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CNHCOR COKPALWEHHNA

AA — arutacTudecKkast aHeMust
AWNTA — ayTouMMYHHasi TeMOJIUTUYECKasl aHeMUSI
AKKII — aHaruiacTuuyeckasi KpymHokJaeTouHas auMmdoma

AKJI + AKKJI — anarmactTrnueckast KpyImHOKJIETOUHas TMMboMa,
9KCIIpeCCUpyoIas KNHA3y aHaIJIaCTUYeCKOM TMM@POMBI

Amno-TI'CK — annoreHHast TpaHCIUIaHTALIMSI TEMOITOATUUECKUX
CTBOJIOBBIX KJIETOK

ATT — aHTUTUMOUMTAPHBIA TJ100YJIUH
ATPO — aTunmyHas TepaTOMIHO-PaOIOUIHAS OTTYXOIb

AyTo-TT'CK — ayronornyHasi TpaHCIUIAHTALIMS TeMOITO3TUYECKUX
CTBOJIOBBIX KJIETOK

bPB — 6e3peunarBHas BBKMBAEMOCTb

BCB — 6eccobbiTriiHAST BEIKMBAEMOCTD

BT — opaxurepanusi

BBII — BeXMBaeMOCTb 6€3 TPOTrpecCUpOBaHUS

BJXT — BbICOKOAO3HASI XUMUOTEPATIUST

BMH — BpoxneHHas Mme300Ji1acTHast Heppoma

BMO — BocnanurtenbHast MUOprOpodaacTUUecKas OmyxoJsb
BO3 — BceMupHas opraHusanus 31paBoOXpaHeHUs
BBb — Bupyc Dnreitna—bapp

I'A — remonuTHYecKass aHEMUS

Tarmto-TI'CK — rarutonaeHTUYHas TpaHCIJIaHTaLMsI TeMOTI03-
TUYECKUX CTBOJIOBBIX KJIETOK

I'b — renaro61actoma

I'bC — remarodunmapHasl cucrema

T'KJI — ructuouuTos u3 kjietok JlaHrepraHca

T'KO — repMUHOT€HHO-KJIETOYHbIE OTTYXOJIU

I'-KC® — rpanyrounTapHbIil KOJJOHUECTUMYIUPYIOIII
dakTop

I'CK — remornostuyeckue CTBOJOBbIE KJIETKU

AW — noBepuTeNbHbIA UHTEPBAJ

JAHK — ne3okcupuboHyKIeMHOBasI KMCJIOTa

KKT — keaynouHO-KUIIEYHBIM TPaKT

3H — 3puTenbHbIi HEPB

3HO — 3510kayecTBEHHbIE HOBOOOPAa30BaHUS

304 — 3moKkayecTBEHHbIE 00pa30BaHUS IMYHUKOB
NUKT — MuHrMOMTOPHI UMMYHHBIX KOHTPOJIBHBIX TOUEK
WJI — unTepneiikun

HNCT — uMMmyHOCYTIpeCCUBHAS Teparust

NT — ummyHoTepanus

WUTII — umMyHHast TpOMOOLIUTOTNIEHUST

N®A — nmmyHO(DEepMEeHTHBIN aHaTN3

N®OH-y — untepdepoH-ramma

KB — KOHTpacTHOE BelIeCTBO

K1 — xpuonmecTpyKIus

K2K — xauecTBO XU3HU

KM — KOCTHBI MO3T

KMH — xocTHOMO3roBasi HeIOCTaTOUHOCTh

KCO — kpaHuocnuHaabHOe 00JyuyeHue

KT — koMmnbloTepHas Tomorpadust

JIb — numdpoma bepkurra

JIBJI — numdobaacTHbIE TMMQGOMBI

JIT — nyueBast Tepanust

JIY — numdaruueckue y3ibl

JIX — numdoma XomxkkruHa

MA — MOHOKJIOHAJIbHbIE aHTUTEJIA

MB — menymiobiaacTroma

MMBT — MetaiionOeH3MITYaHUINH

MJTY — MHOXeCcTBeHHasI IeKapCTBEHHAs YCTOMYMBOCTD
MOB — muHMMaNBHAS OCTaTOUYHAsST O0JIE3Hb

MPT — MarHUTHO-pe30HAaHCHAsI TOMOTpadus

HAO — HaciieAcTBEHHBII aHTUOHEBPOTUYECKUIA OTEK
HB — neiipobiaacroma

HIIB — HuxxHss mosas BeHa

H®K — HazodapuHreaibHast KapLuuHOMa

HXIJI — HexomKKMHCKast TuMdoma

OAK — o061muii aHaIM3 KpoBU

OBII — opraHbl OPIOLIHOM MOJIOCTU

OB — 00611ast BBIKMBaeMOCTb

OT'K — opraHbl rpyIHON KJIETKU

OJI — ocTpslii neiiko3

OJIJT — ocTpblii TMM(POOIACTHBIN JIEHKO3

OMUJI — ocTphbIii MUETTOUIHBIN IEHKO3

OC — ocTeocapkoMa

T1K — repudepuueckast KpoBb

ITKK — nmoyeuyHo-KjIeTOUHAas1 KaplHOMa

ITKT — npokadbLUTOHUH

ITHI" — mapokcu3ManbHasi HOUHast TeMOTJIOOUHYPUS
[1O — nonHbIl OTBET

I1P — monHas pemuccust

ITH® — nmocrrpaHCIUIaHTALIMOHHBIN HUKI0(hoCchaMus
I[IXT — nonuxumuoTepanus

[P — monumepasHas LemHas peakuusi

TI9T — mo3UTPOHHO-3MUCCUOHHAs TOMOrpadust
Pb — petuHoG1acToma

PMC — pabnomuocapkoMa

PHK — puboHykienHoBast KCI0Ta

P-P — pedpakrepHoOe 1 peLIUANBUpPYIOLIEE TeUCHNE
PT — Pecnybnuka Tatapcran

PTIIX — peakuusi «TpaHCIUTAHTAT MMPOTUB XO35IUHA»
P® — Poccuiickast ®enepanimst

PIHIK — pak IIUMTOBUIHOM XKeJe3bl

CJ1 — cungpom JlayHa

C3®dDO — CeBepo-3anagHblii penepasbHbIA OKPYT
CUAXT — cenekTuBHast MHTpaapTepUaIbHast XUMUOTEpaTIus
CKM — cunapom Kazabaxa—Meppurr

CKCII — cBeTnoKiIeTOYHAas capKoMa ITOYKHU

CMT — capkoMbl MITKUX TKaHEH

COJl — cymmapHas ouaroBasi 103a

CPb — C-peakTuBHbI 0€J1I0K

CPX — crepeorakcuyeckasi paguoXupyprus

CDH — cunapom Durniepa-DBaHca

~ 0 ~
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CII®PM — cunapom IummensrenanHra—DeitepiinTeitna—
Mumca

CIO — capkoma lOwunra
TBC — TpaxeoOpOHXOCKOIHS

TICK — TpaHCITaHTalluA Fr€MOITOOTUYECKHNX CTBOJIOBbLIX
KJIETOK

THUP — TomrHOTa M pBOTa

TKW — Tsikenblit KOMOMHUPOBAHHBIN UMMYHOAE(ULUT
TKM — TpaHcruiaHTaluusi KOCTHOTO MO3ra

TJI — TpaHCIIaHTALIMOHHAS JETAIbHOCTh

TOT — ToTanbHOE 00IyYEeHUE Tela

TTT — TpancnynuuIsipHas TepMOTeparus

Y3U — yabTpa3ByKOBOE UCCIEA0BAHNIE

®H — (pebpusibHag HENTPOITEHUS

XT — xumuorepanus

LIBK — neHTpa/ibHbIif BEHO3HBIN KaTeTep

LIMB — niutoMeraioBupyc

LIHC — ueHTpanbHas HepBHas cuctema

YO — yaCcTUYHBIIA OTBET

D0 — sMOpHOHAIbHBIE OMTYXOJIU

IOMMIJI — 10BeHUIbHBI MUETOMOHOLUMTAPHbI JIEHKO3

AJCC (American Joint Committee on Cancer) — AMepuKaH-
CKHUi1 00beTMHEHHBI KOMUTET I10 M3YYEHUIO paKa

COVID-19 (COronaVlrus Disease 2019) — kopoHaBupycHast
nHdekuusa 2019 .

CTCAE (Common Terminology Criteria for Adverse Events) —
[Ikana KpuTepreB OOIIEH TEPMUHOIOTUHN TSI ITIOOOYHBIX

3¢ dekToB

EORTC (European Organization for Research and Treatment of
Cancer) — EBporeiickast opraHu3aIust 1o UCcieT0BaHUIO

1 JICYEHUIO paKa

EXPeRT (European Cooperative Study Group for Pediatric
Rare Tumors) — EBpormeiickast COBMeCTHasI UCCIIeA0BATEIbCKAST
TPYIIIIA IO PEIKUM OITYXOJISIM Y JeTei

FISH (fluorescence in situ hybridization) — ¢yopeciieHTHas
rudpuan3aLusl in Situ

IgG — nmmyHOTIIOOYIMHEI K1acca G

IgE — umMyHornoOynuHbI K1acca E

IL7Ra — anba-1uenb nHTepaeciikuHa-7

IRS (Intergroup Rhabdomyosarcoma Study) — MexnyHapo-
Hasl Ipymnia 1o U3y4eHuIo pabIoMruocapkom

KIR (Killer cell Immunoglobulin-like Receptor) — uMMyHor10-
OYyJIMH-TIOJ00HBIN pelenTOp ECTECTBEHHON KIeTKU-KUIIepa
MLPA (Multiple Ligation Probe Amplification) — MHOXeCTBEeH-
Hasl TUTa3HO-3aBUCUMas aMIUTA(UKAIIAS

MSGERC (Mycoses Study Group Education and Research
Consortium) — KoHcoprinmym 06pa3oBaTeIbHbIX U UCCIEA0BA-
TEJBCKUX TPYIIIT TT0 MUKO3aM

MSTS (Musculoskeletal Tumour Society) — O011eCcTBO OMyX0-
Jiell OTIOPHO-IBUTATEILHOTO arapara

NGS (Next-Generation Sequencing) — ceKBeHUpOBaHUE
HOBOTO TTOKOJICHUS

OR (Odds Ratio) — oTHOIIICHHE IITAHCOB

RANO-BM (Response Assessment in Neuro-Oncology Brain
Metastases) — I1Kaja OLIEHKA OTBETa IIPU HEMPOOHKOJIOTHYE-
CKHX MeTacTa3ax B MO3T

PROS (PIK3CA-related overgrowth spectrum) — CIekTp CUH-
JIPOMOB M30BITOYHOTO POCTA, ACCOLIMAPOBAHHBIX C MyTallMeH
BreHe PIK3CA

RR (Relative Risk) — oTHOCHUTENbHBIN pUCK

SD (Standard Deviation) — crangapTHoe (CpeaIHeKBaapaTuye-
CKO€) OTKJIOHEHUE

SIOP (International Society of Paediatric Oncology) — Mexny-
HapoaHOE OOIIECTBO AETCKON OHKOJIOTUU

WMDA (World Marrow Donor Association) — BcemupHas
accolualys TOHOPOB KOCTHOTO MO3ra

~ 10 ~
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Paspen |

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

Tesuc Ne 23

HuthopmMayuoHHbIii pecypc, HanpaBneHHbIi
Ha yny4yweHue Kayecmsa nepBu4Hoil

AUArHOCMURU B AeMCKOIl OHKONOruuU
N.B. Beryn

'Y «Pecnybauxanckuil HQy4HO-npaKmu4ecKuil yeHmp 0emckoi
OHKO0102UU, 2eMamonoeuu u uMmyHoroeuu» Munzdpasa Pecnybauxu
benapyco, Munck

AkTyanbHOCTh. C pa3BUTHEM TUATHOCTUYECKUX TEXHOJOTHIA,
BHEAPEHWEM HOBBIX TEpaIlleBTUUYECKUX CTpaTEeTrdid YIydIlaroT-
Csl pe3yJIbTaThl JIEYEHUST 3710KaUYeCTBEHHbIX HOBOOOpa30BaHUI
(BHO) y nereii. OnHaKO paHHsISI AUarHOCTUKA OHKOJOTUYECKUX
3a00/1eBaHUI y JAaHHOI KaTerOpyHy MallMeHTOB 3aTpyAHEeHA U3-3a
CXOJICTBA CUMIITOMOB C 00JIee pacIIpOCTpaHEHHBIMU TATOJIOTH -
SIMM U B CUJTY IpYyruX npniarH. CeInalnCT IO YITPa3ByKOBOM
MUAaTHOCTHKE YaCTO SIBIISICTCSI TEPBBIM BpPauoM aMOyIaTOpPHO-
MOJUKJIMHIYECKOTO 3BeHA, KOTOPBIM TIpenarojiaracT IUarHo3
3HO. Ho BBUIy OTHOCHTENBHOI peaKOCTH JaHHOM MaTOJIOTUHN
y AeTeil OH MOXET CTOJKHYTbCS C HEll BCEro HECKOJIbKO pa3 3a
BCIO CBOIO NPAKTUKY. OTCI0[a TPYAHOCTU U OLUMOKM B JUArHO-
CTHUKE, B TOM YHCJIe CBI3aHHBIC C 3aTPAaTHBIMU 10 BPEMEHU TIPO-
MEXYTOYHBIMY KOHCYJIBTAIISIMU.

IMe m 3agaum — BBINTOJTHEHHUE TIPOEKTA, HAIIPABICHHOTO
Ha yJIy4IIeHNe KauyecTBa MEepBUYHON TMATHOCTUKU B IETCKOM
OHKOJIOTUM MYTEM CO3IaHMsI JOCTYITHOrO MHMOPMAIMOHHOTO
pecypca, BKJIOYAIOIIEr0 OHJIaiH-aT/Iac YJIbTPa3BYKOBBIX M30-
OpaxkeHUil BepudULIMPOBAHHBIX OMYXOJEel IeTCKOTro Bo3pacTa,
aJITOPUTMbl NIPUMEHEHUsT MOAAJIbHOCTEH YJIbBTpa3ByKa B IpPO-
11ECCE MEPBUYHOM JUArHOCTUKMU IMATOJOTMYECKUX 00pa30BaHUM
JIOCTYTHBIX JIOKJIU3ALIMIA, CIIEUUATTM3UPOBAHHbBIN KAIbKYJISITOP
CKOPOCTH OITyXOJIEBOTO POCTa.

Marepuajbl U MeTOAbl. AHAIM3 MAacCUBa anmnapaTHON 0a3bl
JMIAaHHBIX YJIBTPA3BYKOBBIX IMATHOCTMYECKUX M300paKeHUl Be-
PUGUIIMPOBAHHBIX OITyXOJIei. DKCIIEPTHBIE METOOBI ITOCTPOEC-
HUS IMAaTHOCTUYECKUX aJITOPUTMOB C UCMOJIb30BAaHUEM MaTeMa-
TUYECKUX MOALIICH.

~ 11

Pe3yasratei. B nmporiecce hopmupoBaHus atjiaca mpoBOIUT-
Csl TIPOEKIIMOHHAsI pa3MeTKa KaueCTBEHHBIX COHOIPaMM BEpH-
(bULIMPOBAaHHBIX OMYyXOJeil AETCKOro Bo3pacTa B KOMOMHAIIM-
SIX HEMHBA3MBHBIX MOJAJIbHOCTEN M HATUBHOTO M300pakeHUs
obsacTu mopaxeHus. B 1ensx onTuMuzanum MepBUYHOIO 00-
CJIeMOBaHUS MAllMEHTOB C TMOAO3PEHUEM Ha 3710KaueCTBEHHbIC
MOpaXXeHUsT TKaHell KOHEUHOCTEe (KOCTHBIE cCapKOMBI), MOYeK,
muMdarudeckux y3noB (JIY) (mumdomsl), cocyaucrbie aHoMa-
JIMM TOCTYITHBIX JIOKQJIM3AIMK MPeUIOKEHbl aITOPUTMbI TPH-
MEHEHMSI TMarHOCTUUECKOro yJIbTpa3ByKa. JlaHHbIC aJrOpUTMbI
OIPENEJISIIOT HEOOXOMUMYI0 KOMOMHAIIMI0 HEMHBAa3UBHBIX MO-
JaJIbHOCTE (cepas 1IKaia, TONIiep, aJacTorpadus), UX pexku-
MOB U paHee 3alaTeHTOBAHHBIX METOIUK, YTO YK€ MO3BOJIUJIO,
COIJTaCHO OT3bIBaM MPAKTUUECKMX Bpaueii, COKpaTUTb BPEMEH-
HbIe 3aTpaThl HA KOHKPETHOE MCCAEHOBAHUE W TOBBICUTH €O
3 HEeKTUBHOCTD. 1151 OBICTPOTo MOJYyYeHUS JTOMOJHUTEIHLHOTO
JMHMAaTHOCTUUYECKOTO KPUTEPUS TIPEMIOKEH KaIbKYJISITOP CKOPO-
CTU pocTa SMOpHOHaNIbHOM omyxonu (DO), MpuMeHsIeMbIi 11
pacyeToB Ieproaa YABOCHUSI BU3YAIM3UPYEMOro 00Opa30oBaHMS
B CJIyJasix TIOBTOPHOTO 00C/IenoBaHus nauueHTa. PasMelieHue
JaHHBIX pa3paboToK (LM(pPOBOI aTiiac yJABTPa3BYKOBBIX M30-
OpakeHUi omyxoJyieil B KOMOMHAIIMSIX HEMHBA3UBHBIX MOJATb-
HOCTE, aJIrOpUTMbI UX MPUMEHEHUS, KaJbKyJIITOP CKOPOCTHU
pocta D0) B BUIe AOCTYITHOro MH(GOPMALIMOHHOIO pecypca Ha
UHTepHET-TIIaThopMe peepeHTHOrO0 OHKOJIOTUUECKOTO LIEHT-
pa MO3BOJISIET MacIITAOMPOBaTh PEIlICHNUE.

BoiBoabl. Co3naBaeMbIil pecypc paccMaTpUBaeTCs KakK 4acTh
peayiM3aliii KOHIICMIIMYA COKpaIleHUs] TUAarHOCTUYECKOIo Iie-
puoia B IETCKOI OHKOJIOTMU. [IJIsT CIIeluajrcTOB 3TO TMOKUIA
JOCTYN K MHGOPMaIlMOHHO-aHATUTUIECKUM CepBHUCAM: OT Ka-
YECTBEHHOTO arjlaca BepU(UIIMPOBAHHBIX YJIBTPa3BYKOBBIX
JMMarHOCTMYECKUX M300paXkeHUid HO30JOTMYecKuX (opM aer-
CKOTO paka JI0 CUCTeM IOIePXKKHM MPUHSITHS BpaueOHOIo pe-
IIEHUS B BUJIE aJITOPUTMU3MPOBAHHBIX MOJIEJICH, ITO3BOJISIIOIINX
InuddepeHunpoBaTh 3a00JeBaHUEe 0 KOMILIEKCY MaTo(pu3no-
JIOTUYECKUX U MOP(POMETPUIECKUX ITPU3HAKOB B KAUECTBEHHOM
1 KOJIMYECTBEHHOM BBIPaXKEHUU, TIOJyYaeMbIX B KOMOMHALIMSIX
MOJIJIbHOCTE! TMarHOCTUYECKOTO YIBTPa3ByKa.

~ PA3AEN I
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Tesuc No 66

Onmumu3ayus MemopoB yxoaa
3a UeHmpanbHbIM BEHO3HbIM Kamemepom
y remamonoru4yeckux 6onabHbIX

T.A. TorosieBa
HayuHo-uccredosamenvckuii uHcmumym 0emcKoil OHK0102UlL,
eemamonoeuu u mpancnianmonozuu umenu P.M. Topoauesoit @I'5OY BO
«llepsviii Cankm-Ilemepoypeckuii eocydapcmeentvlii MeOUYUHCKULL
YHugepcumem umenu akademuxa M. 11. Ilaerosa» Munzdpasa Poccuu

AktyansHocTh. Hasimure 11eHTpaJbHOTO BEHO3HOTO JOCTYTa
SIBJIIETCSI HEOOXOAUMBIM YCIOBUEM /11 UHTEHCUBHOW Tepanuu
U BBIMOJIHEHUST aJUIOTEHHOU TpaHCIJIAHTAllMU KOCTHOTO MO3ra
(TKM) y oHKOremMaToJornueckux 0oibHbIX. LleHTpanbHbIil Be-
Ho3HbI Katerep (LIBK) TpeOyeT exkenHEBHOTO CECTPUHCKOIO
yXo[la, a UMEHHO aHTUCENTUYECKON 00paboTKM MecTa BKoOja
U 3aMEHBbI IUIACTBIPHBIX MOBS30K. K YacThiM HexXenaTeabHbIM
SIBJIGHUSIM IIPU CMEHE MOBSI30K OTHOCSIT BO3HUKHOBEHUE 001e3-
HEHHOTO pa3ipakKe€HUs KOXU U Pa3BUTHUE KaTeTep-aCcCOLMUPO-
BaHHBIX UH(eKUU. B 11e1s1X CHUXXEeHUS BhIPaKEHHOCTU 60Jie-
BOrO0 CUHAPOMA, MOBPEXIECHUS KOXHBIX TTOKPOBOB U PAa3BUTHUS
VH@EKIMOHHBIX OCJIOXHEHUI HEOOXOAUMbI MOUCK U MpUME-
HeHue HOBbIX cpeacts yxoaa 3a LIBK. Cnopeit Convalec Niltac
MpeacTaBaseT co00i MEAUIIMHCKUI aHTUKJIEH Ha OCHOBE KU1~
KUX CUJIMKOHOB Y MpeIHa3HAuYeH U1 yIaJleHUs KJeserocs ne-
peBsI304HOTO MaTepuana. Ha ceromHsHuil JeHb OTCYTCTBYIOT
uccaeaoBaHus Mo 3(p@GeKTUBHOCTY 1 6€30MaCHOCTH €ro MpUMe-
HeHus npu yxoae 3a [IBK y 60JbHBIX OHKOTeMaTOJ0rMYeCKOro
npodus.

e u 3amaum — OLIEHUTH 3(D(HEKTUBHOCTh M 0€30ITaCHOCTD
npumeHeHns crpest Convalec Niltac mpu yxome 3a IIBK y 60:16-
HBIX OHKOTEMAaTOJIOTUYECKOTo Mpoduis.

Marepuajnsl 1 MeToabl. B uccienoBaHue BKIOYeHbI 46 ma-
IIMEHTOB C OHKOTeMAaTOJIOTUYCCKUMU 3a00JIeBaHUSIMU (OCTpPBIC
muenonnabsie (OMJI) u octprie tumboobmacTHbie (OJIJ) neiiko-
36l (n = 31), XpOHUYECKUE MUEJIO- W JTUMQOICIKO3bI (n = 4),
MHOXECTBeHHast Muesioma (n = 6), ariactTuueckast aHemust (AA)
(n = 2), MuenomucIIacTUIECKUii curapom (n = 1), tumdoma
XomxkuHa (JIX) (n = 1), Muenodpudpos (n = 1)), IpoXonuB-
e jgeuyeHue B otaeaeHun TKM HWMUM nerckoit oHKoJOrUu,
reMaToJIOruu 1 TpaHcrianTonornu uM. P.M. Top6aueBoii B 2021
u 2022 rr. MeauaHa Bo3pacTa IalueHToB cocTaBuia 44 (18—66)
roga. B kadecTBe 3allIMTHONM TOBSI3KM HCIIOJB30BaId CaMO-
knesmuecs ruacteipu pupm Cosmopor u Tegaderm. CmeHa
mtacTeipst GupMbl COSMOPOr BBIMOIHSIACH €XETHEBHO, (PUp-
mbl Tegaderm — 1 pa3 B 6 nHeii. O6padoTka mecra Bkosia LIBK
MPOBOIMJIACH C UCIIOJIb30BaHUEeM 3 % pacTBOpa IEepeKUCcH BO-
nopona u 0,05 % pacTBopa xj10prekcuanHa ouritokoHarta. bojib-
HbIe OBLIM pa3mesieHbl Ha 2 rpynibl: B 1-i rpynie (n = 20) mis
CHSITUS TUIACTBIPHOM TTOBSI3KM McTob3oBaiu crpeii Convalec
Niltac, a Bo 2-i1 rpymmne (n = 26) — aHTUCENTUYECKUI PaCTBOP
«9kobpu3s» Ha ocHOBe M3oMponaHona. B TeueHue nepuoaa ro-
CIUTAIN3AlMM OLEHUBAJIM YacTOTY BO3HMKHOBEHHUS pasiapa-
JKEHUSI KOXM, BocrajeHusi Mecta Bkoja LIBK u cucteMHbIix
MHQEKIMOHHBIX OCIOXHeHMi. CraTnucTuieckass 3HAYMMOCTD
OLICHMBAJIACh C TIOMOIIBIO KPUTEPHUS XM-KBaApaT.

Pe3yabraTsl. B rpyrmine nauueHTOB ¢ UCMOAb30BaHUEM CIIpest
Convalec Niltac B cpaBHeHMU C TPYIION KOHTPOJSI 4acToTa
CJIy4aeB pa3apaXkKeHUs KOXY B MECTE JIEMKOIIJIACTBIPHOM TTOBSI3-
ku Obi1a Huke (5 % u 30,8 % coorBercTBeHHO; p = 0,03). He

PA3AEN I

OBLIO BBISIBJICHO Pa3iMIuii B YaCTOTE pa3BUTHS MH(PEKITMOHHBIX
ocyioxHeHuit (pedpubHas Heiirponienust (PH) (70 % wn 84,6 %
cooTBeTcTBeHHO; p = 0,4), cerrcuc (35 % n 53,8 % coOTBETCTBEH-
Ho; p = 0,33), a TakKe ciaydyaeB BocrnajieHus: Mecta Bkoaa [[BK
(20 % wn 34,6 % cootBercTBeHHO; p = 0,44)) y MalMeHTOB 00e-
ux rpyni. Hu y ogHoro 601bHOro He ObUIO 3aperucTpUpOBaHO
aJUIePTUIECKUX PeaKIMil CO CTOPOHBI KOXKM IPU MCIIOJIb30Ba-
Huu cnpest ConvaTec Niltac.

BoiBoapl. Micnionb3oBanue ciipest Convalec Niltac mpu 3ame-
HE CaMOKJIESIIIIMXCS TUTACTHIPHBIX TOBSI30K 3HAYUTETHHO CHU-
JKaeT 4acTOTY BOZHUKHOBEHUS pa3npaXkeHus KOXHU, OJHAKO He
BJIMSIET HAa BEPOSITHOCTH Pa3BUTHST WH(EKIIMOHHBIX OCIIOXHE-
HUI y O0JbHBIX OHKOT€MAaTOJIOTMYECKOTO TTPOhUIIS.

Tesuc Ne 58

bapbepbl B 06nacmu paHxei AUarHocmuxu
OHKONoruyeckux 3aéonesanuii y aemei
B Poccuu: pesynbmambl aHKemupoBaHus

Bpaveii-neguampos

S.A. Epnomaesa’, C.A. Koran?, I.b. Carosn?,
C.U. Anpocumosa’, K.!. Kupruzos?

'TAY3 «/lemckas pecnyoarukanckas kKaunuueckas 6oabHUYa»
Munsdpasa Pecnybauku bypamus, Yaan-Yo03;
2Hayuno-uccaedogamenbcKuii UHCMumym 0emcKol OHK0A02UU
u eemamonocuu PI'BY « HayuonanvHwiit MeOUYUHCK UL UCCACO08aMENbCKULL
yenmp orxonoeuu umenu H.H. broxuna» Munzopasa Poccuu, Mockea;
JDIAY «HayuonanvHotit MeOUUUHCKUL UCCAC008AMENbCKUL UeHMp
300posbs demeil» Munzdpasa Poccuu, Mockea

AKTyanabHOCTh. [103MHSIS MarHOCTUKAa OHKOJIOTUYECKHUX 3a-
OosieBaHUI y AeTeil ocTaeTCsl 3HAUMMOM MPUYMHON MTPeaoTBpa-
TUMOI cMepTHOCTU. JlaHHOE HcciienoBaHue ObLIO HaIllpaBIeHO
Ha ornpejeaeHue 6apbepoB B paHHeilt nuarHoctuke 3HO y nereit
B Poccuu co cTopoHbl Bpayeit-rieiuaTpos.

Ieau n 3a7aum — OLEHUTH CYLIECTBYIOIIME Oapbephbl B paH-
Hel IMarHoCTUKe OHKOJIOTUUeCKUX 3a00/ieBaHuii y AeTeii B Poc-
cuiickoii @enepanun (PD).

Martepuanasl U MeToApl. JIJIs OLEHKM Bpadeil-menuaTpos,
OKa3bIBAIOIIUX TEPBUYHYI0 MEAUKO-CAHUTAPHYI0 MOMOUIb
B Poccuu, 6611 pazpaboTaH KpoCcc-CeKIIMOHHBINA OHJIAliH-0MpOocC
C UCTI0JIb30BAHUEM CTPYKTYPHUPOBAHHOM aHKeThI. B xone ompo-
ca ObLIM coOpaHbl AeMorpaduueckre TaHHbIe, 3HaHUST 00 OHKO-
JIOTUYECKUX 3a00JIEBAaHUSIX Y ACTEH U MTpenosaracMbie 0apbepbl
Ha MyTU paHHE TMarHOCTUKU paKa y JaHHOU KaTeropuu TMaiu-
eHTOB. J1J1s1 OLIeHKM 3HAaYUMOCTU O0aphepoB ObliIa UCITOJIb30BaHA
mkana tumna Jlalikepra, Bkiaouasias 12 6apbepoB. OnuH BO-
npoc ObLT OTKPBITHIM, TOMOJTHSIOMINM JaHHBIE O TIPeAroarae-
MbIX Oapbepax. Onpoc TPOBOAWIICS OHJIAWH C UCTIOJb30BAHUEM
anekTpoHHOoM miargopmbel Google Forms. PeructpupoBanuch
TOJIbKO 3aBEPIIEHHBIE OMPOCHI, B KOTOPBIX OTCYTCTBYIOIIMX IaH-
HBIX He 0bUT0. CTaTUCTUYECKUUN aHAIU3 MTPOBOAUIICS C UCTIONb-
30BaHMeM IporpammHoro nakera SPSS 26.0 (IBM, NY, CIIIA).

Pesyabratel. beuto monyaerno 597 orsetoB. [TomoBuHa Bpa-
yeii-niennatpos (54,7 %) HUKOLOA B CBOEI MPAKTUKE HE BCTPE-
yau OOJIBHBIX ¢ BIiepBhIe BeIsIBIeHHBIM 3HO. B pamkax msaTu-
OGa/uibHOM 1IKaikl JlalikepTa nMpoBeAeHa rpaaalus 3Ha4uMOCTU
0apbepoB OT «KpaliHe HeBaXKHbIX» — 1 0aJlJl, 10 «4pe3BbIYaiHO
BaXXHbIX» — 5 0ajioB. 1o MHEHUMIO ONpPOIIEHHBIX Bpaueii-1e-
IUaTpoB, 3 HamboJyiee pacIIPOCTPAHEHHBIX IPEISITCTBUAS — 3TO
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Mo3aHee OoOpallleHue POoAuTeeil 3a MEAMIIMHCKOW MOMOIIBIO
(4,145 Ganna), OTCYTCTBUE NETCKUX OHKOJIOTOB B YUPEXICHUSIX
MEPBUYHON MeIuKO-caHuTapHoi nomoiuu (4,095 6anna) u or-
CYTCTBUE TIPSIMOTO TOCTYTa K HEOOXOAMMBIM TUarHOCTUUECKUM
TecTaM Ha YpOBHE IIEpBMYHOM TeamaTpuyeckoit cetu (4,001
6ayna). Mbl mostyuniiv 63 oTBeTa Ha OTKPBITBIM BOIPOC O Gapb-
epax (10,5 %): 22 (3,7 %) Bpaua MOTYEPKHYIN HEOOXOIUMOCTh
MOBBIIIEHUS JOCTYITHOCTH 00pa30BaTeIbHBIX IIPOrPaMM I10 JIET-
CKOI OHKOJIOTUHM [UTs Tiennatpos, 18 (3,0 %) — HeoOXxomuMoCTh
VIIYYIICHUsT CUCTEMbl MapILPYTU3aIlMK U JOCTYITHOCTH IMAarHO-
CTUYECKMX TECTOB Ha YPOBHE NEPBUYHON MEIUKO-CAaHUTAPHOM
ITOMOIIIH, TAKXKe ObUTM OTMEUYEHBI HEXBAaTKa IETCKUX OHKOJIOTOB,
OTCYTCTBHME METOAMYECKUX PEKOMEHAAIMIA TI0 PaHHEW TUarHo-
CTHKE U HU3Kasi OCBEIOMJIEHHOCTb POJUTENICH 00 OHKOJIOTHYE-
CKHX 3a00JIEBaHUSIX Y IETEIA.

BoiBoapl. Haiie ucciienoBaHue MpoaeMOHCTPUPOBAIO He-
XBaTKy 00pa3oBaTebHbIX TPOrpaMM B 001aCTU AETCKOM OHKOJIO-
MM 11 Bpaven-neauatpoB. [IpencraBieHHbIe pe3ybTaThl 1e-
MOHCTPUPYIOT OCTPYIO HEOOXOAUMMOCTb 1IeJIeBbIX BMEIIATEbCTB
JUUIS. YCTpaHEHMSsI BBISBJIEHHBIX TMPEMsITCTBUN Ha IMyTU paHHel
JUArHOCTUKY OHKOJIOTMYECKUX 3aboieBaHuil y neTeit B Poccum.

Tesuc Ne 96

BamHoCMb NPUMEHEHUS Cucmembl
3NeKMpOHHOro 6eHYMapRUHra
Ha mofenu npounsa

«[leMCKan OHKonorua u remamonorud»
®.H. Koctun, A.C. Cunun

DI'BY «Hayuonanvhbiii MeOUUUHCKULL UCCAC008AMENbCKULL YEHMD
demckoli eemamaonocu, OHKoaAo0cuU U UMMYHOA0eUU UMEHU ,ZIMLImleﬂ
Poeauesa» Munszdpasa Poccuu, Mockea

AKTyasibHOCTB. BaXkHYIO pOJib B yIpaBieHUU KaueCTBOM Me-
JTULUMHCKON TIOMOILM M OLIEHKE PECYPCOB 3APaBOOXPAHEHUS
B paMKax KypupyembIx Mpoduieil UMEIoT HallMOHAJbHbIE Me-
JULMHCKUE UCCeaoBaTe/Ibckue 1eHTpbl. Hegoctatok uHCTpy-
MEHTOB KOHTPOJISL Y HUX TUMUTUPYET BOZMOXHOCTh MOBBILIEHUSI
93(bGEKTUBHOCTU YIIPABAEHUS KAueCTBOM OKa3aHUSl MEIUIH-
CKOVi MMOMOILU MO KypUpyeMbIM poduisiM. TaAKUM UHCTPYMEH -
TOM B MEAULIMHCKUX OPTaHU3ALUSIX MOXET CTaTh CUCTEMa 2JIeK-
TPOHHOTO OeHuMapkuHra. OHa MO3BOJISIET OLEHUBATH PabOTy
MEIULMHCKUX OpraHU3aluii, HAampuMep, CONOCTaBIsAS AeSTEb-
HOCTb aHAJIM3UPYEMO OPraHU3aLMU C IEITETbHOCTBIO 3TAJIOH-
HOUW WU TUHAMUKY U3MEHEHUI COOCTBEHHOIO MEAULIMHCKOIO
yupexaeHus (UCTOPUYECKU OEHYMAapKUHT), CIOCOOCTBYET
BBISIBJIECHUIO U BHEAPEHUI0 HauboJjee 3(P(PEeKTUBHBIX METOIOB
OpraHu3anuu padoThl ¥ MOBBIIIEHUIO KaYyeCTBa MEAULIMHCKON
TMOMOLLIM, OKa3bIBAEMOW MaLlMEHTAM.

e u 3aga4m — yiIydlIeHNue KadyecTBa MOHUTOPHWHTA CITYXK-
OBI TI0 TPODUITIO WIeTCKass OHKOJIOTMS M TeMaTOJIOTUST» ITyTeM
BHEJIPEHUS CUCTEMBI 3JIEKTPOHHOTO OeHUYMApKWHTA TSI aHAJN-
3a OKa3aHUs MPOoGWILHON MEINIIMHCKON ITOMOIIN B METUIINH-
CKMX OPraHU3aLMSIX 3-TO YPOBHSI.

Marepunanasl u mMetoabl. B 2019 . cneumnanucramu ®I'BY
«HMHUL ATOU um. Imutpust PoraueBa» Munznpasa Poccun
obuta pazpaborana u B 2020 r. BHeapeHa cUCTeMa KOHTPOJIS
KayecTBa OKa3aHUs MEIWIIMHCKON TOMOIIN (3JIEKTPOHHBIN
OeHUYMapKUHT) 110 IPOMUII0 «IeTCKash OHKOJIOTUs M IreMaTo-
Jorusi» B cyobekTax P® (cBUAETENBCTBO O TOCYIApCTBEHHOM
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perucTpaluydu MporpaMMbl ISl 3JIEKTPOHHO-BBIYMCIUTEIbHBIX
MaiiuH «MHbopMalimoHHas cucTemMa OLIEHKM KayecTBa opra-
HU3aLUU MEAULIMHCKONW MOMOIIM MO MPodWII0 «IeTcKasi reMa-
Tosiorust 1 oHKoyiorust» Ne 2020614462 ot 09.04.2020). TanHast
ABTOMAaTU3MPOBAHHAsI CUCTEMA MO3BOJISIET BBISIBJISITH «CUJIbHBIE»
U «cJ1abble» CTOPOHBI PAOOTHI MPOMUILHOM CITYKObI B CyObeKTax
P®, a Takke olieHMBaTh AMHAMMKY IPOBEIECHMSI PEKOMEH/IO-
BaHHbBIX KOPPUTUPYIOIIMX MEPOIPUSITUIA B «SIKOPHBIX» MEIM-
LIMHCKUX OpraHU3aLUsIX.

Pesyasratel. [locie mpoBeAeHHOro aHaauM3a MOXHO BbIIE-
JIUTh TIEPBUYHBIE TTPOOJIEMBI JIJIST OCYIIIECTBIEHNUSI KOPPUTHUPYIO-
X MEPOTIPUSATHIA PYKOBOJACTBOM MEIUIIMHCKOM OpraHn3aIinu,
a TMHAMWYeCcKasl OlleHKa IO3BOJISIET OLIEHUTDH 3(P(HEeKTUBHOCTD
MPOBEICHHON pabOTHI HAall OITMOKaMMU.

BbiBobl. AKTUBHOE BHEIPEHUE U Pa3BUTHE BO BCEX MENU-
LIMHCKUX OPTaHU3AIUSIX PA3HBIX YPOBHE U MpOhUieil CUCTeMbI
3JIEKTPOHHOTO OEHYMApKWHTa CIOCOOCTBYET 3HAUUTETHLHOMY
YJIYYIIEHUIO KauecTBa OKa3bIBa€MO MEAWIIMHCKOW TOMOIIH,
MaTepUabHO-TEXHUYECKON 0a3bl M KaapOBBIX BOIPOCOB, HO
HEOOXOJMMO TOHUMATh, YTO TIPU pPeaTu3aluu 3JIEKTPOHHOTO
OeHUYMapKUHTA MEAULIMHCKUE OPTAHMU3AIINYA MOTYT CTOJTKHYThCS
C PSIIOM TPYAHOCTE. BONBIIMHCTBO U3 HUX CBSI3aHO C OTCYTCT-
BMEM 3HaHUI1 0 OEHUMAapKWHTEe KaK MHCTPYMEHTE YIIpaBIeHUs,
aTarax ero MjaHUPOBAHUS, OPTAHU3AIIMY U TIPOBEJACHUSI.

Tesuc Ne 97

JNeKmpoHHbIil hacnopm cnyxobl
no npotunio

«[leMCKaA OHKoNorua u remamonorus»

A.C. Cinnun, ®@.H. Koctun
OIBY «<HMHUI] JITOH um. Jimumpus Poeauesa» Munzdpasa Poccuu,
Mockea

AkryampHOoCcTh. Crnenmanucramu ®I'bY «HMUI JTOU
uM. Imutpusi PoraueBa» Munsnpasa Poccun Obu1 pazpaboTtaH
BJIEKTPOHHBIN MACIOPT CAYKObI MO MPOPUITIO «IeTCKass OHKO-
JIOTUST ¥ TEMATOJIOTHsI», KOTOPBIH TIPUIIIe]T Ha 3aMEeHY ITeYaTHOM
Bepcuu. BaxkHe11IMM Hel0CTaTKOM TeYyaTHbIX U3IaHUIA SIBJISIET-
cs1 ObICTpast MoTepsT aKTYaTbHOCTU, HO TIPY HAJTUYUU LI (POBOIA
KOITMH UX TIEpUOANICCKI MOXKHO Ttepen3aaBaTh. OmMHAKO CyIIe-
CTBYET U APYrOl HENOCTATOK — 3TO HEBO3MOXKHOCTb IPOBEACHUS
AHAIMTUKU: TMTHAMUICCKO (aHaIM3 OJHOTO 00BEKTa B pa3Iny-
Hble OTPE3KU BPEMEHN) U CpaBHUTEIbHON (MEXIY pa3IudyHbIMU
MEIUIIMHCKUMU OpTraHM3alusIMU, peTuoHaMu, ¢dheaepalbHbIMU
okpyramu). [TomoOHbII aHaIU3 SIBJISIETCS BECbMa YIOOHBIM WH-
CTPYMEHTOM, TMO3BOJISIIOIINM BBISIBUTH T€ aCIEeKThl OKa3aHMsI
TIOMOIIM MalleHTaM 10 TPOdUII0, KOTOPhIe TPeOYIOT 0C000-
ro BHMMaHUs BHE 3aBUCUMOCTU OT YpOBHS aHanu3a. [Toatomy
JIJIST BOTUIOIIEHUS 3TUX BO3MOXHOCTEH B KOHIIE TIPOIIIOTO Toaa
ObUIO MPUHAITO pellleHre O pealu3aluu HUppPoOBOro nacrnopra
CTykOBbI TyTEM COBMEIIEHUS psAa TEXHOJOTUM, B YaCTHOCTHU
KapTUPOBaHUS U OcHIMApKUHTA.

Ileam 1 3a7a4M — TOBBIIICHNE KaUeCTBA MOHUTOPUHTA CITYyXK-
OBbI TI0 TIPODUITIO «IETCKasi OHKOJIOTUSI Y TeMAaTOJIOTHUsI» ITyTeM
aHaM3a nHGOPMAIUK U3 JIEKTPOHHOTO TTACIIOPTa.

