, a y malMeHToB,
JICYMBIIMXCS TI0 «CTaHZApTHOMY» IpoTtokony, — 71,4 + 6,4 %
(»p =0,003).

BoiBoapl. IuddepeHiripoBaHHBIE UMMYHOOPUEHTUPOBAH-
Heiii mpotokon Tepanuu AKKJI HWUW JOul’ 2003 mo3soswa
HUBEJIMPOBAaTh HETAaTUBHOE ITPOTHOCTUYECKOE 3HAYCHHUE KC-
npeccun T-KIETOYHBIX MapKepOB U TOCTUYB JOCTOBEPHO OoJiee
BBICOKHX TTOKa3aTejicii BBDKUBAEMOCTH, YeM TP TePaITiN C VC-
MOJIb30BAHUEM «CTAHIAPTHOIO» MIPOTOKOJIA, HE YYUTHIBAIOILIETO
MMMYHOJIOTUIECKIE OCOOCHHOCTH OITYXOJIH.
PASOAEN IV

OmpaaneHHbie pe3ynbmambl
OpraHocoXpaHdalowero neyexus aemei
¢ pemuno6nacmomoi 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 nayuno-mexHuueckuil komniexc «Mukpoxupypeus
enasa» umernu axkademurxa C.H. @edoposa» Munzdpasa Poccuu, Mockea;
‘DOI'RY «Hauuonanbhotii MeOUUUHCKULL UCCAe008AMENbCKULL UEHMD
enasnuix 6oaesuetl umenu leavmeonsvya» Munzopasa Poccuu, Mockea

AktyanpHOCTb. [IpriMeHEHUE TpPamUIIMOHHBIX METOMIOB Jie-
yeHus neTeil ¢ uHTpaokyasipHoil Pb — cucremuas XT, nucraH-
nuonHasg JIT (JIJIT), mokansHas Tepanus (opaxutepanus (BT),
kpuonectpykuus (KI), TpaHcmynuisipHass TepMOTeparus
(TTT)) — mo3BoJsIeT COXpaHsITh Ia3a CO CTaaAusIMU (COIIacCHO
kinaccudukamu ABC) C — B 60—67 %, D — B 30—47 % crnyyaes.
st oBbilieHUsT 39(PHEKTUBHOCTU JICUEHUST B HACTOSIIIIEE Bpe-
MsI LIUPOKO MPUMEHSIIOTCSI METO/IBI JJoKaabHOU X T B coueTaHuU
wiu 6e3 cucteMHol XT U JIOKaJTbHON Tepanuu.

Iean n 3apaum — MOBLICUTD 3P GEKTUBHOCTD JICUSHUSI IeTeit
¢ untpaokysspHoit Pb rpynn C u D 3a cuet nokanbHoit XT: ce-
sektuBHOM nHTpaaprepuanpbHoii XT (CUAXT) B mia3Hyto apre-
puro 1 uHTpaBuTpeanbHoit XT (MBXT). OueHuTh BHYTPUIIIa3-
HbIE OCJIOXXHEHUS U O0LIME TTOCIEICTBUS JIEUCHUSI.

Marepuansl u Metoapl. C 2012 mo 2017 T. mpoaHaIM3UPO-
BaHbl 70 mamueHToB (77 r71a3) ¢ uHTpaokyasipHoit Pb rpymm C
(22 tnaza) u D (55 rna3). Bcem npoBoaunack cuctemHast XT
(BUHKPUCTUH, 3TOMO3UM, KapOOIUIATUH) C JAJIbHEUIINM
noaxioyeHneM nokanbHoit XT. B cpegnem mepen 3 Kypcom
cucremHoir XT 61 mamuenty (67 11a3) MOAK/IHOYAach JIO-
kanpHass XT. IlposeneHo 144 kypca MBXT 46 mnaiueHTam
(52 rnaza) ¢ mendananom 16—20 MKT, a mpy CTAOUIU3ALUN IIPO-
necca + 20 mkr tonotekaHa. ITposegeHo 118 kypcoB CUAXT
npernapaToM Mendanad 5—7,5 mr/m? 57 nmauveHTtam (64 riasa).
[Tpu crabunuzauuu 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 JOKaAIbHOTO
paspymenus onyxonu (BT, K, TTT) craau oCHOBHBIMU METO-
JIaMU «I0JIeYBaHMSI» Ha 45 ri1azax.

Pesyasratel. Ocnoxnenuss UBXT nabmopamucek B 17 %
(25 /144) B Buze 30H XOpUOPETUHAIBHOI TUCTPO(GUM, CO CHIKE-
HueM 3peHus B 3 ciyvasx. B6 % (3/51) CUAXT ormeuanach TO-
TaJIbHasI XOPUOPETUHAJIbHASI TOKCUYHOCTHD C aTpoueit 3puTesb-
Horo HepBa (Mendaman — 7,5 mr). B manmpHeimem go3a 7,5 mr
He TIpUMeHsU1ach. BHyTpuriasHble OCIOXHEHMSI pa3BUBAIUCh
B 19 % (15/77), mpu MHOTOKpaTHBIX BO3ICUCTBUSIX Ha TJia3:
CUAXT (1-5 npouenyp) + UBXT (2—7 unbekuuit) + TTT
(1-5 ceancoB) + KII (1-2) + BT (1-3) + IJIT (B 1 cayugae).
OcnoxHeHus: reModTajbM, XOPUOPETUHAJbHasl AUCTPODUS
V=V cTenenu, ¢pudpo3 cTeKJIOBUAHOTO Tejla, HepomnaTusl, cyo-
aTtpodwms rimasa (B 1 caygae mocie IJIT), kKarapakra, BTOpUYHAsT
rurnepreH3us. JledeHre oCIoXXKHEHUIA: paccachiBarolasi Teparusi,
AKCTPAKIIMS KaTapaKThl, BATPIKTOMMSI C MppUTaleii Medaa-
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Ha, yCTAaHOBKA MHTPAOKYJISIPHOM JIMH3bI, aHTUTJIAYyKOMATO3HBIE
orepalu. B ¢BsI3u ¢ HEMpo3pauyHOCThIO OPTATBEMOIOTMYECKUX
cpen B 4 u3 15 caydyaeB Obljia BBITIOJHEHA SHYKJIealus riia3a, 6e3
Heobxoaumoctu cuctemMHoit XT. B 1 uz 15 HabmoneHuit npu
Pa3BUTUHU TJIAYyKOMbBI YIAJIOCh COXPaHWUTh €IMHCTBEHHBIN Tja3,
HO €O CHIXeHHeM ocTpoThl 3peHus ¢ 0,2 no 0,02. B ocTajabHbIX
10 ciyyassx ocTpoTa 3peHust 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 %) w3 55 rma3. M3 o0mux mocaencTBuid
y 1 u3 70 mauMeHTOB COXpaHsIeTCsl TeMUMapes3 IMocjae OCTPOro
HapylIeHWs] MO3TOBOTO KPOBOOOPAILEHMS, Pa3BUBILIETOCS 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 HAOTIOICHNST COCTAaBUIIO
106 £ 13,7 mec (ot 88 mo 137,0 mec, mennana — 103,4 mec).

BoiBoapi. [TonyyeHa Bbicokast 2(hGEKTUBHOCTh JIEUEHUST —
B OTAaJIcHHbIE CPOKM coxpaHeHo 75 % rnas. Ilarunetass OB
cocraBuia 97,7 + 2,3 %. He oTMeueHO yBeTUUEHUsI PELIUANBOB
U1 CMEPTHOCTHU OT MeTacTtazupoBaHus. [IpenoxeHHast mporpam-
Ma mo3Bosiuia otkazarbes oT JJIT. OcinoxHeHUus pa3BUIUCHh
B 19 % r1a3 u TpeOyIOT TaIbHEUIIero N3y9eHus 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» Murnszopasa Poccuu, Mockeéa

AkryamsHocTe. HDB siBisieTcst camoit wactoif akcTpakpa-
HUAJIBHOUW COMMIHON OTYyXOJIbIO JETCKOTO Bo3pacTa. Pacrpo-
CTpaHEHWE OMYXOJU B TIO3BOHOYHBIN KaHAT MOXET TTPUBOIUTH
K pa3BUTHIO Xu3Heyrpoxatomux cumntomoB (XKYC), ogHuM
13 KOTOPBIX SIBJISIETCSI KOMITPECCUsT CMTUHHOTO Mo3ra. M3yueHue
0COOEHHOCTEN KIIMHUYECKON TMpe3eHTaInu 3a00IeBaHUsT MO-
3KET TOMOYb CBOEBPEMEHHOI ITOCTAHOBKE AMArHO3a.

e n 3aga4n — U3YyYUTb OCOOEHHOCTU KJIMHUYECKO TIpe-
3eHtanuu HB ¢ naTpakananbHeIM pactipoctpaHeHuem (MKP).

Marepuajbl 1 MeToapl. B aHanu3 Obul BKIIOYEH 61 MaueHT
¢ nuarHo3oM Hb ¢ MKP 3a nepuon ¢ 01.2012 . mo 12.2019 .
(82 Mec). ObGcnenoBaHre U JeYEHUE TPOBOAMIOCH B paMKax
nporokosia GPOH-NB-2004, ¢ Beimonnenuem MPT/KT cniuH-
HOro Mo3ra B Je010Te 3a00J1eBaHUsI U OCMOTpa HEBPOJIOra.

Pesynsratel. letu ¢ UKP Hb umenu meauaHy Bo3pacta
8,1 mec (pa3zdopoc — 0,4—104,2 mec), COOTHOIIEHUE MO TIOJY
M:1 Obi10 1:1 (29/32). TlepBruuHas omyXxoJib JIOKaaM30BaJlach
MPEeMMYILIECTBEHHO B 3aJlHEM CPEIOCTEHUU WU 3a0pIOIIMHHO
BHEOpPraHHO, OOJILLIMHCTBO JIeTeil ObLIN cO 2-i U 3-11 cTagusIMu
o INSS (38/61 (63 %)); 4-s1 ctanus — 16/61 (26 %) n4S — 6/61
(10 %) BcTpeuanuch peske. [1peobmagany manyueHThI TPYITIEI Ha-
omonenust — 43 (70 %). UnunmanbHo y 45/61 (74 %) GonbHBIX
BBIsIBAEHBI HeBposiorndeckue cummnrombl MKP HB, kotopbie
OBLIM TIPEICTABIICHBI IBUTATEIBHBIMU paccTpoiicTBaMu y 23/45
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(51 %), xopemikoBbIMU HapyiueHussMu y 3/45 (7 %), nuchyHK-
el Ta3oBbix opraHoB y 3/45 (7 %) 1 KOMOMHUPOBAaHHBIMU
HapyiueHusmu y 16/45 (35 %). MenuaHa BpeMeHU OT MOMEHTa
TOSIBJICHUS XKaJl00 10 TTOCTAaHOBKU JAMArHo3a B 3TOH IpyIIie Co-
craBuiia 50 aHeii (pazopoc — 8—253 aHeit): y malMeHTOB C IBU-
rareJbHbIMU HapymeHusMu — 47 (10—193) nHeit, ¢ nuchyHK-
LIMeit Ta30BbIX OpraHoB — 86 (43—173) mHeil, ¢ KOPEIIKOBBIMU
HapyeHusiMu — 48 (8—59) nHeit 1 ¢ KOMOMHUPOBAHHBIMU Ha-
pytrenusimu — 51 (11—246) neHp. Y nanumeHToB Miamie 12 me-
caueB (32/45 (71 %)) mennana BpeMeHU ObLia 46 (8—246) nHeid,
y gereit crapiue 12 mecsues (13/45 (29 %)) menuaHa BpeMeHU
cocraBuia 48 (10—137) aHeit. MenuaHa BpeMeHM OT TOsIBJie-
HUS KIMHUYECKMX XaJloO IO Havajia Tepaluy Y BCeX MalllueH-
TOB C HEBPOJOTrMYECKMMU CUMITTOMaMM cocTaBuia 53 (8—255)
nHs. Y 16/61 (26 %) 6onbHbix ¢ UKP HB nHuimansHo He GbLIO
OTMEUEHO HEeBPOJIOTUYECKON CUMIITOMATUKHM, 3a00JIeBaHUE Je-
OIOTHUPOBAJIO C BHISIBJICHUS MAJILIIMPYeMOro o0pa3oBaHUs B MO-
SICHUYHOM objiacTu ¢ poxaeHus y 5/16 (31 %), y 5/16 (31 %)
MalKMeHTOB C KalllJleM 0OHapy>kKeHO 00pa3oBaHUE CPEeIOCTEHMUS
(pentrenorpadust), y 4/16 (25 %) nipu raHoBom Y3U BhisiBIIe-
HO OecCHMIITOMHOE 00pa3oBaHue 3a0PIOIIMHHOTO MTPOCTPAHCT-
Bauy 2/16 (13 %) neteit uU3MeHeHUsI B aHAJIM3e MOYH C TTOCIIEe-
nyomM Y3UM moyek BbISIBUIM OOpa3oBaHMe 3a0pIOLIMHHOIO
MpoCcTpaHCTBa. MennaHa BpeMeHHM OT Je0I0Ta M0 IMOCTAHOBKU
nuardo3a Hb y mauueHToB ripu 6eccumMnToMHoOi hopMe cocTa-
Buna 50 (13—174) mHeli, Ipu 3TOM Y MAIIMEHTOB C BU3YaJIbHBIM
obpazoBaHuem — 70 (19—174) nHeil, y mauuMeHTOB C KalllJleM
U peHTreHorpadueit terkux — 48 (40—63) nHeit, Ipu MIAHOBOM
V33U OBIT — 40 (20—90) nHeit 1 mpu UBMEHEHUSIX B OOLLIEM aHa-
nu3e Mmoun — 74—81 neHb. Y nmereit maanme 12 mecsies (11/16
(69 %)) MmenraHa BpeMeHU OT AebloTa 10 MOCTAHOBKM AUArHo3a
cocraBuna 44 (20—174) nHs, a y nalilMeHTOB cTapiie 12 MecsieB
(5/16 (31 %)) — 81 (19—103) meHb. MenuaHa BpeMEHHU OT
nebroTa 10 Havyajla Teparnuy B 3TOi rpyIe 00JbHBIX COCTaBUIa
50 (13—174) aueii.

BoiBoapl. Hb ¢ UKP B GonblIMHCTBE ciiydyaeB 1e0I0TUPYET
C TOSIBJICHHEM HEBPOJIOTMYECKOU cumnToMatuku. OleHKa Ha-
pYIIeHUT (PYHKIIMKM Ta30BBIX OPTaHOB BBI3BIBACT HAMOOJIBIINE
3aTPYIHEHMSI MPU TOCTAHOBKE OMAarHo3a y MaJeHbKMX Tallu-
SHTOB. YiIyullleHne MHMOPMUPOBAHHOCTU Bpadeil MepBUIHOTO
3B€Ha 0 KIIMHWYecKoi npe3eHTaunu Hb Moxer npusecTtu K 00-
JIlee paHHE# IMOCTaHOBKE MMATHO3a M Havaly TCpaIliuy MallieH-
toB ¢ HB npu KVYC.

CnoHmanHas pemuccus ocmporo
numdo6nacmuoro neiiko3a:

dHanu3 KNUHU4YecKux cnyyaes

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 WiId
MOJIHASL PENyKIMs OIMYyXOJIEBbIX KJIETOK 0€3 MCIOJIb30BaHUS
crieliMUYecKoil TTPOTUBOOITYXOJIEBOI Tepamnuu, SIBJSISICh TIPU
remMo0siacTo3ax penkuM (heHOMEHOM, COCTaBIISIONINM He OoJee
4 % cnydaeB. TouHbIe MEXaHU3MbI TAKOBOI HE OTIPEIC/ICHBI, TEM
HEe MeHee OCHOBHBIMU (haKTOpaMU PUCKA PA3BUTHSI SIBISIIOTCS
TSDKeNble TH(MOEKIIMOHHBIE OCJTIOXHEHHUS Y CUHAPOM OCTPOTO JIN-

PA3AEN IV
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3uca onyxoiu (COJIO), npu 3ToM B 60ablIMHCTBE ciyyaeB CP
HOCUT TPAaH3UTOPHBIN XapakTep.

Iean u 3amauym — npencraBieHue peakoro peHomeHa CP
OJUJI y mauMeHToB JETCKOTO BO3pacTa Ha MpPUMEpPE KIMHUYE-
CKHMX CJTyyaeB ¢ aHaJIM30M (paKTOpPOB pHCKa, MCXOMOB, BbIOOpa
MeToJla Teparu.

MarepuaJjibl ¥ MeTO/IbI. 32 aHATTM3UPYEMBbIIA TIEPUOJ BPEMEHU
(c cenTsiopst 2015 . mo aBryct 2024 ) AMarHOCTUPOBAHO 3 CITy-
yast CP OJIJI (3,4 %) y nmalyeHTOB IeTCKOTo Bo3pacTta. Jluartos
BepU(UILIMPOBAJICSI HA OCHOBAaHUM PE3yJIbTATOB ITUTOJOTHUYE-
ckoro uccienoBanusi, UOT KM u nmukBopa, MOJIEKyJISIpHO-Te-
Hetnueckoit nuarHoctuku KM metomamu FISH u ITLP.

PesyabraTel. Bo3pacT manimeHTOB BapbupoBai oT 4 10 15 JeT.
¥ Bcex 60nbHBIX OJIJI 1e610TUPOBAJl CUMITTOMAMMU TSKEIOM MH-
eKIMM CMEeIIaHHOM 3TUONIOTUN (7 = 3) ¢ TIPOTPECCUPYIONICi
TPEXPOCTKOBOI aIljia3uell KpoBeTBOPeHMS (1 = 3), TeraTocIuie-
Homeranueit (n = 3), COJIO (n = 2). Jlvmb B 1 cayyae MHULIM-
aJbHAsl TMAarHOCTHKA T03BOJIJIA BepU(UIIMPOBATh TMArHO3 Ha
OCHOBaHMU CTaHIAPTHBIX KpuTepueB muarHoctuku OJIJI, B To
BpeMs Kak y 2 TallMeHTOB OMpeesuiach JUIlb MUHUMATbHAS
ocrtaroyHas 6osie3ub Metogamu UDT u FISH. Heso3smoxHocTh
TOCTVKEHMST KOHTPOJIST Hal MH(MEKIMel Oblia TpUYUHOM 3a1ep-
KK MHULMALIAY CIIen(UIeCKON Teparmu, IIp1 3ToOM B 1 ciry-
yae MMeJI0 MECTO Pa3BUTHE BTOPMYHOTO TeMO(aromuTapHOIo
JmMdoructuounTosa. Ha ¢poHe mpoBognmoii KOMOMHUpPOBaH-
HO¥ MPOTUBOMUKPOOHO Tepanuu (# = 3) 1 TNIIOKOKOPTUKOCTE -
pounoB (n = 1) B OTHOIIEHUU TeMO(arouTapHOro JUMGbOTrH-
CTUOILIMTO3a OBLIIO TOCTUTHYTO KYIMMPOBaHWE MHMEKIIMOHHOTO
mpoliecca ¢ IMOJHBIM BOCCTAHOBJICHMEM TE€MOIT033a M ITOJTHOMI
KJIIMHUKO-TeMaTonornueckoit pemuccueit OJIJI. Menuana tpaH-
sutopHoii pemuccuu OJIJI cocraBuna 45 (33—78) aueii. [uar-
HoctupoBaHHbIMU BapuaHTamMu OJIJI 6t BII-mMMmyHoMOrn-
yeckuii (n = 3), n3 HUX 2 ciydad ¢ t(12;21). B 2 HabmogeHnsIX
MaIlMeHTHl TTOIYYIWIN CTAaHIAPTHYIO ITPOTUBOJECUKEMUIECCKYIO
Tepanuio coriacHo rmpotokony ALL-MB-2015, y 1 6oabpHOTO 110
TSDKECTU coCTosTHUS npuMeHsiiack U'T 6iumHaTymomMa0OoM ¢ 1o-
CIEAyIONIEe CTAaHAAPTHOM KOHCOJIUIALIACHA.

BeiBoapl. /Iuddepenumanbibiii auarno3 CP OJIJI momkeH
MPOBOAUTHCS C alleiikeMU4yecKoil (a3oit 3aboneBaHUs U Ipy-
TMMM TIpUYMHAMM aIjla3uyd KpOBeTBOpeHMs. Bricokme pucku
JIETaJTbHOCTU, KaK MPaBUJIO, COMPSIKEHBI C TEUCHUEM TSIKEIIbIX
nHpeKUMoHHbIX ocioxHeHuit, COJIO. CBoeBpeMeHHas Oau-
arHOCTHKA U BBIOOP aaeKBaTHOIl TaKTUKM COIPOBOAUTEIHHOM
Tepanuu SIBJISIOTCS KIIOUEeBBIMU (DaKTOpaMM OJIarornpusITHOTO
ncxona 3adoneBaHusg. HecMoTpss Ha MHUIIMALIMIO TIPOTUBOJIEH-
KEMUYECKOU Tepaluu B yCJIOBHOM peLIMIMBE 3a00J1¢BaHusI, BbI-
0Op TaKTUKU JAOJKEH COOTBETCTBOBATh MEPBOIl aKTUBHOM (aze
3a00JIeBaHUsI, HO C YUETOM PUCKOB BO3MOXHBIX OCJIOXHEHUI

JICYCHU.

PA3JAEN 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»
Mumn3zdpasa Poccuu, Cankm-Ilemep6ype

AKTyalIbHOCTb. BOIIpOCH OKa3aHMS ITOMOIIN IIPH TOpake-
HUM JIETKUX PA3JIMYHOU 3THUOJOTUMU, COMPOBOXKIAIOIIMXCS TsI-
JKeJIbIMU HapyllIeHUsIMU Ta3000MeHa y MalMeHTOB ¢ OHKOreMa-
TOJJOTMYECKUMHU 3a00JIEBAHUSIMU, COXPAHSIOT CBOIO BBICOKYIO
akTyabHOCTh. I1pu Hea((HEKTUBHOCTU CTaHIAPTHBIX METOIOB
MHTEHCUBHOI Tepanuu, 3KCTpaKopIropaibHas MeMOpaHHas OK-
cureHanus (DKMO) MoXeT SIBIISICTCSI eTUHCTBEHHBIM METOIOM
noaaepKaHusl XXM3HEHHO BaXKHbIX (DYHKIIMI, OJHAKO OIBIT €€
MCII0JIb30BaHUS y TaHHOI KOTOPThI MAallMEHTOB KpaliHe OrpaHu-
YEH.

Ilesm 1 32129l — TIPOBECTH OTHOLIEHTPOBBI aHAIN3 Pe3yiib-
taTtoB npuMeHeHnsTs DKMO y fgeTeii ¢ OHKOreMaToJIOTHYeCKUMU
32001 BaHUSIMHA.

MarepuaJibi u MeToabl. 3a ieprof ¢ 2016 mo 2024 1. y naiueH-
TOB JETCKOT0 Bo3pacTa ¢ pa3putueM Tsekesoro O PIC pasnuuHoit
3TUOJIOTMU B pe3yJIbTaTe IPOTUBOOITYX0JIEBOI Tepariu 1o OBO-
JIy OHKOTEeMAaTOJIOTUYEeCKUX 3aboneBaHuit mokaszaHusi K OKMO
onpenenenbl y 3 (18,75 %) GoabHbIX. JleueHue MPOBOAMIOCH
B YCJIOBUSIX IajaThl MHTEHCHUBHOM Tepanuu otaeieHus XT oH-
KorematoJjiorndyeckux 3adoseanuii g gereit ®I'bY «<HMMUILL
uM. B.A. AnmazoBa» MunsnapaBa Poccun. Bo Bcex 3 cayyasix
npoBoAuiach neprudepudeckas BeHo-apTepuaibHas DKMO.

PesynbraTbl. CoOTHOLIIEHWE M:l B aHAJM3UPYEMOW KOIop-
Te O6bLI0 2:1. Menuana Bo3pacra coctaBuia 3,6 roma (ot 1 1o
11 net). B 3aBUCMMOCTM OT OCHOBHOTO AMarHo3a pacrpenese-
Hue Obuto craenyroimuM: ATPO mapacTBOJIOBOI JOKaIU3alUU
(n = 1), IOBEHWIbHbIII MUEJIOMOHOLUTAPHBIN JIeiiko3 (n = 1)
u OJIJT (n = 1). Bo Bcex 3 caydasix OCJIOXHEHMSI pa3BUIUCH
B IepUOJA ITOCTUHUTOCTATUYECKOM aIlla3uu KpPOBETBOPEHMUSI
(n=13),y 1 mauuenTta — nociae auto-TI'CK 1 Hocunu cMmenaH-
HBII XapaKTep IMOBPEXACHUS JeTKUX (MHMOEKIIMOHHBINA 1 UIMMY-
Honoruueckuit). IMogkmoueHne Kk DKMO BBIMOJHSIOCH MPU
nekomneHcrpoBaHHoi JIH Ha (oHe mpoBeneHusT HCKYCCTBEH -
Hoi BeHTuassuuu jerkux (MBJI) co cpenHumu mapameTpaMu
Ha MoMeHT unuumanuu: FiO, 100 %, Vt 9,7 ma/kr, PIP 38 cm
H,O, PEEP 9,7 cm H,O. lnutensrocts UBJI no Havana SKMO
cocTtaBmia 43—768 4, MmenraHa MPOIOJIKUTETbBHOCTH DKMO —
26 (12—40) gueit. Y 1 u3 3 maumeHTOB OMHOKPATHO ObLIA BBI-
MOJTHEHA 3aMEHa MarucTpajieil U HeHTPUQYKHOTo Hacoca BBU-
Iy TPOMOOTUYECKMX HaJOXEHUI B BEHO3HOM 4acTH KOHTYpa,
y apyroro Ha 10-e cytku nipoBeaeHust DKMO BeINoJiHEHa 3aMe-
Ha okcureHatopa. Bo Bcex ciydasix B mepBbie yachl DKMO Obl1a
BOCCTaHOBJICHA JOCTATOYHAsT OKCUTEHAIIMsI, TTO3BOJIMBIIIASL CO-
31aTh peXknuM (DYHKIIMOHATBLHOTO IMOKOS JIJIS JIESTKMX, YMEHBIIUB
«tpaBMatnyHoCcTh» MBJI. ¥V 1 6onbHOro yHKUMS JIeTKUX ObL1a
MOJTHOCTBIO BOCCTaHOBJIEHa, U Ipolenypa DKMO 3aBeplieHa
C COXpaHEHMEM XM3HU TanueHTa. B 2 ciydasx 3adpukcupoBaH
JIETAJIBHBIM MCXOM, OOYCJIOBJICHHBIN IMPOTPeCCUPOBAHUEM I10-
JIMOPTaHHOM HEIOCTAaTOYHOCTH, Pa3BUTHEM OCTPOMl CepaeyHO-
cocynucToii HegoctaTouyHOCTU. OcioxHeHussMu DKMO Oblin
YaCTUYHBIM TPOMOO3 0011l COHHOI apTepuu (IMOocje AeKaHI0-
JIAIUN), TeHEpaM30BaHHbIE TOHUKO-KJIOHUYECKHUE CYIOpOTH,

~ 46 ~
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00yCJIOBJIEHHbIE PA3BUTHEM OCTPOTO HapYyLIEHUS MO3TOBOTO
KPOBOOpAILIEHUsST 10 MIIEMUYECKOMY THUITY, TeMOpparnyecKuii
CHHIPOM Ha (poHE renapuHU3aIIH.

BoiBoapl. Hamn onbiT mokaszan, yro DKMO sBinsieTcss BbICO-
KO2((DEKTUBHBIM METOAOM MOAAEPXKAHUS XKU3HEHHO Ba>KHBIX
(YHKIMI 1 MOXKET MCIOJb30BATLCS MPU KPUTUUECKUX COCTO-
SIHUSIX 'y JIeTeil ¢ OHKOreMaToJOTMYeCKUMU 3a00J1eBaHUSMU,
Korjaa Apyrue MeToAbl MUHTEHCUBHOW Teparuu OKa3bIBalOTCS He-
apdexkTuBHBIMU. OAHAKO TIpolieaypa SIBISETCSI CI0XKHOM C Bbl-
COKMMM COOCTBEHHBIMM PUCKAaMM U MpeICcTaBIsieT coOOi Cro-
o0 cTabuIM3aluMy BUTAJIbHBIX (DYHKIIMI, HO HE METO/ JIEUYEHUS
MPUYUHBI KPUTUUYECKOTO COCTOSTHUSI.

JluarHocmuka u nevyexue o6pa3oBanuil KoKu

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

T'bY3 «Canxkm-Ilemepbypeckuil KAuHUYECKUL HAYYHO-NPAKINUYECKULL
UeHmp Cneyuanu3upo8anHoix 8U008 MeOUUUHCKOL NOMOULU
(onkonoeuueckuii) umenu H.I1. Hanaakosa»

AkTyasnbHOCTh. OOpa30BaHUs KOXU — IreTeporeHHas rpyImna
3a6OHCBaHI/H71, NMCEIoIIas 3JI0Ka4Y€CTBEHHOEC U I[O6pOKa‘{CCTBCH—
Hoe TeyeHue. [To JaHHBIM JTUTEPaATYphl, YACTOTA BCTPEYAEMOCTHU
3JI0KAYECTBEHHBIX 00PA30BaHUI KOXM Yy NETel U MOAPOCTKOB,
TaKMX KaK MeJaHOMa, 0a3aIbHOKJIETOYHAs KapliMHOMAa U JIUM-
(hoMBI KOXXU, HEBETMKA U cocTaBisieT MeHee 1 % oT o01ero 4mn-
CJia CJ1ydya€B OHKOIIaTOJIOTMH.

Ieam w 3amayM — aHaaM3 XapaKTEPUCTUK AUATHOCTUKU
M JiedeHust 00pa30BaHUM KOXM y IeTeil Ha OCHOBE KIMHUYECKOM
npakTUKu B onHOM LleHTpe.

Marepuaisl n MeToabl. {7151 TIpOBeACHMS MCCICIOBAHMUST MBI
WCITOTB30BAIM JAHHBIC PETPOCIIEKTUBHOIO M3YyYCHMST 00pa30-
BaHWII KOXU y JeTell 3a Teproj ¢ sHBaps 1o aekadpb 2021
Bcero Ob110 3acukcupoBano 180 ciydyaeB oOpallleHMsT Mali-
eHToB B Bo3pacte oT 0 mo 18 jmetT. CpemHuii BO3pacT COCTaBUII
0,9 roma. B 26,7 % ciny4aeB (n = 48) npoBefeHa SKCLU3MOHHAS
OuorICHsI B 1IEISIX BepH(UKAIIMN TATOJIOTMIECKOTO IIpoliecca,
B TO Bpemst Kak 72,3 % (n = 130) ocrtaByieHbI 1TOJ HAOIIOICHN-
eM. B 1 % cinydaeB (n = 2) manmeHTbl 0OpaTWINCh C Beprudu-
LIMPOBAHHBIM IMArHO30M <«MeJlaHOMa KOXM». [lociie moiyde-
HUSI TUCTOJIOTUYECKOTO 3aK/IFOUCHUS, B CITy4dae TTOATBEPKIACHMS
MOOPOKAYECTBEHHON MPUPOILI 0Opa3oBaHMIT KOXMW, JallbHEH-
IIasi TMaTHOCTUKA He MpoBoauiachk. [lammeHTaM ¢ MeTaHOMOM
KOXM OBUIM BBITIOJIHEHBI TOIOJTHUTEIBHBIC WCCICIOBAHUS:
mynsructmpaibHass KT (MCKT) OI'K u OBIT ¢ koHTpacTu-
poBaHneM ydactkoB, Y3U nepudepnuecknx JIY, a Takke Ou-
orcust cTopoxkeBoro JIY s ompemeleHWST CTETICHW PacIIpo-
CTpaHEHUsI OIYXOJIeBOTO mporecca. Kpome Toro, mpoBeaecHO
MOJIEKYJISIPHO-TEHETUYECKOE HCCIIeI0BaHNE THUCTOJIOTUYECKO-
ro mMarepuana Ha Hannaue mytauuii BRAF, c-Kit, NRAS, TRT.
Y Bcex MalMeHTOB OWATHOCTHPOBAaHA JIOKAJIbHAs MelaHOMa
koxu (TINOMO). B Teuenue 4 Hen mmociie SKCIIM3MOHHON OM-
oIcuy ObLIa TPOBeIeHa pacIIMpeHHAasT Pe3eKINs ITOCIeOoTe-
pPallMOHHOTO PYyOIla B COOTBETCTBMM C TOJIIMHON ITOPAXKCHMS
mo cucreme Breslou. ITammeHTH OCTaBICHBI ITOA JTWHAMUYC-
CKMM HaO0II0ONeHUEM COTIACHO KIMHUYECKUM PEeKOMEHIAISIM
Munsapasa Poccun.
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PesynbraThl. JloOpokauecTBeHHBIE OO0pa3oBaHUSI  KOXU
npeobiamaayd B Halleil BEIOOpKe MmanmueHToB. B 99 % cimydaes
(n = 178) auarHocTHpoOBaHbI JOOpPOKaYeCTBEHHbIE 0Opa30Ba-
HUS KOXW, TIpeICTaBJICHHBIC MEJIAaHOIWTAPHBIMU HEBYyCaMU,
reMaHTHOMaMH1, aTepOMaMHt, IEPMOUIHBIMUA KUCTaMHU, PETUKY-
JIOTUCTUOLIMTOMaMHU, fepMatoudpomamu u ap. B 1 % ciaydaes
(n = 2) OblIa AUarHOCTUPOBAHA MeJIaHOMAa KOXU Ha JIOKaJIbHOM
cragun TINOMO.

BoiBoapl. JlviarHOCTHMKA OMyXoJel KOXM, Kak Jo0pokaye-
CTBEHHBIX, TaK U 3JI0KAQY€CTBEHHBIX, JOJIDKHA IPOBOAUTHLCS
B MPOMUIbHBIX KIMHUKAX CIIelMaJIMCTaMU B JaHHOU 00J1acTH.
MaHugecraiysi MeJlaHOMbI B IETCKOM BO3pacTe TMpeacTaBisieT
co0oli KpaifHe peaKylo CUTyalMIo, TPeOYIOLIYIO MYJIbTUAUCII-
IUIMHAPHOTO MO/X0/ia K IUAarHOCTUKE 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. Bykpeepa!, b.B. Kypawokos',
E.IO. Cepreenko' 3, H.M. Npanosa'-?

'TBY3 «Hayuno-npaxmuueckuii ueHmp CReyuaiu3upo8anHoil
Meouyurckoi nomouwu oemsam umenu B.D. Boiino-Sceneykoeo
Jlenapmamenma 30pasooxparerus 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 omyxoseil omopHO-ABUTATEILHOTO
armmapata (OA) mpoBoauTcs HMUKIAMM, TMAIIMEHTHI B IIPOME-
XKyTKax Mexay Kypcamu X T HaxoasaTcst foMa. Y OOJIbHBIX C Bbl-
COKMM PUCKOM Pa3BUTHSI PEUMINBA IIPUMEHSICTCS JUIUTEIbHAS
MOoAepKUBAIOIIAsT Tepamysi, B TOM YMCJIE TapreTHBIMM MpeTa-
patamu. JAucTaHIIMOHHAS TeJepeadMIuTALIMSI aKTMBHO BHEIPE-
Ha W WCTIOJIB3YETCS IS Pa3IMYHBIX 3a00JeBaHUN Y B3POCIBIX
C TIOJIOXUTEIBHBIMU pe3yabTaTaMM, HO B JIMTEPAType OTCYTCT-
BYET MCCJIEIOBAaHMsI, KOTOPHIC OIIEHMBAIOT TTOIXOIbI, MCIIOJIb3Y-
eMble JUIsT AeTeid, 00JabHBIX omyxosaMu OJIA.

Ilenu w 3ama4d — ONTHMM3ALMS IPOrPAMMHOTO JICUEHMS
neteit, 0oabHbIX ormyxoiasimMu OJIA, B TOM 4ucie ¢ pelluINBHBIM
Y HEIPEPBIBHO MPOIPECCUPYIONIUM TeUeHUEM 00JIE3HU, ITyTeM
MHTErpalu OIS PKMBAIOIICH Tepaliy U AMCTAaHLIIMOHHOM pe-
abmnmutanuu. OueHka 3((HeKTUBHOCTU UCIIOIb30BaHUS TapreT-
HBIX MPENapaToB B MOIICPXKUBAIOIICH Tepanuuy JIieYeHUs IeTei
¢ onyxoiamu OJIA. OleHKa TTepeHOCUMOCTU IUCTAHLIMOHHOM
peabMIMTALIMK Y IeTeil, 00IbHBIX KOCTHBIMU CAPKOMAaMMU.

Marepuansl 1 MeToabl. B HacTosiiee uccienoBaHue ObLIU
BKJIIOUEHbI 75 aeteit, mpoxonsiiux jgedeHue ¢ 2020 mo 2024 .
B oHkosnornyeckoM otaeneHun Ne 1 T'BY3 «HIIL cner.men.
nomowu aetsaMm JA3M». Bo3pacT nauueHTOB cocTaBUI OT 3 A0
18 net. Cpenu Hux 48 % maumentos ¢ OC, 23 % ¢ CIO, 17,3 %
neteit ¢ PMC, npyrue onyxonu OJA — 10,7 %. Y 48 60nbHBIX
WHULMAJBHO OTIpeAeIsINCh MeTacTasbl, 4 pebeHka obuiu ¢ I13,
y 18 mauneHToOB YCTAHOBJICH PELUINB.

Pesymbratei. C 2022 . B OHKOJOTMYECKOM OTIEJEHUU
Ne 1 T'BY3 «HIIII crrer.men.momomtu aetsaM J3M» aKTHBHO
MNpUMEHSIeTCS Ha3HAUeHUEe MHTMOUTOPOB MPOTEUHTUPO3UHKU -
Ha3bl (MazomnaHub, KabO3aHTUHMO) U MPOTEMHKUHA3bI (pero-
padenud). Jdonsa mereid, MOAyvYaBIIUX TapreTHHIE Mpenaparsl,
cocraBuna 14,7 %. W3 Hux 54,6 % >XuBblI Ha AaTy ITOCJIEIHETO
PA3QEN IV
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HaomoaeHus (28.08.2024). Cpenu nauueHTOB, He MOJydyaBLINX
TapreTHbIe Tpernaparbl, XXuBbl 42,6 %. JluctaHuMOHHAasT peabu-
JuTtaius rnposoauiack y 12 nereit Ha miaatdopme “KidsRehab”
HWUUW HOXuT ¢ 28.06 mo 28.08.2024. 13 Hux 10 mamueHTaM yxKe
MPOBEICHO 2HA0IPOTE3UPOBAHNE 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 % nereii ¢ 1V cragueii 6oyie3HU XUBLI Ha ATy
nocaenaHero HabmoneHus. Cpeay naluMeHTOB, He MOJydyaBLIIMX
TapreTHbIe Tpernaparhl, XuBbl 42,6 %. 2. JIuCTaHIIMOHHAS TIPO-
rpaMMa peabWINTallMKU TI0Ka3ajia XOpOIIylo IMepeHOCUMOCTb,
SKU3HEYTPOXKAIOIINX COCTOSTHUI, TPEOYIOIITNX TTPEKPaTUTh 3aHS -
THSI, HE BO3HUKJIO.

HomOuHupoBaHHbIe KU3Heyrpoxawuue
0CNOKHEHus 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»
Munszdpasa Poccuu, Cankm-Ilemepoype
AxkTyanbHocTh. HB sBisIeTCst caMoii yacToii M BbICOKOArpec-
CUBHOM COJIMIHON OIyXOJIbI0 HEOHATAJIBHOTO Meproaa C BbICO-
KMMM PUCKaMU Pa3BUTHSI KOMOMHUPOBAHHBIX XXU3HEYTPOXKAIO-
X OCJIOXKHEHWI, OIpenessisi TPYIHOCTA OKa3aHUsI MOMOIIN
1 HEOOXOAMMOCTh MYJIBTUAMCUUIUIMHAPHOTO yJYacTHUsl B BeJe-
HUU TIAIMEHTOB JTaHHOU KOTOPTHI.

Leau 1 331244 — OMMCAHUE CJIOXHOTO KJIMHUYECKOTO CIIy-
yast XU3HEYTPOXKaIoIINX OCJIOXHEeHU Tporpeccupyiomeii Hb
JIEBOTO HANITOYEUYHMKA Y peOeHKa MePBbIX THEH XKU3HM.

Marepraasl W MeTOIbl. YV OdoHOweHHO20 MaavMuUKa om
HOPMAAbHO — NpomeKasulell  OepeMeHHOCmU, — 8MOPbIX — CPOY-
HbIX p0008 Nymem HNAAHOB020 Kecapeea CeueHus Npu poxcoe-
HUU OUAeHOCMUPOBAHO HOBOOOPA308AHUE 16020 HAONOUEUHU-
Ka ¢ MACCUBHbIM Memacmamuveckum nopajNceHuem nexeHu,
8 C8A3U C YeM HA 7-e CYMKU JICUZHU OH Obll 20CNUMANU3UPOBAH
6 HMUI] um. B.A. Aamaszosea. JQuaenoz — HB, 4S cmadus no

PA3JAEN IV

INSS (memacmasot 6 neuenv u KM), MS cmaouu no INRGSS, 6e3
amnaugurayuu MYCN, deareyuu Ip — bbia ycmaHo8AeH HA OCHO-
B8AHUU PE3YNbMAMO8 MUEA0PAMMbL, 2UCMON02UHECK020 U Mo/e-
KYAsIpHO-2eHemu4eckoeo ucciedoganus mpenanoouonmama KM
u paouonoeuueckux (MPT, KT) uccaedosanuii. Kuznennovimu no-
Ka3aHUAMU K UHULUAUUU NeKAPCMECHHOU NPOMUBOONYX0Ae80ll
mepanuu (6a0k N4 coenacro pexomendayusm GPOH NB 2017 2.)
OblLaU npoepeccupyoujee NopadiceHue nedeHu ¢ QGopmuposanuem
abdomunanvHoco Komnapmmenm-cunopoma (AKC), napacmaio-
was JIH. Tepanus nposodunacs 8 ycao8usx nairamol UHMEHCUBHOU
mepanuu omoenenus XT onKocemamonoeuveckux 3a0601e8aHuUll
u TKM 0ns demeil.

Pesyavratel. Hecmompsi na nposodumyr XT, y pebenka om-
Meuanoch Hapacmawue OKPYICHOCMU JICUGOma Uu3-3a npoepec-
cupyroueeo ygeauuenus neveru c pazeumuem JH Il cmenenu,
nompebosasuieii nepesoda Ha HBJI. Ilpoepeccuposanue AKC
€ NPUBHAKAMU OCMPOLl NOHeUHOU HedOCMamo4HOCMU A8UAOCH NO-
Ka3aHuem K 8blnOAHEHUI0 0eKOMNPECCUOHHOU NAACMUKU nepeoHeil
oprownoil cmenku 3anaamoil Permacol. B pannem nocaeonepayuon-
HoM nepuode bvira npodoaxcena X1, Ha gpone Komopoii duaznocmu-
posarno meuerue COJIO c pazgumuem 31eKmMpoAUMHbIX HAPYULEHUTL
u cmotikolil bpadukapouu Ha ghone AB baokadvt Il cmenenu. B nepu-
00 nocmyumocmamu4eckoil mpexpocmkogoil ania3uu Kpogemeo-
PeHUsl UMeNo Mecmo passumue KOMOUHUPOBAHHBIX UHMEKYUOHHBIX
0CAOJCHEHUI — SHMEPOKOAUMA, AcCOyUUpoeantoeo ¢ Enterococcus
faecium, eepxnedonegoil hoauceeMeHmMapHoi 08YCMOpOHHel NHeE-
MOHUU CMEUWAHHOI 3muonoeuu, UHgekyuu MsaeKux mkaneil ne-
pedHueil bprounoll cmenku. Hecmomps Ha nposedenue maccugHoll
NPOMUBOMUKDPOOHOU mepanuu, NpUMEeHeHue 2pPaHyA0UUmapHo2o
KOAOHUECMUMYAUPYIOUue2o paKkmopa, coCmosHue nayuenma yxyo-
wanocy 6e3 meHoeHUUU K 80CCMAHOBAEHUI0 2eMonod3a. B kaue-
cmee mepanuu cnaceHus ObLI0 NPUHAMO peulerue O 8blNOAHEeHUU
mparcgysuu donopckux epanysouyumos (N3). Ha gpore npodoaxnca-
fowjetics UHMEeHCUBHOL Mmepanuu cOCMosiHue pebeHKa YAYHUUIOoC,
Obla docmueHym KOHMpoAb HAO UHGEKYUOHHBIM NPOUECCOM, OM-
Meuanocs yMeHblleHue pasmepos neveHu, ucaa U pasmepos oua-
206 memacmamuuecko2o nopaxycenus. Ha 24-e cymxu om unuyu-
ayuu XT pebenox bvin sxcmyouposan. Mamenenus maeKux mkatei
6 obaacmu cmosinus 3anaamsl Permacol ¢ npusnakamu HaeHoeHus
ABUNUCH NOKA3AHUEM K HOBMOPHOMY XUPYPeUHECKOMY 8Meulamens-
cmay. OcaoiicHeHus panHeo NOCAe0NepayuoHHo20 nepuood cmanu
NPUHUHOLL 1eMAAbHO20 UCX00a NAYUeHMA.

BeiBoapl. HecMoTpst Ha HeOGiaronpusiTHbIN Mcxod 3abojie-
BaHWUS, NAHHBbIA KIWHUYECKUN Cly4yall IEMOHCTPUPYET BO3-
MOXHOCTH KOOPIMHMPOBAHHON MYIBTMINCIUIUIMHAPHON Me-
TUIAHCKON TTOMOIIM, YCIEITHOTO KYITMPOBAHUSI COYCTAaHHBIX
JKM3HEYTPOXKAIOIINX OCJTOXHEHUI, COMPSIKEHHBIX C MPOTPeccu -
poBanueM Hb u mpoBogumoii 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 — 370KadecTBeHHas1 HenndhepeHIIUPO-
BaHHAasl OMyXO0Jb CUMIIATUYECKON HEPBHOW CUCTEMBI, KOTOpasi
HanboJiee 4acTo BCTpeyaeTcsl B JeTcKoM Bo3pacte. CpenHuit
BO3pacT MOCTAHOBKU JWArHO3a OOBIYHO COCTaBisIeT 19—22 me-
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caua. Hb moxer jmokanusoBaThCs B J1I000OK aHATOMWUYECKO
00JTIaCTH M COMPOBOXAATHCSI Pa3BUTHEM MMMYHOOIIOCPEIOBaH-
HBIX MTapaHeoIIaCTUIECKUX CUMHIpOoMOB. OIHUM U3 Haubosee
YACTHIX SIBJISIETCS OITCOKJIOHYC-MUOKJIOHYC CUHAPOM — «CHH-
JIPOM TaHLYIOUINUX TJIa3», Wi «dHUIedanonatus KuHcOypHa».
B HacTosiee BpeMsT COXpaHSIIOTCSI TPYAHOCTH B OIpeae/ieHUN
o0beMa 00CyIeIOBaHUS M TAKTUKM Tepariy KaK OTACIbHOTO OIl-
COKJIOHYC-MHUOKJIOHYC CUHIpOMa, TakK 1 codeTaromierocs ¢ Hb.

HeJ’[l/l M 321244 — OIK1caTh KJIMHUYECKOe HaOJIIoAeHUE TTaly-
eHTta ¢ Hb B couetanuu c CUHIPOMOM OIICOKJIOHYC-MUOKJIOHYC.

MarepuaJjsl 1 MeToAbl. B paGoTe npencraBieHo nenepCcoHn-
¢UIMpoBaHHOE OMMCAaHWE KIMHUYIECKOTO ciydas nacoirota HbB
C CUHIPOMOM OITCOKJIOHYC-MUOKJIOHYC.

Pesyavratel. Ilayuenm I., 2021 e.p. Bnepegvie pooumenu ¢ pe-
benKom obpamuaucy Kk Hespoaoey 6 urone 2023 e. ¢ acarobamu Ha
AE2KYI0 WAmMKOcmb noxooku. buin ycmanoenen duaenos: demckue
Heeponoeuueckue peakyuu, napacomiuu. B urone 2023 e. cocmo-
sAHUe pe3Ko YXyOuluaocb, Nayuenm nepecman CamoCMOsmMenbHO
X00umy, NOABUAUCH MPEMOP 8Ce20 mead U KOHeUHOCmell 60 8peMs
deuiceHuUs, yCUAUBAIOWUIICS NPU BOAHEHUL, PA30PAICUMENbHOCTY,
yxyouwenue cHa. Ilo danuvim cnupanvnoil KT eviseneno obpazosa-
HUe 8 1e60M pebepHO-N0360HOYHOM Yeny (Helpo2eHHAas Onyxoas?).
Tlayuenm noayuun eopmornomepanuio, Ha ore Komopoi ommeua-
aace noaoxcumenvras ounamuxa. Hanpaenen 6 HMHUII JITOH um.
Jmumpus Poeauesa, ede 6vin ycmarnoenen duaenos: Hb 3adueeo cpe-
docmenusi caesa. Ilposedeno ydanenue onyxoau 3aoneeo cpedocme-
Husa (23.08.2023). Ilokazanuii k naznauenuro XT He onpedeneHo,
nayuenmy 0bl10 PeKOMeHO08AHO NPOOOAICUMb 20PMOHOMEPANUIO.
C cenmsbps 2023 e. 60abHOU HAXO0UACS HA AeHeHUU 8 HeBPON0cU-
ueckom omoenenuu PAKE — ¢uauara ®IAOY BO PHUMY um.
H.U. Ilupocosa Munzdpasa Poccuu, ede bbira Ha3HaYeHa NyabC-
mepanus  6HympugeHHbiMU  umMmyHoerooyaunamu  (BBUI).
Ilo dannvim TIDT/KT om nosops 2023 2. ommeuanroce HakonaeHue
paduogapmnpenapama (PDII) ¢ o6racmu 201060k 3a0HUX Ompe3-
Koe 11—12-20 pebep caesa, msekux mxausax 11-eo mexcpebdepos
caesa (obaacmo onepamuerozo emeuiamenscmea). Ilo danHoim 00-
caedosanus 8 mae 2024 2. 3apecucmpuposana ompuyamenvHas ou-
HamMuKa — 6 3a0Hem cpedoCmeHUU 18020 2eMUMOPAKca 8U3yanu3i-
PYemcs MaccusHoe, namoaozuiecKoe 00pazosanue MsaeKOmKaHHOL
cmpykmypbl, pazmepamu 36 X 33,7x 52,2 mm ¢ uemkumu Konmypa-
MU Ha ypogHe 7—9-20 epyOHbIX NO360HKO08, pACNPOCMPAHsAOuleecs
60o1b pebepnoil naegpul. 17.06.2024 npogedeno nosmophoe yoa-
AeHue Ho8000pazoeanus 3adnezo cpedocmenus. Ilo pezyrbmamam
nocaeonepayuorHo20 00cAe008aHUs UMeem Mecmo A0KAAbHAS NPo-
epeccusl, 8 C6s3U € YeM Hauama mepanus 045 NAYUeHmo8, Cmpamu-
@uyuposantbix 6 epynny npomexncymouHo2o pucka (no cxeme N5/
N6), komopas conposoxcoaemcsi peyasipHoim 6eedenuem BBUI.
B nacmoswee epems nayuenm npodoadxcaem npoepamMmHyo mepa-
nuro.

BeiBonbl. BepositHo, TpynHocTr paHHell nuarHoctTuku HDB,
MaHUGbECTUPYIOLIUX CUHAPOMOM OIICOKJIOHYC-MUOKJIOHYC CBSI-
3aHbl C HU3KONW MH(MOPMUPOBAHHOCTHIO Bpayeli-HEBPOJOIOB
0 BO3MOXHOCTM TaKoro jae0ioTa JaHHOTO BuAa omyxoJeid. [1pu
9TOM JiaXe MPU paHHE AUarHOCTUMKE OmpeaeIeHre HEOOXOaM -
MO TepaneBTUUECKOM TAKTUKMU SIBJISIETCS] HEITPOCTBIM 1 TpeOyeT
MYJIBTUAVMCUUATIIMHAPHOTO MOAX0AA.
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Hcnonb30BaHue anmuKoarynaHmos npu

OKa3aHuu nannuamuBHOll 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
Jlenapmamenma 30pasooxpanenus eopooa Mockebr»

AktyansHoCTh. [lalieHThI, TMOJyYaOlIMe MalTuaTUB-
Hyto nomoip (ITIT) B ctauroHape, MoaBepKEHbI 3HAYUTEIb-
HBIM TPOMOOTMYECKUM pHCKaM, a TaKKe MOTYT MMETh paHee
BO3HUKIIME TPoMOO3bl. [lpv OTCYTCTBUM aHTUKOATYJISTHTHOW
NpOoGUWIAKTUKA BO3MOXHO BO3HUKHOBEHUE HOBBIX TPOMOOTH-
YECKHUX 3MU30[0B, YTO MPUBOAUT K yxyameHuto KK manuen-
TOB U 3aTPyJHEHUIO BEHO3HOTO NOCTyNa, HEOOXOOUMOTO [JIsI
MNPOJOJIKEHUST OKa3aHUS MOMOIIU. B To XXe BpeMs HazHauyeHue
AHTUKOATYJITHTOB MOXET OBbITh CBSI3aHO C CEPbE3HBIMU FEMOp-
paru4ecKMMU OCJIOKHEHUSIMU Y MAlMEHTOB C TPOMOOLIUTOTIE-
HUEW U HapylIeHUSIMU remMocTa3a. Pogurenu u nmepcoHai 4acTo
OTMEYAIOT HETaTUBHOE BIUSIHUE €XEIHEBHbIX WHBEKIUNA Ha
KOMGbOPT U HACTPOEHUE OOJIbHBIX U CKIIOHHBI TPOCUTH O 3aBep-
IIEHWU Teparu, HECMOTPSI Ha coXpaHsiouecs (GakTopbl pu-
cka. CylecTByIOT KIMHUYECKUE PEKOMEHIAIMU TI0 JICUSHUIO
TPOMOO30B IJIS1 Pa3HBIX TPYII NMEAUATPUYECKUX MALIUEHTOB, HO
netu, nonyyvatowmue [1T1, HUKOrma He YTOMUHAIOTCS OTAEIBHO.
DTO 3HAYUTENHHO OCJIOXHSET MPUHSTAE pelieHuil 00 oObeMe
OKa3aHUS TOMOIIY 111 OOJIbHBIX JAHHOM TPYIIIbI

IHemm n 3aga4m — M3YIUTH UMEIOIINECS MCTOYHUKYU M BBISI-
BUTbH IIPOOCIIBI B CYIIECTBYIOIINX JaHHBIX IS pa3pabOTKM TjIa-
Ha JaJbHEHIINX MCCIICIOBAHUI B LIEJISIX CO3MaHMS KITMHUYISCKIX
PEKOMEHIALIMIA 110 JICUSHHUIO U MPOPUIAKTAKE TPOMOOTUIECKIX
OCJIOXKHEHUMN y neteit, mojydatomux T1I1.