Marepuajsl u1 MeToabl. JlaHHBIC MOJYYEHBI ITyTEM 3arioJI-
HEHUsI aHKEeThl CyObeKTOB P® pyKOBOAUTEISIMU <«SIKOPHBIX»
MEIUIIMHCKUX OpraHM3aiuii 3-ro ypoBHS. I[lepBbIM 3Tarom
ObUIM 3arojiHEHbl (POPMbI DJIEKTPOHHOro OeHYMapKuHTa (Mo
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pe3yJbTaTaM BbIE3THBIX MEPOIMPUITUIA ObUIO 3arOJHEHO Oosiee
70 MUCXOMHBIX AaHATUTUYECKUX OTYETOB, OTPAXKAIOIIMX COCTOSI-
HUe CayxO0bl Mo npoduiio). BropeiM atanoM crycts noaroga
(mepBUYHAs OlLIEHKA) U Toj (AMHaMU4ecKasi OlleHKa) Ha OCHO-
BaHUM MUCEM OT PYKOBOAMTEJIEH MEIUIIMHCKUX OpraHu3aluii
n3 cyobekToB P®D yuuThIBaNIMChH peann3oBaHHbIE KOPPUTUPY-
[olMe MeponpusiTUsl (Mo pe3ybTaTaM BbIE3IHOI MPOBEPKHU).
B npotiecce 3anonHeHus1 GOpM MOKHO YBUAECTh TMHAMUYECKOE
paHXUpOBaHUE MEAULIMHCKUX OpraHu3aluii ¢ rpadpuyeckum
npenctasiaeHuem 30 kputepuen (20 kioueBbix U 10 JOMOJHU-
TeJbHBIX) B BUIE 3BE3AYaTOl AMArpaMMbl, oTpaxarolei naH-
HbI€, MOJIyYEHHBIE 3a BCE ITAIlbI.

Pe3ynsraThl. bouta nmpou3sBeneHa olieHKa BCeX MEAULIMHCKUX
opraHu3aluii Mo NpouIo «IeTcKas OHKOJOIUs U TeMaTo0-
russ» B PO, orciexxeHa TMHaAMWKA B OpraHU3alIMU CIYKOBI I1O
CTpaHe B LIeJIOM, HallpaBJeHbl peKOMEHIAUWN MO YAYYLIEeHUIO
CUTyalluM KaK PYKOBOAMUTEISIM MEAULIMHCKMX OpraHu3aluid,
TaK U B perMoHajibHble MUHUCTEPCTBA 3ipaBOOXpaHeHsl. bblia
OpraHu30BaHa BO3MOXHOCTb CpaBHEHUSI KaK OTAEJbHbBIX KJIW-
HUK MeXIy co00i, TaK U (peiepaibHbIX OKPYTOB.

BoiBoabl. [TogBoast UTOrM, MOXHO CKa3aTh, YTO JIEKTPOH-
HBII MACTIOPT CJIy>KOBI HY>KHO aKTMBHO BHEIPSITh U Pa3BUBAThH
BO BCEX MEAMIIMHCKUX OPTaHU3aIUsIX Pa3HBIX YPOBHEU M pas-
HBIX TIpOdUIeil, YTO TTO3BOIUT 3HAUYUTEIHLHO YIYUIIUTh Kade-
CTBO OKAa3bIBAEMOI MEIUIIMHCKOM TTOMOIIIN, a TAKXKE TTOBBICUTD
YPOBEHb KOHKYPEHTHOI1 CITOCOOHOCTH.

Tesuc Ne 48

llumorenemuyeckaa u MonexrynapHo-
reHemuvyeckasa quarHocmuka
OHKoremamonoruyeckux sabonesanuil
y Aemeii. KnunuyecKru 3Hayumble

U uccnefoBamenbcKue MapKepbl

I'.A. ITayp" 2, 10.B. Ouabmanckas®, T.H. O0yxoBa*,
A.B. Cynapukos‘, O.B. Jlazapesa*, T.JI. [unauna’
"TAY3 CO «Obnacmuas demckas KAuHu4eckas 60abHuLa»,
Examepunbype;
2TAY3 CO «Hucmumym meOuyuHCKUX KACMOYHbIX MEeXHON0UID,
Examepunoype;
SOIBY «HMHUIL] JITOU um. Imumpus Poeauesa» Munzdpasa Poccuu,
Mockea;
‘DI'RY « Hauuonanvotii MeOUUUHCKUL UCCAe008AMENbCKULL UeHMD
eemamonoeuu» Munszdpasa Poccuu, Mockea;
SHUH JIOTuT um. P.M. Topoauesoit @I'BOY BO IICII6TMY
um. akao. U.I1. [laeroea Munzopasa Poccuu

AKTyampHOCTh. B HacTosiee Bpems misd OOJBIIMHCTBA
OHKOTreMaToJIOTMYeckux 3a0oieBaHUI pa3pabOTaHbl KIMHUYE-
CKMe PeKOMEHIAILIMH 110 TMarHOCTUKE 1 JICUCHUIO, TIe HEe BCerma
OIpeAe/IeHbl INTOTCHETUUECKNE U MOJIEKYISIPHO-TEHETUIECKIE
MapKephbl, a TaM, IJIe OHU €CTb, HE pa3rpaHUYEHbI CJOXHOCTb
TECTOB, ITOCJIEIOBATEbHOCTh MX BBIMOJHEHUSI, HEOOXOMUMBIC
KOMIIETeHIIUU TIepcoHasa JlabopaTtopuu U Tpedyemoe o00opyno-
BaHue. OMHOBPEMEHHO C 3TUM JIEUCTBYIOIIEE 3aKOHOIATEIbCTBO
B 00J1aCTU TIPUMEHEHUS B MEIUIIMHCKUX OPTaHU3AIINSIX TOJIHKO
MEIULIMHCKUX U3IEIUI U PeakKTUBOB, UMEIOIIMX PErUCTpaln-
OHHBIe ymocToBepeHMsT Poc3apaBHam3opa, HaKJIaabIBaeT CyIIe-
CTBEHHbBIC OTPAaHMYCHUS Ha Pa3BUTHE M MCITOIb30BaHUE HOBBIX
TEXHOJIOTUI B YIPEKICHUSIX IMPAKTUUECKOTO 3IPaBOOXPaHCHUSI.

PA3AEN I

Kpome TOro, oTcyTCTBYIOT OTeUeCTBEHHBIE PEeKOMEHAAIMU T10
MPOBEJICHUIO ITUTOTEHETUYECKUX U MOJIEKYJIPHO-TeHEeTHYe-
CKUX MCCJIEIOBAHUI B OHKOT€MAaTOJIOTMH, YTO 3aTPYIHSIET BOC-
MPUSTUE PE3YJIBTaTOB U3 PAa3IMYHbBIX JJAOOPATOPHIA.

HeJ’IH " 331291 — CO3JaHUEC OTAITHOI'0O aJIropuTMa HUTOIrCHEC-
TUYECKOW 1 MOHCKYHHpHO—FCHeTquCKOﬁ JUArHOCTUKM OHKO-
reMaToJIornyeckux 3abojieBaHUit y TIETEN.

Marepuajsl 1 MeToAbl. BbUIM UCITOIB30BaHbBI COBPEMEHHBIE
knaccudukaruu (2022 ) octpsix seitkozos (OJI) u muenoun-
HBIX HOBOOOpa3oBaHU, JuM@onponrdepaTuBHbIX 3a00yeBa-
HUI, a TAK3K€ COOCTBEHHbIH OITBIT.

PesyabraTel. C HalIeil TOYKM 3peHus, 11eJ1eCo000pa3HO BhIIe-
JISITH IBa YPOBHS JJAOOPATOPHiA, KOTOPHIC ITPOBOMST IIUTOTCHETH -
YeCKHE ¥ MOJICKYJISIPHO-TEHETMUYECKHE MCCIeIOBAaHMS B OHKOTE-
MAaTOJIOTUM: A) JIOKaJIbHBIC JTA00PAaTOPUU — IIPEUMYIIECTBEHHO
BBITIOTHSIOIINE MCCICIOBAaHUS IS MEIUIIMHCKOMN OpraHu3a-
1M, B KOTOPOU OHU PACITOJIOXKEHBI; 32 3TUMU JJa00PaTOPUSIMU
CJIeAyeT 3aKPEIUTh IIMTOTeHETUYECKYIO TUMaTHOCTUKY METOIOM
KapUOTUITMPOBAHUS, (DIYyOpEeCLIEHTHON TUOpUAU3aluu in Situ
(FISH), momumepasnoii nenHoit peaknuu (ITLIP), dparment-
HBII aHAJIN3 TSI IEPBUYHOM TMAarHOCTUKY 0a30BBIX MapKEPOB;
b) cmenmanu3mpoBaHHBIC WM IIEHTPaIM30BaHHBIC J1abopa-
TOpUM pPedepPeHCHOrO YPOBHSI — BBIMOJHSIONINE HCCIEIOBA-
HUS ]I MEAUIIMHCKUX OpraHMU3aluii JTI00bIX cyObeKTOB PD;
B 9TUX JJa0OPATOPUIX TOKHBI OBITH BOBMOXHOCTH IS IIPOBE-
IEeHUSI BCEro CIIeKTpa MCCIEIOBAHMIA: OT KapUOTUIIUPOBAHUS
IO aHajaM3a 2K30Ma M TpaHCKpuUIIToMa. lluToreHeTmyeckme
1 MOJICKYJISIPHO-TeHETUIECKIE MCCIIeIOBAHMS IS TTAallIeHTOB
C OHKOTeMAaTOJIOTUYECKMMU 3a00JICBAHUSIMU JOJKHBI IIPOBO-
IUTHCA B paMKaxX eIMHOI J1abopaToOpuM,/0IHON MEIUIIMHCKOMN
OpraHM3alliM, B KOTOPOIl €CTh BO3MOXHOCTH JIUISI TIPOBEICHMS
KaK IIMTOTEHETUYECKOro aHalIm3a, TakK U MOJICKYISIpPHO-TeHE-
TUYECKUX MCCIeN0BaHU. MBI IIpeaaracM Bce IIUTOTCHETUYE -
CKHE ¥ MOJICKYJISIPHO-TeHETUUECKIUE MCCIIeTOBaHMS IS ITalll-
€HTOB C OHKOTEMAaTOJIOTUISCCKMMHU 3a00JIeBAHUSIMU Pa3ICIUTh
Ha 3 ypoBHS: 1) MUHUMAJbHBII 00bEeM HMCCIIETOBAHUN — He-
00XOMUMBIN NJisI Ha3HAUCHUS CITeIU(UICCKON Tepanuu WIu
OTHECEHMS MalMeHTa K ONpeAeICHHOI TPYyIIIIe pUCKa; UCCIe-
MOBAHMSI TaHHOM TPYIITHI JOJDKHBI 00513aTeJIbHO BBIITOIHSATHCS
B JIOKAJIBHBIX J1a00paTOpHsX; 2) ONTUMAJIbHBINA 00beM MCCIIe-
MOBAaHWIT — NIJIsI BBIAEJICHUSI OCHOBHBIX IIUTOTCHETUIECKIX,/MO-
JIEKYJISIPHO-T€HETUYECKMX MOATPYIIIT; 3TY MTOKa3aTeaU JOJKHbI
OBITH BKJIIOUEHBI B K1accudukanuu BcemrnpHoil opraHuzannu
3napaBooxpadHeHus (BO3); 3) HayyHO-MCCIenOBaTEIbCKHUE T10-
KazaTequ — MCCIAeHOBaHUS, ST KOTOPHIX Ha CETONHSIITHUI
IeHb HET TOYHBIX KPUTEPHEB CTPAaTU(PUKAIIMU IO TPYIIIIaM
prcKa 1/WJIN KOTOPHIE CBSI3aHBI C OTNIPEACICHHBIM IIPOTHO30M,
B 9Ty K€ TPYIITy OTHECEHBI HEIAaBHO OTKPHITHIC IIUTOTCHETUYE -
CKME M MOJICKYJISIPHO-TEHETHYCCKIE MapKephl; MX UCITOIb30-
BaHME OJIKHO OBITh OTPAHMYCHO TOJIBKO TeMU MEIUIIMHCKH-
MU OpraHM3allUsIMU, KOTOPHhIE YYACTBYIOT B IIPOCIIEKTUBHBIX
MHOTOIIEHTPOBHIX UccienoBanusx. MccmenoBanus 2-ro u 3-1o
YPOBHEW JOJKHBI MPOBOAUTHCS B CHELMAIU3UPOBAHHBIX
W/UIN  1LIEHTPaJU30BaHHBIX J1a00paToOpusIX pedepeHCHOIo
YPOBHSI.

BeiBoapl. MBI HazeeMcsl, UTO TpeaCTaBIeHHbIE JaHHbIE Oy-
IyT TIOJIE3HBI HE TOJIBKO TPU CO3JaHUU HOBBIX JJaOOPATOPUIA,
3aHUMAIOIIUXCS [IMTOTeHETUYECKON Y MOJIEKYISIPHO-TeHeTHYE-
CKOI IMarHOCTUKOI OHKOreMaToJOrM4ecKuX 3a00aeBaHuil, HO
U [u1g 00Jiee YETKOTO Pas3IeIeHUs IOTOKOB PaOOTHI.

~ 14 ~
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Paspen Il

JNMUAEMUONIOTHYECKUE UCCNENOBAHNUA B OBJIACTH
JETCKOH OHKOJIOTUW U TEMATOJIOTUH B CYBBERTAX
POCCHHCKON ®WEREPALMKN U CTPAHAX CHT,

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

Tesuc Ne 1

Bepoamnocmb nony4eHuda mpancnaaimayuu

Om HepoACMBEHHOIro f10HOpa y aemeli
0.A. TepoBa

b® «Hayuonanvhbiii pecucmp 00HOPO8 KOCMHO20 M032a
umenu Bacu [lepesouukosa», Mockea

AKTyalIbHOCTb. D(MGHEKTUBHOCTD IIOMCKA ONTUMAIbHOTO
HEPOJCTBEHHOI'O JOHOpPA 3aBUCUT OT KOJWYECTBA U MMMYHO-
TEHETUYECKOT0 pa3HOo00pas3us MOTCHIMAIbHBIX TOHOPOB (ITyJI
HLA-ramiotumnoB) KaKk B pOCCHUMCKUX, TaK U B MHOCTPAHHBIX
peructpax. HammonansHbiit PIIKM um. Bacu IlepeBoinko-
Ba 3apeructpupoBaH B 2017 ., UMeeT B CBOEM COCTaBe JOHOP-
CKMIT LIEHTP, KOTOPBI HacuuThiBaeT 71 352 deHOTHUITA TOTEH-
LUabHBIX TOHOPOB. A Takke ¢ 2020 r. Haumonansubiit PIIKM
uM. Bacu IlepeBollnkoBa pa3BuBaeT MOUCKOBBIN LIEHTP, OCY-
LIECTBIISIIOLINM MOUCK TOHOPOB B PM U MHOCTpPaHHBIX peru-
crpax. OCHOBHas 3amavya CO3IaHUs MOMCKOBOTO IIEHTpa — yBe-
JIMYEHUE IaHCOB nauueHToB n3 PM Ha moabop onTUMaaIbHOro
HEPOJCTBEHHOIO IOHOPA.

Ilemu n 3ama4M — OLIEHUTb BEPOSITHOCTH MOJYYEHUST TpaHC-
TUIaHTaTa OT HEPOACTBEHHOTO JOHOPA IS AeTeil B 3aBUCUMOCTH
OT €ro UICTOYHMKA.

Marepuajsl 4 Metoabl. BceMupHasi accoumalusi JOHOPOB
koctHoro mosra (KM) (WMDA) oo6benunset 38 851 895 3anu-
ceil 00 yHukanbHbix HLA-deHoTHmax, taHHbIe MPpeToCTaBACHbI
peructpamu 55 crpaH. Peructpamu P® nipenocrasiero 133 546
deHotunos. [1lepBUYHBIN MOUCK HEPOICTBEHHOTO JOHOPA IMPO-
XOIUT ¢ TOMOIIbI0 MH(MOpMalMoHHoi cucteMbl BMDD cpenu
71 352 nonopos HaumonansHoro PIKM um. Bacu IlepeBoiu-
KoBa u ¢ noMoliblo Search and Match cepsuca WMDA.

Pesynsrathl. B Hactosiiee Bpemsi HauumonanbHbiit PIIKM
uM. Bacu [lepeBomnkoBa paboTaeT ¢ 6 KIMHUKAMMU, BITTOJTHSI-
JOIIMMY aJUTOT€HHBIE TPAHCTUIAHTALIMY T€MOITIO3TUYECKUX CTBO-
JoBbIX KJeToK (awo-TI'CK) y neteit. [Iis 2 MEAUIIMHCKUX y4-
PEeXASHUMN LEeHTP MOUCKA OCYIECTBISET MOJIHBIN LIMKII padoT Mo
moadOpY U aKTUBAIIUKM HEPOACTBEHHBIX JoOHOPOB PO 1 WMDA.
Bcero nns moucka HepoacTBeHHOro aoHopa ¢ 2019 mo 2021 &
MOCTYNUIX 95 maueHToB, BO3pacT KOTOphIX OoT 1 mo 17 net. s
69 13 HUX TIEPBUYHBIN TTOMCK cpeaun ToHOpoB PD mokasan mo-
JIOXKUTETbHBIN pe3yJIbTaT U ObLT MHUIIMMPOBAH MOA00P HEpoI-
cTBeHHOTO oHOpa. Ho Tonbko 35 (51 %) mauyeHTOB MOTydrIn
TpaHCIUTaHTaT. B MeXayHapOaHbI TOMCK MOCTYIMUIN 26 Talu-
€HTOB, MpH 3ToM 23 (87 %) 13 HUX TOJYYMUIU TPAHCIUIAHTAT.

~ 15 ~

BoiBoabl. BeposiTHOCTD TI0JTy4eHYsI TpaHCILIAaHTaTa TIPU MO~
0ope HepoaCcTBeHHOro noHopa B P® y neteit cocrasiuser 51 %,
B TO BpeMsI KaK MHOCTPaHHbIE MOMCKM 3aKaHYMBAIOTCST TPAHC-
maHTanueit B 87 % ciaydaeB. Takum o0pa3oM, MHOCTPaHHBIN
rovck Ha 36 % Oonee apdekTuBeH. BepoITHBIMU MpUYMHAMU
TAKOTO pas3JInuvsi MOTYT OBITh ClieAyolIue: ToHOpbl B PM variie
HEJOCTYITHBI M OTOOP MAallMEHTOB IIPY HAJIMYMHK JJOHOpA B Ha-
el cTpaHe IPOBOAUTCSI MeHee OTBETCTBEHHO. J1JIsl BBISCHEHMS
MPUIUH HEOOXOAMMO 0oJjiee NeTaJbHO W3YYMTh NMPUYMHBI 3a-
KPBITHUS TTOMCKA.

Tesuc Ne 26

Numdoma XoKKUHA cpeu AemcKoro

HaceneHua banmuilcKOro 3KCKNaBsa

K.JI. Manaxosa, D.A. Kamy6a, E.FO. Myn
DIAOY BO «banmuiickuii gpedepanvholii yHugepcumem
umenu Ummanyunra Kaumar», Karununepao
AktyansHocTh. JIX — 370 3HO nmumdbonaHol TKaHU ¢ KO-
HaJbHOI mpoaudepaieit B-KneTok 3apoiblllieBbIX LEHTPOB
JIV. JIX gBnsiercsl OTHOCUTENBbHO PEAKUM OHKOJOTMYECKUM
3a00JieBaHUEM Cpeau JeTeil — IoKasaresu 3a00JeBaeMOCTHU
coctapysiior 0,7—0,9 nva 100 000 nerckoro Hacenenus. Ilo au-
TepaTypHbIM JaHHBIM, B CTPYKType OOllleli OHKOJOrnyecKoi
3a00J1eBaeMOCTH Yy AeTei Ha goto JIX MpuxoauTcsl MpuMepHO
5—7 %. Ho B Bo3pacTHoOI1 Kateropuu 15—24 net aTa maToiaorust
JIOKYMEHTUPYETCSI B KAKIOM LLIECTOM OHKOJIOTMYECKOM AUArHo3e.

Ilemm u 3apa4u — mpoBecTU aHaNIU3 3a0o1eBaemMoctu JIX net-
CcKoro HaceJieHns1 KanmHuHTpaacKoit odacTu.

Marepuaasl 1 Merombl. B paboTe ucmosb3oBaauch daH-
HbIe IETCKOro KaHiep-peructpa KajauHMHIpamckoil oGiactu
nu MHUOMU um. I1.A. TepueHa, opuiimaabHble CTAaTUCTUYECKUE
otyeTHble (opMmbl PocrmorpebHan3opa. CraTUCTHYECKYIO 00-
paboOTKy MaHHBIX MPOBOAWIN C HMCIOJb30BaHUEM ITPOTPAMMBbI
Microsoft Office Excel 2007.

Pesyasrater. 3a 28 jet (¢ 1992 mo 2020 r.) B bantuiickom
pervoHe CcpeaHEMHOTOJIeTHsSIS mepBUYHas auarHoctuka 3HO
y peteit B Bo3pacte ot 0 1o 17 net coctaBuia 18,1 ciaydyas B rof
(MakcuMaJbHOE KOJIMYECTBO BIIEPBbIC BBISIBIEHHBIX Cilydya-
eB npuxoguted Ha 1993 . — 31, 81996 . — 27, B 1998 . — 29,
B 2002 . — 27, B 2018 . — 30). IlpocnexxuBaercsl ycToitumBas
TEHIEHIMS K POCTY OHK03200J1eBaeMOCTH JETCKOIO HaCeIeHMUSI
(82002 . — 13,4 Ha 100 000 getckoro HaceneHusi, B 2010 . —
12,1,82014 1. — 14,5, 82016 . — 17,5, 2019 . — 16), KOoTOpas

PA3QAEN 11
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B PETMOHE BBIIIIE, YeM B 11ejioM 1o PD: B 2009 1. — 12,7 Ha 100 000
netckoro HacesrleHus, B2010T. — 12,9, 820141 — 12,8, 82016 T. —
13,01, B 2019 . — 12,4. CpeaHeMHOTOJIETHSISI 3a00J1€Ba€MOCTh
BbIpociia ¢ 2016 . u coctaBuia 16,7 Ha 100 000 neTckoro Hacese-
Hus (B 1992—2015 rr. — 12,0). B cTpyKType nepBUYHON OHKOJIO-
rMYecKoi 3a00J1eBaeMOCTH 3a YKa3aHHBIN TIEpHOI TUANPYIOIIee
MECTO 3aHUMAIOT OMYXOJIU JUM(ATUIeCKO U KPOBETBOPHOM
cucteM — 69,3 %, nanee CleAyIOT OITyXOJIU LIEHTPAJIbHOM HEPB-
Hoit cuctemsl (HHC) — 18,8%, mmroBuaHoi Xene3bl — 3,7 %,
JIpyrux opraHoB u cucteM — 8,2 %. B cTpykType oHKO3a00ITe-
BaHU JTUM@aTUYeCKOH M KPOBETBOPHOM CHUCTEM JIMIUPYIOT
OJIT (33,9 %), HexomxkkuHckast auMmboma (HXJIT), HoBooOpa-
3oBaHus TuMdonaHoil Tkanu (28,2 %), JIX (19,2 %), OMIJI
(6,8 %). Uckmouenue: B 2010 . tuMd oMbl IMAarHOCTUPOBAHBI
B 20 % cay4daeB, neiiko3bl — B 15 %; B 2012 . — onryxonu LTHC —
B 29,4 %, neitko3sl — B 23,5 %. C 1992 no 2020 r. 3apeructpu-
poBano 655 ciygaeB JIX, u3 mHux 102 (15,5 %) pebenka no 19 ner.
C 1992 1o 2006 1. 3acdbukcuposano 5 caydaes JIX y geTeit 1o 4 net,
Bce MaspuukH, ¢ 2006 1. JIX TOKYMEHTHUPYIOTCS TOJBKO Y Je-
Teil cTapiie 5 JeT. 3a yKa3aHHbIN Mepruoj B BO3pacTHOM rpyIine
5—9 net BoIsIBIIeHO 7 citydaeB JIX: neBouku — 2 (28,6 %), MaTbun-
Kk —5 (71,4 %); 10—14 net — 25 ciyyaes: neBouku — 13 (52 %),
Manbuuku — 12 (48 %); 15—19 net — 65 ciayyaeB: N€BOUKU —
38 (58,5 %), manpuuiku — 27 (41,5 %).

BoiBoapl. B ctpykTtype 3aboneBaemoctu 3HO neTckoro Ha-
cenenust KanunuHrpaackoit obnactu ¢ 1992 r. nuaupyoiyio
MO3UINI0 3aHMMAJIA OITyXOJIM KPOBETBOPHOW M JMMdaTHie-
CKoOi1 TKaHei, pexe BcTpeuanuch onyxoau LHHC. CpenHsist MHO-
roneTHss 3aboneBaemocThb JIX cocraBuia 1,5 Ha 100 000 mer-
CKOTO HACeJICHUSI, YTO BEINIE CPEAHEPOCCUIICKIX TTOKa3aTelei.
MakcumainbHas 3a001eBaeMOCTh 3aJ0KyMeHTUpoBaHa B 2014 .
(3,3 Ha 100 000 nerckoro HaceneHnus) u B 2020 r. (3,5 Ha 100 000
JIETCKOTO HACEJICHUST)

Tesuc Ne 45

3aGonesaemocmb remMopparu4ecKum
BACKYNUMOM IEMCKOro Hacenexus

Kanuxunrpapackou o6nacmu

K.JI. Manaxosa, E.B. Kamy6a, A.B. Tapacos, A.H. I1amos
DIAOY BO «bDY um. U. Kanma», Kasununepao

AKTyallbHOCTh. [eMopparmuecknii  BacKyJIUT OTHOCHUTCS
K HamOoJiee YacTo BCTpEYaeMOMY BapuMaHTy BacKyJIWUTa y JAeTei
U XapaKTepu3yeTcsl BOCTAJIEHUEM COCYIOB MEJIKOro Kaauopa
Pa3IMYHBIX OPTaHOB M CUCTEM — KOXHU, CYCTaBOB, XKEJyIOU-
Ho-kuiieyHoro TpakTa (2KKT), mouek. B ocHoBe 3a0oJieBaHUsI
JIeXKaT TUIEPIIPOAYKINS UMMYHHBIX KOMITJIEKCOB, aKTHBAIIUS
CHCTeMBI KOMILIEMEHTA, TTOBHIIIICHUE IIPOHUIIAEMOCTH COCYI0B,
TMOBPEXIEHNE DHIOTENS COCyN0B, Tunepkoaryisuus. [1o am-
TepaTypHBIM JaHHBIM, €XXETOIHO BO BCEM MHUPE PETUCTPUPYETCS
13—20 cayyaeB Ha 100 000 peTcKkoro HacejeHMUsI.

e u 3apaum — TIPOBECTU aHAINU3 3a00JIEBAEMOCTU FeMOP-
parmyecKuM BacKYyJIMTOM JIETCKOro HaceneHuss KammHuHTpas-
CKOM1 00J1aCcTH.

Marepuajsl u MeToabl. B pabote nposeneH aHanus 3adoie-
BaeMOCTU IeMOopparmiyecKuM BacKyjauToMm jaeTeil bantuiickoro
peruoHa C MCIIOJIb30BaHMEM TaHHBIX OUIIMAIBHBIX CTATUCTH -
yecKux oT4eTHBIX (popM ¢ 2008 mo 2020 1.

PA3AEN 11

Pe3synbraThl. 3a 12 jeT reMoppardyeckuii BaCKyJUT 3a10-
KYMEHTUPOBaH y 254 nereii, roClUTAIM3UPOBAHHBIX B OHKO-
reMaToJIOTM4ecKoe oTAeieHre JeTCKoil 00JIacTHOI OOJTBHULIBI
Kanununrpaackoii odaactu (4,1 % ot o61iero 4ymcjia rocrnura-
JIN3UPOBAHHBIX JeTeif). CpeIHEeMHOTOJIETHSST 3a00JIeBaeMOCTh
coctaBmia 10,1 #a 100 000 merckoro Hacenernus. C 2014 r. ipo-
CJICXKMBAeTCs YCTOMIMBAsT TEHACHIIMS K POCTY ITOKa3aTeJIsT 3a00-
JIEBAEMOCTH ITaHHOM IaTojiorueil cpeau aeteit ot 0 mo 17 jer:
B 2008 . — 9,2 Ha 100 000 geTckoro HaceneHwust, B 2011 . — 7,7,
B20141 —13,9,B2017 = — 13,9, B2019 1. — 14,7. Cpennm 3a-
OoJsIeBIINX MabuuKK coctaBwiu 49,3 %, nesouku — 50,7 %.
Cpennuii Bo3pact 3aboyeBmnx — 7,5 = 2,5 roga. Cpenu ak-
TOPOB, TIpeApacloiaralolnX K Pa3BUTHIO TeMOPParndecKoro
BacKyJIMTa y JAeTeid, CIeAyeT BbIICIUTh OCTPhIE PECIIMPATOPHBIE
MHQEKINT 1 COTIPSKEHHYIO ¢ HUMU MEIWKAMEHTO3HYIO Tepa-
110, a TAKKe MPU3HAKY aTOIIMU B aHaMHe3e. Yalle reMopparu-
YeCKUIA BACKYJIUT A€OI0TUPOBAT KOXHBIM cHAPOMOM (92,1 %).
Camoii yacToii KIMHUYeCKOoi (hopMoii 3a00JieBaHs ObLIa KOXK-
Ho-cycraBHas (46,8 %).

BoiBoapl. Takum o0pa3oMm, CpeaHsIsi MHOTOJIETHSISI 3a0o0Jie-
BacMOCTb TeMOPParnIecKNM BAaCKYJIUTOM ICTCKOTO HACEICHMS
Kannaunrpanckoii o6iaactu coctaBuia 10,1 Ha 100 000 geTcko-
ro HacejieHus1. C 2014 . oTMeuaeTcsl pocT 3TOro MmokaszaTesss —
B 2019 r. 3a6oneBaeMocThb coctaBuia 14,7 Ha 100 000 meTckoro
HacesneHnsT. OMMHAKOBO 9acTO 00JIe M KaK MaJTbuYMKHU, TaK 1 JIe-
BOYKH.

Tesuc Ne 2

PenKue Bufbl AEMCKOro paKa:

onbim ApMenuu

M.B. MunacsH
AO3T «lemamonoeuueckuii yenmp umenu npogpeccopa P.O. Eoasna»
Mun3zdpasa Pecnybauxu Apmenus, Epesan

AKTyalIbHOCTb. JIeTCKME OITyXOJIM CYMUTAIOTCS PEIKUM SIBJIC-
HUEM, UX MOXHO Ha3BaTh op(aHHBEIMU 3a0ojeBaHUSIMU. Pen-
K1e HOBOOOPa30BaHUS JAETCKOTO BO3pacTa IIPEACTABISIIOT COOOM
npoGeMy IJIsT AETCKUX OHKOJIOTOB. HeKoTopbIe 13 3THX OIyX0-
JIel OTHOCHUTEJIPHO YaCTO BCTPEYAIOTCST y B3POCIBIX, HO OTYET-
JINBO PEIKU B JETCKOM U MOIPOCTKOBOM Bo3pacte. [1o maHHBIM
EBporneiickoii COBMECTHOU HCCIeN0BaTENbCKOM TpyMIibl MO
peakum onyxousim y aeteit (EXPeRT), 3a601eBaeMoOCTh cOCTaB-
ngeT < 2 Ha 1 MJIH HaceJleHUs B Bo3pacTe 10 18 JieT.

enu u 3anaum — onucaHue peAKUX OMyxoyiell y AeTei, Ha-
0JII01aeMbIX B ADMEHUM.

Marepuasbsl 1 MeTOAbI. BBITIONIHEH PeTPOCTIEKTUBHBIN aHa-
73 46 MEAMIIMHCKUX KapT MalueHToB (< 18 JIeT) ¢ peIKUMU TH -
MaMu paka, KOTOpbIe ObLITM AMATHOCTUPOBAHBI U/WIIN TIpOJieye-
HbI B [emaronoruyeckoM LieHTpe um. ipodeccopa P.O. EonsiHa.

PesyabraTel. Pegkue memuarpuyeckue OIyXoaud ObUIM 3a-
perucTpupoBaHbl y 46 mauueHToB, 58 % M3 KOTOPBIX ObLIN
MykckKoro mona. Bo3pacTtHoit nuama3oH coctaBun 1—18 e,
cpenHuii Bo3pact — 12,5 roga. HoBooOGpa3oBaHus ObLIU pasje-
JIEHBI Ha 2 IPYIIIIbL: TeMO00JIaCTO3bl ¥ COJIMAHBIE omyxoau. Cpenu
24 cnydyaeB remMo0J1acTO30B ObLIM BBISIBIIEHBI Takue 3aboJie-
BaHMs, Kak quMmdoma bepkurra (JIB) (n = 5), xpoHuveckuii
MUEJIOUIHBIN JIEMKO3 (1 = 5), MUCIOOUCIUIACTUIECKUI CUHIPOM
(n = 4), ructuonuto3 u3 kierok Jlanrepranca (I'KJI) (n = 8),
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aHarutacTuueckas KpynHokaetouHas aumdoma (AKKIT) (n=2).
Cpeny COJMUAHBIX OIMyXOJiell MBI HAOIIOZAIM CTPOMAaJIbHbIC
OITyXOJIX TTOJI0OBOTO KaHaTuKa (7 = 8), KapIIMHOMY HOCOTJIOTKU
(n = 3), KapLIMHOMY IIIMTOBUAHON Xeye3bl (1 = 2), MeJaHOMY
KOXHU (n = 2), peIKue TUCTOTUITHI CAPKOMBI (3JI0KauyeCTBEHHAast
TPUTOHOBAS OITyXOJIb, aHTMOCAPKOMA, TUTAHTOKJICTOYHAS OITy-
X0Jib) (n = 3), peAKue omyxoju rojioBHoro mosra (90O ¢ MHO-
TOCJIOMHBIMU PO3ETKaMU, aTUMTUYHASI TepaTOUIHO-padaouIHAS
omryxoiib (ATPO)) (n = 2), KapiimHOMA CIIFOHHBIX XeJie3 (n = 1),
deoxpomouuToma (1 = 1). MeractaTuueckoe 3abojieBaHUE Ha
MOMEHT IOCTAaHOBKM IMarHo3a HaOJoaaloch y 7 MalMeHTOB.
Bce netu monyvyany MyJabTUOMCHMIUIMHAPHOE JICUCHHUE, BKITIO-
Yalollee XMPypPruuecKoe BMEIIATEILCTBO 1/ XUMHUOTEPAITHIO
(XT) u/wim XuMHOJyYEBYIO Tepanuio, OCHOBAHHYIO Ha TUCTO-
jgoruu 3aboneBanus. bonee 70 % ciydaeB ObLIM OOCYKIEHbI
¢ MEXIYHAPOIHBIMU 3KCIIEPTAMH C TIOMOIIBIO TeJIEMEIUITHEI.
IlecThaecsT MATH MPOLIEHTOB MAIIMEHTOB XXMUBBI HA MOMEHT CO-
CTaBJICHUs OTYETA.

BoiBoapl. [lockoJibKy McclieoBaHUE SIBIISIOCH PETPOCIICK-
TUBHBIM, ObLIM SIBHO He3aperucTpupoBaHHbIe ciaydyau. Peakue
OITyXOJIU y AeTel MOo-MpeKHEeMY OCTar0TCsI MPOOJIEeMOid, 1 IS ee
pelueHust TpedyeTcsl MeXXIyHapoaHOe COTpyaHuYecTBO. Kpome
TOr0, COTPYAHUYECTBO CO B3POCABIMU OHKOJIOTaMU, MeAuaTpu-
YeCKMMU 1 B3POCIBIMU XMpypraMu UMeET pellaroliee 3HaueHue
B JICUCHUM PEIKUX OIYXOJICH.

Tesuc Ne 46

3nokavecmseHHblie HoBOOGpa3oBaHua
y Aemeil nepeoro ropaa xusxHu B Pecnybnuke

Tamapcmax 3a nepuop 2012-2021 rr.

N.B. Ocunosa', E.H. Ipummuua’, JI.P. Kapumosa!,
T.}O. Makcumosa', E./1. Huzamytnunosa', K.B. Ypraaysosa!,

P.3. Illammacos!, B.1O. Illanupo’', 1.H. Yepe3soa?,
A.N. Tumaaunesa’

TAY3 «/lemckas pecny6aukanckas KauHuveckas 60abHUYa»

Mun3zdpasa Pecnybauxu Tamapcman, Kazans;
2PrbOY BO «Kaszanckuii eocydapcmeeninlii MeOUUUHCKULL YHUBEpCUmMem»

Mun3zdpasa Poccuu;

ITAY3 «Menszeaunckas yeHmpanbHas paioHHas 60AbHULA»

Aktyaasnocts. 3HO y neteit mepBoro roga XKu3HM BCTpeva-
I0TCS PEIKO, HO B BO3PACTHOM CTPyKType JeTasibHOoCcTH oT 3HO
MJIAZICHIIBI 3aHUMAIOT BEIYIIEee MECTO BCIICACTBUE arPeCCUBHO-
CTU HEKOTOPBIX OITyXOJieil M TOKCMYHOCTU HEOOXOMMMOI Tepa-
1307078

e m 3amaum — oleHUTH 3aboieBaemMocth 3HO y meteit
nepBoro roaa xu3Hu B Pecriyonuke Tarapcran (PT).

Marepuanni u meroasl. @opma 003/y, permoHaTbHBIN KaH-
LIep-pEruCTp.

Pesyabratel. 3a 2012—2021 rr. B PT auarno3 3HO BricTaBieH
129 meTsiM TIepBOTO Tola KU3HU, 94TO cocTaBisieT 12,8 % ot 00-
LLEro 4Kciia Brepsbie BoisiBleHHBIX 3HO y manueHToB B BO3pa-
cre 0—18 net. 3aboneBaemocth 3HO y manmenToB g0 roga B PT
Kosebaercs ot 12,6 mo 37,9 na 100 000 meTckoro HacenaeHwus,
cocTaBiissl B cpeaHeM 25,5, Yucio geBouek U MajbuMuKoOB — 65
1 63 COOTBETCTBEHHO. B IepBoM TpuMecTpe XXU3HU IUAarHO3
3HO BricTaBieH 56 (43,4 %) mnaneHnam, npudeM 14 — B mpe-
HataJbHOM nepuonae. CpenHuii BO3pacT Ha MOMEHT MOCTaHOBKU
JMAarHo3a MpU OIyXOJIsIX Mouek — 3,6 Mecsiia, MpU TepPMUHO-
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TeHHbIX omnyxoJisix — 4,3 Mecsla, npu Heiipodaactome (HB) —
4,7 mecsua. CaMbIMU «B3POCJIBIMU» OKAa3aJIMCh PETHHOOJIA-
croma (PB) u remato6nactoma (I'b) (8,5 mecsma). B crpykrype
3HO y peteil mepBoro roja >XKU3HU 3a aHATU3UPYEMBbII EPUOL
1-e mecro 3anumaeT HB (36 %, n = 47), Ha 2-M MecTe JIEUKO3bl
(17 %, n = 24), na 3-m mecre omnyxoiau LTHC u nmouexk (110 11 %,
n =13 u n = 14 COOTBETCTBEHHO), Jajiee UAYT FePMUHOIECHHbIE
onyxonu (9 %, n = 11), MsarkotkaHHbsle capkoMbl (7 %, n = 8),
Pb—-5% mn=7),Ib 2 %,n=3), 10 | ciydyaro aapeHOKOPTHU-
KaJbHOTO paKa M OCTEOreHHOM capkoMbl. Cpenn 24 nmalueHTOB
¢ nerikozamu OMIJI BoisiBieH B 12 ciyvasx, OJIJI — B 10, oBe-
HUJIBHBIN MUEJIOMOHOIIMTAPHBIH Jieiiko3 (FOMMII) — B 2. 3a060-
JseBaemMocTb otaeabHbIMU 3HO Ha 100 000 mianeH1eB B pa3Hblie
rojibl BapbrpoBaia. MakcUMallbHble MeIMaHbI 3a00/1€BAEMOCTU
otMmeueHbl pu HBb — 14,1, onyxonsx mouek — 5,9, neiiko3ax —
5,0. B 3 cayvasix neiiko3 BBICTaBJIeH IE€TSIM C CUHIPOMOM JlayHa
(Cl), B 1 ciryyae oTMEUEH IpHUeM MaTepblo aHTUPETPOBUPYCHOM
Teparuu Bo BpeMsT 6epeMeHHOCTH. 3aBUCUMOCTh 3a00J1eBaeMO-
CTU OT KOJOTMYeCcKOro (pakropa B Pa3HbIX IPOMBILLICHHbBIX
paiioHax pecryouku He BbisiBiieHa. M3 129 mianenues 77 (60 %)
MPOBEICHO XUPYPTUUECKOE BMEIIATEIBCTBO, Y 3 1 M3 HUX3TO OBLIO
eIMHCTBEHHBIM MeTOAOM JedyeHus. X1 BeimosHeHa 74 (57 %)
nauueHTaM, TTCK — 8 getam (anno-TI'CK — 5, ayronornunast
TI'CK (ayro-TI'CK) — 3). Tepamnust He mpoBoauiaach 6 6OJIb-
HbIM: 4 B UHKYpaOeJIbHOM COCTOSIHMU, 2 13-3a OTKa3a poauTe-
neit ot meueHusa. M3 129 demoBek B pasHOM BO3pacTe yMEpPIIH
33 (25,6 %). MakcumaibHasi JJeTaJlbHOCTh oTMedeHa rpu OMJI
(75 %), no 50 % npu OJIJI u MATKOTKAHHBIX capkoMax, 46 %
rpu onyxojsax LHIHC, ¢ Hb ymepnu 6 (13 %) nmereii, ot Hedpo-
Omactombl — 1 pebeHOK. Bece netr ¢ repMUHOT€HHBIMU OITyXO-
mamu, Pb u I'b xusbl. M3 33 yMepimx 6 morn0am oT OCIoXHe-
HUil Tepanuu, 27 — OT OCHOBHOro 3abojeBaHus. [1pu olieHKe
nmeraabHOCcTH 0T 3HO BBIABICHO, UTO Ha IIEPBOM TOAY KU3HHU
3a 10 net ymepau 18 nereit. CpenHssl 1eTalbHOCTDb MO HO30JI0-
rugaMm Ha 100 000 mameHTOB TaHHOW BO3pacTHOU rpynmbl B PT
KOpPPEIUPYET CO CTPYKTYPOI JIETAIBHOCTA U COCTAaBJISIET: IPU
OMIJT — 0,96, nipu onyxomsax HHC — 0,95, mpy MATKOTKaHHBIX
capkoMax — 0,4, npu HB — 0,36, mpu OJIJI — 0,35, ipu omyxo-
Jsix mouek — 0,19.