Marepuassl 1 MeToabl. BBIMOTHEH cucTeMaTUYeCKUit 0030p
JIUTEPaTypbl U KIMHUYECKUX PEKOMEHIAIMii Ha OCHOBaHUM
pexkomeHpanuit Cochrane Handbook for Systematic Reviews of
Interventions. I1poBeneH mouck 1Mo 5 MEIMLUIMHCKMM 0a3aM JaH-
HBIX, B TOM YHUCJI€ IO TeM, KOTOpbIE colepKaT B cede peraaMeH-
ThI U KJIMHUYECKUE peKOMEHIAK. bblin BKIIIOUEHBI UCCIENO0-
BaHUS C yYacTHEM JeTeil, 3a007eBaHUsI U COCTOSIHUSI KOTOPBIX
MOTJIM Obl MOAXOAUTH Mo KpuTepun okazanus [1I1. Uckmoue-
HbI UCCJIENIOBAHUS C YIaCTUEM B3POCIIbIX MALIMEHTOB, AeTeil Oe3
COITYTCTBYIOIIMX 3a00JIeBaHUI, MAIIMEHTOB MOCJIEe TPaBMBbI U JIP.
J11s1 OLleHKM KayecTBa UCCeJOBaHUI U raiiiJ1aiilHOB MCII0JIb30-
BaJIMCh CIIEHUAIM3UPOBAHHBIE MHCTPYMEHTBI 1 YeK-JTUCTHI.

Pesyasratel. [locne nenynaukainuu nposepeHo 4437 3amu-
ceii. B 0030p BkiIOYEeHBI 29 ucciaenoBaHUi U 15 pyKOBOJCTB.
ITpumedaTenbHO, YTO TALMEHTHI, IOJIydYalollue MapeHTepalb-
HOe MUTaHue, MPOJAEMOHCTPUPOBAIM CaMble HU3KME IOKa3a-
Tenun 3GMEKTUBHOCTH U 6€30MaCHOCTY aHTUKOATYJISTHTHOM Te-
panuu (AKT), a Takxxe 00Jiee BBICOKYIO YaCTOTY KPOBOTEUEHU I
M BEHO3HBIX TpoMOoamboauii (BTD), HecMoTpst Ha mpoduaak-
TUYECKOe JieYeHue, Mo CpaBHEHUIO ¢ Apyrumu rpymnmamu. Ha-
MPOTUB, JETU C PEAKUMU 3a00JIeBaHUSIMU TIOKa3aJIu Haubosee
onaronpusTHbie pe3yiabTaThl AKT u npodunaktuku. Toabko
B OTHOM PYKOBOJICTBE pacCMaTPUBAIMCh CTpaTeruu Ipoduiak-
vk BTO y nanumenTtos, noaydyarowmux [1I1. MMetowmuecs py-
KOBOJZCTBa 1o JjieyeHuto BTD y nereli He MOJIHOCTbHIO OTBEYAIOT
MOTPEOHOCTSIM TMAIIMEHTOB TMeIMaTPUIECKOro MNaJJIMaTUBHOIO
OTIEeJeHUsI, a OOJIBIIMHCTBO PEKOMEHIAlMii MMEIOT JoKasa-
TEJILHOCTD CJIA00I MM YMEPEHHOM CTEIIeHMU.

PA3AEN IV
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BoiBoapi. Heob6xonrmo pa3padoTaTh KIMHUYECKUE PEKOMEH -
nauuu 1t AKT y pereit, monydarowux ITT1. st ontumuzaunu
PEeKOMEHalMii XeJlaTeJIbHO TMPOBENeHNE TOIMOTHUTEIbHBIX
Ka4yeCTBEHHbIX MccienoBaHuil. s pa3paboTKu pyKOBOJCTBA
C IOCTaTOYHOI CTEMEeHbIO N0KAa3aTeJIbHOCTH HEOOXONUMO MpPU-
BJIEKATb 9KCIIEPTHbIE TPYIIIbI ClIEHUATUCTOB. [ToMUMO KIMHU-
yeckoit mHdopmalMm, Takoil Kak AUarHo3, oOllee COCTOSIHUE
nauydeHTa U oXujaaeMasl MpoAOJLKUTEIbHOCTh XXU3HU, pa3pa-
00TKa 3TUX PEeKOMEHAAIMI NOKHA YUUThIBATh HATMUME TaKUX
akTOpoOB, KaK MPeAoYTeHUST OOJIbHbBIX U UX MPEACTaBUTENCH,
HX MOXeJaHUs 1o 00beMy MOMOIIU U Apyrue acrnekts! [TI1.

KoMnnekcHoe neyexue 3anopos U KUWEYHoil
ncespoo6cmpykuuu y Aemei

C OHKONoruyeckumu sabonesanuamu

K.J. Kanes
MHUEBC, Cankm-Ilemepbype

AKTYyaJIbHOCTb. AKTYaJIbHOCTb T€Mbl OOYCJIOBJIEHA BBICOKOM
YaCTOTOM BCTPEYaeMOCTH 3allOpOB M KMILIEUHON MceBa000-
CTPYKLIMU CPEIU AETEM C OHKOJIOTMYECKOM MaTOJIOTMEN, a TAKXKE
3HAYUTEJIbHBIMU TPYIHOCTSIMM B UX JeueHuu. HecBoeBpeMeH-
Has WJIU HealeKBaTHAas Teparus 3TUX COCTOSTHUM MOXKET TPUBE-
CTU K TSDKEJIBIM OCJTIOKHEHUSM, YXYAIIEHUIO O0LIEr0 COCTOSIHUS
MalyeHTa, CHIDKEHUI0 3(DGEKTUBHOCTU MPOTUBOOITYXOJIEBOTO
JleueHus u gaxe K npepoianuio XT. Takum o6pa3om, pa3padboT-
Ka Y BHEAPEHNE KOMIUIEKCHBIX MOAXOA0B K JIEYEHUIO 3alI0POB
U KUIIEYHOH TCeBIOOOCTPYKIIMU Y NAHHOW TI'PYMIbl OOJbHBIX
SIBJISIETCSI KpaliHE Ba>KHOM 3ama4yeil COBPEMEHHOM IeaaTpuye-
CKOW OHKOJIOTHHU.

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

Marepuanasl U Meroabl. McciaemoBaHue oOXBaThIBacT TPYII-
ny aeteit co 3HO, y KoTopbIx B Ipoliecce MpOTUBOOIYXOJie-
BOI Tepaliiy pa3BUJINCh TaKWe OCIOXHEHMS, KaK 3aIop 1/Win
nmape3 KWIIeYHWKa. JImarHos moaTBep:Kmajicss Ha OCHOBAaHUU
KIIMHWYECKUX JaHHBIX, PE3YJIBTaTOB JJA00OPATOPHBIX U WHCTPY-
MEHTaAJIbHBIX METOJ0B oOcyienoBaHus. B paboTe Mcnoab3oBa-
HBl COBpPEMEHHBIC JINTepAaTypHbIE WCTOYHWKH, BKITIOYAIOIINE
KJIMHWYECKIE MCCIICIOBaHNSI, MeTaaHAIN3bl 1 PYKOBOICTBA ITO
JICYCHHIO 3arlOpOB M KUIIECYHOM TICEBIOOOCTPYKIIUM Y IETei
C OHKOJIOTMYECKUMH 3a00IeBaHUSIMU. [1py pa3BUTUH 3aII0POB,
HE3aBUCHMO OT 3THOJIOTHH, TOJICTast KAIIIKA yTpaurBaeT CII0CO0-
HOCTbh aIcKBaTHO pearnpoBaTh Ha HATPy3Ky CTYJa, 9TO CBSI3aHO
¢ ee mepepacTsskeHreM. OCHOBOM Tepaliy 3ariopoB SIBIISICTCST
MocJaeI0BaTeIbHOE U TTOJIHOE OTOPOXKHEHME TOJICTOTO KUIIed-
HUKa W BOCCTAaHOBJICHWE €T0 HOpMaJIbHO# (pyHKIWU. [JaHHBINA
MOJIXO/I, U3BECTHBIN KaK «IepernoAroToBKa KuilneuHuka» (bowel
retraining), BKJItoYaeT B ce0s1 CaeAyIolie KOMIOHEHTbI: TUCUM-
nauus (ynajeHue HaKOIUJIEHHOTrO CTyJjia), MpUMeHeHUe caadbu-
TEJIBHBIX ITPEITapaToB, ITOBEACHYCCKYIO TEPATTHIO U TUETUUCCKIE
peKoMeHmauu. B ciydasx KUIeYHou IceBI000CTPYKIINHT B 10-
MOJTHEHNE K Tepariy 3artopoB 3P (HEKTUBHO TTPUMEHEHWE PU-
TPOMHUIINHA, KOTOPBII CITIOCOOCTBYET YCWIICHUTO TTEPUCTATBTUKHA
KHIIIEYHUKA W XapaKTepHU3yeTCsT HU3KUM PUCKOM BO3HUKHOBE-
HUS Cepbe3HbIX MOOOYHBIX 9(DGHEKTOB Yy IETEH.

PA3JAEN IV

Pe3synbraTthli. KomMOuMHMpoOBaHHas Tepanus, BKJIKOYamoast
WCITOJIb30BaHME CIAOMTENbHBIX TIpenaparoB, IOBEIEHYECKYIO
Tepanuio U JUeTUIECKUE KOPPEKLIUHU, TTO3BOJISIET TOOUTHCS (-
(peKTUBHOTO OITOPOKHEHMSI KUIIIEUHUKA M BOCCTAHOBIIEHUST €TO
¢ynkuuu. [MpumMeHeHNE SpUTPOMULIMHA Y TTALIMEHTOB C KUILIeU-
HOW TICeBA00OCTPYKIIMEN CITOCOOCTBYET BOCCTAHOBIEHUIO HOP-
MaJIbHOM MEePUCTANBTUKU, YTO YMEHBIIIAET PUCK Pa3BUTHUS Jab-
HEWIIMX OCTOXHEHUIA 1 MO3BOJISIET MPOAoKaTh X T B MOJTHOM
o0beme.

BoiBoapl. MIHTErprpoBaHHEIN ITOAXOH K TepalidM 3aIllopoB
M KUIIEYHOM TICeBAOOOCTPYKUMHU y JETEil ¢ OHKOJIOTMYECKOit
MaTOJIOTHEH, BKITIOYAIOIINI KOMOWHALIMIO MEIUKAMEHTO3HBIX
¥ HEMEIWKaMEHTO3HBIX METONIOB, SIBJISICTCSI OoJyiee pe3yJbra-
TUBHBIM, YeM KCITOTb30BaHNE MCKITIOUNUTEIBLHO CITA0OUTEITbHBIX
npenapaToB. BkiIoueHne B cxemMy JIeUCHMST TTOBEICHYECKON Te-
panmuy W TPaBWJIBHOTO JTUETUYECKOTO IMHUTAHUS CYIIECTBEHHO
CHIKACT PUCK OCJIOKHEHWI 1 TIO3BOJISIET IIPOBOIUTH ITPOTUBO-
oIyxoJjieBoe JeyeHue 0e3 3aaepkek. DPHeKTUBHOCTb KOHILIET-
WU «IIEPETIOATOTOBKY KUIIIEYHNKa» ITOATBEPKIACTCS JTUTEpa-
TYPHBIMU JTaHHBIMU M HAIIMMU KJIMHUYECKUMU Pe3yJbTaTaMu,
YTO TTOMYEPKUBAET BaXKHOCTD JaIbHEUIIIe pa3pabOTKN U CTaH-
JapTU3alUu TAKUX METOIOB IS YIyJIIeHUS TEpariu ¥ IPOTHO-
3a y JAaHHOH TPYIIIIHI ITAIlCHTOB.

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

oprasHusme

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 XPOHUYECKOW MEPCUCTEHIIMEN BUpycCa
W Pa3IUYHBbIMU CTAAUSIMU OOJIE3HU, YTO J€IaeT aKTYaTbHbIM UC-
clenoBaHUEe UMMYHOMATOT€eHETUYECKUX MEXaHU3MOB TpU JIaH-
HOU MaTOJIOTUY B NMHAMUKE UH(HEKIIMOHHOTO Mpoliecca.

Ilemu u 3aga9u — TIPOBECTU aHAIU3 ONTUYECKON MJIOTHOCTHU
AHTUTENI K pa3IMIHBIM aHTUTeHaM BObB y meTeil IIKOIBHOTO
BO3pacTa B 3aBUCUMOCTU OT IJUTEIbHOCTU WHOUIIMPOBAHMS
¥ CTEIICHU TSDKECTH TCUSHUS O0JIC3HU.

Marepuaisl 4 MeToAbl. B ucciaenoBaHuM MPUHSUIM yyacTue
135 nereii ¢ nepsuuHoiit DbBU — I rpynna u 72 pedbeHka ¢ peak-
tuBanueit DbBU — Il rpynna, Bo3pact coctaBun 7—17 net. Bcem
nanureHTaM MpoBeIeHO JIabopaTOPHOE OOCeN0OBaHNE, BKIIOYa-
roiiee MDA kposu ¢ onpenenenneM VCA IgM, VCA IgG, EA
IgG u EB NA IgG, ITLP kposu Ha JHK BBb, nuutomerasno-
Bupyc (LIMB), Bupyc repmeca dyenoBeka. CtatucTudeckast 00-
paboTKa MOJYyYEeHHBIX JaHHBIX MPOBOAMIACH C UCTIOIb30BaHUEM
TnakeTa IMpuKIagHbIX MporpaMM Microsoft Office u Statistica 10.

Pe3yabTaThl. YcTaHOBIEHO, YTO YacToTa OOHApYXKEHMSI aH-
TUTEN K pas3sauyHbIM antureHaMm BOb Obuta pasnuunoii. [Tpu
nepsuuHoii DBBU B 93,1 % BeisgBAsiMCh IgM K KarcuaHoMy
AHTUTEHY BHpYyCa, a KIMHUIECKN MaHU(ECTHAs peaKTUBALIMS
OBbBU uaeHtuduMpoBanach 1Mo KarcuaHOMy U HYKJIeapHOMY
aHTureHam: cootBeTcTBeHHO VCA IgM — 91,9 % 1 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 CJIyyaes,
a EB NA IgG — tonbko Bo II rpynime, cpaBHuTebHBINM MDA or-
TUYECKOU TUIOTHOCTU ObLT MpoBeaeH B oTHoluleHuu VCA IgM.
BoisiBeHO, 4TO comepxaHWe aHTUTEN K KarCUIHOMY aHTUIe-
Hy BUpyca (onTuueckas rmioTHocTh VCA IgM) npu nepBuYHOM
OBBMU coctabnsiio 8,74 + 0,99 1 6bLIO CTATUCTUYECKU 3HAYMMO
OOJIBILIMM B CPaBHEHWM C TIpynmoit ¢ peakTuBaiueir 9bBU —
3,01 = 0,60 (p = 0,004). ITpu 3TOM IS MTALIMEHTOB C PEAKTH-
BalMeil ObUIO XapaKTepHO 0oJjiee JIerkoe U TOPIUIHOE TeueHue
WM, 4TOo mnposIBASIIOCH MEHbIIEH BbIPAXKEHHOCTbIO OCHOB-
HBIX CUHAPOMOB, OTCYTCTBUEM TUMMUYHBIX F€MaTOJOTUYECKUX
CIBUTOB, TO3BOJISIOIMX 3anono3puth DBBU B paHHue cpoku
KJIMHUYecKoi MaHudbectaiuu. bosee Toro, yctaHOBJIEHO, YTO
cpenHeTsikenoe TedeHue MM, BHe 3aBUCMOCTU OT JJTUTEIbHO-
ctu uHuuupoBaHusi DbB, Takxke conpoBoxaanioch HapabOT-
KOI aHTUTE K KarlCUJHOMY aHTUTeHY B OOJIbIlIei ONMTUYECKOM
TUIOTHOCTHU T10 CPaBHEHUIO C TTOKa3aTesIsIMU IeTel ¢ JIerKoii cTe-
neHbio Tsekect UM (p = 0,012).

BoiBoapl. Takum obpa3om, nipu peaktuBanuu DbBU umeet
MECTO CcTepTast KIIMHUYECKast KApTUHA OOJIE3HM C JIETKOM CTeTe-
HBIO TSKeCTU U HU3Koil KoHueHTpauueit VCA IgM. ITogoOHas
3aKOHOMEPHOCTb MPOCJIEXKUBAETCI MPU CPABHEHUU CPEIHETSI-
XeJbIX U Jerkux ¢popm MM Ha pasHbix ctagusx 6osnesnu. Ilo-
JIyY€HHbIE TaHHbIE MOTYT CBUJETEIbCTBOBATh O BEAYUIEH POJIU
VMMYHHOI CUCTEMBI B pa3BUTUU CUMIITOMOKOMITJIEKCA U TUHA-
muku UM.

Knunuyeckuil cnyyail loKcmarnomepynsapHo-

KNemoyHoil onyxonu noyxu

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

AktyasbHoCcTh. HOKCTarmomepysasipHO-KJIEeTOYHAsT OITyXOJIb
(FOKO) nouku — penkoe n00poKayecTBEHHOE HOBOOOpa3oBa-
HUE y JeTel M B3pOCHbIX. JJaHHBIN BUI OMYXOJIW KIWMHWYECKU
XapaKTepu3yeTcsl HaJIMIMeM CTOMKON apTepHallbHOM THIIep-
TEH3UW, ITEeTePMUHUPOBAHHON CEKpellreil peHMHA OITyXOJIbIO.
TvnUuHBIL BO3pacT BO3HMKHOBEHUs 3a00JieBaHUS BapbUpYeT
B IIpeaesiax ot 6 1o 72 et (MeauaHa Bo3pacTta — 27 niet). Y nereit
BCTpevaeTcs KpaifHe peliKo, B INTepaType NMEIOTCS eMIMHUTIHbBIC

MyOJIMKAIIUK C OITUCAaHWEM OTHEIBHBIX CIIyJaeB.

enu u 3apaun — onrcaHre KIMHUYECKOTO cliyvyast MalueH-
Tta ¢ KOKO nouku, nonyuyasuiero jeueHue B HMULL ATON um.
Hmutpus Porauesa.

Marepuajsl 1 MeTonbl. 3a Tiepuo ¢ stHBapsa 2012 1. 1o uroib
2024 1. B ycnoBussx HMUL ATOU nm. Imutpus Porauesa Ha
0ase IaTOJIOrOAaHATOMUYECKOIO OTAEIEHUS 3aperMCTPUpPOBaH
1 cayyaii ¢ TTOATBEPXKIAECHHBIM MOPMOJOrMYECKUM IUArHO30M
IOKO.

Pesyabratel. YV desouxu 11 nem ommeuanroce nosiérexue 2o-
A08HOU 004U, MEHOeHYUU K apmepuanbHoil eunepmeHsuu (apme-
puanvroe daeaenue — 170/90 mm pm. cm.). Ilocae npogedernnozo
o6caedosanus no danuvim Y3U OFI1 6vis61eH0 obpazosarue 6 npo-
exyuu aeeoti nouku, pasmepamu 3,2 x 2,9 x 2.9 em (V = 14 cm’).
Bycaosusx HMHUI] JITOU um. Imumpus Poeauesa nposedero do-
obcaedosanue. Ilo dannoim MCKT OBII ommeuaemcs KT-kapmu-
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Ha coAuUOH020 00pa308aHUsa, HEOOHOPOOHOI CIMPYKMYPbL, 8 00AacCmU
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 8blsA6AeHO. Yuumoleas KAUHUKO-PEHMEeHON02U -
yeckue danuvie, ospacm nayuenmiu (11 nem), pacnpocmparen-
Hocmb U 00sem obpazosanus (menee 200 cm’), npunamo peuwienue
0 npoeedenuu opearHocoxpansiouwel onepavuu. HMHUYUANbHO 8bl-
NOAHEHA AaNnapoCKONU4ecKas pe3eKuyus 1e6oll nouku ¢ ouoncueil
peeuonanvhoix J1Y. [lo dannsim mopgonoeuueckoeo uccaedo8anus
¥y nayuenmku ycmanoener ouaznos «fOKO nouxu». Xupypeuueckoe
emeutamenvcmeo npogedero paduxaivio. Ilocre onepayuu omme-
YeHO KYnupogauue apmepuanvioil eunepmensuu. JiumensHocms
HabawdeHus cocmasasem 2 mec.

BoiBoapl. FOKO mouku sBisieTcsl peaiKuM J100pOKayeCcTBeH-
HBIM BHUJIOM OITyXOJM TOYeK JAeTckoro Bo3pacrta. Crolikas ap-
TeprabHas TUTIEPTEH3MsI MOXKET KOCBEHHO YKa3bIBaTh Ha BO3-
MOXHO€ HaJIMuue NaHHoro 3adojeBaHus. [IpeanoyTuTebHbIM
METOJ/IOM JIEUEHMS SIBJISIETCSI TIPOBEJIEHUE OIEepaTUBHOIO BMeE-
IIaTeJIbCTBA B BUC BBITTOJHEHUSI OPraHOCOXPAHSIIONICH orepa-
LMY TIpYU HATMYMU TTIOKa3aHUIMA.

TyGepryne3nan unthexyus nerxux y peéenxa

¢ ocmpbIiM nuMobnacmHbIM NeiKo3oM

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, Pocmos-na-Jlony

AKTyallbHOCTb. BTOpmuHBIe MHQEKIINU, TaKWe KaK ITHEB-
MOHMSI, TPUOKOBBIE TIOpAaXEHUSI M TyOepKyJie3, MPUBOISIT
K HecTIieIM(MUIECKUM N3MEHEHUSIM B JIETKUX. JIMarHocTHKa BOC-
TMaJINTEIFHBIX IIPOLIECCOB B JISTKMX OCJIOKHSIETCS TIPU arpaHyJIo-
LIMTO3€, KOIrJa ITHEBMOHUSI MOXKET MpOTeKaTh 0e3 MHGbUIbTpa-
LIMU HEUTpoUIoB B TKaHU jerkux. Cpean MHGUUUPOBAHHBIX
M. tuberculosis Ty0epkyne3 pazBuBaercs y 1 uz 10. B HacTos1ee
BpeMsI JOCTYIIHbI HEMHBA3MBHbIE METOAbI TMATHOCTUKU, TAKLE
Kak BbISIBJIEHUE CIIeHU(UISCKUX aHTUTE]l U aHTUTEHOB MUKO-
OakTepuit TyOepKyJe3a B KPOBU.

Ilenu u 3aga4n — OIMCaTh KIMHUYECKUIA CIydail TyOepKyJe-
3a Ha ¢oHe OJIJI.

Marepuanasl u metoabl. Maavuuk, 6 nem, co ciroe mame-
pu 3abonen 6 Hosbpe 2018 e., koeda nocre nadenus ¢ Kpogamu
noseuaucs 004U 6 HUJNCHUX KOHeuHocmsax u noscHuue. Obpa-
muauce Kk opmonedy, evnoanena MPT noschuunoeo omde-
aa — namonoeuu He evisieaeHo. C dexabps 2018 e. ommeuanocs
noevileHue memnepamypsl meaa 00 @edpusbHbIX yuUQpp, Ha-
pacmanu caabocme, 6A40CMb, HOAGUAUCH 2eMAMOMbL HA HUIC-
HUX KOHeYHOCmsAX, nepuoduyeckue HOCo8ble KpOGOMeYeHUs.
B ces3u ¢ yxyowenuem cocmosHus camocmosmensHo 00pamuaucy
6 PIKF e. Iposznoeo, pebeHok Obia eocnumaiu3uposan 6 omaoene-
Hue nyavMoHoao2uu. B obuem anaruse kpoeu omme4anucy aHemus
Il cmenenu (54 e/n), mpomboyumonenuss III cmenenu
(31 x 10°/n). IIposodunucy anmubakmepuanvhas, 3amecmument-
Hasa mepanus KOMHOHEHMAMU Kpogu (3pUumpoyumapHas 636ecy,
mpombokonuyenmpam). Hanpaenen ¢ OIbY «HMHUII onkonocuu»
Mun3zdpasa Poccuu oas doobcaedosanus u éepugurkayuu onyxo-
neeoeo npouecca. 21.01.2019 na ocnosanuu npogedeHHbIX UCCALO0-
BaHULl yeMaH08AeH 3aKaouumenvhblil duaenos: OJIJI, B-1I common-
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eéapuanm, ¢ koaxcnpeccueit CD13, CD33. Hauan neuenue no npo-
moxony ALL-MB-2015, epynna B. Ha 36-ii denv unuyuarvHot me-
panuu docmuenyma MRD-ompuyamenvras pemuccus, npoooaicun
mepanuio no NPomoKoAy, NepeHocunr AexeHue 6e3 ocobeHHocmell.
C 01.08.2019 ommeuanocy HeoOHOKpamHoe nosuvlulelue memnepa-
mypot meaa 0o 39,2 °C. Ilo danneim KT OI'K 6 nuscheii done npa-
8020 N€2K020 ommeuaemcs: y4acmok un@uasmpayuu. Mapiepol
ocnaneHus: NpoKaibyumonun — 3 He/ma, gubpunocen — 8,1 e/x,
C-peaxmuenblii 6erok — 30 e/n, unoekc COOMHOWEHUS Helmpo-
dunos Kk 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. [Ipu UDPA-uccaedosanuu kposu Obiau 6bi-
saeaenvl cymmapHole anmumena k M. tuberculosis, npu nosmoprom
UccAe008anUl AHMUMeENd COXPAHAAUCH. Yuumoleas uH@UALMPA-
MUGHbLe UBMEHEHUs 8 MKAHU 1e2K020 NPU NOBMOPHOM UCCAe008d -
HUU, KAUHUKY UHQDEKUUOHHO20 npoyecca, He NO00aouyrocs aHmu-
baKmepuanrbHOMy, npOMUBOPUOKOBOMY A€UEHUI, NOAOICUMENbHBLE
anmumena k M. tuberculosis, smu danHble n03604UAU 3aNO003DUMD
uHpuALMpamuensLlil mybepkynes HUdCHel 004U NPAoeo Ne2K02o.
Hugpexyuonnbiii npoyecc 6bla no0meepicoeH hmusuampom.

Pesyabratel. B danvueiiuiem pebeHok npodoadicun neqeHue no
mecmy scumenscmea. Cydbba marsuuka Heu3eecmud.

BoiBoapl. JlaHHBI KIMHUYECKUI Cydail JEeMOHCTpUpPY-
€T CJIO)KHOCTb AMarHOCTUPOBAHUS TYOEpKYJIE3HOU MHGEKIUU
y neteit ¢ OJIJI. TpyogHOCTh omocpemoBaHa TeM, 9TO CITeIudu-
yeckuit mmporecc OJI TakKe MOXKET IOpaxkaThb TKaHBb JIETKOTO,
YTO YCIAOXHSET AuddepeHIManbHyI0 TMarHOCTUKY MEXIY UH-
(GEeKIIMOHHBIMI W HEOIUIACTUICCKUMM M3MEHCHUSAMU. BaxkeH
MYJIBTUANCUUTIIMHAPHBINA TTOAXOA B JICYEHUHU MALlMEHTOB C OH-
KOTeMaToJIOTUYECKUMU 1 COITYTCTBYIOLIMMMU 3a00J1€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, — MHQEKIINS, BbI3bIBaeMasi pa3HOOOpa3HBIMK BUIAMU
rpuboB cemelicTBa MyKopoBble (Mucorales). OcoOy1o 0ImacHOCTb
MpeCTaBIseT MyKOPMUKO3 JieTKux i nmauueHToB ¢ OJIJI Ha
3Tarte BBICOKOMO3HOM IIMTOCTAaTUIECKOM Tepanuu. 3aboieBaHme
OTJIMYAETCS YPe3BBIYAfHON arpeCCUBHOCTBIO M OBICTPHIM IIPO-
IrpPeCCUPOBAHUEM.

e u 3agaun — ommycaTh TMATHOCTMYECKUI TTOAXOM K Jie-
rouyHoi popme MykKopMuKo3sa y pedbeHka Ha ¢oHe OJIJI u o6cy-
IUTh BAXKHOCTb CBOCBPEMEHHOM TMarHOCTUKM U JICUCHUS 3TOTO
PEIKOTO 1 OMACHOTO OCJIOKHEHUSI.

Marepuanst u metonsl. Ilayuenm B., 12 sem, ¢ duaeHoszom
OJUI. 3apaxcenue eupycom SARS-CoV-2 6vin0 uckaroueno. Jns

PA3JAEN IV

MUKPOOUOA02UHECKOU OUACHOCMUKU NPOBOOUAUCH UCCACO08AHUSL:
MUKDOCKORUYECKUI U KYAbMYPAAbHbII AHAAU3bL, A MAKICE UMM~
HoghepmenmHble mecmbl 045 GbIA6ACHUs 8030y0umenei AaMmunuYHoL
nHeemonuu. Onpedensncs yposenb NPOKAAbUUMOHUHA (C UCROAb30-
eaHuem mecm-cucmem Bexmop Becm, Poccus), earakmomanuana
(mecm XEMA Gal. MAg EIA kit, Poccus) u anmueen S. pneumoniae
8 MoUe ¢ NOMOULbIO UMMYHOXpoMamozpaguueckozo memooda. Mame-
puanom s uccaedosanusi cayxcunu oopasuwvt BAJI u coiopomiu Kposu.

Pesyabratel. Peberok 3abonen 6 Hos0pe 20202., Ko20a nosieuaucs
acanobwvl Ha 20406Hble 60AU, HedoMo2aHue, cAabocmp U 61e0HOCMb
KOJCHBIX NOKP0B08. B 0buwem ananuse kposu evisieneHbl cunepaeiko-
yumo3s do 200 x 10°/n, anemus Il cmeneru u edunuunvie mpomoo-
yumot. [lpu eepupuxayuu npoyecca ycmarnosae 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 — BAJl, mamepuan BAJl u cvieopomka kposu Obiau
Hanpaenenvl Ha uccaedosanue 6 Aadopamopuro KAUHUHeCKol mu-
kpobuonoeuu OI'BY «HMHUII onxonoeuu» Munzdpasa Poccuu.
Yposenv eanaxmomannana 6 kposu (undekc onmuuecKkoil niom-
Hocmu) — 0,12 (ompuyamenvruiii), 6 BAJl undexc onmuueckoil
naomuocmu — 0,17 (ompuyamenvuolit). Ypoeers npokarbyumoru-
Ha — 0,5 He/ma (ompuyamenvblil). B peaysomame uccaedo8anus,
BKAIOUAIOWE20 CEEMOBYI0 U (DAYOPECUEHMHYI0 MUKDOCKONUIO, Obli
00HapYICeH HecenmupoBaHHblil MUYEAU ¢ XapaKmepHbiMU 6em-
BACHUAMU, NOOMEEPHCOaouULl OUACHO3 UHBA3UBHO2O MYKOPMU-
Ko3a. Kyabmypanvhoe mukonoeuueckoe uccaedoganue He blasuo
pocma 6 meuerue 2—5 cymok. Taxum obpazom, no cO8OKYNHOCMU
8CeX NONYHEHHBIX Pe3YAbMamos Obin OUAZHOCIMUPOBAH UHBA3UBHDLIL
MYKOPMUKO3 U He3aMe0AUumenbHo Hayama npomueocpudkosas me-
panus. Ilpu konmpoavnoil KT 6 dunamuxe uepes 2 ned 6bi5161€HO
VMeHblleHUe 04a208 UH@UAbMpayuy 6 ne2ounoi mxanu. IIpomu-
602pubK06as mepanusi NPOOOANCEHA.

BoiBoapl. Y pebenka ¢ OJIJI pa3Buiicsi MyKOPMUKO3 JIeT-
KMX Ha 3Talle TMarHOCTHKM, ellle IO Havyajga XMMUOTepaIIeBTH -
yeckoro jedeHus. [lanmeHTaM ¢ ociabJIeHHBIM UMMYHHUTETOM
HEOOXOAMMO KayeCTBEHHO coOMpaTh OMOMarepuas U IPOBO-
JIUTh PaCIIMPEHHYIO J1ab0PaTOPHYIO IUArHOCTUKY ISl TOYHOTO
BBISIBJICHUST BO30YIUTEISI, UCIIOJIb3Ysl BCE TOCTYITHBIE COBPEMEH-
HbIE METO/IBI.

fMipoBeneHue annoreHHoi mpancnananmayuu
reMono3amuyecrux CmMBONOBbLIX KIEMOR
nauyueHmy ¢ muenopucnaacmu4yecKrum
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'. Crenansn,
P.P. ®arxymn, M.JI. Majosa, A.1O. Exdumosa,

H.A. bBarmanoBa, M.A. Illeppammn3ze, 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 KJIOHAb-
HBIX 3200JICBaHUN TEMOITO3TUIYECKUX KIICTOK, XapaKTepHU3yio-
IUXCS OUTONeHue, aucrurasueit B KM u BBICOKMM PHCKOM
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tpaHcdopmanuu B OMJL. Anno-TI'CK — achdekTuBHbIA MeTOA
seueHust MIIC. CaxapHblit tuabet 1-ro Tumna siBjaseTcsi OCHOB-
HBIM MMOATUIIOM TuUabeTa y neTeid, MpUIUHON KOTOPOTO SIBJISIETCS
ayTOMMMYHHBIH TpoliecC, MPUBOISIIMI K aOCOMIOTHOMY Aedu-
LIUTY UHCYJIMHA U PA3BUTHUIO TUTIEPIIIMKEMUU.

Ienu u 3amaun — npenctaBuTh Hatll onbIT poBeaeHus TTCK
nauueHty ¢ MJIC u caxapHbIM Auabetom 1-ro tuna.

Marepuaist 4 metoabl. Maavuuk, 8 rem, ¢ MJIC u uzboimxom
onracmos, mymauus eene KRAS. B 1 200 6bi1 duaenocmuposan ca-
XxapHolii duabem 1-20 muna, Hayama NOCMOSHHAS NOOKOOJCHAS
mepanusi UHCYAUHOM Yepe3 NOMNY, KOHMPOAb 2AUKeMUU NPOBOOUACS
no cpedcmeam paewr-monumopunea Libre. B éozpacme 7 aem enep-
8ble NoABUNACH MPOMOOUUMONeHUsi 00 27 muic., AelKoneHus 2 moic.
u 6aacmos 17 %. B muenoepamme 6racmmuvie kaemiu 4 % ¢ ummyHo-
genomunom muenoudnsix npedutecmeennurkos. Ilpu monexyrsapro-
eeHemuueckom uccaedoganuu KM evisignena mymauus 60 2-m 3K30-
He eena KRAS. Buviro nposedero 3 kypca mepanuu ¢ a3ayumuduHom
75 me/m’. Ha ¢one mepanuu 6viaa docmueHyma noaoicumens-
Has Odunamuka 6 eude pedykuyuu Oasacmosa. Pebenky noxaszarno
npogedenue anno-TICK kax sgppexmuenoil KyppamugHoil onyuu
AeHeHusi KOCMmHoM032060i Hedocmamounocmu (KMH). B césa3u
¢ omcymcmauem cubaune08 6bl10 NPUHAMO peuleHue 0 nposedeHul
anno-TICK om HepoOcmeenHH020 NOAHOCIbIO COBMECUMO20 OHO-
pa. Konouyuonuposanue 6v110 6binoaxeHo 6 cocmage: gayoapabun
150 me/m? + mpeocynvpan 42 2/m? + meagpanan 140 me/m?. B uensx
npourakmuxu PTIIX npumensauce ATTAM 90 me/ke + abama-
uenm 10 me/ke (6 Oonu —1, +7, +14, +21), pumykcuma6 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 NHOAHOCHbHO 00-
Hopckuil, mymauuu 6 eene KRAS u 6nacmuoix kaemok 6 KM nem.
C mouku 3penusi caxaprnozo duabema coxpausemcsi cmabuiu3ayus
Ha ¢hone npoooaIHCeHHOU NOCMOAHHOU Mepanuu UHCYAUHOM Yepe3
HOMRY, YPOB8eHb 2AI0K03bl HAX00UMCS HA YPOBHe 4—6 MMoab/A.

BeiBoapl. Hair onbIT mokaszan 3¢p¢GeKTUBHOCTh U Oe30mac-
HocTb npoBeaeHus anno-TI'CK getam ¢ MJIC. Hannuue Takoro
TPO3HOT0 3HAOKPMHHOTO 3a00JieBaHMSI, KaK caXapHbId guadeT
1-ro Tuma, He SIBSETCS MPENITCTBUEM K BBITIOJIHEHUIO TPaHC-
TUIaHTaLlUH.
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Pe3ynbmambl NpoBeAeHUsA annorenHoi
mpaHcnnaHmayuu remono3muyecrux
CMBONOBbIX KNEMOK Aemam
C MNafieHYecKuM NeiKo3om:

onbim opfiHoro Lienmpa

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

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

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

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

AktyansHocTh. OJI y neTeit B Bo3pacte 10 1 roma o0beIMHEHBI
TEPMUHOM «MJIAJI€HYCCKUM JIEUKO3» U SIBJISIIOTCS OYE€Hb PEIKOU
raroJiorueii, cocrasisist 10 5 % Bcex ciydaeB OJI meTckoro Bo3-
pacta. [IpeobnamaHue HeOGIaronpusITHLIX KIMHUKO-1a00paTop-
HbIX XapaKTEPUCTUK TPUBOAUT K TOMY, UYTO PEIYALTAThI ICUEHUST
OCTAIOTCSI HEYIOBJIETBOPUTEIbHBIMU, JaXKe HECMOTPSI Ha MpU-
MEHEHNE COBPEMEHHBIX ITPOTOKOJIOB JICUEHUSI.

Ilenu u 3ama4u — IPOAEMOHCTPUPOBATh OIBIT IIPOBEACHMS
auto-TI'CK y manueHToB ¢ MiIageHUYeCKUM Jeiiko3oMm B PI'BY
«HMML onkonorumn um. H.H. broxuna» Munsapasa Poccun.

MarepuaJjsl u MeToabl. B nepuon ¢ suBaps 2021 1. mo aAekadbpb
2023 r. 11 mamueHTaM ¢ MJaAeHUYeCKUM JeHKO30M Obljia ITpoBe-
neHa anno-TI'CK. Cpennuii Bo3pacT Ha MoMeHT TT'CK— 5,7 (0—
11) mec. CooTtHommenue M:1 = 6:5. lnarno3: OJIJI — 3 GOJNBHBIX,
OMIJI — 6, OJI cmemranHOro MMMyHOGeHOTHITa — 2. MennaHa
BPEMEHHU OT MOCTAaHOBKM IrarHo3a 1o nposeaeHus awio-TTICK
coctaBmia 6 (3—11) mec. Hanbosee yacToit IMTOreHETUYECKOM
abeppaliueii Oblna nepectpoiikareHa KM T2A. Bce naliueHTHI Ha-
XOAWJIUCH B | KITMHUKO-reMaToJI0Tn4ecKoi peMuccuu. JJoHOPbI:
rarjougeHTUuHbie — 5 (45,4 %), coBMecTUMble POJCTBEHHbBIE
noHopbl — 1 (9,2 %), coBMeCTUMBbIE HEPOACTBEHHBIE TOHOPHI —
5 (45,4 %). Ucrounuk tpaHcimiantata: KM — 2, [ICKK— 9.
MaHUnyISIIMKM ¢ TPAHCIUIAHTATOM: TOCTTPaHCIUIAaHTAIlMOH-
HbIN Huknodochamun — 2 namumeHTa ¢ raro-TI'CK, a TCRaf/
CDI19-penneunst nmpoBeneHa 3 OOJbHBIM. PeXXMMbl KOHAMLIM-
OHMpOBaHUS: MuenoabsatuBHbiil. Bce mamumenTtsl ¢ TCRof/
CDI19-penneuneit TpaHcIJlaHTaTa He nmojydanu 6asosyio UCT
st mpocunaktuku PTITX (Tonpko abatauent/Tonuan3ymad/
abaralent Ha —1-e CyTKM), oCTaJbHbIe MOJyJYaJu KOMOMHUPO-
BaHHy10 MCT c 60KkaTopamMu KaJblLIMHEBpUHA U a0aTaLIENITOM.

Pesyasrathl. Menuana HaOmoneHus coctaBwia 13 (2—27)
mec. Octpast PTIIX I-II crenienu passuiack y 2 (18 %) 6071b-
HbiX 1 octpast PTIIX ITI—IV crenienu — y 3 (27 %). 1onst Bbi-
JKUBIIKMX B HacTosiiee Bpemst — 67 % (n = 7). 1o peLranBOB
nocyie atana amwto-TTCK — 9 %. HauGosee yactasg mpuuuHa
Heynauyu Tepanuu — WHQEKIIMOHHbIE OCJIOXHEHUsI B paHHEM
MOCTTPAHCIUIAHTAIIMOHHOM TIEPHUOJIE.

BoiBoapl. Takum 006pa3oM, Ha ombiTe Hairero LleHTpa mpo-
JEMOHCTPUPOBAHbI MpUEMJIEMas TPAHCIUIAHTALIMOHHAS JIETaJb-
HOCTb, YIOBJIETBOPUTEIbHBIE PE3YJIbTAThl YaCTOTHI PELIUAUBOB
nocie auto-TICK y manueHToB ¢ MJIaJieHUeCKUM JIEMKO30M.
HeobxoauMo mpopoykaTh MOMCKU HOBBIX CXEM JICYEHUS IS
5TOW TPYNIbI MAIUEHTOB, YTOOBI CHU3UTD YACTOTY OCJIOXKHEHU I
U YBEJIMYUTH BBKUBAEMOCTb.

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

XoamKuHa y aemeii u noApocCmMKoOB

C.A. Kynesa, P.1. Xa6aposa
OIbY «HMHI] onkonoeuu um. H.H. Ilemposa»
Mun3zdpasa Poccuu, Cankm-Ilemep6ype

AKTyallbHOCTB. B crctemax crpaTuduKamuy Ha TPYIIIBLI PH-
cKa TepaneBTUYECKUX MPOTOKoJI0B JIX y neTeit 1 moapocTKOB
WCIIOJIB3YIOTCS pa3inuHble aetepMuHaHThl. Ho, Kak mpaBuio,
BCE OHM SIBJISIIOTCS CypporaraMu OJHOI 0011Ieli OITyX0JeBOi Ha-
TPY3KH.

Ilemm u 3a7a4m — TIOTIBITKA CTPAaTU(UKAIIMKI B TPYTITIE TTaIlv-
eHToB 10 18 et ¢ JIX ¢ NCIoab30BaHUEM TOJIHBKO OTHOTO KPUTE-
U «OITyXO0JIeBasT HaTpy3Ka».

Marepuaasl u MeTombl. B aHaiu3 BKIIOYEHBI CBEACHUS
o0 126 nmaumenrtax ¢ JIX B Bospacre or 2 m0 18 ner (cpenHuii
Bo3pacT — 11 7eT), KoTopble IMOJydyald JieYeHUEe IO PUCK-
aganTupoBaHHbIM TporpammaMm (DAL-HD-like n CIT0JIX).
BcemM OonbHBIM ompenensiics 00beM OIMYXOJEBOTO Topa-
KeHMst (cM3/M?), pacCUMTaHHBI IO cleayoleit dopmyse:
V = -4,3+8,3xIPS2+22,7x[uunciio 30H nopaxkeHus (+3 mpu Ha-
quunn “bulky”)], rme V (volume) — 00beM OITyX0JIEBOTO MOpa-
xkenwust, IPS (International Prognostic Score) — MexxayHapom-
HbIIi MIPOrHOCTUYECKUI IoKa3aTeb (apudMeThdyecKass cyMma
CJCIYIOIIUX ITPOTHOCTUYECKUX (PAKTOPOB: COIACPKAHUE ajlb-
OyMMHa B CBIBOPOTKE KpoBM (40 T/1 1 MEHbIIIe), TeMOIIO0OMHA
(105 r/n 1 MeHbIIIe), MYXKCKOM ITOJ1, BO3pacT (45 JeT u Maiie),
IV cragus 3a0oeBaHUs COOTBETCTBEHHO Kiaccudukauuy Ann
Arbor, ypoBeHb jieiikouuToB (15 x 10°/1 1 Bbliiie), TuM@OLIUTOB
(8 % u MmeHbiie)), “bulky” — MaccMBHOE MOpaxeHue ¢ pa3Me-
paMu KoHIIoMepara JIY 6ojee 5 cM u/uiam pacmpocTpaHeHHOE
nopaxkeHue BHYTpUTPYAHBIX JIY ¢ MeamacTMHO-TOpaKaJIbHBIM
nHaekcom oogee 0,33.

Pesyabrathl. CornacHo nposeaeHHoMy ROC-aHanuzy
(Receiver Operator Characteristic, onepalMoHHasl XapakTe-
PUCTHUKA TPUEMHUKA) KPUTUYECKUM (ITIOPOrOBBIM) 3HAYECHU-
eM o0beMa OITyXOJIEBOTO TOpPaXKeHHUsI, 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 OMyXoiau MeHee
122,7 cm?/M? BeKMBaeMocThb ObL1a 97,2 % (p = 0,00002).

BoiBoapl. CTaTUCTUYECKM TOKA3aHO, YTO BBICOKAsT OIYXO-
JieBasl Harpyska yxyallaeT MporHo3 3adosieBaHus. biaromaps
JOCTDKEHUSIM B 00JIACTH IMAaTHOCTUYECKOI BU3yaIM3alliy CTa-
JIO BO3MOXXHBIM HEMOCPEICTBEHHO U3MEPSITh OMYXOJIEBYIO Ha-
rpy3ky, Hanpumep, ¢ nomoiipo [IOT/KT ¢ ucnoabzoBaHueM
BF-dropaesokcurmokossl (D), KoTopast criocodHa Koyuye-
CTBEHHO ONpeNeNsITh (PYHKIMOHAJIBbHYIO aKTUBHOCTb, IPEno-
cTaBJIsist MHGOPMAITUIO 0 KOHKPETHBIX METa00INYEeCKUX IaTTep-
Hax, ¥ MHTEPIPETUPOBATh C MOMOIIBIO TTOJYKOJIMYECTBEHHBIX
KO3 DULIMEeHTOB 00beMHBIE TTapaMeTPHI Ipoliecca.

PA3JAEN IV

Nepcnekmusbl MoguduURayuu
mepaneBmuYecKoil makmuxu y nemed

U nogpocmkos ¢ nuMmtomoil XOAKKUHA

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

AxTtyamsHOCTh. C yueTOM BapuaOeIbHOCTH OTBeTa Ha WH-
nykuuroHHyto ITXT, a Takke A1UCcKyTaOeIbHOM KaTeropyuu nauu-
€HTOB C IMCCEMMHMPOBAHHON opMoii Kiraccudeckoit JIX Ha
CeTOMHSIITHUI NeHb aKTyaJdbHa PHUCK-agallTUPOBaHHAST MOIM-
(ukammsa TepareBTUICCKOTO ITOAX0a, IToapa3yMeBaoIias Kak
Je3CKATMPYIOIINe, TaK 1 aJIbTepHATUBHBIC OITIINM.

Hemn u 3amaum — MoauduUKauus TepareBTUYECKONM TaKTH-
KU y JeTeil 1 moapocTKoB ¢ JIX myreM MoaepHMU3aLUK IIOIX01a
K cTpaTUdUKaALMK C BKIOYEHUEM Oe3CKaTUPYIOIIeil HampaB-
JICHHOCTH, INPUMEHEHWEM MMMYHOTEpaleBTUYECKMX areHTOB,
a TakKe ITOMCKa JOMOJHUTEIbHBIX He0IaronpUsITHBIX ITPOrHO-
CTUYECKUX (PAKTOPOB U UX MHTETPALlMU B 3Tall JUATHOCTUKU.

Marepuajbi 1 MeToabl. [L1aHUpyeTCsT peTpO- U IIPOCIIEKTHUB-
HBII aHAJIM3 MEAMIIMHCKOM JOKYMEHTALIMU MAallMeHTOB AETCKO-
ro Y TOAPOCTKOBOI'0 BO3pacTa ¢ Kiaaccuueckoit JIX, moaydyaBimx
tepario B ®I'BY «HMMUI onkomornm mm. H.H. IletpoBa»
MunszapaBa Poccuu ¢ 2000 1. 1o HacTostIee BpeMmsl.

PesynbraTbi. CorjiacHo opuruHajibHoMy rpotokoay CIToJIX,
pazpabotaHHoMy CaHkT-ITetepoyprckoit rpymnmnoit yueHsix ([C]
aHkT-[I[T]eTepOyprckas rpymia rno usydyeHuto geueHus [JI umdo-
™Mbl [ X|omkKuHa y neteit) mociae uHaykurnoHHoi [TXT B kauecTse
KOHCOJUJALIY PEMUCCUU OOTBbHBIM MPOBOIUTCS PATUOTEPAIIUS
Ha objactu MaHudecTauuu 3ab01eBaHus (B 00beMe BOBICUEH-
HeIXx mojieir (CIT6JIX-2005)/y3moB (CIT6JIX-2019)). OmHako
JIUTUTETbHOE HAOMI0IeHUE 32 U3JIEYEHHBIMU MAllMEHTaMU MOKa-
3aJ10 MOBBILIEHUE Y HUX PUCKA Pa3BUTUSI OTAAJIEHHBIX TTOCIEICT-
BUIi, B TOM YKCJIE U PAIMOUHIYLIMPOBAHHBIX BTOPHIX OMYXOJeH,
YTO JejaeT OOOCHOBAHHBIM HUCKJIIOYEHME NaHHOTO BapuaHTa
Tepanuu y psina 6oiabHbIX. KpoMe Toro, BOpocom Jyist AUCKycC-
CUI O KOHCOJUAAUUM BCeraa ObLIM pacnpocTpaHEeHHbIE Ghop-
Mmbl JIX. UT uHruouropom KOoHTpoJibHBIX ToueK PD-1/PD-L1
neMbpoauszymaboM nauueHtam c¢ 1V craaueit JIX B KauectBe
aJITEPHATUBHOTO KOHCOJUIMPYIOIIETO areHTa Mpu AOCTUXKe-
HUU PAHHEro MOJHOro MeTaboIMYECKOro OTBeTa Ha WHIYKIIMU-
oHHyI0 ITXT Ha cerogHsHUIA 1eHb JEMOHCTPUPYET XOPOIIYIO
MEepPeHOCUMOCTb, HU3KUI cnekTp HA u nauTenbHbIl cTOMKUMIA
MeTaboInvyecKuii oTBeT. B KauecTBe moucka AOMOJIHUTETBHOTO
MPOTHOCTUYECKN HEOJaronpusiTHoro aktopa 3arjaHUupOBaH
noacyeT odbema omyxosieBoil Harpy3ku “bulky” mo maHHBIM
9T ¢ 8-DAT, aHanu3 3HAYMMOCTU JETEPMUHAHTBI U OIITUMU-
3alIMs1 PACYETOB C UCTIOJIb30BAHNEM UCKYCCTBEHHOTO MHTELJIEK -
Ta B TIEPCIIEKTUBE.

BoiBoapl. [Togxon K AUarHoCTUKE U JICYSHUIO KJIACCUYECKOM
JIX 'y neteit 1 MoapOCTKOB CONPSIXKEH C pa3BUBAIOLIMMUCS Ha-
MpaBJIeHUsIMU COBpeMeHHOU oHKoJjioruu. LlenecoobpasHa pas-
paboTka MOAUMUILIMPOBAHHOIO MPOTOKOJIA, CO3MaHHOIO C yye-
TOM HaKOILJIEHHOTO TepaneBTUYECKOTO OIbITa, MOSBUBLIMXCS
3((HEKTUBHBIX UMMYHHBIX ar€HTOB, a TAK>Ke TEXHUUYECKOTO yCO-
BEPILIEHCTBOBAHUS TUATHOCTUKU U BO3MOXHOCTH BOBJICUEHUS
OIMIMI MCKYCCTBEHHOTO MHTEJLIEKTA.
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JHmepanbHoe NUMAHUE U CUNUHT B leMCKO
OHKOreMamonoruu: B3auMoucKnoyanowue

MmexHonoruu unu Hem?

M.A. Kyuep, H.I'. CantsikoBa, 11.B. Kazanuesn, A.A. Ocumnosa,
O.B. Ilauna, O.A. Cnecapuyk, O.B. I'o1omanos,
JI.C. 3y6aposckas, A.Jl. Kynarun
HUU JIOIuT um. P.M. Topoauesoit ©I'bOY BO [ICIIoIMY
um. axad. U.I1. [Taéroea Munszopasa Poccuu

AKTyansHOCTB. J1J1s1 oOecTieueHus aieKBaTHOW HYTPUTUBHOM
noaaepxku (HIT) Ha mpoTsixeHuU Beero rnepuoja npoTUBOOIY-
XOJIEBOTO JIEYEHUST YACTO TPeOyeTCss KOMOUHALIMS METOJOB, YTO
CO3M1aeT CJIOKHOCTU C TOYKU 3PEHUS MPEEeMCTBEHHOCTU TEXHO-
JIOTM HYyTPULIMOHHOW Teparuu.

Ilemm u 3apa4u — OLIEHUTHh OCOOEHHOCT KOMOMHUPOBAHHOM
HYTPULMOHHOM TEpaIruu y JAeTei ¢ OHKOJIOTMYECKUMU U reMa-
TOJIOTUYECKUMU 3a00ICBAaHUSIMMU.

Marepuanst u Metoapl. C 2015 mo 2024 . B HUMU OOIuT
uM. PM. TopGaueBoii mpoaHanusupoBaHo 1195 ciyyaeB Habmone-
Hus, notpedosaBmmx HIT y maimeHToB ¢ poxaeHust u 1o 18 ner,
¥ 244 oTAENTbHBIX 31130712 UCTTOJIb30BaHUs 30HA0B. Cpenn TuarHo-
30B npeodiaagamu OJ1 — 45,9 % (n = 548) u HacleaCTBeHHas T1a-
tojorust — 21,4 % (n = 256). MenuaHa Bo3pacTa COCTaBujIa 7 JieT.
B 72,9 % cnydaeB (n = 865) npumensiin auto-TI'CK, B 23,1 %
(n =276) — XT u ayro-TI'CK, B 0,3 % (n = 6) — xupyprudeckoe
neyenue, 3,7 % (n = 44) nauueHTOB ObLIM Ha 3Tare MOArOTOBKU
KJiedeHuto. B 95 % ciydaes nokazaHueM st Hadaia HIT 6bu1 cHU-
JKEHHBIW aIlleTUT B Pe3yJIbTare SMETUYECKOro CMHApPOMa W/Wn
MYKO3UTa, B 5 % — 1cXoaHast TMnoTpodusi.

PesyabraTel. B 1134 ciydasx npuMeHsIICS CUIIUHT, B 219 —
napeHTepajabHOe uTaHue, B 148 — sHTepaabHoe nutaHue (DIT),
B 22 — rpynHoe BckapmuuBanue. HIT B Bume MoHoTepamuu
OTMEYeHa TOJIbKO B 34 HabmoneHusx. Bo Bpems DI1 B 67,6 %
(n = 100) mpu mepexone Ha CaMOCTOSITEJIbHOE INMUTaHUE Ila-
paJIeIbHO MCIONb30Baid CUMUHTL, y 25,7 % (n = 38) cpasy
ObLT OCYLIECTBJEH IIOJHBIA Mepexol Ha CaMOCTOSITEIbHYIO
amuMeHTaumio, y 6,7 % (n = 10) u3-3a pa3BUTHS OCIIOXHE-
HUII TIpoTMBOOITyX0JeBoro Jjedenusi HIT Obuta mpexpalieHa.
TTokazanusiMu st npuMeHeHus1 3oHaa Obuin D11 (n = 148),
WUBJI (n = 33), nexommpeccusi xeayaka (n = 18), HeBpo-
Jorndeckuii gepuunt (n = 6). KOHTpoIb MOJIOKEHUST 30H-
Ja OCYIIECTBISIIM C IIOMOLIbIO acmupaluuu KeaydoyHO-
ro coaepxumoro (n = 227), GuOporacTpoayoaeHOCKONUU
(n = 9), peHrreHorpacduu (n = 5), He mpoBoawIu (n = 3).
JIIMTEeNbHOCTh 3KCIUIyaTalluyd 30HAa (MemMaHa) COCTaBWIIa
16 (0—265) cyr. Ilepmonm mnpuMeHeHMsI 30Hma Ooiee
6 Hem, KOTOPBI CYMUTAETCS ITOPOTOBBIM ISl MIPUHSITUS pellie-
HHUS 00 YCTAaHOBKE TacTPOCTOMBI, ObLT Y 37 OOMBHBIX U COCTABUI
B cpenHeM 68 (42—265) cyr. MeauaHa JTHSI MHCTAJUISIIIUKA 30H-
na 1o otHoweHuto K gate TI'CK coctaBuna 21 (—19 — [1+272).
MenuaHa ypoBHsI TPOMOOLIMTOB Ha MOMEHT YCTAHOBKM ObLia
51 x10°/m (1—1333 x 10°/;). ¥ 27 naumeHToB 0611 MyKo3uT 111—
IV crenenu. KonmyecTBo IMIaHOBBIX 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), yCUJIeHUEe BdMETUYecKOoro cuHapoma (n = 1).
OTcpoueHHbIe OCIOXHEeHUS: 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 30HIa HE U3MEHWJIOCh —
14,8 (13,7; 16,7, Q1—-Q3) u 15,1 (13,5; 17,3, Q1—-Q3), p=0,4.
BroiBoapl. KomounupoBannast HIT TpeGyeTcs B momaBisio-
111eM OOJIBIIIMHCTBE CyYaeB MpU pealnu3aliuy MPOTUBOOITYX0JIe-
BOTrO JieYeHUs B MeauaTpuueckoin monyasuuu. CUIIMHT — 3TO
HanboJiee pacrnpoctpaHeHHbIit Bua HIT, KoTopblit oTiinyaercs
BBICOKHUM TIpoduIeM KIMHUYECKON Oe30MacHOCTU M TpUBEp-
xkeHHoct. DIl gBasleTcss mpueMIeMbIM BapMaHTOM KJIWHU-
YeCKOro MUTaHusl B yCJIOBUSIX TpoMOouuTornieHuu IV creneHu
¥ HaJIMYMST MYKO3UTa TSDKEIOH CTeNEeHM, OJHAKO MMEET Psia
OCJIOKHEHMH, CBSI3aHHBIX C OKCIUTyaTaluei 30Haa.

JKcmpakopnopanbHblil homodepes ¢ 8-Mon
B NIeYeHUU 0CMpoil U XPOHUYECKOl peakyuu
«MmpancniaHmam npomus Xo3fauHa»

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
«HMHUI] onxonoeuu um. H.H. Broxuna» Murnsopasa Poccuu, Mockeéa

AkTyanasHOCTh. AT10-TT'CK mmpoko mpuMeHsIeTcsl B MUPO-
BOI MIPaKTUKE IS JIEYCHUsT Pa3IMUHbIX OHKOJIOTMYECKUX U Te-
MaToJIOTUYeCcKuX 3aboneBaHuii. Octpas u xpouundeckas PTIIX
SIBJISIIOTCSI Cepbe3HbIM ocyioxkHeHreM mocie amno-TI'CK, oco-
OEHHO y MallMeHTOB JETCKOTO U MOIPOCTKOBOTO BO3pacTa. DKC-
TpakopriopanbHbiii (porodepes (DKD) 3apekoMeHmoBa cedst
Kak 3(hGEKTUBHBI UMMYHOMOIYJTUPYIOIIUI METON Teparuu
PTIIX. IIpu naHHOM cItoco0e JieueHUs MPOBOIUTCS cerapaius
MOHOHYKJIeapoB (JTMM(bOILIMTOB) MOCPEACTBOM acdhepesa ¢ rmocJe-
IYIOIIUM 00JlydeHUEM KJIETOYHOIO MPOAYKTa YiabTpaduroaeToM
B MPUCYTCTBUU (POTOCEHCUOMIM3ATOpa, B Ka4yeCTBE KOTOPOTO
UCTIONB3YyeTCs 8-MeTokcurcopaieH (8-MOIT).

enn u 3aga4n — NpeACTaBUTh KIMHUYECKUE CITydau Jieue-
Hust octpoii PTIIX neyenu u xponuueckoit PTIIX koxu u ee
npuaaTkos, cyctaBoB y nanueHtos HWUW JOul.

Marepuanst u Metoasl. B HUW JOul’ mposeaeHbl amio-
TI'CK manmenty ¢ OMJI u 6onpHOMY ¢ MIC. JI1s1 TeYeHMS T10-
cJIeyIOIIUX OCIOXHEHUH B BUIe OCTpoii U xpoHudeckoit PTIIX
OCYIIIECTBJICHO BhIITOJIHEHHUE ceaHCoB DK® ¢ Mcrnoib30BaHuEM
cemaparopa Spectra Optia u anmaparta mig DK® LumiLight,
a Takke ceHcubunuaupytolero ¢goroareHTa 8-MOITI.

Pesynsratel. Maavuuk C., 14.1em, OMJI. [layuenmy nposedena
anno-TICK om podcmeenHoeo noaHOCMbio CO8MECMUMO20 OOHOPA —
opama, 10/10 no HLA. B panHnem nocmmpancnaaHmayuoHHOM ne-
puode y 604bH020 HAOAIOANUCH OCAOHCHEHUS 6 ude ocmpoil PTIIX
neuenu Il cmenenu (maxcumanvroe 3uauenue oouieeo OUIUpyouHa —
156 mrmonwv/n). Ilposodunrace xombunuposannas HCT, 6 mom
yycne memodom IKD. Bceeo 8binosHeHo 8 ceaHcos ¢ 4acmomoil
2 pasa 6 Hedenro. Cpeodnee 3uauenue CD3-arumpoyumos 6 npodykme
agpepesa — 70,9 %, 2,153 x 10° ka/a. Ha momenm 3aeepuieHus me-
panuu 3Haverue obuleeo OUAUPYOUHA DOCMUN0 pehepeHCHbIX 3HA-
uenuil (12,7 mkmons/n). B nacmoswuii momenm cpok Habarodenus
cocmaensiem 3 mec, NAUUEHM JHCUB.

PA3AEN IV
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Maavuux T., 10 rem, MJIC. ITayuenmy npogedena arno-TICK
om HepoOCMeEeHH020 NOAHOCIbIO coemecmumoeo doropa (10/10 no
HLA). Ha no3dnux cpokax (2 eoda) nocae mpancniaumayuu om-
Meuanocs pazeumue xponuueckoi PTIIX msaxcenoii hopmot ¢ nopa-
HCeHUeM 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-aumepoyumos 6 npodyxme agpepesa — 73,8 %, 1,26 x 10° ka/a.
Ommeuanocy yayuuienue KAUHUMECK020 COCMOHUS 8 8Ude YMeHb-
WeHUsl 2UnepnueMeHmayuy Koxcu, paspeuienus cebopeenodooHoeo
depmamuma, nOGbIUEHUS. HAACMUUHOCIU NOOKONCHO-JICUPOBOIL
KAemuamKu, yMeHbUleHUss my20no0eulcHocmu cycmaeos. B na-
CMOAWULL MOMEHM NAUUEHMY NPOOOANCEHO NPOBEOeHUe CeaHCO8
DKD ¢ kauecmee nodoepiicusarouieco memooa UMMYHOCYNPeccul.

Bosoapr. DK® ¢ 8-MOII saBnstetcs 3¢ HeKTUBHBIM 1 0e3-
OINMacCHBIM METOAOM Tepanuu ocTpoil u xpoHudeckoir PTITX
y aeteil. Ero mpuMeHeHre MOXET CYIIECTBEHHO YJIy4YlIUTh UC-
xoabl JeueHus u KK nmocne anno-TI'CK.

Jdcmesuoneiipodbnacmoma y nemei:
COBpeMeHHoe cocmofaHue 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, mpencrasnser coboit 3HO
HEPO3KTONEPMAIBHOTO TTPOMCXOXKACHUST, UCXOMIIee U3 000-
HSTEJIBHOTO 3MUTENIUS TTOJIOCTH HOCA, HOCOIJIOTKU M peIleT-
yaToro JjJabupuHTa. OMyX0Jb XapaKTepHU3yeTCs ITUTEbHBIM
6eCCUMITTOMHBIM MH(MUIBTPATUBHBIM POCTOM. Y 83,6 % maru-
eHtroB DHbB nuarHocTupyercst Ha MMO3IHUX CTAIUSX, B TOM YUCIIe
C pa3BUTUEM OTHAJICHHBIX MeTacTa3oB. PenkocTh marosioruu,
0COOEHHO B IETCKOI TOITYJISIIIU, SIBJISIETCS TJIABHOM MPUYMHON
Pa3pO3HEHHOCTH JIUTEPATYPHBIX JaHHBIX O KJIMHUKO-OMOJIOTH -
YECKOM TTOBEIEHUU OITyXOJIM, TIPUOPUTETHBIX METOIaX JICUCHMSI,
OB, BCB u nporHo3se 3aboJieBaHUs.

Ieau u 3aga4u — NMPOBECTU aHATU3 JIUTEPATYPHBIX JAHHBIX
00 5MUAEMUOIOTUY, KIMHUYECKOW MPe3eHTAllMU, METOIAX M-
arHOCTUKMU U noaxoaax K Tepanuu DHD y neteit. JlemoHcTpauus
COOCTBEHHOTO OIbITA.

Marepuajsl U MeToabl. B ocHOBY HacTosiiieid paboThl Mo-
JIOXKEHBI JaHHBIe 0 12 manmeHTax ¢ auarHo3oM DHB, kotoprie
Jeurch 1 Haomoxanuch B HMULL ATOU um. Imutpus Po-
rayesa B riepuos ¢ 2012 mo 2023 . Kputepuem otdé0opa IBUINUCH
JaHHBIC THUCTOJIOTMYECKOTO WCCACHOBAHMSI TIOCIIeOIepall-
OHHOTO MaTepHayia WIM TepecMOTpa THUCTOJIOTUYECKUX IIpe-
mapaToB IIOCe MPOBEACHHOTO paHee O0CIIeIOBAaHUS B JPYTUX
JIe4eOHBIX yupexkaeHusx. COop M aHaaW3 MTaHHBIX ITaIlMeHTOB
MIPOBOAMJICA Ha 0a3¢ TOCITMTAILHOTO PETUCTpa, apXuBa OTIesIe-
HUSI TIATOJIOTUIECKOI aHATOMUHU U TTOJTMKIMHUISCKOTO apX1Ba.
Brutn M3y4eHbl 1 TTpoaHaTU3POBaHbBI UCTOPHUH OOJIe3HEH, THC-
TOJIOTUYECKNE W ITUTOJIOTMIECKHUE 3aKIIOUCHUsI, 3aIMCH B TI0-
JIMKJIMHAYECKUX KapTaX, HEMOCPEACTBEHHBIE U OTAAJIEHHBIE pe-
3YJIbTATHI JICYCHMSI.

PA3JAEN IV

PesynbraTel. CoOOTHOIIICHWE TIOJIOB paCIpeaenioch clie-
IyiomuM obpazoM — 10 MyXXuuH M 2 XKeHIIUHBI. 3aboseBa-
€MOCTb 3apETUCTPUPOBAHA B KaXIOW BO3PACTHOW TrpyIIe OT
0 mo 18 meT. MenmaHa Bo3pacTa coctaBmia 13 et (pa3dpoc — oT
0 1o 17 net). Tpu nauueHTa ObLIM UCKIIOUYEHBI U3 JalibHeiIe-
IO aHaJIM3a B CBSI3U C OTCYTCTBMEM KAaTaMHECTUYECKMX JAHHBIX.
[Tepuon HaGmoneHus coctaBui oT 8 mo 120 mec. MenuaHa —
24 mec. Iarunetnss OB — 100 %, BPB — 89 %. OauH nauueHT
HaXOJUTCSI Ha 3Talle JICYSHUsI 110 MOBOJY peliMarBa 3a00seBa-
Hus, elle 1 — Ha 9Tane mporpaMMHOI Tepanuu. PagukanbHbie
oriepalliy ObUTH BBITIOJHEHBI B 67 % ciydaeB. HepaaukaabHble —
B 33 %. Bcem manmeHTaM Mmocjie HepaaMKajabHBIX OIlepalluii
Ha3HAYeHO KOHCepBaTUBHOE JieueHue. TakumM oopa3zoM, Haubo-
Jiee OIPaBIAHHOI SIBIIIETCS METOAMKA XMMUOJIY4YEBOI Tepanuu
C orepalneil Ha 3aKJII0OYNTEIbHOM 3Tarle JICYEHUsI TIPU YCIIOBUU
OCTATOYHOM OITYyXOJIM.

BoiBoasl. OHDB sBisetcs kpaitHe peakum Bapuantom 3HO
y HJeTeil, 4To, KaKk M OBLIO CKa3aHO BHIIIE, MPEAOIpPEnesscT
CJIOKHOCTU (POPMMPOBAHUST €IUHBIX MYJIBTULIEHTPOBBIX IPO-
CIIEKTUBHBIX UCCICI0BAaHUN OTHOCUTEIBHO BO3MOXHBIX MOIM-
(ukanmii Tepanuu. Tem He MeHee MOAPOOHOE U3YYEHUE KIIU-
HUYECKUX ciydaeB nauueHToB ¢ DHB u MexnucuumniuHapHoe
B3aMMOJICICTBME MOTYT CO3/IaTh IIPOYHYIO OCHOBY JIJIST TTPOBEIE-
HUs (yHIaMEHTAJIbHBIX KIMHUYECKUX HccienoBaHuii. Ha ce-
TOJHSIIIHUI IeHb HaIll aHAJIU3 ITOKAa3aJl, YTO MYJTBTUMOIAIbHBIN
noaxon B iedeHUM aeteii ¢ OHB He mpocTo nMeeT nepcrneKTUBhI
no yaydyeHuto rnokasareyieit OB u BCB, Ho u ynyuymenus KXK
3a CYET BHEAPECHUS TEXHUK MaJIOMHBA3UBHON XUPYPTUHU, a TAKXKE
MpUMEHEHUsT BbICOKOTOUHBbIX MeToauk AJIT. B Oynyiiem Heob-
XOIMMO CO3JIJaHME BCEPOCCUIICKOTO peecTpa mauueHToB ¢ DHbB
Ut (popMuUpoBaHMs GoJiee TIIYOOKOTO M BCECTOPOHHETO M3yde-
HUSI JAaHHOW maTojioruu B OyayiieM. BHe BCSIKMX COMHEHUI
XUPYPruyecKkoe BMelaTeJbcTBO y nanreHToB ¢ OHDB momxHO
BBITIOJIHSITHCS B CIIELIMAIM3MPOBAHHOM CTallMOHape (enepab-
HOTO 3HAYEHUSI C TIOCTIEIYIOIINM COCTaBJIeHNEM TUTaHa Teparuu
¥ HaOJIIOIeHUS.

Onbim ucnonb30BaHuda aymonoruyHoil
U annoreHHol mpaHcnaaimayuu
reMono3muyeckux CmBonoBbIX KNEeMoK
y Aemeii ¢ Heiipo6nacmomoi rpynnoi

BbIGOKOI0 PUCKa

E.A. Muxaiiiosa!, C.A. Kynesa' 2, E.M. Cenuypos' 2,
P.U. Xa6aposa’?, K.M. Bopokmmunosa', D./I. ['ym6arosa’,
I0.I'. ®emokoBa’, 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

AkTyanmsHOCTh. bronornueckas rereporeHHoctb Hb mpuse-
Jla K TPMXOTOMU3aluY TeparneBTuYecKoil ctpaterun. HecmoTpst
Ha pa3paboOTKy HOBBIX METOIOB JICUYCHMSI, TIPOTHO3 Y IMalleH-
ToB ¢ HB rpymmsl BEICOKOTO prCcKa pelyanBa,/IporpeccupoBa-
HUS TIO-TIPEXKHEMY OCTaeTCs HeOJIaronmpusITHBEIM. B mociemHee
BpeMsl UcceaoBaTe/bcKre Tpynnbl no usydyeHuio Hb y nereit
MPOIEMOHCTPUPOBAJIM BBICOKME I10Ka3aTeJIM BbIXKMBAEMOCTU
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npu ucnonbzoBaHuu BATIXT ¢ mocnenyrouieit TTCK. B Hamem
KCCJIEIOBAHMY Mbl OOOOIIIVIIM OITBIT MCITOIb30BaHUST ayTO- 1 ajl-
no-TI'CK, nposeaeHHbix nocie BIAITXT y nauneHTOB IpyIimbl
BBICOKOTO PUCKa PeIUANBa,/TIPOrpecCpPOBaHMUS.

Ieau 1 3a7a4u — NPOBECTU aHAIU3 OCIOXHEHUI U 3 bek-
tuBHOCTU NipuMeHeHus BIATIIXT ¢ TTCK y maiiueHTOB Ipymmbl
BBICOKOTO PHCKA.

Marepuajsl M MeToAbl. B 1rccienoBaHue ObLIA BKJIIOUEHBI
cBeneHus o 31 mamuenTe ¢ HB rpymmmbl BEICOKOTO prcKa pelm-
IBa/TIPOTPECCUPOBAaHUSI, KOTOPHIM Ha 3Talle KOHCOIUIAIIUN
pemuccun 6puta mpumeHeHa BJIIXT ¢ TI'CK. Single ayro-
TI'CK nmposenena 19 (63,3 %) 6onbHbIM, tandem ayto-TITCK — 6
(20 %), anmno-TT'CK — 6 (19,4 %). Manpuukos 6b1710 20 (64,5 %),
neBouek — 11 (35,5 %). Bospact maimeHTOB KoJiebaics oT 2 Me-
csateB 1o 11 met. AMmumdukanms reHa NMYC 6bl1a oOHapysKe-
Hay 9 (29 %) 6obHBIX, IpyrHe abeppau —y 5 (16,1 %). [epen
ararioM BJIIXT craTtyc «monHast peMuccusi» umenu 15 (48,4 %)
JeTeil, «uactuuyHasi pemuccusi» — 12 (38,7 %), «crabuausanus» —
4 (12,9 %). Bcero 6b110 mipoBeneHo 37 TI'CK. Pexxumbl KOH-
auioHupoBaHus 1ipu single n tandem ayto-TI'CK Bximiouanu
TpeocyiabdaH + MendanaH, THOTENa + MUKIodochaMua, Kap-
6orutatTuH + 3Tomosun + MmendanaH; mpu amio-TTCK — duy-
napabuH + Tuorena + MenadanaH. Koropty MCTOpUYECKOTo
KOHTPOJISI COCTaBUIIN 17 meTeii rpymITbl BLICOKOTO PMCKa, B KOH-
comupanmio Kotopsix BATIXT ¢ TTCK He mpoBoauiachk.

Pesyasratel. B 100 % Obuta BbIsIBJICHA TeMaTOJIOTMYeCKast
ToKcM4YHOCTDL [V crenenn. MHGEeKIIMOHHBIE OCIOXHEHUS IU-
arHocTupoBaHbl B 24 (96 %) caydasx nociie ayro-TTCK u B 6
(100 %) nocne amno-TI'CK. ITemopparuyeckuii CMHAPOM pa3-
Buicst y 5 (20 %) maumentos mocie ayto-TICK uy 3 (50 %)
nocne ayuto-TICK. B 20 (80 %) u B 6 (100 %) ciyyasix mocie
ayTo-TIT'CK u amno-TI'CK coOTBEeTCTBEHHO JIMarHOCTUPO-
BaH MYKO3UT. CepaeuyHO-COCYIMCThIE OCTOXHEHUS BBISIBJICHBI
B3 (12 %) 12 (33,3 %) nHabmoaeHusix rocie ayro- TT'CK u amio-
TI'CK cootBeTcTBeHHO. HeBponornueckue HapyleHUsI JUarHO-
crtupoBanbl TosbKo nocie BAIXT ¢ ayro-TI'CK (3, unu 12 %),
paBHO KaK M HapylleHUs ciayxa — Tojabko Tociie ayto-TITCK
(2, unu 33,3 %). IToyeuyHast 1 meyeHOYHAsI TOKCMYHOCTh B 3 pa3a
yaire obutn puarHoctupoBaHbl nocie BIATIXT ¢ ammo-TI'CK.
CpenHuil CpOK TIPYDKMBJICHMSI ayTOTpPaHCIUIAaHTaTa OTMEYCH
Ha 11-e cyTku, ajmoTpaHcIiaHTata — Ha 14-e cytku. IToka3za-
TeJ BBDKUBAEMOCTH OBLIM TOCTOBEPHO DPA3IMYHBI B KOTOPTE
ncropudeckoro kontposs u rpynre ¢ TTCK. OB, BCB u crie-
mududeckas BbikUBaeMocTh B rpynmne 6e3 BATTXT cocraBuim
11,1 £ 74 %, 15,6 £ 5,4 % u 14,9 = 9,6 % COOTBETCTBEH-
Ho, B rpynne ¢ BAIXT — 67,3 £ 9.7 %, 50,3 = 11,7 %
u 77,7 £ 8,9 % coorBerctBeHHO (p = 0,00389, p = 0,00023
u p =0,00001 COOTBETCTBEHHO).

BoiBoapl. O6namast TonepadenbHbIMUA TTOOOYHBIMU 3 heK-
tamu, BAIIXT ¢ TI'CK crtana ocHOBHO#1 JieueOHOI omuuei
y nanureHToB ¢ HB rpynmbl BRICOKOro pucKa peluauBa/Ipo-
rpeccupoBanus. LlenHocts TanmemHoit ayro-TI'CK, a Takxke
TpaHCILIAHTALMKM OT TaIUIOMACHTUYHbBIX JOHOPOB 3aCIyXKMBACT
JaJIbHEMIIEro OOCYXICHHUsI, TP KOTOPOM CJICJAYET YYUTHIBATh
pa3JIMYHbIE aCIeKThl, HAIPUMED, PEKUM KOHAMLMOHUPOBAHUS
M COCTOSIHME CaMOro IalieHTa.
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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. Pamxkatosa
Kaunuka evicokux meduyunckuii mexnonoeuti umenu H.HU. [lupocosa

DIbOY BO «Canxm-Ilemepbypeckuii 20Cyo0apcmeenHblil yHUGepcumem»

AktyansHocTh. 3HO NIMTOBUIHOI XeJe3bl — caMble pactpo-
CTpaHEHHbIE OMYXOJIM dHAOKPUHHOU cuctembl. Haubonee pac-
npocTtpaneHHoi popmoit SHO muToBUIHO XKee3bl BHICTYMaeT
nmanmuuisipHasi KapurHoMa (1K), kotopasi BeisiBsietcst B 80—85 %
ciyyaes. C 2011 o 2021 r. B P® 3a6oneBaemocts 3HO muTo-
BUIHOI Xee3bl y aeteil Beipocia Ha 100 %. Mosomoii Bo3pact
CBs13aH C 0oJiee arpeCCUBHBIM POCTOM U 0OJie€ YaCThIM MeTa-
crasupoBanueM [1K, x0T nmporHo3 ocraercst 6JIaronpUusTHBIM.
CorfnacHO HalUMOHAJIbHBIM KJIWHUYECKUM PEKOMEHIALIUSIM,
xupypruyeckoe seueHue I[IK y geteit MOXeT MpPOBOIUTHCS
B 00beME TEMUTUPEOUAIKTOMUU WIN TUPEOUIIKTOMUU, a TIPU
HAJIMYUU PETMOHAPHBIX METACTa30B COMPOBOXAAETCS JTUMGO-
nuccekuueil. ITocne THPeOUIIKTOMUU MOXET ObITh Ha3HAUYEHA
panmoitonreparmst (PYT). Bonee TouHBIE PEeKOMEHIALMU IO
BEIEHUIO MAllMEHTOB B 3aBUCUMOCTU OT BO3pPacTa OTCYTCTBYIOT.

Lemm u 3apaum — u3yuyeHue ocooeHHocTeit TeyeHust [1K mm-
TOBUIHOMU XK€JIE3bl y AETEN.

Marepuajsi 1 MeTObI. VcciienoBaHue MPOBOAMIOCH B OTIE-
JIEHVU DHIOKPUHHOM XUPYpruu Ha 6a3e KJIMHUKY BBICOKUX Me-
aquuuHcKux texHonoruii um. H.W. TTuporosa CII6I'Y. Yactbio
MCCJIEIOBAHMUSI CTaM JaHHBIC CIUIOIIHOTO PETPOCIIEKTUBHOIO
aHaJu3a uctopuii 6ose3nu 324 nereit, MOJYYUBIINX XUPypruye-
CKOE JIeYeHMe 10 MOBOY MaNWIISIPHOIO paka IUTOBUIHOM XKe-
ne3bl ¢ 2011 mo 2022 1., a TakKe JaHHBIE MPOCIIEKTUBHOIO aHa-
JIM3a IIPOTOKOJIOB ITOCTOIEPATUBHOIO JICUEHUS PaJIMOaKTUBHBIM
onom 127 maieHTOB, KOTOPBIM JaHHBIA METO ObLT ITOKAa3aH.

Pe3yasratsi. [1K ObL1a rucTosiornyecku noaTeepxaeHay 232
(71,6 %) nesouexk u 92 (28,4 %) manbuukoB. Yucio aeBouek
6oJjiee yeM B 2 pa3a MpEeBHIIIAIO0 YUCI0 MaJTbYMKOB U B MPEITy-
oepraTHOM Bo3pacte (no 10 jier), u y AeTel cTapliero Bo3pacTa.
PazneneHue 1o Bo3pacTy IPOBOAWIOCH B CBSI3M C OTCYTCTBUEM
BJIMSIHUS TIOJIOBOrO co3peBaHus Ha aeTeit maaame 10 get. Omny-
XOJIb Yallle sIBjsiiach MyabTUdokanbHoi (p = 0,01) wiu dunate-
panbsHoii (p = 0,0007) y nereit 1o 10 j1eT, UMEHHO OHU Yalle Me-
TactazupoBaiu B peruoHapHbie JIY (p < 0,001). bonee BaxHbIM
(bakTOpOM, BIUSIOIIMM Ha METaCTa3MPOBAHUE OIYXOJIU, BBICTY-
uJI1a OMJIaTepaIbHOCTD 110 CPABHEHUIO C MYJIBTH(OKAIBHOCTDIO
(p = 0,006). CpenHuii IPOIIEHT MopaXeHHbIX JIY B LieHTpalb-
HOI KjIeTyaTKe IIey y MaJbuMKoB cocTtaBui 57,50 = 30,70 %,
yTO OOJIBIIE IO CpaBHEHMIO ¢ aeBouykamu — 37,17 £ 30,44 %
(p <0,001). Ja"HHast 3aKOHOMEPHOCTb HEe HA0JI01aIaCh B OTHO-
1IeHMM OOKOBOM KjieTyaTku 1ieu. Y aeteit maamaiie 10 jJeT BbIsB-
JIEHO 0oJiee YacToe MeTacTa3upOBaHUE OITYXOJIM B perMOHapHBIC
JIY (p = 0,005). OtnaneHHble MeTacTa3bl HaOJIOOAIMCh Yallle
Yy MaJIb4YMKOB 10 cpaBHEHMIO ¢ aeBoukamu (p = 0,038). CpenHuii
pa3Mep OIyXoJiei, MeTacTa3upyloluX B OOKOBYIO KJIETYAaTKY
1er, ObLI 3HAYUTEIBHO OOJIBbIIE 110 CPABHEHUIO C OIYXOJISIMU,
MPU KOTOPbIX MeTacTa3bl oTcyTcTBOBaIM (p < 0,001). MeTtacTtassbl
B OOKOBOI1 KJIeTYaTKe I1Ied HaOJII0JaIiuCh B 00JIe€ MOJIOIOM BO3-
pacte no cpaBHeHMUIO ¢ netbmu ctapiie (p < 0,001). bonee yem
Tpetu nanueHToB (36,73 %) mocie onepaTMBHOIO BMeEIIaTe b~
ctBa 6buUTa HasHaueHa PUT. T10 nHa6momancs mocie 1-ro Kyp-

PA3AEN IV
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ca PUT y 86,88 % nereii. JIByKpaTHEIil TIpueM Obll Ha3HAYEH
B 8,20 %, TpexkpaTHblii — B 1,64 %, 4yeThipeXKpaTHbI — B 2,46 %
U naTUKpaTHbIA — B 0,82 % ciyyaes.

BoiBoapl. He Ob11M 0OHapyKeHbI 3HAUYMMbIE pa3duMsl B JIe-
otore 1K y neteii B 3aBUCMMOCTU OT T0Ja U BO3pacTa, KpoMe
OoJTBbIIIEro MPOIeHTA TTopaxkeHHBIX JIY B LIEHTpaJIbHOM KJTeTYaT-
Ke 1IeU 1 OOJIbIIEeH YaCTOThI OTAAJEHHBIX METACTAa30B Y MaJlbul-
KOB, B Bo3pacTe 10 10 JeT 10CTOBEpHO OOJBIINIA pa3Mep OIy-
Xoym ObUT y neBovek. Y nmeteii ¢ medrotom ITK panbire 10 et
OTMevaJicsl 3HAUUTEbHO 00Jiee pacnpOoCTpaHEHHBIN OmyXxoJie-
BBII TIpoLiecC ¢ 0OJIbIIEH YacTOTOM MYyIbTU(OKABHBIX, OMJIaTe-
PAaJTbHBIX OITyXOJIel 1 TMM(OTeHHBIX METaCTa30B.

Pe3ynbmambl neyeHua nayueHmos
¢ renamobnacmomoil B BO3pacme
no 6 mecaues. Onbim HMHUL AroOM

uM. Imumpus Porayesa

P.A. Mouceenxko!, JI.T. Axananze!, A.B. ®umn?, .. Kum3,
I.C. Pabaes!, E.B. ®eoktucrosa‘, H.H. Mepky:os!,
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 Hay4Hblil ueHmp 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 mepBUYHAsS 3JI0Kade-
CTBEHHasl onyxoJib neyeHu y gereit. Ipynmoit SIOPEL npose-
JIeH psii MCCIeIOBaHUM, HalpaBJICHHBIX Ha OLICHKY BIMSIHUS
BO3pacTa Ha XapaKTePUCTUKU OMYyXOJIW U MCXOJ 3a00JieBaHUS
(P. Dall’Igna, 2017; B. Haeberle, 2020). [IpoaeMoHCTpuUpOBaHO,
4yTo 0O0JIee CTapIIMii BO3pacT KOPPEIUPYEeT C XYAIIUM IIPOTHO-
30M 3abosneBaHus. [Ipu aTOM Tepanus aeTeil paHHEro Bo3pacra
MOXET TMPENCTaBIsITh TPYAHOCTU 3a CYET MOTEHUUAJIbHO OoJiee
BBICOKOI YaCTOTHI TOKCUYECKUX OCTOXKHEHUI TPOBOIMMOTO Jie-
YeHUS.

Iean n 3aga4m — U3YYUTh KJIMHUYECKHUE XapaKTEPUCTUKU
1 3(pHeKTUBHOCTH Tepanuu nanueHToB ¢ I'b B Bo3pacre 10 6 me-
cA1IeB, MOyYaBIIMX JiedeHue 1o TTpoTokoiaM rpymmbsl SIOPEL.

Martepuanasl u metoabl. B uccienoBaHue BKIIIOYEHBI Ta-
LIMEHTHI ¢ BepudULIMPOBAaHHBIM nuarHo3oM ['b, mosnyyasiiue
tepanuio B HMUILL IIOU um. JImutpus PoraueBa m PHIIX
uM. akaia. b.B. Ilerposckoro 3a nepuop ¢ 02.2012 o 02.2022 .
(120 mec). ns crpaTtudukaiiiy Ha rpyIinnbl pucka MCIoJib30Ba-
smchk kputepun rpynnsl SIOPEL. 1o 2017 1. Bce mauneHThI CTpa-
TUOULIPOBAINCH B TPYIIIHI CTAHAAPTHOTO M BEICOKOTO PHCKa,
nonaydanu jedeHue 1o npotokonaMm SIOPEL-3 SR u SIOPEL-4,
¢ 2017 r. npoBoaunach nuddepeHIInpoBaHHAS Teparus IS T1a-
LIMEHTOB TpyIIbl Bicokoro pucka (mporokos SIOPEL-3 HR)
U ouyeHb Bbicokoro pucka (rmpotokon SIOPEL-4). Bbikubae-
MOCTb OLleHUBaach o metony Kamnana—Maiiepa. AHaIu3 BbI-
KMBAEMOCTH IIpOBeeH 1o cocTossHmio Ha 01.04.2024.

PA3JAEN IV

PesynbsraTsl. 3a riepro UCCIeIOBAHUSI 3apErUCTPUPOBAHLI 27
60J1bHBIX B Bo3pacTe 0 10 6 MecsiieB, uto coctaBuiio 20,3 % Bcex
natueHToB ¢ I'b. Bce oHM moryyanu Teparuio 1o MpoTOKOJIaM
rpymsl SIOPEL u ObutH BKIIFOYEHBI B aHaIM3. MeanaHa Bo3pa-
CTa Ha MOMEHT ITocTaHOBKU auarHo3a I'b cocraBuia 3,4 (pas-
6poc — 0,0—6,0) mec. CoorHomrenune m:a — 1:0,58. Y 2 (7,4 %)
mnarHoctupoBadH CBB. Pacnipenenenue o ctaguam PRETEXT:
I — 7 (25,9 %) nauuenros, 11 — 11 (40,8 %), 111 — 9 (33,3 %)
0oabHbIX. [lalMeHTOB ¢ OTHAJEHHBIMU MeTacTa3aMu He
oTMeueHo. PacmpeneneHue 1Mo rpyrmnaMm pHUCKa: CTaHIapTHBIA
puck — 24 (88,8 %), Boicokuii puck — 2 (7,4 %), 04eHb BBICO-
kuii puck — 1 (3,8 %, crioHTaHHbII pa3pbIB OITyX0/u). Meaua-
Ha ypoBHs1 ADI] y naunreHTOB ¢ U3BECTHBIMU TOYHBIMU 3HAYE-
HusiMU (n = 24) Ha MOMEHT MOCTAHOBKM JAMArHo3a COCTABMJIA
409 014,31 (pa36poc — 34 130,68—2 785 576) ur/mi. B 2 (7,4 %)
Cilyyasix IMarHo3 IocTaBieH 0e3 Mopdosiornyeckoi Bepuduka-
uuu. MoHoTepanusl LUCIUIAaTUHOM IipoBeaeHa 22/24 (91,6 %)
narueHtaM. OCI0XHEHUST Tepalliyi He ITO3BOJIM/IM 3aBEPLIUTD
Bce 6 mpeanucaHHbIX KypcoB 1 (4,2 %) GonbHOMY. OO0BeM OT-
CPOYECHHOI orepauuu: pedekuuss — 24 (88,9 %) mauueHTa,
tpaHciiantauus — 1 (3,7 %). OtcpoueHHas onepaLus He Ipo-
BezneHa 2 (7,4 %) 60oibHBIM. PanKalbHOCTh OTCPOYEHHOM OTie-
pamuu (n = 25): RO — 23/25 (92 %) nauuenta, R1 — 2/25 (8 %).
Menuana HabmogeHuss — 79,9 (pazopoc — 2,5— 37.5) mec.
W3 27 mauureHTOoB, BKIIOYEHHbBIX B UcciaenoBaHue, 25 (92,6 %)
xuBHl, 2 (7,4 %) noru6nm (1/2 — nHOEKIIMOHHBIE OCTOXKHEHUS,
1/2 — neroyHoe KpoBOTE€YEHHUE IIPU PA3BUTUN KOATYJIONATUN Ha
(hoHe LMppo3a MEYEeHU HESICHOTO reHesa). MeracTaThyecKue
peruauBbl otMeueHbl y 2/27 (7,4 %) GonbHBIX, 00a MalreHTa
JKUBBI [IOCJIE€ MPOBEAEHUsI POTUBOPELUANBHOM Tepamnuu. [1s-
tuietHsis BCB u OB cocraBunu 85,2 + 6,8 % 1 92,6 = 5,0 %
COOTBETCTBEHHO.

BoiBoapl. [lonyuyeHHble AaHHBIE CBUACTEJBLCTBYIOT O OJia-
TONPUITHBIX XapakTepuctukax ['b y neTeit mepBbix 6 MecsleB
KM3HU C MIPEeBATMPOBAHUEM TAIIMEHTOB TPYMITBI CTAHIAPTHOTO
pUCcKa M OTCYTCTBHEM OOJBHBIX C MHUIIMAIBHBIM METacTaTH-
yecKUM TopakeHueM. [IpoBoammasi coBpeMeHHasl prucK-amarn-
TUPOBAHHAS Teparus MO3BOJISIET JOCTUTHYTH MoKa3areseit OB,
npesbiaommx 90 %.

Onbim HabnoaeHus aemed ¢ mepamomamu
B CmaBpononbCcKoM Kpae
(onucaHue KNuHuYyecKoro cny4as)

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

I_IeJIH M 3312491 — OIMMCaHNE KIMHUYECKOIo ciyvasd.

Marepuajsi 4 MeToabl. [IpoaHanu3rpoBaHo 12 KIMHUYECKUX
CJTyyaeB JIeTeil C TMarHo30M TepaToMa KPEeCTIIOBO-KOIMUUKOBOM
ob6sactu. M3 Hux 10 maiMeHTOB MOCe XUPYPIUYECKOro Jieye-
HUS B TIEpUoJie HOBOPOXIEHHOCTH, 2 — 03 IMepBOHAYaIbHOTO
JeueHust. Y 4 nereit 3apeructpuponaHa [13 (ManurHuzanus).

Pesynwratsl. [lesouxa, 2 cooa 8 mecsyes. [Ipu poxcdenuu y pe-
OeHKa 8blA61eHO 00pa308anUe NPasoil s1200u4Hoi obaacmu. Boinoa-
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HeHo yoaneHue obpazoeanus ¢ pesekuyuel konuuxa. Ilo pesyssma-
mam 2ucmon0eu4ecKoe0 Uccredo8anuss OUazHOCMupo8ana 3penas
mepamoma. Pexomendayuu no ounamuueckomy Habaodenuro He
cobarodanucs. Co cnoé mamepu, 09.03.2022 pebenok yoapuiacs s20-
OuuHOIl 004aCcmbio, Nocae Yeeo 3amemuiu ObiICmpblil pocm 00paso-
sanus. Pebenok nepecman camocmosmensHo nepedsueamocs, cman
NAGKCUBBIM, OMKA3bI8AACA OM edbl, HAOA0AACA YHAUEHHbLI CMYA
MansiMu NOPYUAMU. DKCMPEHHO 20CRUMANU3UPOBAHA 8 omaoeneHue
eemamonoeuu u demcioti onkonroeuu I'bY3 CK KJIKb e. Cmaspo-
noas. Ilpu nocmynaenuu cocmosinue pebenka KpaiiHe mscenoe 3a
cuem HaAu4us UHMOKCUKAYUOHHO20, NAPAHEONAACmuU1ecKoeo U 60-
1€6020 CUHOPOMO8, 0eNK080-3Hepeemu4ecKkas HedoCcmamo4HoCHb.
Koocnvie nokposwl baednvie, yepmol auya 3aocmpensl. Ha kooce
2PYOHOIL KaemKU U nepeoHell OPouHoll CMeHKe GblpAICEHHbLI 6e-
HO3HbLI pUCYHOK. 2KUBOM 3HAMUMENbHO YBeAUHeH 6 pasmepe, Hanps -
JCeH, NaNbnupyemcs YNAOmHeHUe no 8celi N08epXHOCMU nepeoHell
oproutHotl cmenku. B sieoduunoii obnacmu 06pazosanue npomaiceH-
HOCMbIO 0M NOSACHUYHOU 004acmu 00 NPOMEeNCHOCU, pasmepamu
56 x 24 cm, naomuoe, Oyepucmoe, 00/1e3HEHHOE, 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 % 125 X 94 mm, komopas coeOuHsemcs ¢ y3108biMU CIPYKMY-
pamu 6 marom mazy odwumu pazmepamu 68 x 83 x 74 um. Onpe-
densgemcs eenamomeantiss ¢ MOMANbHLIM @MOPUHHBIM NOPAJICEHU -
em napenwxumol. B snueacmpuu — yznoeas cmpykmypa pazmepamu
95 x 64 x 82 mm. KT ¢ konmpacmuwim ycusenuem om 25.03.2024:
NapeHxuMa AeekKux ¢ HaAu4uem MHONICECMBEHHbIX 04a208bIX CHPYK -
myp, 6oaee 15 ¢ kaxcdoii cmoponsl. Ileuenv pesko yseauueHa
8 pasmepax, ¢ MHOJICECHBEHHbIMU 04aA208bIMU 00PA308AHUAMU.
K sesoii done newenu npusexcum y3noeas cmpykmypa pazmepami
77 X 72 X 66 mm. Maekue mxanu s1200uy u naxoeou odaacmu oe-
gueypuposanvl 3a cuem 00veMH020 00pA308aHUs, PACHPOCMPA-
HAIOWe20Cs Ha MAblil mas u 1200ulbl, NPOpacmas mazogoe OHo,
o0wum pazmepom 17 x 14 x 10 cm. Tazosoe koavyo pacuiupero,
Kpecmu080-KoN4UuKo8ble N0360HKU 8MOPU4HO usmerensl. Onpede-
JASIOMCS 04A208ble UBMEHEHUs 8 NOACHUYHBIX NO360HKAX HA YPOBHe
L3—L5, ¢ komnpeccuonnoim nepesomom L5. B naxoeoii obnacmu
onpedensromes Koneaomepamol usmenenuoix J1Y. C 30.03.2022 no
03.04.2022 — kypc XT no cxeme PEI ¢ pedykuyueii 0oz Ha 30 %.
06.04.2022 koncmamuposana cmepms pedeHKa.

BoiBoapl. Pe3ynbraThl HAOJII0AEHUS I€MOHCTPUPYIOT HEOOX0-
JUMOCTb IUCMAHCEPHOro HAOMIOAEHUS B TIOJJTHOM OOBbEME B Jie-
KpeTUpOBaHHEIE CpOKU. [IpeeMCTBEeHHOCTh B HAOIOJEHIUN STUX
MAIeHTOB Ha CTAlIMOHAPHOM M aMOYJIaTOPHOM 3Talle JeTCKUM
XUPYProM, AETCKUM OHKOJIOTOM U TIeIUaTpOM, a TaKKe KOMII-
JJAGHTHOCTB POIUTENICH MalleHTa ¥ HaOJIIOJAoIINX ero Bpauei
MMO3BOJISTIOT CBOEBPEMEHHO OTUAarHOCTUPOBATh TPaHC(HOPMALIIIO
3pesoit Tepatombl B 3HO. PaHHee Havayio Tepaluuy 3J10KauyecT-
BEHHBIX TEPAaTOM Y JIETCi MTO3BOJISIET TOOUTHCS MaKCUMAaTbHOM
3 HOEKTUBHOCTHU B JICUEHUU.
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Bo3MoMHOCMU mepanuu Hedpo6nacmombl
rpynnbl BLICOKOTO PUCKA: ONUCaHue

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

BY XMAO — IOepuvi «Huosicneeapmosckas okpyscHas KAuHUu4eckas

demckas 601bHUUA»

AktyansHocTh. Exxeromno B XMAO — FOrpe auarHoctupyer-
cs ot 1 1o 3 HoBbIx cimydaeB HB y neteit. Teparust HB ocymiects-
JgeTcss Ha 0a3ze HuxXHEBapTOBCKON OKPYXXKHOUW KIMHUYECKON
JIETCKOM OOJIBHULIBI, 32 UCKJTIOUEHUEM CIIOXKHBIX XUPYPTUUECKUX
cinyuyaeB, TTCK u JIT. HB rpyniibl BBICOKOTO pricKa COCTaBIIsI-
eT 6osee 50 % ciyyaeB 3a00yieBaHUSI U OIPEE/ISIETCS CTAaNUEN,
BO3PAaCTOM U MOJIEKYISIPHO-TEHETUYECKUM CTAaTyCOM OITyXO-
Jm. [TporHo3 y maiueHTOB TPYMIbl BHICOKOTO PUCKA OCTAETCS
HEOJAaronpUsATHBIM, HECMOTPSI Ha MPUMEHEHUE KOMIUIEKC-
HOil Tepanuu. BeposTHocTh mmmtenbHOil BCB He mpeBbliaet
32—42 %. JaHHBII KIMHUYECKUI CTydail JeMOHCTPUPYET BO3-
MOXHOCTHU JeKapcTBeHHOU Tepanuu HbB u TecHoe B3anmomneii-
CTBME PETMOHAJIbHOU KJIMHUKU U (peepaabHOro LEHTpA.

He.]'[l/l " 3aJa49YU — IIOJCJIUTHCA OIIBITOM BEACHHA IMallMCHTA
¢ Hb I'PYIIIIBI BBICOKOTO PUCKAa M BHEAPCHUA COBPEMCHHLIX MC€-
TOAOB TCpallM1 Ha pCrMOHaJIbHOM YPOBHEC.

Marepuaisl u MeToabl. Pebenky 6 6ospacme Henoanvix 3 nem
yemanoener duaeno3 HB npasoeo naonoueunuka (aseycm 2016 e.),
1V cmadusa (memacma3svl 6 Hadkawouuunvie J1Y caesa, J1YV 60-
pom npaesoit nouku, kocmu, KM), N-MYC-necamusnas, de-
seyus Ip He obmapyucena, deaeyus 11 q23), epynna 8vicoko-
2o pucka. Ilpu cuyunmuepaguu c memailo06eH3UNEyAHUOUHOM
(MHUFBI) e6biagnens namonoeuueckue o4aeu 6 HPOeKUuu nci-
6oma cnpaea, npagoeo nieud, NpaAgoo U 1e8020 Npeone-
ubs, NpPaeoil 0OedpeHHOU Kocmu, Npaeoll U AeOil 20AeHU.
Ilposedena komnaexcnas unOyKyuonnas mepanus (NB-2004
¢ aseycma 2016 e., nocre 5-e0 010Ka 6bINOAHEH XUPYPeUHECKULL
oman 6 obseme AaNAPOMoOMuUU, MyMoOpaopeHaNIKMOMUU cnpasa
(HMHUI] JITOH um. Jimumpus Poeauesa), nocmmepaneemuueckui
namomopgo3 I cmenenu, aymo-TICK, ougpghepenyuposounas me-
panus 13-yuc-Pemunoesoii kucaomoii ¢ JIT na obaacms ocmamou-
Hott onyxoau (HMUILL ITOH um.JImumpus Poeauesa)). Ilo 3a6ep-
weHuu nposedeHo KoHmMpoavHoe oocaredosarue: KM canuposan, no
Oannvim cyunmuepaguu ¢ MUBT coxpansaiomea no3umugHulii ouae
Manbix pazmepos U HU3KOI UHMEHCUBHOCMU 8 NPOeKUUU NPABOli 20-
seHu, koncmamuposarn 40. B mapme 2018 e. npu cyunmuepagpuu
¢ MUFBT gvingnena ompuyamenvhas ounamuka (Hakonaenue POIT
6 npoexkyuu eucoyHoii kocmu, meaa S1 no3eonKa, no08300UIHbIX
Kocmeil, KOCMAX NPaeoil U 1e6oli 204eHu). Bmopas aunus mepanuu:
upurHomerkatn + memoszonomud, nposedero 9 kypcog. Ilo dannvim
cuyunmuepaguu ¢ MUBT coxpansemca akmugnbie ouaeu npedic-
netl noxaausayuu. C anpeas 2019 2. no urwas 2021 2. — noddep-
acusarowas mepanusi METRO-NB 2012. Coxpansemcs npexcHuil
MHBT-no3umugnuiii cmamyc. C ageycma 2021 2. — monomepanus
memo3zonomudom, éceeo 25 kypcos. Ilpu konmpoasHom 06caedo-
6AHUL COXPAHAIOMCS O4azu namonoauueckozo Haxkonaenus MUBT
6 npoexkyuy 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 Haxkonaerus POII,
cmabuauzayus 601e3HuU.

Pesyabrathl. B kauecmeée nOCMKOHCOAUOAUUOHHOU mepa-
nuu nposedena UT JIb, 5 kypcos ¢ aseycma 2023 e. Ilpu cuun-
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muepaguu ¢ MUBT om sauneaps 2024 e. coxpansiomes ouacu
namonoeuueckoeo Haxonsenus MHBT 6 xocmax masza u saeeoii
bedpennoil kocmu, 0e3 ompuyamenvroil ounamuku. Ilocaednee
KoHmpoavbHoe oocaedosanue 6 urone 2024 2., no dannoim KT/MPT
U 6 muenoepamme — cmabuauzayust 6oae3Hu.

BoiBoapl. ITanventka ¢ HB rpynmbsl BEICOKOTO pUcKa, UMe-
[o111as1 KpaifHee HebJIaronpusTHbIE MPOrHOCTUYECKUE (haKTOPbI
pucKa, MOJIy4YruJila UHTEHCUBHYIO UHAYKIIMOHHYIO, TOIIEPXKUBa-
IOIIYI0 U MOCTKOHcomumanuonHyto UT ¢ qocTuxkeHnem KOHT-
poJist Haa 3a00JieBaHUEM B T€UEHUE § JIET.

Cnyyai mamenoil aymouMMYHHOl
remoaumuyeckoil anemuu y pebenka

C MpaHcnNNaHMUupoBaHHOIl NeYeHblo

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

AKTYyaJIbHOCTb. AyTOMMMYHHAasl TeMOJMTUYECKasT aHeMUs
(AWTA) y neteit — KpaiiHe peakoe 3a001eBaHue, COMTPOBOXIAIO0-
1Ieecs onpeneJeHHbIMU CJIOXKHOCTSIMU MTPY AMATHOCTUKE U BbI-
oope Tepanuu. Eiie Oosbllie cI0XHOCTEH BOZHUKAET MPU pas-
BuTuU ANTA y maueHToB ¢ TPaHCIIJIAaHTUPOBAHHOM TMEeUYEHbIO,
TaK KaK B JaHHOM cJIyJyae ee HeoOoxonumo auddepeHnpoBaTh
OT HapyleHus: ¢GbyHKIMUM TpaHCIIaHTaTa. B tutepatype omnuca-
HO HecKoJibKo ciiydyaeB AMTA mocie TpaHCIIaHTalMKu MevYeHu
y IETEH.

Ieau u 3apauu — onucanue ciaydass AUTA y pebeHka ¢ TpaHc-
IJIAHTUPOBAHHOM MeYEHBIO.

MaTepnaJm U METOAbI. I/IBY‘ICHI/IC MarepuajioB MEIUIIMH-
CKOI KapThbl, pE€3yJIbTaTOB O6CJ'ICI[OBaHI/IH, KJIMHUYECKOe Ha0I10-
JCHUC.

Pesyabratel. Maavuuk, 1 200 5 mecsauyes, b1 cocnumanu3upo-
ean 6 TAY3 OIKF e. Openbypea c nodo3peHuem Ha OMMOpPICEHUe
mpancnaanmama nevenu. M3 anamuesa: ¢ poxcoenus nabarodancs
€ CUHOPOMANbHOU hopMOTl buAUapHOLl ampe3ul, o N080JY KOMOpPOil
6 gospacme 5 mecsues GblNOAHeHA OPMOMONUYeCKas MpaHCHAAH-
mayus 18020 1amepanbHo20 CEeKmopa neveHu Om JHCUB020 poo-
cmeeHHo20 doHopa (Mamepu). /laumensHo noay4as makpoaumyc,
meopoa. CocmosiHue pebenka yxXyouunocs 3a 2 0Hs 00 eocnumani-
3ayuu: CMan 851bIM, COHAUBbIM, OMKA3bI8AACS 0M edbl. 3amem nosi-
BUNUCH BbIPAICEHHASL OAOHOCTb, JCEAMYIUHOCMb, 00bIUKA, PGOMA,
nomemHernue mouu. Jlocmasnren 6 omdenenue peanumayuu IAY3
OIIKE e. Openbypea. Ilpu nocmynienuu cocmosiue Kpaine ms-
acenoe. Cosnanue cnymanmoe. Moiweunsiiic monyc chuxcer. Koxca
0ne0Has ¢ UKmMepuuHOCmbvl0 U MpamopHocmolto. /vixanue cmouy-
wee. Odvluika cmewanHo2o xapakmepa 6 nokoe. B aeekux dvixanue
8e3UKYASIPHOE, XPUnbL He avicayuusanucs. Tonsl cepdya pummuy-
Hble, maxukapdus. 2Kueom docmynen nasbnayuu 60 6cex omoenax.
Ileuens +3 cm, cenezenxa 1,5 cm uz-nod kpas pebeptoii dyeu. Cmyn
00b14HOIL OKpacKu, be3 namoaoeuueckux npumeceli. Moua ceemaas.
Ilpu o6credosanuu evisienena msicenass anemusi (2emoeno0un —
30¢e/n, apumpoyumot — 0,5 % 10"?/1) ¢ aeiikoyumo3zom, Heimpogu-
A1€30M, YCKOPeHUe CKOPOCMU 0Ce0aHUs 3pUmpoUUmo8, Wu30uums. —
0%, nopmouyumut — 43: 100, nogvluuerue acnapmamamuHoOmpanche-
pasot (ACT) do 342,2 Ed/a, aranunamunompancgepasvt (AJIT) do
193,1 Ed/n, JUIT do 1234 Ed/a, buaupybuna do 158,4 mxmons/a 3a
cuem HenpsmMo20, CHUMNCeHUe NPompomMoOUH08020 uHoekca, (puopu-
Ho2ena, yOAuHeHUe AKMUBUPOBAHHO20 YACMUUHO20 MPOMOONAA-
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cmurno6020 eépemernu. IIpoba Kymoca pesio nosoxcumenvuas. Ilpu
onpedeneHuu epynnvl Kposu — naHazearomuHayus. B moue obna-
pyaucena JAHK IIMB. Ilo danneim Y3HU mpauncnianmam nevenu
6e3 cmpyKmypHbiX usmeneHull, ouggysHole usMeHeHUs NapeHXu-
Mot cenesenku. Ilayuenmy evicmaenen ouaenosz: AUITA, macenras
gopma, kpu3s. Ocywecmeums uHOUBUAYANbHBLI NOOOOP He YAanoce,
npoeoodunocy nepeauganue ommvimoix spumpoyumos O (1) epyn-
not kpoeu, Rh (—). Ilo coeaacosanuro ¢ mpancnianmono2com om-
MeHeH makpoaumyc. Hasnauena nyavc-mepanus npeoHu3010HOM
30 me/ke/cym Ne 4 ¢ nepexodom Ha nepopanrvHolii npuem
2 me/ke/cym. Buinoaneno 3 ceanca naasmagpepesa, nposoounocs
esedenue BBUI 1 e/ke/kypc, anmubakmepuaivHas, npomu-
802pubK0BaAs mepanus, NAAIMOMPAHCHY3UU, BANCAHUUKAOBUD.
Ha smom gone npodoadcancs aKmugHwlil eeMoaU3, COXPAHANACH
mpawnc@y3uonHas 3asucumocmos. Yuumovieas omcymcmeue om-
eéema Ha I-10 aunuo mepanuu, HasHaven pumykcumad 375 me/m?
enympueernno No 4 1 paz 6 Hedearo, mukogpenorama mogemun
45 me/Kke/cym c nocmeneHHOI OMMeHOIL entoKoKopmukoudos. Ilocae
2 86edeHull mepanus pumyKkcumMadom npekpaujena 6 césa3u ¢ KOoH-
maxkmom no eempsnoil oche. Ha gone dannoeo neuwenus docmue-
nym noauwtit 10 (I110), gynkuyus mpancnaaHmama ocmasanacs
yoosremeopumenvroil. Marvuux evinucatn 8 y0081emeopumenbHoM
COCMOSIHUU ¢ HOPMAABHBIMU NOKA3AMeNIMU KAUHUYEeCK020 U OUo-
XUMUYECK020 AHANU308 KPOBU, KOA2YA0SDAMMObL.