BoiBoapl. OcHoBHbIe moka3zaTean B PT 3a aHanm3upyeMblid
MEePUOJ COIOCTABMMBI C IOKA3aTeIsIMU Pa3BUTBIX CTpaH U P®
B 1esoM. bonpmmHcTBo 3HO nrarHocTUpoBaHO B MepBbie 3 Me-
csla XXKU3HU, YTO CBUIETEIBCTBYET 00 aleKBaTHOM Ipe- U ITOCT-
HaTaJbHOM CKPMHUHTE, TPaBUILHON MaplIpyTU3auu. AHAIN3
CMEPTHOCTHU TOKa3aJ, u4To B 82 % ciydaeB BCeX JIETAIbHBIX UC-
XOJIOB MMEJIM MECTO OTSTOIIAIONIUe ITPOTHO3 OMOJOTrMYeCKUe
(axkTophI.

Tesuc Ne 81

CpaBHUmMenbHas oUeHKa yacmombl
BCmMpevyaemocmu napsoBupycHoi uHeryuu
B19 cpenu noHopoB KPoBU

U remamonoruyeckux 60nbHbIX
®.A. Puzaea!, II1.I'. Caouposa?, JI.C. MarkapumoBa’

[lenmp demckoil eemamonoeuu, OHKOAOUU U KAUHUYECKOU UMMYHOA02UU
Mun3zdpasa Pecnyoauxu Y3b6exucman, Tawkenm;
2Tawkenmckas meduyunckas axademus Munzopaea Pecnybnuku Y30exucman

AKTyamsHOCTh. BO BceM Mupe pesynabTaThl ITPOBEICHHBIX
WCCJICIOBAHUNA MO M3YYEHUIO SMUIEMMUOJIOTMYECKOro CTaTy-

PA3QAEN 11



11l o6bvepuneHnblii Kourpecc HOAIO u POAO

ca TMOKa3bIBaIOT, YTO MALMEHTHI B TSKEJIOM COCTOSIHUMU, OCTPO
HyXXIamoInuecss B TICPSIMBAHUM IIPEIIapaToB, ITOTYICHHBIX
B pe3yJibTare repepadoTKu JOHOPCKOM KPOBU, UMEIOT BHICOKUIA
pucK 3apaxeHusl mapBoBupycom B19 uz-3a ero ycroilumBocTu
K 110001 TemIeparype.

IHeam m 3agauM — M3YYUTh U TIPOBECTH aHAIWU3 YacCTOTHI
BCTPEYaeMOCTU MapBOBUPYCHOI MHbeKku B19 u crenmduy-
HBIX K Hell uMMyHoTr100y1rnHoB kKiacca G (IgG) cpenu 10HOPOB
M IeMaToJIOrM4eCKUX OOJbHBIX B 3aBUCMMOCTH OT TeHAEPHOM
MPUHAJICKHOCTH 1 BO3PACTHOM KaTeTOPUM.

MarepuaJjsl 1 MeTOIBI. B riccaenoBaHme BKIIFOUSHBI B3POCIIBIE
JTOHOPBI KpoBU (1 = 191) 1 6obHbIe AeTh (1 = 191), HabmonaeMble
B OHKOTI€MaTOoJIOTMUYeCKOM oTaeieHuM LleHTpa meTcKoii remaTo-
JIOTUM, OHKOJIOTUM M KIMHMYeCKOi mMmyHosoruu (TamikeHT).
Bupyccnetmbuyeckue IgG K pasnmuyHbIM OejikaM MapBOBUPY-
ca BI19 ompemensium ¢ IMOMOIIBIO MMMYHO(MEPMEHTHOTO aHa-
m3a (MDA) ¢ ucmoimb3oBaHUEM KOMMEPYECKMX TECT-CHUCTEM
“recomWell Parvovirus B19 IgG” cormacHO MHCTPYKIIUN TTPOM3BO-
nutenst (Mikrogen Diagniostik, Iepmanust), ¢ peanuzaiueil Teep-
nodazHoro IByXCTyTeH4YaToro Herpsimoro Metona MDA ¢ nzmepe-
HMEM Ha MUKpOIUIaHIeTHOM (potoMeTpe MR96 (Mindray, Kuraii).
CraThCTUUECKNIA aHAIU3 PEe3YJILTAaTOB MTPOBEICH C UCITOJIb30BAHM-
eM T1akeTa ctatuctTruaeckux mporpamm OpenEpi, version 9.3.

Pesyabratel. [1pu ucciaenoBaHUMM 4acTOThl OOHAPYKEHUS Ce-
POJIOTMYECKOTO MapKepa WHOUIIMPOBAHHOCTA IapBOBUPYCOM
B19, B kauecTBe KOTOpOro ObLIa BhIOpaHa MOBbILLIEHHAsT KOHLIEH-
Tpauus IgG B CBIBOPOTKE KPOBH, MEXKAY IIPEICTABUTEIISIMU MYXK-
CKOT0 U XEHCKOTO I10J1a B U3yYEHHbBIX I'pyMmax (IOHOPHI U 0OJIb-
HbBIE) CYIIECTBEHHBIX Pa3INdMii He 0O0HapykeHO. B To ke Bpemst
B 3aBUCUMOCTH OT BO3PACTHOI KaTerOpMH CPeIu 0OCIeI0BAHHBIX
ObUIM BBISIBJICHBI HE3HAYUTE/IbHbIC OTIMYMS. Y neTeid ot 3,5 mo
12 et 9acToTa BBISIBJICHHS TIOJIOKUTEIFHOTO OTBETA TIPU MCCIIe-
JMOBaHMU Ha crielMduyHbIe K apBoBupycy B19 anturena kiac-
ca G (IgG) obuta cratucTuuecku HezHaunumo (Ha 0,5 %) Bbliiie
cpemu ManbuukoB (2 = 0,002; otHocutenbHbIl puck (RR) =
0,99; orHomrenune maHcoB (OR) = 0,98; 95 % moBepHUTEILHBIN
unrepsan (JM) 0,36—2,67). ¥ mauueHTOoB B Bo3pacte oT 12 10
18 yeT BBIABISIEMOCTh M3yd4aeMOr'o WHAWKATOpa Obljla HEe3HAYM-
TenbHO (B 1,1 paza) BeIle y iuil )keHcKoro Tofa (x> = 0,20; RR =
1,14; OR = 1,29; 95 % AU 0,42—4,0). B rpyrire 10HOPOB KPOBU
B Bo3pacte OoT 18 1o 35 jeT yacTtoTa BbISIBJIEHUS MOBBIILIEHHOTO
TUTpa cneruduaHoro K napsoBupycy B19 IgG 6blna Takke He-
3HauuMo (B 1,1 pasza) Bbllle y >KEHIIWH, MPEeBOCXOs BEIUYNHY
JAHHOTO IOKa3aTeisl Y MyXKYMH BCEro Jiuiib Ha 6,2 %. Y nipencra-
BUTEJICH caMoil cTapilieil Bo3pacTHOW TpyIbl (0T 45 1o 65 jeT)
YacTOTa PACIPOCTPAHECHHOCTU BBISIBIIIEMBIX ITOJIOXUTEITBHBIX
pe3yJIBTaTOB UCCJICAOBaHNUS TaHHOTO TTOKa3aTeist Oblia CTaTHCTH-
YecKW He3HauuMo (B 1,2 pasa) Belle cpeau keHImuH (x> = 0,91;
RR =1,50; OR = 2,14; 95 % AU 0,44—10,54). Vicxons U3 BblLlie
MPUBEICHHBIX JaHHBIX, MOXKHO 3aKJIFOUHMTh, YTO MEXKIY TpeICTa-
BUTEIISIMA MYKCKOTO M 3KEHCKOTO I10JIa B YaCTOTE BBISIBIISICMO-
CTU CEPOJIOTUYECKOTO MapKepa MH(MPUIIMPOBAHHOCTU TTapBOBU-
pycom B19 cyliecTBeHHBIX OTJIUYMIF HE OOHAPYKEHO.

BoiBoapl. Takum oOpa3oM, HaMu ObUTM OOHapyKEHBI He-
3HAYUMbIE OTJIMYUS B YaCTOTE BBISIBIISIEMOCTH CEPOJIOTUIECKOTO
MapKepa MHGUIIMPOBAHHOCTU TapBoBUpycoM B19 cpemm obGcre-
JIOBaHHBIX TOHOPOB 1 TEMATOJIOTUIECKIX OOJTBHBIX B 3aBUCHMOCTH
OT I'eHIEPHOM MPUHAIIEXHOCTH U BO3pacTHOI Kateropuu. Hamu-
Yyye JaHHBIX HECYIIECTBEHHBIX Pa3IMUMil MOXKET ObITh OOBSICHEHO
CBOICTBAMM MMMYHHOTO CTaTyca, CBSI3AHHOTO C TOPMOHAIBHBIM
(GOHOM, a TaKKe ¢ 0COOEHHOCTSIMU MCCIIEyeMOi1 BHIOOPKHU.
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Tesuc Ne 95

Hekomopbie acnekmbl anugeMuonoruu
UHMpaKpaHuanbHbiX onyxonei
u onyxonenono6HbiXx o6pasoBanull

y aemeil B JIeHUHrpaacKou obnacmu

B.I1. Caumyk!, M./I. Bianosckas?®
UJIOT'BY3 «Jlemckas kaunuueckas 6onvhuya», Cankm-Ilemepbype;
2HHU JIOTuT um. P.M. Topoauesoii @TEOY BO IICIToTMY
um. akad. U.11. [lasnoea Munzdpasa Poccuu

AKTyalbHOCTh. THTpaKpaHUAIbHBIC OITyXOJIU SIBJISIIOTCS OT-
HOCUTEJIbHO PEIKOW TeauaTpuyeckoil marosnorueit. Habpatb
1 JOCTOBEPHO 00OOIINUTHL MaTepuas Mo 3TO TeMe 3a KOPOTKUt
Mepuol BpEMEHH IO JaHHBIM OJHOM KJIMHUKU CJI0XHO. B mo-
cliefHee AECATUIIETHE, HECMOTPSI Ha Pa3BUTHME PAKOBBIX PEru-
CTpOB, NIPEACTaBICHUE O MeAUaTPUUEeCKOl 3a00J1eBa€MOCTH UH-
TpaKkpaHUAJTbHBIMU OMYXOJSIMU HE CTaJIO0 00Jiee NTOCTOBEPHBIM.
DTOMY CITOCOOCTBYIOT OpraHU3aIMOHHBIE TPOOJIEMbI, TAKUE KaK
MU30bITOYHAST MYJIBTULIEHTPOBOCTh, MEXIUCLIMITIMHAPHAS HECO-
IJIaCOBAaHHOCTh, MPUBOJAIIAS K OCOOCHHOCTAM yyeTa MalueH-
TOB C JaHHOW MATOJOTHEl, HayYHO-KIMHUYECKNE OCOOECHHO-
CTU, CBSI3aHHBIE C Pa3HOOOPA31MeM T'MCTOJIOTUUECKOMN CTPYKTYPhI
OITyXO0JIeli U OMyXOJeNnoA00HbIX 3a001€BaHUI TOJIOBHOTO MO3Ta,
knaccudukanueit onyxonein HHC. I1paBuibHas opraHusauus,
CBOEBPEMEHHOCTh TMArHOCTUKU, BBICOKUI YPOBEHb TEXHUYE-
CKOIl OCHAILIEHHOCTU JIeYeOHOro yUpexXIeHUs U KBaaupuka-
1UsI Bpayeil SIBIISIIOTCS OCHOBHBIMM (paKTOpaMu, BIMSIIOIIMMU
Ha BBDKMBAaeMOCTh 1 KadecTBO Xn3HU (K2K) manHoit kKateropuu
OOJIbHBIX.

Ilenu u 3aga4m — TIPECTAaBUTH JaHHBIE TIO 3a00JIEBAEMOCTH
VHTPaKpPaHUAIBHBIMUA OITyXOJISIMU CPEeIU ACTCKOU MOMyJIsLUn
B OJTHOM M3 PETUOHAJIBLHBIX CyOheKTOB PD 3a 23-1eTHUI Teprosn
HaOo1eHUSI.

Marepuajsl 4 MeToapl. B riccienoBaHuM ObUIM MCIIOJIb30Ba-
HBI JaHHbIE O MallMeHTaX ¢ MHTpaKpaHUAJbHBIMU OITyXOJISIMU,
nosyyaBimx jiedenne B JIOIBY3 JIKB B repmoz c 1998 mo 2021 .
3a ucciaemnyeMblii BpeMeHHOM MHTepBaI YMCICHHOCTD JIETCKOTO
HaceJieHus B JIeCHMHTpaJIcKOit 00J1acTH ¢ HE3HAUUTETbHBIMU KO-
nebanussmu coctasisiia 300 000. beuta u3ydyeHa MenMIIMHCKAS
JMOKYMEHTAlUsI: UCTOPUU OOJIE3HU, JyYeBble TUarHOCTUUECKUE
JaHHbIE, TPOTOKOJBI OINepalrii, 3aKIYeHUS] MOPQOJIOTrOoB.
3a 23 roga B JIOT'BY3 KB 6b110 BBIMONMHEHO 314 omepaTtus-
HBIX BMEIIATEILCTB Yy 257 TTAIIMEHTOB B Bo3pacTe OT 1 MecsIia 10
17 et ¢ epBUYHO BBISIBIICHHBIMM MHTPaKpaHUAIbHBEIMU OITy-
XoJiiMU. Bce malmeHThl ObUTM XXUTeasIMU JIeHUHTpafaCcKoi o0Jia-
ctu. Karamues uzecteH. Yucio aereit, oOpaTUBIIMXCS 32 TIOMO-
11IbIO TI0 TOBOIy HOBOOOpa3oBaHMiA, Koyebaaoch ot 7 1o 14 B rox.

Pesyabratel. OrmiepaTMBHBIE BMeIIaTeIbCTBA IIPU  OITyXO-
JISIX CYIPaTEHTOPUAIbHOMN JIOKAIM3allUM OBLIM BBITIOJTHEHBI
B 211 ciayyasix, IIpu CyOTEHTOPHUATLHBIX HOBOOOPA30BAHUAX —
B 103 ciyuasix (ManbuukoB 167, peBouek 145). Ilo pasHbIM
MNpUYMHAM, HO CBSI3aHHBIM C T€YEHHWEM OCHOBHOIO 3a0oJieBa-
HUs (MCKJIIOYEHBl MMILIAHTAlMsl BEHTPUKYJIONEPUTOHEAb-
HOTO IIYHTa U XUPYPTUYECKUE OCJIOXKHEHUsI), HEOOXOIUMOCTh
B TTOBTOPHBIX OIEparusax umeina Mecto y 52 (16,5 %) narmeH-
TOB. M3 HUX 38 OOJBHBIX OMEepHPOBAHBI IBAXKIbI, 12 — TPYKIHI,
2 — 9eThipexabl. Y 126 manueHTOB (C OIMyXOJEMOJI0OHBIMU
00pa30BaHUSMU U OIMYXOJSIMU HU3KOU CTENEHU 3JI0KaYeCTBEH-
HOCTM) JIeYeHHUE OTPaHUYMWIOCH OIEePaTMBHBIM BMeEILATEIbCT-
BOM U JajbHeHIIMM Ha0moaeHrueM, 131 60JIbHOM MOJTyudrT KOM-
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OuHUpoBaHHOe JevyeHue (ormepauusi + aydeBas Tepanus (JIT)
U/WIKn MOoHO-, monuxumuoTepanus (ITXT)). 3a nepuoa HaG10-
neHust ymepau 62 (24,1 %) naunenTa.

BoiBoapl. TakuMm o6pa3om, 3a ucciaeayeMblii nepuon (1998—
2021 1) y neteit u3 JleHMHTrpaacKoii 0bJacTu mokasaresb 3a00-
JIEBAEMOCTU MHTPaKpaHUATbHBIMU OTMYXOJISIMU COCTaBWII 3,6 Ha
100 000, B KOMOMHMPOBAHHOM JICUCHUU HYXKAIUCH U TIOJTYy4U-
au ero 51 % nauuyeHToB, ymepiu 24 % GoJbHBIX U3 HabI0Iae-
MOW TpyMIbl. B Haileit koropre MaiMeHTOB yallle TUarHOCTH-
POBAJINCH OITyXOJIW CYIPATeHTOPUAIBHON JIOKAJIU3AIUM, a TIO
yacToTe 3a00JIeBaEMOCTH IPe0dIanaau MabIYUKH.

Tesuc Ne 93

Perucmp HacneacmBeHHbIX
remonumuyecrux anemuil
KaKk UHCMpYyMeHm onmumu3ayuu oKa3aHus
cneyuanusupoBanHoil noMowu femam
CeBepo-3anagHoro (heaepanbHoOro oxkpyra

H.E. CokoJioBa, H.1. Baiinionckast
CI16 ThY3 «Jlemckuii 20po0cKoit MHO20NPOPDUAbHBLI KAUHUMECKULL
cneuuaﬂusupoeaﬁnbzﬁ UeHmp 6blCOKUX Meauuuﬁcxux meXHOﬂOEMﬁ»,
Canxm-Ilemepoype

AxkTyampHOCTh. HaciemcTBeHHBIE TeMONIMTUYCCKUE aHEMUM
(lT'A) — rpymnma 3abojeBaHU 3PUTPOHA, BHI3BAHHBIX I'€HETH-
YeCKUMU Je(eKTaMy 1 MPUBOMSIIINX K YCKOPEHHOM MeCTPYK-
MM spuTpouuTta. PacrnpocTpaHeHHOCTb — MeHee S cllyyaeB
Ha 10 000 yenmoBek. KiauHuueckue MposIBIEHUS TeTEPOreHHBI
M 3aBUCST OT TOTO, Kakas CTPYKTypa TeMOIJIOOMHA BOBJIeUCHA
B TIATOJIOTUYECKUI Tpoliecc. YacToTa BCTpedaeMOCTH HaCeI-
CTBeHHBIX [A oIpenensieTcsi COBOKYITHOCTBIO TaKUX (DaKTOPOB,
KaK 3THUYeCKas MPeapaciooKeHHOCTh, PaCIIPOCTPAaHEHHOCTh
POICTBEHHBIX OpaKOB, JTOCTYIMHOCTb T€HETUYECKOIO 00CIemo-
BaHMS, B TOM YMCJIE IJIsT TIPEHATAIbHON TUAarHOCTUKU. B cBsI3u
C pa3sHOO0Opa3reM KIMHUYECKMX ITPOSIBICHUM, MaTOIOCTYITHO-
CTBIO CHEIN(UIECKMX METOAOB OOCJICIOBAHUS, PETYISIPHBIMU
3aMECTUTEJIbHBIMIA TPAaHCHY3MSIMU y YacTU OOJBHBIX OOJb-
IIMHCTBO MMAIlMeHTOB CTAJIKMBAIOTCS C JUIUTEIBHBIM ITPOIIECCOM
MMOCTAaHOBKY AWarHo3a. Hempocras auarHocTUKa U OTCYTCTBHUE
B OOJIBIIIMHCTBE CAyYacB CIEHMMUICCKOTO JCUCHUS] CHIDKAIOT
Ka4eCTBO U IPOIOJDKUTEIPHOCTD XXKM3HU TalueHToB. Hammuune
€IMHOTO MHCTPYMEHTA TMAaTHOCTUKHU ¥ HAOJIIOACHMS TTAlIIEHTOB
¢ HacnencTBeHHbIMU A Ha Tepputopun CeBepo-3araaHoro de-
nepanbHoro okpyra (C3®O0O), rae B HacTosIIee BpeMs IIPOKH-
BaeT okoJio 10 % nHaceneHust P®, 1103B0JMI0 OBl IpOaHAIU3M-
POBaTh KOPPEISIIIMOHHYIO YaCTOTY 3a00JIeBaHUI, OCYIIIECTBIISITh
CBOEBPEMEHHYIO ITMArHOCTUKY C MCITOJIb30BaHUEM COBPEMEH-
HBIX MOJIEKYISIPHO-TeHETUYECKIX METOHIOB, OIIEHUTh KaueCTBO
JICYCHMST 1 TIPOTHO3.

Ilenn 1 3212491 — ONTUMU3NPOBATH AJITOPUTMbI JUATHOCTUKU
1 BbIOOPA TAKTUKU BelleHUSI OOJIbHBIX C HACJAeNCTBEHHbIMU [A
B C3®O.

MarepuaJibi u MeToabl. OCHOBHAs 6a3a [Isl BBITIOJTHEHUST pa-
60Tbl — otneneHue remaronaoruu CI16 'BY3 AI'M KCIL, BMT
(Cankr-IletepOypr). B peructp BKIIOUEHBI TTALMEHTHI, TOCTO-
STHHO MpoxuBalomne Ha Tepputopun C3PO u BriepBbIe 00pa-
tusirecs B CI16 T'BY3 II'M KCII BMT (Caukr-IletepOypr)
wm OI'bY «<HMUI ATOUN wm. Omutpust PorayeBa» MuH-
3npaBa Poccun (MockBa) ¢ mogo3peHueM Ha HacJleICTBEHHYIO
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I'A B mepuon ¢ 2018 mo 2022 r. [lociae oLEHKU TeMorpamMMbl
U KJIMHUYECKOTO OCMOTpA OIpeNessiicsl 00beM AalibHEeIIero
obcienoBanus. [lociie MepBUYHOIO CKPUMHUHTA BCE TTAIIACHTHI
ObUIM pasjaesieHbl Ha TPYMIbl COTJIACHO TMPEAoJOXKUTEIbHO-
My AuarHosy mo MexmyHapomHoO# Kiaccudukauy 0oJe3Heln
10-ro mepecmotpa. B nocaenyroiiemM ObLTU MPOBEASHBI JOTIOTHU -
TeJIbHbIE TECThI, XapaKTep KOTOPBIX OMPeAeIsIcs Mpearnoarae-
MBIM IUarHo30M. /111 OKOHYaTeIbHOM BepudUKaIIMY JUarHo3a
KCIIOJIb30BAIMCH TECT € (PIYyOPECUEHTHBIM KpacUTEIeM 203UH-
5-MaJeMUIOM, OIIpelc/IieHUe YPOBHS TIII0OK030-6-docdatie-
TUAPOTreHa3bl, OllcHKAa (hpaKiiiii reMoro0MHOB. [eHeTnUIecKoe
MMOATBEPXICHNE 3a00JIcBaHUS IIPOBOAMIOCH 2 METOHaMU —
BBICOKOTIPOU3BOAUTEbHBIM cekBeHUpoBaHueM JIHK (cexkse-
HupoBaHue HoBoro nokojeHuss (NGS)), KoTropoe UCob30Ba-
JIOCH B OOJIBIIIMHCTBE CITy4aeB, U IIPSIMBIM CEKBEHUPOBAHUEM T10
CaHrepy — NpUMEHSIOCH IMPU HATUUMU CUOJMHTA JJ1s1 TTOATBEP-
JKIEHUS Y HEro IuarHosa.

PesyabraThl. B HacTosilllee BpeMsi B perucTpe HacaeJACTBeH-
HbeIX TA C3®PO0 290 maumeHTOB ¢ MOATBEPXKICHHBIM JTUATHO-
30M. TeppuTtopuasnibHasi IPUBEPKEHHOCTb CMEIIEHA B CTOPOHY
ypOAHUCTUUECKU PAa3BUTHIX CYOBEKTOB M MO3TOMY HauOoOJIbllIee
YUCIIO TTAIIMEHTOB 3apeTrUCTPUPOBAHBI M TIPOXUBAIOT B TOPOJIE
denepanbHoro 3HayeHus: — Cankr-IletepOypre.

BoiBoapl. Pernctp HacneactBeHHbIX A 1MO3BOJSET Tpo-
BOIUTHh CBOEBPEMEHHYIO MTMATHOCTMKY M PallMOHAJIBHBIA MO-
HUTOPUHT COCTOSTHMSI neTeil. ONTUMAaIbHBIM SIBIISICTCSI COC-
penoTOYeHHUE J1Ta0OPATOPHBIX M MHCTPYMEHTAJIBHBIX METO/IOB
JIMAarHOCTUKHM B Topoaax (peaepajbHOro 3HaUEHMSI.

Tesuc Ne 75

Cmpykmypa 3aboneBaemocmu
U pe3ynbmambl neyexHua y pemei
C OHKONoruyeckumu sabonesaHuamu
B Bo3pacme 1o 1 roaa
B Yenabunckoii obnacmu

N.A. Conuak!, C.I'. Koanenko!, K.b. Bosikosa!,
I1.C. Kononbixuna?, A.E. Kyruakosa?, M.M. Poxuna’
'TAY3 «Yenabunckas obnacmuas 0emckas KAUHUYeCKas 00NbHULA» |
2DI'BOY BO «kOxcho-Ypanvckuii 2ocydapcmeentblii MeOUUUHCKUIL
yHueepcumem» Munzdpasa Poccuu, Yeasnounck

AktyanpHOCTb. JleTM TpYyIHOro BO3pacTa C OHKOJIOTUYe-
CKMMHU 3a00JIeBaHUSIMU TIPEACTABIISIIOT COOOM CJIOXHYIO ISt
JMUAaTHOCTUKM U JICYSHMS TPYIIY IaiMeHToB. M3yueHue cTpyk-
Typbl 3a6oseBaeMocTt 3HO 1 pe3ynbraToB JieUeHUsI MpeacTaB-
JISICT OCOOBIN MHTEPEeC M aKTYaJTbHOCTD [UISI TNTAHUPOBAHUS 1 Op-
TaHM3aIUN CIIEIMATU3UPOBAHHOM HETCKOM OHKOJOTHYECKOMU
TTOMOIIIN.

enu n 3a5a4u — U3y4YEeHUE CTPYKTYPbl OHKOJIOTUYECKON 3a-
00JIeBaEMOCTH U OTIpe/ie/IeHNe TIPOTHO3a Y AeTEN TPYIHOTO BO3-
pacrta B YessionHckoi obnactu 3a 2001—-2016 rr.

Marepuajasl 1 Metoapl. Hamu ObuivM MpoaHaJIM3UPOBAHbI
JaHHBIe KaHIep-peructpa YerstOMHCKOI 00JIaCTHOI HETCKOM
KJIMHUYECKOM 0OJbHUIILI, B KOTOpOM 3a repuon 2001-2016 rr
ObLIM HaKOILUIEHBI cBeaeHUs o 1156 nmauueHnrax. bouiun oto6pa-
Hbl CBEIEHUSI O JETIX C OHKOJOTMYECKHMMHU 3a00JI€BaHUSIMU
B Bo3pacte oT 0 1o 1 rona. CtaTucTUYeCcKUit aHaIU3 MTPOBOAUICS
C MCITOJIb30BaHMEM ITporpaMMBI Statistica 6.

PA3QAEN 11
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PesyabraTel. 3a uccienyemblii nepuon B YenssouHcKoi 00-
JJaCTU OHKOJIOTMYECKME JMarHo3bl ObLIM BbICTaBaeHbl 110
nanueHTaM B Bo3pacte oT 0 mo 1 roma, 4yto coctaBuiio 9,52 %
00l11lero ymcia JeTeil ¢ OHKOJOTMYEeCKUMM 3a00JIeBaHUSIMU.
B rpyrine manyeHToB Mpeodiagaid MaJTbdMK B COOTHOIICHUN
1:1,03. MeauaHa Bo3pacTa 3a00JIeBIIUX COCTaBUIa 7 MECSLEB.
B cTpykrype 3aboneBaeMoctu tuauposaia HB (n =29, 26,4 %),
Ha 2-M MecCTe pacroJiarajanuch omyxoim mouex (n = 21, 19,1 %),
OJI okasajcst 3-if mo yactoTe omyxoJibio (n = 16, 14,5 %). Ilo
12 (10,9 %) cnyuyaeB npuxoawiock Ha onyxoau [IHC u Pb. U3
110 maureHTOB MilameHUYecKoro Bo3pacta 20 MoTepsiHbl U3-T01
HaOoaeHus1, u3 ocraBimxca 90 gereit 5 jer u Oosiee kuB 71
pebeHOoK, o611ast BekMBaeMocThb (OB) cocraBuia 78,9 %.

BoiBoapl. CTpykTypa 3a00JieBaeMOCTH JeTell B BO3pacTe 10
1 roma B 11€JIOM COOTBETCTBYET NaHHBIM KPYITHBIX MTOIMYJISIIIMOH -
HBIX perucTpoB. BMecTe ¢ TeM oOpaniaeT Ha ce0si BHUMAaHUE BbI-
coKast 107151 HOBOOOpa3oBaHMIA MOYEK, MpeBblarolas nomwo OJ1
u onyxosieit HHC, TpanguiimoHHO 3aHUMAalOIUX 2-¢ U 3-¢ Me-
cTa B YKa3aHHOU rpymrme nauueHToB. HecMoTpst Ha clioxHOCTH
B IMarHOCTUKE U JICYSHUU MallMeHTOB B Bo3pacTe 10 1 roaa, yaa-
JIOCh TOCTUYb BBICOKMX MOKa3aTeseil S-JIeTHe! BbIKMBAEMOCTU

(78,9 %).

Te3uc No 42

dnupemuonorua u KNUHUKa cuHppoMma
Muwepa-3Banca y aemeil

B YenabuHcKoli obnacmu

N.N. Cimyak', M.A. Canacun®
'TAY3 YOJ/IKb;
2OrbOY BO KOYI'MY Munsopasa Poccuu, Qensbunck

AkryamsHocTh. CuHnpom @uiepa—3Banca (CDD) — xpo-
HIYECKOe 3a00JIeBaHME, TIPOSBIISIONICeCs COUCTAaHNEM ayTONM--
myHHO#T TA (AUTA) n mmmyHHO# TpoMmOoumTonieHnu (UTII),
peaKo u HeilTporneHueil. Boiaenssior camocrositenbHblil (1D69.3)
n cumirroMarnaeckuit COD. 3aboleBaHNe CYUTAIOT ITOJTUITH -
OJIOTUYHBIM, CBSI3aHHBIM C HECTICHMMUICCKUMI NMMYHHBIMU
TU3PETYISIASIMA. DTO peAKasi TMaTOJIOTHS, SIUICMUOIOTHYIC-
CKME TaHHBIC TI0 HEeil OTCYTCTBYIOT, a BepU(MDUKAIINS OCYIICCTB-
nsietcs nipu Hanuuuu UTIT n Kym6c-niosutusnoit AUTA.

Ilenn u 3aga4d — MPOBECTU aHAIU3 SMUAEMUOJIOTHYECKUX
M KJIMHUYECKUX XapaKTePUCTUK OUCIAHCEPHOM IPYIIIbI AeTei
¢ COD B YensaOMHCKON 00J1aCTH; U3YYUTH aOCOIOTHYIO YM-
caeHHocTh aereil ¢ CPD B permoHe, ero pacrpocTpaHeHHOCTb,
0COOCHHOCTH MaHU(ECTallMU, CPOKU A0 TUaTHOCTUKH, KITUHM -
yecKoe TeueHre U 3(P(HeKTUBHOCTh BAPUAHTOB JICUSHUSI.

Marepuast 1 MeToabl. OObEKTOM HCCIeAOBaHUS ObLIa IM-
craHcepHasl Tpylla MalKeHTOB ¢ MOATBEPXKICHHBIM IUArHO-
30M CP3I B Bospacte 0—17 neT. UcTOpUKO-apXMBHBIM METOIOM
PETPOCIIEKTUBHO IPOBEACH aHaJIU3 AMCIAaHCEPHBIX KYPHAJIOB
M KapT KaOWHeTa JETCKOro reMaTojiora KOHCYJIBTaTUBHOM I10-
JMKIMHUKY YenssOMHCKO 00JacTHOM NEeTCKON KIMHUYECKOI
G6ospHULIBL. 3a 1996—2021 I OBUTM BBIABICHBI 6 MALIMEHTOB
¢ COD, 2 u3 Hux crapiie 18 yret, B McciiefoBaHUE OHU HE BKITIO-

yeHbl. He Bouwm B ucciaenoBaHue 1 3 MaluueHTa co BTOPUUHBIM
CODB.

PA3AEN 11

Pesynbratel. JlucriancepHasi TpyIina MaiMeHToOB ¢ YCTaHOB-
JIEHHBIM TepBUYHbIM CPD B KaOMHETe JETCKOTO remMarosiora
KOHCYJIBTATUBHON TOJUMKIMHUKYA YenassOMHCKO obnacTHOM
JETCKOW KJITMHUYECKOU OOTBHUIIBI BKITIOYaJia 4 MalMeHTOB, CO-
OTHOILIEHNE MAJIbYUKU:IEBOYKHU COCTABUIIO 1:3, TOPOICKUX K-
Teseit ObuTo 6oJblIe, YeM ceabckux — 3:1. Bo3pact mauueHToB
Ha MOMEHT MaHubecTaluu 3ab01eBaHus ObLT OT 9 MecsleB 10
13 ner (memnana cocrabwia 10,5 roma). ¥ Bcex 4 (100 %) ma-
LIMEHTOB TMepBbIM MaHUGbeCTHbIM cumnToMoM Obl1a UTII, me-
IaHa IJauTeabHOoCTY nieproaa oT MaHudectauu UTII no npo-
seiaeaust AUUTA — 23,5 (23—42) mec. [Tanuentam nondupanu
JIeYeHUE, UCXOIs U3 IMHAMUKU, OBbLIN TOCTYITHBI BCE Tpejiara-
eMble TeparneBTUYECKUeE TJIaHbl. JIeueHue TIOKOKOPTUKOCTEPO-
unamu nonydanu 4 (100 %) nauyeHTa, UMMYHOTJIOOYJIMTHOM Ye-
JIOBEKa HOPMaJIbHBIM JIJIs BHyTpUBeHHOTO BBeaeHus — 3 (75 %),
MMMYHOJIETIPECCaHTaAMK U MHTMOUTOPAMU PELIENITOPOB TPOMOO-
noatuHa — 1o 1 (25 %), purykcumadom — 2 (50 %) nauueHTa.
Tepanestuueckas addekTuBHOCTh nocTurHyta B 100 % ciyya-
eB. B HacTosiiiee BpeMsi To1bKO | pebeHOK elle MojJydyaeT MUKO-
(eHoNaTa MOGETU U PEryISIPHYIO 3aMECTUTEJbHYIO Teparuio
MMMYHOTJIOOYJTMHOM. DTO €AMHCTBEHHBII MaJIbuMK, K TOMY Xe
POXIEHHBI MaMOil ¢ ayTOMMMYHHBIM O(PTaJIbMOMUEIUTOM Ha
(hoHe MOCTOSTHHOTO MpreMa TIIOKOKOPTUKOCTepouaoB. OH Xe
ObLT caMbIM MJagIIKMM Ha MoMeHT miposiieHust UTII. B nget-
ckoit monysiuuu YensOuHckoit obnactu Ha 742 670 yenoBek
Bcero 4 manueHTa ¢ COD, TakuMm obpa3oM, JaHHOE 3aboyieBa-
HUe BcTpedaercs ¢ yactoToit 1:185 600, v 0,54 Ha 100 000.

BoiBoapl. CDD (D69.3) — penkoe 3abojieBaHUE, SIUIEMU-
OJIOTUYECKUE TaHHBIE TI0 HEMY OTCYTCTBYIOT, a BepuUKaIIMs
ocymuiectsiasercss npu Hamuuuu WTIT m KymOGc-mo3uTuBHOM
AMWTA u kpaitHe 3arpynHutesbHa. B YenssoOuHckoit obnact au-
criaHcepHas rpytira naimueHToB ¢ COD cocraBuia 4 malmeHTa,
B cOOTHOIIIeHUN 3:1 mpeobagany 1eBOYKH, pacueTHas 4acToTa
BcTpedaeMocTu coctaBuia 1:185 600, nmokasaresib pacrpocTpa-
HeHHoctu — 0,54 Ha 100 000 merckoro HaceneHust. Bece manm-
eHTbl MaHudectuposanu ¢ UTII, ximHuka AUTA nosiBisinack
B cpenHeM yepe3 2 roga. Bce TepaneBTMYecKue OMUMU, MPU-
MmeHsomuecst ipu CPOD, mamyeHTaM OBIIM ITOCTYITHEL. B pe-
3yJbTaTe BceM MoaodpaHo 3¢ @eKTUBHOE JieueHre, MalueHThbI
KOMITEHCUPOBaHbI. TObKO 1 13 HUX MPOIOJIKAET MTOTydaTh M-
myHocynpeccuBHyto Tepanuto (MCT) ¢ 3amectutenbHoil Tepa-
nuel UMMYHOTJIOOYJTUHOM.

~ 20 ~



11l o6bvepuneHnblii Kourpecc HOAIO u POAO

Paspen Il

COBPEMEHHLIE noAXoAbl B AUATHOCTHRE OHKOJIOTUYECKUX
W TEMATONIOTMYMECKNX 3ABOJIEBAHUN YV AETEM,
NOAPOCTROB H MOJIOAbIX B3POC/IbIX

Teauc Ne 49

MonerynapHo-renemuyeckue achexmol
HeGnaronpuasMHOro nporuo3a

H.A. Aunpeesa, T.B. Illamanckas, A.E. [pyii, [1.}O. Kauanos
OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AkTyanbHOCTh. bosbiiias yacts manueHToB ¢ HB rpymmet
BBICOKOI'O pHCKa M HEOOJIbIIOE YMCIO MAlMEHTOB IPYIIbl Ha-
OJIIOIEHUSI 1 TPYIIIBI TPOMEXKYTOUHOTO PUCKa B MOCEAYIOLIEM
pa3BUBAIOT  PELMIMB/IpOrpeccuio/pedpakTepHOe  TeUCHHUE
3a00JIeBaHUSI, B CBSI3M C UeM MX MOXHO OTHECTH B TPYIIITY He-
OnaronpugaTHOTO IporHo3a. Haubosiee 0O0BICHUMBIM (PaKTO-
pPOM, aCCOLIMUPYIOIIMMCSI ¢ KpaifHe arpeCCHMBHBIM TE€UYECHHEM
3a0oneBaHus, sBsiercs: amruudukanus rena MYCN (MNA).
B mocnenHue rombl aKTUBHO OOCYXXHAeTCsS HEOIarornpusiTHOE
BJIMSIHE Ha TIPOTHO3 abeppalinii, MpUBOIAIINX K aKTUBAIIUU
curHajbHoro nmytu RAS—MAPK u 6i1okupoBaHuio myTtu pS53
(RAS/p53-abeppauumn).

Ieau n 3apa4yn — U3YYUTh MPOTHOCTUYECKYIO 3HAYUMOCTh
RAS/p53-abeppannii B rpymire mamueHToB ¢ HB ¢ Hebarompu-
SITHBIM ITPOTHO30M.

Marepuajsi u MeToabl. B riccienoBaHue BKIOUeHbl 124 na-
uueHTta ¢ Hb rpynmnbl Beicokoro pucka (n = 92) u ¢ pa3BuTueM
peuuanBa/mporpeccuu/pedpakTepHOro TeueHus 3a00JIeBaHMS
TPYIIIBI POMEXKYTOYHOIO pucKa (n = 4) u IpynIbl HaboIe-
Hus (n = 28), mMpoxXomuBIIMX 3TaIl Tepanuu Ha 6aze HMMUILI
ATON um. Omutpust PoraueBa 3a mepuon ¢ utonst 2013 . 1o
nekabps 2021 . B rpyrime BRICOKOTO prcKa Ha MOMEHT 3aKpbl-
tus uccinegoBanus (01.04.2022) 6b110 27/92 (29 %) nauueHTOB
0e3 peumauBa/mporpeccuu/pedpakrTepHoro TeueHuss u 65/92
(71 %) — ¢ peunauBOM/TIporpeccueii/pedpakTepHbIM TeUEHH-
eM. B nensix oOHapyXeHusT HyKJI€OTUIHBIX 3aMEH, a TakXKe He-
OOJIBLLIMX MHCEPLUUI U NeJeuril ObUT TPUMEHEH METON 1IeJIeBO-
IO BBICOKOITPOM3BOAMUTEIBHOIO CEKBEHUPOBAHMSI OIYXOJIEBOM
TKaHu FFPE ¢ ucnonb3oBaHMeM KaCTOMM3UPOBAHHOM IMaHeIu
QiaSeq (Qiagen, Iepmanus), BKiIIOYamlleii 56 reHOB, B TOM
YHCIIe TeHBI-KOMITOHEHTHI ImyTeit RAS/p53. Onenka OB u BTO-
puuyHOI OeccoObITUiiHON BbDKMBaemoct (BCB) maumeHTOB
OCYIIECTBIISIIaCh C MCIOIb30BaHueM MeTona Karutana—Maiie-
pa, JOCTOBEPHOCTh PA3JIMIMIA B YPOBHIX BEDKMBAEMOCTH MEXKITY
TpyIIIaMy aHAJIM3UPOBaIach C MCIOJb30BaHUEM KpUTepHs log-
rank mo coctosiHuto Ha 01.04.2022.
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Pesynesratei. B uccienyemoii koropre OB manueHToB rpyrm-
bl BBICOKOTO pucka (n = 92) (60,6 % (95 % AU 47,2—77,8))
3HauuMo orinydanack (p = 0,0018) or GOJTBHBIX TPYIIT MpOMe-
JKYTOUHOTO pucKa u HabmoneHust (n = 32) (95,2% (95 % AU
86,6—100)). AHaJIOTUYHbBIE JaHHBIC MOJTYYSHBI TIPU U3MEPEHUU
BropuuHoii BCB: 36,4 % (95 % AW 23-57,6) u 59,9 % (95 %
U 38,4—93,3) coorBeTcTBeHHO, p = 0,0049, 4TO IMOAUEPKUBAET
OTHECEHUE K TPYIINe BRICOKOTO PUCKa KaK OTIEJIbHBIN TTPOTHO-
cTuieckuii mMapkep. s malMeHToB IPyIbl BBICOKOTO pUCKa
MPOTHOCTHYECKOe 3HaueHne umeno Hanmnurne MNA mpu noa-
cuere kak OB (p = 0,0011), Tak u BTopuunoit BCB (p = 0,0086).
B aroit xe koropre mainueHToB BhissBieHue RAS/p53-abeppa-
uuit (n = 29) He okazaJloCh CTATUCTUYECKU 3HAYMMBbIM st OB
u BropuuHoit BCB (p = 0,55 u p = 0,29 cooTBeTcTBeHHO). B KO-
ropTe MalyeHTOB IPYIMIbl BLICOKOTro pucka 6e3 MNA Takxke He
YCTaHOBJIEHO TpoTHOCTHYecKoe BaussHue RAS/pS3-abepparuii
(p=0,19). [1pu uccrenoBaHUM POJIU TIEPEINCTCHHBIX IBYX (haK-
TOPOB B KOMOMHaLMU (n = 11) B cpaBHEHUHU C OTCYTCTBUEM 000-
1X (DaKTOPOB BBISIBJIEHA TEHIIEHIIUS K YXYIIIIEHUIO BBDKUBAEMO-
ctu (S5-netusist OB 47,1 % (95 % AU 19,2—100) mpotus 60,1 %
(95 % A1 39,4-91,7), p=0,064). Y mauneHTOB, HE OTHECEHHBIX
K TPYTIIe BBICOKOTO pUCKa, MPOrHOCTUYECKOe 3HaueHue RAS/
pS53-abeppanun Takke He Obuto 3HauuMoO (p = 0,34). OmgHako
MPU CPAaBHEHUUW MEXIY MAllMeHTaMU TPYMIbl BBICOKOTO pUCKa
6e3 MNA ¢ coObITUSIMU U OOJTBHBIMU TPYII MPOMEXYTOYHOTO
pucka M HaOMIOeHUsT OOHAPYXXEHO, UYTO YacTOTa BBISBICHUS
JAHHBIX MyTalMii mpeBaaupyer y mociennux (50 % mnporus
29%,p=0,071).