BoBoapl. B cBsI3M C ypOBHEM pa3BUTUSI OTEUYECTBEHHOM
TpaHcIuiaHTosoruu npobiema AUTA mocne TpaHcriaHTauuu
CTAHOBUTCS OY€Hb akTyaqbHOU. Heobxoaumel manbHeilnee ee
u3yyeHue u GopMUPOBaAHUE MPOTOKOJIOB JICUECHUS.

Hanuepomamo3 Gprowunbl y Aemei
C MATKOMKaHHbIMU CapKOMamu,

aHanu3 2 cnyyaes

I'.T. Panynecky, H.C. JIextsapea, M.b. benoryposa
I'bY3 CII6KHnIICBMII(0) um. H.Il. Hanaakosa

AKTyallbHOCTb. MeTacTaTuecKoe ITOpaXkeHNe OpIOIIMHEI,
WIN KaHIIEpOMaTO3 OpPIOIIMHEI, BCTpeYaeTcsd y IeTel Kpaii-
HE peIKo M MOXKET OBITh TMarHOCTHPOBaH IpH pasHbix 3HO
(MSITKOTKaHHBbIE CapKOMBbI, onyxojb BunbMmca, 304, kapuuHo-
MbI). [1porHo3 3a6o1eBaHMsI 10 HeJaBHETO BpeMeHU ObLT HeOJ1a-
ronpusaTHbI. COBpeMeHHBIE OMMIIUM JAIOT BO3MOXHOCTD YITyd-
IINTh PE3YJIETATHI JICUCHUS.

Ienu u 3aga4u — 0030 JIUTEPATYPHBIX JAHHBIX B LIEJISIX OIl-
TUMU3ALNU TIOOXOA0B K JICUCHUIO AeTeil ¢ KaHIepOMaTO30M
OpIOILIMHBI.

MaTepHaJIbl M MeToAbl. AHAIU3 2 IMalIMCHTOB C METacTaTu-
YECKUM IMOPaAXKCHHUEM 6pIOHII/IHI>I C MATKOTKaHHBIMM CapKoMa-
MHU.

Pesyavratel. Ilayuenm H., 3 coda, ¢ obpaszoeanuem 6 n1e6oii
naxosoil obaracmu. Beimoanena Ouoncus obpazoeauus 6 obaacmu
16020 cemenHo2o Kanamuka. lucmonoeuveckuil ouaeHos — m-
opuonanvias PMC. Ilo dannvim KT-uccaedosanus — 6 S10 ne6oeo
ANeeK020 ouae pasmepamu 23 x 12 mm, Hakanauearowuii Konmpacm,
6 OPIOUIHOLL NOAOCMU BU3YANUUPYEMCA CANLHUK, UHDUALMPUPOBAH -
HbL MeAKUMU Y3108bIMU 00PA308AHUAMU, CAUBAIOUUMUCT MENCOY
€000il N0 MUY «CANbHUK0B020 NUPO2a» U OMOENbHO Aedcalyue Y310-
8ble 00pa308aHuUs 60016 Kancynvl newenu 00 22 X 8 Mm caesa u 60046
ma3zoeoil oprouiunsl caeea do 15 x 11 mm. Ilayuenmy nposedero
9kypcoe IIXT coenacno kaunuueckum pexomenoayusm Munzopasa
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Poccuu ons epynnot ¢ unuyuanrvioim memacmasupoganuem. Iloa-
Has pemuccusi KOHCMamuposana nocae 5-2o Kypca mepanuu (0au-
uote KT, MPT). [locae 9-eo kypca npoeeden onepamueéublii sman
AeHEHUSI — Pesu3usi, OMEHMIKMOMUSL, YOaleHUue 1e8020 CeMEHH020
Kanamuka u 1e6020 auuka. I1o 0aHHbIM eucmosoeu4ecko2o 3aKaio-
YeHUss — MKAaHb 6e3 npu3Hakose onyxoneeoco pocma. Om JIT npu-
HAMO peuienue 6030epicamncs. B nacmoswuii momenm navyuenm
noayuaem noddepycusarouiyio IIXT (sunopenrbun u snookcam).

Hayuenmka, § nrem, ¢ 604bUOL ONYX0AbHO OPIOWHOL NOAOCTU.
Ilo dannvim MPT-uccaedosanus Kapmuua MHO20Y3108020 006eM-
H020 00paz06anusi, HeOOHOPOOHOU, NPEUMYUECEEHHO COAUOHOU
cmpykmypbl pazmepom ~ 15,3 x 7,0% 10,0 cm. Obpazosanue pacno-
JA0JCEHO 8 NOAOCMU MAN020 MA3A C PACRPOCMPAHEHUEM 8 OPIOUHYIO
noaocmo u 3a6prouiuHHoe npocmpancmeo. Kanyepomamo3s oprouiu-
HbL ¢ hopMUpOBaHUEM KAHUEPOMAMO3HBIX UHDUABMPAmO8 y nepeo-
Hell OprouHOTl CMeHKU Ha YposHe 004buioeo canrvHuka. ITlopaxcenue
n008300wHbIX U Kapouoduagpaemanvivix JIY. Acuum. Boinoanena
buoncus oopaszosanus. Tucmonoeuueckuii duaenos: decmonasacmu-
ueckas Meakokpyenokaemounas onyxoav (IMKO) ¢ mpancaoka-
yueit EWSRI. Jleuenue coenacHo KAUHUMECKUM PEKOMEHOAUUSIM
Munzdpasa Poccuu 045 epynnvt nAyUeHMO8 ¢ UHUUUANbHBIM Mema-
cmasuposanuem. Ilocae 7 kypcos IIXT nposedeno kKoHmpoavhoe
obcaedosanue. Ilo dannoim MPT u KT kapmuna eduruunoeo ony-
X041€6020 0eno3uma HA0 MO4esbiM NY3bipem C YeMKUMU POGHbIMU
KOHmMYypamu HeoOHOPOOHOU CMPYKMYypbl 34 Cuem KaibyuHamos,
aKmugHoO Hakanausaroueeo kKowmpacm. JlocmueHyma Xopouwas
yacmuunas pemuccus. Boinoanen onepamuensiii sman nevenus —
cyomomanvras mazosds NEPUMOHIKIMOMUSL, yoaseHue HaA0HCeHUl
Ha bprowiute no08300wHbIX obaacmeli, omenmaKmomus. Buympu-
oprowHas eunepmepmu1ecKas xumuonep@ysus (uucniamun + 0ok -
copyouuun). Ilo dannvim eucmonoeuu: carbHuUK — 06e3 Onyxoneeuix
KAemoK, mamepuan OprOwUHbl — mepanesmu4eckuii namomopgos
I-1V cmenenu. Ilo dannoim KT, evinoanennoil uepes mecsy, ony-
X04e6blX 00pPA306aHULL 8 OPIOWHOL NOAOCMU U MAAOM MA3Y He 8bl-
seaeno. Tlayuenmie naanupyemcs Xumuony4eeoii 5man mepanuu.

BoiBoapl. CoryracHO JIMTepaTypHBIM JTaHHBIM, IIPOTHO3 3a-
OoJileBaHMS TIPM MSTKOTKAHHBIX CapKoMaX ¢ KaHIIEPOMAaTO30M
OpIOLIMHBI MOXET ObITh OTHOCUTEJIbHO OslaronpusTHbIM. Lu-
TopeayktuBHas xupyprus u I[TXT (ckenateabHO ¢ MPUMEHEHUEM
BHYTPUOPIOIIHON THIIEPTECPMUICCKON XMMUOTICPhY3UH) SIBIISI-
FOTCS TTIaBHBIMU MHCTPYMEHTAMU B VITYIIIICHUHY IIPOTHO3a 3200-
neanust. O0MydeHNe Beeil OPIONIHOM IMOJIOCTH PEKOMEHIYETCS
B OOJIBIIIMHCTBE cTydaeB 1 obsi3atenbHo pu JIMKO.

MukconanunnapHbié 3neHAUMOMDbI
y Aemeil u NOAPOCMHKOB

E.A. CanpnukoBa, 1.H. Kacuu, M.A. Cenuenko,
B.B. I'oprocraes, JI.!. ITamyma
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea
AKTyasbHOCTh. MUKcOManmwuispHas aneHauMoma (MD) —
penkasi  OIyXOJib,  BCTpPEUYAIOIIAsICsS  MPEUMYIIECTBEHHO
Yy TIOJPOCTKOB/MOJOIBIX B3pocibix. Hawnbonee wacrast noka-
J3aisl — KOHYC CIIMHHOTO MO3ra, HO BO3MOXHBI U JIDYTHE
(B TOM uHMcCIe 9KCTpaHeBpaIbHbIC) JToKanu3anu. Kak rmpasurio,
MDB — orIyXob HU3KO# CTENeHU 3JI0KaYeCTBEHHOCTU C OJiaro-
MPUSITHBIM TIpOTHO30M. bBojiee arpeccuBHOe TeueHMe 3aboJe-
BaHUs OTMEUYEHO Y JIeTeld C BO3MOXHOCTBIO TpaHchopMaluu
B aHaruiacthuueckytro MBO. OcHoBHoIi MeToj JieueHUus1 MO —
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xupypruueckuii. B enmHuuHbIX myonukauusx (n = 15/18/122)
CTEeTIEHb PE3EKILIMU OIYXOJIU MPEACTaB/ieHa OCHOBHBIM IIPOIHO-
ctruecknM pakropoM (P. Bandopadhayay, 2016; H.C. Agbahiwe,
2013; K.M. Lucchesi, 2016). BBumxy Majaoro KoJmyecTBa Ha-
OJIIOJICHUIT M OTCYTCTBMSI €AMHOTIO IMOAX0Aa K Teparnuu MO Her
U eIMHOro MHeHUs1 0 HeoOoxomumocTu JIT M MmokazaHusx K ee
npoBeaeHuto. V. Barton et al. (2010) BwIsIBIeHa runepaKcnpec-
cust B MO reHoB HOXB13, NEFL, PDGFRa, npukiagHoe/npo-
THOCTUYECKOE 3HAaUE€HME KOTOPOIl O HACTOSIIIErO BpeMEeHU He
orpesesieHo.

Ienu v 3a1a9m — TIPEACTaBUTH TPYIIITY MAIMEHTOB ¢ Bepudu-
nuposBanHoii B DI'BY «<HMUL AT'OU nm. Imutpust Porauesa»
Munzapasa Poccuun M3.

Marepuainsl 1 MeToapl. [IpoaHamm3npoBaHBl 39 MalleHTOB
¢ MD 3a mrepuon 2013—2024 . Bo Bcex cirydasix ObIT IIpOBEACH
pedepeHe THCTOIOTUYECKOTO MaTepraia B IMaTOJIOTOaHATOMMU-
yeckoM otaeneHnn ®TBY «<HMUWUIL ATOU nm. Imutpus Pora-
yeBa» Munsapasa Poccnu ¢ Bepudukaimeii nuarnosa M3, Me-
JauaHa HaGmoaeHus — 3,6 roga. MeauaHa Bo3pacTa IOCTaHOBKHU
mrarHo3a — 13 ser. Jlokamm3amus: TTOSICHUIHO-KPECTIIOBBIM
cerMeHT (n = 37), aKcTpaHeBpasibHasS (ITOXKOXHAS STICHINMOMA
KPECTIIOBO-KOIMYMKOBOM 0biacti) (n = 2). PemmumuB: mokaib-
HEBI (1 = 5), MeTacTaTHIeCcKuii (n = 3).

Pesyabratel. Pesexiust onyxomu (n = 39): RO — 27 (70 %),
R+ — 6, Rx — 6. [Tocne pesekuun onmyxonu: RO — 9 manmeH-
tam ripoBeaeHa JIT (1 peunnus), 18 0OIBHBIX MO HAOTIOAEHUEM
(3 peumnmBa); R+ — 3 manuenTtam nposenena JIT (1 peruaus),
3 OonbHBIX Moa HabmoneHueM (2 permauBa); Rx — 1 mammeH-
Ty nipoBeneHa JIT (manee — HabGmoneHWe 03 MPU3HAKOB PeIIy-
IBa IO HACTOSIIETO BpeMEHHU), 5 OOJIbHBIX MO HAOIIONeHUEM
(1 peuuous). Beero 8 peumnuBoB B rpymiie. Tepanust peruan-
BoB: onepauus (n = 6), JIT (n = 1), onepauusa u JIT (n = 1).
TpexuetHsisa BoikuBaemocts: OB — 100 %, BCB ¢ JIT — 88 %,
6e3 JIT — 73 %.

BreiBoapl. MO — penkas ornyxoib ¢ 0ojiee arpecCUBHBIM T10-
BeleHUeM Yy JeTeil. Jlokanu3syercst IpeuMyIIeCTBEHHO B MOSIC-
HUYHO-KPECTLIOBOM OT/IeJIe CIIMHHOIO MO3Ta, TAKXKe MOXKET pa3-
BUBATbCSI AKCTPaHEBPaIbHO. BO3MOXHO pa3BUTHE JIOKAJIBHBIX
M METaCTaTUYECKUX PELUAMBOB 3a00j1eBaHus. OCHOBHOI METO/
JneueHusi MO — xupyprudeckuii. Boripoc o JIT no-npexHemy
JuckyTtadeneH. g moHuMaHus OMOJ0TrMYeCKUX 0COOEHHOCTE
ONYXOJIM U BBIPAOOTKM €IMHOM TeparieBTUYECKOM CTpaTeruu
(pelreHue BOIpPoOca 0 HEOOXOIUMOCTU U 00beMe MPOTUBOOITY-
XOJICBOTO JIeYeHHUsI) TpeOyeTCsl aHaIu3 OOJIbIIIei IPYIIIbI Mall-
€HTOB, a TAKXXe M3yYeHUE MOJIEKYJIIPHO-TEHETUYECKIX 0COOEH-
HocTeit MD.
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BbICOKOA03HAA nonuXumuomepanusa
C nocneayowei aymonoruyHou
mpaHcnnanmayueil reMono3mu4yecKux
CMBONOBbLIX KNEMOK B MaHAEMHOM peRume
y Aemeil ¢ Heiipobnacmomoi:

onbim opfiHoro Lienmpa

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.1O. Epmakosa!, H.I'. Crenansan!, M.JI. Manosa',
P.P. ®arxymmn', 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. YTYJIIICHUE Pe3yIbTaToOB JieueHUs aeteii ¢ Hb
TPYIIIBI BHICOKOTO pHCKa MCTOPUYECKM acCOIMMPOBAHO C yBE-
JIMYEHUEM MHTEHCUBHOCTH JieueHus. MHTeHCcuduUKams mpo-
rpaMMHoIt Tepanuu ¢ ucnoabs3doBaHuem BIIIXT ¢ nocienyro-
meit ayro-TI'CK B TaHAEMHOM peXXrMe SIBJISIETCS] COBPEMEHHBIM
MOIXOJIOM B Te€paruy KOHCOJUAauuu. JJaHHble KpyMHbIX paHI0-
MU3UPOBAHHBIX HCCICIOBAaHUN CBUICTEIBCTBYIOT O BO3MOXK-
HocTu U TipeuMyiectBax obecrnieyenus BIATIXT ¢ ayro-TI'CK
B TAHIEMHOM PEXXUME TaHHOW IpyTIIie MalMeHTOB 0€3 3HAUMMO-
TO YBEJIMUYCHUSI TOKCUYHOCTH.

Iean u 3amauu — npeacTaBUThL OMNbIT NpoBeaeHust BIATTXT
¢ ayto-TI'CK B TaHAEMHOM pexKume.

Marepuajsi u metoabl. B HUU J1Oul’ BAIIXT c ayro-TI'CK
B TaHAEMHOM pPEXMMe BBIITOJHEHHI 2 nmauneHtaM ¢ HB BEIco-
Koro pucka. O6a 6OJbHBIX TTOJYYMIN 6 KYpCOB MHAYKIITMOHHOM
TIXT, y o6oux ormedeH I10. B pamkax KOHCOIMAALIMU 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 npagoeo nadnoueunu-
Ka. B paunem nepuode nocae aymo-TICK ommeuanoce pazeumue
opoghapuneeanvroco mykosuma Il cmenenu, nelimponenuueckoeo
sumepokoauma I cmenenu, moxcudepmuu 11 cmenenu. Bocemanos-
AeHUe ePaHYI0UUMAapHO20 POCMKA OMmMe4anocs Ha 9-e u 13-e cym-
Ku nocae nepeoii u eémopoit aymo-TICK coomeemcmeenno, mpom-
oouyumapnoeo — Ha 9-e u 19-e cymxu. Ilayuenm xncue, 6 pemuccuu,
CpoK HabawoeHus — 6 mec.

Iayuenm JI., 7 nem, 3abprowunnas HBE cneéa. B pannem
HOCMMPAHCNAGHMAUUOHHOM — nepuode OMMeudanocs pazeumiue
opoghapuneeanvroco mykosuma Il cmenenu, nelimponenuueckoeo
sumepokoauma Il cmenenu, moxcudepmuu Il cmenenu. Boccma-
HOBAeHUe 2PAHYI0UUMAPHO0 U MPOMOOUUMAPHO20 POCMKA 3apUK-
cuposaro Ha 10-e u 13-e cymku coomeemcmeeHHO nocie nepeoil
u emopoti aymo-TICK. Iauyuenm xcug, 6 pemuccuu, cpoK Habaw0-
denus — 5 mec.

BoiBoapl. KimHuueckue gaHHbIE JEMOHCTPUPYIOT aKTyajlb-
Hoctb TaHgemMHou BJTITXT c¢ ayro-TI'CK y nereit ¢ Hb rpymmbr
BBICOKOTO prcka. Borpoc BbiOOpa pexxuMa KOHAWLIMOHUPOBAHUSI
ocTaeTcs IMcKyTadenbHBIM. [1poBeneHre MpoCeKTUBHBIX KITMHU -
YEeCKUX MCCIICIOBAHUI ITO3BOIUT OLICHUTH MPOGUIbL TOKCUIHOCTH
U Pe3YJIBTaThI JICUCHUSI C UCIIOIb30BaHUEM JaHHOTO MOAX0a.

PA3JAEN IV

Onbim npoBefeHua BbICOKOA03HOI
nonuxuMuomepanuu ¢ aymonoruytoil
mpancnnanmayueli remonoamuyeckux

CMBONOBbLIX KNEMOK nayueHmam
C ONCOKNIOHYC-MUOKNOHYC 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. Pydanckas',

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

THUH JI0ul um. axad. PAMH JI.A. lypnosa OI'BY
«HMMHI] onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, Mockea;
2PIIKb — dunuar PrAOY BO PHUMY
um. H 1. ITupoeosa Munzopasa Poccuu, Mockea

AKTyanabHOCTBh. COIJTACHO JTUTEPATYPHBIM JaHHBIM, pa3BUTHE
OTICOKJIOHYC-MUOKJIOHYC CHHIpOMa oTMeuaeTcs y 2—4 % ma-
uueHToB ¢ HB. B ocHoBe nmaToreHe3a ONCOKJIOHYC-MUOKIOHYC
CUHApPOMA JIEKUT ayTOMMMYHHbBII MeXaHU3M HeipoaereHepa-
TUBHBIX U3MeHeHMi. CTaHgapTOM Tepanuu |-if TMHWU SIBIISI-
eTCA IIyJIbC-Tepamnusl JIeKcaMeTa30HOM. MyJBTUMOIATbHBIN
MoJaXoMA K Tepanuu mnaiueHToB ¢ Hb rpymnmbl BBICOKOrO prcka
npeanonaraet nposeaeHue BJIIXT ¢ ayro-TI'CK. JlaHHbIi
METOJ aCCOLIMMPOBAH C BHICOKMM PUCKOM Pa3BUTHSI TOKCHUKO-
MHQEKIMOHHBIX OCIOXHEHUI, B CBSI3U C YeM HEOOXOIUMOCTh
MPOIOJDKEHUST TEepaIllii  OIICOKIIOHYC-MHOKJIOHYC CHHIpOMa
MOXET SIBJISITHCS TUMUTHUPYIOIIUM (haKTOPOM JUISI TIPOBEIACHMS
BAIIXT. IlpumeHeHMe WHAMBUAYATU3UPOBAHHOTO TOAXOAA
K JICYCHUIO TIALIMCHTOB C JAaHHBIM CHHIPOMOM IT03BOJIUT 0OeC-
MEYNTH 0€30MAaCHOCTh KaXKIIOTro 3Talla TepaIum.

Ieau u 3apauu — npeacTaBUTh OMnbIT npoBeaeHust BJATTXT
¢ ayto-TI'CK mammeHTy ¢ OIICOKJIOHYC-MUOKJIOHYC CHUHIPO-
MOM, accounrpoBaHHbIM ¢ HB.

Marepuajsi u Mmetoabl. B HUU 1Oul’ BAITXT c ayro-TI'CK
Ha (DOHE TTPOIOIKAIOIIETOCS JICUSHHsI OTICOKJIIOHYC-MHOKIIOHYC
CUHApoMa MpoBefeHa 2 natyeHTam ¢ Hb rpymibl BeICOKOTro purcka.

Pesyavratel. Ilayuenm T., 7 nem, eaneauonetipobaracmoma ne-
68020 HAONO4eYHUKA, peyudus, ONCOKAOHYC-MUOKAOHYC CUHOPOM.
Ha gpone nyavc-mepanuu oexcamemaszonom ¢ 8bicokodo3uvim BBUT
Kaxcovle 4 ned ¢ 2022 e. B okmsabpe 2023 e. nposeden kypc BAIIXT
(mpeocyavghan, meagharan) ¢ aymo-TICK. Yuumoieas emopuunbiii
KomOunuposanuwlii ummyHnodeguuum nocae TICK u vicoxuil puck
Pa38UmMuUs UHQEKYUOHHBIX OCAONCHEeHULl, 04epedHoll Kypc nyabC-
mepanuu 0eKcamemasoHOM 8 PaHHeM NOCIMMPAHCHAGHMAYUOHHOM
nepuode 0bi1 evinoaner nocae ungysuu BBUT. [lepenec yoosnrem-
80pUMENbHO.

Hayuenm III., 3 coda, 3abprowunnas HB, oncokaonyc-mu-
oxaonyc 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
nposieaeHull cuHopoma, no OAHHbIM KOMHAEKCHO20 00CAe008AHUs.
yemanoenena HB. B dexabpe 2023 e. nposeden kypc BIAIIXT
¢ aymo-TICK. @ynkyus mpancnianmama: Cmumyasyusi AeiKono-
93a 2PAHYNOYUMAPHBIM KOAOHUECIMUMYAUPYIOUUM (PaKmopom ¢ OHsl
+5 (01.01.2024) no +12-e cymku (08.01.2024), npuscusrenue
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aelikoyumaproeo pocmka ommeuero Ha +11-e cymku om TICK,
MPOMOOUUMAPHLLIL POCMOK 8 CMAaduu 80CCMAHOBACHUS.

BoiBoapl. HAMBYYyaIM3alMs MOAX0AA K JIEYEHUIO MalleH-
Ta ¢ Hb Ha ¢oHe Tepanuu cuHApOMa OINCOKJIOHYC-MUOKJIOHYC
MOXET 00ecreynTh 0e30MacHOCTh KaXIOro 3Tama, BKIoYast
BATIIXT c ayto-TT'CK.

OHKOWUMoOMa NoYKuU y aemeil:

onucaxue 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. OHKOIITOMA — 3TO PeIKOe TOOPOKAYECTBEH -
HOe HOBOOOpa3zoBaHue movyeK. OHKOLIMTOMA SIBJISIETCS BTOPBIM
10 PacIpOCTPAaHEHHOCTH HOOPOKAaYeCTBEHHBIM 00pa3oBaHUEM
MOYeK TOoCc/e aHTMOMUOJIUIIOMBI, Ha JIOJTI0 KOTOPOU MPUXOIUT-
cs opsinka 3—7 % Bcex OImyxoJieil ouYeK 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 BCTpevyaeTcst KpaiiHe peiko. B HacTosmii
MOMEHT KJIMHUKO-PEHTI€HOJIOTUYECKU OTINIUTH OHKOIIUTOMY
OT 3JI0KAYeCTBEHHBIX OIyXOJIel MOYeK y JAeTeil 3aTpyTHUTETb-
Ho. [To cBouM MOPGhOIOrMUECKUM M UMMYHOTMCTOXUMHWYECKUM
MpU3HaKaM OHKOIIUTOMA MMEET CXOJICTBO ¢ XpOMO(OOHBIM Ba-
pUaHTOM TMOYeYHO-KJIeTouHoi KapunHombl (ITKK).

Iean u 3aga4m — onucaHue peAKUX KIMHUYECKUX ClyyaeB
Pa3BUTUSI OHKOLIMTOMBI ITOYEK y MTAIlIMEHTOB JIETCKOTO BO3PAaCTa,
nonay4dasiuux jedeHue B HMUL ATOU um. JImutpust Porauesa.

Marepuajsl 1 MeToabl. 3a Tiepuon ¢ stHBaps 2012 1. mo uiob
2024 1. B ycnoBussx HMUL ITOU nm. Imutpus Porauesa Ha
0ase IMaToJIOroaHaTOMMYECKOTO OTIAEIEHNS 3apEeruCTPUPOBAHO
2 cioydas ¢ TOOTBEPKICHHBIM MOP(MOIOTUUESCKUM ITHArHO30M
OHKOILIMTOMBI.

Pesyabratel. Kaunuueckuii cayuaii No 1. Jleeouka, ¢ 7 nem
nAaH080 HAOAI00AAACh Y 8pPava-ypoaoea o Nogody AOICHbIX NO-
361606 K Moyeucnyckanuio. B éospacme § nem npu naanoeom npo-
sedenuu Y3U OBII gvis6reno obsemHoe obpazoearue npagoil no-
uku. B pezyabmame 0doobcaedosarnus no danHoim MCKT OBIT
¢ KOHMpPACMHbIM YCUAeHUEM 8 00aacmu 8epxHe2o Noaca npasoil
nOYKU OmMeuanoce obseMHoe 00pa3zoeanue, aKmMuGHO HAKANAU-
sarujee KOHMpacmHolil npenapam, pazmepamu 3,4 x 3,6 X 3,5 cm
(V = 22 cm?), no dannvim MCKT OIK memacmamuueckux uz-
MeHeHULl 8 Ne2KUX He 8bls6AeH0. Yuumvléas 6o3pacm nayueHmku
> 7 nem, KAUHUKO-DpeHmeeHoAo2u4ecKue O0aHHvle (00semM 0nyxo-
au < 200 cm’), nposoduncs dupgepenyuanvivlii OuazHo3 mexncoy
oukouumomoii, IIKK u negppodaacmomoii. HuuyuansHo nposedena
aanapomomusi, pezexyus npaeoi nouku (R0). Jaumensnocms Ha-
oat0denus cocmasuaa 2 mec.

Kaunuueckuii cayuaii No 2. Maavuuk, 3abonen 6 gospacme
14 nem, koeda nossuaucy Xanobbl HA yHaUeHHOe MOYeUCHYCKaHue.
ITlpu naanoeom nposedenuu Y3U OB 11 evis61en0 06pazosanue npa-
600l nouxu. Bvinoaneno dooocredosanue 6 oo6seme MPT oprownoil
noaocmu, no OAHHLIM KOMOPO20 8 6EPXHEM NOAKCE NPABOI NOUKU
onpedensinocy 06pazoearue HeoOHOPOOHOU CIMPYKMYpbl, pasmepa-
mu 4,5 % 41 %x 4,1 cm (V=239 cm’), maxauce 6 cpednem noaioce
€601l NoYKU onpedensnace okpyeaas kucma ouamempom 8 mm. Ilo
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dannvim MCKT OI'K memacmamuueckoeo nopajycenus neeKux He
soiseaeno. IlepsutHo GbinOAHEHA AanapOmMomust, pe3eKuus npasoil
nouxu (R0). Inumenvnocmo nabarodenus — 10 mec.

BoiBoapl. OHKOLIMTOMAa — KpaifHe peakasi 100poOKayecTBeH-
Hasl OMyXOJib ITOYEK B MEAUATPUYECKON MOMYISALIMU. YUUThIBAsI
cxoxue MophOIOTUYeCKre U UMMYHOTUCTOXUMUYECKHE XapaK-
TEPUCTUKU OHKOLMTOMBI CO 3710KAYECTBEHHBIMU OITyXOJSIMU
noyek (xpomodoobHbiii Tun IMKK), nuarHo3 tpedyet nmoarsep-
KIEHUST B KCHEPTHBIX NaTOMOPGHOIOTUYECKUX JTaO0OpaTOPUSIX.
ITpennoyTUTEIbHBIM METOIOM JICUEHUS SIBJISIETCS PaAUKAIbHOE
XUPYPTAYECKOE BMENIATEIBCTBO C MOCAEAYIOIINM TIHATETbHBIM
JTUHAMUYECKUM HaOTIOICHUEM.

Tepanua goHopcKumu CD56* NK-knemkamu
B paMKax npounakmuku peyuausa nocne
annoreHHoii mpancnnaHmauuu KOCMHOro
MO3ra y nayueHmoB neguampuyecKoro
BO3pacma ¢ BbICOKUM PUCKOM 0CMporo
MUENOUHOro neilko3a: onbim omaeneHus
[IeMCKoil mpaHcnianmayuu KOCMHOro mosra
HUW A0ul um. akapn. PAMH N1.A. lypHoBa

HMUL onkonoruu um. H.H. bnoxuna

H.T. Crenansn, K./. Kuprusos, P.P. ®arxymwmn, T.3. Ammes,
N.0. Kocrapesa, A.Il. Kazannes, H.B. Marunsu, B.B. 2Koros,
O.1. Unnapnonosa, M.B. Pybanckas, O.M. Pomannosa,
H.A. Barmanosa, T.T. Basmes, T.B. I'opoyHona,

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

AkryambHocTh. OMJI y neteii cocranisieT okoJio 15—20 % Bcex
OJI B nenquatpuu. HecmoTpst Ha mporpecc B Tepanuu, OB namu-
€HTOB ¢ BBICOKUM prckoM OMIJI ocTaeTcst HU3KOi 13-3a YaCThIX
PeLMAUBOB 1 OCI0XHeHU nocie aedeHus. Amno-TI'CK cuura-
€TCSl CTAaHIAPTOM JICUCHUSI [IJIs1 9TOM TPYIIIIHI ITALIMEHTOB, HO pU-
CKM Bo3BpaTa 00J1e3HM KpaiiHe BbicOKM. NK-KIeTKHU SIBISIIOTCS
BaXKHBIM KOMITOHEHTOM BPOXIEHHOT0 UMMYHUTETa U 00J1a1a10T
CITOCOOHOCTBIO YHMUTOXATh OITyXOJIeBbIe KJIETKM Oe3 IpenBa-
puTeNbHON ceHcubmnm3auuu. [lpumeHenne noHopckux CD56*
NK-kietok nocie ajio-TTCK MoxeT ycunuTb 3 deKT «TpaHC-
TUTaHTaT NpoTUB JelikeMun» (GvL) U CHU3UTh PUCK pelluanBa
0e3 yBenuueHus pucka PTITX.

Iemu u 3agaun — ouleHUTh 3(PHEKTUBHOCTD U OE30MACHOCTh
npuMeHeHust noHopckux CD56* NK-kietok mocie amio-TICK
y nmauueHToB B Bo3pacte oT 0 1o 18 jiet ¢ Beicokum puckom OMUJL.

Marepuaisl u MeToabl. B ricciiemoBaHe BKITIOYCHBI TTAIIMCH-
TbI OT 0 10 18 JIeT ¢ BEICOKMM pUCKOM pa3BuTus peunansa OMJI
nocae auto-TI'CK, monydasimme CD56" NK-kjieTounyio tepa-
nuio nociie TpaHciantauuu. Tepanus CD56" HaTypaaibHBIMU
kwmepamu (NK-ximerkamm) mociae amto-TI'CK mpencrabiser
c000i#1 TEePCIIeKTUBHOE HAIpaBIeHUE IS YCWJICHUS IIPOTH-
BOJIEKeMI4IecKoTro 3¢ dekTa 0e3 yBEIMICHUSI TOKCUIHOCTH.
Ha 6aze HUUUM J1Oul’ um. JI.A. JlypHOBa mpoBeieHa 3arOTOB-
ka u tpachysuss CD56" NK-kneTok 2 manmeHTaM B BO3pacTe
8 1 9 mecseB nociie amno-TT'CK oT mMOJTHOCTBIO COBMECTUMBIX
CHOJIMHTOB, OOWH M3 OOJBHBIX B PEXMM KOHIWUIIMOHHMPOBA-

HUS BCTYNWJI B paMKax paciierieHHoi XT. O6ouM manneHTaM
PASLOEN IV
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MpoBeleHa KOHTPOJbHas MyHKUMs Ha +30-i JeHb OT TpaHC-
IJIAHTAlMK B LEIsIX BepurKalMU YPOBHS MUHUATLHOI OCTa-
ToyHoU Oosne3nu (MODB). Ilpu mojayyeHUU OTpULIATEILHOTO
MOBbB-cTatyca ObUIO MPUHSTO pellIeHNEe O MPOBEAEHUN TPaHC-
dysun. CD56" NK-knetku B craptoBoil mose 1 x 109/kr
¢ koHTposieM mepcucteHuuu NK-kietok B nepudepuyeckoi
KPOBH B LIEJISIX KOHTPOJISI U3 KOHILEHTPALIUU.

Pesyabratel. O0a mainueHTa nepeHecau TpaHCPY3Uo yaoB-
snetBoputesibHO. KoHTposib ypoBHsT NK-KJeTok 1mociie TpaHc-
(y3uu 1mokaspIBaeT MPUPOCT JaHHOU TOMYJISIIUK B TTeprudepu-
YECKOU KPOBU PELIMITUEHTa, YTO MOXET ObITh TPEIUKTOPOM UX
TOTOBHOCTH K YHUUTOXEHMIO OCTAaTOYHOM OITyXOJIEBOU TOIYJIsI-
LM,

BeiBoapl. [Ipumenenuve CD56" NK-kjietouHoit Tepamuu
nocie auio-TICK y neteit ¢ Beicokum puckom OMIJI sBmsieTcst
MEePCHEKTUBHBIM HAMpPaBI€HUEM, CIIOCOOCTBYIOLIUM YJy4lle-
HUIO KIMHUYECKUX UCXOJ0B 0€3 YBEMYEHUSI PUCKA CEPbE3HbBIX
ocyioxHeHuit. HecMoTpss Ha oOHameXuBalolue pe3yJbTaThl,
HEoOXOAMMBI JajbHENIIMe KPYIMHOMACIITaOHbIE PaHIOMU3U-
POBaHHbIE UCCAENOBAHUS U151 TOATBEPXKAEHUS 3(PHEKTUBHOCTU
U pa3pabOTKU ONTUMAJBHBIX MPOTOKOJIOB TEPATIUH.

AHanu3 nporiocmu4eckux (pakmopos
npu Mmemacmamuyeckoil pabgoMuocapkome
y Aemeil u NOAPOCMKOB

T.B. Crpanomckas', I'.B. Tepemenko!, /I.B. JIutBuHoB!,
10.H. JIukaps!, M.B. Teaemosa!, 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»
Mumnsdpasa Poccuu, Mockea;

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

AkTyampHOCTB. MeTacTtatueckass PMC, HecMOTpsI Ha MyJTb-
TUMOJAJIBHYIO TepaIlMio, XapaKTepu3yeTcsl HeOJaronpusiTHbIM
MPOrHO30M. MeXIyHapoaHble MCCAEIOBAaHMS I1OKA3ald, YTO
HUCXOI 3a00JIeBaHUS 3aBUCUT OT HaIWuusl (haKTOPOB PHUCKa II0
nporHoctryeckoit mkane O6epmuH (Oberlin score) (O. Oberlin,
JCO, 2008), Bxmrovaromeit Bo3pact < 1 roma wim > 10 jieT, mmep-
BUYHYIO JIOKaJM3alMi0 (OTJMYHAsE OT TOJIOBBI/IIEHU, Iapame-
HUHIeaJbHOM JIOKAIM3aLK1, OPOUThI, MOYETIOJI0BOI CUCTEMBbI),
Ha/l4yus 3 30H METACTaTMYECKOTro MOopaxeHusl u bosee, rmopa-
>XKeHusl Kkocteit n/umu KM.

Ienu W 3ama4u — U3YYUTh PE3yJIbTAThl JICYCHUsI MMAIlUEHTOB
¢ Mertactatuyeckoit PMC, mony4aBIIMX TPOrpaMMHYIO Tepa-
nuio B HMUL IFOU um. Imutpust Porauesa, B 3aBUCUMOCTU
OT MIPOTrHOCTUYECKUX (haKTOPOB 1o 1Kajae O0epauH.

Martepuansl u Metoapl. 3a mepuon ¢ 02.2012 mo 12.2019
(94 mec) B HMUL AT'OU um. Jmutpusi Porayesa nposedyeH
181 nauuent ¢ PMC. IlporpaMMHyIo Tepanuio COrjacHoO Ipo-
TokoJy sedeHus1 CWS guidance nmosyuwin 159 60JbHBIX B BO3-
pacte ot 0 mo 17 met, u3 Hux y 47 (30 %) marmmeHTOB OTMeUa-
JIVCh OTIAJICHHBIE METAaCTa3bl HA MOMEHT ITOCTAaHOBKM JIMarHo3a.
OueHka ¢akTopoB pucka 1o 1mkajae O0epJvH MpoBeaeHa s
47 OGONBbHBIX.

PA3JAEN IV

PesynsraThl. MenmuaHa Bo3pacTa Ha MOMEHT ITOCTaHOBKU
nnrarHo3a coctaBuia 80,43 mec (pasopoc — 1,5—196,2 mec).
CootHoutenune M:n coctaBwio 1:0,7. Ilpu pacnipeneneHuu 1o
BO3pacTy Mpeodiananyd MmaluueHThl B Bo3pacte oT 1 mo 9 ser
u iogpoctku: 1-9 ner (n = 35; 74 %), crapme 10 jet (n = 11;
23 %), muagure 1 roga (n = 1; 3 %). Tpexsetnsst OB u BCB co-
craBuad 55,3 £ 7,2 % u 51 £ 7,2 % coorBeTcTBeHHO. Pacmpe-
JieJIeHre 110 KOJIMYecTBY (haKTOpOB prcka mo 1mKaine O6epianH:
0(n=11;23%),1(n=15;32%),2(n=9;19%),3(n=7;15%),
4 (n=15; 11 %). Ilpn onHO(AKTOPHOM aHAJIM3€ Ha 3-JIETHIOIO
BCB HebaronpusiTHO BIMSIIM TopaxkeHue Kocteil u/mm KM
(30,9 % nipotus 69,2 %, p=0,002), Hanuuue 3 30H MeETaCTATUYEC-
KOro rnopaxeHus u 6oee (28,5 % nporus 67,8 %, p = 0,01), Ha
3-netHioro OB — nmopaxenue kocteit u/wnm KM (33,3 % nipotun
73 %, p = 0,004), Hanm4are 3 30H METACTATUIECKOTO TTOPAKCHMST
u 6oxee (31,5 % npotus 71,4 %, p = 0,01). ITokazaTenm BELKM-
BaeMOCTH B 3aBUCMMOCTH OT KOJIMYeCTBa (DAKTOPOB pUCKa JJIsT
rpynibl ¢ < 2 — 3-netHsist BCB 65,1 £8,1 % u OB 68,5+ 7,8 %,
o rpynnsl ¢ > 3 — 3-nmetHass 1 BCB u OB cocraBuiu
16,6 = 10,7 % (p = 0,001).

BoeiBoabl. [lo pesynbratam JaHHOTO WCCIENOBAHUST BBISIB-
JIEHBI TTOATPYIITBI MTALWEHTOB ¢ MeTactatnyeckoir PMC ¢ pas-
JIMYHBIMU TI0KA3aTeIsIMA BbIKMBAEMOCTU B 3aBUCHUMOCTU OT
KoyimuecTBa (hakTOPOB PUCKA COTIIACHO TTPOTHOCTUYECKOM 1TKa-
Jie OGep/vH, 4YTO MO3BOJISIET UCIIOIb30BaTh NAHHYIO KAy I
OILIEHKU TTPOTHO32a 3a00JIeBaHUS U TIJITAHUPOBAaHUS 00ObeMa Tepa-
MUY B JAHHOU KOTopTe.

Pe3ynbmambl NeYeHus IKCMpaKpaHuanbHbIX
3N10Ka4YecmBeHHbIX pabAouHbIX onyXoneid

y aemei

M.B. Teaemosa'!, H.H. Mepkynos', A.B. HeyecHiok!,
C.P. Tamemos!, JI.T'. Axananze', H.A. Boabmakos’,
A.1O. Yceprukuna', A.M. Murpodanosa', .M. KoHosajios!,
A.E. JIpyii', E.B. Paiikuna', T.B. Illamanckas’,
C.P. Bapgoaomeesa?, H.C. Ipaues!, JI.1O. Kauanos!
'OIBY «HMHUIL] JITOU um. Imumpus Poecauesa»
Munsdpasa Poccuu, Mockea;
2HUU JIOul um. akao. PAMH JI.A. Jlypnosa ®I'BY
«HMHUI] onxonoeuu um. H.H. Broxuna» Murnzopasa Poccuu, Mockeéa
AKTyalIbHOCTb. DKCTpaKpaHHAIbHBIC 3JI0OKaYeCTBEHHBIC pad-
mounHble omyxonu (3PO) — penkue BEICOKOArpecCUBHBIC HOBO-
00pa30BaHMsI, XapaKTepHBIC IS IeTei paHHETO BO3pacTa.

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

Marepuassi u MeTobl. 3a epuon ¢ 01.02.2012 mo 17.05.2022
(123 mec) B HMULL ATOU um. dmutpusa PoraueBa mpoxo-
IUId JedyeHue 59 mauMeHTOB C 3KCTpakpaHuaibHbiMU 3PO.
OueHuBaIuCh AeMorpadgpuueckre XapakTepuCTUKU, JOKaanu3a-
LIUST TIEPBUYHOM OMYXOJIM, CTaaus 3a00JIeBaHM, a TAKXKE OTBET
Ha MPOBOIMMYIO Tepamnuio. JuarHo3bl BceM MallMeHTaM ObLIv
YCTAaHOBJICHbI HA OCHOBAHWM TMCTOJOTMYECKOTO0 U UMMYHOTH-
CTOXMMUYECKOTO MCCIEN0BaHUI ¢ UCMOJb30BAHUEM MOHOKJIIO-
HaibHOro aHTutena K SMARCBI/INII. TlanyeHThl mojydanu
JIeYeHUE COrJlacHO peKoMmeHmauusiM EBpormeiickoro perucrpa
padgouanbix onyxoiyieit (EU-RHAB). AHanu3 BbIKMBaeMOCTU
npoBeaeH Ha 17.05.2022.
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PesynsraThl. MenuaHa Bo3pacTa Ha MOMEHT ITOCTaHOBKU
JIyarHosa skcrpakpanuanbHoit 3PO cocraBuia 11 (0—69) mec.
Tpunuate nBa (54,2 %) nauuenTa — AeTH B Bo3pacte 0—12 Mecs-
1eB. CootHomeHue M:a coctaBmio 1,03:1 (30 (50,8 %) manbum-
koB 1 29 (49,2 %) neBouek). CUHAPOMEI ITPEaPacITONOKEHHOCTH
K 3PO BoisiBiensl B 8 (13,3 %) cayuyasx. 3PO modek oOHapyxke-
Hel y 17 (28,8 %) nmaumenTos: crpaBa — y 9 (52,9 %), ciesa —
y 8 (47,1 %). Y 10 (58,8 %) GONBHBIX BISIBJICHA JIOKAJIM30BaHHAS
dopma (BKIIOYast ClIyvaii CFHXpOHHBIX ortyxoJieit),y 7 (41,2 %) —
MeTactatuyeckas ¢opma. Jlerkue sBiasiuch HauboJiee yacToin
JIoKau3alyei oTnajJeHHbIX MeTactazoB — 6/7 (85,7 %). 3PO
MSITKMX TKaHeil auarHoctupoBaHbl y 42 (71,2 %) mauueHTOB:
ob6macth rosioBel — 5 (11,9 %), mest — 10 (23,8 %), TynoBuie —
6 (14,3 %), koneunoct — 6 (14,3 %), neuenb — 9 (21,4 %), BHe-
opraHHoe nopaxenue rmojocteit — 5 (11,9 %); ModeBoOit my3bIph —
1 (2,4 %). NHuumanbHble pa3Mepbl OITyXOJIH MPEBBIIAIN 5 CM
y 36 (85,8 %) 60mbHBIX. Y 19 (45,2 %) nauyeHTOB TMarHOCTUPO-
BaHa JIoKaJnm30BaHHas (popma 3aboeBanus, u3 HUXy 6 (31,5 %)
BBISIBJICHO MopaxkeHue pernoHapHbix JY; y 23 (54,8 %) 60b-
HBIX OTMEUEHBI OTHaJIEHHbIe MeTacTas3bl (HauboJiee 4acTo Jier-
kue — 12 (52,2 %)). Knunuueckue rpynmsl IRS: T — 1 (2,4 %),
II-102,4%), 111 — 17 (40,5 %), IV — 23 (54,7 %). YacTb naun-
eHroB (28/59; 47,5 %) no Bepudukanuu nuartosza 3P0 noyva-
i XT B pamMKax Ipyrux MeXAyHapOIHbIX IPOTOKOJIOB, C TIOCIIEe-
JIYIOLIMM MEPeBOJOM Ha nmporpaMmHyto Tepanuio no EU-RHAB.
YetwipHamnath (23,7 %) OOIBHBIX B paMKax Tepariu 1-ii TMHUN
nojyyanum MeTrpoHoMHyilo XT (umkiodochamun/BUHOpE-
6uH). [Tanmentam co 3PO wmsarkux TkaHeit JIK ocyuiecTsieH
B 31 (73,8 %) cnyvae: 16 (51,6 %) — TOJBKO XMPYpPrHUECKOE
BMelarenbetBo, 12 (38,7 %) — xupyprudeckoe yiedeHue u JIT,
3(9,7 %) — Tonbko JIT. JIK y 60mbHBIX cOo 3PO mMoYeK ocyIiecTs-
JieH B 16 (94 %) cnyyasix u Bkmovain: 11 (68,8 %) — xupypruue-
ckoe nedenue n JIT, 5 (31,2 %) — TOJIBKO XMPYPrUUeCcKOe BMeIIa-
TEJIbCTBO. MIcXonmbl Tepanmuu: Ha MOMEHT TTPOBEICHUS aHaIu3a
19 (32,2 %) nauueHTOB XuBbI, U3 HUX 14 (73,7 %) — 6e3 npu-
3HaKoB 3aboyeBanms, 4 (21,0 %) — mocie KoOHcTaTalny HebJa-
ronpusaTHbIX coobiThii; 40 (100 %) GONBHBIX MOTUOIN, U3 HUX
38 (95 %) — ot I13, 2 — Ha oHe mpoBoaguMOI Teparnu. -
TEJbHOCTh HAOJIIOJACHUSI 32 BCeil Koroptoii cocraBmwia ot 0 10
122 mMec ¢ MeauaHolt HabMoAeHUS 8§ Mec. MenunaHa JJIUTebHO-
CTU HaOJIIOICHUST 3a OCTAIOIIMMUCS 1O HAOII0IeHUEM Taly-
eHTtaMu coctaBuia 52 (6—122) mec. IsarunetHsst OB cocraBuiia
29,9+ 6,2 %, 5-netusaa bCB — 22,5+ 5,8 %.

BoiBoapl. OkcTpakpaHuaibHble 3PO SBASIOTCS BBICOKO-
arpecCUBHBIMU HOBOOOPA30BaHUSMU U XapaKTePU3YIOTCS He-
OylaronpusTHBIM porHo3oM. CBoeBpeMeHHasl TOCTaHOBKA -
arHo3a W MpOBeJeHUE MPOrpaMMHOI Tepanuu, BKIIOYAOUIEH
arpeccuBHbIi JIK, mo3BossieT noouthes anutenbHoii bCB y ya-
CTU MAlEHTOB.
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PepKuil cnyyail anumenuouHOKNemoyHoi
racmpousmecmuHanbHoii cmpoManbHoi
ONyXonu ¢o BMOPUYHBLIM NOPaKEHUEeM
NEerKux y NoApocmxa: AUarHocmuxa,
KOMNNEKCHOE NeyeHue 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-
MeHIausIM «[aCTpOMHTECTUHAIbBHBIE CTPOMAaJIbHbBIE OITyXO-
mu (TMCO) — 2020» (B3pocibie, Munznapas Poccun), gacrora
BcrpeuaeMoctT MMCO Ha TeppuTopuu Hamieil cTpaHbl HEW3-
BecTHa. [1o maHHBIM 3apy0OekHbIX ncTouHuKoB, [ MCO coctaB-
JsIoT MeHee 1 % XelyaoYHO-KUIIEYHBIX OMyXOJeid, B TO Ke
BpeMsi Julb 2 % OT 00IIero 4ymcia ciaydyaeB perucTpupyercst
cpenu aetckoro HaceneHus. CylllecTBYIOIIME MOAXOAbI K Tepa-
MUY JeTel OCHOBAHBI HA PEKOMEHALIMSIX VIS JICUEHUS MallUueH-
ToB ctapie 18 yiet. [Ipu aTOM ciemyeT yYuThiBaTh, YTO TIO PSITy
MPUYMH MPENnapaThl, UCIOJb3YIOIIUECS BO B3pOCION MPaKTUKE,
MOTYT OKa3aTbCd Hed(h(EeKTUBHBIMU B Teauarpuyeckoir. Ha
ceronHsimiHuii neHb TMCO Kak B M30JMpPOBAaHHOM BUIIE, TaK
U B cocTaBe cuHapoMa KapHes mpeacTaBisiioT cO00 BaXXHYIO
JMIUATHOCTUYECKYIO U TEPANEBTUUYECKYIO TPOOIIEMY.

IMemm n 3agaum — mpemocTaBiaeHUE MHGOPMALIMU O THATHO-
ctuke 'MCO B cocraBe HemorHOTO cuHApoMa KapHes, TaKTUKe
BBIOOpA TepaITnu, OCIOXHCHMSIX, pe3yIbraTax JICUCHHS.

Marepuajsi 1 MeTopbl. /{7151 TMarHOCTUKY U KOHTPOJISI OTBETa
Ha Tepanuio, a TakKxKe OCIOXKHEHUI MCITOIb30BaICs KOMILIEKC-
HBII MOAXO0M, BKITIOYAIOIINI B ce0s1 OMOTICHI0 HOBOOOPA30BaHMS
C TOCJIEOYIIIMMU UMMYHOTUCTOXMMUYECKUM U MOPdOIOru-
YECKUM HMCCIIeAOBAaHUSIMU; 1I€JIEBOE BHICOKOIIPOM3BOAUTEILHOE
CEKBEHMPOBaHNWE TEHETMYECKOTo MaTrepuajia OITyXOJIM; Jydye-
Byto nuarHoctuky: peHTreH OI'K, KT OI'K, OBII ¢ xoHTpacTt-
HbiM ycusieHueM, TIDT/KT ¢ AT, ¢pubporacTponyoieHOCKO-
nuto; Y3U; nabopaTopHyo nMarHocTuky. Pemmatoniee 3HaueHue
B BepupuKaunu 3a00eBaHus U TTOA00pE afeKBaTHOM Teparmuu
nmeroT Metoabl MI'X, mMop@onornyeckoro m reHeTUYECKOro
HCClIeIOBaHus OMyX0JIeBOro Marepuaia. B 1o ke BpeMsi, yum-
ThIBasl IJIMTEIHLHO TIPOTEKAIOIIYI0O aHEMUIO B aHaAMHe3€e, a TAaKXKe
HaJIMYME KU3HEYTPOXKAIOUINX OCIOXHEHUI OCHOBHOTO 3a00-
JIEBaHUSI B BUIE XKEJIyTOYHO-KMIIIEUHBIX KPOBOTECUCHUI, KPH-
TUYECKU BaXKHO OBLIO MMETh BO3MOXHOCTH IMPOBOIUTH SHIIO-
CKOMUYECKUiT KOHTpob. Tak Kak crtaHmaptoB neueHuss [T MCO
y JeTeil HET BBUAY KpalHe PeaKO BCTPEYAIOIIEHCs HO30JOTUU
y KaTeropuu OOJIbHBIX 10 18 JeT ObLI0 MPUHSTO PeIlieHUe NHU-
LIMMPOBATh TEPAMUIO COIJIACHO KIIMHUYECKUM PeKOMEHIAISIM
«'MCO — 2020» (B3pocabie, Munsnpas Poccun). I1o pesynbra-
TaM KOHTPOJIbHBIX UCCIENOBAHUI Ha |- TMHUY Tepanuu uMma-
TUHUOOM OTMeYaJiCs POCT HOBOOOpa3oBaHUs (KOHCTAaTUPOBaHa
crabunuzauus 3adoneBaHusa mo Kpurepusim Choi). YuurtbiBas
COXPaHSIOLIMECSd MAaCCUBHBIE PELMAMBUPYIOLLKAE KPOBOTEYE-
HUS U3 OIYXOJIU XKeJyaKa, ObLIO PelIeHO MPOBECTU TJIAHOBYIO
TacTPIKTOMMIO U MEPEHTH Ha 2-10 JTUHUIO Teparuu CyHUTUHM-
06oM. B cBs3M ¢ pa3BUTHEM IeMaTOJIOTMYECKOl TOKCUYHOCTHU
MpueM Tpernapara BpeMeHHO oTMeHsiics. Bo3oOHOBIeHE Jleue-
HUS HAYMHAJIOCh C PeAYLIMPOBAHHOM AO3bI C MOCTETIEHHBIM 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 Habmomaetcsa B LleHTpe amOyina-
TOPHOI OHKOJIOTMYECKOI MOMOIIM ToJaTopa roga. JlaHHBIX 3a
penuanB 3a00JIeBaHUS Ha CETOMHSIIIHUN TeHb HeT. CaMOYyBCT-
BUE IeBOYKM He cTpagaeT. [InaHupyeTcs mpoaokeHrue Habo-
JCHUSI.

BoiBoapl. B k1MHMYEeCKOM cilydyae, OlMCaHHOM HaMU, Mpej-
CTaBJIeH pemyaiinmii HemoMHBIN cuHapoMm Kapnes. Hakormie-
Hue, 06paboTka U myodauKauus MHGoOpMalMi 0 MaHUdecTaluu
¥ TCUCHUM TTOTO0OHBIX 3a00JIeBaHII, BOBMOXHO, IIO3BOJIUT B OY-
nyieM obicTpee U 3¢ GheKTUBHEE OKa3bIBaTh CIIeLIMATIM3UPOBAH-
HYIO MEIULIMHCKYIO TTOMOIIIb.

Tpancnnanmayusa nevyeHu y nemeii
C pacnpocmpaHeHHoil renamob6nacmomoii
U UHUWUANbHLIMU NIeroYHbIMU

Memacmasamu

A.B. ®umnn’, A.B. Mereinn', 1.}O. Kauanos?,
P.A. Mouceenko?, M.B. Pybanckas®, I.b. Carosn3,
I1.A. Kepumos?, T.H. I'unan’, A.C. Kyanukun!, 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, Mockeéa;

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

AxkTyansHOCTh. I'D Kak camast pacripocTpaHeHHas IepBUYHAS
3JI0KAUYeCTBEHHAsT OITyXOJIb IICUEHU Y JeTell Ha 3Tare IepBUY-
HOM TMAarHOCTUKU IEMOHCTPUPYET HAJINYMEe MHUIUAIbHBIX JIe-
TFOYHBIX MeTacTa3oB ¢ yacTtoToii 10 20 %. [loaHas spaguKarus
CUHXPOHHBIX JIeTouHbIX MeTacTa3oB (CJIM) gaBnsgerca o0s13a-
TEJIbHBIM YCJIOBUEM JUISl BBITIOJHEHUST TPAHCIIAaHTAlMK TTeYeHU
M MOXKET IOTPeOOBaTh IIPOBEICHMS STAITHBIX METACTa39KTOMUIA
B mpolecce HeoaabloBaHTHO [TXT.