BoiBoapl. [TokazaHo 60jiee HEOIATONPUATHOE TEYEHUE PELU-
IuBa/mporpeccun/pedpakrepHoro teueHus npu Hb B rpymme
BBICOKOTO pucka. JIJisi MalieHTOB 3TOU TPYIIIbI TOATBEPXKICHA
nporHoctuueckast pojib MNA Kak MoHodaKTopa, TaK U B KOM-
OMHAIIMKM ¢ MyTallUsSIMU B KOMIIOHeHTax myTeit RAS/p53. Ot-
neabHo RAS/p53-abeppaumuy B TPyIE ITAIlMEHTOB BHICOKOTO
pucKa He MoKa3aiy BIUSHUS Ha TPOrHo3. YacToTa BhISIBICHUS
JAHHBIX MyTallMil TIPEBAIUPYET y MAlMEHTOB TPYII TTPOMEXY-
TOYHOTO PUCKA U HAOIIONEHUS, YTO IaeT OCHOBAHUE TOJIaraTh
o mpuyactTHOCTH RAS/p53-abeppalinii K TOBBIIIEHHOMY PUCKY
pPa3BUTHS HEOIATOTIPUSITHBIX COOBITUI y MAIITMEHTOB IPYIIBI HA-
OJIIOJICHUST U TIPOMEXXYTOUYHOTO PUCKA.
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Te3uc Noe 22

Ynbmpa3sykoBaA qUarHocmuka

onyxoned ceppua y pemei

N.B. Beryn, P.A. Tapacesnu, 1.11. ITankesny
I'Y «PHIII] JIOTH» Mun3zdpasa Pecnybauxu beaapycy, Munck

AktyaibHOCTb. COOTHOILIEHUE B 1IEJIOM PEIKUX MEPBUYHBIX
3HO u nobpokayecTBEHHBIX HOBOOOPAa30BaHUM cepllia y AeTei
cocrapisgeT 1:9. JloOpokayecTBEHHBIE OITyXOJU ITPEUMYIIECT-
BEHHO TIpEJCTaBIeHbl pabJoMuoOMaMu, TepaToMaMu U HUOpo-
mamu. [TepBuunbiMu 3HO ceppiia 0ObIYHO SIBJISTIOTCSI CAPKOMBI.

ean u 3aaa4u — 000OIIUTHL OMBIT 3XOKapArorpaduueckoi
JUAarHOCTUKHM OITyXOJIE cepALa y AeTel M IOJPOCTKOB.

MarepuaJibi u MeToabl. Beero o6¢iie1oBaHbl 26 MaLMEHTOB 10
18 net. ITo maHHBIM BKCIEPTHOI 3XoKapauorpaduu MoATBEp-
XKaajcs pakT HaTuIKust 00beMHOTO 00pa30BaHUSI, OTIPEACSIINCD
ero 3XOCTPYKTypa, CTeleHb MHBa3UMU CTEHOK M PaclpoCTpaHe-
HUs B KaMepax cepana. OLeHUBaINCh pa3Mephl 00pa3oBaHMUs,
COCTOSIHHME 000JI0YeK cepAla, KJIalmaHHOro armnapara, CTeNeHb
IUChYHKIMU KIalmaHOB M MuoKapaa. [IpoBoauianch comnocras-
JICHUSI ¢ KJIMHUKO-J1abopaTOPHbIMU AAHHBIMU, pe3yJikTaTaMu
JIyUeBBIX METOJIOB MCCJIEIOBAHUS M 3aKJTIOUYeHUSIMU MOP(OIO-
roB. B 3 ciayuasx 0bL10 BepUULIMPOBAHO MEPBUYHOE 3JI0KaUe-
CTBEHHOE MOpaXXeHHUE Cepala.

Pe3yabratel. B GonbnHCTBE caydyaeB axorpaduyecku omy-
XOJIb BBITJISZIENA KaK «ILTIOC TKaHb», NedopMuUpylolas CTeHKA
cepilia, UiIu Kak MIPUCTEHOYHOE Ha BapbUPYIOIIEM 10 pa3MepaM
OCHOBaHUU 00bEMHOE 00pa3oBaHuE, B pa3HOIi CTENIEHU BBITOJI-
HSIIOIIIee KapauaabHbIe TTOJIOCTH. MUKCOMa Ha HOXKKE TTPoJ1adbu-
poBasia B COCEIHIOK KaMepy B aKTUBHOU (haze TOMUHUPYIOIIETO
BHYTPUCEPIEUHOTO MoToKa. PabmoMuomMa y mamueHTa ¢ Tyoe-
PO3HBIM CKJIEPO30M BBITTOIHSIIA OOJIBIIYIO YACTh JIEBOTO XKEJy-
JI0oUKa B BUJIe 9XOTEHHOW COMAHOM Macchl. Y 2 60oabHbIX 3HO
XapaKTepu30BAJIOCh BOBJIEYEHUEM BCEX CJIOEB CTEHKM cepila,
Mporpeccueil ¢ OTAAIECHHBIMU METacTa3aMu WU PeluIuBUPY-
IOIIMM TEYEHUEM: aHTMOCcCapKoMa MPEeCTaBIIsiyia cO00i MIOTHOE
Oyrpuctoe obpa3oBaHUe, WHOMUIBTPUPYIOIIEe TKAHU TPABOTO
ceplilia U YaCTUYHO BBITMOJIHSIIONIEE MOJI0CTh MPABOro Mpencep-
nust, oommm pazmepom 1o 10 cm; capkoma FOunra (CHO) Bu3ya-
JIM3MPOBaJIach KaK COJIMIHAsI Macca 10 5 CM U3 MUOKap/a, NMpu-
Jiexariast K IeTOYHOMY CTBOJTY M YCThIO a0pThl. B 000ux ciryuasx
TEPBUYHOTO TMOPAXKEHUA CEPALA, HECMOTPSI HA UHTECHCUBHYIO
Tepanuio, 6bl1 HEOJArONPUATHBIN UCcX0 3a0oaeBaHus. JIokab-
HOE YTOJIIEHUE MEXKETYIO0YKOBOW MEPEeropojku mo 2,5 cMm,
yMeHblIaolieecs: Ha (hoHe MMPOTUBOOTTYXOJIEBOI Teparuu, pac-
LIEHWBAJIN KaK ITOpaXeHNe cepaLa npu NeEPBUYHO MHOXKECTBEH -
Hoit HXJI. TpynHOCTM BO3HUKAIM MTPY BHYTPUMHUOKAPIUATBHBIX
1 HEOOJTBIINX (DIOTUPYIOIIMX OITYXOJISIX, TPEOYIOIIUX YTOUHSIIO-
et iuarHocTuku. Tak, y maliMeHTa, MoayJyaroero JICYEHUE 1Mo
MOBOJIY OITyXOJW TOJIOBHOTO MO3ra, B MOJIOCTU MPaBOTo Mpea-
cepnusi OTpeessiach Tpyma MOABMXKHBIX MaNMMUIOMaTO3HBIX
00pa3oBaHMii TOHMKEHHOW 9XOTEHHOCTH, (DUKCUPOBAHHBIX Ha
€ro CTeHKaX W MEeXIpeACcepaHOl Tieperoponke. boi BeicTaBieH
JUAarHo3: MUKCOMBI IIPaBOTO TPENCEPOusi, MOATBEPXKICHHbIN
B pedepeHTHOM KapauolieHTpe. OmHAKO MpU KOHTPOJbHOM
ocMoTpe crycTst 1,5 Mec HaOstomanach MPakKTUYECKW TOTHAST
penyKius 3Tux oopazoBaHuil. KnmHuuecknx qaHHBIX 32 TPOM-
0605MO00JIMI0 BETBEI JIETOYHOI apTepuy MoTyyeHo He Obu1o. B TO
K€ BpeMsI TIPU TIEPECMOTPE MCXOTHOMU Y TTOCIEAYIONINX BUIE03a-

PA3AEN III

nmuceil axokapauorpaduu paciiMpeHHbIM COCTABOM 3KCITEPTOB
MPEBaTMPOBAIO MHEHUE O KOATYJISIIMOHHON MPUPOJIE BHISIBIISI-
eMBIX (JIOTUPYIOIINX 00Pa30BaHUI C TIOCIIEAYIOIIMM MX CITOH-
TAHHBIM JIU3UCOM.

BoiBoapl. MeTonom BbIOOpa MEepBUYHON AMArHOCTUKU OITY-
XOJIell cepllia y JeTeil U MOAPOCTKOB SIBJISIETCS BXOKapauorpa-
(ust. DTO LIEHHBI METO IMHAMUYECKOTO HAOJIIOICHUS 1 OTIpe-
nenaeHus apdexra or mpoBomuMoit Teparmu. OTHAKO TOJIBKO 10
pe3yJbTaTaM yabTpa3ByKoBoro ucciaenoBanus (Y3HM), 6e3 aHaM-
HECTUYCCKUX HAHHBIX, KIMHUYECKOW MHTEPIIPETALINH, TIPUME-
HEHMST IPYTUX BU3YATU3UPYIONINX METOIOB U B PSIIE CIydacB
TUCTOJIOTUYECKOTO aHalIM3a JejJaTh OMHO3HAYHOE 3aKJIIOUYEeHUE
O THUTIE OTTYXOJI HEBO3MOXKHO.

Tesuc Ne 52

Cnyyaii ne6roma napoKcusmanbHoll HoOYHOU
remMornobunypuu ¢ usonupoBaHHoi

E.M. IonoBuna, 3.K. Xyousn, 1.B. SIuenko, JI.JI. Opemknna,
H.B. Crpokosa, A.X. Xacneksan, JI.B. Tonuaposa,
E.B. BacuibeBa, K.C. Aciansga
I'BY PO «Obnracmuas demckas kaunuveckas 00AbHULA»,
Pocmoes-na-/lony

AkTyanabHOCTh. Kitaccuuecku Uisi mapoKCU3MaJbHOW HOY-
Hoit remornoounypuu (ITHI') xapakrepHa KImHn4ecKast Tpraaa
u3 I'A, KoctHoMo3roBoit HepoctatouHocT (KMH) 1 ckimoHHO-
CTU K TPOMOOTUYECKUM OCJOKHEHUAM. M301MpoBaHHast TPOM-
OOLMTOINEHUS] MPU OTCYTCTBUU NPYTUX CUMIITOMOB SIBJISIETCS
peakum 1 HeoObluyHBIM mposiBieHueM [THI. B c¢Bs3u ¢ Tem, uto
caMoOil 4acToil MPUUYMHON M30JIMPOBAHHOU TPOMOOLIUTOIIEHUU
y nemmaTpudeckux TamueHToB sBisiercs MTII, sTtoT nuarHos
MOXET OBbITh TIEPBUYHO YCTAHOBJIEH U ACTSIM, MMEIOLIUM JaH-
Hble u3MeHeHus B nedrote ITHT.

Ienu u 3agaum — omnucaHue KIMHUYECKOTO Ciiydast jedroTa
ITHT ¢ uzonupoBaHHO# TPOMOOLIMTOIIEHUEH Y 1eBOYKH 12 JIeT.

Marepuaisl u MeToapl. B gospacme 10 aem nayuenmka enep-
guvle Ovina eocnumanusuposana ¢ I'bY PO «OHKB» ¢ duaenozom:
HUTII, enepsvie e6viaenrennas. Ilpu nocmynaenuu obpawaru Ha
cebs HUMAHUE HCAn00bl HA NOBMOPHBIE HOCOBblE KPOGOMEUEeHUs.
U N1e2Koe NosiGAeHIUe 2eMOPPAUMEeCKOll Colnu (nemexuu, IKXUMO3bL)
Ha xoxce. IIpu obcredosanuu 6vis6AeHA U30AUPOBAHHAS MPOM-
bouumonenus do 60 moic/mxa 6 obuem aunaruze kposu (OAK).
ITlokazamenu mpomboyumoe 60CCMAHOBUAUCH CAMOCMOAMENb-
HO, U 0egouka ObL1a BbINUCAHA 0451 AMOYAAMOPHO20 HAOAHOCHUS.
Ha npuem demckoeo eemamonoea nayuenmra a6A5.1acb Hepeeyasap-
HO, 8 AHAAU3AX KPOBU 8 meueHue 0aNbHeluux noaymopa a1em mak -
JHce nepuoodUHecKy OMmMme4ardacs U30AUpo8aHHAs MPOMOOUUMONEHUS.
munumym do 70 moic/mra. B 2022 2. 6 éo3pacme 12 nem nossuauce
acanobwvl Ha crabocms, nepuoduueckue boau 6 ycusome. 1o danHHbIM
Aa60paAMOPHbIX UCCACO08AHUL KpOMe MPOMOOUUMONeHUU OblAlU Gbl-
A64eHbl OMHOCUMENbHBLIL AUMPOYUMO3 U MUHUMANbHOE NOGbIULEHUEe
aakmamoeeuopoeerasvl. Ilo danHbIM MueaoepamMmol U yumozeHe-
MUYeCK020 UCCAe008AHUS 3HAYUMbIE USMEHEHUS OMCYNCME08aNU.
IIpu yumodgaroopumempuueckom uccaedosarnuu ITHI-karon Ovin
oonapyxcer Ha spumpouumax (18,79 %), monoyumax (53,16 %)
u epanynoyumax (18,23 %). lesouxe makace Ovina 6binosHeHa
mpenanoouoncus, no OAHHbIM NEPeCMOmpa KOMopoil UMeaa Mecmo
AA Hemscenoii gpopmoL.

~ 22 ~



11l o6bvepuneHnblii Kourpecc HOAIO u POAO

Pesynsratel. [lo pezyavmamam yumogaroopumempuuecKozo
uccnedo8anus U mpenaHoouoncuu degouxe 0bia yCmaHoeieH duae-
no3: ITHT, accoyuuposannas c AA.

BoiBoapl. [THI' — 3a601eBaHue, KOTOpOe pelIKo BCTpedyaeTcst
B MEIMATPUIYECKON MTPAKTUKE U TAKXKE PEIKO NEOI0TUPYET C U30-
JIMPOBaHHOI TpoMOoOLIMTONEeHU Y. Bpauu, nMerolye naueHToB
C peLMAMBUPYIOLLIEH TPOMOOLIMTONIEHUEH, TPY BO3HUKHOBEHU
JIpyrux KocBeHHbIX pu3HakoB [THT (cimabocth, yromiasieMocTb,
nepuoanyeckrie 00U B XUBOTE U NIP.) NODKHBI BKJIIOYATh 3TO
COCTOSTHUE B CTIEKTP Mu(pdepeHITNaTbHBIX TMATHO30B.

Teuc Ne 29

HonuyecmBeHHblil aHanu3 Konuii reHa
SERPING1T B knemKax nepuchepuyeckoil
KpoBU — HOBbII NepcneKmuBHbIil
UHCMpPYMEHmM B JuarHocmuxe

HAaCNEeACMBEHHOI0 aHruoomekxa

N.E. I'yppsanosa, E.A. IToaskosa, A.B. Jlooymkun, B.A. Ka3ak,
J.B. JIynkosuu, }0.C. 2KapankoBa
I'Y «PHIII JIOT'H» Munzdpasa Pecnybauxu beaapycs, Munck

AKTyasbHOCTh. HaciencTBeHHBI  aHTMOHEBPOTUYECKMIA
otek (HAO) — penkoe reHeTnyeckoe 3a00JieBaHUE C ayTOCOM-
HO-IOMWHAHTHBIM TUIIOM HaCJeIOBaHUS. AJUICJIbHBIC BapyUaH-
1ol B reHe SERPING 1, xonupyilomeM uarnoutop Cl-scTepassl,
OTBETCTBEHHBI 3a OonbIIMHCTBO ciydyaeB HAO. Ilpenmonarae-
Masl pacpocTpaHeHHOCTh namueHToB ¢ HAO BBumy neduiim-
Ta uHruouropa Cl-acrepasbl cocrannsier 1:10 000 — 1:50 000,
ucxonst u3 aroro B bemnapycu moryt mpoxuBaTth 185—925 na-
nueHtoB ¢ HAO. Ha okTsa0pb 2022 1. B 6€J10pyCCKOM PErucTpe
yucaurcsa 97 namumentoB ¢ HAO, 4To 3HaUUTENIBLHO MEHBIIE OT
TIPEITOJI0XUTEIIFHO BO3MOXKHOTO.

Ilean 1 3amaun — pa3padboTaTh METOA KOJTUUECTBEHHOTO aHa-
Jnm3a konuii reHa SERPINGI B xneTkax nepugepuieckoi Kpo-
Bu (ITK).

Marepuaisl 4 Mmetoapl. KommuectBo kormit reHa SERPING ]
omnpenenstin metomoMm ITL[P B peaqsbHOM BpeMeHM Ha aMIUIH-
dukatope CFX96 (Bio-Rad, CIIIA). B kayecTBe BHyTpeHHE-
ro KOHTpOJs1 ucnoab3oBaiu reH CD64. B kauecTBe Marepuaia
st uccnenoBaHuiit — MPHK, BbineneHHy0 13 MOHOHYKJIeapoB
T1K. B kauecTBe KaJiuOpaTOpoB — ILIa3MUAHbIE CTaHAAPTHI,
MOJIYYeHHBIC IyTeM KJIOHMPOBAHMS WHTEPECYIONINX ITOCTIe-
JnoBatebHOCTENM TeHOB B BeKTop pTZ57 R Vector (Invitrogen,
CIIA). [Inxs mocTpoeHUs KaaTuOpPOBOYHON KPUBOM HCIIONb-
3oBasn  pasBegeHus IwiasmuaHbix JHK pTZ57 R-CD64
n pTZ57 _R-SERPING]I ¢ marom B 10 pa3 ot 106 1o 103. B uc-
clienoBaHue BKJouyeHbl 50 rpaxnaH bemapycu (KOHTpoOJbHBIE
oOpasupbl) U 15 MaUMEHTOB ¢ TEHETUYECKU TOATBEPXKIEHHBIM
HAO (10 mamuentoB ¢ HAO I tuna u 5 manuentoB ¢ HAO
II Tuna). JlaHHbIe aHAIM3UPOBAIU C TOMOILbIO TTPOrPAMMHOTO
obecrreueHmst Real-time RCR Data Analysis (Bio-Rad, CILIA).
KomnuecTBo xonuit rena SERPING Ha 1 MJIH KJIETOK paccuu-
ThIBaJIK 110 popmyite: 106 x cpemHee KOJIMYECTBO KOIMMWI TeHa
SERPING1/cpennee komuecTBO Komuii reHa CD64.

Pe3ynbraThl. YCTaHOBJIEHO, UTO MpeasaraeMblii MeToJ KO-
JIMYECTBEHHOTO ompeneneHust Konuii reHa SERPINGI obna-
JlaeT BBICOKO# 3(P(PEeKTUBHOCTHIO, TMATHOCTUYECKOM YYBCTBU-
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TEJIbHOCTBIO U crnelupUuIHOCThIO. DPpdekTuBHocTs TP mus
KOHTpoJibHOTO reHa CD64 coctaBuia 96,7 % ¢ KoahduimeHTOM
koppensiuun R2 = 0,99, nist rena SERPINGI — 98,6 % ¢ xoadh-
urmentom koppensunu R2 = 0,98. [1pu onpeneseHun Konui
reHa SERPINGI mmarHOCTHMYeCKasi YYBCTBUTCIHBHOCTH METOIa
coctaBwia 91,5 %, nnarHoctTuyeckas crieuu@uaHocTs — 99,4 %,
nuarHocTrueckas abdexktusHocTh — 90,4 %. [Mpu onenke ACt
BHYTPUCEPUITHONM BOCIIPOM3BOIMMOCTU KO3(DUIIMEHT Bapua-
umu coctaBui 1,1—1,4 %, mexcepuittoii 2,5—3,4 %. I1pu oueH-
Ke KOJMYEeCTBEeHHBIX 3HAUEHWN BHYTPU cepuu KO3(PhUIIMEeHT
Bapuanuu coctaBuwi 4,5—10,9%, npu olleHKe MeXCepUitHOIM
BOCIPOU3BOAMMOCTH TOJYYSHHBIX PE3YJBTaTOB IO KOJIUYECTBY
Kot koadhdumenT moctur 9,6—18,7 %. Hamu ycraHOBJIEH
JIMaTta3oH (PU3MNOJOrnYecKNX 3HaueHMii Konuii reHa SERPING 1
OTHOCUTEJIbHO Konuii reHa CD64: cpenn 00pa3lioB KOHTPOIb-
HoM rpynmbl MenuaHa (25 %; 75 %) cocrasuia 708 830 (559 830;
1 076 100) xonuii, cpean naureHToB ¢ HAO I tuma — 245 513
(169 546; 295 005) konuii, cpenu nauumenros ¢ HAO 11 tuna —
739 222 (638 699; 790 012) kornuit. Cpenu nanueHToB ¢ HAO
MpY CpaBHEHUU pe3yJbTaToB Konuit reHa SERPING I v naHHBIX
TecTa Mo omnpeneneHuto konudyectsa Cl-uHruburopa ¢ npume-
HeHUeM HedelIoMeTPUIECKOT0 METOIa BEISIBICHA BBICOKASI KOP-
pensitimoHHast B3auMocBsi3b (r = 0,797; p = 0,002).

BoiBoapl. KosimuectBeHHBIN aHanu3 Komuii reHa SERPING1
B kieTtkax ITK MokeT crtaTh HOBBIM MEPCHEKTUBHBIM MHCTPY-
MeHTOM B muarHoctnke HAQO, HOCTYITHBIM K BBITIOJIHEHUIO BO
MHOTHX yYpeXIeHMs 31paBooxpaHeHnst bemapycn.

BaarogapHoctu. Pabota BhinmosHeHa mpu (pMHAHCOBOM MO -
nepxke I'TI «HaykoemKune TeXHOJIOTMU M TeXHMKa» Ha 2021—
2025 rr., (mopmporpamMMma 5 «XuMudecKue MpoayKThl U MOJEKY-
JIIpHBIE TeXHOJOTUN» ), Ne rocpeructparuu 20213494,

Teauc Ne 3

Menanoma y nemeii paHiero Bospacma Ha

(hoHe ruranmcKoro BpoXAeHHOro HeByca

M.M. Edumosa, K.B. Opaosa, A.M. CyneiimanoBa,
I.b. Carosn, T.C. Beabimena, /I.b. Xecraunos, /I.B. Poroxun,
K.N. Kupruzos, C.P. Bapdoaomeena
DI'BY «HMHUI] onkonoeuu um. H.H. broxuna»
Munszdpasa Poccuu, Mockea

AKTyanbHOCTb. [MTaHTCKMI1 BPOXKIEHHBIN MeTaHOLIMTAPHBINA
HEByC — HOOpOKadyeCTBEHHas IIpoiudepaldss MelIaHOIIUTOB
B KOKe, 00HApY>KMBAIOIIASICS Cpa3y ITOC/Ie POXKICHUS MU ITOSIB-
JISTIOIIAsICS B TeUeHME TIePBBIX Heae b sK3HU. YacToTa BcTpeya-
eMmoctu coctaisteT < 1:20 000 HOBOpOXIEeHHEBIX. BeposTHOCTH
MePEPOXKIECHMUSI TUTAHTCKOTO BPOXJAEHHOIO MEJaHOLIMTAPHOI'O
HeByca B MeJIaHOMY 3aBUCHUT OT €ro pa3mepa.

IHemm u 3agaun — MIpeACTaBICHUE KIMHUYECKUX CTyJaeB Me-
JTAaHOMBI Ha (hOHE TUTAHTCKOTO BPOKIEHHOTO HEBYCA.

Marepuansl u Metonbl. Kaunuueckuii cayuai No 1.
Hayuenmra K., 1 200, c poxcoenus nabaodaemces y depmamonoea
1o 10600y 8PONCOCHHORO 2UCAHMCK020 Hegyca 6 00Aacmu CHUHbL.
B 6o3pacme 7 mecsaues vinoaHeno Xupypeuteckoe neuerue 8 00s-
eme wupokoeo ucceuenusi Hegyca. Ilo dannvim eucmonoeuueckoeo
3AKANYECHUS USMEHEHUs COOMBEMCMEyiom amunu4ecKomy npo-
AUDEPAMUBHOMY P3Ny 60 8PONCOCHHOM MEAAHOUUMAPHOM Hegyce.
Habawdanracy demckum onkonocom. B eo3pacme 1 eoda noseu-
A4Ch NPUNYXAOCMb 6 Ae60ll noombluieyHoi oonacmu. Ilo dannvim
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o0cnedosanus 6viseaeHbl MHOJcecmeenHvle JIY ¢ obeux cmopou
C AHIXOEHHBIMU BKAIOMEHUSAMU. Boinoaneno onepamueroe aeueHue
6 o0veme yoanenus: noomoluieurnoeo JIY. Ilo dannvim eucmonoeuue-
CK020 3aKatouenus: ppaemenm J1Y ¢ memacmazom meaanomol. Ilpu
nposedeHuu MONCKYASIPHO-2eHEMUHECK020 UCCAe008AHUSL MENMOOOM
FISH (BRAF, KRAS, NRAS), oonapyacena mymauus 6 eene NRAS.
IIpu ob6caedosanuu visieaeHo memacmamu4eckKoe NopaiceHue Ko-
cmeii, neuenu, JIY. Yuumoieas omcymcmeue 603mMONCHbIX map-
2eMHbIX MULEeHell U 603paAcm NAUUEHMKU, OblA0 NPUHAMO PeuleHuUe
o nposedenuu XT 6 pexwcume CVD (uucnaamun/sunbracmun/oa-
Kkapoaszun). Ilposedeno 2 kypca XT.

Kaunuveckuit cayuaii Ne 2. Ilayuenm A., 3 200a, npu podxcoe-
Huu Habawdancs Hegyc 6 obnacmu nosicHuusl. B éospacme 2 cymok
OMMEHANOCh NOABACHUE U3BA36ACHUS C HEOOAbUUM KOAUYECHBOM
CEPO3HO-2eMOpPazu4eckKoeo omaoensemoeo. Ycmanoenien OuaeHo3:
8D0JICOCHHDBIL MEAAHOUUMAPHBLU HEe8YC NOSCHUYHO-200U4HOLL 001a-
cmu ¢ aenenusmu amunuu. Pexomendosano dunamuueckoe Habio-
denue. B nonoxcennsie cpoku Ha ocmomp He aeasauce. B eospacme
3 1em nos8uaucs Jeanodvl Ha 3y0 8 0baacmu 00paz08anus, maKice
ommeuen e2o pocm. Ilposedeno obcredosanue, no pesyibmamam
KOmopoeo 6 depme U NOOKOICHO-JICUPOBOU KAemuamke 5200U4HOu
obnacmu (npeumyuiecmeeHHo cnpasa) onpeoessiemcsi KpynHoe 00s-
eMHOoe 00pa3oeanue HenpasuabHoll Gopmbl ¢ KPYNHOOYePUCMbIMU
Koumypamu, V = 131,6 cm’. Buinoanena 6uoncus obpazoéanus, no
Pe3YAbMamam eUCmoN02UHeCK020 UCCAe008AHUsL MOPPON02UHECKas
KapmuHa coomeemcmeyem Meaanome, GO3HUKUIEeU U3 eUueaHm-
cK020 8podcdentoeo Hegyca. Ilpu nposedeHuu MoneKyAapHO-eeHe-
muueckoeo uccaedosanuss memoodom FISH (BRAF, KRAS, NRAS)
mymauyuu He 00HAPYICeHbl. Yuumoli6as omcymcmeue mapeemHsix
MuuieHel 045 mepanuu u pacnpocmpaneHHoCms npoyecca, npuHs-
mo pewerue o nposederuu XT 6 pexcume CVD.

Pesynwsratel. Kaunuueckuii cayuaic Ne 1. [lo pesyabmamam
KOHMPOAbHO020 00CAe008aAHUSI OMMEHANUCH COKPAUEHUe OCHOBHO-
20 ouaea Ha 34 %, cHuxceHue MemabdoAuHecKol aKmugHOCMU no
dannvim [19T/KT 60 6cex ouazax, Hugeauposauue ouaea 8 neyeHu.
Kaunuueckuii cayuaii No 2. Ilo dannsim KoHmMpoabHo20 00cAedosa-
HUs1 omMe4aemcsi COKpaujeHue MsaeKOmKaHH020 KOMROHEeHMA.

BoiBoapl. Tepanust mauveHTOB ¢ MeJIaHOMOM Ha (oHe ru-
TAHTCKOTO BPOXIEHHOIO MEJIAHOLUUTAPHOTO HEBYCa BCE €lIlIe
nuckytabdenbHa. B ciiyyae mporpeccupoBaHus 3aboJieBaHUS,
KaK MpaBWJIO, MPEANOYTEHUE OTAAETCSI MMMYHOIperaparam.
Ho BBuIy 0cobeHHOCTE# UMMYHHOM CUCTEMBI Y I€TEi paHHETro
BO3pacTa JaHHbIM BUJ T€palMM HE BCEra MOXET ObITh TpUME-
HeH. Hanr onbIT mokaseiBaeT 3¢ GeKTUBHOCTh pUMeHeHust X T
Ha MEPBOM 3Tarle, YTO MO3BOJIUT B HEKOTOPBIX CIIydasiX J0OUThCS
KOHTPOJISI Hall 3a00JI€EBaHUEM U CIIJIAHUMPOBATh XUPYPTUUECKOE
JIEUEHUE.

PA3AEN III

Tesuc Ne 103

Pe3ynbmambl npumeHexusa 6nunamymomada
npu ocmpom numtobnacmuom neiikose

y Aemei B Y36ekucmane
C.3. NoparumoBa, A.P. KiesieeBa

Llenmp demckoii eemamonoeuu, OHKOAORUY U KAUHUHECKOU UMMYHON0UU
Munsopaea Pecnybauku Y36exucman, Tawkenm

AktyanabHocTb. OJIJI sBnsieTcss Hauboee YacToif OHKOMATO-
Jlorueit B geTrckoMm Bospacte. CoBpeMeHHbIe mporpaMmbl TTXT
MO3BOJISTIOT M3IeunTh 60jice 80 % maumenToB. Ho, K coxae-
HU10, HAOJI0JA0TCS PELUMAMBEI U pepakTepHble (hOpMbI 3200~
JeBaHus1. [1o TaHHBIM TTOC/IEAHUX MCCIIE0OBaHUIA, BHICOKAST Ya-
CTOTa PeLMAMBOB HAOJIOAAETCS Y MallMeHTOB C MUHUMAaIbHOM
ocTtaTouHoi1 6one3nbio (MOB) Ha 36-i1 meHb nHAYKUMKU. [1pn-
MeHeHMe B KauecTBe nMMyHoTepanuu (MT) oucneuuduyaHoro
MOHOKJIOHaiibHOTO aHtuTena (MA) — OamHaTymomaba oOKa-
3aJ10Ch 3(GEKTUBHBIM BO MHOTHX MCCJIEIOBAaHMIX, OCOOEHHO
B KayecTBe MmoAarotoBku K manpHeimreir TI'CK B memnsx noctu-
xkeHust MOB-HeratuBHoro ctatyca. bimHatymoma0 TpaH3UTOP-
HO aKTHBUPYET IOBBIIICHNE SKCIPECCUM MOJIEKYJ KJIETOUYHOM
aJIre3UM, BHIPAOOTKY LIMTOJOTMYECKUX OEJIKOB, BBICBOOOXKIIE-
HUE BOCITAJIUTEIBHBIX IIMTOKMHOB U TIpojudeparuio T-KiIeTok
W MPUBOAUT K JIMKBUAALIMU KiieTok CD19*.

Ienu u 3aga4u — MPOBECTU aHAJIU3 PE3YJIbTATOB MPUMEHE-
Hug oirHatymomabta y neteit ¢ MOb-no3utusabiM OJIJI u pe-
LIMIUBOM 3a00JI€eBaHUSI.

Marepuassl U MeToabl. B nccienosBanue Bouuv § maluveH-
TOB B Bo3pacTe oT 4 1o 17 ner ¢ B-auneitnsim OJIJI. Menuana
Bo3pacta — 9 jieT. Y 6 GosbHbIX Ha 36-it neHb MODB GbLia Bbilie
0,01 %, o muenorpamme OmacTel MeHee 5 %, 2 maiueH-
Ta ¢ TO3AHUM pedpaKTePHBIM KOCTHOMO3TOBBIM PELMINBOM
B-nuneitnoro OJUI.

Pesyabratel. B LleHTpe meTcKoii reMaToJIOTMM, OHKOJOTHHU
U KIIMHAYECKOW uMMMyHosioruu PecryOnuku Y30ekucraH Ha-
YyaJu MCIIOJIb30BaTh MpemapaT oauHaTymMmoMab ¢ ampens 2021 T
LllecTh maLIEHTOB UMEJIM 10 MUEJIOrpaMMe MeHee 5 % 0J1acToB,
MOB — 6osee 0,01 %, Tonbko y 1 60abHOTO (MO3MHUI pedpak-
TEePHBI KOCTHOMO3TOBOI pelmaunB, coctosHue mocie Fl, F2,
npotokosa II-Ida, R1) mo muenorpamme 0b110 45 % 0J1acTOB.
Bce manmeHTHI TToTyJIann 0;1MHATYMOMAO COTJIAaCHO BO3PaCcTHOM
JIO3UpOBKe, mpuueM 3 — 1 Kypc, 4 — 1o 2 Kypca. OInH UK
JICYCHMST COCTaBWII 28 mHel (4 Hem) HENpepbIBHON WHOY3UM.
Hwkirer pa3neneHsl 14-gHeBHBIME (2-HeIeTbHBIMM) TIepephIBa-
mu B tedeHnu. [locite mrepBoro Kypca mpuMeHeHUs IIperapara
OBUIO TIPOBENEHO KOHTpOIbHOE onpeneaeHne MOB. YV 7 nanu-
eHtoB MODB He npesbinana 0,01 %, 1 6onbHOI oKa3ayics pe-
3MCTEHTHBIM K BBeIeHMIO OymHaTymMomaboa. IllecTs mammeHToOB
coxpaHstor MObB-HeraTuBHBIN cTaTyc: 3 MPOMOIKAIOT KYpPCHI
KOHCOJIUIALINY B ITHEBHOM OTIEJICHMH, 2 TIOJIyJalOT IOAIep-
xkuBatoiyto ITXT no MecTy xurtenabcTBa, 1 TOTOBUTCS K ajlio-
TICK. ¥ 1 maumeHTa Habmogaiacs pe3uCTEHTHBIM pEeLIMANB Ha
done mommepxkuBarorieit XT yepes rof mociie BBeaAeHUs OIMHA-
TymMoMa0a, KOHCTaTHPOBaH JIETAJIbHBIN ncxomd. [TlepeHoCMMOCTh
mperapaTa okasajach yIOBJIETBOpPUTEIbHOM, v 90 % mnauueH-
TOB HabJomanack auxopanka 10 37,5—38 °C B TeueHUe TTePBBIX
10 gHeit, y 2 OOMBHBIX — MPEXOASAIINI TPEeMOpP PYK U HIDKHEH
YEITIOCTH.
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BoiBoapl. [lepBblii OMBIT TMpUMEHEHUs] OJMHaTymMomada
B PecniyOsirike Y30eKkuCTaH MoKa3aa MoJIOKUTEbHbIE PE3YJIbTa-
Thl, y 7/8 (87,5 %) mauMeHTOB, BKIIFOUEHHBIX B TaHHOE MCCIIe-
IoBaHUE, yaaaoch mooutbess MObB-HeratTuBHOro craryca, 4To
MO3BOJIMT B IaJibHEHIIIeM BKIIOYUTD JaHHBIN MpernapaT B IPOTO-
KoJibl teueHust OJIJ y geteii.

Tesuc Ne 56

Cnyvai ALK-HeramuBHoil aHannacmuyeckoii
KPynHOKNEmMoYHoi NUuM§IOMbI C nopameHuem

KOXU Yy AeBOYKU 6 nem

K.N. Kagpiposa', M.P. ITorocsan!, JI.JI. Opemxkuna',
H.B. Arosunckas!, T.O. Jlanresa?, K.C. Acransn'
'TBY PO OJKb, Pocmos-na-Iomy,
2TAY PO «Obaacmmoii KOHCYAbMamuHo-0UaeHOCMU4ecK Uil UeHmp»,
Pocmoes-na-/lony

AKTyalbHOCTh. AHaruIacTnaeckne AL K-HeraTuBHBIC TUMGO-
MBI C TIOPaXXEHUEM KOXU y JIETeH BCTPEUYAIOTCS KpalHE PelKo.
V nereit n mogpoctkoB AKKIJI cocrasmsitor 10—12 % Beex ciy-
yaeB JTUM(OM B 3TOIl BO3pACTHOM TPYIIE M Yallle BCTPEYatoTCsI
Y TIOIPOCTKOB. 3HAYNMBIM TTPOTHOCTUYECKN HEOIATOTIPUSTHBIM
(haKTOpOM SIBJISIETCS TTOPaXKeHNE KOXM, YTO JIeJIAeT TMCTOJIOTH -
YecKoe MCCaeIoBaHMe OMONTaTa KOXM BaxKHBIM 3TaIllOM auar-
HOCTUKHU.

Ienu 1 3a1a4M — onucaTh KIMHUYECKOE HAOII0IeHUE MallieH-
TKU, cTpanatoieit AL K-neratuBHoii AKKII ¢ mopaxkeHrueM KOXM.

Marepuajsl u Mmetoabl. Hayuenmra C., 2015 200a poxcoenus,
anepeavle obpamunace Kk 0emckomy xupypey 6 anpene 2022 e. ¢ jca-
A0b6amu Ha Haiuyue UHOUYUPOBAHHOU PAHbL Naed, NOABUSUIeLICA
Hedenro Hazao, yeeauuerue pecuoHapHolx J1YV, umo ne conposoicoa-
A0Cb 3HAYUMbBIMU N1AO0PAMOPHBIMU U3MeHeHUusMU. B danrvheliuiem
desouxa 0ObiL1a 20CNUMAAU3UPOBAHA 8 Xupypeuueckoe omaoeneHue
I'BY PO OIIKb, 20e 6bi10 nposedeHo ucceueHue pamvl 1e6020 nie-
4a ¢ nocAeoyOWUM 2UCMON0UMECKUM UCCAed08anUuem Ouonmama.
Ilo pesyasmamam eucmonoeuueckoeo uccaedoéanusi Ovia ycma-
Hoenen duaeno3: ALK-necamusenas AKKJI ¢ nopaxcenuem xoxcu.
Hecmomps na eécro cepvesnocmov duaeHo3a, cocmosiHue 0eeo4KU
8 UeNoM pacyenusanocsh Kaxk ydosiemeopumenvroe. B yeasx dooo-
C1e008aHUsL U UCKAIOUEHUST CUCIEMHOCIU NOPAJICeHUs] NPO8edeHA
nosumponHo-smuccuonuas momoepagus (I13T)/komnvromepras
momoepaghus (KT), komopas He eébissusa noswluleHHOU Memabdo-
AUYECKOU aKmUBHOCMU (MOpOe30KCU2AOK03bl 80 GHYMPEHHUX
opeanax u cucmemax. Onyxonesoe nopasicenue 6bi.A0 02PAHUUEHO
sepxHumu apemubimu J1Y ¢ 2 cmopor u akcunnspHoi aumgadenona-
mueil caesa (co cMoOpPoHbL NOPadceHHo2o yuacmka Koxcu). Tucmo-
JAoeudeckuil mamepuan Obin nepedan Ha pegepeHc-0UaeHOCMUKY
6 nabopamopuio PIbY «HMUIL] JTTOU um. Imumpus Poeauesa»
Munzdpasa Poccuu, ede duaenos ovin noomeepicoen. Hauama XT
no npomokoay ALCL 99 (sepcus 2012 e.), modugpuuuposannas,
nockoabky edunoeo npomokona nevenus ALK-neeamuenoti AKKJI
He cyuiecmgyem. Ilocae npogedenus 6a0k06 Al u Bl evinoanena
xonmpoavuas [13T/KT e ueasx oyenku nposodumoil mepanuu —
omme4anacy noA0JICUMenbHas OUHAMuKa co cmoponsl J1Y, noanas
peepeccuss aKmugHOCmu Hmopoe30KcuenoKo3st, ddlee mepanus
obira 3aeeputena baokom A2, a pesynsmameot [19T/KT demoncmpu-
POBaAAU NPUBHAKU NOAHOL MemAaboAUHecKOoil pemMuccuil, 4mo no360-
AUNO BLINUCAMb NAYUEHMKY 045 0arbHellule20 OUHAMU1ecK020 Ha-
0.1100eHUs1 0emCKUM OHK0A020M.
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Pesynbratbl. [lo danHbim adekeamublx OUACHOCMUHECKUX UC-
caedosanuil nayueHmye 0bl1 YCMaHosAeH OUA2HO3 U NpogedeHa me-
panus, Komopas no3eoauna oocmuusb noanoi pemuccuu (I1P).

BoiBoapl. ALK-HeratuBHast AKKJI ¢ mopaxeHueM KOXU —
pelnKoe, HO cepbe3HOe 3a00JieBaHNe, TMAarHOCTHKA KOTOPOTo Ha
PaHHMUX CPOKax YJIydIlaeT IPOrHo3. B ¢BSI3M ¢ 3TMM BceM Ta-
LIMEHTaM, UMEIOIINM TTOpaXkeHUsSI KOKU 0e3 BEISIBICHHOM MpH-
YUHBI, HEOOXOIMMO MPOBEIEHNE TMCTOJIOTMIECKOTO UCCIIeN0Ba -
HUsI OMOIITaTa Py ITEPBUYHON XUPYPrUIECKOii 06padoTKe.

Tesuc Ne 105

OcobexnHocmu amGynamopHoil anecmesuu
y nemeii ¢ pemuxo6nacmomoii: 15-nemuuii
onbim MHTK <Mukpoxupyprus rnasa»
uM. akap. C.H. ®depoposa

B.B. Kosombies, /I.I1. Boroaun, A.B. Kore1sHnkoBa,
B.A. Sposas, A.A. fAApoBoii
DIAY «HauuonanvHwiii MeOUYUHCKULL UCCAC008AMENbCKUN UEHM]D
«Mexcompacneeoii HayuHo-mexHuueckuil komnaexc «Mukpoxupypeus
enaza» umernu akademurxa C.H. @edoposa» Munzopasa Poccuu, Mockea

AktyansHocTh. PB — camoe uwacroe BHyTpuriazHoe 3HO
y aeteil. CoBpemeHHoe jieueHue Pb umeeT Bbicokyio addek-
TUBHOCTb M BKJIIOYAET MPOBeIeHNE KaK CUCTEMHOI, TaK U JIo-
kanbHOU XT M Mcnosp30BaHUE JTOKATbHBIX O(GTaTbMOJIOTHYE-
CKHX METOMIOB — JIAa3€pHOM TPAHCIYIIMLISIPHOM TEPMOTEPATIUU
(TTT), xpuonectpykumu (KJ/I), 6paxureparuu (bT). B riporec-
Ce JTUTEIbHOTO JICYeHUST U JIJISi TUHAMUYECKOTO HAOIIONECHUS
TpeOyI0TCS HEOJHOKPATHBIE PETYJISIPHbIE OCMOTPHI TJ1a3 C IIH-
POKMM 3paykKoM C WCIOJIb30BaHUEM TIENUAaTPUIECKON pEeTH-
HaJIbHOM KaMephl B YCIIOBUSIX 001 aHeCTe31 .

eau n 3anaun — npeactaButh onbiIT MHTK «Mukpoxupyp-
rus mia3a» uM. akaa. C.H. @enopoBa B IpoBeIeHUU aHECTE3M0-
JIOTUYECKOTO Tocobus neTsaMm ¢ Pb B aMOynaTOpHBIX YCIIOBUSIX.

Marepuaisi 1 MeTopl. 3a iepuon ¢ 2008 mo 2022 . mox Ha-
OmogeHneM Haxoauanchk 723 pebenka (982 riasa) B Bo3pacre
ot 10 gueit mo 11 et kak ¢ PB, Tak 1 ¢ momo3peHuneM Ha Hee.
Pb 6puta moatrBepxkneHa y 542 mauuentoB (788 rna3). Konu-
YECTBO MPOBEACHHBIX OCMOTPOB TIOJT HAPKO30M Y JIeTeil cocTa-
BUJIO 8532 ¢ MHTEpBaIOM Mexay HUMU oT 3 Hen Jo | roga. Bo
BCEX CJIyJasiX OCMOTPBI MPOBOAUINCH B OIEPALlMOHHON s
BO3MOXXHOCTHU cpa3sy Xke (0e3 IpepbhlBaHUS U ITOBTOPEHUS aHE-
CTe31M) TIPU HAIMINH BCeX HEOOXOAUMBIX JOKYMEHTOB M aHa-
JIN30B TIPOBECTU OQTaTbMOJIOTHUECcKOe JieueHUe. JIoKaabHOe
seyeHue oLt TipoBeneHo 290 netsam (380 rnas), uz3 Hux TTT —
324 rnaza, K — 115 rna3, BT — 182 rnaza. KoanuectBo npo-
BEIEHHBIX JIeueOHBIX mpouenyp coctabuiao: TTT — 1112, KII —
187, BT — 262. IlpucyrcTBre mnepea HayajaoM IPOBEIEHMUS
aHECTe3MM OTHOTO M3 POAUTEINICil co3maBano 6ojee KoMpopT-
HBIE YCIIOBUS IJI peOeHKa. Bce MaHUMYISIIIUM BHITIOJTHSUINCH
B YCJIOBUSIX OOIIEl aHecTe3uu ceBO(IypaHOM, TTPUMEHSIACh
TepMUHaJIbHAsT aHECTe3Ws allIkamHOM. MHIYKIWS MPOBOIM-
Jlach TollIaroBasi MM OOJIIOCHAsI ¢ TOANep>KaHUEeM aHEeCTe3UU
ceBodurypaHoM 3—3,5 00.% (MuUHMMAaJIbHAsI ajbBeOJIsIpHAS
KoHueHTpauus 1—-1,5) ¢ FiO, 75 % Ha cHOHTaHHOM JIbIXaHWH.
Bo Bpemst mpotieaypbl KOHTPOJIMPOBAIM TTOKA3aTeIN TEMOIN-
HaMUKU (apTepuajibHOE NaBJIeHUE, YaCTOTa CEPIEYHBIX COKpa-
IIEHWI), TEPMOMETPUH, KAITHOMETPUM U HACHIIIECHUS KPOBU
KHCJIOPOJOM.
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Pesynbratsl. [1ponoKuTe IbHOCTD TTPOLIEAYPBI COCTaBUJIA OT
10 no 18 muH, BcpeaHem — 15 muH. BozayxoBoa ycraHaBiauBanacs
B 100 % ciyyaeB. HapyieHuit reMogMHaMUKK He HaOJII01aJI0Ch.
(cpemHsist yacTtoTa cepAeyHbIX cokpaiieHuin 108/MuH, ycpen-
HEHHBIE [T0Ka3aTeJ I apTepruaibHOro AaBieHus: 95/50 MM pT. CT.,
SpO, 98—100 %). CpenHee BpeMsl aHECTE3MOTOTUYECKOTO MTOCO-
oust 11 muH. CpenHee Bpemsi rpobyxaeHust — 4 MmuH. B 12 %
cJIydaeB OTMEUYEHO HEraTHBHOE OTHOIIIEHME IETe Iepe MPOBO-
IMMOW TIporieaypoii. Pa3BuTue mocrornepaliMOHHONH TOLTHOTBI
U pBOTHI OTMe4eHO B 1,6 % ciyyaeB. BeipaskeHHOTO TICUXOMO-
TOPHOTO BO30YKIE€HUSI, TPEOYIOIIEero MeIMKaMeHTO3HOM KOp-
peK1rK, He Habonanock. HaxoxneHue B mocjieonepalmoHHOM
rmajaTe He MPeBBIIIAo 2 4.

BoiBoapi. OCHOBBIBasiCh Ha HallleM OIBITe, MOXHO cleaTh
3aKJIIOYEHNE, YTO oOIast aHecTe3ust ceBo(pIypaHoM B amOyia-
TOPHBIX YCJIOBUSIX Y IeTell O6e30macHa, 10CTaTOYHO KOM(oOpTHa,
yaoOHa [IJIsT aHeCTe3uoJIora U 0(pTaTbMOXUPYPra, UMEETCsT BO3-
MOXHOCTb MIPU HEOOXOAUMOCTHU cpa3y ke MPOBOAUTH O(hTasb-
MoOXupypruyeckoe jedeHue. OcIoXKHEeHUST KpaifHe PeIKH, Cpo-
KU MpeObIBaHUS B IMOCJIEOIEePallMOHHON MajaTe COKpalalTcs.

Te3uc No 4

HonuyecmBeHHas MarHUmMHo-pe3oHaHcHas
momorpathus B AUaArHOCMUKe

annacmuyeckoli anemuu y nemeil

H.A. Kpusennona, I'.B. Tepemenko
DIBY «<HMHUII JITOHU um. Amumpus Pocauesa»
Mumnzopasa Poccuu, Mockea

AKTyambHOCTh. OCHOBHBEIM METOIOM WHCTPYMEHTAJIbHOMN
MUaTHOCTUKM, TIO3BOJISTIOIIIM TOCTOBEPHO OLICHUTh COCTOSHIE
KM u ycTaHOBUTH TeMAaTOJIOTUUECKII TUAaTHO3, SIBIISICTCST TPE-
naHoobuoricus. Y aeteil gaHHas nmpolieaypa MpoBOAUTCS MO Ha-
pPKO30M, 00pa3ibl KocTu BMecTe ¢ KM m3BiekaroTcs u3 rpeOHein
TMOAB3IOIIHBIX KOCTEH ¢ 00X CTOPOH. TpemaHOOMOIICHST — 3TO
WHBa3WBHASI MAHUITYJISIINS, KOTOpas HeoOXoauMa it Beprdu-
KAy IUaTHO30B AA U XpOHMYIECKUX MUCTIOTIPOIN(EepaTUBHBIX
3a0oseBanmii. s nnddhepeHIMaTbHON TUAaTHOCTUKN 3TUX 3a-
0oJIeBaHMIT BaXKHYIO POJIb UTpaeT KIeTouHOCTh KM. OgHnM 3
aTbTepHATUBHBIX METOIOB KOCBEHHOI OILICHKN KJIETOYHOCTHU
KM gBnsgeTcss MeTom KOJMYECTBEHHOTO ITomcyeTa (paKIny
xupa KM.

IMemm u 3amaum — aHAIM3 YyBCTBUTEIBHOCTH U CITEII(bUY-
Hoctu konmnuyecTBeHHOU MPT ms ouenku dbpakunu xupa KM
y TIaIMeHTOB ¢ AA B CpaBHEHUM C pe3yabTaTaMU TPeaHOOMOIT-
CHU.

Marepuajsl 4 MeToapl. B riccieqoBanue Bouwiy 35 malueH-
TOB B Bo3pacte 12,3 + 5,2 roga ¢ Ham4yMeM MOATBEPXKACHHOTO
nuarHosa AA u 35 nmanueHToB B Bo3pacTe 12,92 + 5,41 rona 6e3
aria3um reMonossa. Opakiums XKupa pacCUMThIBaIach Ha OC-
HOBaHUU TocienoBareabHocTH mDixon-Quant B 06iacTu Ko-
CTeli Ta3a U MOSICHUYHBIX TTO3BOHKOB TTPY IMTOMOIIU TOCTPOSHMS
KapT Ha MarHuTHO-pe3oHaHCHOM ToMorpage Philips Achieva
3T. beimn onpezeneHsl 4 pernoHa nHTepeca pasmepom 100 Mm?2:
B TeJlax MPaBoO¥ U JIEBOU MOAB3IOIIHBIX KOCTEH, a TAKXKE B TeJIaxX
Mo3BoHKOB 1.4 u LS.

Pesynpratel. It Kakmoil TpyImbl M perMoHa WHTepeca
OBLIO paccuMTaHO cpeaHee 3HaueHue dpaxiuu xkupa. B rpym-
e nanueHToB ¢ AA mokasareau ObUIM caMble BBICOKME: B Te-

PA3AEN III

JIaxX TTOAB3IOIIHBIX KocTelt 81,2 £ 7,61 % u 82,55 + 8,50 % cie-
Ba U CIipaBa COOTBETCTBEHHO M B Tejlax MO3BOHKOB L4 u L5
74,51 £ 14,7 % n 73,89 £12,4 % cooTBeTCTBEeHHO. B rpyrme na-
H1eHTOB O0e3 arurasuy KM MmokasaTesiu 1o TeM K€ TOYKaM CO-
craBwm 35,9 + 15,2 %, 36,2 = 16,1 %, 18,2 £ 11,5 %, 21,1 =
11,6 % cooTBeTcTBEeHHO. BBIIO MOJMy4eHO CTATUCTUYECKH 3Ha-
YUMOE pas3sInune 1T BceX Touek uamepenus (p < 0,01).

BoiBoapl. KonnuectBeHHas oneHKa ¢dbpakuuu xupa B KM
meToaoM MPT MoKeT O3BOJIUTh BbIASAUTD MALIMEHTOB ¢ AA 13
TPYIIbI BCeX MalMeHTOB C TeéMaTOJOTUYECKUMU 3a00JIeBaHMSI-
MU Ha 9Tare NepBUYHON TUAarHOCTUKMU.

®unancupoBanne. DuHaHCUPOBaHUE TTPOEKTA MPOBOAWIOCH
B paMkax rpanta Poccuiickoro HayaHoro cdonma No 22-25-00553
«HoBble MPT-TexHOOTHY B UCCIETOBAHUM TKAHEBBIX XapaKTe-
PUCTUK KOCTHOTO MO3ra MpH ariacCTUYeCKOil aHEMUN: BOZMOX-
HOCTU KOHTPOJISI 29(h(PEeKTUBHOCTU TEparuy U CpaBHEHUE C pe-
3yJIBTATAMU TUCTOITATOMOP(OIOTUM».

Tesuc Ne 61

Onbim nevyexus aemeii B Asepbainmxane

H.A. MamenoBa
,ZIQMCK(I}I KAUHUKA Hauuonaﬂbﬁoeo ueHmpa OHKoA0cUU MuHucmepcmea
30pasooxpanerus Azepbaiioxncanckoii Pecnyoauxu, baky

AKTyanasHOCTh. Memymioomacroma (MB) — Hambonee pac-
npoctpaHeHHoe 3HO y nereil, Ha ero MOJIO TIPUXOAUTCS
20—25 % Bcex omyxoJieii rojjoBHoro mo3sra. [lauuents: ¢ Mb ne-
JISITCST Ha 2 TIPOTHOCTUYECKIUE TPYIITBI PUCKA: BBICOKYIO M Cpeli-
HI0I0. OCHOBHBIMM METOHAMU JICUYCHUS SIBIISIIOTCS yHaJeHUE
onyxouu, JIT u I1XT.

emn u 3agaum — onpenenut OB n1 BCB nauueHToB mocie
IPOBEJACHHOIO KOMILJICKCHOTO JICUEHMSI.

Marepuajbsl U MeToAbl. HaMu M3ydyeHbI pe3ysbraThl KOM-
TUIEKCHOTO JiedyeHUs naireHToB ¢ Mb Ha 6a3ze HauuoHanbHO-
ro HeHTpa oHkKojoruu 3a nepuoa 2012—2020 rr. Bcero neuenue
nogyunau 50 nereit ¢ Mb (13 neBouek u 27 manbuukoB). Cpen-
HUIT BO3pacT MaiuMeHToB coctaBui 12 jieT. Cpeny MposiedeHHbBIX
neteir 17 oTHeCaM K Tpymre BBICOKOTo pucka U 23 — K rpyrne
cpenHero pucka. Bece malveHThI OTydrIn KOMILIEKCHOE Jieve-
Hue no npotokojam HIT 2000, 2014, 2018 u 2020.

Pesyabratel. [leTy B 1IeJIOM YAOBJIETBOPUTEIBHO MEPEHOCU-
Ju ITXT u JIT. Cepbe3HbIX OCTOXHEHUN JIEUEHUST OTMEUEHO He
ob110. BCB cocrasuia 63 %, OB — 74 %, KyMy/IsITUBHAs 4aCTO-
Ta peuuanBoB — 24 %. 3a Bpems HaOmoaeHus OB gereii npu
pagMKaabHOM yaajleHuu omyxoju gocturia 80 %, mpu cyoro-
TajbHOM ynaseHuu — 28 %.

BoiBoapl. CiiemyeT OTMETUTh, YTO TOJIBKO ITOCJIE OTKPBITHS
B 2012 r. JeTrckoif KIMHUKKM HalmoHaIbHOTO IIEHTpPa OHKO-
JIOTUM CTajJO BO3MOXHBIM IIPUMEHEHHE COBPEMEHHOIO IIPO-
TPAaMMHOTO JICUCHHS COTIACHO MEXIYHAapOTHBIM ITPOTOKOJIAM.
[MomryuyeHHBIC MTaHHBIE — 3TO MEPBBIC PE3YIbTATHI B PECIYOJINKeE,
¥ OHU JOBOJIBHO OJIM3KM K pe3yIbraTaM BeoyIINX KIWHUK PO
u EBporbl.

~ 26 ~
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Tesuc No 82

[luarHocmuxa u nevyexue repMuHoreHHo-
KNemoyHbliX onyxoneil
y Aemeil no mamepuanam @®Irby

«HMHL, onkonoruu» Mun3apaea Poccuu

I''A. MkprusH, M.B. Crapxkenkas, E.E. I1ak, A.l. becnamosa,
J.10. IOpuenko, B.A. KoBajeHko
DI'BY « Hayuoranbublil MeOUUUHCKUL UCCAe008AMENbCKULL UeHMDP
onkonoeuu» Munzdpasa Poccuu, Pocmoe-na-Jlony

AKTyaJabHOCTB. [epMUHOTreHHO-KiIeTouHble omyxonu (I'KO)
MPOUCXOIIT U3 TUTIOPUIOTEHTHBIX 3apOMBIIIEBBIX KJIETOK,
MPEACTaBISIIOT COOOM TeTepOTeHHYIO TIpyMIly HOBOOOpa3oBa-
HUI C pa3JIMYHBIMM THCTOJIOIMYECKON KapTHHOM, JIOKaau3a-
Uei, KIMHAYECKUMM TEeUYeHMEeM M IIporHo3oM. HapyineHus
I bepeHIIMPOBKY 3TUX KJIETOK MPUBOISAT K BOSHUKHOBEHUIO
AMOPUOHAIBHON KapLUMHOMBI U TepaTOMbl (3MOpHMOHAJIbHAS
JHUS TG dEepeHIIMPOBKH) UM XOPHMOKAPIIMHOMBI M OTTYXOJIU
JKEJITOYHOTO MellKa (3KCTPadMOpUOHAIbHBIN MyTh AuddepeH-
mupoBku). 'KO cocrasnsior meHee 3 % Bcex 3HO y neteit.

Ieau u 3aa291 — U3YYUTH PACIPOCTPAHEHHOCTh U pe3yjibTa-
Tl JeueHus: ' KO 1o onbITy paboThl OTAEAEHUS 1eTCKONH OHKO-
smornu ®I'BY «<HMMWII onkonorun» Munsapasa Poccnn.

MarepuaJjsl ¥ MeToabl. B vicciaenoBaHue BKIIOYeHbl 143 ma-
nuenTta ¢ 'KO B Bozpacte ot 0 g0 18 JeT, rocnuTain3upoBaH-
Hele B iepuof ¢ 2001 mo 2021 &

PesyabraTsl. [1poananmm3npoBano 143 KIMHIYIECKUX HAOJIO-
JeHUs ¢ 9KcTpakpaHuaibHbiMu ['KO pa3inuHbIX TIOKATU3ALMIA.
HeBouek 66110 85 (59,4 %), manbunukoB — 58 (40,6 %). [1pu pac-
MpeaeaeHUM 10 BO3PACTHOMY KPUTEPUIO BBISIBIIEHO IIpeodiaga-
Hue nmauureHToB ot 11 no 18 et — 79 (55,2 %), ot 0 no 3 sieT GbLI0
46 (32,1 %) 6ombHBIX, OT 5 mo 10 et — 18 (12,6 %). XKurenei
IOxHoro denepanbHoro okpyra obuto 84 (58,7 %) uenosexa,
U3 HUX IpeacraBuresieii Pocrosckoii obaactu — 66 (46,2 %),
Cesepo-Kaskasckoro denepanbHoro okpyra — 56 (39,2 %).
Kpowme Toro, B ucciiefoBaHUe BOLLLIM XXKUTEIUM XaHThI-MaHCuii-
ckoro aBroHoMHOro okpyra — 1 (0,7 %), Pecry6auku Tamxu-
kuctad — 1 (0,7%) n Adxasuu — 1 (0,7%). B 3aBucuMoCTH OT
nepBuuYHOM pacrnpocTpaHeHHOCTH ['KO manmeHThl pas3aeieHbl
Ha 2 rpyninbl: roHagHbie — 104 (72,7 %) u aKcTparoHaaHble —
39 (27,3 %). CaMbIMU YaCTHIMU JIOKATU3AIUSIMU SIBJISUTMChH SINY-
HUKK — 64 (44,7 %), smaku — 38 (26,6 %), KpeCTIOBO-KOITIM-
KoBast obmactb — 17 (11,9 %), pexe BCTpeuaaoch MOpaxkKeHUe
rojiosHoro mosra — 7 (4,9 %), cpenocrenust — 8 (5,6 %), 3a6pio-
LIMHHOIO IMPOCTpaHCTBa M OpiolHoi mojgoctu — 5 (3,5 %),
matku — 2 (1,4 %), smaramuina — 1 (0,7 %), MATKHAX TKaHeH —
1 (0,7 %). Ilpu oueHKe CTAAMIAHOCTU BBISIBJIEHO, YTO AETEi
¢ I cragueii, oOpaTUBIIKMXCS 3a CIIELMATU3MPOBAHHON ITOMO-
LIbIO, OBLIO TOCIIUTAIU3UPOBAaHO Goblie — 44 (30,7 %) yenoBe-
Ka, yeM nauueHToB ¢ IV cragueit — 38 (26,6 %). [1pakTuyecku
C OIMHAKOBOI1 YaCTOTO MOIy4M/In JieueHue 6oJibHbIe co 11 — 29
(20,3 %) mc 111 — 32 (22,42 %) cragusamu. Cemb (4,9 %) yenoBek
obu10 ¢ onyxojissmMu LTHC. Beem maumeHTam mpoBeieHO CIiely-
aJM3MpOBaHHOE JieueHue coriacHo mpoTtokoiaaM MAKEI-96,
UKCCSG GCII u MAHO-98. B Hacrosiee BpeMsl B peMuUC-
cuu Haxogsitest 102 (71,3%) maumenta, u3 Hux ¢ 1 u 11 cragu-
amu — 73 (51 %), ¢ 111 cragmeit — 27 (18,9 %), ¢ IV cranueit —
20 (14 %), ymepnu 10 (7 %) 6oabHbIX. JnutenbHocts BCB co-
craBwia 91 (5—187) mec. Bocbmu (9,1 %) nmanumeHtam Ha (oHe
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nporpeccupoBaHuA 3a00yieBaHUs NPOBEACHO NPOTUBOPCIUINB-
HO€ JICYCHME COITTaCHO ITPOTOKOJJIaM.

BoiBoapl. CBOCBpeMCHHaH ANarHoCTukKa 1 npoBEACHUE COB-
peMeHHOVI CHeHHa}TH3HpOBaHHOVI TEpanunu 1MoJOXKHMUTEJIbHO BJIN-
AI0T HA OTOAJICHHBIC PE3YJIbTaThl JICHCHU .

Te3uc Ne 34

Knunuyeckuii cnyyaii 3akcmpapeHanbHoil
3KcmpakpanuanbHoii pabaounnoi onyxonu

y pebeHKa nepBoro roaa HusHu

N.B. Ocunosa', .H. Yepe3ona?,
A.N. Tumanuena’, K.B. Ypraay.iosa'
'TAY3 JIPKB Munsdpasa Pecnybnuxu Tamapeman», Kazano;
2OI'BOY BO KITMY Munsopasa Poccuu;
3TAY3 Menseaunckasa LIPb

AKTyaJapHOCTh. PabmouaHbie OMyXoau — 3TO peaKue arpec-
CHUBHbIE HOBOOOpa30BaHUSI, BCTPEYAIOTCSI IIPEUMYILIECTBEHHO
y AeTeil 10 3 JIeT U UMEIOT HeOIaronpusITHbIN MTPOrHO3.

enn u 3aaa4n — onucaHue KIMHUYECKOTO ClTydasl pacrpo-
CTPaHEHHOU 2KCTpapeHaJIbHOW 2KCTpaKpaHUAIbHOM pabmouni-
HOI OTyX0JI Y peOeHKa JI0 To/a.

Marepuaisi 1 MeToabl. AHanu3 opmel 003/y.

Pesyabratel. /Jleeourxa om nepeoil bepemeHHOCmU, NPOMEKAG-
weil 6e3 ocodbennocmell. TlpenamanvHblil CKpUHUHE U KOMNAEKCHOE
obcaedosatue 6 gospacme 1 mecsauya namoao2UecKux UsmeHeHuil He
soviaeuau. B sospacme 6 mecsyes pebenox nocmynun 8 JIPKB ¢ xca-
100aMU HA CHUICEHHDbLII annemum, c1abocmn, 85,10CHb, OMEYHOCMb
HUMICHUX KOHeHHOcmell, NOCUHeHUe HOCO2YOH020 MpPeyeoNbHUKA
6 meuenue nocaedneeo mecaya. llpu nocmynaenuu: cocmosHue ms-
acenoe 3a cuem cepdeuroii Hedocmamournocmu, Sp0O, 87—88 %,
apmepuanvroe dasaenue 100/60 mm pm. cm., yacmoma cepoe4-
HbIX cOKpaueHull 145 yo/mun, uacmoma ObixamenbHblx 08UNCEHULI
36/mun. Hympumuenwiii cmamyc yodoesemeopumenvHoiii. Marnu-
ghecmubix Hegponocuveckux uapyuienuii Hem. KodicHbie nokpogol
b1ednble, yuano3 HocoeybHo2o mpeyzoavHuka. Pacuiupena éenosznas
cemb Ha nepeduell epyoHoll u bprouHoil cmenkax. Omexu HUICHUX
xoneunocmel. Ilepugepuueckue J1Y meaxue. Kocmuo-cycmaenas
cucmema 6e3 sudumvix degpopmayuii. ToHvl cepouya pummuuHsle,
cucmonuveckuil wym caesa y epyounst. Ilyasc Ha GedpeHHbIX ap-
mepusix y006.1emeopumenbHo20 HanOAHeHUs, HanpsiceHus. XKueom
yMmepeHHo 830ym, naavhayuu docmynen. Tleuens + 5 cm Hudce kKpas
pebepnoil dyeu. Cenesenka ne naavhupyemcs. Cmya u duypes e
Hapyuterol. JlabopamopHblie nokazamenu, 8 Mom 4ucie OHKOMAap-
Kepol, 8 npedenax eospacmuoil Hopmul. [lpu Y3U 6 yeeauuennvix
nOAOCMAX NPABLIX Npedcepoull U Hceayo0oUKe 8bli8AeHO 00beMHOoe
obpazosanue, cocmosujee u3 2uacmeit — 21 x 25 mm u 10 x 10 mm,
C OCHOBAHUEM Yy CMEHKU MelcnpedcepOHoll nepecopooKu U yCmbs
HuxcHell nosoti eenvt (HIIB), 3anumarouiee 6cro nosocms npasoeo
npedcepousi, uepe3 MpUKYCnUOANbHBLI KAANAH NPOHUKAOUlee 8 No-
N10CMb npasoeo dcenyoouxa, oopazyem cmenos. Y ycmos HIIB eu3y-
aauzupyemcs 0onoanumenvHoe 06semHoe oopazosanue 16 < 15 um.
Ha penmeenosckoit KT ¢ konmpacmHuim ycuieHuem npeumyuje-
CMBeHHO 8 obaacmu npasoil 00AU neyeHu uis81eHbl HeOOHOPOOHOe
2UNOOeHCUBHOE ¢ eOUHUMHbIMU YHACMKAMU KAAbYUHAYUU 00BeMHOe
o06pazosarnue ¢ HemKUMU KOHMYPAMU, pazmepamu Ha yposHe opea-
Ha do 105 x 91 X 75 mm, ¢ pachpocmpanerHuem 6 NOAOCHb Npa-
8020 npedcepoust U JHceayo0ouKa co coasaeHueM 16020 Heeny0ouKa,
HIIB u napasepmebpanvrio, memacmamuuecku uzmenernuvie J1Y,
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ouaeu 6 neekux. B eonosrnom mozee obpazoseanuil He evisigaero. Ilpo-
8edeHa upeckodicHas buoncus obpazoeanus nevenu. buoncuiinblil
mamepuan o1 omnpaenen 6 PIBY «HMHUIL] JITOU um. Amumpusn
Poeauesa» Munzdpasa Poccuu. Onyxonv sxcnpeccupyem panCK,
Vimentin, EMA, peakyus c beta-Catenin membpannas, sxcnpeccus
oeaxa INII (npu nozumueom enymperHHem KOHMpPoOAe) OMCYmcm-
eyem. Mopcghonoeuueckas u eucmoxumu4eckas KapmuHa coomeem-
cmeyem 3KCMpapeHatbHol 3KCMpaKkpaHualbHoll padboouoHoil ony-
xoau. 3a epems duazHOCMU4ecKoeo nepuooa cocmosiHue pebeHka
YXYOuanocs 3a cuem Hapacmanusi cepoeuHo-cocyoucmoli Hedocma-
mouHocmu, HapyuleHus @ynkyuu nouexk. Pewenuem epauedHoco
KOHCUAUYMA O cOepicusaiouell yeavlo Hayama MoHOXUMuomepa-
nust 00KCcopyoOUyUHOM 8 pedyyupo8anHoil dosze . B meuenue nepguvix
CYMOK mepanuu npo2peccupogand NoAUOpPeaHHas HedoCmamoy-
HOCMb, YMO A8UA0CH NPUHUHOU cmepmu pebenka. Obcaedosanue Ha
CUHOPOMbL NPEOPACNON0ICEHHOCMU K ONYX04e8biM 3a004€6aHUAM
NAmMOREHHBIX/BEPOAMHO NAMOEHHbIX 2EPMUHANbHBIX 2eHemuye-
CKUX 8APUAHMO8 He GblA8U0.

BroiBoapl. Y pebOeHKa BBHISIBJIeHA 3KCTpapeHalbHasi SKCTpa-
KpaHHaJIbHas pabIouIHAas OBICTPO IMPOTPECCUPYIOIIAST OITYXOJIb.
Jlokanu3anuys U pacnpoCTPAaHEHHOCTh OITyXOJIEBOTO Mpoliecca
MpU MepBUYHOI TUATHOCTUKE OTPEEISIOT MIPOTHO3.

Tesuc Ne 79

H3yyeHue pacnpocmpaHeHHocmu
Cepono3umuBHbIX K napBoBUpYCHOI
ungexuuu B19 no cneyupuynomy lgG
nayueHmoB reMamonoru4yecKoro

cmayuoHapa

®@.A. Puzaesna!, I11.T. Caduposa?, I.C. MarkapumoBa®
'[lenmp demckoii 2eMmamonouil, OHKOAOUY U KAUHUYECKOU UMMYHOA0UU
Mumnzopasa Pecnyoauxu Y36exucman, Tawkenm;
2Tawkenmckas meduyunckas axkademus Munsopasa Pecnybauku
Y36exucman

AkTyanpHOCTh. PocT MHOUIIMPOBAHHOCTH ITapBOBUPYCOM
B19, koTopslit 001aga€T MAaTOTeHHBIM ASHCTBUEM, TTPUBOASILIUM
K noBpexaeHno B KM Bcex TeMOIoaTUYeCKUX KJIETOK KPOBET-
BOPHOII CUCTEMBbI, SIBJISIETCSI aKTyaJbHOU MPOOJIEMOI CUCTEMBI
3IpaBOOXPAHEHMS BO BCEX CTpaHAX MUpA.

Hemn u 3apaun — U3y4nUTh OCOOEHHOCTU YaCTOTHI PaACIpoO-
CTPAaHEHHOCTH CEPOITO3UTUBHBIX K MTapBoBupycy B19 no crieru-
duynomy IgG naureHToOB reMaToJ0rMYeckKoro cTaloHapa.

Marepuajbl u MeToabl. B MccienoBaHue BKIIIOUYEHBI Tallv-
eHThl (n = 191), HaOMOmaBIIMECs] B OHKOIEMAaTOJOTUYECKOM
otnejieHun PecnyOJMKaHCKOIro Crelualu3upoBaHHOIO Hay4d-
HO-TIPAaKTUYECKOTO0 MEOWILIMHCKOTO IIEHTpa TeMaTOJIOTMU 3a
nepuof ¢ 2015 nmo 2018 r. 1 385 ycinoBHO 310pOBbIX Jaull (194 —
JeTU 1 MoapocTKu u 191 — B3pocibie 1oHOpHI). Bee obcieno-
BaHHBIC pacrpeneieHbl Ha Ipynmnbl: 1-10 rpymmny (7 = 385) co-
CTaBWJIM YCJIOBHO 3[I0pPOBBIE JUIa, BO 2-10 Tpynny (n = 36)
BOLIIM MaLUeHTh ¢ AA, B 3-10 rpymmny (n = 16) — ¢ HacaeacT-
BeHHOM (BpoxxaeHHol) TA, B 4-10 rpynny (n = 48) — ¢ OMJI,
B 5-10 rpynmy (n = 14) — ¢ OCTpbIM MUEJTOMOHOOJACTHBIM JICii-
Ko30M, B 6-10 rpynmy (n = 77) — ¢ OJIJI. Bupyccrienuduue-
ckue IgG K pa3nuuHbIM OeTkaM mapBoBupyca B19 onpenensiu
¢ momoisio MPA ¢ ucroab3oBaHIEM KOMMEPUECKUX TECT-CH-
crem “recomWell Parvovirus B19 IgG” cormnacHO MHCTpyKIIMU
npousBoautenst (Mikrogen Diagniostik, [epmanus), ¢ peanu-
PA3LEN Il

3aneill TBeproda3Horo ABYXCTYIEHYATOrO HEMPSIMOTO METona
MDA ¢ uzMepeHreM Ha MUKpoOILIaHIIeTHOM (poromeTpe MR96
(Mindray, Kuraii). CTaTUCTHYECKMI aHAJIN3 Pe3yJBTaTOB IPO-
BEIIEH C WCIOJIb30BaHMEM TaKeTa CTAaTUCTUYCCKUX ITPOrpaMM
OpenEpi, version 9.3.

Pesyabratsl. [1o pe3yiasraTam TaHHBIX CieHU(UYHOIO K map-
BoBupycy B19 IgG mexmy rpynmamMu OOJBHBIX T'eéMaTOJIOTMYe-
CKOTO CTaIlOHapa M YCJIOBHO 3MOPOBEIX JOHOPOB ITOKA3aHO OT-
CYTCTBME CTAaTUCTMYECKM 3HAYMMBIX pa3ivuuii. BuIsBIeHHBIE
M3MEHEeHUs ObLTU KpaifHe He3HAYUTEJIbHbI U CTATUCTUYECKU He-
3HAYUMBI. TaK, OTHOCUTEIBHO KOHTPOJIbHOM BHIOOPKU B TPYIIIIE
MalMeHTOB ¢ AA, HAacJIeICTBEHHO! (BpoXaeHHOI) [A 1 ocTpbIM
MMEJIOMOHOOJIACTHBIM JICMKO30M 4YacTOTa BBISIBJICHUS CIICIU-
¢uuHoro k mnapBoBupycy IgG Obla HeCyLIECTBEHHO HIXKeE,
a cpemu manueHtoB ¢ OMJI u OJIJI kpaiiHe He3HAUYUTEJbHO
¥ CTaTUCTMYECKN HE3HAUYMMO BHIIIe. B cpemHeM cpenm mmammeH-
TOB IeMaToJIOTUYECKOTo TPOodWIst, HAOMIOMABIIMXCS B KIMHUKE
PecrnybmkaHCKOro crieiMaJiu3upoBaHHOTO HayYHO-TIpaKTHUYe-
CKOTO MEIUIIMHCKOTO IIEHTpa TreMaTOJIOTUH, YACTOTa BBISIBIICHUS
crienruaHoro K napBosupycy B19 IgG He3HaunTebHO U cTaTH-
CTUYECKU HE3HAYMMO OTJIMYAJIACh OT €€ 3HAUEHUsI CPEIN YCIIOBHO
3I0OPOBBIX JIULI B TOMYJISIIMOHHOM BbiOOpKe (3> = 0,28; RR =10,95;
OR =0,90; 95 % A 0,58—1,41). [IpakTryecKu IIpy1 BCeX MCCIIe-
JMOBAaHHBIX TIATOJOTUSX KPOBETBOPHOM CHUCTEMBI CYIIECTBEHHBIX
pa3Iuuuii B CTENeHW OOHApYXXEHMSI TTOJIOKUTEIbHBIX Pe3yJIbra-
ToB TecTupoBaHus Ha IgG K mapBoBupycy B19 Mexny rpynnamu
OOJIbHBIX BBISIBJICHO He ObUT0. OTMeuanach JIUIIb JIeTKast TCHICH-
1M1 K TTOBBIIIEHUIO TAHHOTO TTOKA3aTesIsl CPeIN TIAIUEHTOB C AA,
HacJIeICTBEHHO (BpoxaeHHO) ['A 1 ocTpbIM MUETOMOHOOIACT-
HBIM JIEKO30M OTHOCUTEIBLHO Ty 00abHbIX OMJI 1 OJLJI.

BreiBoapl. Takuim 06pa3om, MpeacTaBIeHHbBIE YaCTOThI BbISIB-
nenust IgG k mapBoBupycy B19 cBUOETENBCTBYIOT O pa3IuIusIX
B UX 3HAUYEHUSIX CPEeIU TAlIMEHTOB C Pa3JIMUHBIMU HO30JIOTHSI-
mu. Hanbonee BeipaxkeHHoe npeodaagaHue IgG ObL10 oTMEUeHO
npu AA, HaclleACTBEHHOM (BpoxXaeHHOoI) A 1 ocTpoM MUeno-
MOHOOJIACTHOM JIEKO3€, B TO BpeMs KaK HaMMEHBIIE 3HaUe-
Hus — cpenu 6oapHbIX OMJI 1 OJIJI. DT naHHBIE MO3BOJSIOT
00ecreyuTh CBOCBPEMEHHYIO AMArHOCTUKY Cpeaud IeMaTosio-
TUYECKUX OOJBHBIX, B TOM YHCJIC Y JOHOPOB, U MPOGUIAKTUKY
OCJIOKHEHMH, BBI3BAaHHBIX JaHHOI mH(eKuneit. BmecTe ¢ aTuM
pe3yabTaThl MMPOBENEHHOTO MCCIIENOBAHMS TTO3BOJIST MOBBICUTD
MPOLIEHT BbI3AOPOBICHUS CPEAU TeMaTOJOTUUECKUX OOJIbHBIX.

Tesuc Ne 5

Xupypru4eckuil onbim NeyeHus UHBA3UBHbIX
MUKO030B BepXHUX AbIXamenbHbiX nymei
y reMamonoruyeckux nayuesmos
U GoNbHBIX, NepeHecwux HOBYIO

KOpOHaBUpycHyo ungeruuro SARS-GoV-2
10.A. Poanena

HUU JIOTuT um. P.M. Topoauesoii @I'bOY BO IICII6I'MY
um. akad. U.11. Ilaerosa Munzdpasa Poccuu

AKTyalnsHOCTh. B TocimemHume mecaTuiaeTHsS HaOomaeTCs
pPOCT MAllMEHTOB ¢ WHBAa3WBHBIMM MMKO3aMM BEPXHUX JIbIXa-
TEJIbHBIX MyTeii. DTO CBSI3aHO C yBEIUUCHUEM YUC/Ia MAalUEeHTOB
¢ (hbakTOpaMM pUCKa, K KOTOPBIM OTHOCSITCSI UMMYHOIEDUIIAT-
HBIE COCTOSIHMSI, BBI3BaHHBIE JJINTEIbLHBIM MCIOIL30BaHUEM
TIFOKOKOPTUKOMIHBIX M WMMYHOCYIIPECCUBHEIX IIPEIIapaToB,
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OHKOJIOTMYECKME W TeMaTOJIOTMYeCKUe 3a00JIeBaHUs, aJlo-
TI'CK, peakumsi «TpaHCIUIaHTaT MpOTUB Xo3suHa» (PTIIX),
BUPYC UMMYHOJe(dUIIMTA YeJoBeKa, JJIUTebHasl MAaCCUBHAS aH-
TUOaKTepUaibHasl Tepamnusi, caxapHblii nuabeT, OpoHXUaTbHAs
acTMa, UTUTEJbHOE HAaXOXIEHWE B PEaHUMAI[MOHHOM OTHAEJe-
Huu. B Hacrosilee BpeMsi aKkTyaJbHOCTb BO3HUKHOBEHUS WH-
Ba3MBHBIX MMKO30B YBEJWUYMUJIACh B CBSI3U C MaHAEMUE HOBOM
kopoHaBupycHoit nHdekunu SARS-CoV-2 (COVID-19), BTO-
PUYHBIM UMMYHOAEDULIUTOM Ha ee (DOHE U ee JTeUeHUEM.

Ilenu u 3a1a4u — M3YYUTHh OCOOCHHOCTH TPYIIIT pUcKa, OTJIN-
YUsl SHIOCKOMMMYECKON M PEHTIeHOJIOTMYEeCKON KapTUHBI MpU
TMOpaXXeHUH TTOJIOCTH HOCA Y OKOJIOHOCOBBIX Ma3yX, BHI3BAHHBIX
pPa3IMYHBIMUA BO3OYAUTENSIMU MHBAa3WBHOTO MUKO3a, OLEHWUTH
3¢h(HEKTUBHOCTE U OCOOCHHOCTH XUPYPTUUYECKOTO JICUSHUS
Y UMMYHOKOIIPOMETUPOBAHHBIX MAIMEHTOB IPU CUHYCO-OpOU-
TaJlbHOU (hopMe 3a00sieBaHUSI.

MarepuaJibi 1 MeTonbl. B aHamm3 BKITIOUEHBI 9 ciTyyaeB MHBA-
3uBHbIX MMK030B: B HUW JIOTuT um. P.M. TopbaueBoii 7 ciry4a-
€B y TeMaToJIOTMYecKuX nanreHToB B mepuop ¢ 2018 mo 2021 .,
a Takxke 2 ciaydasd B OTHEJIEHUU OTOPUHOJAPUHTOJIOTUU
TMCII6I'MY um. W.I1. Masnosa B 2021 . y maiiueHTOB, MepeHec-
mux COVID-19.