Henn v 3a1a4n — olLleHKA Pe3yJIbTaTOB POJCTBEHHON TpaHC-
mianTauuu neyeHu (PTII) y meteit ¢ pacnpocTtpaHeHHoit I'b
1 UHULIMAJbHBIMU JIETOYHBIMU METacTa3aMu.

Martepuaist u Mmetoasl. C 2008 mo 2024 . 152 pebenka ¢ I'b
MPOIIINA XUPYPTUUECKUI 3Tall JICUeHUS B OTIACICHUH TTepecaaKi
neueau [HI] P® ®I'BHY «PHLX uMm. akan. B.B. ITerpoBcko-
ro». CJIM muarHoctupoBaHbl y 29 (19 %) u3 152 nmanueHTOB.
PTTII BeinosiHeHa 36 6GonbHbIM. YacTora CJIM mipu HaJIM4YUU 1O-
Ka3aHU K TpaHCIUIAHTALIMU IeyeHu coctaBmwia 39 % (14/36).
Perpecc mertacrasoB B npoiiecce HeoaabtoBaHTHOM TTXT moy-
yeH B 6 (43 %) nabmoaeHusx. BoceMu (57 %) nmaLyeHTaMm ¢ pac-
MMPOCTPAHEHHBIM TTOpakeHUeM 000X JIETKUX B TIpoliecce Heoa-
nbtoBaHTHOM TTXT BBIMOJHEHBI METACTa39KTOMUM.

Pesynsratel. Ha MmoMeHT nyonukanuu xussl 28 (77,8 %) u3
36 nmanmenToB nocyie PTII, Bkiouas 9 (64 %) u3 14 GoibHBIX
¢ CJIM. Bce permaussl I'b mocne PTIT mpu CJIM pa3Buiauch
B TeyeHHUe 1 roma nocJje onepainuu, a ux yacrora cocrabuia 64 %
(n=29). ¥ 5 manueHTOB ¢ pelIANBAMHI OTMEeUeHa OBICTpas MPo-
rpeccus B YCIOBUSIX XUMHOPE3UCTEHTHOCTHU OITYXOJIM, CTaBIIasT

PA3JAEN IV

MPUYUHOM JIeTAIbHBIX UCX00B. YeTbipeM 60sibHBIM mociie PTTI
BBITTOJTHEHbI METACTa39KTOMUU C MPOBEIEHUEM MPOTUBOPEIN-
nuBHoit XT. Bce ykazaHHBIe MaLMEHTHI XXUBbI B cpoku 50, 53,
113 u 117 mec nnocne PTTI.

BoiBoapl. TpaHcIUIaHTALMS TIEYeHU Yy MAllMEHTOB C Pacrpo-
crpaHeHHoil I'b u CJIM neMoHCTpupyeT Xopolliue IoKa3aTeaun
BBDKMBAEMOCTU. YIYyYIIEHUE PEe3YyJIbTaTOB KOMILIEKCHOTO Jie-
YEHMUST 3TON TPYIIbl OOJbHBIX MOXET ObITh JOCTUTHYTO 3a CUET
CBOEBPEMEHHOTO B3aMMOJEWUCTBUSI ETCKUX OHKOJIOTOB, NET-
CKMX XMPYProB U TPAHCILJIAHTOJIOTOB IIPU MOATOTOBKE K TpaHC-
TUIAHTAllMU U B TTOCTTPAHCIUIAHTAIMOHHOM TepUOJE.

Onbim npumeHeHus ahdepeHmubix
MEMmo/J0B Mepanuu y NayueHmos emMcKoro
BO3pacma ¢ OHKOreMamonoruyecKkumu

3aboneBanuamu

I.C. Xapuronos, E.I1. Escroruna, M.M. Kupnyenko,
E.E. ®enynosa, B.A. Ucakosa, 10.B. /Innnkuna
DOIBY «HMHUI] um. B.A. Aamazoea» Munzopaea Poccuu,
Cankm-Ilemepbype
AKTyaJbHOCTb. JIeueHre OHKOTeMaToJ0TUYECKUX 3a0oJieBa-
HUU y IeTeil CONPSIKEHO C BBICOKOM YaCTOTOM XM3HEYTPOXKAIO-
IIUX OCJIOXHEHUH, TPEOYIOIINX MHTEHCUBHOM COMPOBOANTEb-
HOI TepaIuu, HepeIKo ¢ TpuMeHeHneM 3¢ (GepeHTHBIX METOIOB
JneyeHus1. TeM He MeHee BBUIY JeUIIMTa TaHHBIX 00 X UCTIOJIb-
30BaHUU B OHKONEAWATPUU €IWHBIC CTAHIAPTHI HA CETOIHSIIII-
HUIT IeHb OTCYTCTBYIOT 1 B OOJIBIITMHCTBE CJTy4aeB MX UCITOTb30-
BaHMe OMpenessieTcsl PyKOBOACTBAMU JJIs1 B3POCIbIX MTAlIMEHTOB.

Ieau u 3aaa4u — aHAJIN3 OHOLIEHTPOBOTO OIbITA TPUMEHE-
HUd 3(pdepeHTHBIX METOIOB Tepanuu (0e3 yyeTa ciiydyaeB reMo-
Maan3a) y 1eTell ¢ OHKOreMaToJ0rM4yeCKUMHU 3a001eBaHUSIMU.

Marepuaisl 1 MeTopl. 3a TIepuo ¢ Aekaodps 2018 1. o mait
2024 1. y 17 manmuMeHTOB JETCKOTO BO3pacTa ¢ OHKOTeMaToJIO-
TUYCCKUMU 3a00JIeBaHUSIMU OBUIM OMpPEIeICHBl ITOKa3aHMS
K TIpUMEHEHHI0 3(P@EpPeHTHBIX METOMOB TepaIluM, BKIIOYAs
TUTa3MOOOMEH M KacKamgHylo ruiasModuisrpanmnio, KD, neii-
koumTadepe3. JleueHre MPOBOAMIOCH B YCIIOBUSIX MalaThl WH-
TEHCUBHOIM Tepamuu oTaenaeHUs X1 OHKOTreMaTOJIOTHYSCKUX
3aboneBanuii s gereit ®I'bY «HMUILL um. B.A. Anma3zoBa»
Munsnpasa Poccun.

Pesyabratel. [11a3M000MeH ObUT HanboJiee YAacTO MCIMOJIb-
3yeMbIM MeTOJIOM 3(P(epeHTHOI Tepanuu, A0JsI KOTOPOTO
B uccienyeMoil koropre coctaBmia 58,8 %. IlokasaHusmu
K IUIa3MOOOMEHY OBbUIM TPOMOOTHYECKAsi MUKPOAHTMOIATHSI
(n=5;50%), ocTpasi me4yeHOUHAast HeIOCTaTOYHOCTh (1= 3;30 %),
Hannuue noHopcneuududeckux HLA-anturen (n = 1; 10 %),
CEIICUC C CHUHAPOMOM TIOJUMOPTraHHOM HEAOCTaTOYHOCTHU
(n =1; 10 %). Menuana Bo3pacra cocraBwia 13 (0,33—17,25)
JIET ¢ cooTHolIeHueM M:1 = 2,3:1. Bcero 6bu1 BhIIoJIHEH 51 ce-
aHc 1asMoobMeHa, MmeauaHa — 5 (1—14) ceancoB. OrpaHuye-
HUSMU TPUMEHEHMST METOIMKU ObLIM TMITOKOATYJISIIINS, HeCTa-
OuabHas reMoaMHamMuKa. BerpkuBaeMocTh cooTBeTcTBOBaa 20
%. DK® 6b11 ucnonb3oBaH B 17,6 % ciydaeB, U3 HUX OCHOBHbI-
MU TIOKa3aHUSIMU OblIM XpoHudeckas u octpast PTIIX ¢ mopa-
skeHreM Koxu (n = 1; 33 %), ocrpast PTIIX (n =2; 66 %). Bcero
BbIToSIHEHO 49 ceaHcoB DK®D ¢ menuanoii 17 (10—22). Menu-
aHa BospacTa cocraBwia 7,83(6,83—12,67) roma, n3 Hux 100
% — manpuuku. OrpaHMYeHMEM K IIPUMEHEHUI0 MeTona ObLia
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mumdonuronenus II—IV crenenu. BokuBaeMocTh cocTaBuia
100 % c¢ kynupoBanueM mnposieiennii PTITIX. Kackannast mias-
MobuabTpavs npuMeHsutach B 11,8 % ciydaes, Tpy 9TOM eIMH-
CTBEHHBIM MOKa3aHUEM OblIa acraparnHasa-accolMupoBaHHas
runieprpurianepunemus (I'T) (n = 2; 100 %). MenuaHa Bo3-
pacra manureHToB coctaBuia 17 (16—17) yieT, ¢ COOTHOIIEHHEM
m:a = 1:1. dnsg xynupoBaHus 1jabopatopHoil I'T moTpedoBanoch
2 ceaHca KacKamHOU riasMobuibTpauu. GOeKTUBHOCTh Me-
Tona coctaBuia 100 %. JleiikounTadepe3 mpuMensuica y 11,8 %
MalMeHTOB ¢ Turepieiikonutosom (n = 2; 100 %). CpenHuii
BO3pacT 6OJIbHBIX cocTtaBui 8,46 (4,17—12,75) roma, m:g = 1:1.
Hoctukenue penykuuu I'J1 B KoMOMHALMK C APYTUMU METOIA-
MM Tepanuu ObUIO TOCTUTHYTO Ha 3-ii 1 6-i1 ceaHchl JIA.

BoiBoapl. [TorydeHHBIC TaHHBIE OEMOHCTPUPYIOT BBICOKYIO
BOCTPEOOBAHHOCTb U 3(PPEKTUBHOCTHL METOAOB 3 GepeHTHOI
Tepary U MOTYT OBITh PEKOMEHIOBaHBI JIJIs1 KOPPEKIINHT OCTIOXK-
HEHUI OHKOreMaToJOrMYecKuX 3a001eBaHU y AeTei.

dKcmpaoccanbHas capkoma Hunra
C YHUKanbHOi{l MONEKYNAPHO-TreHemu4ecKoi
Xapakmepucmukoii: onucaHue KNUHUYecKoro

cnyyas

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.I. JlazoBckas!

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. Ilaeroea Munzdpasa Poccuu;

‘OIrBOY BO CIIoTY

AktyaasHocTh. CHO mouku — KpaifHe penkoe 3abojeBaHue,
XapaKTepu3ylolleecsl arpeCCUBHBIM JIOKAJTbHBIM POCTOM, BBICO-
KNM TIOTEHIINAJIOM METAcTa3MpOBAHUSI M OTCYTCTBUEM CITCIIM-
(HUeCcKNX MIPU3HAKOB IIPY IIPOBEICHUM JIyUeBBIX METOIOB IHAT-
HocTUKU. B cTpyKType 3710KauecTBeHHBIX omyxoseii mouku CHO
cocrabsieT MeHee 1 %. [1peacTaBaeHHbIA KIMHUYSCKUIA CITydaii
SIBJIICTCST LIEHHBIM IJIsT TIOHMMAaHUsI 0COOCHHOCTE AUAarHOCTH-
KU U JICYeHUsI JaHHOM TaTOJIOTUH.

Ilean u 3agaum — MpeACTaBUTh KIMHUYECKOE HAOJIIoIeHUE
Bo3HUKHOBeHUsI CHO B 1ouke ¢ yHUKaJbHOW MOJEKYISIPHO-Te-
HETUYECKOU XapaKTEPUCTUKOM.

Marepuajsl U MeToabl. B Hauane sema 2023 e. y nauuenmku
15 nem no mecmy xncumenscmea no dauwnoim Y3HU evisicaeno Ho-
8oo0pazosanue nesoil nouxku. Ilpu eucmonoeuveckom uccredosa-
HUu Oblaa 3an0003peHa CeemAOKAeMOUHASI CAPKOMA, 00HAKO npu
nepecmompe 010K08 6 hedepanvHoM yeHmpe mamepuan 0Ka3aics
HeuHpopmamugen. B cs13u co CA0ICHOCMbIO NOCMAHOBKU OUACHO-
3a nauueumka ovira Hanpaenena ¢ JLUIL MUEC. Ilpu nosmopnom
00C1€008aHUU BbIABACHO Y8eauUeHlUe 006eMa NepeuuHONl Onyxoau
bonee uem 6 2 paza. Beudy bbicmpoeo pocma onyxoau, HapacmaHus
0016020 cundpoma, Heyoau npu nepeuuHoll mpenanouoncuu Oviia
BbINOAHEHA MYMOPHeppypemepIKmomus caeea, ouoncus 3abpio-
wunnvix J1Y, acupoeoii kaemuamxu. Ilpu npoeedenuu HUITX npo-
eepeno 27 pazauunvix mapiepos, uz komopwvix FLI1 u ERG Obiau
HeeamuHvIMU, a XxapakmepHas mpancaoxayus eena EWSR1 6006-
e He Ovl1a 0OHapydceHa. Yuumoleas omcymcemeue KAaccu1eckux
u cneyugpuueckux mapkepog, nepeuuro CHO He b6vira 3anodo3pena
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u npednonocumensvro oovina eepugpuyuposana Hb. Oonako c yue-
MoM HecOOMeemcmausi KAUHU4ECKOU KapmuHtbvl 0bL10 NPUHAMO pe-
weHue o danvhelluem uccredoganuu mamepuanra 6 HMUI] JTOH
um. JImumpus Pocauesa, ede Ovira evisenena sxcnpeccus cena
NKX2.2. Koneuroii moukoil 0uaeHocmu4ecko2o NOUCKa nOCAYICUNO
CeKgeHuposanue. Y nayueHmxu evis64eHa YHUKAAbHAS 045 ONUCAH -
Holl eblute nokanruzauuu eenemudeckas mpanciokauus FUS-ETVA.
Yepes 2 Hed nocae onepamuerozo neueHus npu KOHMpPOAbHOM 00-
caedosanuu evisieaeno 113 6 eude nopaicenus 3abprowunHslx J1Y.
Ha ¢one nposedenus unmencugnoii IIXT, coeracno 6bibpaHHOIl
seyebHotl npoepamme EuroEwing2012 arm B, ommeuena gvipasicen-
Has NOA0JICUMENbHAS OUHAMUKA 8 8U0e YMEHbUEeHUs pa3mepa nopa-
aceHnbix 3aoprowunHblx J1Y. [locne nposedenus unmeHcusHuix 6.10-
ko6 I[IXT uepe3 6 mec om momenma nocmanosxu ouaerosa ¢ HUH
HOIuT um. P.M. lopbauesoii npouszsedeHa cpeduHHas Aanapamo-
mus, napaaopmanvras aumgodensxmomus. llpu eucmonoeuuec-
KOM UCCAe008aHUL HCUZHECNOCOOHBIX ONYX0AEBbIX KAeMOK 8 Uccae-
dyemom mamepuane ne eviseaero. Ilpoyecc pacuenen kax 100 %
AeueOublll namomopgos. Yuumolieas aepeccusHwlii pocm, pacnpo-
CMPAHEHHOCMb ONYX01€8020 NPOYecca, He0AaeonPUSMHbLI NPOCHO3
3abonesanus nposeder Kypc npomornnoil JIT Ha aeewtil prank 6 COL
25,2 Ip ¢ nokanshoim 6ycmom na aoxce onyxoau ¢ COI 36,0 Ip.

Pesyabratel. B urone 2024 . neuebnas npoepamma sagepuiena.
Cnycms mecsiy, nocae OKOHYAHUSL 1eHeHUs. NPU KOHMPOAbHOM 00cae-
006aHUU NPUSHAKOE PeUUOU8A OCHOBHO20 3aA001€6AHUS HE Bbi6/e-
Ho. Obuwyuil cpok HabaOeHUs 3a nayUeHmKoLl cocmaesun 3 mec.

BoiBogpl. [IpencraBieHHBIN KIMHWYECKHW CIyYall OEMOH-
CTPUPYET CIOXKHBIN AMAarHOCTUYCCKUI TTOMCK W MOTICPKUBACT
HEOOXOIMMOCTh KOMIUIEKCHOTO TTOAXO0Ja K TUaTHOCTUKE M Jie-
yeHuto peakux popm CIO.

H3onupoBanHOe NenmMoMeHUHreanbHoe
nopameHue ueHmpanbHoii HepBHoil
cucmembl npu peyuausax Heiipo6nacmomol

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
AkryansHocTs. [Topaxenue [IHC y mattuentoB ¢ HB rpymmbt
BBICOKOTO pHCKa Yallle BCTpeUyaeTcs MPU Pa3BUTUHU PellUINBa,/
I13. N3onupoBaHHOE JIENITOMEHUHTIEabHOE MOpaXKeHUe BCTpe-
YyaeTcs peaKo U MPUBOIUT K AUATHOCTUUECKUM TPYAHOCTSIM.

Ienan v 3ana4m — onucaTh KJIMHUYECKYIO KAPTHUHY, MOIXObI
K Tepanuu U UCXOJbl JIEUEHMUSI JIEITOMEHUHTEATbHOTO TTOpaxKe-
nusg HHC npu passutun penuansa HB.

Marepuanst 4 Metoabl. [IpencraBieHo onucaHue 2 KJIWHU-
YECKHUX CJIydaeB U30JIMPOBAHHOIO JISNITOMEHMHI€aJIbHOTO ITopa-
JKEeHMS Yy MallMeHTOB ¢ peuuanBoM HbB rpymnmel BbIcOKOTO prcka.

Pesynbratel. Maavuuk, 36 mecsaues, ¢ Hb naonoveunuka, cma-
dus M (neuenw, 1YV, KM), amnaupuxauyus MYCN, noayuun mepa-
nUI0 0451 2DYNNbL bICOK020 PUCKA NO MOOUDUUUPOBAHHOMY NPOMO-
koay GPOH NB2004 ¢ /Ib 6 kauecmee nocmkoncoaudayuu. I[locae
3 yurnoe UT Obin 6vis161eH 10K ANBHDLI peyu0us ¢ NOOMEepIHCOeHHOU
udenmugurayueit mymayuu ALK R12750. Ilocae 3 mec mepanuu
peyudusa (UpuHomexKaH,/memo3040mMud) HabAOaAIUCy He8POA0-
euvecKue cumnmomol (yoyuive, HapyuieHue KoopouHayuu u peyu).

MPT I[HC nokaszana oughgy3rnoe nrenmomeHuHeearbHoe nopaice-
PASLOEN IV
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HUe ¢ ONYX01e8bIMU KACMKAMU 8 CRUHHOMO0320801 Jcudxocmu. Tla-
yueHm ymep uepes 4 mec mepanuu monomexKaHom, memo3010MuooMm
U aneKmuHuooM.

Maavuurx, 23 mecaya, c¢ 3abpowunnoi HB, cmadus
M (KM, J1Y), amnauguxayueit MYCN u mymavueit ALK p. F1245L.
Toayuun mepanuio no nUAOGMHOMY RPOMOKOAY UHOVKUUOHHOU XU-
MUOUMMYHOmepanuu, cocmosuiemy u3s uyuxaoé N5/N6 u J[b. boao,
mpemop u Hapyuienue nOX00KU NOAGUAUCH nocae 3agepuleus 6-20
yuxaa. ugpepenyuanvias OuacHoCmMuKa Npo8ooUNach Mencoy
noauHeiiponamueti, MOKCUMHOCMbIO Xumuoummynomepanuu u I13.
MPT ITHC nokazana oupghysnoe nopaxjicenue nenmomenuneeans-
HOU 000104KU 03 NAPeHXUMAMO3HbIX NOPANCEHUL U ONYXO0NeBblX
KAemok 6 aukeope. bviia unuyuuposana npomueopeyudusnas me-
Panusi UpUHOMeKaHoM, MeMO30A0MUOOM U N0PAAMUHUOOM. B dans-
Heliwem nayuenm noeu6 om I13.

BoiBoapl. [TlosiBleHME HEBPOJIOTMYECKON CHUMIITOMATUKU
y maumeHToB ¢ Hb rpyrims! BeICOKOTO pricKa TpedyeT nuddepeH-
OuaabHOM auarHoctuku Mexay LIHC-penmuanBoM 1 TOKCUIHO-
cThio Tepanuu. CTaHmapTHOE 00CIemOBaHNEe JOJDKHO BKITIOUATh
MPT T0710BHOTO U CIIMHHOTO MO3Ta ¢ KOHTPACTHBIM YCUJICHU-
eMm. JlentomennureanpHoe LIHC-mopaxkeHne mpu pelmamBax
Hb xapakTtepusyercst HeOIaronpusITHBIM TPOrHO30M U TPEOyeT
pa3pabOTKM MOIXOIO0B K TCPAIIUH.

Fepnec-BupycHble UHdeKuuu Kak hakmop
PUCKa NepBUYHOro U BMOPUYHOIO
ommop:Kexus y Aemeil ¢ 0Cmpbim

neiiko3amu nocne npoBefeHus annorexHoi
mpaKcnnaHmayuu remono3muyecKux

CMBOJIOBbIX RNEMOK

0.C. IOmunnena, O.B. I1auna, I1.B. Koxkokaps,
2XK.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. Ilaeroea Munszdpasa Poccuu
AKTyansHOCTB. BupycHbIe MHGbEKIIUM CITy>KaT OTHOU U3 TIPU -
yuH passutusi KMH y maiimenTos nocie ayuio-TI'CK u accotu-
WPOBaHBI C TIOBBIIIIEHHBIM PUCKOM TTOCTTPAHCTUIAHTAIIMOHHON
JIETAJTBHOCTH.

Iean u 3agaum — U3y4YUTh PACIIPOCTPAHEHHOCTb U BIMSTHUE
repriec-BUpycHoi mHpekunu Ha pasputue KMH (mepBuaHo-
ro HENPWKUBJICHNUS, BTOPUYHOTO OTTOpKeHMsT) y meteit ¢ OJI
B paHHeM Tiepuozae nocie raruo-TICK.

Marepuaisl u MeTombl. B peTpocneKTuBHOE HCClieq0BaHUE
BKJIIOYEHBI 24 MallMeHTa, y KOTOPBIX Pa3BUJIOCH MEPBUYHOE
HETPWKKUBICHUE WIM BTOPUYHOE OTTOPKEHME TpaHCILIaHTa-
Ta nocie nposeneHus ramio-TITCK (kputepuu EBMT, 2024).
MonekynsipHo-0uonorndyeckoe ucciaeaoBanue kposu 1 KM Ha
reprec-Bupychl (BOB, IIMB, repriec-Bupyc 6-ro tuia) BbIITOJ-
HSUIM B AeKpeTHpoBaHHBIe cpoku: 1o amio-TI'CK, B guu +10,
+20, +30, +60, +100. B rpyrimny cpaBHeHUsT BOLLUTA 24 MalieHTa
nocne rarno-TI'CK, BBIMOMHEHHON B TOT Xe MepUoll, Y KOTO-
PBIX COCTOSUIOCH MPMKMBIIEHME TPaHCIUIAHTAaTa M ObLIO TaKXe
IIPOBEICHO MOJIEKYJIIPHO-OMOJIOTNYECKOEe MUCCIeIOBaHUE KPO-
Bu 1 KM B nekpeTupoBaHHbBIE CPOKU.

PA3JAEN IV

Pe3ynbraThl. BoimosHeH aHaiu3 24 MaUMEHTOB C TSXKeNIoi
KMH, u3 Hux y 55,5 % (n = 15) pa3Buioch epBUYHOE HETIPH-
KUBJIEHHWE TpaHCIIaHTaTa. BropuHoe oTTopXKeHue HabIoaau
vy 37 % (n =9) 60abHBIX. MeanaHa pa3BUTUSI BTOPUIHOTO OTTOP-
sxeHus coctaBmia [+46. N3 24 naunento ¢ KMH Hab6momamm
peakTHUBAIIAIO Tepriec-Bupyca 6-ro tuma y 45,8 % malumneHTOB
(n =11), megnaHa coctaBuia J+25,y 33 % (n = 8) Habmonanu
peaktuBanuio LIMB, meanana JI+26, peaktuBanmio BOb otme-
qamn y 29 % nanueHTtos (n = 7), meauana JI+32. B rpyminy cpas-
HEHUs BKJIIOYEHBI 24 TMalMeHTa, peaKTUBAaIMs Tepliec-BUpyca
6-ro tumna cocrabuiaa 29 % (n = 7), p = 0,234, menuana JA+17.
PeaktuBaimst LIMB HaGmonanack y 29 % mamueHtoB (n = 7),
meaunana J+33 (p = 0,756), BOb BeisiBiieH y 17 % manueHTOB
(n=4), p=0,303, c MenuaHoii peaktuBauu [1+27. B uccieny-
€MOM TpymIie CUHIPOM MakpodaraabHON aKTUBALIMN Pa3BUIICS
y79 % (n=19), meauana JI+25, n3 uux y 68 % (n = 13) npen-
[IECTBOBAJIa peaKTUBAILlUS PAa3TMYHBIX BapMAHTOB TepIIeC-BU-
pyca. [lepBrnuHOE HENIPIKUBJICHNE COCTaBUIIO 55,5 % (n = 15),
npuurHamMu y 86 % (n = 13) mMalMeHTOB CTal CHHIPOM MaKpo-
(baranpHOI akTMBaLIMKU Ha (poHE repriec-BUPYCHON MHOEKIINN:
repriec-Bupyc 6-ro tuna — 30 % (n = 5), repnec-Bupyc 6-ro
tuma + IMB + BOb — 8 % (n = 1), UIMB — 8 % (n = 1), rep-
nec-Bupyc 6-rotuna + BOb -7 % (n=1), BB -8 % (n=1),
HOMB+B3b—-8% (n=1).Y 15 % (n = 2) malilueHTOB TIpUYMHA
TEPBUYHOTO HETIPVKUBIICHUST OCTaeTCsl HEeM3BeCTHOM. BTopmy-
HOe OTTOpXKeHUe pa3Buiioch y 37 % (n = 9) 6oibHBIX. [Tpruum-
HOW y 67 % (n = 6) MaLlMEHTOB CTaJl CUHAPOM MaKpodaraibHO
aKTUBAILlMM, U3 HUX y 5 OOJIBHBIX CMHAPOMY MakpodaraibHOI
aKTUBALUM TpeauiecTBOBaja BUpycHas uHbekuus: [IMB —
13 % (n = 2) nauuenrtos, BOb + IIMB — 8 % (n = 1), BOb +
LIMB + repniec-Bupyc 6-ro Tumma — 8 % (n =1). Y22 % (n = 2)
MMalMeHTOB BTOPUYHOE OTTOPXKEHUE BO3HUKIIO B PE3yJIbTaTe MH-
ek, BBI3BAHHOI TepIieC-BUPYCOM 6-TO THTIA, Y 1 GOJBHOTO
HaOJII01aJIOCh OTTOPXKEHNE Ha (hOHE COUeTaHHOU BUPYCHOW UH-
dexum.

BoiBoapl. PeakTuBanus repnec-pupycHoi nHgexuvu (LLMB,
repriec-Bupyc 6-ro tuma, BOB) MoxeT aBIATbCS (hakTOpOM
pa3BUTHUSI CUHIpPOMA MakKpodarajbHOW aKTUBALUU, KOTOPBINA,
B CBOIO OYepelb, MPUBOAUT K MEPBUYHOMY HEMPUKUBICHUIO
1 BTOPUYHOMY OTTOpXKeHU10. JlononHuTeabHbie GakTOphl, TpU-
BOJSIIME K CUHAPOMY MaKpodarajlbHOW aKTUBALIUMU, TPEOYIOT
JNaTbHeNIero usydyeHus.
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MPUHLUMUNDbI NIOKANILHOTO ROHTPONA: XHPYPTUYECHAA NOMOLLDb
W PAQMOTEPANUA YV AETEH, NOJAPOCTKOB U MOJIOAbIX B3POC/bIX
C OHKOJIOTHYECKUMHU W TEMATONIOTMYECKUMHKU 3ABONIEBAHHAMM

Pe3ynbmambl Xupypruu Mecmso-
pacnpocmpaHeHHbIX HellporeHHblXx onyxoneil

3a0pIOWUHHOro Npocmpancmsa

J.T. Axananze, A.A. Kpusonocos, C.P. Taxemos, I'.C. Pa6aes,
H.T. YckoBa, H.C. Ipauen
OIBY «HMHUI[ ITOU um. JImumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AKTYaJbHOCTb. XMPYPruyeckoe JIeYeHUE MECTHO-pacIipo-
crpaHeHHo#t HbB 3a0prollnHHOI noKanu3aluu y AeTeil sSIBisieT-
¢Sl KJTI0YEBBIM 3TarioM KOMOMHUPOBaHHOTO JieueHus. besomac-
HOCTb M 11€J€CO00Pa3HOCTh PaAMKaJIbHOIO XUPYPIHUUECKOIO
BMEIIATEIbCTBA Y MAIIMEHTOB Pa3HbIX TPYIIIT pUcKa ¢ HATUIUEM
XUPYpruveckux hakTop prucka 0 CUX Mop SIBISIETCS] TPEAMETOM
JIUCKYCCU.

Ieau u 33129 — OLIEHUTh PE3YJIBTAThl XUPYPIUIECKOTO Jie-
YeHUs] HEMPOTeHHBIX HOBOOOPA30BaHUI 3a0PIOLIMHHON JIOKa-
JIM3ALMK C XUPYPrUYeCKUMU (haKTOpaMU pUCKa.

Martepuaisi u MeToapl. 3a riepuoa ¢ 2018 o 2023 . BeImoJI-
HeHo 112 omepaTMBHBIX BMEIIATEILCTB MAlIMEHTaM C MECTHO-
pacrpocTpaHEeHHON HEWPOTeHHON OIyXOJbl0 3a0PIOITMHHOTO
MPOCTPaHCTBa. B aHamm3 BKIIIOUEHBI OOJIBHBIE C IIUPKYJISIPHBIM
BOBJICUEHUEM OTHOTO COCY/a I MTPY HATMYUHK 2 PaKTOPOB PU-
cka IDRF u 6osee o naHHBIM BU3yaJM3alliu, BKJIOUYAsk BOBJIE-
YeHMe MaTuCTPaJIbHOTO cocyzia Jubo ero BerBeil. [1o creneHu
nubdepeHIIMPOBKY HEUPOTEHHBIE OITyXO0JIU ASTWIMCH Ha T0OpO-
KauyeCTBeHHbIE (raHrnoHeipoma — 7 (6,3 %) mauyeHTOB) U 3]10-
KayecTBeHHBIe (raHrmMoHeipodiactoma — 14 (13 %) u Hb —
91 (81 %) mammenTtoB). [lpoBemeHa cpaBHUTENbHAs OIllEHKA
B 00beMe yIaJIeHHOM OTyXOJIU IO pe3yIbraTaM WHTpaoTepalim-
OHHBIX JIJAHHBIX XMPYypra M I0 MocjIeolepallioHHON BU3yain3a-
mu (MCKT c koHTpacTHBIM ycuiieHreM ). [IpoaHanu3npoBaHbl
1ocjie- ¥ MHTPAOTIepallMOHHbBIE OCTIOKHEHUSI, a TakKKe (akTo-
PBI, TTIOBBITIAIONINE PUCK JAHHBIX OCIIOXHEHWI U METOMBI CHU-
JKEHMST X BEPOSITHOCTH.

Pesyneratel. [1py olieHKe cpaBHEHUS] paniuKaTbHOCTH yja-
neHHoit ormyxonu o MCKT u maHHBIM Xupypra oTMedaeTcst
CTaTUCTUYECKU 3HAYMMasi CBsI3b, KOIGMMUIMEHT KOppeJsiuu
o metoay IMupcona (r) cocrasnsier 0,4 (p < 0,01). MUutpaomne-
palMoHHbIEe OCJIOKHEHHUsI BcTpeyanuch y 29 (26 %) nmaiuveHToB,
nocyeonepaioHHbie — B 57 (51 %) cayuasix. [Mocneornepaiin-
oHHas 1uMdopes Hadmoaanacek y 25 (22 %). [emoguHaMuyecKu
3HauMMast KkpoBorotepst (> 35 % oT obbemMa LIMPKYJIUPYIOIIEi
KpoBM) Bo3HMKJA Y 20 MaliMeHTOB B BO3pacTe 5 MecsIleB 10
17 ner (memuana — 32 mec). MHTpa- 1 mociieoneparmoHHbIN
TPOMOO3 MarucTpajbHbBIX COCYI0B BcTpevaiics B 8 (7,6 %) ciy-
Yasix, U3 KOTOPBIX B 5 BO3HUKIIM TPOMOOTUYECKHUE TOCEOTE-
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palOHHbIE OCIOXHeHMs. YeTbipe pebeHKa yMep/iu B IepBbie
90 mueit mocne omeparuu. OB mpu MaKpOCKONMUYECKU paau-
KasibHOM oneparuu (> 95 %) cocraBuia 78 % (64—95 %), nipu
cyororanbHoM yaanenuu (90—95 %) — 77 % (58—100 %).

BoiBoapl. J1151 olleHKM 00beMa yIaJIeHHON OIyXOJu MOXHO
HCITOIb30BaTh KaK MHTpaAOIlepallMOHHbIe JaHHBIE XUpypra, Tak
1 pe3yJbTaThl MOCIeOoNepallMOHHON BU3yaIu3auu. st MUHM-
MU3allMU MHTpPa- U MOCJeoNepalMOHHBIX OCAOXHEHUN HO0my-
CTUM OCTaTOYHBI OOBEM OIYXOJIM HA MaruCTpabHbIX COCYIaX
¥ MX BUCILIEPAJIbHBIX BETBSIX.

LlumopeayKmuBHbIe onepayuu
U runepmepMuyeckas xumuonepwysus

y aemeil

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

AKTyaJIbHOCTh. JIicCEMUHMPOBAHHBIN OIYXOJIEBHIN ITPOLIECC
B OpIOIIHOM U TIEBPaJIbHON MOJOCTSIX MPU 3710KAYECTBEHHBIX
OIyXOJISIX YXYAILIAET MPOTHO3 OCHOBHOTO 3a0osieBaHMsl. Bbi-
MOJIHEHUE LIMTOPEAYKTUBHOTO BMEILIATEILCTBA C MOCIEAYIOLIEN
runepTepMuUeckKoit xumuonepdysueit 3apeKoMeH10Baan ceds
kak meton JIK 3abosieBaHus MpU KaHIIEpOMAaTO3€e, CapKoMaTo-
3¢ OPIOLIMHBI W TJIEBPHl BO B3pOC/ION MpakTuke. B mociegHue
rojibl MPMMEHEHUE AAHHOTO METOJa HaOMpaeT MOIYJISIPHOCTb
B OTEUECTBEHHON U 3apy0eXKHOi JETCKOM OHKOJOrMYeCKOM
MpaKkTUKe.

Ienn ¥ 3ama4d — IIPOAEMOHCTPUPOBATh HAYAJIbHBIA OIBIT
MPUMEHEHUs] [IMTOPEAYKTHUBHOTO BMEIIATEIbCTBA U TUIIEPTEP-
MMYECKOU xumuonepdy3uu y 1eTeit ¢ KaHIIEpOMaTO30M, CapKo-
MAaTO30M OPIOIIMHBI 1 TIJICBPHI.

Marepuansl 1 MeToabl. 3a nepuon ¢ ampens 2021 T. mo aB-
ryct 2024 1. BBITIOJHEHO 23 LIMTOPEAYKTUBHBIX BMEIIATEIbCT-
Ba C MOCJEAYIOlIeil runeprepMuIeckoin xumuornepdysueit, us3
Kotopbix B 21 (91,3 %) cilydae OHO BBIIOJHSUIOCH B OPIOLIHOM
noJjoctu, B 2 (8,7 %) — B rpyaHoit, 3 (13 %) nauueHTaM Ipole-
Jlypa BBITIOJIHEHA TTOJTHOCTHIO JIATTAPOCKOIIMYECKIM JTOCTYIIOM.
CpenHuii Bo3pact 60JbHBIX cocTaBus 147 (22—214) mecsues,
MeauaHa Bo3pacta — 168 Mec. Ilpoieaypa BBITONHSIACH MIPU
CJIEAYIOLIMX TUCTOJOTMYECKUX TUIax omyxoseii: IMKO (n = 6),
DICER- I-acconumpoBaHHas capkoma (n = 3), HedpobiractoMa
(n=2), smbpuoHansHasgs PMC (n = 2), cuHOBHaJIbHas capKoMa,
pabgouaHas onyxonb, BCOR-capkoma, mMe3otennoma, Heand-
depenumpoBanHag capkoma, 'K, HenuddepeHurpoBaHHas
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SMOpHOHaIbHAs capKoOMa IeYeH, MUKCOUIHAS TuieoMopdHast
JIMTIOCapKoMa, HEWMpPOIHIOKPUHHAS OITyX0Jb, TePMUHOT€HHO-
KJIeTOYHas1 onyxonb (n = 1).

Pesyasratel. B wmccienyemoit rpymme 3 (13 %) manueHTta
ymepiu ot [13, 1 (4 %) — B paHHEM IT0C/I€OIIEPALIIOHHOM ITE€PU-
0Jie OT XUPYPrUUeCKUX OCIOXKHeHUIA, ¥ 3 (13 %) nereit oTMedaeT-
ca [13/peunanB oCHOBHOTO 3a00JIeBaHUsI, ocTanbHbIe 16 (69 %)
OOJTLHBIX HAXOMSITCSI B PEMUCCUU VI TTPOIOJIKAIOT IIPOTOKOJIb-
Hoe siedeHue. Y 10 (43 %) manMeHTOB OTMEUYaIMCh TOCIIEOoTIe-
paAlMOHHBIE OCIOXHEHMUsI, U3 KOTOPhIX ¥ 5 (21 %) — xupypru-
yeckue, y 4 (17,3 %) — undexumonHoro reHeza u'y 1 (4,3 %) —
TOKCUYECKOE.

BoBoapl. [uneprepmuueckas xumuonepdys3uss Kak U30JU-
poBaHHbIi MeTon JIK 3apekomeHnoBana cedst 6e3onacHoi npo-
LEAYPOU C HU3KOW CTEMEHBIO CUCTEMHOW TOKCUYHOCTHU Y JIETEH,
TaK KakK OOJBUIMHCTBO OCJIOXHEHUI CBSI3aHBI C pacmpocTpa-
HEHHOCTBIO OMYXOJIU U 00BEMOM XUPYPTAUYECKOTO BMELIATEb-
cTBa. IS OLIeHKM OHKOJIOTUYECKOU 3((HEKTUBHOCTHU TPpeOyeTCs
0oJIbllIEe YMCIIO MALMEHTOB U JJIUTEBHOCTh KATAMHECTUYECKO-
ro HaOJIIoIeHUs.

LiKana cnomHocmu MUHUManbHo-
UHBA3UBHbIX Onepauuil npu HedporexHbIX
onyxonax abpomMuHanbHoil NoKanu3ayuu
y Aemeii. ipocneKkmMuBHOE 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. Ipauesn!
IQrbY «HMHUIL JITOU um. Imumpus Poeauesa»
Mumnsdpasa Poccuu, Mockea;
2HauuonanbHolil HAy4Hblil UeHmMp MAMepuHCcmea u 0emcmed
Kopnopamugnozo gonda “University Medical Center”, Hyp-Cyaman,
Pecnybauka Kazaxcman

AxkTyamsHOCTh. M3yueHue poiau IDRF u psma npyrux dak-
TOPOB CJIOKHOCTHU SIBJSIETCS] OMHUM U3 KJIIOUEBBIX HaIlpaBICHUM
MUHUMAaJIbHO-VHBA3MBHON XUPYPIrun HEMPOTEHHBIX OITYXOJIEM.
B naHHOM nmokiane Mbl MpeACTaBisieM TepBble JaHHbIC, TOIY-
YeHHbIE B XOJI¢ MPOCIEKTUBHOro ucciaemoBaHus «Crpatudu-
Kaius (pakToOpoB CIOXHOCTM JIAaIlapOCKOMMYECKUX OIlepaliuii
MPU HEUPOTEHHBIX OITyXOJsIX a0JOMMHAJIBHON JIOKaIU3alliK»
[NCT06296732].

Ienu u 3amaum — yiaydilleHUWEe pe3y/JabTaTOB JIEYSHUS] Heil-
POTEHHBIX OITyXOJiell 3a0PIOIIMHHOTO MPOCTPAHCTBA y ACTEM.
ITpenBapuTeNbHbIN aHATU3 TaHHBIX MPOCHEKTUBHOTO UCCIEN0-
BaHus «CTpatudukanusi GakTopoB CI0XHOCTH JIaMapOCKOIM-
YeCcKMX Orepaluii Mpu HEeHPOreHHbIX OMYyXOJsIX a0IOMUHAJb-
Hoit mokanmm3aun» [NCT06296732].

Martepuast 1 Metoabl. [IpoaHanu3MpoOBaHbl JaHHbBIE MAlU-
€HTOB, BKJIIOYEHHBIX B uccienoBanue «CrpaTudukanus (ak-
TOPOB CJIOKHOCTH JIAITAPOCKOTIMYECKUX OIepaluii Ipu HEWNpo-
TEeHHBIX OMYXOJISIX a0JOMUHAIBHON JOKaTU3alUun» C CEHTSIOPS
2023 r. mo utoHb 2024 I.: mpenonepaloOHHbIE TaHHbIE B COOT-
BeTCTBUU ¢ 32 (phakTOpaMu CIOXHOCTU U [TMIOTHOM LIKaJIOM,
paspaboraHHO# paHee B HaueM LleHTpe, MHTpaonepalMOHHbIE
U nocieonepanroHHble faHHbIe (30 cyT). MHTpaonepalimoHHbIe

PA3AEN V

ociioxkHeHus knaccuduumnponanbl 1o Class-Intra, mocieonepa-
mmoHHbBIe — 110 Clavien—Dindo.

PesynbraThl. Cpeny mpoaHaJIM3MPOBAHHBIX JaHHBIX 51 ma-
nueHTa: 27 neBoyek, 24 MajiburKa, MeIraHa BO3pacTa COCTaBU-
na 22 (1-207) mec. IDRF b1ty BoisiBIeHBI Y 26 (51 %) GOMbHBIX,
2 IDRF u 6osee 6o110 y 10 (20 %) naunenros. HauboJee yacto
Bcrpevaics dakrop IDRF F4 (Bopieuenue 1 win 2 moyeyHbIX
HOXeK). MenuaHa OTHOILLIEHUsI oObeMa OIyXOJu K POCTY CO-
craBwia 29 (0,3—288) mu/M. K HU3KOMY YPOBHIO CIIOXKHOCTHU
B COOTBETCTBUU C MWJIOTHOM IIKAJIO OTHECEHBI 26 MalleHTOB,
K cpeaHeMy — 18, BoicokoMy — 7. MennaHa mpoI0KUTEIbHO-
CTU XUpypruyeckoro BmernarenabctBa coctabuwia 100 (30—310)
MuH. MHTpaomnepallMoHHbIE OCIOKHEHUS pa3BIWINCh B 1 (2 %)
ciydae (moBpexaeHue noueuHoii aprepuu, Class-Intra II1).
Konsepcuu norpedoBanuch 3 (6 %) naunenrtam. Ilocaeonepa-
LIMOHHBIE OCJIOXHEHUs pa3Buinch B 7 (14 %) HaOmoOneHUSIX,
tsekecThb 1o Clavien—Dindo 111 B 1 (2 %) ciyyae — TpoM603 110-
YEYHOU apTepuu.

BoiBoapl. [IpoBeneHue sanapocKONMUYECKUX orepauuil ma-
1IMeHTaM C HEMPOreHHBIMM OIMYXOJSIMU B paMKaX MPOCIEeKTUB-
HOTO KJIMHMYECKOTO MCClIeI0BaHUS MO3BOJIUIO HAM YBEJIUYUTh
yuciio 0osbHBIX ¢ HanuuueMm IDRE, monyyarommx MuHUMAaIb-
HO-WHBAa3UBHOE JIEYEHNE C HEBLICOKUM YPOBHEM MHTpa- U IMO-
cJieonepalMOHHbIX OCIOXHEeHU. byayine pe3yabraTbl HACTO-
SIIEeT0 MCCAeN0BaHus OyAyT WCIIOJIb30BaHbI IS pazpabOTKu
pacIIMpPeHHOM IKaJbl CIOXHOCTH JIAITapOCKOMUYECKUX orepa-
LM IIpY HEUPOTEHHBIX OITYXOJISIX.

AHanu3 oHKONOruyecKoro
JHAONpOMeE3upoBaHuA rosIieHoOCMONHOro
cycmasa y nayueHmoB iemcKoro
U NoApPoCMKOBOro Bo3pacma ¢ nepBu4HbIMU
onyxonamu Kocmeii B HMUL, ATOH

uM. Imumpus 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
TOJIEHU BO3HUKAET HEOOXOMMMOCTH MPOBEACHUST PEKOHCTPYK-
MU TIOCTPE3eKIIMOHHOTO nedekra. B cBsA3M ¢ He3peaocThio
CKeJleTa y JIeTel ¥ TTOIPOCTKOB — 3TO KpaliHe CJIOXKHas 3aiava.
B noknane OyayT mpencTaBiieHbl COBPEMEHHBIE METOIbI pellie-
HUS JaHHOU MPOOJIEMbI, B TOM YUCJIE W C UCTIOJIb30BAHWEM WH-
JTVBUTyaThbHO U3TOTOBJIEHHBIX PA3ABUKHBIX SHIOTIPOTE30B.

Heﬂﬂ M 321291 — aHAJIN3 OHKOJIOTMYECKOI'o SHAOIIPOTE3UPO-
BaHHWA I'OJICHOCTOITHOIO CyCTaBa y NallM€HTOB AETCKOIo M Moa-
POCTKOBOI'O BO3pacTa.

Marepuaiibl ¥ MeTOIbl. AHAIM3UPYIOTCS PE3YJIBTATHI IHI0-
MPOTE3UPOBAHUS TOJICHOCTOITHOTO CYCTaBa y AeTell U MOAPOCT-
KOB C MEPBUYHBIMU 3JI0KAYECTBEHHBIMU OTYXOJIsIMU 3a 12-71eT-
Huit mepuon (2012—2024 rr.).

Pesynbratel. [IpoaHanu3upoBaHbl —Pe3yIbTaThl JICUYECHMS
20 mamueHTOB. MemuaHa Bo3pacTa Ha MOMEHT OIepalvu —
13,6 roma. CornacHo Metony Kamnana—Maiiepa OB sHmormpo-
te3a coctaBmiia 100 %, BCB — 53 £ 15 %. Cpeny ociioXXHEHUI
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nHdekmss otMeueHa y 3 (15 %) mamueHToB, KpaeBoil HEKPO3
panbl — y 1 (5%), acenTuyeckoe pacxXoxkIeHHWs] KpaeB paHbl —
y 1 (5 %), HecrabunbHOCTH 3HANpPoTe3a — Y 2 (10 %) GONBHBIX.
TeMm He MeHee cpelHM (YHKIMOHAIBHBIN Pe3yJIbTaT COCTABUII
76 %, 94TO SABJISIETCS XOPOLINM IOKa3aTesIeM.

BoiBoapl. DHOompoTe3upoBaHME TOJEHOCTOIHOTO CycTaBa
y MalMeHTOB AETCKOTO U MOAPOCTKOBOTO BO3pacTa ¢ MePBUYHbI-
MU OITyXOJISIMU KOCTEl MO3BOJSIET JOCTUYb ONTUMAIBHBIX OH-
KOJIOTUYECKUX U (PYHKITMOHAIBHBIX PE3YJIBTAaTOB.

HHHOBaUUOHHBIE MEXHONOrUU NyyeBoil
mepanuu y nayueHmos
¢ oNuroMemacmamuyeckou hopmoil
Helipo6nacmombl

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

AkTyasbHOCTh. JleueHue nmanueHToB ¢ HB rpymnmel BricoKoO-
ro pucKa SIBJIsSIeTCSl aKTyaJlbHOM MpoOJieMoii B JETCKON OHKO-
Joruu. HecMoTpsi Ha MyJBTUMOJATbHBINA MOIXOJA K Tepanuu,
MoKa3aTeJ M BbIKMBAEMOCTU Y 3TUX OOJBHBIX HE IMPEBBIIIAIOT
50—60 %. PaccMmarpuBaloTCsl HOMOJHUTEIbHBIE DJEMEHTHI Te-
panuu, CriocoOHbIe YAYYIIUTh BbIKMBaeMOCTb MauueHToB ¢ Hb
rpyIIibl BBICOKOTO pucka. OgHum u3 MmetonoB JIK asasiercs JIT.
OO61yyeHue MepBUYHOIO oyara — CTaHAapT Teparuu B 3apyoex-
HBIX MPOTOKOJIAX U OTEYECTBEHHBIX KIMHUYECKUX PEKOMEH/Ia-
nusx. [1pu 5TOM MPOrHOCTUYECKOE 3HAUYEHUE OTBETa HA MHIYK-
LIMOHHBIN 2Tan Tepanuu B oTHolIeHuu nokasartesneit OB u bCB,
BJIMSTHUE aHATOMWYECKOM JJOKATU3allu METacTa30B Ha IMPOTHO3
3a00JIeBaHUS 3aCTaBISOT 3aaymaThest o poau IJIT B ux o0my-
yeHuu. B 3apyOexkHOil auTeparype CyllecTByeT OrpaHMYeHHOe
KOJIMYECTBO UCCIIETOBAHU, MOCBSIIECHHBIX U3y4yeHUIO pou JIT
B O0JIyYeHUM METacTa3oB y nmauueHToB ¢ Hb rpymnmsl BBICOKOTO
pucka B 1-ii TMHUU Tepamnuu.

Ienu u 3anaum — MPOBECTU PETPOCIIEKTUBHBINM aHATU3 Ta-
nueHtoB ¢ Hb rpynmel Beicokoro pucka, nomxyuyuBmux JJIT Ha
MeTacTa3bl B paMkax tepanuu 1-it imauu 8 HMULL ATOU um.
Hmutpust PoraueBa, onpeneautb NoKa3aHUus U pa3padoTaTh ali-
roputMm it ipoBeaeHus JJI'T npu onuromeractatudeckoit HB.

Marepuajsl U1 MeToAbl. B peTpoCrieKTUBHBIN aHaIU3 ObLIU
BKItoYeHb! 11 mauueHToB ¢ Hb rpynmnbl BbICOKOTO pucKa, Mo-
nyuuBmmx 8 HMULL ITOU um. JImutpus Porauesa B 2011—
2023 rr. JIT Ha MeTacTa3bl, COXpAaHUBIIIMECS TTOCIE TPOBEACHUS
nHaykmoHHo# XT B pamkax mpotokosia GPOH-NB2004.

PesyabraTel. MeauaHa Bo3pacTa NAlIMEHTOB COCTaBUJIA
31 mec. IlepBuyHas omyxoJjib JJOKaJM30Bajgach B 00JIACTHA Hal-
MOYEeYHUKOB y 7/11 OOJNBHBIX, BCe MALMEHTHI ObLIU C 4-11 cTa-
nueit 3aboneBaHus (1/11 — 6e3 BbIIBICHMS TIEPBUYHOIO ovyara
C JIoKanu3alueil MeTacTa3oB B 001aCTU OpOUTHI). Y Bcex 00JIb-
HBIX KoHcTatupoBaH YO rmocie 3aBeplleHUs WHAYKIIMOHHOIO
arana tepanuu. [lokazanuem 1js1 00aydeHus1 MeTacta3oBy 9/11
OOJIBHBIX OBIIIO coxpaHeHue HakoruieHuss PDIT Ha cuuHTH-
rpadun ¢ 'BI-MUBT nocie 3aBeplieHUs] MHAYKIIMOHHOMN Te-
parmuu, y 2/11 — coxpaHeHHe MeTacTa3oB, OMNPEACISIEMBIX IIO0
KT/MPT, npu orcyrctBun HakoruieHuss POII. T nposonu-
nack nocie BAIIXT u ayro-TI'CK y 10/11 maruenToB. Menua-
Ha BpeMeHH ot ayTo-TT'CK no Hauana JIT coctaBuia 8 Hen (pa3-
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6poc — 7—15,6 Hem). BceM O0IbHBIM 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 TEepBUIHOMN
onyxonu. Cemb/11 (64 %) nanuenros noayuymnu JIT Ha ouyaru
MeTacTasupoBaHus B go3e 21 Ip. B moje obayyeHus: peuuanuB
cayuuncs y 1/11 6oapHOro (o4yar B KIMHOBUIHON KOCTH 4yepe-
na). Ot [13 ymepnu 4/11 (36 %) 60nbHbBIX, XUBBI — 7/11 (55 %).
Menuana Ha6moneHus — 44 mec. TpexietHsss BPB 1 OB cocra-
Bun 54 % u 80 % cOOTBETCTBEHHO.

BoiBoapl. /IJIT Ha 06jacTh METACTa30B MOXET SIBISITHCS (-
(beKTUBHBIM METOJIOM KOHTPOJISI Hajl 3a00ieBaHUEM Y TallMeH-
ToB ¢ HB rpynmbl BeicOKOro pucka B 1-ii JTUHUM Teparuu B CTy-
Yae OJINTOMETACTUYECKOTO 3200 IeBaHMS.

Cmepeomascuyeckas paguoxupyprus
Memacmamu4ecKux 04aros B ronNoBHOM
Mo3re y pedenra ¢ BHecKenemHoii
capromoii HOunra: KnuHuYeckuii cnyyai

T.C. Porosa', B.. Bomenckuii?, O.C. Perenrosa!,
M.B. Crapxenkas®, A.1. Becnaiosa?, /I.1O. IOpuenko?
'@I'BY PHIIPP Munsdpasa Poccuu, Mockea;

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

AktyansHocTh. CHO 3aHmMaeT 2-e MeCTO cpenu OITyXoseit
KOCTEe M MSTKMX TKaHEel JEeTCKOTO M ITOAPOCTKOBOTO BO3pacTa
1 XapaKTepu3yeTcsl KpaliHe arpeCCUBHBIM TeueHueM. MeTacTa-
TUYECKOE NTopakeH1e roJI0BHOro Mo3ra onpenaeisercay 10—12 %
MMAIIMeHTOB U SIBIISICTCS (DAKTOPOM HEOJIarOIMPUSITHOTO TIPOTHO-
3a. Tak, MenmraHa BEDKMBAGMOCTH Y TTAIIMEHTOB ¢ METaCcTaTHIEC-
KUM TTopaxkeHHeM roJIOBHOTO MO3ra cocTaBisieT 2 mec. BoaMox-
HOCTU XHMPYPIrUYECKOTO JIEYEHUsT 3a4acTyl0 OrpaHMYEHbI M3-3a
JIOKaJIM3allii METAaCTaTUICCKOM OIMyXOJIU MM KOJIMYeCTBa ova-
TOB, a IMOJABJIIONIee OOJBIIMHCTBO XMMHUOIIPETIapaToB He IIpo-
HUKaeT Yepe3 reMaTodHIeDaInIecKuil bapbep, ITO3TOMY METO-
JloM BeIOopa siBiisieTcest JIT.

IHeau u 3apauu — MPOIEMOHCTPUPOBATh KIMHWIECKYIO 3(h-
(peKTUBHOCTh M 0€30MacHOCTh MPUMEHEHUs CTepeoTakCchuue-
ckoit pagmoxupypruu (CPX) mpu mMeTacTaTUYecKOM ITopaxke-
HUM TOJIOBHOTO MO3Ta y ICTE.

Marepuajsl H MeToAbl. B cTaThe ommcaH KIIMHUISCKUN CITy-
Yail yCIeNnTHOTO paMOXUPyPrUIeCcKoro JieueHus pedeHKa, cTpa-
natoiero BHeckeaeTHoit CHO, y KoToporo mocjie KOMITJIEKCHOTO
JIeueHUsI TIpu KOHTPoJIbHO M PT roj10BHOTO MO3ra ¢ KOHTpacT-
HBIM YCUJICHHEM OBLIO BBISIBJICHO MHOXECTBEHHOE MeTacTa-
THYECKOe TOpaXkeHWe TOJOBHOTO Mo3ra. Ouarm xapakTepHu3o-
BaJIMCh CIAEAYIOUIMMHU pa3MepaMu U JoKaiauzalueit: 7 X 4 Mm,
2x2MMHu 2 %X 1 MM B IeBoit reMucdepe Mo3xkeuka, 13 x 11 MM
B JIEBOM MOCTO-MO3XXEUKOBOM YIIIy, 5 X 6 MM 1 2 X 2 MM B Kpa-
HUAJIbHOM OT/IeJIe YepBsl MO3KeuKa, 5 X 4 MM 1 3 X 3 MM B Jie-
BOI1 reMucepe MO3KeuKa Ha YPOBHE YETBEPOXOJIMHUIA, 3 X 2 MM
B TpaBoii reMuchepe Mo3Xeuka; KyMyJISITUBHbBIII 00beM MeTa-
CTaTMYECKUX 09aroB cocTaBui 2,3 cM>. B ycoBusix MeaMkaMeH-
TO3HOTO cHa mnpoBeaeH Kypc CPX Ha JMHEHHOM yCKOpuUTese
Novalis Tx, Varian ¢ sHeprueit odaydennst 6 MaB u cieayromm-
MM HapaMeTpamu HoKpbitus Mutenu: V100 % > 95 %, D, <
150 %. BBumy 6JIM3KOTO pacIioOKeHUs CTBOJIAa MO3Ta, a TakKxKe
BO M30eXkaHKe MPEBbILLIEHUS TOJEPAHTHOM HAarpy3kKu Ha 310pO-
Bble TKaHu rojioBHoro mosra (V 12 Gy < 10 cM®) npeanucanHas
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ouvaroBasi no3a coctaBuia 16 Ip. INosunmoHupoBaHue OBLIO
Mpou3BeaeHO ¢ ucnoab3oBaHuem cuctembl Exactrac (BrainLab).
Ilepuon mociie oOaydyeHUsT MPOXOAua Ha (oHE CTaHAAPTHOM
MPOTUBOOTEYHOU Tepanuu. JlydyeBbIx peakivMili He HabJoaa-
JIOCh, JIeUeHHe MepeHec yI0BAETBOPUTEIbHO.

Pesyabratel. Yepes mecsau nocie mposeaeHusi CPX mpu
KOHTpOJIbHON MPT roioBHOTO MO3ra ¢ KOHTPACTHBIM YCUJIEHU -
eM coryiacHo kputepusiMm RANO-BM 0Oblj1a oTMeueHa cTabuan-
3alds TIpoliecca B TOJIOBHOM MO3Te: perpecc MeTacTaTU4ecKoro
ouyara B JIeBOU cdepe MO3KedKa M odyara B JEBOM MOCTO-MO3-
keukoBoM yriy. CyMMapHBIii 00beM 0YaroB YMEHBIIWJICS Ha
23 % u cocraBuia 1,77 cm?® (panee — 2,3 cm®). I1O Ha Tepanuio
B BUJIE perpecca BCeX paHee OIpelesIBITNXCS METaCTaTHUECKUX
0YaroB OTMEUYEH Yepe3 MOJTro[a MPU OYEPENHOM KOHTPOJIBHOU
MPT ronoBHOro Mo3sra.

Booapl. CPX B meTcKoit OHKOJIOTMY MOXKET 3apeKOMEHIO-
BaTh ce0s Kak 0e30macHbIi 1 3(p(heKTUBHBIN HEM3BA3UBHBIN Me-
ToJ ieueHus1. HeobxonuMbl gajabHeIIMe UCCAeI0BaHUS 110 U3-
YUYEHMIO BIUSHUS PAIUOXUPYPIMUYECKOTO METO/A HAa OpraHu3M
pebeHKa.

NoKanbHblil KOKMpPONb Npu
Memacmamuyeckoii pabaoMuocaprome.

Onbim HMHUL Arou um. Amumpusa PorayeBa

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. KapauyHcknii',
C.P. Bapdonomeena?, JI.10. Kayanos!

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

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

AkTyaimpHOCTh. MynsrumonanbHas Tepanuss PMC ¢ orna-
JIECHHBIMM MeTacTazaMM BKJIIoYaeT B cebst cuctemHyro [1XT
n JIK — onepanumto u/vnu JIT. MexnyHapogHbie UCCIeTOBAHMS
rmokasaju, 4ro nmposenecHue JIK Ha epBUYHYIO OIyXOJIb 1/WIN
MeTacTa3bl 3HAUUTEJBHO YIyJIaeT IPOTrHO3.

IMean m 3amaum — mpoBecTU aHaau3 BIMSTHUSI oObema JIK
Ha MEPBUYHYIO OMYXOJib M MeTacTa3bl Ha IIPOTrHO3 3aboJjieBa-
HUS y MALIMEHTOB ¢ MeTacTaTudyeckoit PMC, moyyyaBIIux mpo-
rpammHyto Tepanuio B HMULL ATOU um. Imutpust Porauesa.

Martepuanast u Metonpl. 3a mepuon 02.2012 mo 12.2019
(94 mec) B HMUL AT'ON um. JImutpust Porauesa mpoJjieueH
181 nauuent ¢ PMC. IlporpaMMHyI0 Tepanuio COrjacHo Ipo-
TokoJy seueHus1 CWS guidance nmosyuwinn 159 60JbHBIX B BO3-
pacte ot 0 1o 17 stet, u3 Hux y 47 (30 %) oTMedYeHbI OTHaJIEHHBIC
MeTacTa3bl. ¥ Bcex mnaiMeHToB TakTuka JIK ompenensiach Ha
MeXAUCHUIUTMHApHBIX coBelaHusx B HMMHWMILL JATOU wum.
HOmurtpust Porauesa. [1pu aHanm3e pe3ynsTaToB JIeYeHUs BbIe-
Jisiics moaHbli v yactTudHbI JIK. TToansiii JIK onpenensiics kak
JIK Ha mepBMYHYIO OMYyXOJb U BCE Pe3UIyalbHbIe METacTa3bl,
BKJIIOYasl mopaxkeHHble peruoHapHble JIY. YacTuuHbiili —
JIK Ha TIlepBUYHYIO OMyXOJIb W/WUJW OAWH pe3uIyaTbHbIi MeTa-
cTa3 u boJiee, BKJItoUas rmopaxkeHHble pernoHapHsie JIY, npu co-
XpaHEHUU IPYTUX METaCcTa30B, He MOABeprHYTHIX JIK.

Pesyasratel. JIK mpoBeneH 46 manmentam. OauH 60Jib-
Hoil He mnoayuun JIK, HuBenMpoBaB TEPBUYHYIO OITyXOJIb
U BCe MeTacTasbl B polecce Tepanuu. JIK Ha mepBUUHYIO OMy-
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XOJIb TpoBeleH 46 malueHTaM B 00beMe: TOJBKO Orepaiust
(n = 11; 24 %), Toapko JT (n = 12; 26 %), onepauus u JIT
(n=123;50 %). OrcpouyeHHas onepaLus Ha IEPBUYHOM OITyXOJIN
nposeseHa 24/46 (52 %) 6onbHBIM B 00beMe: RO (n = 8; 33 %),
R1 (n=15;63 %), R2 (n=1; 4 %). Kaneuanias onepawusi mpo-
BeaeHa 3/24 (12,5 %) naupeHTaM — SKCTUPHALMsI MATKHU, aMITy-
Talusl BEpXHEeil KOHEYHOCTH, YacTU4HasT pe3ekius tpaxen. JIT
nposeneHa 35/46 (76 %) 6onbHbIM: TOILKO JIT (n = 12; 34 %),
nocye onepauyu (n =19; 54 %), no onepauuu (n=4; 12 %). Ilo-
paxeHue pernoHapHbix JIY ormeueno y 27/47 (58 %) nauueH-
toB. JIK Ha pernonapusie JIY niposenex 20/27 (74 %) GOJbHBIM:
tosbko JIT (n = 11; 55 %), ynanenue (n = 5; 25 %), ynaneHue
u JIT (n = 3; 15 %). Onnomy (5 %) nauneHTy IPOBEIEHO yaa-
JeHne ¢ BHyTpuOplomHoi runeprepmudeckoir XT (HIPEC)/
TUIIEPTePMUYECKOM MHTpanepUTOHEeaTbHOW XuMuoIepdy3uei
('MX). Cymmupys, peruoHapHast JTMM@MOINCCEKIINS TPOBEACHA
8/27 (30 %) 6onbHbIM. JIK Ha MeTacTasbl — 11/46 (24 %): ToIBKO
JT (n = 6; 54,5 %), Tonbko omnepauus (n = 2; 18 %), onepa-
st u JIT (n = 2; 18 %). OgHomy (9,5 %) maimeHTy BBIITOTHE-
Ho ymanenue ¢ HIPEC/TUX. PacnipeneneHue 110 JOKaTIU3aUN
meTtacta3oB u JIK: koctu (n = 2, JIT), nerkue (n = 2, ynajieHue),
KaHIIepOMaTOo3 I10 OPIOIIMHE M OITyXOJIeBble KJIETKM B acllv-
Tnyeckoi xuakoctu (n = 2, JIT), otnanennsie 1Y (n = 2, JIT,
n=2,JIT + ynanenue). Hu oquH nalueHT ¢ MeTacTa3aMH B JieT-
KUX He ToJIydaa TOTaJIbHOTO o0ydeHMs. JIBa OOJBHBIX IMOJY-
YUJIM TOTaJbHOE 00JydyeHue OprolHoi mojoctu. Pacnpene-
neHue mo oobemy JIK: momHeblii (n = 16/46; 35 %), yacTUYHBIA
(n = 30/46; 65 %). TpexsnetHsiss OB u BCB Bceil Koroptsl na-
HMeHToB ¢ MeTactatuyeckoiit PMC (n = 47) coctaBuiu
55,3+ 72 % u 51 £ 7,2 % coorBerctBeHHO. TpexneTHsast OB
u BCB B 3aBucumoctu ot oobema JIK: momusiii — 87,5 + 8,3 %
u 81,2 +9,7 %, yactuunsiit — 40 £ 8,9 % u 36,7 + 8,8 % coor-
BreTcBeHHO (p = 0,003 (BCB), p = 0,01 (OB)).

BoiBoapl. JIK Ha TTepBUYHYIO OITyXOJIb M METACTa3bl SIBJISICT-
Cs HEOTheMJIEMBIM KOMITOHEHTOM MYJIBTUMOIATBLHOM TepaIrmmu
¥ UTPaAeT BaXXKHYIO POJIb B YIIYUIICHUU PE3Y/IBTATOB JICUCHUS T1a-
IIMEHTOB ¢ MeTacTatTnueckoit PMC.

JlekoMnpeccuoHHas nanapocmomus
Yy Aemei ¢ CUHAPOMOM
uHmpaabaoMuHanbHol runepmex3uu:

onbim opfHoro Lienmpa

C.P. Tanpmos, JI.I'. Axananse, A.A. KpuBoHocos,
H.H. Mepkynos, !1.B. Teepaos, H.I'. YckoBa, H.C. Ipauen
OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Munsdpasa Poccuu, Mockea
AkTyanabHOCTh. CUHIPOM MHTPaabJOMUHATLHOW TUIEPTEH-
31U Y OHKOJIOTMYECKUX MAllMEHTOB — CTOMKOE MaTOJIOrMYeCcKoe
MOBBIIIEHUE BHYTPUOPIOIIHOTO MOABJE€HUS 3a CYET OOJIBIIOrO
o0beMa OITyXO0JIeBO Macchl, MPUBOJsIICe K IOJTMOPTaHHON
HenoctatouHocTd U AKC. Xupypruueckass J€KOMIIPECCUST —
eAUHCTBeHHbIN 3(pdekTrBHbBIN MeToa JeueHust AKC.

HeJ’[H " 3aJa4YU — OIITUMU3AINA TaKTUKM BEACHUA 1N YIy4d-
HICHME ITPOTHO3a y JIeTEN ¢ CUHIAPOMOM I/IHTpaa6I[OMI/IHaJ'[I>HOI71
TUTICPTCH3NU.

Marepuajsl 1 MeTOIbl. B oTIeIeHNM OHKOJIOTUU U JETCKOM
xupyprun HMUL] ITOU um. JImutpus PoraueBa ¢ ceHTSIOPS
2015 1. mo mrob 2024 1. mpoBeneHo 17 IeKOMITPeCCUOHHBIX JIa-
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MapoCTOMMI Y COOTBETCTBYIOIIEIO Yucia NalueHTOB. TpuHa-
aTh 607abHbIX ObUHM ¢ uarHo3oM Hb 4S craguu (c meTactaTu-
YeCcKUM MnopaxeHueM rneueHu), 2 — ¢ I'b, 1 — co 3PO neuenu,
1 — ¢ HedpobmacToMoil paBoii mouku. MeanaHa Bo3pacTa —
5,8 Mec. JluarHo3 ycTtaHaBJMBaJCsl HA OCHOBAHWUM THMCTOJIOTH-
YECKOT0 M/WIN KIIMHUKO-BU3YaJTN3alIMOHHOTO 00C/IeI0OBaHMS.
IMauuveHTaM MPOBOAWIUCH U3MEPEHUE BHYTPUOPIOIIHOIO NaB-
JIGHUsSI U OKPYXXKHOCTHU >KMBOTA, OLEHKa (PYHKIIMU AbIXaTeb-
HOU (YMCJIO AbIXaTeJbHBIX IBMXKEHUM, MaplMaibHOe JaBleHNe
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 JIamapoCTOMUU SIBJISLIOCH COYETaHUE YCTAaHOBUBILICHCS
BHYTPUOPIOLIHOM TMIIEPTEH3UN U TUCHYHKIINN, KAK MUHUMYM,
ONHOI M3 CHUCTEeM oOpraHm3Ma (JbIXaTeJbHOU, CepaeyHO-COo-
CYIMCTOM, MOYEBBIAEINUTEbHO ). JIeKoMITpecCMOHHas Janapo-
CTOMMSI BBIMOJTHSIACH ITyTEM MOMEPEYHOM, ocepenrHe MEXIY
MEUEBUIHBIM OTPOCTKOM U IMTyTTOYHBIM KOJIbLIOM. ¥ YacTu aeTei
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 LIIBAMU HaJl TUIACTUHOM, Y | manueHTa B CBSI3U
C BbIPAXXEHHBIM MAacTa30M paHa Bejach 03 YIIMBAHUST KOXU
(oTkpbITO). MHTpaomepalluOHHO MPOBOAUIICSI MOHUTOPUHT IS
OLIEHKY TUHAMMKU COCTOSTHUS O0OJIbHOTO (IbIXaTeIbHbIA 00BEM,
CepIeYHO-COCYAUCTas AeATeNbHOCTh). OMHOMOMEHTHAasI OMOII-
cus meyeHu BbinosHeHa B 11 ciyyasx, y 1 mauueHTa — 6uorcust
nepBUYHOM omnyxoiu, y 10 — metacta3sl HB B rreuens, y 6 omorn-
CUS HE TIPOBOAMIACK.

PesyabraTel. IHTpaoIiepalilioOHHBIX OCJIOXHEHUN HE OBLIO.
OcnoXXHEHUs B TOCJIEONICPAllMOHHOM ITIeproe HaOIIooaINCh
y 5 MalUMeHTOB: KPOBOTECUCHME M3 MSITKMX TKaHEil IepemHeit
OPIOITHOM CTEHKH — 1; HarHOECHWE paHbI — 1 ; HECOCTOSITCIIbHOCTD
JTaITapOCTOMBI — 2; TIOJKOXHasl TeMaToMa ¢ HEeKPO30M yJacTKa
MSITKUX TKaHEl OT claBieHus UX rematoMoit — 1. ¥V 2 60JbHBIX
pa3BIIIach HEKOpPpErmpyemas moJInopraHHasi HeIOCTaTOUHOCTh
BcaencTsue mporpeccupoBaHuss AKC. B 7 ciydasix BbIMOJIHE-
HO yHaJleHWe CeTKM U PEKOHCTPYKTHMBHO-ILIACTHYECKOE BOC-
CTAHOBJICHUE IIEJIOCTHOCTH BCEX CJIOEB IIepeaHEil OpIOIIHOM
CTEHKM: 6 — IO 3aBepIICHUN JieueHUs Ha (OoHe CTaOUIM3aluu
OCHOBHOTrO 3a00JieBaHus, 1 — Ha 54-e CyTKU mocjeonepauuoH-
HOTO TIeprofa 110 IIpUINHE HaTHOSHUS B 00JIACTH TTOCIeoIepa-
MOHHOTO pybma. JdecdaTy MmamyeHTaM JlarapocToMa He yaars-
JIach: 4 — MO MIPUIMHE OMOJIOTMIECKOM cMepTH B HameM LleHTpe
Beaenacteue [13, 1 — Beimucan Ha 131-e cyTku mocieornepaiu-
OHHOTO ITepHoIa TS MAJTTMATUBHOM TepaITuU 110 MECTY SKUTEIThb-
ctBa o npuuuHe [13. Ia1b (29,4 %) 13 17 GONBHBIX yMEPJIU OT
113, 12 (70,6 %) 3aBeplLuniIn MPOrpaMMHYIO TEPAIIUIO.

Boonpl. [Ipu passutunm AKC mekomIpeccMoHHasI jaria-
pOCTOMHS BO BCEX CIyJasx ITO3BOJIMIA YCTPAHWUTh SIBJICHMS
TIOJTMOPTAaHHOM HEIOCTATOYHOCTH Y MAIMEHTOB CO 3JI0OKAYECT-
BEHHBIMU OIIYXOJISIMH OPIOITHOM ITOJIOCTU W MPOIOJIKUTH KOH-
CepBAaTUBHYIO TepaIuio.
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fMpoponxmumenbHocmb gonycmumol
MennoBoil UuwWemMuu neyeHu B 3aBucumocmu
0m Bo3pacma. JkchepuMeHmanbHoe

uccneposanue

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 (CUPIT) sBnsercs akTyaabHOU
npo0seMoll renaToOMIMapHONW XUPYPTUU BCIEICTBUE YaCTOW
HEOOXOAMMOCTU TMPOBEAEHUSI DPE3EKLUU TEYEHU B YCIOBUSIX
TotanbHOU cocynuctoir n3onsiuu (TCH), uto yBennuuBaer
BEPOSITHOCTh PA3BUTHUS TSIXKEJIOW MOCTPE3EKIIMOHHON MeYeHOoY -
HOU HeaOoCTaTOYHOCTU. [10 JaHHBIM JTUTEPATYpPbI, JOIMYCTUMOE
Bpemsi TCU y B3pocibix maiueHToB coctapisier 40—60 MuH,
MPU MPEBBILIEHUN TOTO 3HAYEHUSI HEOOXOIMMO BBITIOJHEHUE
psila UHBa3UBHBIX MeP, OOBEIMHEHHBIX TEPMUHOM «XOJIO[OBAsI
nepdy3us neyeHn». B HacTosIee BpeMsi He U3YYEeHbl OTJIMYUS
B TojiepanTHOCTH K CHUPII y meteit 1 B3pOCIBbIX TTALIMEHTOB, HE
ompeesnieHo noporosoe 3HadeHre TCU miis repBoit Kateropuu.

He.]'[lfl N 3aJa494 — aHaJIN3 HAJIMYUA 1 CTCIICHU BBIPA2KCHHOCTU
pa3JII/I‘{I/II7I B TOJICPAaHTHOCTHU K TEIUIOBOU MILIEMUY IIEYEHU Yy ae-
TeU 1 B3pOCJIbIX B paMKaX 9KCIICPUMECHTAJIBHOI'O UCCIICAOBAHUA
Ha Ha60paTOprIX MOOCIAX.

Marepuajibl 4 MeToabl. /{7151 IpoBeaeHUsT UCCICI0BAHUS UC-
MOJIL30BaHO 25 caM1IOB OeJbIX KpbIC TMHUM Wistar pa3IM4YHOro
Bo3pacrta (3, 6,9, 12 Hen). B ycioBUsSIX MHTJISILIMOHHOM aHECTe-
311 BCEM >KMBOTHBIM BBIITOJIHEHO OIEPaTMBHOE BMEIIATEIbLCTBO
C COCYIMCTON M3ossuKeil B TedeHre 60 MUH M OOLLIMPHOM pe-
3ekuuei nedyeHu (okoso 75 % obwvema). MHTpaornepaiimoHHO
BBITTOJIHSIIM 3a00p KPOBU TSI OMOXMMMYECKOTO MCCIeI0BaHMS,
OuoNTaThl TKAHW MEYEHM OTIPABIISUIM AJII TMCTOJOTMYECKOIO
ncciegoBanus yepe3 30 u 60 MuH umemnuun u yepe3 30 MUH OT
Hauaja pernepdysuu. B mociaeornepalilmioHHOM IepUoOae Peru-
CTPMPOBAJIU JIETAJIbHbII MCXOM U BpeMsl ero HactyruieHus. Ha
3-e u 7-e CyTKM BBITIOJIHSIM MTOBTOPHBIN 3a00p KPOBU, OLICHU-
Banu ypoBHu ACT, AJIT, obiero ounupyouna, JIAT. Ha 7-e cyt-
KU WM paHee, B cllyyae TMOe/IM XXKUBOTHOIO, BBIMOJIHSIA pejia-
IapOTOMUIO, ayTOIICUIO TKaHU IedyeHu. [1pu rucToaornyeckom
MCCJICIOBAHUM ONpPEIe/IsUIM CTeIeHb HEeKpo3a, aroITo3a, oaji-
JIOHHOH NereHepanunu, HeUTpohUIbHON MHGUIBTPALIUM U XKU-
POBOI1 AUCTPO(DUU TeNaTOILUTOB.

Pesyabratel. M3 25 mpoomnepupoBaHHbBIX XXMBOTHBIX B Te-
YyeHue 2 4 rnocjie onepauuu norudia 21 ocodb, CTaTUCTUUYECKU
3HAYMMBIX PA3JIMYMil B YaCTOTE U JUTUTETbHOCTH BBLKUBAEMOCTH
B 3aBMCUMOCTH OT Bo3pacTa He roiydeHo (p = 0,247). Haubosnee
BEPOSITHOM TPUYMHOI OblJIa HEBO3MOXKHOCTb aJleKBaTHOI BOJIe-
MMYECKOI Harpy3ku. bruoxuMuueckue OTKJIOHEHUS ObLIM Hau-
0oJjice BbIpaKEHHBIMM Ha 3-U1 IMOCJICONepallMOHHbIE CYTKU, He
MMeJIM OJHO3HAYHOM CBSI3M MEXIY BO3PacTOM M pa3IMYHBIMU
rnokasaresiMu. [1py rucToOrn4ecKoM MCCIeAOBaHUM TT0Ka3a-
TeJU afnorro3a, HeHTpopuaIbHONM UHGUIbTpALIMU, PUOPOTHUE-
CKUX U3MEHEHUI, a TAKXKE CYMMapHBIii 0ajl1 UBMEHEHUIA CTaTh-
CTUYECKU 3HAYUMO OTJIMYAIMCh MEXIY I'pyNIaMUu pa3iuyHOIo
BO3pacTa B 3aBUCMMOCTU OT JUIMTEIbHOCTH UIIEMUU TTeYSHU —
KpPBICHI B Bo3pacte 3 U 6 Hell (10 MOJ0OBOr0 CO3pEeBaHMsT) UMEJIU
OOJIBIIIYIO TOJIEPAHTHOCTD K JUIMTEIbHON UIIEMUU TIEYCHU, YeM
B3pOCJIbIE OCOOU.
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BoiBoapl. B pamkax sKcrepuMMeHTaJbHOIO HCCeI0BaHUS
MOJIyYeHbl CTATUCTUUYECKU 3HAUMMble OTJIMYUS B TOJEPAHTHO-
CTM K MIIEMUU TI€YEHU B MOJIb3y OCOOEI, COOTBETCTBYIOLIMX
JIEeTCKOMY Bo3pacty. [cTosornyeckoe uccieaoBaHue U3MeHe-
HUI MapeHXUMBbI TIPU PE3eKLUIX MeYeHU y JeTeil U B3POCIbIX
MalueHTOB MO3BOJUT 3KCTPANoOAMpOBaTh MOJMYYeHHbIE TaHHbIE
B KJIMHUYECKYIO MPaKTUKY W OMNpPeae]UTh AOMYCTUMOE BpeMsi
TCH nieuenu 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
Haceaenus Pecnybauku Tadxcuxucman, Jlywanobe

AKTyasbHOCTh. OITyX0JIM HOBOPOXIECHHBIX BCTPEYAIOTCS
JOCTATOYHO YacTO, 3JIOKAYECTBEHHBIE OMYyXOJM HaOIIoAaloTCs
y 0,25 % moruGImx riIogoB U1 HOBOPOXaAeHHBIX. CBOEBpEMEH -
HO€ JICYeHUE OITYyXOJIM ITO3BOJISICT M30eKaTh pa3BUTHUSI HeoOpa-
TUMBIX KOCMETUUYECKNX Te(EKTOB, a IIPU TaKMX HOBOOOpa30Ba-
HUSIX, KaK omyxoib BuibMca, mooutkes 100 % wnsneyeHust 6e3
OITACHOCTH TTOCJenyomiero penuanba. OnepaTuBHOE yaaleHNe
OITyXOJIX B TIEPBBIC MECSIBl XW3HU peOEHKa JaeT TapaHTHIO
TOJTHOTO BBI3IOPOBJICHMSI.

eau u 3a1a4M — U3YYUTH PE3YJIBTAThl XUPYPTUYECKOTO Jie-
YEHUs OMyXoJiell y HOBOPOoXXAeHHBIX 32 2021—2023 IT. B AeTCKOM
otnenenun I'Y POHLI.

Martepuast u MeToapl. 3a 2021—-2023 rT. B 1€TCKOM OTAEJIe-
nuu ['Y POHLI 3apeructpupoBatsbl 145 mepBUYHO BHISIBIECHHBIX
OOJIBHBIX AETEH CO 3710KaYeCTBEHHBIMU omyxoysiMu. M3 Hux 11
B Bo3pacte 10 | mecsaua. [To Hozonoruu: 2 ¢ sMOpUOHATBHBIM
pakoM TeuyeHu, 4 ¢ KPeCcTIIOBO-KOMMIYMKOBOM TepaTodIacTOMOM
U | pebeHOoK ¢ TepaToOIaCTOMON OPIOIIHON MOJIOCTU U 3a0pIo-
IIMHHOTO MPOCTPAHCTBA, 3 MallMEHTa C CAPKOMAMM MATKUX TKa-
Hell u 1 ¢ HeppobiacToMOi 3KTONMUpPOBaHHOM Mouku. M3 HuX
y 5 GOJIBHBIX POJUTETN HAXOIITCS B OJIU3KOPOJCTBEHHOM Opake.

Pesynwratel. B omdenenue demckoii onkonoeuu I'Y POHI] 6bi1
Hanpaenex Ho8opolicOeHHbLil, Komopomy 6bi10 20 dneti. Co ca108 po-
dumeneil onyxons onpedeauru 10 Orneil Hazao, Koeda mama Kynaia
pebenka. Pebernok om I-ii 6epemennocmu, 6pax HebAU3KOpodcm-
eennulil. Hacnedcmeennocms ne omseoujena. Mecmuo: npu nane-
nayuu 6 6prWHOL NOA0CMU onpedensiemcs OnyxXonesudHoe oopaszo-
eanue pazmepamu 8 X 6 cM, NAOMHOU KOHCUCMEHYUU, NOOBUIICHOE.
Pebenok o6caedosan. Ilpu Y3HU OFII u 3abprouwiutHo2o npocmpa-
cmea 6 npoeKkyuU 1e80ll NOYKU UMeemcs onyxoneguoHoe o0pazoea-
Hue pasmepamu 6,8 % 7,5 cm. KT OBII u 3a6prowurtoeo npocmpa-
cmea: Kapmuna 00seMH020 00paA308aHUs 8epXHE20 NOAKCA €Ol
nouku. Iloo koumposem Y3H npouszeedena nynkuyus 006pa3o6anus.
Lumonoeuueckoe 3axaouenue: Heghpobnacmoma. Ilposeden koucu-
AUYM € yHacmuem HeoHamoA0208, He8POA0208 U AHECMEe3U010208 NO
no6o0y @vinoaxenus Hegpskmomuu cieea. 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 1e80i NO4KOU.
Ilpu 6videnenuu 0bpazoganusi OHO He UCXO0UM OM N€80U NOUKU.
Jlesas nouxa obwviunbix pazmepos, 6e3 namonoeuu. Obpazosanue
pazmepamu 6 X 8 cm cnasuto ¢ oprouwtroli aopmoit. C mexHuyecku-
MU mpyoHocmsamu onyxons yoansena. Ilpu paspesze noueunas mkamo,
Hanpaenena 045 eucmonozuteckoeo uccaedoganust. Ilocareonepayu-

PA3AEN V

OHHbLI nepuod npomekan xopouto. lucmonoeuueckoe 3axKawuerue:
Hegpobaacmoma 3Kmonupogannoi nouku. Pebenok evinucan Ha
9-e cymku nocne onepayuu 8 y0061emeopumesbHoM COCMOSHUU.
B dannviii momenm pebenok Haxooumcsi Ha yueme. Peyuodue onyxo-
AU He ommeHaemcsi.

BoiBoapbl. YuuTbiBasi MajieHbKMIT Bo3pacT (10 1 Mecsia), ae-
TSIM CO 3JI0KaUYeCTBEHHBIMU OITyXOJISIMU TTPOBEACHIE KOMITJIEKC-
HOrO JIeYeHUs] HEBO3MOXHO M3-3a YSI3BMMOCTH HEKOTOPBIX
(byHKLIMIT OpraHr3Ma HOBOPOXIeHHOro. Mcxoas U3 3Toro, ajib-
TEPHATHUBHBIM METOHOM JICUCHUS OIYyXOJIeil Y HOBOPOKICHHBIX
OCTaCTCST XUPYPTUICCKUIA.

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. IpaueB
OIBY «HMHUI] ITOU um. JImumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea

AKTyaJIbHOCTb. AHATOMHWYECKHE PE3eKLUMHU JICTKUX Y JeTeil
B TOM UJI1 MUHOM 00beMe, HauMHasl C CETMEHTAKTOMUU U 3aKaH-
yyBas MMHEBMOHAKTOMMEN, TPEACTABISIIOT COOOM peaKuil BUJ
orepauuy B IMPaKTUKE IETCKOTO XMpypra OHKOreMaToJiorhye-
CKOTo cTaloHapa.

Heﬂﬂ N 3aJa49M — ITPOBECTU aHAJIN3 COOCTBEHHOTO OITbITA BhI-
ITOJTHCHUA aHATOMNYCCKHNX pCSCKHI/Iﬁ JICTKUX Y JIETEN.

Marepuajsi 1 MeToabl. 3a niepuon ¢ ssuBapst 2012 1. mo aBrycT
2024 1. B yCIOBUSIX OTAEIACHUSI OHKOJOTMU U AETCKOU XUPYp-
run HMUL ATOU um. JImutpust PorayeBa ObIJIM BBITTOJTHEHBI
53 anaToMuueckue pe3eKiuu Jierkux y 53 mammeHnton. Pacmpe-
JejieHrue 1o 1ojy: 24 1eBouyku U 29 MaabuyuKOB, BO3pACT — OT
4 mecsues 12 nueit no 19 net 1 mecsia. [TaureHTHI C BTOPUYHBIM
MOpaXkKeHUeM JIETKUX COJIMAHOI OIyXosibio cocTaBwiun 39,6%
(n=21), u3 Hux 11 — mamments! ¢ OC. Bropyto rpymmy odpazo-
Baiu 16 (30,2 %) GOJTBHBIX C TIEPBUYHBIMU OITYXOJISIMU JIETKOTO
u OpoHXa; cpenu HUX HamboJee 4acTo BCTPEYAIUCh MaIlMeHTHI
(n = 8) ¢ BocnajauTeJbHOM MUODUOPOOIACTUUECKON OIMyXOJbIO
(BMO). Tpetbio rpyrmny cocTaBuin 14 mauueHToB ¢ MHMEKIIM-
OHHBIM TTOPaXXEeHUEM JIETKNX Ha (poHEe OHKOTeMaTOJIOTMUYECKOTO
3a00JIeBaHUS WA MMMYHOIE(HUIINTA, U3 KOTOPBIX 8 OBLIN IIPO-
OTIepUPOBAaHBI IO MMOBOY MHBA3WBHOIO MUKO3a JIETKOTO, 6 — 10
MOBOIY XPOHUUYECKOIO I'paHyJeMaTO3HOro BocnaieHus. B yer-
BEPTYIO IPYIIITY BOLLIM IETH C APYTMMH 3a001€BAHUAMM (9XMHO-
KOKKO3 Jilerkoro — 1, 6one3nb Kactiemana — 1). B 3aBucumoctu
OT 00BbeMa PEe3eKIUU MAPEeHXUMBI JISTKOTO OBUIM BBITTOJTHEHBI
CeaylolIe OTepaluy: aHaTOMUYecKash CEerMEHTIKTOMUS —
11 (cpenu Hux — 1 pe3exiys 60a3aabHON MUPAMUIIbI), U3 HUX —
3 TOpakOCKOMUYECKHE Orepaluu; aHaToMuyeckasi JOO03KTO-
mus — 35 (cpenu HUX — 3 OMIIO03KTOMUM ), M3 HUX — 10 Topako-
CKOIMUYECKUX Orepaluii (2 KOHBEpPCUM); MTHEBMOHIKTOMUS — 7.

PesynsraTel. UHTpaoriepallioOHHBIE OCIOXHEHUSI OTMEUEHbI
B 9,4 % ciaydaeB (3 — KpoBoTeueHHe, | — TaMIIOHaga cepiua,
acucroius, 1 — mepeceyeHue auadparMajibHOTO HEpBa); IO-
cieornepalnoHHbie — B 5,7 % ciiydaeB (2 — ocTpasi cepaecuHo-
cocymucrasg HemoctarouHocth, 1 — JIH III cremenu). ¥V Bcex
MNalMeHTOB C OIyXOJsIMHU JIeTKUX JocTurHyta RO-pesexiius.
Cpenn «CTaHIAPTHBIX» ONEPATUBHBIX BMEIIATEILCTB OBLIO BbI-
MOJIHEHO HECKOJbKO HeXapaKTEPHBIX IS IEeTCKOro BO3pacTa:
1) maunenTka, 16 ner 1 mecsiua, ¢ BMO BepxHeii 101 JI€BOrO
JIETKOTO, BEITIOJTHEHA BEPXHSIS IOOIKTOMUS ¢ IIUPKYISIPHOI pe-
3€KIIMEN U TJIACTUKOM JIEBOW JIETOUHOW apTepUu, LIMPKYJISIPHON
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pe3eKIKel U TIacCTUKO JIEBOro IIaBHOIO OpOHXa; 2) MalueHTy
10 net 3 mecsueB ¢ JIMKO npaBoro reMuropakca U maiuueHTy
7 net 9 MmecsleB ¢ MeTaCTaTUUYECKMM pelUaAuBOM HedpoObJa-
CTOMBI C TOTAJIbHBIM MOPaXEHUEM T'eéMUTOpaKca KpoMe aHaTo-
MUWYECKUX PE3eKIIMiA JIETKOrO BBIMOJHEHAa BHYTPUILIEBpaIbHasI
runeprepMuueckas xumuonepdysus; 3) mauudeHTke 14 et
9 MecsI1IeB ¢ aTUITMYHBIM KapLIMHOMIOM JIEBOTO TJIaBHOTO OPOH-
Xa BbIMOJTHEHA Pe3eKI1s JJEBOTro IMaBHOro OpoHXa ¢ MIaCTUKOM;
4) matmeHTy 12 et 7 Mecs1ieB ¢ MeTacTaTMUYEeCKUM MOpaKeHUEM
Jgerkoro OC BbIMOJIHEHA aHATOMUYECKasl pe3eKns 6a3aabHOi
MUpaMUIbI JIEBOTO JIETKOTO; 5) 5 malMeHTaM KpoMe aHaTOMUyYe-
CKOW pe3eKIIMHU JerKOro BbIMOIHEeHAa JUMMOIUCCEKIIHS.

BbiBoapl. AHATOMUYECKUE PE3CKIINHU JIETKNX — 3TO PeAKUe
BUIBI OTepalliii, TTIPOBOAUMEIC Y IMAIIMEHTOB IETCKOTO BO3pa-
CTa C COJMUIHBIMHA OHKOJIOTMYECKUMHM 3a00JIEBAaHUSIMU, TEMO-
Oyracro3aMu 1 UMMyHoAeduLIMTaMU. Takue BMeIIaTeIbCTBa He
MOCTaBJICHHI Ha ITOTOK, B CBOEM POJic YHUKAIbHEI U TPEOYIOT OT
OIIepUPYIONIETO XUPYPTa IOCKOHATBLHBIX 3HAHNI aHATOMUM JIeT-
KOTo, B YaCTHOCTU, CTPOSHUSI OpOHXUATBLHOTO AepeBa U OCOOEH-
HOCTe# KpOBOOOPAIICHNS, a TAKXKE BIIaJICHUS TEXHUKAMM U Me-
ToZaMHU PEKOHCTPYKTUBHO-IIACTUIECKOM XUPYPTUH.

ManounBa3uBHas Xupyprus B neyexuu
nemeii ¢ pabagomuocapkomoi

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 cerogusamamii neib B PO meronmka ma-
JIONHBA3MBHOUW XUPYPIUM y MaLlMEHTOB € MapaMeHUHIreaaIbHO
PMC He BHeapeHa B IIMPOKYIO TMPAKTUKY OHKOJIOTMYECKUX
cranmoHapoB. HeBbicokast yactoTta BcTpeyaemoctu PMC ma-
paMeHUHTealbHON JIOKalIM3aluuu y AeTeil TakxkKe 3aTpyaHsieT
KOHLIEHTpALIMIO MallMeHTOB C TaHHOI MaToJIorueit, 4To, B CBOIO
oyepeab, OrpaHUYMBAET BO3MOXHOCTD JIJ11 CUCTEMHOIO aHaIu3a
C OLIEHKOM 2(P(PEeKTUBHOCTU TaHHOTO METO/1a JIeUEHMUSI.

eau n 3agaum — onieHKa 3 HEKTUBHOCTU MAaJIOMHBAa3UBHOMN
xupypruu B jiedeHurn PMC napamMeHUHTeaIbHON JTOKAIU3allui
y IeTeil Ha OCHOBAaHWM MUPOBOTO OIBITA, OLIEHKA BO3MOXKHO-
CTM BHEIpeHUs MaHHOUW TexHosoruu B ycioBusx P®. Ilepen
KJIMHUYECKUM OHKOJIOTAMU W OHKOXUPYPraMu BCTA€T PE30H-
HBIII BOMPOC O HEOOXOAMMOCTU MUHUMHU3ALMU TOCIEICTBUIA
XUPYPTUYECKOTO JICUEHUSI C COXpaHEeHHEeM 0a30BOr0 MpUHIMIIA
xupyprudeckoro yieueHuss PMC — MakcuMaabHO paiuKaabHOTO
yIajJeHusl OIyxoju. BHenpeHue TeXHOI0TUY MaJIOMHBA3UBHOMU
XUPYPTUU HMMEET KIIOUYEeBOE 3HAUEHUE B JICUYCHUM IMAIMEHTOB
¢ PMC napaMeHUHTeanbHOU JTOKAIU3AIUH.

Marepuaist u MeToabl. [IpoBeneH aHaIU3 TaHHBIX INTEPATY-
PBI OTHOCUTEJIPHO BO3MOXKXHOCTEI MaJOMHBA3MBHON XUPYPIUU
115t manmeHToB ¢ PMC mapaMeHMHTeaTbHOM JTOKATU3alNT 1 e
BIMSTHUSI Ha TIPOTHO3 IT0 OCHOBHOMY 3200JI€BAaHUIO OTHOCUTETb-
HO TPagWLIMOHHBIX TEXHUK XMPYPTUICCKOTO BMeEIIIaTeIbCTBA.
IMonpo6HO pa3obpaHa pob XUPYPTUUECKOTO JICUCHUS] B KOH-
TEeKCTe MYJBTUMONAIBHOTO TToaxona B JeueHun PMC mapame-
HUHTEaJTbHOM JIOKAIM3allui, a TakKe IPOBEICH aHaJIM3 3BO-
JIIOIIM TaHHBIX TMOIXOMOB KaK B MCTOPUUYECKOI MEPCIIEKTUBE,
TaK ¥ C TOYKU 3peHUs OYAYIIMX HampaBieHUI pa3putus B PO
¥ B MHDE.
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PesynbraThl. Pesynbratel aeyeHus PMC mapaMeHMHreanb-
HOW JIOKaJIU3allluu OCTAlOTCS HEyIOBJIeTBOpUTEIbHbIMU. [Ipu-
MEHEHUE aJeKBaTHOTO XUPYPTUIECKOTO MOCOOUST B COOTBETCT-
BYIOILIEM OOBbEeMe IMO3BOJIMJIO 3aMETHO YJIY4YIIWTh TMOKa3aTeau
OB u bCB. BHeapeHue B NMpakTUKY COBPEMEHHBIX MaJIOWHBA-
3UBHBIX METOIUK C SHAOCKOMUYECKUM JOCTYIIOM I103BOJSIET
MPU COXPAHEHUU PAAUKATbHOCTHU JICUEHUST TOCTUYb HAUTYUYIINIX
rnokasartesieil OTHOCUTEIbHO OTAAJIEHHBIX TTOCTAENCTBUI, OCTPBIX
OCJIOKHEHUI U MUHUMHU3UPOBATh PUCK HApYIICHUST TaliMUHTa
Teparnuu.

BbiBobl. YUMTHIBAasi COBPEMEHHbIE pEaJIMi, METOJOM BbI-
Oopa sIBJISIETCSl METOAMKA MaJIOMHBa3WBHOW xupypruu. KoH-
LIEHTpallisl TAlMeHTOB ¢ TapameHuHreanbHoit PMC B cme-
IMAJTU3UPOBAHHBIX 1IEHTPAX C OOJIBIIMM OITBITOM TTPOBEIECHUS
MaJIOMHBAa3MBHOM XUPYPTUU TTO3BOJIUT Hanbosiee IMMPOKO pac-
MPOCTPAHUTD TAHHBIN BUIL XUPYPTUIECKOTO JICUSHUSI.

PA3AEN V
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Paspen Vi

MEAWRO-COLUMANDBHAA IKCNEPTU3A, PAHHAA PEABUJINTALINA,
NCUXO0NIOrMA W NCUXHATPUA B AETCHKON OHKONOT UK
U TEMATOJIOTHH

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

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

AkTyanpHOCTh. [IcXx0O3MOIIMOHANIBHAS TTONACPIKKA SIBISIETCS
CUCTEMOI TPaKTUIECKUX HABBIKOB, KOTOPbIEC TIPUMEHSIIOTCS pe-
TYJISIPHO (2 He pa30BO) B MHAMBUIYAIbHBIX KOHTAKTaX C KaXKIbIM
YYaCTHUKOM B3aUMOICHCTBUSI.

Ilenu W 3apa4u — CHMXKEHME YPOBHSI TPEBOXHOCTU B CTa-
LIMOHApax U TepareBTUYECKU 3(DGHEKT OT OOILIEHMS, KOTOPbIi
MTOJIOKUTEIBHO CKa3bIBaeTCsI Ha (DU3MUYECKOM M MOPAJIbHOM CO-
CTOSIHUM TTallMEHTOB, UX POACTBEHHUKOB, Bpaueil M IepcoHalia
OonbHULIBLI. [MoGanbHas 3amavya opraHuzauuu AHO «3JJECb
C TOBOWM» — cpmenaTh M3 HAHHOI AESTEIBHOCTH BOCTPEGO-
BaHHYI0 Tipodeccuto. OCHOBHBIE 3aJauyM: CONCHCTBHE B BOC-
CTaHOBJIEHUU (DU3NYECKOTO U SMOLMOHAIBHOTO OJ1aronoyqust
MMalMEHTOB Yepe3 UTPOBOE B3aUMOICICTBUE; afanTalus IeTei,
MOAPOCTKOB U MX CEMeii K YCJIOBUSIM HAaXOXISHUsI Ha TOCIIUTA-
JIU3alu, CollMaar3alus Yepe3 MHAUBUIYaIbHbIE U TPYIOBLIC
dopmbl 001IeHUST; POPpMUPOBAHKME MO3UTUBHOIO OTHOILIECHUS
K CJIOXXUBILICIMCSI CUTyallMu, TMOJIEPXKKa MOTHUBALIUU IS TIPO-
JOJDKEHUSI JICUSHUST, pa3BUTHE TBOPYECKOTIO MOTEHIIMAIa U ca-
MOBBIPaKEHMS BO BpEMsI JICUSHMUS.

Martepuansl 1 MeTOAbl. AKKYpaTHOE MpPUBJIEYEHUE BHUMA-
HUS C TIOMOIIIBIO KOCTIOMOB, aKCECCyapoOB, PEKBU3UTA, THATO-
roB. JlenTWKaTHOE BOBJIEYEHWE B IMPOILIECC UTPOBOTO OOIIECHUS
U COBMECTHOTO B3aumopneiicTus. MMnpoBusanus, akTepckoe
MAacTepCTBO, OPATOPCKOE UCKYCCTBO, BOKAJ, IMPKOBbIE HABBIKH.
ITpuHUUNB pabOTHI: JOOPOBOIBLHOE yYacTHE BO B3aUMOIEUCT-
BUU; MPOBEICHUE UTPOBOTO OOIIIEHUS B COOTBETCTBUM C HOpMa-
TUBHO-TIPABOBOM 0a30i1 OXpaHbI TPyAa, XXU3HU U O€30MaCHOCTH;
PEeryJIsIpHOCTh BCTped. MeaulMHCKUE KJIOYHBI — YHUBEpPCab-
HbIE CIIELIMATUCTBI, KOTOPBIE YMEIOT BCE: MOKa3bIBaTh (POKYCHI
U XXOHIJIMPOBAaTh, METh U TaHLEBaTh, IIIYTUTh U MOJYaTh, CIy-
1IaTh U CJBIIIATH, TJIABHOE — HE OpaTh Ha Ce0ST 9MOLUU APYTUX
JIIOJIeli, a TPOCTO OBITH PSIIOM, B KAKOM OBl COCTOSTHUM HU HaXO-
JIVJICST YETTIOBEK.

PA3QEN VI

PesyabraTel. CHIDKEHIE TPEBOXHOCTU U TIOBBIIIICHUE YPOB-
HSI aJanTaiy, MOTUBAIIMH, a TAKXKE TIOJIOKUTEIbHASI ITMHAMUKA
COCTOSTHUSI TIAIIMEHTOB, KOTOpasi MPOSIBIIICTCSI B MTHOBEHHOM
W IOJITOCPOYHOM YIYUIICHUN HACTPOCHUS M CaMOYYBCTBHSL.
Pa3BuTHe TMYHOCTHOTO MOTEHIINANIA, YBEPEHHOCTH B cebe, o-
3UTUBHOTO HACTPOsI. OT3BIBHI MAIIMEHTOB, POACTBEHHUKOB, Bpa-
yelf 1 MeIULIMHCKOTO ITepcoHana. [IpurnaiieHne MeTuIIMHCKIX
KJIOYHOB K YYaCTHIO B MMPA3THUIHBIX MEPOIIPUSITHUSX, TIPOBOIM -
MBIX IUISI CeMel, HAXOMSAIIMXCS Ha rocruTaan3anui. CheMKU
TeJICBU3MOHHBIX CIOXKETOB M JOKYMEHTAJIBHBIX (DMIBMOB O CO-
TpymHUYECTBe KIOYHOB ¢ LleHTpoMm. CuTyannm ycmexa, KOTO-
pBIe ONMMCAHBI B TIEPBOM KHUTE O pabOTe KIOyHA B OOJIBHUIIAX
«OTOT MyTh HaYMHaETCd 37eCh». ABTOp KHUTH — Jlepuka JIy-
KuHa, xioyH Tuk-Tak u aupexkrop AHO «3JIECH C TOBOM».
LleHTp MHOTO JIET B3aMMOACHCTBYET C OPTaHU3AIIUSIMH, Pa3BH-
BaIOIIMMU MEIUIIMHCKYTO KIoyHany. Bo Bpemst maHmeMuu mmoce-
IIeHUS KJIOYHOB IpekpaTtuiuck. B mae 2024 . ¢ AHO «3[1IECh
C TOBOW» moamucan noroBop o corpyaHudectse. C 3TOro
MOMEHTA M IO KOHIIA JieTa CoBepIneHO 10 KIOYHCKMX BEIXOIOB.
Oo61mee BpeMsT HAXOXICHUSI KJIOYHOB B OOJBHMIIE COCTAaBHIIO
27 945 muH. 3a 3T0 BpeMsI KIIOYHBI ITOOOIIIAINCH C TTAlIMEHTAMM,
WX POACTBEHHUKAMM, BpadyaMU U TIEPCOHAIOM KJIMHUKH, B 00-
mieit cymme o1o 1110 yemoBex.

BoiBoapl. PerynspHas mcrxo3MOLMOHAIbHAS TIOAIEpKKa
CONEICTBYET 3MOLIMOHAILHOMY OJIarOMoJydyUio MAllMeHTOB, MX
cemeili, Bpaueil M1 MenMUMHCKOro mepcoHana LlenTpa. Muau-
BUAYaJIbHBIN TMOAXOM K KaXXIOMY YJACTHMKY B3aMMOICHCTBUS
Mo3BOJIsIeT 3(PDEKTUBHO NOCTUTATh MOCTaBIeHHOM 1enu. [1pu-
MEHSISI TIOJOOHBIN TTOAXO B CBOeit paboTe, MpodecCuoHaIbHbIE
MEIUIIMHCKNE KIOYHBI BCTPAMBAIOTCS B MYJIBTUAWCIIATLIMHAD-
HbIC KOMaHIbl Bpayeli, YTO MO3BOJIICT HAM COBMECTHO YIIy4-
math K2K malueHToB 1 ux cemei.
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NO3AHHE IMMEKTLI W PEABUJINTALMA NALMEHTOB, NEPEHECLUKUX
FTEMATONNIOTHYECKUE, OHKOJIOTMYECKHE, MMMYHOJNIOTHYECKHUE
W WHLIE TAENDIE 3ABOJIEBAHUA

OueHka Kayecmsa HU3HU nayueHmoB
C aHamHe30M Meaynno6nacmombl

B AEMGCKOM 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

AkTyansHOCTh. M b SIBJISIE TCSI BHICOKOATPECCUBHOM OITyXOJIbIO
JIETCKOTO BO3pacTa, 3aHUMasl JUAUPYIOIINE TTO3UIINU B CTPYK-
Type 3HO IIHC. IlpuMeHeHUe MYJIBTUMOIAIBHOU CTpaTernu
MIPOTUBOOITYXOJICBOI Tepany Ha CETOMHSIITHMII TeHb ITO3BOJISI -
eT JOCTUYDb BBICOKOIO YPOBHS IOJITOCPOYHOM BBIKMBACMOCTH,
HO 3a4acTylO C TSOKEJIbIMM BapMaHTaMU OTHAaJeHHON TOKCHY-
HocTH. M3ydeHne BOIPOCOB COCTOSTHUS 3MOPOBbs M3JICUCHHBIX
nanueHToB U oneHka nx K2K B acrekTax momcka yrnpaBiIsieMbIX
(aKTOPOB CHMKEHMST TOKCUIHOCTH JICUCHUS SIBJISICTCS aKTyallb-
HOM 1po0JIeMO IeTCKO OHKOJIOTUHU U TIeIUaTPUU.

Iemn u 3amaun — ananu3 KK naimenToB ¢ aHamHe3oM Mb
B JETCKOM BO3pacTe C OLIEHKOM HeOJarornpusITHBIX (PaKTOpOB
pUCKa HapylIeHU COCTaBISIOINX aTPUOYTOB 3I0POBbSI.

Marepuajsl 4 MeToabl. B uccienoBaHue BKIOUYEHBI 48 ma-
LIMEHTOB C MOATBEPXkIEHHBIM AUArHO30M pedpakTepHON WIu
peuuausupytoeid (p/p) Mb, ycTaHOBIEHHBIM B BO3pacTe 10
18 net. Inst ouenku K2K maiimeHTOB MCMOAb30BaICs OMPOCHUK
Health Utilities Index Bepcuit Mark 2/3 (HUI2 u HUI3), npok-
CHU-Bepcusl, COCTOSIIIMI U3 15 BompocoB. bbl1o mpoaHaau3upo-
BaHO BIMsIHUE OpeMeHU 00J1e3HU (CTanuu 3a00JIeBaHUs, TTOPSI/I-
KOBbIIt HOMep peuuansa, BkaodeHue BTTXT, mosropHbix JIT
U orepaly) Ha MoKa3aTeau aTpuOyTOB 310POBbSI.

PesynsraThl. MenuaHa Bo3pacTa TAallMEHTOB Ha MOMEHT
aHKeTHpoBaHUs coctaBuia 11 (4—26) net, MenraHa HaOJIOe-
HMS OT BepuduKkaimu auarqosa — 7,6 (1,3—25) roga. Pecrion-
JEHTaMU B AaHKETHMPOBAHWU SIBJISUINCh POIMTENIN ITallEHTOB
(n=11; 22,9 %) u/vau nevamuii Bpad, OCYLIECTBIISIOLINIA Me-
TUIITHCKOE HabrromeHue 3a peobeHkoM (n =37;77,1 %). CpenHee
BpeMsl, TTOTpadyeHHOE Ha 3aIlOJIHEHWE OINPOCHUKA, COCTABUIIO
8,0 £ 3,0 muH. YacToTa CHUXXEHUsI YpOBHEH aTpuOYTOB 310PO-
Bbs1 1o cuctemaM HUI2 w HUI3 cocrasuna 51,8 % u 47,1 %,
COOTBETCTBYS JieTkoit (29,9 %), ymepeHHoit (13 %) u TsKemoi
(4,2 %) crerieHu TsKeCTH HapyleHuid. [1pu cpaBHEHUU CO 310-
pOBOI TIOMyNISLIME OeTeil BBISIBICHBI CTaTUCTUYECKM 3HAYM-
MbI€ OTJIMYUS MPOLIEHTHOIO OTHOIICHUS CHUKCHHBIX aTpuOy-
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TOB 310p0oBbs (51,8 % 1 14,6 % COOTBETCTBEHHO) U MX CPEIHUX
3HavYeHUil 1o oberM cuctemam (p < 0,001). dyHKIIMOHABHBIE
HapyLIEHUS 310POBbsl B HAMOOJIbIICH CTENEHU KacaauCh TaKUX
cocrtaistonux K2K, Kak «o1ryiieHue» , <kKOrHUTUBHBIE CITOCO0-
HOCTU», «CaMOOOCTY>KMBAHUE» , «CTTOCOOHOCTD MEPEABUTATLCS»,
«MeJIKasgs MOTOpHKa», Bapbupys oT ymMepeHHBIX (0,70—0,88) mo
Tskennix (< 0,70). Ucnonw3oBanue nmopTopHoii JIT umeno cra-
TUCTUYECKU 3HAYMMOE BJIMSIHUE Ha IToKa3aTeJd 001Iero opeme-
Hu 60se3HM 1o cuctremam HUI2 u HUI3 (p = 0,02 u p = 0,03),
a mpumeHenue BAXT Ha m00oM u3 stanoB neyeHust Mb — Ha
3penue u ciayx o cucteme HUI3 (p = 0,02 u p = 0,04).