Pesynbratel. [lalyeHTbl ¢ MHBa3MBHBIMU MMKO3aMHU HMe-
Ji1 (pOHOBBIE COCTOSIHUSI: arpaHyJIOLKUTO3 B Pe3y/IbTaTe MpPOTHU-
BoomyxosieBoit XT mo moBoxy OJI (n = 4), amno-TI'CK (n = 2)
npu OJI u cunapome [ypiep u ieKapCTBEHHBII ranTeHOBBI ar-
paHyJ101uTO3 (1 = 1), a TaKKe B pe3y/ibraTe MIPUMEHEHUSsI TII0-
KoKopTukocTepounaon mis JedeHus COVID-19 (n = 2). Cpenu
00CIIeI0BaHHBIX OBIJIO 3 MY>KYMHBI 1 6 KeHIIH. Bo3pacr mau-
eHToB OT 1 roma 8 mecsiuieB a0 80 jeT, 3 (33,3 %) neteit u 6 (66,7 %)
B3pOC/bIX. OCHOBHBIMM KJIMHMYECKUMHU IPOSIBJICHUSIMUA MHBA-
3UBHBIX MUKO30B, JIOKAJIM30BAHHBIX B BEPXHUX IbIXaTeJbHbIX
MyTsiX, ObUIK: Juxopaaka Bbiiie 38 °C — 77,8 % (TO/IbKO y remMa-
TOJOTUYECKUX TAIIMEHTOB), HApyIIEHNE HOCOBOTO NBIXaHUS —
100 %, turmepeMust M TOKAJIbHEBINA oTeK ymnma — 77,8 %, 6oib/
JaBJIEHUE 1 YyBCTBO MepPENoJHeHNs B odsactu simua — 77,8 %,
rojioBHast 6oib — 44,4 %, nto3 — 22,2 %, obTalbMOILIEIHS —
11,1 %. Y 2 (22,2 %) nalueHTOB MHBAa3MBHbIM MUKO3 BEPXHUX
JIbIXaTeJIbHBIX MyTell COUeTasICs ¢ MOpaXKeHUeM Jierkux. Juarto-
CTHMKA MHBa3MBHBIX MUKO030B y 100 % maumenToB Bkimodana KT
OKOJIOHOCOBBIX Ma3yX, HIOCKOIMUYECKU OCMOTp, OUOIICHIO,
MPSIMYI0O MUKPOCKOITHIO, KYJBTypaJbHOE HCCIIeIOBaHUE OMOI-
tata. KT-nipu3Haky MHBAa3MBHBIX MUKO30B: CHIIKCHUE ITHEB-
Matuzauuu cuHycoB — 100 %, mecTpykius KOCTHOW TKaHU —
77,8 %. Tlpu 3HIOCKOIMMYECKOM OCMOTpE: HEKPO3 CIIU3UCTOMN
o6os10uku — 88,9 %, pa3pylieHre KOCTHBIX CTpYKTYp — 77,8 %.
JIvarHo3 MHBa3MBHOTO MUKO03a ObIJI YCTAHOBJIEH C MCITOTh30Ba-
HUEM MUKPOCKOIIMU C OKPACKOM KaabKO(II0op-0eIbiM 01O~
tata (100 %). Kynbrypa Bo30yauTelis Obuta TojlydeHa y 6 ma-
uueHToB: Lichtheimia corymbifera — 33,3 % (n = 2), Fusarium
oxysporum — 16,7 % (n = 1), Fusarium solani — 16,7 % (n = 1),
Aspergillus fumigatus — 16,7 % (n = 1), couetanue Aspergillus niger,
Aspergillus flavus v Rhizopus arrizus — 16,6 % (n = 1). IlarmeHTsI
MOJTyYaI CUCTEMHYIO IIPOTUBOTPUOKOBYIO TEPAITHIO B COOTBET-
CTBUM C MEXIYHAPOIHBIMU PEKOMEHAALIMSIMU. XUPYPIUIECKOE
JeyeHue nposeneHo B 100 % ciaydaeB, malueHTaM ¢ MyKOPMU-
KO30M ¥ (hy3apr0O30M B IKCTPEHHOM TTOPSIJIKE, TTAIIMEHTaM C ac-
MeprujIjie3oM — Ha (hoHe BOCCTAHOBJICHMSI KPOBETBOPEHMSL.

BoBoapl. KoMOMHMpOBaHME MEIMKAMEHTO3HOW Tepariu

U XUPYPIUYECKOTO JIEYEHUS YBEIUUNBAET BbLDKMBAEMOCTh TAKIX
0O0JIbHBIX Ha 78 %.

~ 29 ~

Tesuc Ne 108

Cnekmp cunapomoB u3bbimoyHoro pocma,
CBA3aHHbIX ¢ Mymauuei PIK3CA: onbim
®rbY <HMHL onkonoruu um. H.H. Bnoxuua»

Mun3npaBa Poccuu

I'.b. Caroan!, E.H. Umanutos?, A.C. I'ypckas®, P.A. Xarypos®,
C.A. Capaanosa', E.B. IIlapanosa', B.I11. Banecsn!,
E.B. Tiopuna', K.1. Kuprusos', C.P. Bapdo.omeesa',

E.B. Apramonosa', H.B. IOauna’,
M.B. Pybaunckasa', A.M. CyieiivaHoBa'
'QI'BY «HMHUI] onxonoeuu um. H.H. baoxuna»
Munszdpasa Poccuu, Mockea;
OI'BY «HayuonanvHblii MeOUUUHCKULL UCCAO08AMEAbCKUL YUEHMD
onkonoeuu umenu H.H. Ilemposa»
Munzdpasa Poccuu, Cankm-Ilemepoype,
SOIAY «HMHUII 300posws demeir» Munzdpasa Poccuu, Mockea;
‘I'BY3 «Jlemckas eopoockas KauHuveckas 6oabHUUA
umeru H.®. Puasamosa Jenapmamernma 30pasooxparnerus e. Mockewv»;
3bY3 BO «Boporexcckas oonacmuas demckas KauHuueckas 6oavHuya No I»

AKTyaabHOCTh. CIIEKTp CHHIPOMOB H30BITOYHOIO POCTa,
cBs13aHHbIl ¢ myTtauueit PIK3CA (PIK3CA-related overgrowth
spectrum, PROS) — TepMuH, 00beAMHSIOWINIT peIKUE CUHAPO-
MbI, XapaKTePU3YIOIIMECS TOPOKAMU Pa3BUTUS U YPE3MEPHBIM
pa3pacTaHueM TKaHed. DT HapylIEHMS! BbI3BaHbI COMAaTUYe-
cKUMU MyTansMu B reHe PIK3CA, ipou3olie My Ha dTarie
aMOpHOreHesa.

Ilemm u 3agaum — TIPEICTAaBUTh ITEPBBINA OIBIT MPUMEHEHUS
Teparmu aJImeINCUOOM C OIICHKOM ITPOMUIIS TOKCHYHOCTH Y T1a-
uunenTtos ¢ PROS.

Marepuajsl 4 MeToabl. B riccienoBaHre BKIIOUYEHBI 8 maiu-
€HTOB C YCTaHOBJEHHbIM AuarHo3oM PROS, moayyaBuux jieue-
Hue B HUUM JOul c utons 2021 . mo oktsa6ps 2022 . MenuaHa
BO3pacTa Ha MOMEHT ITOCTAaHOBKM AuarHo3a coctasmia 10,5 (au-
anaszoH 0—150) mec. Pacnipenenenue o noiny: 6 (75 %) neBouek
u 2 (25 %) manpuuka. lectu (75 %) u3 8 mauyeHTOB YyCTAHOB-
jseHo CLOVES (BpoxaeHHOe JUIMoMaTO3HOe pa3pacTaHue, Co-
CyIMCTBIe MaTbopMalnu, SMuaepMaIbHble HEBYCHI, CKOJINO3/
ckeneTHble aHoManuu), 1/8 (12,5 %) — MCAP (MmeramsHie-
(hanug-kamuisipHass Manbdopmanus), 1/8 (25 %) nauueHty
C poXIeHus ycTaHoBJIeH cuHapom Knunmnensa—TpeHoHe. BaxkHo
OTMETUTD, 4TO y 4/8 (50 %) GONBbHBIX IIPEHATATILHO BBISIBIICHbBI
AHOMAaJIMY Pa3BUTHS TOJIOBHOTO MO3Ta, HMKHUX KOHEUHOCTEIA,
crort. Comarnueckass myTtauus B reHe PIK3CA oOHapyxeHa
B 5/8 (62,5 %) cnyuasix, repMmuHanbHast — y 1/8 (12,5 %) na-
muenta ¢ MCAP. Haubonee yacteie Mmytaumu B reHe PIK3CA —
E545K u H1047R. B 5/8 (62,5 %) cny4asix HayaTa Teparus aji-
NeIUCUOOM Mo cxeMe: IeTIM J0 2 jeT 1mo S0 Mr kaxubie 48 4,
crapiue 2 et no 50 mr exxeaHeBHo. [1pu nepBUuUyHOM 00CIeI0-
BaHUM Y 4/5 (80 %) GOMbHBIX BbIsIBIIEH ypoBeHb IgG MeHee 5 1/11.
O1eHKa TOKCMYHOCTU TIPOBOIMIIACH COTJIACHO MeXmyHapom-
HBIM KPUTEPUSIM OlleHKM ToKcmaHocT (Common Terminology
Criteria for Adverse Events), 4-s Bepcusi.

Pe3yasratel. Ha MOMEHT cpe3a TaHHBIX MalleHTaM ITPOBee-
Ho oT 1 10 24 Mec Tepanuu anmenucuooM. [1o pesyasratam mpo-
MEXXyTOYHBIX 00CIeTIOBaHII BCe OOJIBHBIC HE MMEIOT ITPU3HAKOB
nporpeccrupoBaHusi. MenuaHa HaOJIIOJeHUsI C MOMEHTA I10CTa-
HOBKM JMarHo3a cocraBuia S (uamna3oH 3—26) Mec. Y 1 nalueH-

Ta JOCTUTHYTO YMEHbIIIEHNEe 00beMa oyaroB 6oJiee yeM Ha 20 %,
PA3JAEN 11l
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y 4 OTMe4YeHO yJIydllieHue o011ero coctosiHus. HexxenareabHbie
SIBJICHUSI Pa3JIUYHOM CTENEeHU BBIPAXKEHHOCTH 3aUKCHPOBAaHBI
B 80 % cinyuaeB. HanboJiee 4acThbIM HeXeJlaTeIbHbIM SIBJICHUEM
OblTa KOXHas TOKCUYHOCTh (MenKas mamysie3Has cbinb) [—I1
creneHu, 3adukcupoBatHast B 3/5 (60 %) ciayvasx. JIpyrue rnpo-
SIBJICHUSI HEXXEJIATEIbHBIX SIBJICHUU BKIIIOYAJIU TMAPEUHBIA CUH-
npom I—II crerrenu B 2/5 (40 %) cnyvasix, nuxopanky I crernenn
B 1/5 (20 %), anoneuuto I crerreru B 1/5 (20 %). Hexxenmaresn-
Hble gBieHus1 IV u V crenenu TsxkecTy Ha hOHE MPOBEAESHUS Te-
paruu ajlreIncuooM He 3aperuCTPUPOBAHBEL.

BoBoapl. /o HemaBHero BpemeHm PROS ocraBancst BHe
30Hbl BHUMaHUS MPOMECCUOHAIBHOIO COOOIECTBa, TaK Kak
MOCTAaHOBKA JMAarHo3a He Besa K MPOBEEHUIO CreludUuIecKo-
ro yiedeHus. OgHAKO ceiiuac MONTBEPXKIACHME ITOTO AMarHo3a
U BbISIBJIEHME BbI3bIBatolleil ero mytaiuu PIK3CA oTKpbIBaeT
BO3MOXHOCTHU JUISI IPUMEHEHUS BBICOKOA(PDEKTUBHOU MarTo-
TeHETUYECKOM JIEKApCTBEHHOM Tepamuy, HaIpaBICHHOM Ha
osmokany 6enka PI3K. ITpoBeneHue Tepanuu ajimneancudoMm y ra-
uueHtoB ¢ PROS mno3BosisieT 1oOUThCS perpecca runeprpodu-
POBaHHBIX YJ4acTKOB Tesa u yay4dineHus: KXK 6onbHBIX TTpU X0-
poliell TepeHOCUMOCTH. B OOBIIMHCTBE ClTydaeB MpOBEAeHUE
Tepanuy ajmnejaucudoM Ha KOropre HalllMX MaldeHTOB B yKa-
3aHHBIX PEXMMaX COMPSIKEHO C Pa3BUTHEM KOHTPOJIUPYEMBIX
HEXeIaTebHbIX SIBICHUN.

Tesuc Ne 107

Onbim npuMeHeHud Hakcumamaba
Yy hauuesmos ¢ pedpakmepHoi/
peyuausupylouieil Heiipobnacmomoi
rpynnbl BbicoOKoro pucka B HUW Aour
®rbYy <HMUL onkonoruu um. H.H. bnoxuxa»

Mun3pnpasa Poccuu

I.Bb. Carosn, M.B. Pyboanckasa, A.M. CyieiimanoBa,

J.10. Cunoposa, A.C. Témnprii, A.I'. Tantanckosa, H.B. MaTunsn,
K.. Kupruzos, A.I1. Kazannes, C.P. Bapdosomeesa
DPIBY «HMHI] onkonoeuu um. H.H. broxuna»

Mun3zdpasa Poccuu, Mockea

AKTyaJbHOCTD. [TallMeHTHI ¢ peLIMAMBUPYIOLIEH U IEPBUYHO-
pedpakrepnHoii HbB rpynibl BEICOKOTo pricka UMEIOT KpaiiHe He-
OnaronpusITHBIN TporHo3 3adoneBaHus. [latunetHsss OB aroit
rpymnibl 60JbHBIX cocTaBiisgeT MeHee 20 %. Wcnoab3oBanue UT
antu-GD2-aHTuTeaMu BIIepBhIE 3a IJIUTEILHOE BPeMsI TT03BO-
JIJTO JOOUTHCS TOJIOKUTEIBHBIX pe3yinbratoB OB B rpyre ma-
IIMEHTOB C pelIMINBUpYIOIIei/IepBruuHO-pedpakTepHoit HB.

Ienu U 3a1a4m — TIPEICTABUTD TIEPBBIN OIBIT MPUMEHEHMS
tepanuu aHTU-GD2-antutenamu (HakcutaMad) B KOMOMHALMU
¢ XT (pexxmm HITS) ¢ orieHKO1M TTpod1Ist TOKCHMYHOCTH Y TIAIIH -
€HTOB C ITepBUYHO-pedpakTepHOil/peuauBupyoieit Hb.

Marepuajsl 4 meToabl. Cemb nmauueHToB ¢ Hb noayyanu te-
panuio HaKCMTaMOOM B paMKax paciuupeHHoro nocryna B HUNA
A0ul ¢ dpespansg nmo oktaops 2022 1. MeanaHa Bo3pacTa Ha MO-
MEHT MOCTAaHOBKM JMarHosa cocraBuia 71 (auamazoH 52—152)
Mec. Pacnipenenenue no noay: 4 (57,2 %) nesouku u 3 (42,8 %)
Manburka. Yetsipe (57,1 %) nauyeHTa UMeJIU [IEPBUYHYIO JIOKA-
JIM3ALMIO OITyXOJIM B HAAIIOYeuHUKax, 2 (28,5 %) — B 3amHeM cpe-
nocreHuun u 1 (14,3 %) — B 3a0pIOIIMHHOM MTpOCTpaHcTBe. Yer-
BepTas cragus 3abojieBaHus ycTaHOBIIEHa B 6 (85,7 %) ciydasx,

PA3AEN III

3-a — B 1 (14,3 %). AMmuudukauus reHa MYCN oGHapyxXeHa
B 1 (14,3 %) ciyuae, gain MYCN — B 2 (28,6 %), neneuus 1p —
B 3 (42,8 %). Bcem manmeHTaM IpoOBeIcHA TepaIlisl B pPeXKUMeE
HITS: Temo3omomua 150 mmu 100 mr/m? nepopaiibHo (aHu 1-5),
upuHoTeKaH 50 Mr/m? BHYTpMBEHHO (IHM 1—5), HakcuTaMao
2,25 mr/kr BHyTpuBeHHO (mHU 2, 4, 8 u 10) u rpaHyIOLUTAP-
HbII KoJoHUecTUMYIupytomuii pakrop (I-KC®D) 250 mkr/m?
noakoxHo (mHu 6—10). M3 7 mauneHToB 3 MOJYyYWI Teparuio
no cxeme HITS B 1-ii iuHuu, 4 — B peliluauBe/TIporpeccuu 3a-
ooseBaHusl. OCHOBHBIM KpUTEpHEM Ha3HAUCHUsI JICUCHUST ObLI
HEYIOBJIETBOPUTEJIbHBIM OTBET Ha WHIYKIIMOHHYIO Teparuio
Wi Tepanuio peruarBa. OleHKa TOKCUYHOCTH TTPOBOIMIIACH
corimacHo MeXayHapoIHBIM KPUTEPUSIM OLIEHKA TOKCUYHOCTHU
(Common Terminology Criteria for Adverse Events) 5-ii Bepcum.

PesyabraTel. Ha MOMEHT cpe3a JaHHBIX ITalleHTaM IIpOBe-
neHo ot 2 go 7 uukinoB UT (122 uHdpy3un HakcuTamaba). I1o
pe3yiIbraTaM IIPOMEXKYTOUHBIX OOCJIeIOBAHUI BCE IAIIMEHTEHI,
3a UCKJIIOYEHHEM 2, U3 KOTOphIX | ¢ amriuddbukanueil reHa
MYCN, He MMEIOT TIPU3HAKOB MPOTPECCUPOBAHUS 3a00JeBa-
HUs. Y 3 malyeHTOB AOCTUTHYT YacTU4HbIi otBeT (HO), y 2 —
crabmmm3anusi. HexematenbHbIC IBICHUS Pa3IMIHON CTETICHU
BBIpaXXeHHOCTH 3adpukcupoBanbl B 100 % ciydaeB. Hanboiee
YaCTBIM HeXXeJIaTeJbHBIM SIBJICHEeM OBLI 00JeBOM CUHAPOM OT
8 10 12 6anoB Mo BU3yallbHOI aHAJOrOBOM 1IKaJie, KOTOPbIi
3apeructpupoBat B 100 % ciydyaeB nipu nepBoii nHGY3UM B Ka-
KJIOM 1UKJIe. BaXXHO OTMETHUTh, YTO € KaXKIbIM ITOCJIEIYIONIUM
OUKJIOM Tepaliy WHTEHCUBHOCTH OOJIEBOTO CHMHIpPOMAa CHU-
Xajach 00 4—6 GasutoB. Jdpyrue mposiBICHUST HeXeTaTeTbHBIX
SIBJICHUI BKJIIOYAIM KOXHYI0O ToKcuyHOcTh II—III cremenu
(sputema) y 5 (71,4 %) manmeHTOB, HapyIIeHUsI CO CTOPOHBI
cepaeyHo-cocyauctoit cucrembl 11—I111 crerienun y 5 (71,4 %)
(runorensus II-III crenenu B 4/5, runeprensust 11 creneHu
B 1/5), nuapeitubiii cunapom I1-I11 crenenu y 4/7 (57,1 %),
so3uHOobuano y 1/7 (14,3 %), GpOHXOOOCTPYKTUBHBIA CHUH-
apomy 1/7 (14,3 %). HexenatenbHble siBiieHust IV u V creneHn
TSOKeCTH Ha (DOHE TIPOBEIeHUsI TepalMy HaKcuTaMaboM He 3a-
pPerucTpUpPOBaHEI.

BoeBoapl. [Tpumenenue pexuma HITS peanuzyemo B cre-
LIMAIU3UPOBAHHOM IIEHTPE MPU COOTBETCTBYIOIIEH MTOATOTOBKE
nepcoHana. B psae ciydyaeB mpoBeieHUE TepANIUU B YKa3aHHOM
peXXuMe COTPSIKEHO C PA3BUTUEM CEPbE3HBIX, HO KOHTPOJIUPYe-
MBbIX HEXEJIATEIbHbIX SIBICHUA.

Tesuc Ne 108

NMoaxoAbl K AUArHOCMUKE U BeleHUK
nayueimos ¢ PIK3CA-accoyuupoBaHHbIMU
3aboneBaHuamu: onbim HMHUL, ATOK
uM. iIMumpus PorayeBa

A.C. Canomatuna, JI.A. fIcbko,
M_.A. Kypuukosa, 10.M. MapeeBa
OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AxTtyamsHocTh. PROS o00BemuHsIET peakue 3aboJIeBaHWUS,
XapaKTepU3yoIuecss U30bITOUHBIM pa3pacTaHUEM TKaHel, co-
CYIMCTBIMUA MaTb(hOpMallsIMU U HECOCYTUCTBIMU TIPOSIBJICHU -
amu. Pazsutue PROS — crnencrBue paHHUX TTOCT3UTOTUYECKUX
mytaiuii B rene PIK3CA. MonekynsipHO-TeHeTUIeCcKast TUarHo-
ctuka PROS 3atpynHutenbHa U TpeOyeT OompeneaeHHOTO Toa-
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Xoga € YYETOM MEXaHM3Ma pa3BUTHUA JaHHOI'O CIIEKTpa CUHAPO-
MOB, OCHOBAaHHOTI'O Ha ABJICHNM COMAaTUYE€CKOIo MO3aniinu3mMa.

Ilemm 1 3ama9m — MTOBBINICHE MHMOPMUPOBAHHOCTHU Bpadeit
o Hammuuu PROS, ocBellieHue MOIX0I0B K IMarHOCTUKE U Tepa-
MUH TTaIMEHTOB C TaHHBIM 3200JIeBaHHEM.

Marepuaiibl 1 MeTOIbI. B aHa13 BKIIIOUEHBI 7 MALIMEHTOB, Ha-
xoausiuxcs noa HaomoaeHuem B HMULL ITOU um. Imutpust
Porauesa 3a neproa 2021—2022 IT. ¢ TUCTOJOTUYECKUM AUArHO-
30M «JTUTIOMATO3» 1 KIIMHUYecKUMH TiposiieHnsiMu PROS. Becem
nanueHTaM (n = 7) MPOBOAWIOCH MOJIEKYJISIPHO-TE€HETUYECKOE
ucciaenosaHue merogoM NGS ¢ uCMoOIb30BaHMEM KaCTOMHOM
naHemn «CoMaTUIeCKUT MO3anIIn3M», MaTeprai ISl UCCIIEIO-
Banusi — JIHK, BbimeneHHass u3 oOpasua MopakeHHON TKaHU.
B 6/7 (85,7 %) cnyuasix ucciienoBaHye ObLIO BBIITIOJHEHO B J1a00-
paroput HMUL ATOU um. [Imutpust Porauesa, B 1/7 (14,3 %) —
B Ipyroii aboparopun. B 3/7 (42,9 %) caydasix ObLIO UCCIIEno-
BaHO 2 o0pas3Iiia OIMyXO0JIX OT Pa3HbBIX XMPYPIUUECKUX OTICPALIUIA.

PesynbraThl. Bo Bcex cinyyasx (n = 7) B oOpasliax nopaxeH-
HOU TKaHU BBISIBJIEHBI MATOTEHHbIE BapuaHThl B reHe PIK3CA,
B CBSI3U C YEM Ha OCHOBAHUU KIMHUYECKON KapTUHBI, a TaK-
K€ Pe3yabTaTOB MOJIEKYJISIPHO-TEHETUYECKOTO WCCIIEI0OBAHUS
nandeHtaM Obln yctaHoBjieH auarHo3 PROS. B Hacrosimee
BpeMsl 3 OOJBHBIX TTOJYYAIOT TePaInio MepopaTbHbIM MHIMOM-
TopoM PI3-kuHa3el (anmesnecud), TO30BbIA PEXUM COCTABIISIET
50 mr 1 pa3/cyt. MeanaHa AJIMTENLHOCTHU Tepanuu — 4 (pa3dopoc
2—19) Mec. Y | mammeHTa MO ITaHHBIM MarHUTHO-PE30HAHC-
Hoit Tomorpaduu (MPT), BeinmosiHEHHOH yepe3 9 Mec OT Hava-
Jla Tepanuu, OTMEUYaeTcsl yMEeHblIeHHe 00beMa KOHEUYHOCTHU Ha
15 %, y OCTabHBIX IETEH, TIOTYYaIOIINX TePaITUio, KOHTPOJIbHBIC
o0cenoBaHus €llle He MPOBOAWINCH, OMHAKO Tocie 3—4 Hen
Tepanuu 3aUKCUPOBAHBI BHEIIHUE CYyOBEKTUBHbBIE U3MEHEHUSI
CTPYKTYpHl oryxoiu. [IposiBieHnit TOKCUYHOCTU Tepanuu He
OTMEUYEHO HU B OTHOM CJIyyae.

BoiBoapl. CrieKTp CHMHIPOMOB, aCCOLMMPOBAHHBIX C MyTa-
nueir B reHe PIK3CA, mocTaTOYHO BEJUK M TPeOyeT TIIATeIhb-
HOM nuddepeHIaNbHON AMArHOCTUKM, a TakKe pa3paboTKu
MOAXOI0B K MCCAEIOBAHUIO C YUETOM MOHUMAaHUS MeXaHU3Ma
pasBUTHS TaHHBIX CHHAPOMOB. NGS — yHUBepCaabHBI METOSI,
MO3BOJISIIOLIMIA BBISIBJISIT COMATUYECKUIA MO3aULIM3M, OZHAKO
OTPULIATENLHBIN pE3yJIbTaT HEe 03HAYaeT OTCYTCTBUE MYyTALUU
B MHTEPECYIOIIEM TeHE U MOXKET OBITH CBA3aH C OTPAaHNIEHUSIMA
METOJIOB TeCTUPOBAHUsI, UTO B psAe ClyyaeB TpeOyeT mpoBee-
HUS JOTTOJTHUTEIBHBIX UCCIEIOBAHUIA.

Tesuc Ne 87

Cnexkmp repMuHanbHbIX Mymauui,
acCcoUUUPOBAHHKBIX C pa3BUMUEM
3N10Ka4YecmBeHHbIX HOBOOGpPa3oBaHuil
Yy Aemeii ¢ onyxonamMu YeHmpanbHoii
HepBHOil CUCMEMbl

B.B. CemenoBa', B.M. Ko3znosa', /I.B. Xapuukos?,

A.C. Mupomnnkosa?, E.B. 2Kykosckas?, T.B. Hacenkuna?
IPIBY «HMHUI] onkonoeuu um. H.H. Baoxuna» Munzdpasa Poccuu, Mockea;
2PIrbY «HMHUI] JITOH um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AkryansHocTh. Omyxou LIHC cocrasistior okosio 20 % Bcex
OHKOJIOTMYECKUX 3a00JIeBaHUI1 IE€TCKOTO BO3pacTa U sSIBJISIIOTCS
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HauboJiee YacThIMU COJIMIHBIMU OMYXOJISIMU. [€HETUYECKYIO
MpeapacoioxkeHHocTh K passutuio 3HO BeisgBisior y 10 %
neteit ¢ onyxossamu LIHC, omHako mpearosaraercsi, YTO 3TOT
ITOKa3aTeJIb MOXET OBbITh CYIIECTBEHHO BhIle. [ToHnMaHne Mo-
JIEKYJISIPHBIX TIPEANOCHUIOK K Pa3BUTUIO OITYXOJW BaXKHO ISt
MpopUIaKTUKN 3a00JIeBaHUsI, paHHEN TMarHOCTHKM W BhIOOpa
CTpaTeTny JICUCHMSI.

Ienn v 3aga4n — VicClIeIOBaHNME CITIEKTPA TEPMUHAIIBHBIX MY~
Taluii, acCOUMUpPOBaHHbIX ¢ pazeutreM 3HO y nereii ¢ onmyxo-
nsamu LTHC ¢ ucronb3oBaHreM MeTO/Ia BHICOKOITPOM3BOIUTEIb-
HOTO CEKBEHUPOBAHUSI.

Marepuassi u MeToapl. B ricciienoBanue Bouum 99 naimeH-
TOB (42 Manburka u 57 feBouek) B Bo3pacte ot 3 1o 18 sieT. boutn
BBISIBIIEHBI clieaytonie turbl omyxojeir [[HC: actpountoma
(n =42), Mb (n = 21), snenagumoma (n = 9), rIMOMa HU3KOI1
3JI0Ka4eCTBEHHOCTH (1 = 6), KpaHnodapunruoma (n =2), ATPO
(n = 2), nuHeobnacToma (n = 2), mieoMopdHast KCaHTPOACTPO-
uuroma (n = 2), npyrue peakue oryxonu (n = 13). Ananmuz JIHK,
BblAeeHHOW U3 aumdouuToB 1K, mpoBoauan Ha ceKBeHATO-
pax NextSeq 500 u NextSeq2000 Illumina. I[Tpu moaroroske 6u-
OJIMOTEK BBITIOTHSUIA TMOPUAM3AIINIO C TIaHe b0 30HA0B Kapa
HyperChoice (Roche), Bkiouatoieit KOIupyromme y4yacTKU
415 TeHOB, acCOUMMPOBAHHBIX C PA3BUTHEM OHKOJIOTMUYECKUX
3a0osieBaHuil. 1 aHaiM3a KPynHbIX nepecTpoek B reHe NFI
WCTIONb30BalIM  METOJ JINTA3HO-3aBUCUMON aMIUIMbUKAIINN
(MLPA).

Pe3yabratel. Y 11 namyeHToB ObLIM OOHAPYXKEHBI KIMHUAYE-
CKM 3HaYMMble MyTalluu B reHe NFI:. 5 nenenuii, MpuBOISIIINX
K COBUTY paMKHU CYUTBIBAHUS, 3 MICCEHC-MYTAILIUU U 3 MyTalluH,
NPUBOJSIINE K 00pa30BaHUIO CTON-KOAOHA. Y HOCUTEJIEei MyTa-
nuii NFI nuarHOCTUpOBaHbI pa3IUYHbIC TUITBI OIYXOJIeH: Tu-
oMa 3pUTEIBHBIX MyTel (n = 4), MIoLMTapHas acTPOIMTOMA
(n =15), ommyxoJb CTBOJIa MO3Ta (1 = 1), SaTIeHIMMOMA CITMHHOTO
mosra (n = 1). [Apyrue HaxoAKM BKJIIOUAIM MAaTOT€HHbIE U Be-
posITHO maToreHHble BapuaHThl B reHax CHEK2, APC, MUTYH,
SUFU, MLHI1, SMARCB1, SMARCA4, BRCAI, BRCA2, PALB2,
NF2, ATM, EML4. Y nauMeHTa ¢ IepBUYHO-MHOXECTBEHHBIMU
3HO (rmuoma, ameHOKapIIMHOMA KUIIICYHUKA, OITYXOJIb SIMIHM -
Ka) BBISIBJICH CUHIPOM AeUIINTA perapaliy OIIMOOYHO CIia-
PEHHBIX HYKJICOTUIOB, BBI3BAHHBINM OMAJUICIbHBIMUA MyTaIIUSIMU
B reHe PMS2. Y manmmenta ¢ Mb u myranueit SUFU obHapyxxeH
cuHapom TopnuHa—Ilonbua. Bee BbIsABI€HHBIE BapuMaHTbl ObLIA
BaJIMAMPOBAHBI METOIOM IIPSIMOTO CeKBeHUpoBaHUsI 1o CaHTepy.

BoiBoapl. [epMuHanbHBIE BapuaHTBl B TeHax, acCOLUMPO-
BaHHBIX C MPEIPACIIOI0XKEHHOCThIO K OHKOJOTMYECKUM 3a00-
JIEBaHUSIM, ObLIM OOHAPYKEHBI Y 25 % MallMeHTOB C OIyXOJISIMU
HHHC. Myranuu NFI BcTpedyanuch Haubosiee 4acTo 1 ObLIN ac-
COLIMMPOBAHBI C PA3TMYHBIMU TUIIaMU omyxoeit. CBoeBpeMeH-
HOE BBISIBJICHHME Te€pPMUHAIBHBIX MYTallMii, aCCOLIMMPOBAHHBIX
C OITyXOJICBBIMU CUHIPOMAaMHM, SIBJISIETCSl KpaliHe BaXKHOM 3ama-
yeit BBUIY JaJIbHEUIIIETO MTPOrH03a M BO3MOXHOCTH Ha3HAYEHMUS
TapreTHOM Tepanuu.

~ PA3EN 111



11l o6vepuneHublii Kourpecc HOAIO0 u POAO

Tesuc Ne 43

Naparanrnuombl U heoXpoMoOYUMOMbI
y aemeii: onoim HMHLL ATOH

uM. iImumpus Porayesa

J.T. YramueBa, JI.A. fcvko, N.C. Knenkasa, H.C. Ipaués,
JI.T. Axananse, FO.H. JIukaps, 10.M. Mapeesa,
T.B. Illamanckasa, M.A. Kypaukosa, /I.}0. Kauanos
OIBY «HMHUIL JITOU um. Imumpus Poeauesa»
Mumnzopasa Poccuu, Mockeéa

AKTyalbHOCTB. [TaparaHrimomsl 1 (heOXpOMOLIMTOMBI SIBJISI-
I0TCS PEIKUMU HEHPOIHAOKPUHHBIMU OMYXOJSIMU, pa3BUBalO-
UMMM CS U3 XpoMa(UHHBIX KJIETOK MO3TOBOTO BEllIECTBA HAIO-
YEeYHUKOB, TAaHIJIMEB CUMIIATUYECKOI WJIM MapacuMMNaTU4eCKO
HepBHOM cucTeMbl. [TokazaHo, 4yTo B ocHOBe pa3Butus 70—80 %
cllydyaeB MmaparaHriaivoM M (heoXpoOMOLIMTOM JieXaT CUHAPOMBI
HacCJeACTBEHHOI MPeApacIioNOKEHHOCTH K OIyXOJISIM, aCCOLIM-
WpoBaHHBIE ¢ MyTauusMu TeHoB SDHx, VHL, RET, NFI. Xu-
pyprudeckoe JieUeHHe SIBIISICTCST «30JIOTBIM CTaHOAPTOM» Tepa-
MUU NaparaHrjanuoM U GeoXxpoMOLIUTOM.

Iean u 3ama4m — MU3Yy4YUTb KIMHUYECKUE U MOJEKYJISIPHO-
TeHETUYECKNEe OCOOCHHOCTH MAllMEHTOB C TaparaHTIHOMaMu
1 HeoXpOMOIIMTOMAMH, TIOJTyYaBIINX JICUCHNE MIM KOHCYJIBTa-
TUBHYIO TTomMonIb Ha 6aze HMUL AT'OUN nm. Imutpus Pora-
YyeBa.

Marepuaisl 4 MeToabl. B nccienoBaHue BKIIOYEHBI 14 ma-
LIMEHTOB C MaparaHrimoMaMyd U (eoXpoMOLUTOMAMU, I10-
JlydaBIIMX JiedeHHe (7 = 11) WJIM KOHCYJBTaTUBHYIO ITOMOIIIb
(n = 3) B HMUL AT'OU um. Imutpus PoraueBa 3a mepuon
2012—-2021 rr.

PesynpraThl. Meauana Bo3pacTa ITallMEHTOB COCTaBMJIA
10,2 (pas3opoc 4,5—17,2) rona. U3 14 mauuentoB y 10 (71,4 %)
IMarHOCTUPOBaHa IaparaHrivoma, v 4 (28,6 %) — deoxpomo-
muroMa. Y 7 (50 %) marmeHTOB B fe0i0Te 3a001€BaHUST OTMEUE-
Ha apTepuayibHas ruriepTeHsus. [laparanrivoma B 50 % (5/10)
clydaeB JIOKaJIM30Bajach B 3a0pIOIIMHHOM ITPOCTPAHCTBE,
B 30 % (3/10) — B o6mactu weu, B 20 % (2/10) — MoueBOro my-
3bIps1. [1aTOreHHBII BapyuaHT B reHaX, aCCOIMUPOBAHHBIX C pa3-
BUTUEM TaparaHIrJMOMbl/(GeoXpOMOIIUTOMBI, ObLT OOHApYXKeH
y 12/14 (85,7 %) nmauumentoB: SDHB — 9/12 (75 %), SDHD —
2/12 (16,7 %), VHL — 1/12 (8,3 %). B 1 caydae BbISIBJICH rep-
MUHaJbHBIN BapuaHT B reHe KIFIB, y 1 nalueHTa naToreHHble
repMUHaJIbHbIE BapMaHTbl He WACHTUGMUIUPOBaHBL. Y 3/12
(25 %) naueHTOB OTMEYEHBI TOKa3aHHbIE CJIyYar Pa3BUTHSI I1a-
paraHrjnoMsbl/(peoxpoMoIuToMbl B ceMbe, ¥ 2/12 (16,7 %) or-
MEUYEHO HOCUTEJIbCTBO IMATOI€HHBIX FepMUHAJIBHBIX BApUAHTOB
y poaMTesieit 6e3 pa3BUTHUS ITaparaHIJIMOMbI/(heOXPOMOLIUTOMBI.
B 3/5 cayvasix otMeuanach MmyTauus B rene SDHB, B 1/5 — BreHe
VHL, B 1/5 ciydyae — B reHe SDHD. Ha MOMEHT MOCTaHOBKU
nuartosa y 2/14 (14 %) mauyeHTOB BBISIBJIEHBI CUHXPOHHBIC
onyxoiau (maparaHrivoma, n = 1; deoxpomouutoma, n = 1):
OwtaTtepajibHOE TOpaXkKeHWe HaAINOYEUHUKOB (PEOXpOMOIUTO-
Moit npu cuHapoMe ¢oH Iunmnens—JIunmay (Mytamusi B reHe
VHL) 1 CMHXpOHHbIE MaparaHTJIMOMBI IIeu Ha (hOHE TepMUHATb-
Ho# MyTauuu B reHe SDHD. Xupyprudeckoe JieueHue B 00beMe
pesexkunu RO/R1 nmpoBeneHo Bo Bcex ciydasx. Mopdosoruye-
cKasl cucTeMa OLIEHKHM 3710KaueCTBeHHOCTM Io iikajie GAPP
ucnonb3zoBasiachk y 10/14 mamueHTos: B 8/10 ciyyasx uMenau Me-
CTO YMepeHHO-IudhepeHIIMPOBaHHbIe OIMyXoJu (3—6 6ajlioB),

PA3AEN III

B 2/10 — BeIcOKOmUbdepeHmpoBaHHbIe omyxou (0—2 6aa).
V 5/14 (35,7 %) manmeHTOB OTMEUEHO pa3BUTHE HeOJIAronpu-
SITHBIX COOBITUIA: JIOKAJIbHbBIM/JTOKOPETMOHATBHBI pELUINB
(n=3), MeTacTaTUYECKHU1 peluauB (n = 1), KOMOMHUPOBAHHBI
peunauB (n = 1). B 4/5 (80 %) caydasix HOBblE COOBITUSI OTME-
YyaJuCh y MAaUMEHTOB ¢ MyTauueii B reHe SDH B, BKilioyas meta-
CTaTMYECKWii 1 KOMOMHUPOBaHHBIN peuunusbl, B 1/5 (20 %)
ciydae ¢ MyTalueit B reHe VHL, B TO BpeMsi, KOraa MauueHThl,
He MMeEIOoIKe MaTOreHHbIX BAPUAHTOB B IeHaX, aCCOLIMUPOBAH-
HBIX C Pa3BUTHEM MaparaHrJInoMbl/(peoXpoMOIIMTOMBI, Heb1a-
TONMPUITHBIE COOBITHSI HE pa3BUBaIMCh. MeauaHa BpeMEHHU 10
cobbiTust — 18,4 (pazdpoc 3,7—29,9) mec. C yueToM arpecCuBHO-
ro TeueHus 3aboyieBaHms 2/ 14 manyeHTa moayJdail CUCTEMHYIO
Teparnuio TeMO30JOMUIOM, | OOJbHOMY TIpOBEAEHA Teparus
131]-meTaiton6ensunryanuanaom (MUBT) B cBsA3M ¢ HammuneM
MMUBI-NO3UTHBHBIX 04aroB B KOCTSIX ckeneta. OB B maHHOI
koropre coctaBuia 100 % ¢ MenraHo TUTETLHOCTH HA0JIIOIe-
Hus 12,9 (pa3dpoc 0,5—93,4) mec.

BoiBoapl. [TaparaHrimoMsl U (DEOXpOMOIIMTOMBI — PEIKUe
HOBOOOpa30BaHUsI AETCKOTO BO3pacTa, TpeOylollue o0si3aTesb-
HOTO MEIMKO-TEHETUIECKOTO KOHCYJIBTUPOBAHUS JIJIST BHISIBIIC-
HUS CUHIPOMOB TIPEAPACTIONOKEHHOCTH K onyxoyu. Bee mau-
€HTBI C MAaTOTeHHBIMU TePMUHATBHBIMU BapMaHTaMU B T€Hax,
ACCOLIMMPOBAHHBIX C TMaparaHmiMoMaMu U (heoXxpoMOoLMTOMa-
MU, TPeOYIOT MOXKU3HEHHOTO JUHAMUYECKOTO HAOTIOACHUS.
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Paspen IV

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

Tesuc Ne 53

AnbBeonapHaa pabaomuocapkoma y pebenxa
¢ cusapomom LumMMenbneHHUHra-
Meiepwmeina-Mumca: onucaHue

KNUHUYecKoro cnyyas u 063op numepamypbl

N.B. Be3bas3prunas, B.A. Illymakoa, M.b. benoryposa
T'BY3 «Canxkm-Ilemepoypeckuil KAuHU4eCKUll HAY4HO-NPAKIMUYECKULL
YeHmp CReyuaIu3upo8aHHbxX 6U008 MeOUYUHCKOU NOMOUWU
(oHKON0CUMECKULL)»

AkryamsHocTh. Cunmpom  [HummensnennuHra—®eiiep-
mreiiHa—Mumca (CII®M) mpencraBisier co0oil  penkuii
HEHPOKOXHBIA CUHIPOM, XapaKTePUIYIOIIUICS COYETAHUEM
KPYITHOTO JIMHEMHOTO HEBYCA CAJIbHBIX XeJIe3, SMWICTICUU U 3a-
JEPXKKU HEWPONCUXUUYECKOTO PA3BUTHUS, TaKXE COMPOBOXKIA-
eTcd TOpaXXeHWEeM OPraHOB 3PEHUS, CEPIEeYHO-COCYAUCTOMH,
MOYEIOJOBOM, OMOPHO-IABUTATEIbHONW CUCTEM U Pa3BUTHUEM
3HO, takux Kak 06a3ajbHOKJIETOUYHAasl KaplMHOMa, MeJaHOoMa,
padbgomuocapkoma (PMC), nedpobracroma. CUHAPOM CBSI-
3aH C ayTOCOMHOW-AOMUHAHTHOUN MyTanueii B reHax HRAS vnu
KRAS, xoTopasi coxpaHseTcs MpU COMaTUYECKOM MO3aUlU3ME.
HecMoTpst Ha peIKOCTh, JaHHBIE CITy4yan MPEACTABISIOT OCOObINA
WHTEPEC U MPoOJIeMy B IMarHOCTUKE, AAIbHENIIIEeH TAKTUKE Be-
JIEHUS MallMEeHTOB.

IMemm u 3amaum — Ha OCHOBAHWUM OIMMCAHMST KIMHUYECKOTO
ciydast pa3Butusl anbBeossspHoii PMC y pebenka ¢ CILIOM
1 0030pa TUTEepPaTyPhl COOOIIUTh O KITMHUICCKUX ITPOSIBJICHUSIX
MAHHOTO 3a00JIeBaHUS, STUOIATOTCHETHICCKIUX OCOOCHHOCTSIX
¥ BO3MOXHBIX OCJIOXKHEHUSIX, BKJIIOYAsT pa3BUTHE HOBOOOPA30-
BaHUM.