BoBoapl. Ouenka KJK manueHTOB ¢ UCHOJIb30BaHUEM
onpocunka HUI2/3 sBasgeTcst MpocThIM U JOCTYITHBIM METO-
JIOM IS PYTMHHOTO TMPUMEHEHMSI B KIMHUYECKON TIpaKTHUKE.
VY neteit, mepeHecINX MPOTUBOOIYXOJIEBYIO TEpaIuio IO I10-
Bomy p/p MDB, 3aperncTpupoBaHBl CTAaTUCTUYCCKM 3HAYMMBIC
OTKJIOHEHUSI aTpUOYTOB COCTOSIHUSI 3MOPOBBSI IO CPaBHEHUIO
co 3mopoBoii momyisanueii. HebGmarompusTHRIMU (haKTOpamMu
pHCKa B UCCIIEAYeMOI KOTOPTe SIBJISTNCH oBTOopHAas JIT u mpu-
MmeHeHnne BJITXT Ha mobom u3 3tanoB jedeHus. HaubGonee
VSI3BUMBIMU COCTABJISIIOIIMMHY SIBJISITUCH 3peHUE, CIyX U I10-
KazaTejb o0llero opeMeHu Oosie3Hu. CienyeT OTMETUTh, UTO
AHKETHPOBAHME ACT OIEHKY COCTOSTHMS 3IOPOBbsI MAIIMEHTOB
B KOHKPETHBIN TTEpHUO, B TO BpeMsI KaK OHO MOXET 3HAYNUTEITb-
HO MEHSITBCS ¢ TCYCHUEM BPEeMEHM 1 Ha (hOHE MHOTOUMCIIEHHBIX
(akTOpOB, TEM CAMBIM OIPEACIISISI HEOOXOIMMOCTD €TI0 TMHAMM -
YeCKOT0 MOHUTOPHUHTA.

BmopuyHbie onyxonu ueHmpanbHoi HepBHoli

cucmembl y aemei: onbim ofHoro Lenmpa

J.A. Ipo3nosckas’, K.®@. boiiko!, H.A. Bopooben': 2,
H.JI. ®aceesa', E.A. Croasiposa!, E.A. Auapeea’,
M.A. Turosa!, B.A. Pomanosa', M.JI. Makcumos!,

C.B. Anekcanapos!, O.I'. Keayakosa':3
IMHPBC, Cankm-IlemepOype;
2PrBOY BO CIIoTY;

SI'BY3 «HIII] cney.med.nomowu demsam
um. B.®D. Boiino-Aceneyrxoeo JI3M», Mockea

AxTyamsHOCTh. Pa3Butne Bropmunsix 3HO sBisteTcss omHUM
u3 Hanbosee cepbe3Hbix HA JIT u akTyanbHOI TpobdsieMoit aeT-
CKOIl OHKOJIOTMU. DTUOJIOTUS PA3BUTHSL BTOPUYHOM OITyXOJIU
HesICHA, HO M3BECTHBI (haKTOPHI, BIUSIONINE HAa PUCK ITOBTOP-
Hoit ManurHuzauuu — tun JIT, cymmapHas mo3a oOyydeHwusl,
BUJI TKaHEW, IMTOABEPIIINXCSA BO3ICUCTBIIO, BO3pacT HA MOMEHT
MPOBEJCHUS JICUSHUSI, a TAKXKE CEMEHHBbI aHaMHe3. YUMThIBasI
JaHHbIe (DAKTOPbl PUCKA, JAETU MOIYT ObITh ITOABEPKEHBI I10-
BBIIIIEHHOMY PYWICKY pa3BUTHUsI BropuuHOi omyxonn LTHC, uto
PA3QEN VII
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obycioBiaeHo npumeHeHueM JIT Ha 06jJacTh rOJTOBHOTO MO3ra,
a TaKKe OKMIAEMO BBICOKOM MTPOIOIKUTEIbHOCTBIO JKU3HMU TIe-
TUaTPUIECKUX MAlleHTOB.

HeJ’lI/l M 3aJAa4Y1 — JEMOHCTpalM OIIbITa JICUCHNA BTOPUYHBIX
OHYXOHCﬁ T'OJIOBHOI'O MO3ra 'y JIeTEN Tocie paHEe l'IpOBeI[CHHOfI
JT.

Marepuajsl 1 MeToabl. 3a iepron ¢ saBapst 2019 1. mo aBrycT
2024 r. B JIALL MUBC obpaTuianch 6 MalMeHTOB ¢ BEpUPULIN-
POBAaHHOIT BTOPUYHOM OITYXOJIbIO TOJIOBHOTO Mo3ra. CpemHuid
BO3pacT Ha MOMCHT ITOCTAHOBKM TIEPBUYHOTO JMArHO3a COCTa-
Bui 5,9 roma (ot 3,6 mo 9,6 roma). Pacnipenenenue nauueHTOB
MO MOJIy HEOZHOPOJAHO — 5 MaJIbUMKOB, 1 1eBouka. B GoabIIMH-
CTBE CJIyJaeB IEPBUYHBIC OITYXOJM OBLIM IIPEACTABICHBI dM-
OpMOHATBbHBIMI 00pa30BaHUAMU TojloBHOTO Mo3ra (Mb (n =
3), ATPO (n = 1), 66,7 %), ruaibHOI OMYXOJIbIO (aCTPOLIUTO-
Ma (n = 1), 16,6 %), a taxke remob6aacrozamu (OJIJI (n = 2),
33,3 %). Cpenu BropuuHbix omyxoieit LIHC B 100 % ciay4aes
MWaTHOCTHPOBaHA IIMOMA BBICOKOM CTEIIEHU 3JI0Ka4eCTBEHHO-
CTH, JTOKAJIN3AIHsI KOTOPOI COOTBETCTBOBAJIA TIOJISIM ITPEIIISCT-
Bytomeii JIT, rme COJI BapsupoBaia ot 12 mo 54 Ip. JlareHTHEINH
MEepUOoI MEXOY 3aBepIICHHEM Tepalmuy IIEPBUYHON OITyXOJIU
¥ TIOCTAaHOBKOM MMAarHO3a BTOPMYHOTIO O0Opa30BaHUSI COCTaBUII
6,8 roga (ot 4,7 10 9,3 roga).

PesyabraTel. B HacTosiiiee BpeMst XXuBBI 2 IMalMeHTa, 4 Io-
rubgn OT MPOrpeccUpoBaHUSI OIYXOJIEBOTO Iipolecca. Takum
obpazom, mennana OB cocrtaBuna 17,2 mec, meauana bBCB —
5 mec.

BoiBoapl. 1. OgHoit 13 Beaylux BTOpudHbIX onyxojeit [IHC
nocnae paHee nposeaeHHol JIT siBasieTcs: rmMoMa BbICOKON CTe-
MEeHU 3JI0KauecTBEeHHOCTHU. 2. HecMoTpst Ha arpecCUBHYIO TakK-
TUKY JICUCHUSI, PE3YJIbTAThl JICYCHHUsI TJIMOM BBICOKOM CTEIEHU
3JI0KQUEeCTBEHHOCTU B HACTOSIILIEE BpeMsl HEYIOBJIETBOPUTEIb-
Hbl. 3. TpebyeTca Oosbllle 3HAHUI O YaCTOTE BCTPEYaAEMOCTU
1 MOP(MOJOTUYECKOM TUIIE BTOPUYHBIX HEOIUIA3Wii y MallueH-
TOB, IIPOJICYCHHBIX OT paKa B IETCTBE.

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

MO3iieUKa

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

U Teuebno-peabusumayuonnbiii Hayunsiii 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

AKTyallbHOCTb. 3pUTEIIFHOEC BOCIIPUSITHE, 00eCIeUrnBaeMoe
NBXKEHUSIMU TJ1a3, UTPAET KIIOYEBYIO POJIb B MOBCEAHEBHOM
JKM3HM U HaIpsSIMYlO CBSI3aHO C KOTHUTHMBHBIMU (DYHKILMSIMU.
V neteii, mepeHeCIIMX OMyX0JIU MO3XeuKa, 4acTo HaOII0Aal0T-
Csl TJ1a30BUTATe/IbHbIE HapYLIEeHWs, BKIOYasi HeCTaOUIbHOCTD
duKcalMu B3opa U TUIepMeTpUYHble (HETOUHBIE, «IIPOMaXu-
Baroluecsi») cakkanabl (Shurupova, Latanov, 2023). Otu Hapy-
IIEHUSI MOTYT MPUBECTU K CEPbE3HBIM IeduliuTaM B 00JacTu
3pUTEJIbHOIO BHUMaHUS U paboueit mamstu. Kpome toro, n3-

PA3AEN VII

BECTHO, 4TO 3((PEKTUBHOCTH MTOXOIKHU 3aBUCHUT OT 3PUTEIbHOM
nHOOpMaLIMK, MTOTy4aeMOii MOCPEICTBOM CaKKaIUIECKUX JIBU-
XeHuit r1a3. TTopaxkeHus: Mo3XedKa MTPUBOASIT K aTaKCUM, TTPU
KOTOPOI1 JaHHBII NeUIIUT BbIpaXkeH 0COOEHHO CUJIBHO.

Ieau n 3amaunm — u3ydyeHUEe B3aUMOCBSI3U MEXIY Mapame-
TpaMU IBUXKEHUI IJ1a3, 3pUTEIbHBIM BHUMaHUEM, paboueli na-
MSTBIO U IBUTATEJIbHBIMU HAPYLIEHUSIMU Y AE€TEH, MepeHecnx
JIeyeHUe OIyXO0JIU MO3XeuKa. B 3amaun uccnenoBaHUsT BXOAWIN:
1) aHanu3 mapamMeTpOB Ia30ABUTATEIbHBIX (DYHKIMI (CaKKaIb
1 dbukcauuii B3opa); 2) U3yyeHUEe B3aUMOCBSI3U 3TUX Mapame-
TPOB C TTOKa3aTesIMU 3pUTEIbHOTO BHUMAHUS U paboueii mamsi-
TH; 3) U3yYeHUe B3aMMOCBSI3M 3TUX MapaMeTpOB C MOKa3aTesI-
MU XOJIbOBI U JIBUTATEIbHBIX HABBIKOB.

Marepuaisl 1 MeToAbl. B micciaenoBaHny TIPpUHSUIM y9acThe
55 mereii B Bo3pacte ot 9 mo 17 et (cpexHmit Bo3pact — 12,0 =
3,2 roma), TIepeHECIINX JICUCHNE OIyXOJIM MO3XeuKa (CpPOK pe-
muccnm — 48,1 £ 35,5 Mec). 15T OLIEHKU TJIa30BUTATEIbHBIX
(byHKIMIA OBUIM MCITOIB30BaHbI 3 OKYJIOMOTOPHBIX TECTa, TPO-
BeJCHHbIE C ITOMOIIbIO aifiTpekepa Arrington. KorHutupHas
OlIcHKa BKJTI0Yaja 4 TecTa 13 HeipOIICUXOJIOTMUECKOM KOMITBIO-
tepu3upoBanHoii 6batapen CANTAB (RVP, SOC, SWM, SSP).
JoImoTHUTEeTbHO OBITA MCCIICIOBAHBI TApaMEeTPhl XOIbOBI C MC-
M0JIb30BaHMEM CHUCTEMBI 3axBaTa aBrkeHus: Optitrack, a Takxke
TOCTypaJibHasI YCTOMIMBOCTh METOIOM CTaOMOJIOMETPUH W 00-
L€ MOTOPHbIE HABBIKM C IMOMOILIBIO Tecta bpyHuHkca—O3e-
PELIKOTO.

Pesynbratbl. [1poBeneHHbBIN aHAIM3 MOKa3ai, YTO CTA0WJIb-
HOCTb (pHKCaIIMK B30pa MOJOXUTEIHFHO KOPPEJINpOoBaia Co CKO-
pocTtheio BeimosiHeHUs Tecta RVP (p < 0,001) u oTpuniatenbHo —
€ KOJIMYECTBOM perreHHbIX 3a1a4 B Tecte SOC (p = 0,018). ITpo-
LEHT TOYHBIX 3PUTEIFHO BBI3BAHHBIX CaKKaj ITOJOXUTEIBHO
KOPPEJINPOBAI C KOJTUISCTBOM 3aIIOMHEHHBIX 3JIEMEHTOB B Te-
cte SWM (p = 0,019), a mpolLeHT TUTIEPMETPUIHBIX CaKKam —
¢ xonunuectBoM omnbok B Tecte RVP (p = 0,009). Inuna Tpaek-
TOPUU 3PUTEIBHOTO CKAHMPOBAHMS TIPY BHITIOJTHEHUH 3adaHMS
Ha 3pUTEJbHBIN ITOUCK MOJIOKUTEILHO KOPPEIUpoBajia ¢ KO-
yecTBOM o1O60K B SWM (p = 0,003), yBeTMUeHHBIM BpeMEeHEM
peakumu B RVP (p < 0,001) 1 MEHbIIMM KOJMYECTBOM 3aIIOM-
HEHHBIX 271eMeHTOB B SSP (p = 0,023). Taxoke BbIsIBICHA 3HAYM -
Masl B3aMMOCBSI3b MEXIy TTapaMeTpaMU XOIbOBI ITPY TAHIEMHOM
TIOXOJKE M CaKKaZaMH: BBICOKMI IIPOIIEHT TMITEPMETPUYHBIX
CaKKaJ acCOIMMPOBAJICSI C BBICOKOIH BapraOEIbHOCTBIO XOIb-
on1 (r = 0,552) 1 cepbe3HBIMU HAPYIICHUSIMHU ITOCTYPaTbHOM
YCTOMUYMBOCTH W HAPYIICHUSIMU MOTOPHBIX HABBHIKOB (1 = 0,752;
r=0,541;r=-0,673; r=-0,612).

BoiBoapl. [TonyuyeHHbIe pe3ybTaThl MOATBEPXKIAIOT HATUYKME
3HAYMMBIX B3aMMOCBSI3EH MEXIy IJ1a30ABUTraTeIbHBIMUA U KOT-
HUTHUBHBIMU (DYHKIMSIMM, a TAKXKe ABUTaTeJIbHBIMU HaBbIKaMU
y IeTel, MepeHeCInX OMyX0ib MO3Xeuka. DTU JaHHbIe CBUE-
TEJBCTBYIOT O TOM, UTO HapyIIEeHHUs 3pUTEeIbHO-MOTOPHOI CUC-
TEeMbI MOT'YT COIIPOBOXKAATHCS NeUIIMTaAMU B 00JIACTU 3pUTEIb-
HOTO BHUMaHHUs, pabouyeil maMsITU U ABUTaTeJIbHbBIX (DYHKITUIA.
ITponeMoHCTpUpOBaHHbIE Pe3yJIbTaThl UMEIOT Ba’KHOE 3HaAYe-
HUe IJIs pa3paboTKU peaOdMIMTAILMOHHBIX MpOorpaMM, HampaB-
JICHHBIX Ha KOPPEKIIMI0O KOTHUTUBHBIX U IBUTraTEJbHBIX Hapy-
LIeHUI y 1eTelt ¢ AMc(YHKIIMEe Mo3XKeuKa.
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PanHue u no3gHue 0cnoKHeHus
reMopparu4eckoro yucmuma y pemei
nocne annoreHHoll mpancnaaimauyuu

reMono3amuy4yeckrux GMBoOJIOBbLIX KJIEMOK

A.A. ITlep6akoB, M.A. Kyuep, O.B. Ilanna, P.B. Knementbena,
0.B. T'osromanos, JI.C. 3ydapoBckas
HUU JIOIuT um. P.M. Topbauesoit ©I'bOY BO [ICIIoIMY
um. axad. U.I1. [Taéroea Munszopasa Poccuu

AkTyaimbHOCTh. Cpenr MOTeHUHMATbHBIX MHOTOYMCICHHBIX
ocnoxHennit ammo-TI'CK oco6oe mecto 3anmMmaet 'Ll — oud-
¢y3HOE BOCIAJICHNE CIU3UCTOM OOOJOYKM MOYEBOTO ITy3BIPS,
BcTpevarolneecs y aeteit mocie auto-TTCK B 8—25 % ciydaes.

Iem u 3amaum — BbIsIBJIeHUE ocoOeHHocTel TeueHust 'Ll
y perunueHToB amno-TICK geTckoro Bo3pacTa.

Marepuaisl 1 MeToabl. B xone HayuHOI pabOTHI ompenesi-
JIM yacToTy octporo mospexnaeHus modyek (OITIT) Ha ocHoBe
YPOBHS KpeaTUHUHA 1 0a30BOI CKOPOCTU KIYOOUKOBOM (PUITb-
tpauuu B TeueHue 100 gHeit mocie anno-TI'CK, B Tom yncie mo
mkane pRIFLE. CocTosiHre MO4YeBOTO Iy3bIpsi, MOYETOUHUKOB
M YaueyHo-goxaHoyHoit cucteMbl (YJIC), a Takke 1MarHoCTH-
Ky HaJIU4usl CTYCTKOB BBIMOJHsUIM ¢ momoubio Y3U. [ToTped-
HOCTb B TeMOTPaHC(hY3MOHHOM Tepanuy OLleHUBAIX Ha IIPUME-
pe 3puTpouUTHOM B3Becu B repBbie 50 qHeit nocie amio-TICK.

PesyabraTtel. B uccienoBaHue BkiIoyeH 581 maiyeHT B BO3-
pacte g0 18 net, monyunsive amio-TTCK, n3 kotopeix y 22 %
(n = 128) pazpwica I'll. O6mias kymynsgtTuBHas yactota 'Ll mo-
cie auo-TI'CK ¢ y4eToM KOHKYPUPYIOIIMX PUCKOB COCTaBUIIa
22,1 % (95 % AN 18—25). Mennana ngust Mmanudectauum 'L
nocie auo-TI'CK cocraBuia 32 (19; 42) nus. Haubosee nosa-
HuUit cayyait pa3sutus I'Ll nuarHoctuposan B [I+175. Menuana
JuiTeabHocTH TedyeHus 'Ll B McciemyeMoil Koropte cocTaBuiIa
17 (11; 31) gueit. OTmeueHo nipeodaaganue I11 crenenu Tskectu
I'll — 43,8 % (n = 56). IlepBast cTeNeHb TSKECTU BCTpevaiach
B 18,8 % cayyaeB (n=24),11 —821,9% (n=28),IV—815,6%
(n=20). I'lo nanHbIM Y3U TamIioHaga MO4Y€BOIO My3bIpsI pa3BU-
Bajiach B 15,6 % nabmonenuii (n = 20), pacliupeHre MOYETOY-
HukoB 1 YJIC ormevasiock B 32 % ciaydaeB (n = 41). 13 Hux nue-
J109KTa3us — B 36,6 % (n = 15), nuenoyperepoakrasus — 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 KIMHMYECKUX HAOIIONEHUSIX pac-
mupeHre MoueToyHukoB M YJIC KynmupoBajoch B TeYeHUE
3 mec nocne okoHvyaHus I'Ll. bazoBasi cCKOpocTh KIyOOUKOBOW
uabTpaliii B KOHTPOJIBHON M UCCIIENYeMOIi IpyIax He pas-
Juyanach M cocrtaBwiaa 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). MuHUMAaIIb-
Hasl CKOPOCTb K1y0ouKoBo ¢hunbrpaniuu Ha [1+100 B KOHTPOJIb-
HOM M B MCCJIEIYeMOil rpynmnax He pas3jindajach MU 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 pa3BuTus
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 rpymme manueHToB, pazsuBimx ['L (p = 0,12). Cre-
neHb TskecTn OITIT cornacHo knaccudukauum pRIFLE Takske
He oTMyanach, p = 0,89. MeauaHna KoinyecTBa reMoTpaHCcdy-
3uii B rpymnne nauueHToB ¢ 'Ll Oblia BbIIE MO CpaBHEHUIO
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C KOHTpOJIbHOM rpynmoi — 3 (2—4) mo3sl npotuB 2 (1—3) no3
(p=0,01), HO 3HAUUTEILHO HMXE, YEM Y MALIMEHTOB, UMEIOIINX
KEJTyT0YHO-KMIIIEYHbIE KPOBOTEUEHUS (MeIaHa reMoTpaHcdy-
3uii — 6 (6—15) (p = 0,003)). 'Ll moBBIIIaT MOTPEOHOCTH B Te-
MOTpaHchy3UsIX Mo cpaBHEHMIO ¢ nauueHTamu 6e3 'Ll — 0,42
u 0,28 1036l 9PUTPOLIMTHON B3BECU B HENEIIO COOTBETCTBEHHO.
I'l He oka3biBan BAMSIHUS Ha ogHoeTHIO OB, KoTopas cocTa-
Buia 63,1 % y 6onbHbIX ¢ 'L, mpotus 53,1 % y mauueHToB 6e3
'L (p=0,1).

BoiBoapl. 'Ll — 310 yacroe ocioxHeHue mnocie auio-TTCK
y IleTeli, KOTOpoe B Cyvyae pa3BUTHUS TSXKeabIx (OpM COCO0-
HO MPUBOAUTH K TUCHYHKIIMU MOYEBBIICTUTETBHON CUCTEMBI,
TpeOyeT KOMITJIEKCHOTO JICUeHUST U MHTeHCU(UKAIIKA 3aMECTH -
TEJIbHOW TeMOTpaHC(Y3MOHHOI Tepanuu. BhISIBIeHHBIE OCO-
6eHHocTu TeyeHus: 'Ll co3maloT TeOpeTUYECKYl0 OCHOBY [JIsI
JMAJTBHENIITNX UCCIIeOBAaHWI Y COBEPIIIEHCTBOBAHUST TEPATTUH.

PA3QAEN VII
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Pasznen Vil

OYHAAMEHTAJIbHBIE OCHOBbI H HHHOBALIMOHHBIE TEXHOJIOTUH
B AUATHOCTHRE W JIEYEHUU TEMATOJIOTUYECHKHUX,
OHKOJIOTUYECKUX H HMMYHONOTUYECKUX 3ABONIEBAHUA
V AETEH, NOAPOCTKOB H MOJIOAbIX B3POCJbIX

Hudy3ua nonopckux NK-knemox ans
ycunexus npomusopeuuauBxoro athdexrma
nocne annoreHHoili mpaHcnnaimauuu
reMono3mu4eckux CMBONOBbIX KNEeMoK
npu NeyYeHuu nayueHmos AeMcKoro

Bo3pacma ¢ ocmpbiMu Neiilko3amu

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

N.10. Tpymkosa', I.C. Cmupnosa', 10.B. Jlo3oBan!,
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. Baoxuna» Munzopaea Poccuu, Mockea;
OIAOY BO PHUMY um. H.U. ITupoeosa Mumnsdpasa Poccuu, Mockea

AktyansHOCTh. HecMOTps Ha GOJIBINIOI yeriex B Tepanuu pe-
dpakTepHbIX U peruauBupytomux dopm OJI, mocnenoBaBlInii
nocyie BHeapeHus: TTCK B pyTMHHYIO BpauyeOHYIO MPAKTUKY,
MPOLIEHT PELUXIMBOB MOCJE €€ BBIMOJHEHUSI OCTaeTCs Ha N0-
BOJIbHO BBICOKOM YPOBHE, a Tepanus TaKWX MalMeHTOB OCTa-
eTCsl CJIOKHOI 3a1a4yeil M 3a4acTylo He MPUBOIUT K ycrexy. DTo
noOyXAaeT YYeHbIX M0 BCeMy MUPY pa3padaThiBaTh HOBbIE TEX-
HoJytoruu g npobwiaktuku peuuauoB OJI. OcobeHHO mep-
CMEKTUBHOU B 3TOM HamNpaBJCHUU TMPEACTABISETCS KIETOYHAs
Teparnusi, a UMEHHO ecTecTBeHHbIe Kiiepbl (NK-KeTku), uybs
MPOTUBOOMYXO0JIEBAst AKTUBHOCTh OMKMCAaHAa BO MHOTUX UCCJIEI0-
BaHUSIX.

Iean u 3ama4m — NMPOAEMOHCTPUPOBATh KIMHUYECKUIA CITy-
yait TpaHcdy3um goHopckux NK-xierok y manuenTta ¢ OJI mo-
cire amno-TI'CK, oileHUTH 6e30ITacHOCTh JAHHOTO METO/A.

Marepuanast u metoabl. Ilayuenmxa, 9 mecayes, ¢ duae-
Hozom «OMJI, nepecmpoiika ¢ 00pazoeanuem XumepHo20 eeHa
CBF2T3:GLIS2, epynna ewicokoeo pucka». B I pemuccuu 6bira
npogedena anno-TICK om cubaunea. Ha +60-ii denv gvinoanena
mpancysus NK-kaemok 6 doze 1 x 10°6/ke om moeo dce doHopa.

Pesyavratel. Ha 20-ii denvs om mpancghysuu NK-xaemok co-
cmosiHUue nayuenmku yoogaemeopumenvtoe. Oca0dcHeHUil u cne-
yughuueckux peakyuii He ommeuanocs. Ilpuznaxos ocmpoii PTIIX
Hem. MHeKyUOHHbIX OCAONCHEHUI Hem.

BoiBoapl. Takum o6pazom, mpumeHeHue NK-kietok mocie
auo-TI'CK MoxeT cTaTh 6e30MacHbIM METOIOM MPOMDUIaAKTH -
ku perauBa OJI 1 MOXET aKTUBHO TTPUMEHSITHCS B ITeIUATPH -
YEeCKOM MPaKTHKE TSI U3y4eHUsI TIPOTUBOOITYX0JIeBOTO 3hheKTa
JAHHOTO BUJa KJIE€TOYHOM Teparmu.
PA3QAEN VI

Cnyvail BPOXACHHOU BEpemMeHOKNemoyHoii
pabpoMuocapKoMbl ¢ nepecmpoiikoil rexna
NCOA2

0.C. 3anapunnag', B.O. Illectiok!', JI.M. Konosaios',
H.A. bombmakos!, 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»

AKTyanpHOCTh. HemaBHHUE MOJEKYISIpHBIE WMCCICIOBAHMS
MO3BOJIVJIN BBIIEIUTH BepeTeHokaeTouHyio PMC, Bo3HuKalo-
1Iy10 B MJTaIECHYECKOM BO3pacTe, XapaKTepU3YIOLIYIOCs CIUSHU -
eM reHoB NCOA2 v VGLL2 v 61aronpusiTHbIM MTPOTHO30M, 4TO
TO3BOJISIET Y Psifa MAaIlMeHTOB OTKAa3aThCs OT arpeccuBHOro JIK,
KCIIOJIb3YeMOTo 1151 Apyrux noarunos PMC.

Ieau u 3aaa4n — NpeACTaBUTH CAyvyall IMarHOCTUKU U Jieye-
HU4 BpoxneHHou BepeTteHokieTtouHoii PMC ¢ Hannunem PHK-
tpanckpunta TEAD1-NCOA2.

Marepuanasl U MeTonbl. JlMarHocTUyeckue oOCIemOBaHUS
u neyeHue nposoauarcb B HMUL JATOU um. Amutpusi Po-
ragyeBa B pamMKax pekoMmeHmaiuii rpymmel CWS. JInartos ycra-
HOBJIEH Ha OCHOBaHUU ructonoruyeckoro, MI'X-ucciegopanuii
n PHK-cekBeHMpoOBaHUSI TKAaHU OITyXOJIH.

Pesynvsrathl. Jlesourxa nocmynuna 6 HMHUI] JITOU um. JImum-
pus Poeauesa 6 6o3pacme 1 mecsya xcusnu. Ilpu poxcoenuu obHa-
DYJIceHbl ymoaujeHue npagozo npeonae4vs u (aekcopHas degopma-
Yus npasoil KUcmu ¢ 02paHu4enuem 0BUNCeHULl 8 NY4e3aNnsiCMHOM
cycmase u 601e6bIM CUHOPOMOM NPU NONbIMKE NACCUBHO20 pPa3eU-
oanus. B pecuonanvnom llenmpe éoinoanena MPT c konmpacmubim
ycuneHuem, 8bis81eH0 NAmoN02UecKoe H08000pa308anue npasoeo
npednaeuvs pazmepamu 00 24 x 27 x 54 mm, ungusempupyrowee
MblUUbL, OKpYdcaroujee cocyoucmo-HepeHulil Ny4oK, pacnpocmpa-
HAIOUeecs Ha Nae4o U AKMUBHO HAKANAUearoujee NapamazHemux.
Boinoanena omkpoimas buoncus nosooopazosanus. Coenacho peghe-
PEHCHOMY NamMomMoposouHecKomy 3aKAHeHUI0 epUPUUUPOBAHA
sepemenokaemoynas PMC. I[Iposedeno komnaexcHoe doobcae-
dosanue, ycmanosarena cmaodus T2bNOMO, kaunuueckas epynna
no cucmeme IRS IIl. B yensx evisieaeHuss npocHOCMUYECKU 3HA-
YUMBIX MOACKYASAPHBIX COObIMULL NPOBEOCHO BbICOKONPOU3B00U-
menvroe PHK-cexeenupoganue, 6bis61eH XuMepHvlil MPAHCKPUNM
TEADI-NCOA2, MYOD I-neecamuenas. Ilpoepammuas mepanus
Hauama 6 coomeemcmeuu ¢ npomokosom CWS, eepcuu 2009 e.
Ilo pezyarvmamam KoHmpoavHo20 00caedosanus nocae 3 Kypcoe
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XT ommeuerno coxpawenue onyxoau na 84 %. B kauecmee smana
JIK nposedena opeanocoxpausiowias onepauus ¢ paouKatbHbiM
yoaneHuem onyxoau U 0OHOBPEMEHHOU SKCUUSUOHHOU Ouoncuell
Aokmesoeo JIY. Hnmpaonepayuonno ommeuaracs KapmuHa 6bvl-
PadceHHo2o pyouoeoeo npouecca, 00HaKo 061a200aps npUMeHeHUuo
MUKPOXUPYPeUHECKOU MeXHUKU COCYOUCMO-HEPBHbLI NYHOK Obli
YCHeuHo 8vleneH, namoaoeu4ecKuil o4ae yoaieHn eOuHviM 610KOM
8 npedenax eu3yanvHo HeusmereHHvlx mianeil. CoenacHo pesyno-
mamam 2UCmon02UHecK020 3aKAOYeHUsT UMANbHbIE ONYX0/1e6ble
KAemKU Omcymcmeogant, Kpas pe3eKyuu Obiau UHMAKMHbL, Yo
oOvL10 pacyenero Kak namomopghos IV cmenenu. B cmpyxmype yoa-
neHHoeo J1Y onyxonesvie kaemku He obHapycersl. I[lo okoHuanuu
UHMeHCUBHOUl (azvl aeveHus Ovia Koncmamuposan I10. B ceéasu
¢ PAHHUM 803DACMOM pebeHKa U 0Aa2ONPUSIMHBIM MOACKYASAPHO-
eenemuyeckum noomunom onyxoau JIT ne npoeodunace. B nocae-
Oyrouem 8binoAHeHa MempoOHOMHAs mepanus 6 cocmaege 6 28-0nes-
HbIX KYpCcoe euHopeabuna u yuksogochamuoa. Ha mexyuwee epems
cneyughuueckoe neveHue 3agepuieHo. JliumenvHocms HAOAOO0EHUs
0Mm MOMeHmMa yCmaHosKu duaznosza cocmaeasem 15 mec.

BoiBoapl. IlpoBeneHHbIE MOJEKYISIPHO-TEHETUYECKUE UC-
CleOBaHMSI TO3BOJWIM BepUDULIMPOBATh MPOTHOCTUYECKU
OJIaronpusITHBINA BapuaHT BepeTeHoKIeTouHo PMC ¢ Hanmuuu-
em PHK-tpanckpunta TEADI-NCOAZ2, 4To MO3BOJUIO OTKa-
3aTbcs oT arpeccuBHoro JIK. BeisiBnienne PMC BepeteHOKIIE-
TOYHOU Mopdosiorun TpebyeT MpOBEACHUS MOIMOTHUTEIbHBIX
WCCJIEIOBaHU 1S TOMCKA XapaKTePHBIX MOJIEKYJISIPHBIX U3ME-
HeHult (Mytaius reHa MYOD I wiu niepectpoiiku reHoB NCOA2
u VGLL2), nmeromnx BaxkHOE MTPOrHOCTUYECKOE 3HAUEHUE.

Jlo3umempuyecKoe cpaBHeHue NNaHos
momanbHoro o6nyyenus mena
U mapremsoro o6nyYeHus 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
AxkTyanbHOCTh. ToTanbHOe obayyeHue tena (TOT) sBasiercs
CTaHJApTHON omnuueil npu jgedeHuu naudeHToB ¢ OJI u npu-
MEHSIeTCSl Ha aTarne KoHauuuoHupoBaHus mnepen awio-TICK.
IMokazaHo, 4TO ISl JOCTMIKEHUS JIydIIeTo KJIMHUYECKOTo 3-
dexra TpebyeTcsa ackanauus o3kl TOT, 4TO MOXET yBeau4u-
BaTh BEPOSITHOCTD TSIKEJIBIX KU3HEYTPOXKAIOIINX OCJTOXHEHUI.
PazButre TeXHONOrMi paguoTepariii TO3BOJISIET MO-HOBOMY
OLIEHUTHh BO3MOXHOCTM MeToma TOT, pacummpuTh IOKa3aHUSsI
K ero npuMeHeHutro. Hamu pazpabotaH MeTON TapreTHOro oo-
gyyenuss KM u mumdounanoii cuctemsl (TOKJT), moapasymena-
[oIIMii acKanamuio 1036l B KM npu coxpaHeHUU J03bl B APYTUX
opraHax-muiueHsx (1umparuueckoit cucreme, HHC, sauukax)
M MaKCHMaJIbHO BO3MOXHOE CHUXKEHHUE JT03bl BO BCEX OpraHax
pucka.

Iean u 3agauu — 103UMETpUUECKOe 0OOCHOBAHME MeETOja
TOKIJI u ero cpaBHeHUE C yXke pa3padOTaHHBIM U BHEIPEHHBIM
meTonoM KoHdopmHoro TOT mist neguarpuyecKux MaluueHTOB
¢ OJI.

Marepuaist u metoabl. [1pu cozmanuu mmanoB TOKJI u TOT
ucrioyib3oBanack Meroauka JIT ¢ Momynsumeir MHTEHCUBHO-
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CTU B PEXMME CIUpaJbHOro o0sydyeHus Ha ammapate Hi-Art
TomoTherapy 4.5 (Accuray Inc.). OueHKe IOIBEPIIUCH Jie-
yeonblie manbl TOT n TOKJI 6 manueHTOB IeTCKOro BO3pacTta
(ot 4 1o 16 net) ¢ OMJI, coznaHHbIe 3a MEPUO C UIOJISI TIO HO-
s60pb 2023 . [Ipennucanubie 1o3bl: PTV 1200 (tumdatuyeckas
cuctema, [THC u suuku y maliueHTOB MYXKCKOTO T0J1a C OTCTY-
nom 5 mm) — COJI 12,0 Ip; PTV_1500 (Bech CKeIET ¢ OTCTYIIOM
Smm) — CO/JI 15,0 Ip. Pexxum o6srydeHust — ABaKabl B A€Hb, BCETO
6 dpaxuumii 3a 3 gHs. [Jo3a B opraHax prcka (XpycTaauKu Ijasa,
LIMTOBUIHAS XKeJle3a, JIETKME, CepALE, MOYKU, NMeYeHb, KHUIIeY-
HMK, MOYEBOI TTy3bIPbh) TOJDKHA OBITH MAKCUMATLHO CHIKEHA.

Pesyabratel. CpegHee 3HaueHue no3bsl B PTV 1500 cocra-
Bujo 14,9 + 0,15 Ip, He meHee 95 % PTV_1500 monyuwuio no3sy
14,1 + 0,4 Ip, cpenHee 3HAYeHUE O3Bl B peOpax, CErMEHTUPO-
BaHHBIX Ha YpOBHeE Jierkux, coctaBuiio 14,3 + 0,4 Ip, cpenHee
3HaueHue mo3el B PTV_ 1200 cocraBuio 12,7 = 0,12 Ip. 3Ha-
yeHue cpeaHux A03 B opraHax pucka mas miaaHoB TOKIJI co-
cTaBujIO: B Xpycranmukax 6,8 £ 1,1 Ip, B IIMTOBUIHOI Xeje3e
9,6 £0,7 Ip, B merkux 6,9 £ 0,4 Ip, B cepaue 9,4 £ 0,8 Ip, B mpa-
Boit mouke 5,1 £ 0,3 Ip, B neBoit nouke 7,3 + 0,3 Ip, B meue-
Hu 7,4 £ 0,3 Ip, B kumeunuke 7,7 = 0,2 Ip, B MoueBOM Ty3bIpe
9,1 £ 1,4 Ip. Ilo cpaBHEHUIO C BHEAPEHHBIM METOJOM KOH-
(opmuoro TOT 3nauenue cpenHux n03 B wiaHax TOKJI 6buto
CHUXEHO: B IIIUTOBUIHON Xejesde Ha 12 %, B nerkux Ha 11 %,
B cepatie Ha 21 %, B mipaBoii 1 JieBoit moukax Ha 33 % u 4 % co-
OTBETCTBEHHO, B reyeHu Ha 38 %, B KuleuyHuke Ha 35 %, B Mo-
4yeBOM Iy3bipe Ha 24 %.

BoiBoapl. Paccmorpennsiit Meton TOKJI obecrieunBaer Tpe-
OyeMyto ackananuio 1036l B KM 1 00/1yyeHue oCcTalbHbIX KW~
HUYECKN BaXXHBIX MUIINCHEW B CTaHOAPTHON IIpenImMCaHHOMU
J103€, CIOCOOCTBYSI COXpaHEHUIO MUEI0a0JaTUBHOTO U MUMMY-
HocynpeccuBHOTro 3 dekToB. CyliecTBEHHOE CHUXEHUE 103bl
B OpraHax prcka Ipu3BaHO 00ecrneynuTh 0ojiee HU3KMe MpoGUIn
TOKCUYHOCTH JJIs1 OpraHoB pucka y nauueHToB ¢ OJI, nmonyuato-
mmx TT'CK B komOounanmu ¢ TOKJI.

Boibop Haubonee ahekmuBHbIX aHmu-GD2-
XUMEpHbIX aHMUreHHbIX peyenmopos Ang

nevyexHua Heiipobnacmomol

J.B. JIyugosuu, A.H. Menemko
I'Y «PHIII] JIOTH» Mun3zdpasa Pecnybauku beaapycy, Munck

AktyanasHocTh. HB — penxwmit Tum paka, KOTOpBIi TTopaxkaeT
MperuMYyILIeCTBEHHO MJIaJIeHLIeB U IeTeil paHHero Bo3pacra. Tpa-
IULIMOHHBIE MeTOMbI JeueHus:, Takue kKak XT u JIT, mokazanu
OrpaHWYEHHBIN YCIieX B JICUEHUU ITOTO arpecCMBHOro 3aboJe-
BaHwms1. HoBwIit moaxon kiretouHoi T, M3BeCTHBIN KaK Teparust
T-xnerkamu ¢ XuMepHBIM aHTUTeHHBIM perientopoM (CAR) ot-
KpbIBa€T HOBbIE BO3MOXKHOCTHU Teparuu JeiKO30B U COMUTHBIX
omyxoneii. Hanboiee nzydennoi mumeHbto mist CAR-T-tepa-
nuu HB u psna npyrux ornyxoJiei siBJIsieTcsl AMCUaIoraHIInO3Ul
GD2.

Hemn u 3amaum — noayvyeHue aHTU-GD2 CAR-T-kieTok,
(byHKIIMOHAIPHO aKTUBHBIX B oTHOIIeHnM HbB dyemoBeka.

Marepuansi U Metoabl. CUHTETUYECKUE TIOCIIEI0BATENb-
Hoctu JIHK peunenropa (Synbio, Kutait) 06111 KIIOHUPOBaHbBI
B JIEHTUBUPYCHBII BeKTOp pWPXL MeTogoM pecTpuKuuu U ar-
rupoBanus. [TomyueHne CeBAOTUTTMPOBAHHBIX IEHTUBUPYCHBIX

YaCTUIL MPOBEIEHO IyTeM Ko-TpaHchekimu Kietok HEK293T.
~ PASQEN VI
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Boigenenue T-kaeToK MpOM3BOAMIN KOMMEPUYECKUM HaOOpOM
EasySep (ThermoFisher) u3 nepudepuyeckoil KpoBU TOHOpa
MyTeM OTPULATEbHON CeeKIMU. AKTUBaLMIO T-KJIeTOK IMpo-
n3poauin yactunamu CD3/CD28 Dynabeads (ThermoFisher).
TpaHCOyKIIMIO aKTUBUPOBAHHBIX T-KJIETOK MPOWU3BOAWIU 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,
1:1 u 1:2 acbdbexrop:muiieHs aasg CAR-T-kieTok 1 HeTpaHCIy-
nupoBaHHbIX TUMPouToB (MOCK-KOHTPOJIb).

Pesyabratel. beuto nonyyeHno 3 Bapuanta CAR-T 2-ro mno-
KOJICHUS ¢ IOMOMHUTEIbHBIMU BHEKIIeToUHBIMU CH2-CH?3 no-
MeHaMU 1 3 pa3HbIMU aHTUTEHCBSI3bIBAIOIIUMU aHTUTEIbHBIMU
nomeHamu (14g2a, 8B6 n hu3F8) k mumenu GD2. ®yHKuMo-
HaJIbHO aKTWUBHBI TUTP TICEBIOTUIMPOBAHHBIX JICHTUBUPYC-
HBIX YacTHL] cocTaBwiI: mis 14g2a — 5 x 107, i 8B6 — 2,3 x
107, g hu3F8 — 6,2 x 107 Ha 1 MJ1 BUPYCHOTO CyIl€pHATaHTa.
KonuyectBo nzonupoBanHbix CD3*-ki1eTok coctaBuiio 7,3 MIH
¢ yuctoToit 99 %. [NonmyasuuoHHBIA cocTaB ncxogHoro T-Kie-
TOYHOTO TIpOmyKTa coctaBui: Tnaive + Tscm — 30 %, Tem —
59,7 %, Tem + TeffRA — 6,7 %. CoorHomennu CD4 u CD8 50 %.
DbdeKTUBHOCTh TpaHCAYKLIMU cocraBwia: 14g2a — 33,7 %,
8B6 — 20 %, hu3F8 — 21 %. BdbheKTUBHOCTh IUTOTOKCHUYE-
CKOTO TecTa BbIpaxkajachb KaK pa3HUIIA [IUTOTOKCUYECKOW aK-
TuBHOCTH CAR-T-kinetok 1 MOCK-KOHTpoJIg 1151 KaxXXa0ro
peuenTopa u coctaBuja Mpotus KiaeTok LAN-1: a1 periernropa
14g2a — 57 %, 48 % u 34 % npu cootHoweHusx 2:1,
1:1 u 1:2 coorBercrBeHHo. C peuentopom 8B6 — 32 %, 35 %
u 24 %. C peuenropom hu3F8 — 68 %, 56 % u 44 % cootBeT-
CTBEHHO. D(PDEKTUBHOCTh ITUTOTOKCUYECKOTO TeCTa TPOTUB
kierok 143B cocrasuna: mus 14g2a — 7 %, 2,1 % u 1,5 %, nna
peuenropa 8B6 —13 %, 4 % u 2 %, nnsa peuenropa hu3F8 —
11%,7,3 % u 1 % coOOTBETCTBEHHO.

BoiBoapl. Hamboee BBICOKOI ITUTOTOKCMICCKOI aKTHBHO-
cTteio obmamator 2 BapmaHTa CAR-T-KJIeTOK ¢ pemenrTopamu
Ha ocHoBe aHTUTen 14g2a m hu3F8 mpotus GD2* xieTouHo
suaun LANT (paznuuust MexXay HUMU He JOCTOBEPHBI), HO HE
143B. Peuenrop Ha ocHoBe aHTUTeaa 8B6 obnamaer GD2-cne-
IM(PUIECKON aKTMBHOCTBIO, HO YCTYITaeT B 3(D(eKTUBHOCTH JIH -
3uca MUIIEHEN IByM aibTepHaTUBHBIM periernrtopam (p < 0,001).

Bo3MOKHOCMb UCNONb30BAHUA NPOMOYHOU
yumomMempuu And npeAcKkasanus Hanuyua
BbICOKOUl runepaunaouguu y pemeil
¢ B-nuHeiiHpiM ocmpbiM numdgo6nacmHubIM

Neiiko3oMm

2K.B. Ilepmukun, T.}O. Bep:xkomukas, E.C. Hoxpuna,
H.A. Cadonosa, I'.A. Ilayp, JI.I'. Peunna
TAY3 CO O/IIKb, Examepunbype

AKtyanbHoCcTb. [Mnepaurionnust sBisieTcsl Haubosee pac-
MpOCTpaHEeHHOI TreHeTnuecKoit aHoManuei pu OJIJI u3 B-nu-

PA3AEN VI

HeltHbIX TipeatiecTBeHHUKOB (BIT-OJIJI). BoiaensitoT HU3KYIO
(xommmuectBO XpomocoM 47—50) 1 Beicokyto (BI') (KommuecTBo
XpOMOCOM 51—67) THIepIMITTIONANIO, TIPU TTOCIEAHENH S5-JeT-
Hsist OB manmeHToB He mipeBbiiaet 85 %. B To ke BpeMs Kiet-
ku BIT-OJIJT ¢ BI' xapakrepusyloTcsi HU3KOM MMTOTUYECKOM
aKTUBHOCTBIO B KyJbType, U nipu BI' BeicOK puck Heynauu mpu
BBITTOJTHEHMM CTAaHAAPTHOTO IIMTOT€HETUYECKOrO MCCiea0Ba-
HUSI, HEOOXOAMMOTO IS TIOfIcYeTa KOJIM4YecTBa XpoMocoM. Pa-
Hee ObUIO MOKa3aHo, YTO JUISI aHTUTEHHOTO MPOGhUIIST OIMyXoJie-
BBIX KJIeTOK ¢ BI' xapaktepHa skcripeccust GETKOBBIX MOJIEKYI
CD66¢c, CD86, CD123. OgHako B Hallleil cTpaHe paHee Mom00-
HbIE UCCIIE0BAHNS HE TTIPOBOIUITUCH.

Ienn 1 321241 — OLIEHUTH BO3MOXKHOCTh IIPOrHO3UPOBAHMS
Haymmuus BT mpu BIT-OJ1J1 ¢ npumenenueM antureHos CD66c,
CD86, CD123.

Marepuaast U Metonmpl. B ucciemoBaHue BKIoueH 331
obpazerr KM oT mamMeHToB C BIIEpBBIC AUATrHOCTUPOBAHHBIM
BIT-OJIJI B Bo3pacte ot 1 g0 17 net BkimountenbHo. UDT omy-
XOJIEBBIX KJIETOK BBITIOTHEHO Ha Tipubope BD FACSCanto II.
Wcnonb3oBaHHbIe MOHOKJIOAHJbHBIE aHTUTeNa: CD123 FITC
(xmon 7G3), CD86 BV510 (kmon BU63) (o6a mpousBoacTBa
BD Biosciences), CD66¢c FITC (knon KOR-SA3544) (BC Life
Sciences). CtaHIapTHOE LIUTOT€HETUYECKOE UCCIIEIOBAHNE KIle-
Tok KM mpoBonuiioch myTeM KyJIbTUBUPOBAaHUS B TeUeHUE 24 4.
[Tpenapatel okpammBaiu G-METOIOM C TIpeABAPUTEIbHOM 00-
paboTKoii TpunicuHoM. KaproTunvpoBaHye BEIMOJHSIIN B COOT-
BetcTBUU ¢ [ISCN 2020. Takke Bo Bcex ciydasix ObLia BbIITIOJIHEHA
IUAaTHOCTUKA CIAEAYIOLINX MOJIEKYISIPHO-TeHETUYECKUX Tepe-
crpoek: ETV6::RUNXI, TCF3::PBX1, BCR::ABL1, niepecTpoek
11q23/KMT2A meromamu ITILIP ¢ obpaTHOil TpaHCKpUILIMEH
u FISH, a Takxke onpenejieHue KoauuyecTBa LIEHTpoMmep 4-id,
10-11 u 17-11 xpoMmocoMm ¢ ucnosb3zoBanueM 3oH1a XCE 4/10/17
DNA probe u uucna xonuii XxpoMocoMbl 21 ¢ mpuUMeHeHUeM
XL t(12;21) ETV6/RUNXI1 Dual Fusion (06a Metasystems, Iep-
MaHusl).

Pesynbratel. [1pu ucrmonb3oBaHUM COYETAHUST CTAHAAPTHOIO
HUTOTEHETUIECKOTO MccienoBanmst u Metona FISH ObL10 BEIB-
neHo 85/331 (25,7 %) cnydaeB, oTHeceHHbIX K Tpyrniie Bl Dkc-
npeccust CD123 BrisiBieHa y 76 (89,4 %) u3 85 mauuentos ¢ BI'
uny 51 (20,7 %) u3 246 601bHbIX 6e3 BI. [lnarHocTryeckast 4yB-
CTBUTEJIBHOCTD [J1s1 BhIsiBieHUs ciydaeB BI' — 89,4 %, cneuu-
uunocth — 79,3 %, mioiians moa Kpupoii — 0,861. Dkcmpec-
cust CD86 BoisiBiaeHa B 49/85 (57,6 %) caydasx ¢ BI' u B 33/246
(13,4 %) 6e3 BI. duarHoctuuyeckasi 4yBCTBUTEIbHOCTb IJIsI
BbIstBiIeHUs ciaydaeB BI' — 57,6 %, cneuuduunocts — 87,6 %,
wiomanas mmoa kpusod — 0,720. Ouenka skcnpeccun CD66¢
npoBefaeHa y 320 mauueHToB. DKcmpeccusi CD66¢ BbIsiBIIEe-
Ha y 51/84 (60,7 %) GoabHoro ¢ BI, y mauuentoB 6e3 BI' —
45/236 (19,1 %). AuarHocTryecKass 4yBCTBUTENbHOCTL CD66C
cocraBuia 60,7 %, cneuupuuynocts — 80,9 %, miomanb 1om
kpuBoit — 0,727. ITonbITKa UCITOJb30BAHUST Pa3TNYHBIX KOMOU-
Hauuit CD123, CD86 u CD66¢ He mpuBOaMia K ITOBBILIEHUIO
YyBCTBUTEJIBHOCTU U CHEIIU(PUIHOCTH.

BoiBoabl. Mbl MOATBEPAMIN CTATUCTUYECKU 3HAYUMYIO KOP-
pensuo Mexay akcnpeccueir CD123, CD86, CD66¢ u BI.
HawuGonee ybenuTenbHO BRINISIAAT B3auMocBsa3b BI' m CD123.
Hecmotpst Ha a1o, akcnpeccusi CD123 Takke BCTpedaeTcs
W B IPYIUX MOJICKYJISIPHO-TCHETMYCCKMX ITOATPYIIIAX, 9TO He
MO3BOJISIET UCIOJIb30BaTh JaHHbIC TPOTOYHON LIMTOMETPUU JIJIsT
npeackazanus Hamuus BT pu BIT-OJLJI.
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KnuHuKko-renemuyeckan sapuabenbHocmb
Mymauuii JAK3 B 3ImHUYecKu pa3nuyHoil
Koropme u3 18 nayuenmos 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. Bexaesues!, /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;
JPIIKF — ¢uauar ®TAOY BO PHUMY
um. H 1. Ilupoeosa Munszopasa Poccuu, Mockea;

‘Kagpedpa monexyasaproil u meduyunckoii eenemuru u Ileduampuyveckas
akademuueckas kaunuxa umenu lTueu XKeanus Touaucckoeo
20cydapcmeenH020 meouyunckoeo yuueepcumema, Touaucu, Ipy3us;
*Ipysunckuil pono eenemuueckux u pedkux 3abonesaruil; Meduyunckuii
gaxyremem Yuusepcumema Hoio Buoicr, Touaucu, Ipy3us;
*YHueepcumem meOUUUHCKUX HAYK, OmOeseHue 0emCKol ainepeonocuu
U UMMYHoa02UU, 2opodckas 6oavhuya “Basakshehir Cam u Sakura”,
Cmambyn, Typyus;

’Omdenenue demcKoil arnepeonoeull U UMMYHON02UU, MEOUUUHCKUL
garxyrvmem Yuusepcumema Tpakwvs, Doupne, Typyus;
SCmambyavckuil ynusepcumem-Ceppaxnauia, neouampu4ecKuil
garxyavmem, Meduyurckas wxonra Ceppaxnawa, omoenenue 0emcKoil
annepeonoeuu u ummynonroeuu Cmamoyn, Typyus;
‘Omoenenue demckoil arnepeonouud U KAUHUYECKOU UMMYHOA02UU,
ooavHuya bawarxwexup Cam u eopodckas boarvhuya Cakypa,
Cmambyn, Typyus;

OMeoduuunckuii paxyrsmem Yuusepcumema Mapmapa,
Cmambyn, Typyus;

" Hayuno-uccaedosamenvciuii omoen, omoenenue peemamonouil
U KAUHUHeCKOUl UMMYHOAo2uY U LleHmp XpoHuueckux uMmyHoOeuyumos
Mmeduyunckoeo gaxyrsmema Ppaiibypeckoeo ynugepcumema,

Bena, Aecmpus;
2Komnanus Archimed Life Science GmbH, Bena, Ascmpus;
B30moenenue demckoil annepeosoeull u UMMYHON0UU, KaAeopa
neduampuu Yuueepcumema FOxcroit @aopuowet, Cankm-Ilemepbype,
Daopuda, CIIA;

H“lemckasn kaunuyeckas 6oavhuya Jncona Xonkunca, lemekuit HayuHo-
uccaedosamenvckuii 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

AKTyanabHOCTb. TsKesasi KOMOMHUPOBaHHAs UMMYHHAasl He-
noctatrouHocth (TKMH) npencraBiasgeT co0oilt reTeporeHHyIo
TPYIINY BPOXKAEHHBIX OILIMOOK MMMYHHOI CUCTEMBI, XapaKTepu-
3YIOLIUXCS TJYOOKUM HapylIeHHeM KJIETOUHOIO U TyMOpalbHO-
ro UMMYHMTETa, KOTOPbIE MOTYT MIPUBECTU K CMEPTHU OT TSIKEJTOM
MH(PEKUMOHHON MaToJoruu B MjaaeHuecTBe. Jdeduuur sHyc-
kuHasbl 3 (JAK3) sBisieTcss ayTocOMHO-pelecCUBHOM hopMoii
TKHWH u npuoaut Kk T-B*NK-denotuny. Ieduuut JAK3 sB-
Jsercs npuanHoii npumepHo 10 % Beex ciyyae TKIAH.

e 1 3a7a4n — U3YUYUTH CIIEKTP T€HETUUECKUX HApYLIEHU
B reHe JAK3 B Koropre nNaluMeHTOB U3 Pa3IMUHbIX I THUYECKUX
TPYII.