Marepuaisl 1 Meroabl. OmnucaHue KIMHMYECKOTO cClyvast
passutus anbBeossipHoit PMC y pebenka ¢ CLLIDM.

Pesynsratel. Maavuux H., 1 200 6 mecayes. Denomun navyu-
enma ¢ CIIIOM npedcmasnen uzmeHeHuem KOICHbIX NOKPOBOE NO
muny oasuleK meaecHo2o U memMHO-menecHo20 Ueema, yuiHvle paKo-
BUHBI HUZKO NOCAJICEHbL, HENPONOPUUOHANbHO YeeauueHbl. Ommeua-
emcsi nepekoc auua 6 1eyio cmopory. CanbHo-iceNe3ucmole Hegycol
3AHUMAIOM OOABULYIO YACMb KOJNCHBIX NOKPOBOE 20/108bl, MYA0GU-
Wa, KOHeHHOCmeil, HeMHO20 GbICIYNalom Had Kojcei. B obaacmu
8010CUCMOTL YaCMU 20408blL Hegycbl 0bpaszyiom 4 yuacmia be3 npu-
3HaKoe pocma eonoc. Ha mynosuuwe negycol 10Ka1U308ambl creea,
YeMKO 0ePaHU1eHbl CPeOUHHOU AUHUEl Mead U PaAcnoAdearmes no
aunuam brawro. Tunonaazus moluiy 6prOWHOL cmeHKy 6 obaacmu
KOXMCHbIX uU3MeHeHuil. M3 opmoneduueckux npobaem: ceubamenv-
Has KOHMPAKmypa ne6020 maszodedpeHH020 U KOAeHHO20 cycma-
606. Heeponoeuueckas kapmuna npedcmasiena mMyabmughoxKans-
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HbIMU CUMAMOMAMU 8bINAOCHUS (YHKUUU KOPbl 20108H020 MO32d
(epybas 3adepicka NCUXOMOMOPHOZ0 DPA3GUMUS, UEHMPAAbHbLU
mempanapes ¢ aKyeHmom 6 Ae6oll HUJCHel KOHeYHOCMU, NCe600-
OYAbOAPHDI CUHOPOM) U AHAMHECMUYECKU CUMNMOMAMU pa3opa-
JCEHUST KOPbL 20106HO20 MO32a 0e3 N0KAAUZAUUOHHBIX NPUSHAKOS
(cepuiinble snusenmuyecKue NPUCMYNbL N0 MUNY UHPAHMUAIbHBIX
cnasmos). B éospacme 6 mecsayeé 60 epems nAaHO80L ONepayull no
10800y KpUnmopxusma o0HapyjiceHo 00pa308anue Maekux mKaueil
naxoeoii obaacmu, evinoanera ouoncus. CoenacHo 1abopamopHo-
UHCIMPYMEHMANLHBIM OAHHBIM U 2UCOA0UHECKOMY UCCACO08AHUID
¥ nayuenma anveeoaspuas PMC naxoeoii oonacmu ¢ memacmasa-
mu 6 peeuonapusie J1Y (FOXO1—), IRS III cmenenu, epynna 6oi-
cokoeo pucka. I[lpogedena KOMOUHUPOGAHHAS Mepanus, Co21ac-
HO KauHuveckum pexomendayusm 2020 e., be3 modugukayuu 003
yumocmamukoe. Hecmomps na msxiceavlii comamuueckuii cmamyc
nayuerma, Ha (hore AeueHUs He OMMeUan0Ch Hu 00HO20 CAYHAs 3HA-
YUMOU YUMONeHuU, 00HOKPAMHO Nompedosaics Kypc anmubaxme-
PUANbHOLL mepanuu no n08oody HYMPUOONbHUUHOU CPedHed0.1e80ll
npasocmoporHell nHeeMoHulU (nayuenm Hocumenw P. aeruginosa).
B Hacmoswuii momenm pebeHoK Haxo0umcs: @ pemuccul no OHKO0A0-
euuecKomy 3a004e6anur, NOAYHAe NOOOEPICUBAIOULYI) MeEPANUH).
Monexyaspro-eenemuueckoe uccae0o6anue MKaHu Hegyca, Onyxo-
au u kposu — mymauuss HRAS c37G>C p.(Gly 13Arg)p.(G13R).

BoiBoapl. [leTy ¢ JaHHBIM CUHAPOMOM TPEOYIOT IMPUCTATBLHO-
ro HaOJIIOAEHUS B CBS3U C PUCKOM Pa3BUTHUS omyxoJiei. Takxke
BaKeH MYJIBTUAVMCIUTUIMHAPHBIN ITOIXOM B BEACHUHM TaKMX IMa-
LIMEHTOB C OOJIBIITNM 00BEMOM COMYTCTBYIOIIEH MAaTOJIOTHH.

Teuc Ne 73

NpomexRymoynble pe3ynbmambsl mepanuu
nemeii ¢ numdomoil XoAmKuHA
no npomoxony HUH A0ur
®r6Y <HMHL onkonoruu um. H.H. Bnoxuua»
Mun3ppasa Poccuu J1X-2020

E.C. Bengena, H.A. Barmanosa, T.T. Banues

DI'BY «HMHUI] onkonoeuu um. H.H. broxuna»
Munsdpasa Poccuu, Mockea

AKTyaJabHOCTB. JIX sIB/ISIETCS OOHUM M3 HauboJjiee YCIEeIIHO
MOAAIOIIUXCS JIEUSHUIO OHKOJOTMUeCKMX 3a0oseBaHuit. CTaH-
naptHas XT B komOuHauuu ¢ JIT mpuBoauT K cToliKou Ge3pe-
uuauBHOR BbkMBaemocTu (BPB) mpumMepno B 80 % ciyuyaes
pacnpoctpaHeHHoil JIX. TToaTomy MHTEHCHBHAs MHIYKIMOH-
Hasl Tepanus ¢ BO3MOXHOM ITOCJEIYIOIIEN OeaCKaIallMe mpu
pacmpoCTpaHEHHbBIX CTaausSIX 3a00JeBaHUs SIBJISICTCSI aKTyaslb-
HOI B HACTOSIILIEE BPEMS.

PA3AEN IV
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Ieau n 3agaum — TMPeACTaBUTH TpeABAPUTEIbHbBIE PE3YJib-
Tatbl [19T/KT-opueHTUpOBaHHOTO MPOTOKOJIA JIEUEHUS AeTei
c JIX.

Marepuanst u Metoasl. B mpotokon HWUM OOul JIX-2020
¢ ¢espanst 2020 . mo okTsa6pb 2022 . ObUIM BKJIIOUEHBI 59 ma-
IIMEHTOB C BIEpBbIE MUMarHocTupoBaHHOU JIX B Bo3pacTe OT
3,7 rona no 17 net. [19ThaecdaT maleHTOB MOJHOCThIO 3aKOHY U -
nu stedenue. CooTHoleHue 1o moiy cocrasmwio 1,08:1 (26 ne-
Bouek U 24 Manpunka). CUMITOMBI MHTOKCUKAILIMU OTMEUYATTUCh
y 60 % 6oabHBIX. Y 41 (82 %) naneHTa ObUIM IMATHOCTUPOBAHDI
pacmpocTpaHeHHBIe cTanny 3aboneBanust — [Ib/I11 u IV (cpemo-
CTEHHas Macca OoImyxoyu > 1/3 rmorepeyHoro AuamMmeTpa rpyIHOn
KJIETKY W/WJIM pa3Mep OIyXoJieBoro KoHromepara JIY > 10 cm,
W/WJN OTIyXO0JIEBOE TIOpaxkeHUe 10 00e CTOPOHBI Auadparmbi).
Bce manmeHTBI ¢ pacrpoCTpaHEHHBIMU CTaaUSIMU TTOYYUITN
WHIYKIIMIO PEMUCCHUU, KOTOpast COCTOsIIa U3 IBYX 14-THEBHBIX
KypcoB 1o cxeme escBEACOPD (6Gmeomuitun 10 ME/m? —
neHb 8, aTono3ua 200 Mr/m? — qau 1—3, 1okcopyOuLvH 35 Mr/m? —
neHb 1, imukinodocdan 1200 Mr/M?—1eHb |, BAHKPUCTUH 2 MT/M? —
JeHb 8, makap6a3uH 375 Mr/m? — ieHb 1, mpenHn3010H 20 Mr/m? —
nuu 1—14). ITocne 2 KypcoB mpoBoauach olieHKa 3 dekra Te-
parmu 1o gaHubM [1OT/KT: nmonnsiit addexr (CR) DC1 — 3,
yacTuuHbll 2ddekT (PRI — cokpallleHue omyxoyieBoil MaccChl
6osee 70 %) DCI1 — 3; yactuunsiii 3pdext (PR2 — cokpaiieHue
omyxosieBoii Mmaccel MeHee 70 %) DC4 — 5. Tepanus KoHcouaa-
i y 6oabHBIX ¢ CR n PR1 Brimouana 4 mukia COPP/ABV 6e3
JIT ¢ mpoBeaenuem IOT/KT nocie 4 u 6 KypcoB KOHCOIUIA-
muu. ITauueHtsl ¢ PR2 nocie 2 KypcoB MoJyduian KOHCOIUIa-
LU0, COCTOSBIIYIO U3 4 NOMOTHUTENBbHBIX KypcoB eScBEACOPD
u JIT Ha obnacTe nepBuYyHOro nopaxeHus. LllecTs UMKIIOB
escBEACOPD motpe6oBasioch mnpoBectd 6/41 marmeHTaM.
BonbHbie ¢ TokaabHbIMK cTanusmMu — 9 (18 %) — nonyyanu Te-
parnuio B 3aBucuMocTu ot ctaauu. [Ipu I ctannu mpoBoanIoch
2 xypca o cxeme DBVE (6aeomunma 10 ME/mM? — anm 1, 15,
srono3un 100 mr/m> — aHU 1-5, mOKcopyOUUMH 25 Mr/mM>—
aHu 1, 15, BUHKpUCTUH 2 Mr/mM? — nHu 1, 15) u JIT B cymmapHoii
ouaroBoii go3e (COJl) 26 Ip npu HeratuBHOM pesyibsrate [1DT.
ITpu cranuu I1a GobHBIE MOTyYanu 2 Kypca UHAYKIUU U 2 Kyp-
ca koHconuaanuu no cxeme DBVE. KoHTposb mpoBoausics mno
II9T nocne 2-ro u 4-ro KypcoB. [Ipu paHHEM MOJHOM OTBETE
(ITO) mocne 2-ro kypca JIT He mpoBonwiack, npu YO JIT npo-
Bomwin B COJI 26 Ip.

Pesyabratel. Ilocne okoHyaHusi mporpaMmsl jedeHus [1P
6buTa focTUTHYTa y 99 % mauueHToB. Y 1 pebeHka 3adpukcupo-
BaH paHHUI pELUIUB, y 2 MAIMEHTOB OTMEUYEHO pedpakTepHOe
TeueHue 3a0o0sieBaHUsI, TTOTPEOOBABIIEe MPOBEACHUST Tepanuu
2-i TMHUY C BKJIIOUEHUEM OpeHTyKcrumaba BeIOTHHA C Tociie-
aytoueii ayto-TTCK. BPB y mauueHToB ¢ pacpocTpaHeHHbIMU
cragusiMu coctaBuia 86,4 = 7,5 %, BCB — 86,4 = 7,5 %, OB —
100 %, cpenHee Bpemst HabmoneHust — 8,7 + 1,04 mec. B rpymme
MaIMEHTORB C JIOKAJIbHBIMU CTAIUSIMU COOBITHIA HE 3a(hUKCUPO-
BaHO.

BoiBoapl. [TomyueHHBIE pe3yabTaThl MTO3BOJISIIOT TIPOBOIUTH
JIeacKaaupyroulyo Tepanuio npu JIX B cllyyae IOCTUXKEHUS
paHHETO ITOJIHOTO MPOTUBOOMYX0JeBoro 3¢ dexra. HacTosiee
HCClIeI0BaHNe OyIeT IIPOI0JIKEHO.

PA3QAEN IV

Tesuc Ne 70

Hcnonb3oBaHue BaKWUHHOrO hpenapama
Ha 0CHOBE HOBOr0 UMMYHONOrU4YeCcKoro
aAbloBaHma y nauyueima ¢ gutpgysuoil
CpefuHHoll rMuanbHoil oNyXonbio
¢ Mymauueiu H3K27M

K.M. Bopokmmnosa, C.A. Kynesa, 1.A. banayesa,
A.C. AprembeBa, T.JI. Hexaesa, A.B. Hosuk, E.A. Edpemona,
9.1. I'ymoarosa, E.M. Cenuypos, P.I1. Xa6aposa,
E.A. Muxaiinosa, E.A. IIpoceknna
OI'BY «HMHUI] onkonoeuu um. H.H. ITemposa» Munzdpasa Poccuu,
Cankm-Ilemepbype

AktyanbHOCTb. [10MCK UIMMYHOJIOTMYECKUX MUILIEHEH B COB-
PEMEHHOI OHKOJIOTMM ITOKa3ajl BBICOKYIO 3kcmpeccuio GD2-
aHTUTEHA B psIIe OITyXoJieil: MeaaHoma, HbB, rmanbpHBIC oImy-
X0Ji1, ocTeoreHHas capkoma, CIO u ap. [lauueHTsl ¢ rIMoMoit
BBICOKOM CTEIIEHU 3JI0KAYeCTBEHHOCTH TSIKEJIO MOIIAIOTCS Jie-
YEHMIO, Y MHOTUX Pa3BUBAIOTCSI PELIMAMBEI 3a00JIeBaHKS TTOCIIE
MPOBEICHUSI CTAHAAPTHOM Tepamuu (OrepaTUBHOE JiedeHUue +
XUMHUOJTydeBast Teparust). st aToil KaTeropyuy MalieHToOB He-
00X0IMMO BHEIpEHME HOBBIX ITOIXOI0B K Tepariy, B TOM YKCIIe
¥ MPUMEHEHNE UMMYHOTEParieBTUYECCKUX METOIOB JICUCHHUSI.

e m 3agaum — onucaHWe KIMHUYECKOTO ciydast Mc-
TOJIb30BaHUS JNEHAPUTHOKJIETOUHONM BaKIIMHBI, CO3IaHHON Ha
OCHOBE HOBOTO MMMYHOJIOTMYECKOTO aIblOBaHTa y MallMeHTa
C TJIMOMO# BBICOKOM CTETIEHN 37T0KAaYeCTBEHHOCTH MMHEaATbHOM
obsacTu.

Marepuansl u Metoabl. IHayuenm, 10 nem, b6oaen ¢ dekabps
2021 e., koeda nossuauch xcaiobvl Ha 204108HYIO 004b, PEOMY.
Ilo mecmy scumenvcmea oOvira evinosnena MPT eonoenoeo mo3-
2a: BbuisI6AeHO 00pA308aHUe CPEOUHHBIX CIMPYKMYP 20A106H020 MO3-
ea pasmepamu 44 x 40 x 41 mm. Pebenox eocnumaiu3uposau
6 Heillpoxupypeuueckoe omoenenue HMUIL] um. B.A. Aamazosa,
20e GblNOAHEHO onepamueHoe JedeHue 8 obveme CcyOmomanbHOO
yoaneuus onyxoau. Ilpu nepecmompe nocieonepayuoHHo2o mame-
puana e HMUI] onxonoeuu um. H. H. [lemposa evicmasnen 0uacnos:
2AUOMA 8bICOKOILI cmeneHU 310Kauecmeennocmu (grade 1V) ¢ myma-
yueit H3K27M. B coomeemcmeuu ¢ noay4eHHbIMU pe3yibmamamu
navuuenmy oviaa Hawama xumuoayueeas mepanusi 6 CON 60 Ip ¢ na-
pannenvhsim npuemom memoszonomuda. Ilocne 3agepuierus 0aHHo020
amana nevenus 6bl10 peuleHo UHMEHCUPUUUPOBAMb NOOOePICUBA-
rouwyito XT dobasrenuem axmuenoii UT na ochose aymonocuttblx
KOMNOHEHMO08 KPo8U ¢ UMMYHOA02UYeCKUM adsroeanmom. B kaue-
cmee adsiosanma Obiaa UCNOAb308AHA Kyabmypa Kiemok ¢ 96 %
axcnpeccueil GD2-aumueena. Ilayuenmy na gone noddepicusaio-
weit XT nposedeno 7 kypcoe UT dendpumHokiemouHotl 6aKUUHOU.

Pesynbratel. Ouenka XumuoumMmyHomepanuu nposoousacsy
6 3 HanpasreHusX: aHaAu3 06e30NACHOCMU, KAUHUMECKOU U UMMY-
Honoeuueckoi spgexmusnocmu. Tepanus xopouio nepeHoCuaacs
NAYUEHMOM, OCAONCHEHUN 8 8U0e HeNCeNaMeNbHbIX U CePbe3HbIX
HedcenramenvHuiX peakuuil He ommeueno. Ha npomscenuu 7 mec
y pebenka coxpausemcs cmadbuau3ayus OCHOBHO20 NPoyeccd 8 nu-
HeanvHoli oonacmu. Ilpu ouenke uMMyHOA02UMECK020 cMamycd na-
yueHma 6 OUHAMUKE OMMe4aemcs NOAONCUMENbHAS MeHOCHUUs
6 6ude yseauueHUs KOAUUecmed AKMUBUPOSAHHbIX UUMOMOKCU-
veckux T-aumgpouumos (CD3*CDE"HLA-DR*) u T-xeanepos
(CD3*CD4*). Ilpu anaauze eunepuyscmeumenbHOCmMu 3amMe0neH-

~ 34 ~



11l o6bvepuneHnblii Kourpecc HOAIO u POAO

Hoeo muna Ha 24 u 48 u y nayuenma yice nocae 3 egedenuii om-
MeueHbl UBMEHEeHUsl 34 CHem YCUAeHUS NPOOYKUUU MOHOKUHOE C NO-
AUMOOANBHOU HANPABACHHOCIbIO OeliCMBUsL U YCUACHUS UMMYHHO20
omeema.

BoiBoapl. PazpaboTka HOBEIX METOIOB TepaIliy MAaIllIeHTOB
C TJIMOMOM BBICOKOI CTETICHM 3JI0KaYEeCTBEHHOCTH C TIPUMEHE-
HueM aktuBHOUM MT Ha OCHOBE ayTOJIOTMYHBIX KOMIIOHCHTOB
KPOBH C MMMYHOJIOTMIECKNUM aabIOBAaHTOM KJICTOUHOM KYJIb-
Typoii co cBepxakcmnpeccueit GD2 maer HOBbIe MEPCIEKTH-
BBI B cTpaTernu jiedeHMH. OIHAKO 3TOT HOBBI METOH TpeOyeT
ampoOaluy Ha 00JIbllIeM Yucsie MalueHTOB.

Te3uc No 77

PethpakmepHoe meyeHue ocmporo
B-knemoyxoro numcgobnacmuoro neiiko3a

Yy pe6enKa paHHero so3pacma

A.B. Bypayukas', H.B. CaseaneBa', 10.B. Bpucun',

AWM. Kpasuenko?, C.M. Borauesa', I.C. Cemenon'
I@I'BOY BO «Kybanckuii eocyoapcmeenHblil MeOUYUHCKUL YHUGePCUMem»
Mumn3zopasa Poccuu, Kpacrodap;
2I'bY3 «llemckas kpaesas Kaunu1eckas 60AbHULA»
Munszdpasa Kpacnodapckoeo kpas, Kpacrnodap

AKTyaabsHOCTB. JIeueHue B-knerounoro OJIJI, cornacHo npo-
TokoaM, mpoBonuTcs crangaptHoi [1XT. Ho u3-3a 3HaunTtenb-
Horo Tokcudeckoro adekra [TXT u/mim HeBO3MOXKHOCTH [10-
CTUYb PEMUCCHU B MOCJIEIHEE BPeMsl B JICdCHUM ITPUMEHSIETCSI
TapreTHas Tepanus oamHatymoMadboM. OH mpeacTaBlisieT co0oii
MA, KOTOpoe CeJIeKTUBHO CBsI3bIBaeTCs ¢ aHTureHoM CD19 (Ha
noBepxHocTU B-kietok) um antureHom CD3 (Ha moBepXHOCTU
T-knerok).

Ienu ¥ 3a1a41 — TIPEICTABUTD CJIOXKHBIN KIMHUYECKUIA CITy-
yaii B-kierounoro OJIJI y pebeHka paHHEro Bo3pacTa.

Marepuaisl U MeToAbl. [Ipogeden pempocnekmueHbulil aHa-
AU3 AHAMHECMUYecKUx ceedeHull, meuyeHus 3aboseeanus, nabo-
DPAMOPHBIX OQHHBIX, A MAKICe NPOBOOUMOL mepanuu nayueHma
(manvuuxa) 2020 eoda poyxcdenus, Komopblii HAOAOAemcss ¢ Mas
2022 2. 6 omoenernuu ouxonoeuu u eemamonoeuu ¢ XT IT'BY3 JIKKFH
Mun3zdpasa Kpacrnooapckoeo kpas.

Pesynbratel. Pebenok 6oaen 6 meuenue 6 mec. B debrome 3a-
001€8aHUsI CUHOPOM UHMOKCUKAUUU, KOJNCHO-2eMOppacU4ecKuil
CUHOpOM, 2enamocnieHome2anus, 08YCMOPOHHsS NHeBMOHUSL, NAH-
yumonenus. B mae 2022 2. docmaesnen 6 omoenenue ¢ 0UacHo30Mm:
debrom eemobracmosa. Juaenocmuueckas NyHKYUs ¢ Mamepualom
KM, 6 mom uucae c omnpaskoii é pegpeperc-nrabopamopuro OI'BY
«HMHUI] JTOH um. Amumpus Poeauesa» Mun3zopasa Poccuu
nokazana Hedupgepenyuposannvie oaracmuvie kaemku 91,2 %.
Mopgoyumoxumuueckoe uccaedosanue 6 NOAb3Y AUMPOUOHOU NPU -
poobi. Ummynopernomun baacmuvixxaemok:CD19*CD22cyt " CD 10"
CD20"CD34*CD58*CD38*CD99"CD79a*MPO-TdT-CD45"~.
Cmandapmuoe Kapuomunuposanue — unepuaoUOHbli MUn ¢ mo-
danvHbim uucaom xpomocom 52—53, memodom FISH nepecmpoex
eena MLL ne obnapyxceno. Ilpu uccredoéanuu memodom FISH
cmpamugpuyupyrowux mpaucaokayuii: t(12;21), 1(9;22) ne obnapy-
aceno. Boicmaenen duaenos: O/, ummynosapuanm B-11, [THC I,
06e3 cmpamuguyupyouux mpaHcaoKkayuil, nepaslii 0Cmpbulil nepu-
00, mepanesemuyeckas epynna B. Cmapm un0yKyuoHHoi mepanuu
(coenacno ¢hedepanvhvim KAUHUMECKUM DPEKOMEHOAUUIM) HAYam
uepe3 I Hed nocae nocmynaenus: (Oekcamemason, OHKACNAp, UH-
Kpucmun, oaynopyouuun). Ilepeas KAUHUKO-eeMamonocu4ecKas
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MOBbB-necamuenas pemuccus OocmuecHyma Auuib 4epe3 4 mec.
Ilepuod undyKuuoHHOU mepanuu OCAOICHAACA MUEAOCYNpeccUell,
aepanynroyumozom, OH, 3Hmepoxosumom cmeulanHol smuosoeuu
€ 8bICEBOM NAMOCCHHOU (PA0PbL (6AHKOMULUH-DE3UCMEeHMHbLI SHINe-
Ppokokk, nanpesucmeumuas Klebsiella pneumonia), neiimponenu-
YeCKUM Cencucom CMeuanHo2o eeHe3a, peaKkmueHblM 2enamumon,
PEeaKmugHbIM NAHKPeamumom, UHMOKCUKAUUOHHOU KapOouomuo-
namueil, NOAUCUHYCUMOM, 08YCMOPOHHell NHeBMOHUell, MOPUHHOIL
Koaeynonamueii. Boipasxcennvie naysot 6 nposedenuu npoepammuoll
TIXT. B konuye aseycma nawama xoucoaudayus I coenacrno npomo-
Koay. B meuenue 2—3 ned 6H06b nossuUAUCS UHGEKUUOHHBIE 0CA0MIC-
HeHus (nancunycum, sumepokoaum). Ilaysa 6 npoeedenuu I1XT.
Ilayuenm 3aouno xoncyasmupoean ¢ PI'BY «HMUI JITTOH um.
Jmumpus Poeaueea» Munzdpaea Poccuu. Pexomendoearo neuenue
OAUHamMyMomMabom 8 Kauecmee KOHCoaudauuoHHo2osmana. Tepanus
Odaunace 4 ned, npenapam 6600UNCS BHYMPUBEHHO 6 003€ 5 MK2/M?
6 Onu 1—7, danee 15 mie/m? 6 onu §—28. Ha ¢pone nevenus co-
cmosiHue pebeHKa YAyHuuI0Ccs, 0Aacmmuble KAemKy 8 AHaAu3e Kposu
u 6 nynkmame KM ne gvisignenst. OcaodicHenuil u aniepeueckKux
peakuull 80 epems ungysuu ve ommeuero. Ilranupyemces danvHeii-
wee HabaroO0eHue.

BoiBoapl. Takum oOpa3oMm, B TaHHOM cllydyae CTaHAapTHas
I[IXT compoBoxnanach MHOXECTBOM IOOOYHBIX 3(hdHEKTOB
MU OCJIOXKHEHUI C BBIHYXKIEHHBIM IIPOBEACHUEM TUTEIbHbBIX
nay3, KOTOpPhIe OTPHIIATEIHbHO BIMSUIA HAa TEUYCHHE OCHOBHOTO
3aboneBaHusl. HazHaueHue OauHaTymMmomMaba MpuUBENO K IMOJIO-
XKUTEJIbHOW TMHAMUKE.

Teuc Ne 25

AnnoreHHas mpaHcnnanmauus
reMono3muyecKkux CMBONOBbLIX KNeMoK
Yy NauyuesmoB ¢ aHannacmuyeckoi

KpynHoknemoyHoil numgomoii

A.H. TI'anmumos, E.E. Jlenuk, A.B. Ko3nos, A.I'. I'eBoprsH,
N.B. Kazaunnes, T.B. IOxra, B.B. Baiikos, A.H. I1Isenos,
N.10. Hukonaes, I1.C. Toakynosa, H.b. Muxaiiiosa,
K.B. Jlenuk, }O.A. ITynanos, A.JI. Kyaarun, JI.C. 3yoapoBckas
HUU JIOTuT um. P.M. Topbauesoii @I'bOY BO [ICII6I'MY
um. akad. U.11. Ilaerosea Munzdpasa Poccuu

AktyaasHocTh. AKKJI, sKkcnipeccupyonias KMHa3y aHaria-
ctuyeckoit muMpomsl (AKJT + AKKIT), — ato penkuii Bug HXJI,
a pedpakrepHoe U peuuauBupyloiiee (P-P) treuenue BcTpeua-
eTca eme pexe (B 25—40 % cnydaeB). CTtaHAapTOB Ji€UYEHMS
P-P AKJI + AKKIJI He pazpaboTtaHo. [To numeromumcs orpaHu-
yeHHBIM JaHHBIM ajio-TI'CK saBnsieTcst 23 heKTUBHOM omnimeit
s tegenns P-P AKJI + AKKJI.

emu u 3amaun — olieHUTH 3 dekTuBHOCTL a1o-TI'CK mpu
P-P AKJI + AKKJI.

Marepuajsi u Mmetoabl. B HU JIOTuT um. P.M. Top6GaueBoii
nposeaeHo 9 anno-TI'CK y mamuentoB ¢ P-P AKJI + AKKIJIL.
Menuana Bo3pacta coctaBuia 24 roma (11 mecsues — 37 yer).
B 8 (89 %) cnyuasx Obul OOBIYHBIA MOPGhOJIOTMYECKUIA THII,
B 1 (11 %) — ructuouurtapHsbiii. [deteit (< 18 net) — 4 (44 %),
B3pocbIX (> 18 teT) — 5 (56 %). MyxkuuH — 6 (67 %), >KeHIIUH —
3 (33 %). dBa (22 %) naimeHTta uMeau pedpakTepHOe TeueHUe
3abosieBaHUs (Iporpeccus B nepBbie 3 Mec Wi otcyTtcTBue TP
Ha ¢oHe Tepanuu 1-ii 1MHUK), ocTaibHble 7 (78 %) — peLu-
nusupytoiiee. Pannuit peunaus (< 12 mec mociie A0CTHXEHUS
PA3QEN IV
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peMUCCHUM) 3aperucTpupoBaH y 4, nmo3aHuit (> 12 mec) — y 3,
JIOKabHBIN (1 aHaToMuYecKast 001acTb) — y 3, CUCTEMHBIN —
y 4 maumenToB. Ilepen amno-TI'CK 6w10 mpoBeneHo oT 3 10
4 (menuaHa — 3) TuHuMi Tepanuu. B kayecTBe 2-1 IMHUU Tepanuu
MPOBOIMIN TIPOTOKOJIEI Ha ocHoBe NHL-BFM (n = 3), NHL-
BFM + kpuzotunu6 (n = 1), GDP (n =2), DHAP (n = 1), meToO-
Tpekcara ¢ BUHOacTMHOM (1 = 1), 6eHaaMyCcTHHA B MOHOPEXH -
Me (n =1). Y 5 mamueHToB nepen ato-TT'CK B anaMHe3e Obl1a
ay1o-TI'CK, y 4 — OpeHTyKCcuMab BeOTUH, y 2 — KPU3OTUHUO,
y 1 — koMOuHanusi OpeHTyKcuMaba BeOTUHA U KPU3OTUHUOA.
Ha momenT amno-TI'CK y 6 yenosek Obuta I1P, y 2 — yactuu-
Hast pemuccust, y 1 — mporpeccust 3aboneBanus. CoBmecTumast
HeponctBeHHast ayio-TI'CK BoimosiHeHa y 6 (67 %) yenoBek,
poacTBeHHas copmectuMast — y 2 (22 %), rariouaeHTUIHasT —
y 1 (11 %). Y 6onpmmHcTBa (2 = §8) MALMEHTOB UCTIOJb30BAIN
HEeMUeI0abIaTUBHBIN PeXUM KOHIMIIMOHWPOBAHUSI B COCTaBe
duynapabuna — 90—150 mr/m? u 6eHmamyctiuHa — 390 mr/m2,
npodunaktuka PTITX — mocTTpaHCIUTAaHTAMOHHBINA LHUKJIIO-
dochamun (ITTLHD) u uHrMOMTOPHI KaJblIMHEBpUHA; Y 1 ma-
LIMEeHTA PeXUM KOHAMIIMOHUPOBAHMS BKIIoYal diaynapaduH —
150 mr/m?, Mendanan — 140 mr/m?, npodunaktuka PTIIX —
LIMKJIOCITIOPUH A, METOTPEKCAT.

Pesyabratsl. [TsatunetHsss OB u BbKuBaeMocTh 6€3 rporpec-
cupoBanusi (BBIT) mocie amto-TI'CK cocrasuiu 85 % (95 %
IO 33-98) u 60 % (95 % AN 19—85) coorBeTCTBEHHO. 2KMBDBI
8 u3 9 mauueHToB Npu MeauaHe HabmoaeHus 59 (3—108) mec.
VY 3 13 9 nauueHTOB pa3Buiicsd peuuaus (MeauaHa 8 (6—17) mec).
¥V 2 nauueHToB ObL1a JOCTUTHYTA TOBTOPHAsI peMUCCUs (B Tep-
BOM CJIydae Iocjie Ha3HauYeHUs LIEpUTUHUOA, BO BTOPOM — ITOCJIE
yoaneHust ouara, JIT u Ha3Ha9eHUST KpU30TUHMOA), 1 TTOrM6 OT
nporpeccuu 3aboeBanus yepe3 17 mec nocne auio-TT'CK. Bee
6 genoBek, Kotopbie 0butH B 1P mepen amno-TI'CK, ee coxpa-
HSIOT. ¥ 5 13 9 manmeHToB 0TMedaioch pa3puTue octpoir PTITX
I-II crenenu ¢ mopaxkeHueM Koxu, xpoHudeckoit PTIIX He
OBLIO.

Booapl. Amno-TI'CK gaBnstercst a(p(peKTUBHBIM METOIOM
tepanuu P-P AKJI + AKKJI.

Tesuc No 17

Mpeumywecmaa momanbHoro obnyyexus
mena B pexumax KOHAUWUOHUPOBaAHUA
npu annoreHHoll mpancnaaHmayuu
reMono3muyecKux CmaonoBbIX KNEmoK
y Aemeil ¢ ocmpoiM nuMgobnacmupiM

neiKo3om

10.B. Junukuna', ML.A. Pycuna', A.B. Muxaiiios?,
C.N. Jlanaesa', A.}O. Cmupnosa', A.C. Eropos!,
I0.K. Tommna', JI.A. Moprauesa', H.A. Bopoobes?,
H.A. Karaes?, A.B. Kybacos?

'DOIBY «Hayuonanvholii meOuyuHcKuil uccaedo8amenvCKuil yueHmp umeHu

B.A. Aamazosa» Munzdpasa Poccuu, Cankm-Ilemepoype;
2000 <«Jleuebno-oduaznocmuueckuii yenmp Mexcoynapoono2o uncmumyma

obuonoeuueckux cucmem umenu bepesuna Cepeesr», Cankm-Ilemep6ype

AKTyaJlbHOCTh. BKIIIOUeHHE TOTaJbHOTO OOJIyYeHUs Tea
(TOT) B pexxumbl KoHauLMoHUpoBaHus npu amio-TI'CK ne-
MOHCTPUPYET BBICOKYIO a(ppekTBHOCTS y aeteii ¢ OJIJI, omHako
JIMCKYTa0ETbHBIMU OCTAIOTCSl BOIIPOCHI TIPEOIOJICHUS PaHHEH

PA3QAEN IV

U OTHAJIEHHOMW TOKCUYHOCTH, TPYAHOCTHU MaplipyTusaluu mna-
IIMEHTOB.

Iean n 3agauu — oueHka 3(h(GHEKTUBHOCTU, TOKCUYHOCTH,
BoINoJHUMOCTH MeToga TOT B cpaBHEHUU C BBICOKOA03HOM XT
(BAXT) B pexumax KoHAUMLIMOHUpOBaHUS mnepen amno-TTCK
y nereit ¢ OJIJI.

Marepuajbl U1 MeTOIbI. BBITIONIHEH PeTPOCTIEKTUBHBIN aHa-
3 uctopuii 6osnesnu 22 naureHToB ¢ OJIJI rpynimbl BBICOKOTO
pucka, noxyunBinux amto-TTCK ¢ Bkmouenuem TOT (n = 12)
win TonbKo BAXT (rn = 10) B pexxMbl MUEI0a0IaTUBHOTO KOH-
ITUIAOHNPOBaHMS 3a nepuon ¢ uioHsT 2018 . mo mions 2022 .
Ouenensl TI'CK-acconmnpoBaHHasi TOKCUYHOCTb, YacToOTa
M TSKECTh MH(MEKIMOHHBIX ocioxHeHuit, PTIIX, a Takxke 1mo-
kazatesi OB u BCB. PexxuMm KOHIUIIMOHNPOBAHMST OTIPE SIS -
Csl UHIMBUTyaTbHO C Y4eTOM (paKTOPOB prCKa OCHOBHOTO 3200~
JIeBaHUSI, BO3pacTa MaiueHTa, AocTynHoctu texHonoruu TOT.
B kawectBe B/JAXT wncrnonb3oBajlack KOMOWHALIMS TPEOCYJIib-
dana (42 mr/m?)/mendanana (180 mr/m?), Tnorensl (10 Mr/Kr)
u daynapabuna (150 mr/m?). KoMOGMHUPOBaHHOE KOHIMIIU-
oHUpoBaHUe BKIo4Yano (paxkiumonupoBannoe TOT (12 Ip),
tuoteny (10 mr/kr) u diyrapadus (150 mr/m?2). D1am obaydeHUs
nipoBonucs B ycnoBusx JIILL MUBC Ha nuHeitHOM yCKOpUTE-
nie anekTpoHoB Varian Clinac 2100 B pexxumMe poTalluOHHOTO 00-
JydeHus ¢ oobeMHoit moaynsiueit (VMAT). OTHOCUTETbHBIM
OTpaHWYEHUEM JIsl UCTIOIb30BAHUSI METOJA SIBJISIIICST POCT 0O-
nee 160 cM, 4TO TIPEOIOJIeBANIOCH ITyTEM TPOBEICHUS JIeUCHUS
C YMEpPEHHBIM CTUOAHUEM HOT B KOJICHSIX, (DUKCUPYEMBIX TIPU
TOMOIIM BAKYYMHOT'O MarTpaca.

PesyabraTel. MeanaHa Bo3pacTa coctaBuia 8 et (oT 23 Me-
csueB o 17 et 11 MecsitieB), cpeqHuii Bo3pacT — 10 geT. OCHOB-
HbIM auarHo3oM y 17 (77,3 %) nereii 6bL1 B-nuneiinsiii OJL,
v 4 (18,2 %) — T-nmuneinasnic OJIJ, y 1 (4,5 %) — cMmemmanHo-
KJICTOUHBIH Jietiko3 (Mueno + T). MObBb-oTpuniateabHast peMuc-
cus K aTany auto-TI'CK 6bL1a nocturnyra 'y 20 (90 %) nauueH-
ToB. MenmnaHa Bo3pacta Ha MoMeHT TOT cocraBuna 8,5 (5—12)
roga. HecMoTpst Ha OTCYTCTBUE JOCTOBEPHOCTU, HAMM I10JIyde-
HbI pa3inyusl B IMOKA3aTessIX JIETaIbHOCTH, aCCOLIMUPOBAHHOM
¢ awo-TI'CK, mo 100-ro aus (8,3 % u 30 % COOTBETCTBEHHO;
p = 0,151), 2-nerneit OB u BCB (66 *+ 13,6 % u 36 = 16,1 %
cootBeTcTBeHHO; p = 0,122) B rpymmax TOT u BAXT. Cnemy-
€T OTMETUTh TEHIEHILIMIO K CHMXXEHUIO YACTOThl TOKCHYECKUX
peaknuii npu ucronab3oBaHnu TOT-comepxXammx peKMMOB
KOHAMLMOHMPOBaHUSI. MenuaHa HaOMIOAEHUS B IOCTTPAHC-
TUTAHTAIlMOHHOM Tepuoae cocTaBuia 24,2 Mec, TpOSBICHUIA
OTCPOYEHHOI TOKCMYHOCTU He 3a(pUKCUPOBAHO.

BoiBoapl. PexkyiMbl KOHIMIIMOHUPOBAHUS C BKIIOYECHHEM
TOT y maumnenrto ¢ OJIJI rpynribl BEICOKOTO pUCKa IEMOHCTPHY-
DPYIOT YIOBJIETBOPUTEJBHYIO TIEPEHOCUMOCTD, HU3KYIO 4acTOTYy
paHHel 1 OTCPOYEHHO# TOKCUUHOCTH, JIydliire nokazatenn OB
n BCB. BreimonmHumMocTh MeTOona B yCAOBUSX KIMHUK CaHKT-
[TeTepOypra 1mo3BosieT peKOMEHIOBAaTh €ro B KaYeCTBE PYTHH-
HOM TIPAKTUKHU C YYETOM KJIMHUYECKMX MoKa3aHuii. JlanbHeli-
1IMe UCCAeAOBAaHMS HEOOXOMMMBI UTsT OLIEHKU 3 (HEKTUBHOCTU
¥ TOKCMYHOCTU METOJAA IO CPaBHEHMIO C APYTUMU peXruMaMu
KOHIUIIMOHUPOBaHUS.

~ 36 ~
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Tesuc Ne 69

Axruocapkoma y aemeil.

Onbim HMHL ATOH um. AMumpus Poravesa

0.C. 3anapunnasa, H.A. Aunpeesa, M.B. Tenemosa,
J.T. Yramiuepa, T.B. Crpagomckas, H.C. Ipaués,
H.A. Boasmaxkos, /I.IM. Konosanos, A.B. HeuecHiok,
T.B. Illamanckasa, H.B. XKykos, /I.}O. Kauanos
OI'BY «<HMHUI] JITOU um. JIimumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AKTyaJbHOCTb. AHTMOCapKOMa — peaKasi capkKoMa MSTKUX
TKaHeit (CMT) u KocTeii ¢ arpecCUBHBIM TeYeHHUEeM U HebJ1aro-
MPUSITHBIM IIPOTHO30M. B IeTCKOM Bo3pacTe oHa COCTaBJISIET HE
6osee 0,3 % cpenu Bcex CMT. Jliiss aHrMOCAapKOMBI XapaKTep-
Ha TETEPOTEHHOCTh MOJICKYISIPHO-TEHETUUSCKUX W3MEHCHUM
U DKCIIPECCUU UMMYHOOHKOJIOTMYECKUX MAPKEPOB.

Ieam 1 3a7a4u — onMucaHue CJIydyaeB aHTMOCAPKOMBI Y IeTEeH,
noay4yasiuux jedeHue B HMULL ATOU um. JImutpust Porauesa.

MarepuaJjsl 1 MeTOAbl. B ricciienoBaHme BKITIOYEHBI AlIMEeH-
ThbI, TTOJTy4YaBIIve jedyeHue B mepron 2012—2022 rr. [Ipoananusu-
POBaHBI BO3PACT, MOJI MAIlMEHTOB, JJOKAJIM3AIIMsI 1 pacIIpocTpa-
HEHHOCTb OITyXOJIM, BBISIBICHHbIC MOJIEKY/ISIPHO-TEHETUYECKUE
M3MEHEHUsI, JICUeHUE U MCXO/Ibl 3a00JIeBaHUSI.