Marepuaisl 1 MeToapl. HamMu nmpoBeeHO MHOTOLIEHTPOBOE
WCCceq0BaHNe KIMHUYECKNX TaHHBIX 18 MMalieHToB ¢ TeHeTH-
4yecKM MoarBepxkaeHHbIM auarHo3oM TKMH, BbI3BaHHBIM T10-
JloMKamu B reHe JAK3. Cpenn HUX COOTHOIIIEHHE 10 TIOJTy COCTa-
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Buio 1:1 (9 ManbunkoB u 9 neBovek). [laneHThl, BKIIOUEHHbBIE
B MCClIeIOBaHNe, TIPUHAJIEKAIN K pa3HbIM 3THUYECKUM TPYTI-
naM (BOCTOUHBIC ciaBsHe (n = 2), TIopku (n = 14), mbIraHe
(n=1), apaonl (n = 1)) ¢ denorunom TKMH/xomOouHMupoBaH-
Hasg uMMMyHHas HemoctatoyHocTh (KWMH). s mocraHoBKuU
nuarHosa owi10 mpoBeeHo DT muMmbonnToB U MOJIEKYJISIp-
HO-TEHETUYECKUI aHATTU3 C UCIIOTh30BAHUEM BbICOKOTIPOU3BO-
JIUTEIbHOTO CEKBEHUPOBAHMSI U KAMUJUISIPHOTO CEKBEHUPOBA-
Hus 1o CaHrepy.

Pesyasratel. Koropra JAK3 Bkimouana 18 mameHTOB, B TOM
yucie n3 Pecnyonuku benapych (BocTouHble ciaBsiHe (n = 2),
apaObl cyaHCKOro mpoucxoxneHus (n = 1), upirase (n = 1)), us
P® (tiopxu (n = 3)), u3 Ipysuu (n = 3) — rpy3uHbI—a3epoaiin-
kaH1pl), Typunm (tTropku (n = 8)). KpoBHOpoICTBeHHBIE Opaku
ObUTM moATBepkAeHbI B 11 13 14 cemeit. Y 14 u3 18 manueHTOB
obu1 k1accuyeckuit penotun T-B*NK-SCID. ¥V 1/18 6onbHOrO
ob1 penotun T-low B'NK- KWH, 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 UAEeH-
TUGUIIMPOBaHBI BO Beex ceMbsix. Y 10/18 ecTh HOBbIE BapuaH-
Tbl (TOMO3UTOTHBIE), KIaCCU(UIMPOBAHHBIE IO KPUTEPUSIM
ACMG kak BapuaHTHI HeompeneileHHON 3HaunMmocTtu (VUS),
y 7/18 ecTb paHee ONKMCAHHBIC ITATOTeHHbIC BapUaHThI (6 — T0-
MO3UTOTHBIX, | — reTepo3UTroTHBIN KOMITayH), Uy 1/18 BbIAB-
JieH BapumaHT, onucaHHbli Kak GOF-BapuaHT. [eHeTHueckue
BapUaHTHl BKIIIOYAJIM COBUT paMKu (n = §), HOHCEHC-MYTalluu
(n = 2), MucceHc-MyTaluu (n = 7) 1 MyTallMU B caiiTax cruiaii-
cunra (n = 2). TTCK 6bu1a mpoBeeHa 6 manyeHTtam, 8/18 ymep-
JIU B Bo3pacTte 9 MecsieB (cpeaHuit Bo3pact — 9—18 Mecsien),
8/18 xuBsI (1 — roroButcsa Kk TT'CK).

BoiBoapl. Haille uccienoBaHue paciimpsieT CeKTp reHeTh-
YECKHUX BapUaHTOB, aCCOLIMMPOBaHHBIX ¢ Aeduumtom JAKS3.
IMTatorennbie BapuaHThl B TeHe JAK3, mpusopsimme Kk KMH,
COTPOBOXKIAIOTCS TETEPOTEHHOCThIO MMMYHOJIOTMUYECKUX e-
HOTUIIOB, YTO CO3JAET HEOOXOAMMOCTb B JETAJTbHBIX UMMYHO-
JIOTUYECKUX U MOJIEKYJISIPHBIX UCCIEI0OBAHUSIX, OCOOEHHO B 3a-
KPBITBIX STHUYECKUX TPYTITIaX.

J(phekmuBHOCMb U NepeHocuUMocmb
UHAYRUUOHHOIO pexuma xumuomepanuu
Ha ocHoBe remyumabuna u yuchnamuxa

y hayueHmos ¢ HasohapuHreanbHol

Kapuuxomoil. NipeasapumenbHble
pe3ynbmambl uccnefoBanus
HOR-AINon-2022

JI.JI. PabaeBa, H.B. 2KykoB
OIBY «<HMHUI] JITOH um. Jimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea
AKTyaapHOCTh. HecMoTpss Ha BBICOKYIO 3(PHDEKTMBHOCTH
COBPEMEHHBIX MTPOTOKOJIOB JIeYEHUSI JIOKAJIM30BaHHOU Hazoda-
puHreanbHoi KapunHoMmbl (H®K) y nereii, y yacTu maleHTOB
(=~ 20 %) He ymaeTcst HOOUTHCS M3JICUSHUSI, UTO BJICUET 3a COOO
KpaiiHe HeOJIaronpUsATHBIA MPOrHO3, OOYCJIOBJCHHBINA Majloi
3(pHEeKTUBHOCTHIO JOCTYITHBIX BAPUAHTOB MOCJEIYIOIIEro Jieue-
Hus. [TpoGnemy npeactapisieT U JeueHrue 60IbHbBIX C TEPBUYHO-
Metactatndeckoit HOK, npu koropoii 5-nernsisi OB cocras-

PA3AEN VI
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qset auib 25—57 %. Ipenacrasisier mpobieMy U TOKCUYHOCTb
JIEYeHUsT, aCCOLIMMPOBAHHAsI C MCITOJIb3YeMbIMU B IETCKUX MPO-
TOKOJIaxX S-(pTopypauui-coaepKallnx pexXuMaMy UHIYKIUU.

Ienau u 3agauu — OLIECHUTH HEMOCPENCTBEHHYIO 3(PPeKTUB-
HOCTb U TIEPEHOCUMOCTb MHIYKIIMOHHOTO ATara Je4eHus (rem-
LIUMTAOWH U IMCITIATUH + meMOpoin3ymMad) B paMKax OpUTMHATb-
HOTO pUCK-aganTHpoBaHHOTO ITpoToKoja HOK-ITOM-2022.

Marepuanasl u MeToabl. B TMIOTHBIN aHaIW3 BKIIIOYCHEI
14 paHee He JICUCHHBIX AIIMEHTOB ¢ MOPMOJIOTMIEeCKH Bepr M-
nupoBaHHBEIM nrarHo3oM H®OK, moxyJaBmmx JeaeHne Mo mpo-
tokony HOK-JITOM-2022 B neTckux JeUeOHBIX yIPEKIACHUSIX
oHKoornueckoro nmpoduis PO u PK B mepnon ¢ Hos6opst 2022 T
o ok 2024 . (20 mec). CpenHuMiA Bo3pacT OOJBHBIX Ha MO-
MEHT IIOCTAaHOBKM OMarHo3a cocTaBmia 14,4 roma (pa3dopoc —
12—17 nert), cootHomeHne M:o — 10:4. Cpenu 14 OOJIBHBIX
y 3 6buta 11 cranus 3a6oneBanus, y 6 — 111, y 3 — IVA, y 2 — IVB.
B cooTBeTCTBUY C IIPOTOKOJIOM MALIMEHTHI TPYIIIIHI CTAHAAPTHO-
T0 ¥ BEICOKOTO prcka (ctaguu [I-1VA, n = 12) monmyJanu mHIyK-
IIMOHHYIO TePATTNIO TeMITUTAOMHOM U IIUCTUIATUHOM, TTAIIMEHTBI
W3 TPYMOITBI OYeHBb BBICOKOTO pricka (IVB ¢ Meractarmueckmmu
ogaramu, He momexkarmumMu JI'T, n = 2) — MOIIOTHUTEIBFHO K Hel
oJryJaay neMoponn3ymad. OObeKTUBHBIIN OTBET ITOCHIE 3aBep-
IIeHUs] MHAYKIIMOHHOTO 3Tara JIeYeHUST OIICHUBAJICS B paMKax
RECIST 1.1. OueHka TOKCUYHOCTUA TPOBOAMIACH COIIACHO
CTCAE 5.0.

PesyabraTel. Bce manmeHTHI, BKIIOYEHHBIC B ITWJIOTHBIA
aHaIM3, 3aBEPIIMIN 3alJIAHMPOBAHHBINA 3Tall WHIYKIIMOHHOM
teparmuu. [locne 3aBepiieHUs] MHAYKIIMOHHOTO 3Tara JICUSHUS
I10 xoncTaTuposaH B 3/14 cnyyasax, YO — B 11/14. Hu B omHOM
HaOJIIOMEHNN HE OBbLIO OTMEUEHO TSDKEIBIX CIydaeB HEIpem-
BUICHHON TOKCMYHOCTU WJIM JIETAJIbHBIX MCXOMOB. Bce Kypchl
XT mpoBeneHbl ¢ COOJIIOACHUEM TaliMUHTA, MPEAYCMOTPEHHO-
ro niporokonom jedeHus. Cpeau H4 > 11 crenmenn Hambonee
4acTO OTMEYAJIMCh TeMaTOJIOTUYeCKass TOKCHMYHOCTL (14/14)
u pedbpwIbHas HerTponieHus (2/14).

BeiBoapl. Pexxum mHpykumonHo# XT, BKIIIOYAIOIIWil reM-
LMTaOMH M LMCIUIATUH, IIPOJEMOHCTPUPOBAI BBICOKYIO HEIO-
CPEICTBEHHYIO ITPOTHUBOOITYXOJIEBYIO 3((HEKTUBHOCTb U YIOB-
JIETBOPUTEIbHYIO MepeHOoCUMOCTh. Heobxoaumo npogomkeHue
MHOTOIICHTPOBOI'O MCCJICIOBAaHMS IO JTOCTUXKEHUs TUIAHOBOIO
YKCJIa BKJIIOUEHHBIX MALIMEHTOB /IS OKOHYATEJIbHOTO aHAIn3a.

Ponb nonumopcu3mos rena MTHFR
B NPOrHO3UPOBAHUU MOKCUYHOCMU
BbICOKOA03HOr0 MEMompexrcama npu
NeyeHuu HeXoMMKUHCKUX numdom y aemei

3.K. Cumasonsn!, T.T. Baiues!, A.JO. Ukonnukosa?,
A.P. Kenesnsak?, 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 MpPOrpamMM Teparuu
HXIJI y neteit cocraBisior MTX-coaepxaniue pexumsl. [Tpu-
meHeHue MTX B Beicokux (1000—5000 Mr/mM?) 103ax IO3BOJISIET
noctuub MHoroJieTHelt OBy 90 % nereit ¢ HXJI naxe npu mo3n-
Hux (III-IV) cranusax 3aboneBaHusi. B cBsizu ¢ pa3paboTKoit
BBICOKO3((HEKTUBHBIX ITPpoTOKO0J10B teueHust HXJI Bce Gonbiiiee
BHUMaHUE MCCenoBaTeiell yaeasieTcsl TOKCUMYHOCTU Teparuu.

PA3AEN VI

Tak, remaTojiornyeckass TOKCMYHOCTb [V cTereHu perucrpu-
pyercst y 50—70 % GOJIbHBIX, IOJYYaIOLIUX JeUEHKUE 10 ITOBOLY
HXJI, HedporokecnaHoctb — y 29 %, octpbiii renatut — y 60 %,
HEUPOTOKCUYHOCTb — y 22 %, TOKCMYHOCTb CO CTOPOHBI KOXHU
U cnu3ucthiX — y 32%. Cpenn (hakTopoB pHCKa TOKCHYECKUX
SIBJICHUI BBIZCJISIIOT BO3PACT MallMeHTa, OMyX0JIeBOE TTOpakKeHNE
OpraHOB M CUCTEM, a TaKXe WHAUBUAyaJIbHbIe T€HETUYECKHUE
nosumMopdu3Mbl GepMeHTOB (hOTATHOTO LIUKIA U OEJIKOB-TPaH-
crnoptepoB MTX.

Iean u 3agaum — onpeneaTnuTb BO3MOXHOCTb MPOTHO3UPOBaA-
HUSI TOKCUYHOCTU BhICOKOI03HOro MTX, ocHOBBIBasiCh Ha (pap-
MaKOT€HEeTUYECKOM TeCTUPOBAHUM.

Marepuajsl U1 MeToabl. TeXHOJOTMSI OMOJIOTUYECKUX MU-
KPOUMITOB ObLIa MCITOIb30BaHA IJIS MCCICAOBAaHMUS 00pa3lioB
nepudeprdeckoil KpoBu 31 malyMeHTa ¢ BiepBble YCTAaHOBJICH-
HeIM nuarHo3oM HXJI, B Je4eHMU KOTOPBIX HCIIOJb30BasCs
MTX (m03s1 1000—5000 Mr/m?). 3a60p MaTepHaiia MPOU3BOINII-
csl OJHOKpPaTHO, BHE 3aBUCUMOCTU OT CpPOKOB Tepanuu MTX.
ITenomuyto JIHK Bbiaensuin u3 aedKouuToB nepudepudeckoi
KPOBU. AHATM3UPOBATUCH MoJuMopdu3Mbl TeHoB MTHFR G>A
u MTHFR G>T. Ins ouleHKH TOO0YHBIX 3((GEKTOB UCTIONb30Ba~
Juch 1mkanael TokcuuHoct NCI (CTCAE v5.0 2018 ). Koppe-
JISIIUST BBISIBAICHHBIX MOJUMOPGU3MOB C MOCTLMTOCTATUYECKOM
TOKCUYHOCTBIO OLICHMBAJIACH C ITIOMOIIIHIO TAOIHUII COTPSIKEHHO-
CTU B KOMITIbIOTepHOI porpamme SPSS.

PesynbraTel. PacnipeneneHue mauydeHToB 110 TOJTy OBLIO Clie-
IYIOLIMM: MYXYUHBL — 71 %, keHiuuHbl — 29 %; B-kjierouHbie
HXIJI cocraBunu 48,4 %, T-knerounbie — 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 wuccienoBaHuM MOJIUMOPGU3MOB TeHa
MTHFR G>A BbIIBIACHO cienyioliee cooTHomeHue: GA —
51,6 %, GG — 41,9 %, AA — 6,5 %. TenarorokcuuHocts II1-1V
CTEereHM pas3BuBajach npu BapuaHtax GA y 62,5 % OOJNBHBIX,
mpu GG — y 38,5 %, mipu AA — 0 %. HedppoTokcuaHOCTH HE
obuto. Iematomornyeckast TokcuyHocTh III-IV cremenu mpu
Bapuante GA — 87,5 %, npu GG — 92,3 %, npu AA — 50 %.
HeliporokcnaHocth y Hocuteneit GA otmevanack B 12,5 %,
GG — 7,7 %, AA — 0 %. Mykosur I11-1V cTenenu nipu Bapu-
ante GA ocnoxHsut teuenue B 50 %, npu GG — B 30,8 %, nipu
AA — 0 %. Undexkumu 1111V crerrenn tsokectn ipu GA or-
Mevanuch B 68,8 % ciydaes, ipu GG — B 46,2 %, npu AA —
B 50 %. CnenoBarenbHo, BapuaHT GA MTHFR xoppeiupoBa
¢ 0oJjiee BBICOKAM PUCKOM TeaTOTOKCHUYHOCTH, HEMPOTOKCUY-
HOCTHU, MYKO3UTa U MHPEKIIMOHHBIX OCIOXHeHUi1. [1pu nccie-
noBaHuM roumMopdu3moB reHa M THFR G>T BbISIBIEHO CTeTy-
fomiee cootHomenune: GT —45,2 %, GG — 12,9 %, TT — 41,9 %.
IenmaTtorokcuunocts III—IV creneHu pa3BuBaiach Ipu BapruaH-
tax GTB 42,9 %, ipu GG —B25 %, ipu TT —B 61,5 %. Hedppo-
TOKCUYHOCTU He ObLT0. [eMaToornyeckasi TokcuyHocTh [I-1V
crenenu y Hocuteneir GT ormevanace B 78,6 %, GG — 100 %,
TT — 92 %. Heitporokcuunocts GT — 14,2 %, GG — 0 %,
TT — 7,7 %. Mykosur I11-1V crenenu npu GT peructpupoBai-
cay 58,3 % 6onbubix, npu GG —y 8,3 %, npu TT —y 33,3 %.
Nudexkunu IT1-1V crenenn tsokectv ipu GT —y 64,3 %, nipu
GG —y25%unpuTT —y 61,5 %. Bapuant TT xoppeaupoBai
¢ 0oJjiee BBICOKMM PUCKOM TeaTOTOKCHMYHOCTH W MHMEKIIMOH-
HBIX OCJIOXKHEHUM TAXKEION CTETIEHU.

BoiBoapl. [eHeTuueckoe TectupoBaHue Ipu jJedyeHun HXJT
y JeTel MOXET OIpeaeUTh MAMEHTOB C BLICOKUM PUCKOM pa3-
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BUTUA TOKCHYCCKUX OCJ'[O)KHGHVIﬁ, 4YTO ITO3BOJIUT NMPOBOAUTH
MHULMAJTbHYIO HpO(I)I/IJTaKTI/IKy 1N B ONTUMAJIbHBIE CPOKU KOp-
PEKTUPOBATHL PA3BUBIIMECA OCIIOKHCHMUA.

Pe3ynbmambl NeyeHus nuMpamuyecKux
Manbopmauuil B Xupypru4eckom
OompeneHuu HoBOPOXACHHbIX U Aemeil
rpyaxoro so3pacma ®IrAY <HMUL 3nopoBba

nemeii» Mun3apasa 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. Kienmkosa
DIAY «HMHI] 300poswvs demeit» Munzdpasa Poccuu, Mockea

AKTyadapHOCTB. JIMMaTuueckre Maab(opMaluu SIBISIOTCS
JIOCTATOYHO PEAKOW MATOJOTUEN C INUPOKUM CIIEKTPOM KIIMHU-
YECKMX MPOABJICHUA, YTO 3aTPYAHAET IMarHOCTUKY U pa3paboT-
Ky 3 (HEKTUBHBIX MPOTOKOJIOB JICUYEHUSI.

Ilenu u 3a0a4m — OLICHUTD PE3YJIBTATHI JICUESHMSI MAIlMEHTOB
¢ muMdaTUIeCKUMK Mallb(opMalusIMU, UCCISI0BaTh PaCIpo-
cTpaHeHHOCTh MyTauuu PIK3CA cpeny mpoJjiedeHHbIX MallieH-
TOB JJIsI MAKCUMAaJIbHO PAHHETO BBISIBIIEHUST PACCTPOMCTB CIIEKT-
pa CUHIPOMOB M30BITOYHOTO POCTA M Ha3HAYEHUST MM TapreTHOM
Tepanuu.

Martepuansl u Metoabl. [IpoBeneH aHanu3 uctopuil 6oses-
HU 3a niepuof ¢ 2017 nmo 2023 . B XupypruyeckoM OTAEJCHUN
HOBOPOXICHHBIX U AeTeil TpyaHoro Bodpacta ®TAY «<HMMUILL
3710pOBbs AeTeil» MunaapaBa Poccuu: nipojiedeHbl 42 mauueH-
Ta C Pa3IMYHBIMU TUMNAMU JUMGbATUYECKUX MabhopMalluii,
n3 Hux 47,6 % (n = 20) ¢ kucro3Hoii hopmoii, 45,2 % (n = 19)
C XUJIE3HBIMU BbIMOTaMu, 7,2 % (n = 3) cO CJOKHOMN KanuuIsIp-
HO-BEHO3HO-TUM®daTUUECKON MaibhopMaIlueii.

Pesyabratel. [lanmeHtam ¢ kucto3Hoii dopmoit aumdatu-
YeCKOU Mab(hOpMaIuy BHITIONHSIJIOCH TTPEUMYIIIECTBEHHO XU-
pyprudeckoe JiedeHue: paaukaibHoe ymajieHue B 11 ciaydasx,
ckieposupoBanue B 8. B 1 HaOmopeHun Xupyprudeckoe Jie-
YeHMe He TPOBOMWIOCH, Ha3HAUE€HAa KOHCEPBAaTUBHASI Teparusi
cuponmycoM. [lociie TpOBENEHHOTO XUPYPTUUECKOTO Jiede-
HUS B 4 cilydasix IOTIOJIHUTEIbHO MOTPe0OBAJIOCh Ha3HAYEHUE
KOHCEpPBAaTUBHOW Teparuu B CBA3U C SBJICHUSIMU JuMdopen
B 3 HaOmoaeHusIX u B | ciyyae B BUIY OTCYTCTBUSI yIOBJIETBO-
putenbHoro 3ddekra. [MarmeHtaM ¢ KanmuUIIPHO-BEHO3HO-
nuMbaTnieckoi ManbdopMmalineii Ha3HaueHa KOHCepBaTUBHASs
Tepanus CUPOJIMMYCOM C TOJIOXUTETbHBIM 3dekToM. B rpym-
e TAlMEeHTOB C XWJIE3HBIMU BHITIOTAMU MTPOBOIMIIACH KOHCEP-
BaTUBHAsI Teparusi OKTPEOTUIOM B 103UpoBKe S—10 MKr/Kr/4,
addekT nocturHyT B 13 u3 19 ciydae. ¥ 6 neteit oTMevanoch
oTcyTcTBHE (pdekTa OT TPOBOAMMON Tepanuu B Te4eHUE 2 Hell,
YTO 3aCTaBWJIO NIPUHSTH perieHne o HazHayeHun MCT cuponu-
MycoM B 1o3upoBke 0,1—0,2 Mr/cyT 1Mo XU3HEHHBIM TTOKa3aHU-
saM. Ha mpoTsikeHnn BCero JIeueHUs CUPOJIMMYCOM TTOMIEePKY -
BaJlaCh KOHIIEHTpPAIIUS B TJIa3Me KPOBU Ha ypoBHE 8—14 HT/MII.
JMTenbHOCTh Tepanuu coctaBuia ot 2 o 4 mec. B rpymme
MalMEHTOB C KWCTO3HOW JMMbaTUIecKoil Maib(opMaiim-
eli TeHeTMUYeCKoe WCCIIeNOBaHUE BBIMOJTHEHO |2 MalueHTam,
B 10 ciyvasx BeisiBneHo Hanuune mytaunu PIK3CA, 4 60JbHBIM
YCTAaHOBJIEH AMATHO3 PACCTPOICTBA CMEKTPa CUHAPOMOB U30bI-
TOYHOTO POCTa, Ha3HAUEHA TapreTHasl Tepamusl ajmnearncuooM
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C TIOJIOXKUTENbHBIM 3¢ dekToM. B Tpyrniie maumeHToB ¢ Xuiie3-
HBIMU BBITTIOTAMU TIPOBEACHUE T€HETUYECKOTO HCCIIeIOBaHMS
3aTPYAHUTENIBHO BBUAY CIOXHOCTU TMoabOOpa marepuaia s
HCCIeTOBaHUS.

BoiBoapl. KpaiiHe BaXKHBIM SIBJIIETCSI TPOBEACHUE TIIATE/Ib-
HOrO0 TeHETMYECKOro MCCIEeIOBaHWS BCEM MallMeHTaM C JIUM-
aTtuyeckumMu Maab@opMalUsIMU, KOTOPBIE MOTYT SIBJISIThCS
TMEePBbIM KIMHUYECKUM TIPOSIBICHUEM CIIEKTpa CUHAPOMOB U3-
OBITOYHOTO pocTa. B 3ToM ciyyae MakCUMalbHO paHHEEe Ha3Ha-
YeHME TApTeTHON Teparuu MO3BOJIUT JOOUTHCS JYIIINX (DYHK-
OUOHAJBHBIX M KOCMETUUYECKUX Pe3yIbTaToOB. XUPYPruIecKoe
JlIeueHWe KakK €IWHCTBEHHBI METOJA B HACTOSIIIEE BpeMsi He
SIBJISIETCSI A0COIOTHO TPUOPUTETHBIM JIJISI TTALIMEHTOB C JIMM-
paTtnyeckrumMu Manb@opMalsIM1, BEKTOD JIeueHUs Bce 00JIbliie
CKJIOHSIETCSI K KOHCEPBATUBHOM Tepanyuu U MPUMEHEHUIO KOM-
OMHUPOBAHHBIX METOAMK.

BnusHue KopoHaBupycHoil UHdeKuuu Ha
meyeHue remopparu4ecKoro Backynuma

y Aemeil
H.H. Xoxxaesa', H.M. Conukos?, 11.B. Beprep?

"Taducurcruii eocydapcmeentvlil MeOUUUHCKUL YHUGepCUMem UMEeHU
Abyanu uonu Cuno, lywanbe, Pecnyoauxa Tadxucukucman;
2Meouyunckuii uenmp Dapabu, Jywanbe, Pecnybauxa Tadxwcuxucman,;
3[lenmp demckoil 2eMamono2uil, OHKOAOUU U KAUHUYECKOU UMMYHON0UU,
Tawkenm, Pecnybauka Y30exucman

AkryansHocTh. [emopparunueckuit Backynmut (I'B) — nHaum-
OoJsiee pacrnpoCTpaHEHHBIN TUIT BACKYJMUTOB y AeTel. DTO cuc-
TeMHoe 3a0oJieBaHUE, OOYCIOBJIEHHOE BOCHAJEHUEM MEJIKMX
COCYJIOB, MPOSIBJISIONIEECS OCTPBIMU CUMIOTOMaMM, TAKUMU KaK
reMopparuyeckasi Cblllb, aHTMOHEBPOTUYECKUI OTEK, CyCTaB-
HO M aOJOMUHAJIbHBIA CUHAPOMBI, a TaKXe MOpaxkeHUe Mo-
yek. B mocnegHue roawi, ocodbeHHo ¢ nosBiaeHneM COVID-19,
y4acTUIUCh ciydau pa3Butus ['B y mereit mocie nepeHeceHHO
WHQEKINHU, YTO BbI3BIBACT MHTEPEC K U3YYCHUIO CBSI3M MEXIY
COVID-19 1 usmMeHeHUSIMU B KITMHUYeCKOM TeueHun ['B.

Ilemm u 3amaum — uccaenoBaTh OCOOEHHOCTH KJIMHUYECKOTO
TeueHUs U JJabopaTOpHBIX TToKa3artesieil y neteit ¢ I'B mocne me-
peHECEeHHO# KOPOHABUPYCHOM MH(MEKIINMN.

Marepuansl u Metoabl. B mepuon ¢ mas 2022 1. 1o siHBaphb
2024 1. B geTckoM reMartojiorndeckom otaeiaeHu HML PT 66110
ob0cienosanbl 111 mereit ¢ nmarHo3som I'B. Bcem manmentam
MPOBEICHB KIMHUYECKHE, JTa0OpaTOpHBIE W MHCTPYMCHTAJIb-
HBbIE MCCJIeIOBaHUsI, BKJIIOYas OOIIMII aHalu3 KPOBHU, OMOXM-
MUIO KPOBU, KoaryjorpaMmmy, Tectbl Ha aHTuTena k COVID-19,
0o0IIMIA aHaIM3 MOYU U Kajia, a Takxke Y3U, anekTpokapauo-
rpaMMa M peHTTeH.

Pesyabratel. OMHUM W3 NEPBBIX U IMOCTOSHHBIX CHUMIITO-
moB I'B Obuta reMopparnyeckas Cbilb, KOTOpask HaOMoaaIach
y 39 % nereir. Y nereit, nepeneciunx COVID-19, cpinb nposiB-
JIsJlach KaK aCMMMETpUYHAsi MaKyJIo-Maryyie3Hast Chlllb, YacTo
coyeTarolascsl C auIeprU4eCKMMM BbICBIMAHUSIMU B HETH-
MUYHBIX MecTaxX (110, JagoHU, cTorbl). CycTaBHOM CUHAPOM
oT™meueH y 11 % nmeteil, a abaOMUHAIbHBIA CUHAPOM — y 8 %.
Y 21 % nauueHTOB BBISIBJICH ITOYEYHBIA CUHAPOM, IIPOSIBIISIIO-
LIMiics orekamu U remarypueit. B 50 % ciydaeB Ha0101a10Ch
nopaxkenne [ITHC B Bume acTeHUYeCKOTo CMHAPOMA, IIPOSIBIISTIO-
IIETOCS TOJIOBHBIMHU OOJISIMU, CHIDKCHUEM alllIeTUTa, pa3apaki-
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TEJbHOCTbIO U IPYTUMU CUMIITOMaMu. JlabopaTopHbie JaHHbIE
y AeTelt mocie nepeHeceHHO KOPpOHaBUPYCHOW MHMEKIIMU Bbl-
SIBUWJIM 3HAUUTEJIbHOE YBEIMUYECHUE Yncia 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.

BoiBoapl. KopoHaBupycHass MHMEKIMST OKa3bIBAET CYIECT-
BEHHOE BusHUE Ha TeyeHue ['B y nereii, ycununBas TSXeCTh 3a-
OoJieBaHMS M M3MEHSIST eT0 KIIMHUYeCcKyto KapTtuHy. ['B y nereit
nociae COVID-19 xapaxkrepusyeTcst 00Jiee TSKEJIbIM TEUEHUEM,
BKJTIOYAsl BhIpakeHHbIE CUMITOMBI co cTopoHbl LIHC u HeTH-
MUYHYIO JJOKAJIU3ALHMIO ChIITU, YTO TPeOyeT 0cCOOOro BHUMAaHMS
MPU JUAaTHOCTUKE U JICUEHUU JAaHHOTO 3a00JIeBaHUS.

TpyAHOCMU AUArHOCMUKU 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,
Tawxkenm, Pecnybauxa Y36exucman

AxTtyamsHOCTh. OJIJI sIBNISIETCST camoii pacIpoCTpaHeHHOM
dopmoii aeiiko3a y nereii, coctapisst 75—80 % Bcex ciryuaes OJI.
Oco0y10 aKTyaJlbHOCTh B COBPEMEHHBIX YCIOBMSIX MPUOOpeTa-
eT BiausHKue nepeHeceHHol nHpekuun COVID-19 Ha TeueHne
¥ TMArHocTuky Jieiikoza. Bupyc COVID-19 MoxkeT cymiecTBeH-
HO MCKaXaThb KIMHUYECKYIO KapTUHY 3a00JieBaHUSI, MaCKUPYs
CHMIITOMBI U 3aTPYIHSSI IUAaTHOCTUKY Ha PAaHHUX CTaIUsIX. DTO
CBSI3aHO C T€M, YTO CHMIITOMBI JICKO3a MOTYT IIEPEKPBIBATHCS
WIN OBITH CXOXHMU C IPOSIBJICHUSIMU TTOCTKOBUIHOTO CUHIIPO-
Ma, TAKUMHM KaK CJIa00CThb, YTOMJISIEMOCTb, JIMXOPaaKa U IpyTHe
cucTeMHbIe MposgBieHns1. BaxxHo ormetuts, uro netu ¢ OJIJI 3a-
JacTyl0 TEPBOHAYATIBLHO OOpaIaloTCs He K OHKOTeMaToJIoraM,
a K memuarpaMm, MHMEKIIMOHUCTAM M IPYTUM CICHHAINCTaM,
YTO B YCJIOBUSIX IIOCTKOBUIHOTO IIEPHO/IA YCIOXKHSIET IIOCTAHOB-
Ky muarHo3a. Oco3HaHME 3HAYMMOCTH paHHEH IMArHOCTUKU
OJIJI cpenu Bcex Bpaueii, HE3aBUCUMO OT CIIeLIMaIM3allui, UMe-
eT KPUTUUYECKOe 3HaUYeHNE, TTOCKOJIBKY CBOEBPEMEHHOE HAYaJIo
Teparuy CyIIeCTBEHHO ITOBBIIIACT IMAHCHI HA OJaroNpUsITHBIN
HCXO].

Ilenu ¥ 3a1a4 — BBISIBUTH OCHOBHBIE CUMIITOMBI, XapaKTep-
HbIe I HavyaiabHbIX mpossiaeHuit OJIJI, onpeaenuTs Mpomo-
JKUTEJIBHOCTh IIEPMOJa OT MOSBJICHUS MEPBBIX CUMIITOMOB 0
IMOCTAaHOBKM JIMAarHo3a, a TakKe YCTAaHOBUTb, K KAKMM CITeLa-
JIMCTaM yYallle BCEero oOpalllaloTcsl MallMeHThl Ha dTalle epBUY-
HOTO BU3UTA.

Marepuajbl U Metonpl. [11si JOCTVIKEHUSI 3TOM 1ieu ObLI
MPOBEJIeH aHau3 JaHHbIX 62 neteit ¢ auarnosom OJIJI. B xome
HCCJIeIOBaHMST OBLUTM M3yYeHbl aHaMHE3bl MallMeHTOB, TIEPBUY-
HbI€ KaJIOObl M CUMIITOMBI, YTO TIO3BOJIMJIO BBISIBUTH OMPEIC-
JIEHHBIe 3aKoHOMepHOoCcTH. M3 62 3a6oneBmnx nereii 34 (54,8 %)
ObLTM MaburMKaMu, a 28 (45,2 %) — neBoukamu. BoJabIIMHCTBO
caygaeB OJIJT (54,8 %) ObIIO AMAarHOCTUPOBAHO Y IeTeil B BO3-
pacte oT 3 10 7 JIET, YTO COOTBETCTBYET OOIIIMM CTAaTUCTUYECKUM
JOaHHbIM 1151 Pecnyomuku TapkukucTaH.

PA3AEN VI

Pesyasratel. [Tporpeccuposanue OJIJI mpoucxoauT mocre-
MEeHHO, C KJIIMHUYECKUMHU MPOSIBIICHUSIMA, BO3HUKAIOIIMMHU Ha
CTaJnu, KOTJa KOJIMIECTBO OIMyXOJIEBbIX KJIETOK nmocTturaet 10'2,
OcHoBubie cumnTombl OJIJI BkimouaoT c€1abOCTh, YTOMIISI-
€MOCTb, OJIEIHOCTbh KOXMW, KPOBOTOYMBOCTH, OOJM B KOCTSIX
U cycTaBax, yBeauueHue JIY u cejie3eHKH, a TakKxKe 4acTble MH-
ek, DTH NPOSIBIEHUST MOTYT MAaCKUPOBAThCA IMOJ Ipyrue
MaToJIOTMK, TakKWe Kak TUIepIuUla3vsi OpraHoOB U LUTOMEHUS,
YTO OCOOEHHO BBIPaXX€HO Ha (DOHE MepeHeCeHHON MHGbEeKIUU
COVID-19. Bupyc He TOJBKO CKPbIBA€T UCTUHHbBIE MPU3HAKU
3a00J1eBaHMsI, HO U YCYTyOJISIET €ro TeUeHue, YCUJIMBas LIUToIe-
HUIO U CITOCOOCTBYS pa3BUTHIO TUTIEPIIACTUYECKUX TTPOLIECCOB.
B otnmnume ot OJIJT COVID-19 yaiiie nposiBiisieTcst CMMITOMA-
MU OCTPOI pecrnupaTOpHOil MH(MEKINN, TAKUMU KaK Kalllelb,
JIMXOpajiKa, OJbIIlIKa, a TAKXe MoTepst BKyca U oboHsHus. On-
HAaKO B YCJIOBUSIX NMOCTKOBUIHOTO IMEpUOJa CUMITOMbI, TaKue
Kak cJ1ab0CTh, YTOMJISIEMOCTD U JIUXOPAIKa, MOTYT IEPECeKaThCsI
¢ nposiieHussMu OJIJI, uto 3aTpynHsier nuddepeHIUaTbHYIO
JIMAarHOCTUKY U TPeOyeT 0CO00 OCTOPOKHOCTU M BHUMAHUSI CO
CTOpPOHBI Bpayveii.

BriBoapl. Takum 06pa3om, B 3aKi0ueHe HEOOXOUMO BbIIe-
JuTh, yTo COVID-19 3HaUuTeNbHO YCIOXHWI audbepeHia-
uto OJIJI u BUpycHOI MH(PEKIMU, YTO TPEOYeT OT MEAULIMHCKO-
ro coo0IiecTBa 0oJiee BHUMATEIBLHOTO ITOAXO0MA W YIIYUIICHMS
MUAaTHOCTMKM Ha PaHHUX CTAaAUsX JJII CBOEBPEMEHHOTrO Havajia
Teparmmu.

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 neyeHus nanyeHToB ¢ Hb rpym-
bl BBICOKOTO PUCKa OCTalOTCSl HEYINOBIETBOpUTEIbHbIMU, OB
He npesbimaeT 50—60 %. VHTeHcHduUKams MOCTKOHCOIMIA-
LUOHHOM Teparuy SBIISICTCS BO3MOXKHBIM BapUAHTOM JICUCHHUS,
HaIlpaBJICHHBIM Ha MPEOI0JICHNE PE3UCTEHTHOCTHU OITYXOJIEBBIX
KJIETOK W YJIy4YllleHWe KaK OOBEeKTUBHOIO OTBETa, TaK M JIOJI-
TOCPOYHOTIO IPOrHO3a Y MTAHHBIX MAIIUEHTOB.

Iean m 3ama4d — OLIEHUTH MEPEHOCUMOCTb U 3 HEKTUB-
HOCTb ITOCTKOHCOIMAAIIMOHHOTO 3Tara TepaIiy IJis TallieHTOB
¢ HB rpynmbl BBICOKOTO pHcKa, OCHOBAHHOTO Ha KOMOMHAIINT
13-1mmc-PeTnHOEBOI KMCIOTHI M TEMO30JIOMUIA.

Marepuajsl U MeToapl. [IpoBeeHO MHOTOLIEHTPOBOE TPO-
CMIEKTUBHOE MCCIeNOBaHUEe TPUMEHEHUs 12 KypcoB TeMO30-
gomuaa (150 mr/m?/cyt, 5 nHeit) B KOMOMHALMKU ¢ 9 KypcaMu
13-unc-PeTnHOEBOI KMUCAOTHI B COCTaBe€ MOCTKOHCOIMIALIM-
OHHOI Tepamnuu y TamueHToB ¢ HB TpyImsl BEICOKOTO pricKa,
JOCTUTIINX HEYIOBJICTBOPUTEIBHOTO OTBETAa Ha WHIYKIIMOH-
HyI0 Tepanuio B paMkax nporokoia GPOH NB-2004 (nepuogn
¢ 01.2020 mo 01.2022).
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PesyabraTtel. B ucciegoBaHue ObuUIM BKIIOUEHBI 14 manueH-
ToB ¢ HB rpyrbsl BBICOKOTo pricka ¢ MearaHoi Bo3pacrta 62 Mec
(pazopoc — 9—173 mec). Y 13 GoNbHBIX C BIIepBbIEe YCTAHOBJIEH-
HbIM AuarHo3om HbB BepuduiLimpoBaHa 4-s ctaaus 3ad0oeBaHusd,
y 1 mamnueHTa ¢ MHULIMAJIBHO JIOKaIbHOU ctagueit HB rpymmbr
HU3KOI0 pHCKa BITOCJIEACTBUU DPa3BUJICS KOMOMHWPOBAHHBIN
peunauB. CTaHIApPTHYIO WHIYKIMOHHYIO TEParuio MOJYYMIN
9/14 (64 %) GonbHBIX, UHTEHCUbULIMPOBaHHYIO — 5/14 (36 %).
Otset nepen BATIXT u ayro-TI'CK: YO y 6/14 GoJIbHBIX, CMe-
IIaHHBIK 0TBeT — y 6/14, crabnin3anus 3aboeBanust — y 2/14.
B paMKkax MOCTKOHCOIMIALIMOHHON Tepary BCEero ObLIO TPo-
BeneHo 134 mukna teMoszosoMuaa. [TocTKOHCOMMIALIMOHHYIO
Teparnulio, BKIYalllyo 12 KypcoB TeMO30J0MUAA, 3aBEPIIn-
au 10/14 (71 %) nmaumentoB. Yetwipe/14 (28 %) pebeHka He
3aKOHYMJIM Tepanuio (2/4 — oTKa3 poAauTesell OT Tepanuu Io
cobctBeHHOM nHuatuse u 2/4 — I13). Yersipe/14 (29 %) na-
LIMeHTA, BKJIIOUEHHBIX B MCCJIEJIOBAHUE, TTOJTHOCTBIO 3aBEPILIM-
JI TIPEUTOKEHHBIN PEeXKUM TTOCTKOHCOJIMIALIMOHHON Tepanuu
(13-uuc-PetrHoeBast KucaoTa U TeMO30J0MUa) Oe3 pobaBiie-
HUSI IPYTUX TeparneBTudeckux areHToB. Lllectb/14 (43 %) naum-
€HTOB TOJYYMJIU Bce 12 KypcoB TeMO30J0MUIa B KOMOUHALIUU
¢ UT MOHOKJIOHAJIbHBIMU aHTUTEJAMU W/WUJIU MOJIEKYISIPHO-
HanpaBiieHHo# Tepanueit. Y 3/14 (21 %) GoJbHBIX OTMEYaIuch
MPOSIBJIEHUS TEMATOJIOTMYeCKON TOKCUYHOCTH, TOTPeOOBaBILINE
PEeAYKIIMY TO3UPOBKY TEMO30JIOMHUIA U YBEIMUEHMSI MHTEpBaIa
Mexay Kypcamu. Y 1/3 manmeHra Habaoa1ach TPOMOOLIUTOTIE -
HUsT Ha 2—5 Kypcax U 'y 2/3 nmauveHToB — HelitponieHus 11—I11
cTereHn Ha 5 U 2, 6 Kypcax COOTBETCTBEHHO. B TeueHue Bcex
OLIEHMBAeMbIX KypCOB He OBLJIO 3aperucTpUpPOBAHO HUKAKHX
HEOXXUJIAHHBIX CEPhE3HBIX TOKCUYECKUX SIBJICHUI, B TOM YHUCIIe
JIETAJIbHBIX UCXOMOB. B 11es10M Tepanuio 1-it IMHUY 3aBePIIMIN
11/14 (79 %) nauuenros (ITO — 2/11, YO — 7/11, cMeliaHHbIA
otBeT — 1/11, T13 — 1/11), 3/14 (21 %) pebGeHka He 3aBEpILIM-
v nedyenue no npuuuHe [13. B Hacrosiiee Bpemst xuBel 11/14
(79 %) nauumentoB (3/11 — mocne pasButusi I13/perunnsa
3a0oseBaHus U 8/11 — XUBbI 6€3 pa3BUTUSI HEOIATOMPUSITHBIX
coObITHit), 2/14 (14 %) peberka morudnu ot 13, 1/14 (7 %) — ot
MPUYMH, HE CBSI3aHHBIX C OMYX0Jibl0. MearaHa HaOIIoAeHUS OT
MOMEHTa MOCTaHOBKM AUarHos3a cocraBuia 39,3 mec (pa3dopoc —
12,5-62,5 mec).

BeiBonsl. [lo6aBneHne TeMo3oaomuaa K 13-muc-PetuHoeBoi
KUCJIOTE TIPOJEMOHCTPUPOBATIO MUHUMAJIBHYIO TOKCHMYHOCTb,
XOPOIIYI0 TIEPEeHOCUMOCTD M YJIy4YllIeHWe OTBETa Y YacTH Talu-
eHToB. HeoOxonuMbl najibHeile UucciaeaoBaHus Mo Moadopy
ONTUMAJILHOTO peXKrMa IMOCTKOHCOIUIAIMOHHON Teparuu st
OOJILHBIX C HEYIOBJIETBOPUTEIHLHBIM OTBETOM Ha WHIYKIIMOH-
HBII 3TaIl.
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JhthekmuBHocmb uHrubumopos
MUpO3UHKUHA3 BMOPOro NoKoneHus
B Kayecmse 2-ii NIUHUU 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. [inguna, H.H. Mawmaes,
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

AKTyanbHOCTb. JI0 HaCcTOSIIIIETO BpeMEHM JTOCTYITHBIMU Tepa-
MMeBTUYECKUM OMIIMSIMU Y ACTeH U MOAPOCTKOB C XPOHNYECKUM
MUETOUIHBIM Jieiiko3oMm (XMJI), pe3uCTEHTHBIM K UMAaTUHUOY,
SIBJISIIOTCS] MHTUOUTOPBI TUPO3UHKMHA3 2-TO MOKOJIEHUS (HUJIO-
TUHUO, na3aTUHUO, 603yTHHUO) U anno-TICK.

Ieau u 3agauu — ouLEHUTH 3(PHEKTUBHOCTL MHTUOUTOPOB
TUPO3MHKUHA3 2-10 nokosieHust (MTK2) B nerckoii momynsitiuu
¢ XMJI, pe3uCTeHTHBIM K UMaTUHUOY.

Marepuaisl 1 MeToAbl. B nccienoBaHue BKJOUEeHbl 22 ma-
LIMEHTa ¢ Heydadell Tepanmuy WMaTMHHOOM, ITOJYYMBIINX Te-
panuio UTK2 (Hunotunud — 9, nazarmuuu6 — 13). Ha MmoMeHT
MOCTAaHOBKM JuarHo3a MeauaHa Bo3pacTta cocTtaBuia 13,1
(2,8—17,8) roma, 16 mauMeHTOB HAaXOOWINCh B XPOHWYECKOM
daze 1 6 — B pase akcenepammu (DA). Ha cdone tepanuu
UMaTUHUOOM y 4 (18 %) OOJNIbHBIX BBISIBJICHBI MyTallUM B KM-
Ha3HoM JomeHe reHa BCR-ABL: 1 nauueHnt — M244V v M351,
1 — Y253H, 1 — E355A4, 1 — V3791. TlokazaHUSIMU K TIEPEBOIY
Ha 2-10 TuHMIo Tepanuu ¢ npumeHeHueM MTK2 cranu oTcyrer-
Bue MO u/unu nuroreHetTudeckoro orsera (LII'O) — 14, yrpara
MO wu/ummu LII'O — 5, mporpeccust 10 MPOABUHYTHIX (ha3 —
3 (DA — 1, GmacTHBINA KpK3 110 TUMGOUIHOMY TUITY — 2). Menn-
aHa BpeMEHH OT MOMEHTa HavaJla Teparmiy UMaTUHUOOM JI0 CMe-
bl Ha UTK2 cocraBuia 26 (ot 5 no 142) mec. U'TK2 B komM0Ou-
HAaLlMU C IPYTUMHU IIpernapaTaMu mojayduin 6 mamueHton. [1I'0
1o Hauana UTK?2 6bu1 3abuxkcupoBan y 16 (73 %) GOJIbHBIX.

Pesyasratel. I[1I'O na MTK2 Obl1 coxpaHeH WM JOCTUTHYT
y 18 (82 %) naumenTos, nmonueiii LIT'O (ITLII'O) — y 14 (64 %).
MO —y 10 (45 %): y 6 — 6onbiuoit MO, y 4 — riny6okuiit MO.
Ha ¢one 2 nunnii tepanuu (UTK1, UTK2) y 6 (27 %) nauu-
€HTOB BBIABJIECHB MyTauuu: y 3 — 7315[-KmHa3HOTO JOMeHa
reHa BCR-ABL,y 1 — DDX41,y1 —ASXLI1,y1— DEK, KMT2D,
KMT2C, ATM, TET2 n GNAI3. B 50 % cny4yaeB (n = 11)
BoimosiHeHa ayio-TI'CK: BBuny orcyrctBust uiu yrparsi MO
n/mm 1O y 5 manmeHToB, 6IacCTHOTO Kpu3a 10 JIMMQPOUIHO-
My TUIly — Y 2, Hanuuus Mytaiuu reHa ASXL1 — y 1, Hannuus
myTtauuu 713151 B xuHazHoOM jaomeHe reHa BCR-ABL — y 3.
[MpwxuBneHne TpaHcIuiaHTata JocTUTHYTO ¥ 10 (90 %) m3 11
60sibHBIX ¢ MenuaHoi 20 (13—23) nHeit, U3 HUX y 9 malueHToB
K J+100 mocne amno-TI'CK mocturnyrsl I1TO u ITLTO, y 6 —
nojHblii MO (ITMO). Peuuaus nocie auio-TI'CK HaGmonanu
v 4 u3 11 GonbHBIX, U3 HUX | TMALMEHT B CBSI3U reMaToJIOThYe-
ckuM peuuaruoM noayumsa XT B komouHauuu ¢ UTK2 6e3 no-
CTMKEHUSI OTBeTa, 3 peOeHKa B CBSI3M C MOJIEKYISIPHBIM PELIM-
JUBOM TOJYYUIU MHPY3UI0 noHOpPCKUX auMdponutoB ¢ MTK2
¢ noctuxkenuem [TMO. Ipu niepexone Bo B3pOCIylo CeThb 3 ma-
muenTa (1 mocne anno-TI'CK ¢ myraumeii rena ASXL16e3 I[1TO,
2 nocne UTK2 6e3 MO) nepeBeneHbl Ha Teparnuio aCLIMMUHU-
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60oM ¢ goctuxkeHuem 6ospioro MO y 1 manuenta, [IMO —y 2.
B 41 % cnyuaes (n = 9) nponoskeHa tepanust U'TK2 ¢ coxpaHe-
HueM MO. TokcuunocTs [II-1V ctenenu Ha done UTK?2 3acdhuk-
cupoBaHa y 6 (27 %) mauueHTOB: reMarojiornyeckast — 4, Here-
MartoJjioruyeckasi — 2 (Tokcukoaepmus — 1, ruaponepukapn— 1).
ITpuyuHOII TeTaIbHOTO UCX0/a B 2 ClTydasiX MOCTyXKUJIU MHDEeK-
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. UTK?2 (HU10TMHUMO, 1a3aTMHKO) B KaUueCTBe 2-1 Jin-
HUU Tepanuu AeMOHCTPUPYIOT YAOBIETBOPUTEIbHBIN MPOGUIIb
TOKCUYHOCTU U 3(DDEKTUBHOCTD Yy IeTeil U moapocTKoB ¢ XMIJI.
PesuctentHocth K UTK2 (59 %) siBasinach moKa3aHUEM K BbI-
noHeHuto ajto- TTCK u/unu mpoBeneHIo Teparu ajlbTepHa-
TuBHBIM nokojeHrueM UTK y nauueHToB ctapiie 18 neT.

OueHra yacmombl U (paKmMopPoB pPucka

nocmmpom6omu4yecKoro cuiapoma y aemei
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 MOCAEIHME HECKOJIBKO NECATUIETUI, OCOOEHHO Cpenn
JeTeit, TOCTIMTATIM3UPOBAHHBIX B cTaliMoHapkl. [To Mepe yBeu-
YEHUs YaCTOThl TPOMOO30B OXKMIAETCS U YBEJIMUYEHUE YaCTOThI
ocioxHeHuit. Haubosiee yacTbiM OTCPOYEHHBIM OCJIOXHEHM-
eM TpoM06030B riyookux BeH (TT'B) sgBasgercs mocTTpoMOOTH-
yeckuilt cunapom (ITTC). ITTC yxynmaer KX nereit 1 Moxert
MPUBECTU K WHBAIUMIHOCTA BO B3POCIOM BO3pacTe, MO3TOMY
npobJjieMa OTCpouYeHHbIX ocjioxkHeHuit TI'B umeeT BaxkHOE 3Ha-
YeHue.

Ienu u 3anaum — OLIEHUTH YacTOTy U hakTopsl pucka [ITC
y IETEH.

Marepuajsl 1 MeToAbl. bbla poaHanuM3upoBaHa 0a3a gaH-
Heix HMUIL ATOU um. Omutpust Porauesa 3a nepuon ¢ 2013
no 2024 r. beutn 0TOOpaHBI MALIMEHTHI C OOBEKTUBHO IO~
TBepkaeHHbIM TI'B B Bo3pacte ot poxaenus no 18 net. danee
ObUT TIpOBeleH aHaau3 Hanuuus U BeIpakeHHocTH [ITC mo
MaHHBIM W3 TUTAHOBBIX OCMOTpOB remaronora. Ouenka I1TC
MPOBOAMJIACH C WMCIIOJBb30BaHMEM CTaHHAPTU30BAaHHBIX IITKAII
(pycuduumpoBaHHBIE BapHaHTHI OMPOCHUKOB Manco—Jonson
instrument (MJI), Modified Villalta scale (MVS), the Clinical
Assessment of Post-Thrombotic Syndrome (CAPTsure) He MeHee
yeM 4yepe3 6 Mec OT MOMeHTa TpoMbo3a. B xome uccienoBaHust
MaIMeHTHI OBIIN pa3fe/IeHbl Ha 2 TPYIIILI — CUMIITOMATUYECKIE
u acumnroMmatuueckue TIT'B. ITpoBeneHo cpaBHeHME OCOOEHHO-
crei [ITC (9acTOTBI U TSKECTH) B OTHX TpyImax. s oleHKu
CTaTUCTUYECKOM 3HAYMMOCTH Pa3IMUMil MEXKIy TPYIIIIaMH OBLI
WCITOTb30BaH KpUTepuit Xum-KBaapar ¢ momnpaBkoii boHdbepo-
HU—XoaMa. Takeke 151 001Leli rpymnbl NaleHTOB ObLI MPOBe-
JeH ananu3 pakTopos pucka [TTC ¢ momorbsio ogHOGaKTOPHOI
JIOTUCTUYIECKOM perpecCcuu.
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PesynsraThi. O611ee uucio ciaydyaeB TI'B, mist KoTopbix Oblia
BeImoJyiHeHa onieHKa [1TC, — 135. U3 uux B 68 (50,5 %) snm3zomax
obu1 cumnTomaTrueckuii TI'B, B 67 (49,5 %) — acumnToMaTi-
yeckuit TI'B. I[Ipu cpaBHeHUU 2 TPYIN Caydyau CUMIITOMaTHYe-
ckoro u acumnromatuyeckoro TI'B crathctuyecku 3Ha4YMMO
OTJINYAJIUCh MEXIY COOO MO MHOTMM IapaMeTpaM: BO3pacT,
JIUTUTETbHOCTh HAOMIOAEHMS, JIOKaIu3alusi TpomMOa, Haludue
peKaHaJIM3aluy Yyepe3 3 Mec OT MOMEHTa TpoM003a, a TAKXKe IO
YUCITY MAleHTOB, KOTOPbIE HE MTOTyJYaId aHTUTPOMOOTUYECKYIO
tepanuio. I1TC Obl1 AUarHOCTUPOBAH Yallle B TPYINE CUMIITO-
matuueckoro TI'B (p = 0,0045). Takke malMeHThI CO CPEAHETSI-
xensiM T1TC B rpynne cumnroMatuyeckoro TI'B BcTpeuanuch
noctoBepHo yvauie (p = 0,0045). Ilpu ananuse (GakTopoB pU-
CKa CTaTUCTUYECKYI0 3HAYMMOCTb MMEJIU: CUMITOMATUYECKUIA
TI'B (otHomenue mancos (OL) — 6,74; 95 % AU 3,04—16,0);
nauonatuyeckuii TI'B (O — 18,9; 95 % AU 2,91-18,1);
okkmo3uBHbI TI'B (OLL — 6,98; 95 % AN 2,91—18,1), a Takke
Bo3pact ctapiue 13 jet Ha momenT TT'B (OI — 4,42; 95 % AU
1,93—11,2).

BoiBoapl. VccienoBaHue AeMOHCTpUPYET pa3inyusl B O0CO-
o6eHHocTax TeyeHus I[1TC B 3aBUCMMOCTU OT KIIMHUYECKOM Kap-
tuHbI TT'B: yactora u creneHs Tsxxectu [1TC gocToBepHO BhIlIE
y nauueHToB ¢ cumnromatuueckum TI'B. Takke uccnenoBaHue
MO3BOJIAJIO BBIAEIUTD IpyIIly prcka no pazpututo [1TC — noxa-
POCTKH C CHUMIITOMAaTUYECKUM, CITOHTAHHBIM OKKJIIO3MBHBIM
TI'B. Ha Haw B3risia, najibHeie paboThl, HarpaBieHHbIE Ha
oleHKy ocobeHHoctelt TeueHus [1TC y neteit, mo3BOJAT CTPYK-
TYpUPOBATh MOJAXON K MEAUATPUUYECKUM MallMeHTaM IOcse Te-
peHecenHoro TI'B.
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