PesyabraTel. B nccieqoBaHme BKITIOYEHBI 5 OONBHBIX, Cpeau
KOTOPBIX 2 MajiburKa U 3 neBouku (cootHoluenue 0,66:1). Meau-
aHa Bo3pacta — 5,1 roma. OmyxoJib pacrnosarajaach B MITKUX TKa-
HSIX Y 3 ¥ BKOCTSIX Y 2 OOJIbHBIX. Y 4 IMallieHTOB pa3Mephl OITYXOIU
obLM 60s1ee ScM, y 1 — 10 5 cM. Bo Beex cirydasix oTMevasiach MHBa-
31 B OKpYXKarolllre TKaHU. MearaHa pa3MepoB ONyXoJd — 7 ¢M
(pa36poc 4,725 cMm), oobema — 119 cm? (pazdpoc 34—1560 cm?).
MertacTa3oB 3a(pUKCUPOBAHO He OBLIO0, Y 1 6OIEHOTO OTMEYAIOCh
nopaxkeHue perroHanbHbIX JIY. [lepBuuHast pe3eKiusi OmyxXoju
nposeneHa 2 (40 %) nanueHTtam B o6beme R1, octanbHbiM 3 (60 %)
0OJIbHBIM BBITIOJIHEHA Ouorcus. YeTblpeM MauyeHTaM JiedeHue
MPOBOIMIIOCH B COOTBETCTBUM C PEKOMEHAALMSIMU 10 JICUYCHUIO
anrunocapkom rpymnmbsl CWS (kypesl VDC/naknmurakcen), 1 — o
pEeKOMEHAAIMAM UISI HEepaOIOMMOCAPKOMHEIX CapKOM (KypChI
I12VAd/I2VA). OtBer Ha jedyeHue ObuUT 3acduxkcupoBat y 3 (60 %)
MaryeHToB. B KauecTBe 3Tama JIOKATbHOTO KOHTPOJSI MM TIPO-
BeneHa JIT B COJl 50,4 Ip. ITO o1 3acdpukcupoBad y 2 (40 %)
601bHBIX, YO — y 1 (20 %). ¥ 2 naumeHTOB Ha (hOHE JIeYeHMS
oTMedajiach Iiporpeccust 3abosieBanus. OOQHOMY W3 HUX IIPO-
JMOJDKEHA Tepartis KypcaMU TTaKJIMTAKCe I/ KOTaHIuCHO (B CBSI3HN
¢ myranueit B reHe PIC3CA), omHaKO OTBeTa He OBLIO, MAIlCHT
noru6 yepes 6 Mec OT IMOCTaHOBKMU IMarHo3a. Bropomy sieueHue
nponoskeHo 1o cxeme 12VA/I12VAd ¢ nonosHUTEeIbHBIM Ha3Ha-
YeHreM Ma3oIaHuoa, MponpaHosIoaa U MpoBeIeHUEM JJOKaIbHOM
JIT. IMonyuen YO, onHako crycts 19 Mec KoHCTaTUpOBaHa Mpo-
rpeccus. B HacTosIee BpeMsl IIPOBOIUTCS TTPOTUBOPELIMINBHAST
Teparus 1o cxeMe TeMIIMTa0OWH,/IoIeTaKceI W IeMOpoIn3yMao.
Cpeny MalyeHTOB, 3aBEPIIMBINMX BCIO Tepanuio 1-ii JTUHUU
(n=3), y 1 KOHCTaTUPOBAaH CUCTEMHBII peluanB ciycTs 19 mec.
B kavecTBe MPOTUBOPELIMAMBHOI TepaIlMK IIPOBEACHO 6 KYpCOB
reMIMTa0MH/IoLeTaKCce, XUPYpruyeckoe JieueHue B oObeMe
RO-pesexuuu u JIT B COL 50,4 Ip. Ormeuen I10, BTOpOIt Ccu-
CTEMHBI pelMINB KOHCTATHUPOBAH CITYCTS 33 MeC OT ITOCTaAHOB-
K1 nuarHos3a. TakuMm obpa3oM, ¢ MennaHoi HaomogeHns 21 Mec
4 manpeHTa XUBbI, U3 HUX 2 — 0e3 COOBITHS, 2 — pelrarBa 3a00-
JneBaHMs1. OAWH MalMeHT MOTHUO OT IMTPOTrPECCUPOBAHUS.
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BoiBoapl. Hammy manHble MTOATBEPKAAIOT arpecCUBHOE Te-
yeHue aHruocapkomsbl y aeteil. IlpoBegeHue I1XT Ha ocHoBe
MMaKJIUTaKCeNla U JOKCOPYOMIIMHA B COYETAHUU C JIOKAJIbHBIM
KOHTPOJIEM TMO3BOJISIET TOOUTHCS KOHTPOJISI Hajl 3a00jIeBaHUEM
y 4acTu nauueHToB. Heobxonumo ganbpHeiiee u3ydyeHue MoJie-
KyJISIPHO-TCHETUUECKNX XapaKTePUCTUK OITYXOJIU B IIEJSAX I10-
MCKa MUIIEHEN IS TapTeTHOM Tepaliny, a TakKe JaJlbHelIee
n3zydyeHue 3(PpPeKTUBHOCTH MHTMOUTOPOB KOHTPOJBHBIX TOYEK
IIp1 aHTHOCAapKOME.

Te3uc Ne 64

AHanu3 npuyuH no3gHero Hauana nevyexus

Aemeii, 60NbHLIX CONUAHLIMU ONYXONAMU

E.A. UBanoBa, M.IO. IOpuenko, A.B. ITerpnyenko,
K.®. Cagaaes, b.B. Kypmokos, T.A. IIlapoes, H.M. lBanosa
I'bY3 «Hayuno-npaxmuueckuil yeHmp cneyuanu3uposanHoi
Mmeduyurckoi nomouwiu demsam umeru B.D. Boiino-Sceneykoeo
Jlenapmamenma 30pasooxpanenus e. Mockguv»

AkryanpHOCTb. [Ipy mepBuUYHOM oOpailieHMU okojio 15 %
MALUEHTOB C COMUIHBIMU OMYXOJISIMU UMEIOT OTAaJCHHbIE M-
KpoMeracTasbl. HemosiHoe o0ciienoBaHue, HECBOEBPEMEHHOE
obOpallleHHe K Bpayy, CKPbITOE TeUeHUE 3a00JI¢BaHMS IIPUBOIST
K ITO3[Hel BepuUKALIMY AMATHO3a 1 YBEJIMYEHUIO YMCJa ALk~
CHTOB, ITOCTYITAIONINX Ha JICUCHWE C 3aITyIIeHHBIMU CTagUSIMU
00JIe3HMU.

Ilemm m 3aga4n — TIOBBIILICHNE BHIKMBAEMOCTH JIETEH C 3aITy-
IIEeHHBIMHU (POpMaMM COJMIHBIX OITyXOJICH, BBRITIOJTHUTDL aHAIIN3
MIPUYMH 3alyIIEHHOCTH TIpoliecca M HECBOEBPEMEHHOTO Hava-
JIa IeYeHUsI, TPoaHaIM3MPOBaTh UCXO 3a00eBaHUS B IpyIInax
C TIEPBUYHO-IUCCEMUHUPOBAHHBIM TIPOIIECCOM, IIPOTPECCUPO-
BaHMEM W PEIIUINBOM OOJIC3HH.

Marepuajbsl 1 MeToabl. B ucciienoBaHue ObIIM BKIIIOUEHBI
107 mamyeHTOB IPYMIIbl YJIBTPABLICOKOTO PUCKa B BO3pacTe OT
0 mo 17 meT, TTOCTYNMMBINNX Ha JICUCHUE B OHKOJIOTUIECKOE OT-
nenaenrie No 1 TBY3 «HIIL crrem.mem.momommy aetsaM [13M»
¢ 2010 mo 2022 1. [TauneHTHI OBIIK pa3aeaeHbI HA TPYIIILI: TIep-
BUYHO AMCCEMUHMPOBaHHLIE caydan (n = 86, 80,4 %); naLneH-
ThI ¢ peuuanBoM (n = 14, 13,1 %) v nporpeccupoBaHueM (1 = 5,
4,7%) 3aboneBanust; 2 (1,9%) GOJbHBIX OBUIM C PE3UCTEHTHBIM
TeyeHreM 3aboneBaHus. ManbunkoB ObI0 49,5 %, neBouek —
50,5 %. Cpennuii Bo3pacT mauueHToB coctaBua 9,33 £ 0,52
roja, CTaHaapTHOe CpeAHEKBaIpaTuYecKoe oTKIIoHeHue (SD) —
5,34, mequana — 9 (4; 14) net. Yaie Bcero ImarHocTUpoOBaIach
ocreocapkoma (OC) — 23,4 % (n=25), CHO — 19,6 % (n = 21),
Hedpoodmacroma — 13,1 % (n=14), PMC — 11,2 % (n = 12), nma-
ureHTsl ¢ Hb 1 repmMuHorenHbiMu onyxosnsmu — 10,3 % (1o 11
nauneHToB). I'b, mecMoruracTmaeckast MEJIKOKPYTJIOKIICTOUHAST
omyxoJjb, JIX, MenaHoma, HeauddepeHIMpoOBaHHAasI capKoMa,
paKk KOpbl HaAIlOYEYHMKA, CBETIIOKJIETOYHAs CapKoMa ITOYKHU
(CKCII), xonapocapkoma B o61eM coctaBmu 12,2 % (n = 13).

Pesyabratel. Cpeayd ONpuUYMH 3aMylIEHHOCTU CIy4aeB JIM-
IUpYeT CKpbITOe TeueHue OosesHu — 43 %, HemojHoe 00-
cinenoBanue 6buto Y 29,9 % mauueHToB, y 16,9 % — peuuaus
U IporpeccupoBaHue 3adojaeBanus u 15,0 % HecBoeBpeMEHHO
00paTWJIMCh 3a TIOMOIIbI0. B TpyImax HeCBOEBpeMEHHOTO 00-
palleHuss U HemoyJHOoro obciegoBaHusl 6ombHble OC 3aHsIM
63,6 % 1 59,4 % COOTBETCTBEHHO, B IPYIIIIE CKPLITOIO TEUCHMS
37,0 % — TarueHThI ¢ OMYXOJISIMA TOPaKoaOAOMUHAIBLHOM JI0-
kanu3auuu. Ha MoMmeHT nocneaHero HaomoaeHus (17.10.2022)

PA3AEN IV
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63,6 % mauneHTOoB XUBHI, 36,4 % ymepin. Mcxom iedeHUsT: TIpo-
rpeccupoBaHue 3a0oeBanus — 37,4 % ciydaeB, CTaOMIM3ALINST
3aboyeBaHus — 36,4 %, BoIlA B pemuccuio — 23,4 %, oTkas
OT JIeUeHUs, JieTaabHoe ocioxxHeHue — 2,8 %. [1pu cpaBHeHUU
B TpYIIIIe MepBUYHO-IMCCEMUHUPOBAHHbBIX: 39,5 % — crabuin-
3anus, 25,6 % — pemuccust, xkuBbl — 67,4 %. B rpyrme nporpec-
CHpOBaHMS U peunanBa: 26,3 % — crabun3ainus 3a00JIeBaHuUs,
15,8 % — noBTOpHAast peMUCCUsI, KUBbI —52,6 % MalMeHTOoB.

BoBoapl. [1pu OC 3amyileHHOCTb mpoiiecca o0ycJIOBJeHa
HECBOEBPEMEHHBIM obpalieHueM (63,6 %) 1 HEeIOHBIM 00Cie-
noBanuem (59,4 %), npu TOpakoabIOMUHAIbHBIX OMYXOJISIX —
CKpPBITBIM TedeHueM 6ose3nu (37,0 %), mosToMy OHKOHACTO-
POXEHHOCTh Cpey Bpadyell MepBUYHOTO 3BeHA SIBJISICTCS Tep-
BOCTeIieHHOM 3amaueit. [IpuMeHeHMe arpecCUBHOW Teparvu,
HaTpaBJIEHHOU Ha 3paJIMKaIIMIO OTYXOJIEBOTO KJIOHA, TTPUBOIUT
K JOCTVKEHUIO PEMUCCUN HE TOJBKO B TPYITIE TIEPBUIHO-IMC-
CEMUHMPOBAHHBIX — 25,6 %, HO W B TpyMIIe C MTPOrpeccupoBa-
HUEM U peuuauBoM — 15,8 %. ArpeccuBHOE JieYeHHUE MO3BO-
JIIeT TOOUTHCS TIPU TIPOTPECCUPOBAHUU U PEIIUANBE TaKMX Ke
pe3yJIbTaToOB, KaK M B TPYIIIE MMePBUYHO-TNCCEMUHUPOBAHHBIX,
KuBbl 67,4 % 1 52,6 % COOTBETCTBEHHO, HO HEOOXOIUM TOMCK
HOBBIX OTIIIWI JIJIST JIeYeHUs OOJIBHBIX B TPYIITIE YIBTPABBICOKOTO
pYICKa M paHHSISI MHTETPAIus TaJUIMaTUBHOMN TIOMOIIIH.

Tesuc No 6

OmpanexHble pe3ynbmambl Ne4Yexus aemed

¢ Hethpobnacmomoil

P.C. Ucmann-3ane, P.H. Memukos, A.A. Hacupan,
I'.A. Aneckeposa, JI.I1. Xanacdosa
,ZZemacaﬂ KAUHUKA HaMLlOHd/leOZO UeHmpa OHKoa0cUU
Mumnzopasa Azepbaiioncanckoii Pecnybauku, baxy

AkTyamsHOCTh. HedpobiacToma sIBIsIETCS BBICOKOUYBCTBH -
tenbHOU omyxojibio K XT u JIT. HaubGosbiylo mporHoctuue-
CKYI0 3HAYMMOCTH MMECIOT THCTOJIOTMYECKAas XapaKTePHUCTHUKA
OITyXOJI M pacIIpOCTPaHECHHOCTH TIpoliecca. B Hacrosmee Bpe-
M TIPaKTUIECKHM BO BCEX CTpaHaxX IPU Teparnuu HeppoodIacTo-
MBI HCIIONB3YIOT YHUGUIIMPOBAHHBIC IIPOTOKOJEL. JleueHme
HedDpoOIaCTOMBI MOXKHO pacCMaTpUBaTh KaK MapagurMy MyiIb-
THUMOIAJIEHOTO JICUCHUS 3]I0KAYeCTBEHHBIX COJTMIHBIX OITyXOJIei
B IETCKOM BO3pacTe.

Marepuaist u MeToapl. C 2012 . mpu neyeHnn HepooIacTo-
MBI HAMM MCTIOJIb30BAJINCh cXeMbl TiporpammMbl SIOP WT-2001,
ac 2018 . — SIOP RTSG Umbrella. Bcero rponedersr 59 601b-
HbIX: 33 ManbuMka u 26 neBodek. Bospacr meteit — ot 6 Mecs-
ueB 10 16 jer. CpegHuii BO3pacT COCTaBMJI 3 roga 5 MecsleB.
Y 4 (6,8 %) nereit ormeuanach 1 cranus 6ose3uu, a 11, 11T u IV
craguu Habmonanuck y 22 (37,3 %), 19 (32,2 %) u 14 (23,7 %)
MaLMeHTOB COOTBETCTBEHHO. TakuM obpaszom, 55,9 % mauueH-
toB umenu 111 u IV craguio 3a6oneBanus. [lociae 4—6-Heneb-
Hoii XT (BUHKPUCTHUH, HAKTUHOMMIIMH, aapUaMHULIMH) BCEM
MalyeHTaM BBIIOJHEHA CTaHAapTHas He(GPIKTOMUS TpPaHC-
abgoMUHaNIBHBIM ocTyroM. ITociie Mopdosiornueckoro muccie-
JIOBAHMUS OIPe/Ie/IeHbI TPYIIIIbl PUCKA: HU3KUI PUCK YCTAHOBJIEH
v4(6,8 %), crangapTHbIi puck —y 34 (57,6 %) v BRICOKUI pUCK —
y 21 (35,6 %) nauuenTa. B mociaeonepaliiOHHOM IIEPUOIE IPO-
Boauiach [1XT cormacHo rpoTokosmy.

Pesyabratel. Cepbesnbix ocinoxkHeHuit XT (III-IV creme-
HU ToKcuuyHocTH 1Mo BO3) He otMeueHo. OcaoxXHEeHUIT HapKO-
3a U HE(PPIKTOMUU TakxKe He 3adukcupoBaHo. KymynstuBHas

PA3QAEN IV

5-netHsts OB u BCB cocraBum 87 = 5 % u 84 = 5 % cooTrBer-
ctBeHHO. CrenyeT 100aBUTh, UTO Y 33 U3 59 OOJBHBIX BbIsIBJIE-
Hbl [I1-1V cranuu 6o1e3Hu 1 y 21 mamueHTa Obula onpeneaeHa
rpyrmnia BICOKOTO PUCKa.

BoiBoapl. Takum o6pasom, mporpammbel SIOP WT-2001
u SIOP RTSG Umbrella gBasiiorcst 2 (HEKTUBHBIMU MPU Jie-
yeHuu HedpobnactoMm y aeteit. CrenyeT n006aBUTh, YTO STU
pe3yJbTaThl MOJYYeHbl B Ipymme OOJbHBIX, TIe Mpeodnananv
IIT u IV craguu 3ab6oneBaHusi. HeoOxoaumo mpoBeneHue Me-
POIIPUATUIA TTO0 PAHHEW NMArHOCTUKE OITyXOJIEW MOYEK Yy IeTei
B peciyb/uke.

Tesuc Ne 68

J(pthekmuBHoCMb annorexHoil
mpancnaaimayuu remono3muyecrux
CMBOJIOBLIX KNEMOK Yy nayueHmos
¢ Heiipobnacmomoi u capkomoii HOuHra
rpynnbl BbICOKOro U CBepXBbICOKOro pucKa.
Onbim HUH AOTuT um. P.M. F'op6aueBoil

B.H. OBeukuna, T.A. BoikoBa, A.A. Ocunosa, 1.M. bapxaros,
E.B. Cemenosa, A.JI. Kynxarun, JI.C. 3ydapoBckas
HUU JIOIuT um. P.M. Topoauesoit @IHOY BO IICIIoTMY
um. akad. U.11. Ilaerosa Munzdpasa Poccuu

AxkTyansHOCTB. Y TTarmieHTOB ¢ HB 11 CHO BO3MOXHEI pa3muy-
HBIC BApUAHTHI KIIMHUIYECKOTO TeUCHMST 3a00JIeBaHIIT — 3HAUM -
TeJIbHAsI YacTh M3 HUX Pa3BUBAIOT IIEPBUIHYIO PE3UCTCHTHOCTh
WIN PEeIUONB, HECMOTPsS Ha WCIIOJIb30BaHNEC WHTCHCHBHBIX
KOMIUIEKCHBIX CXeM Tepanun. EnrHoro momxona K TepaIiu IJIsT
STHUX TPYIII MAlMEHTOB IOKA HE CYIISCTBYET, a MX JOJTOCPOU-
HBIII MPOrHO3 Ha (POHE MpoBeAcHUS IpoTuBopeluanBHON XT
KpaliHe HeOmaronpusaTeH. OIUH 13 BO3MOXKXHBIX ITOIXOIOB K Jie-
YEeHUIO 3aKJTI0YaeTcs B MCIoiab3oBanny UT, B ToM yucie amio-
TI'CK or rarmonneHTHYHOTO moHOpa (rarmto-TICK).

e u 3agaum — npoBecTH aHaInu3 3(PPEKTUBHOCTU TATIO-
TI'CK y mammenToB ¢ Hb u CHO rpynmbl BEICOKOTO U CBEPXBbI-
COKOI'O pHUCKA.

Marepuaisl 1 MeToapl. B paMkax maHHOTO PETPOCTIEKTUB-
HOTO MCCJICIOBaHUS ITPOAHAIM3UPOBAHbBI PE3y/IbTaThl JICUCHUSI
36 nereil (MenmaHa Bospacta Ha MomeHT ramuro-TI'CK 6 jer)
¢ HbB (n=33) unu CIO (n = 3), ucxoaHoO XapaKTepU30BaBILINMU-
Csl IEPBUYHO-PE3UCTEHTHBIM TeUeHUEM (7 = 5) WU pelluINBOM
3aboneBaHus (n = 31), kotopsiMm B Tiepuo ¢ 2007 mo 2021 1. BbI-
nonHeHa raro-TI'CK B knunuke HUUW JOIuT um. P.M. Top-
6aueBoii. JIo stamna ramio-TI'CK Bce mamueHTsl nmoaydanu XT
2-11 u/wm 3-it muHuu. Ha momeHT mpoBeneHus ramio-TICK
I10O 3acukcupoBaH y 14 maluiMeHTOB, B 13 cilydasix COXpaHsUIUCh
OCTaTOYHbIC OYarv MopaXKeHUst KOCTEi 10 JaHHBIM CIIMHTUTPA-
¢unu ¢ I-MUBI, a B 9 ciyyasx coxpaHsiiach OCTaTOUHAS OITy-
XOJIb 110 TaHHBIM BU3yalin3aluu. Bo Bcex ciaydasix Mcrnoib30BaH
HEMUEeJI0a0JaTUBHBIN pexXUM KOHIUIIMOHMPOBAHUSI Ha OCHOBE
(naynapabuna. B GonbimHCTBe ciydyaeB (# = 33) B KayecTBe
JIOHOPOB MCIIOJIb30BAJICS OAWH M3 POIUTEINICH, B OCTaJbHBIX —
rarIOUACHTUYHBIA cubnunr, 22/36 moHopa Obutn KIR-He-
coBMectuMbiMU. B 13 ciyyasix B uensix npodunakruku PTITX
MPUMEHSJIUCh MeTOAbl MoauduKauu TpaHcranTata (CD347-
cenekuusi, CD3—19- unu TCRop-pemnenns), y 20 narueH-
TOB KCITOJIb30BaH PEeXUM TpoduiaakTuku Ha ocHoBe [ITLID.
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B 23/36 cnyuasx nocie ramio-TICK npoBonunack TapreTHast
Tepanus (n = 7), UMMYHOaIONTUBHAs Tepanus (v = 9), npume-
HSTUCh UHTUOUTOPBI UMMYHHBIX KOHTPOIbHbIX Touek (MUKT)
(n = 4) nin cneundndeckre antTutena Kk GD2 (n = 6).

Pesyasratel. [Ipu Meauane HabmoneHus B 16 (2—113) mec
2-netHsit OB 1 BCB y manmenToB ¢ HB coctaswmm 38 % u 23 %
cootBeTcTBeHHO. Menuana bCB — 7 mec. [ByxietHsis bCB
B TpyIIe U3 6 MalrMeHToB, MOJYYUBIINX TOCTTPAHCILIAHTAIIN-
onHyto UT, coctaBnsiet 66 % u noctoBepHa (p = 0,01), uem npu
orcytctBuu UT. B 6onpmnHcTBe cnydaeB (n = 19) cmepTh na-
LIMEHTOB OblIa CBSI3aHA C MPOrPecCUpPOBaAHUEM 3a00JIEBAHUS,
B 4 cinydasix — ¢ ocnoxHeHusmu ramio-TI'CK. Crarucrtuue-
CKM JocToBepHbIX pasanuuii B bCB u OB mexny rpymnmamu,
MOJYyYaBIIMMU pa3nyHbie pexumbl npodunaktuku PTITX
(Mmomndukaumst TpaHciiantara, ITTLH®), a takke mrgs KIR-
coBMecTUMBIX 1 KIR-HECOBMECTUMBIX Map JOHOP—PELUTINEHT,
BBISIBJIEHO He Obulo. [locTTpaHCruiaHTAaMOHHAST Tepanusl Xa-
paKTepu3yeTcs MpUeMJIeMOil TOKCUYHOCTHIO. TosibKo B 1 ciaydae
Teparnus IpepBaHa B CBSI3U C pa3BUTHEM OcioxXHeHui. HecMo-
Tpst Ha gocTkeHue [1DT-HeratuBHOro craryca y 1 mamueHTta
¢ CIO, B 2/3 ciyyastx 0TMeJaJIOCh ITPOTPECCUpOBaHTe 3a00IeBa-
HUs, MoBJIeKIlee 3a coboit cMepTh. B 1 ciydae cMepTh cBsi3aHa
¢ pazButuem octpoit PTIIX.

Booapl. [ammmo-TI'CK B coueTaHnm ¢ OCTTpaHCIIAHTAIIN-
OHHOI Tepamnueill MO3BOJSET AOCTUYb JJIMTEILHON pPEeMUCCUU
y psna maureHToB ¢ HB Tpymmbl cBepXBBICOKOTO prcKa. Y Ta-
nueHToB ¢ CHO HeoOXomuM TIIATEIBHBIN OTOOP KaHIAUIATOB Ha
ramio-TT'CK B paMKax KIIMHUYIECKOTO NCCICIOBAHNS.

Tesuc Ne 72

Cnyuaii pa3Bumus peyuauBa BPoKAEHHOU

Me3o06nacmuoii Heg)pombl

N.H. Kacuy', O.C. 3anapunnas', H.H. Mepkyios!,
M.B. Teaemosa', JI.A. Cmupnosa', A.M. Murpodanosa',
T.B. Illamaunckas', N.B. Ocunosa?, JI.}0. Kayanos!
'OIBY «HMHUI] ITOH um. Imumpus Poeavesa»
Munszdpasa Poccuu, Mockea;
2TAY3 JIPKB Munszopasa Pecnyonuxu Tamapcman, Kazano

AKTyanapHOCTh. BpoxxneHHas Me3o0iacTHasi HedhpoMma
(BMH) — penkas onyxoJib MOYeK C MIPOMEXYTOYHBIM OMOJIOTH -
YeCKUM ITOBEICHUEM, KOTOPasti COCTABIISIET 0K0JIO 3 % omyxoJieit
nouek y aeteit. [ncromornyeckn BMH nenutcsa Ha 3 moarumna:
KJIACCUYECKMIi, KJIETOUHBbIM M cMemaHHblii. BMH npuHsTo
CUYUTATh OITyXOJIbI0 HU3KOM CTENEHM 3J10KaYeCTBEHHOCTHU, TEM
HE MEHee OMMCaHbI CIydau JJOKAJbHBIX 1 METaCTaTMYECKUX Pe-
mauBoB. CorjlacHO JIMTEPaTyPHBIM JaHHBIM, YACTOTA PEIIUIM -
BoB BMH cocraBisiet okoJio 4 %, Jaliie BCTpeUaloTCsl PeLIMIUBBI
KJIETOYHOTO ITOATUIIA, XapaKTePU3YIOLIETOCsI HATMIMEM XUMeP-
Horo TpaHckpunta ETV6-NTRK3. 1151 Kimaccuueckoro rmoaT -
na BMH peunnubl MeHee xapakTepHbl. Equnbie crangapTel XT
JIJ1 MalueHToB ¢ peuuauBoM BMH oTcyTcTBYIOT.

IHeau u 3aga4u — OIMMCaHUE PEIKOTO KIMHUYECKOTO CITydast
peunnua BMH kiaccuyeckoro rucTojiorndyeckoro noaTuIia.

Marepuanasl U Metoabl. [IpoBeneH aHanu3 MeIULMHCKON
JOKYMEHTalMU malueHTa 5 mecsueB ¢ peuuausoM BMH, mo-
JlydaBlIero MpOTUBOpPELUAUBHYIO Tepanuio Ha 0aze HMMUWILL
AT'ON um. Imutpus Porauea (MockBa) u JIPKb (KazaHb).

Pesynsratbl. Maavuuk, 5 mecayee, om 2-ii OepemeHHOCMU,
npomekasuieii 60 2-ii nonogune Ha gone eecmo3sa. Ilpu nposedenuu

~ 39 ~

Y3U opeanos oprownoii norocmu (OBII) 6 6éo3pacme 2 Hedenv 00-
HapyceHo obseMHoe 00pazosarue npasoil nouku. Ilo danuvim ana-
MOMUHECKOU 8U3YaANU3AUUU NOOMBEPICOeHO 00pa306anue npasoil
nouxu oougumu pasmepamu 0o 3,4 x 2,6 x 3,4 cm. B pecuonanvHom
yeHmpe NpoedeHO Xupypeuveckoe neqeHue 8 obseme AoMO0mo-
muu, Heghpakmomuu cnpasa. Onyxonv yoareHa MaKpoCKONUHecKu
noanocmoto. Ilo dannvim eucmonoeuueckoeo uccaedosanus: BMH,
KaaccuvecKuil noOmun, eucmonoeu4eckKy epynna HU3K020 puckd,
Kpas pesekyuu He noodaexcaru oyeuke. Ilayuenm ocmaenen noo
Junamuueckum Haobaodenuem. Cnycmsa 4 mec Haba00eHUs KOH-
Ccmamupogan N0KaAAbHbLL peuudus onyxoau. Onyxonv xapakmepu-
308a44Cb KUCMO3HO-COAUOHBIM CIPOCHUEM, 00UUMU pasmepamu 00
8,6 x 85 x 12,2 cm, obsem 463 cm’. Xupypeuueckoe neuerue 6 mo-
MeHm KOHCmamauuy peyudusa Oblio CONPANCEHO ¢ GbICOKUMU UH-
MpaonepayuOHHbIMU PUCKAMU, BKAIOUAS PA3PbIE KANCYAbL ONYXOAU.
Besudy eucmonoeuueckoeo muna Ho6oo6pazoeanus u omcymcmaeus
axcnpeccuu pan-TRK onyxonesvimu kaemkamu mapeemuas me-
panus makdce He paccMampuganach 8 Kavecmee 00HOU U3 ONYuUil.
Tayuenm obcyncden ¢ pyxkogodumenem mMeducOyHapooH020 NPOmo-
xona SIOP-RTSG-2016 Umbrella, npogeccopom H. Ipaghom (Iep-
manus). Ipunamo peuwienue o nposedenuu npedonepauuonnoil [1XT
no cxeme axkmunomuyur D/sunkpucmun ¢ meuenue 4 neo. Ha ghone
nposedennoeo neuenust onyxonsb cokpamunacs Ha 80 %. Caedyrouwum
2MANOM 8bINOAHEHO pAOUKAAbHOe YOaneHue 00pa3oeanus 3a0pro-
wunHo20 npocmparncmea cnpasa. lucmonoeuuecku noomeepicoeH
Kaaccuveckuii noomun BMH, evisieien mepaneemuueckuii namo-
mopgho3 Il cmenenu, kpasa pezekyuu unmaxmuol. Ilpunamo peuie-
Hue o npogedenuu adstosanmuoti IIXT no cxeme axkmunomuyun D/
sunkpucmun ¢ meuerue 4 neo. Ilocie okonuanus nevenuss KoHcma-
mupoean 110, nayuenm ocmasner noo OUHAMUYECKUM HAOA0eHU -
em. B nacmosuwee epems, cnycms 3 mec om oKOHYaHUS mepanuu,
OJaHHbIX 3a peyudus 3a001e6aHUs HEMm.

BoiBoabl. OnucaHHBI HaMU caydail JEMOHCTPUPYET BO3-
MOXHOCTbh Pa3BUTUSI PELMAMBOB 3a00JieBaHUS y MALMEHTOB
¢ Kjaccuuyeckum noaruriom BMH, uto 1ukTyeT HEOOXOAUMOCTh
MpOBeAeHUS] TUHAMUYECKOTO HaOJIOAEeHUS MOCAe WHULIMAIb-
HOTO XMpypruyeckoro BMelnaTeiabcTBa. IlokazaHa BO3MOX-
HOCTb YCITEeIIIHOTO MpuMeHeHus npegonepainonHoi I[XT npu
JJAaHHOM BUJE OMYXOJIM, CHUXAIOIIEH PUCKU pa3BUTHSI UHTpaA-
OIepalMOHHBIX OCJOXHeHUU. IlpogeMoHcTpupoBaHHasE 3¢h-
(extuBHOCTL HeoambloBaHTHOU IIXT y mauueHTa ¢ AAHHBIM
rucrojiornyeckuM noarunoM BMH no3BossieT akcTpanoaupo-
BaTb Halll OMBIT JJIS1 IEYEHUSI MAMEHTOB ¢ MACCUBHBIMU peLv-
ITUBaMM JAHHOTO 3a001eBaHMS.

Tesuc Ne 78

PenKuii cnyyaii capkombl HOuHra

Kocmeil yepena y MnapeHua

N.H. Kacuy', E.A. Kononiéna', A.E. Camapun’,
K.X. KymbikoBa?, M.B. Tuxonosa', O.C. 3anapunnas’,
J.1O. Kavyanos!, A.W. Kapauynckuii'

'OIrbY «HMHUIL] JITOU um. JImumpus Poeauesa»
Mumnzopasa Poccuu, Mockea;
2I'BY3 «Pecnybaukanckas 0emcKkas KAuHuveckds 60abHuua»
Mun3zdpasa Kabapouno-bankapckoii Pecnyboauku, Harvuux

AktyanasHocTh. CHO nipeacTasisieT co00ii BBICOKO3/I0KAYECT-
BEHHYIO OITyXOJIb KOCTEli, XapaKTePU3YIOIIYIOCsI arpecCUBHbBIM
JIOKQJIbHBIM POCTOM M OBICTPOIl TeMaTOreHHOM AMCCEMUHALIM-
eii. [Tux 3a6oneBaemoctu CHO nmpuxoauTcss Ha BTOPYIO JeKaLy
Ku3HU. B cBs131 ¢ nckimounTenbHoi peakocthio CHO y maumneH-
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TOB MJIQICHYECKOTO BO3pacTa Ha CEerOAHSIIHUI JeHb He CYIle-
CTBYET CTAHAAPTOB JieUeHUs [Jisl JaHHON BO3PACTHOI TI'PYIIHI,
a TakTuKa U BbIOOp cxeM [TXT oCHOBLIBAIOTCSI HA OIBITE Jieue-
HUS MAllMeHTOB CTapIlero Bo3pacra.

Ileau u 3aga4u — oNMMcCaHUE PEAKOTO KIMHUYECKOTO CiIydast
CIO neBoif TeMEHHOI KOCTH Y MJIaJIeHIIa.

Marepuassi u MeTonpl. [IpoBenen ananus ciaydast CHO neBoit
TEMEHHOU KOCTH y narueHTa 10 MecsiiieB, Moy4aBIlero Creiu-
uueckyro tepanuio Ha 6aze HMUL AT'OU um. Imutpus Po-
rauyeBa (Mocksa) u PIIKB (Hanbuuk).

Pesyabratel. Podumensmu 0bi10 ommeueHo nosenexue y peber-
Ka 6 so3pacme 3 mecsuyes 00paz08anus 1e6oll memeHHoU obaacmu,
8 duHamuke yseauuusarouiecocs 6 pasmepax. B éospacme 9 mecsyes
no pezyabmamam 06ca1e006aHUsL Y peOeHKA 8bls681eHO KUCMO3HO-CO-
AUOHOe 8HeM032080e 00pa3oeatue, ucxoosujee U3 A€o memeHHO
Kocmu, ¢ Haauvuem UHMPAKPaHUaIbHO20 SKCMPAOCCANbHO20 ONY-
X01€6020 KOMHOHeHma, obuwumu pasmepamu do § x 6,7 x 8,1 cm
(obvem 225,8 cm’). Pebenok eocnumanusuposan ¢ HMHUIL] JITOU
um. JImumpusa Poeauesa, ede 0bL10 nposedeHo onepamusHoe eme-
wamenscmeo 6 obseme yoanreHus HOB00OPA308aHUS MEMEHHOU 00-
aacmu caeea. CoenacHo pe3yabmamam 2UCmoN02UHecKo20 Uccie-
doganus mopghonoeuueckas KapmuHa onyxoau coomeenmcmaosand
CIO, kpas peszexkuyuu unmaxmuol. Llumoeenemuuecku noomeepaic-
dena nepecmpoiika eena EWSRI. Ha ocnoéanuu eucmonoeuuecko-
20 U UUMOeHeMUYeCK020 UCCAe008aHUll, a MaKyice pe3yabmamos
KOMNAEKCHO20 00CAe008aHUSL, BKAIOUUBIUE20 8 Ce0s1 KOCMHOMO320-
avle nynkuuu, KT opeanos epydnoii kaemku (OI'K) ¢ konmpacm-
HbIM ycuneHuem, cyunmuepaguro kocmeii ckesema c 1c99, aom-
oanvHyto nyukyuio, MPT ecex omdenoe no3eoHouHuka, nayuenmy
ovlr ycmarnoenen duaenos: CIO aeeoit memennoil kocmu, T2NOMO,
cmadus 1B no AJCC. [layuenmy unuyuuposauna cneyugpuueckasn
mepanus 6 pamkax npomokoaa EuroFEwing-2012. Cneyugpuueckyro
mepanuio nayueHm nepeHocun y0oeaemeopumenvto, 6e3 Hapyule-
nus maiimunea I[IXT. Ha ghone nposodumoeo aeuenus no pe3ynv-
mamam KOHMPOAbHbIX 00caedosanuil nocae 3-eo u 6-20 Kypcos
TIXT Oannbix 3a HaAu4Ue OCMAMOYHOL ONYXO0AU UAU NPOOOAICEH -
HbLil pocm noay4eHo He 0Oblio. lIpuHumas 6o eéHUMaHue 603pacm
pebenka, padukanbHo nPogedeHHOe ONepamueHoe BMeuamenbCeo
Ha duaezHOCMU4eckom 3mane Ae4eHus, a maKice NOMeHYUa IbHble
PaHHUe U OmOaneHHble MOoKcu4YecKue ghgexmol, 8 pamKax smana
JNOKANbHO20 KOHMPOAS, HECMOMPS HA 0CE8YH0 N0KAAU3AUUI 00pa-
308aHus1, 6bi10 npunamo peuterue om JIT eozdepucamocs. Ilo okoH-
uanuu 14 kypcoeé cneyughuueckoii mepanuu, npogedeHHbIX 8 PAMKAX
npomokoaa EuroEwing-2012, y nayuenma KoHcmamupogana pe-
Muccus no 0CHOGHOMY 3aboaeéanuro. B nacmosaujee pems pebeHok
Haxodumcsi n00 OUHAMUYECKUM HAbOA0O0eHUueM 6 meyeHue 5 mec om
oxonyanus mepanuu. Ilpusnaxos peyuousa 3a601e6aHus Hem.

BoBoapl. JlaHHOe KIIMHMYECKOE HaOMIOAEHUE Tpe-
CTaBJIsIeT WMHTEpeC BBUIY UCKIoUnTeabHON penkoctu CHO
y TAIMEeHTOB MJIaieHYecKoro Bo3pacTta. OmucaHHBIN ciydai
JUKTYeT HeoOxoamumMocTh BKtoueHust CIO B iuddepeHnaibsHo-
JMUaTHOCTUYECKUI PSIT Y MALIMEHTOB C IIEPBUYHBIMU OITYXOJISIMU
KOCTei JaHHOM Bo3pacTHOI rpymnibl. Crieliuguueckas Teparmus,
npenycMoTpeHHast mpotokojioMm EuroEwing-2012, mpumeHu-
Ma IJIs1 maureHToB Mmuamiie 2 jgeT. Onpenenenue nporaosa CHO
y MaleHTOB MJIaJIcCHUECKOrO BO3pacTa, OCOOCHHOCTU TEUCHUS
3a00JIeBaHUSI, a TAKXKE ONTUMAaJIbHAS TAaKTUKA JICUCHUSI BO3MOXK-
HBI TOJIBKO B paMKaxX MYJIBTUAUCIIUTUIMHAPHOTO MOIXO0/a.

PA3QAEN IV

Tesuc Ne 7

be3paMnHaa cmepeomakcuyeckas 6uoncus
Augy3nbiX onyxoneil mo3ra y gemeii.
MoKka3aHud, npomuBonoKa3aHus,

adekmusHocmb

M.A. Komuesa®-2, M.H/. JIupumi?, C.C. O3epos’,
A.H. Kucnskos!, B.H. Ymepenkos!, O.0. Tabakosa',
B.N. Oaeiinukos'?, A.B. Jleso', A A. Kysnenosa',
I.E. Umytun' 2, 9.B. Kymuposa'- 3¢
'TBY3 «Mopososckas demckas 20poO0cKas KAuHU4eckas 60abHuYa
Jlenapmamenma 30pasooxparnenus eopooa Mockewl»;
2PrAOY BO «Poccuiickuii ynusepcumem opyycovl Hapodoe», Mockea;
JDI'BY «Poccuiickuil Hay4Hblil UeHmMp peHmMeeHopPaouos0uL»

Munsdpasa Poccuu, Mockea;
‘DIrbY «HMHI] onronrocuu um. H.H. Baoxuna, Mockea

AKTyanapHOCTh. CTepeoTaKkcuuecKasi OMOTICHSI — XOPOIIIOo 3a-
PEKOMEHIOBABIIMIA ce0sS METOH MaJOMHBA3WMBHOM XUPYPTUM,
MO3BOJISIIOUIMI TOYHO U OTHOCUTEIBHO 6€30MacHO Bepuduiim-
poBaTh HOBOOOPA30BaHKE TOJIOBHOTO MO3Ta TPYIHO JTOCTYITHOM
Jokanuzauuu. CrepeoTakcuyeckass OMOICHUsT TIOBCEMECTHO HUC-
TIOJIB3YEeTCS I TIOJYYCHUST TUCTOJIOTMISCKOTO AMarHo3a B TeX
CIyJasix, KOrga OTKpPBITass XUPYprus BiedeT 3a cO00il OOJIbIIe
PUCKOB, YeM OXXHMIaeMOTO yCIieXa.

IMeau m 3agaum — TIPOBECTH aHAJIN3 IMAIMEHTOB, KOTOPHIM
Oblj1a BBITTOJTHEHA CTepEeOTaKCUUYeCKask OMOIICHSI, C ONpeIeIeHU-
€M MOoKa3aHUi, TPOTUBOITOKAa3aHU, a TakKe (P (HEKTUBHOCTH.

Marepuajbl ¥ MeToAbl. Mbl PETPOCIIEKTUBHO MpOaHAIU3U-
poBau 48 TMallMEeHTOB, KOTOPBIM OBLIIa BEITIOJTHEHA CTEPEOTaK-
cuvecKash OMOTICUsT HOBOOOPAa30BaHMII TOJIOBHOTO MO3ra pas-
JIMYHOM JoKanu3aiuu B nepuon ¢ 2012 mo 2022 . Bospact aerteit
cocTaBuI OT 6 MecsileB 10 17 jeT, MeauaHa Bo3pacTa — 7 JIeT,
COOTHOIIICHUE II0 TIOJIOBOMY IIPM3HAKy 0€3 CTaTUCTUYECKOM
pasHuubl. [TokazaHMSIMHM K TIPOBEICHMIO CTEPEOTAaKCHUCCKOM
Ouoncuu aBasIMCh AUPE@Y3HBII XapakTep pocTa OIyXoju, Ty-
OMHHAas JIoKaau3alus, BbICOKUI PUCK MPOBENEHUsI OTKPBITOIO
OIepaTHBHOIO BMEIIATEILCTBA, OTCYTCTBME ITOKAa3aHMUIT K OT-
PHITOMY YIaJICHHIO BBHIY MHOXKeCTBeHHOTo mopaxkenus LITHC
(n = 10). ITpoTuBONOKA3aHUSIMU SIBJISIIUCH BBICOKOBACKYJISI-
pU3UpOBaHHbIE 00PA30BaHUsI, 30HBI C OOJIBIIMM KOJUIECTBOM
1epeOpaIbHBIX COCYI0B, IIOBEPXHOCTHOE OTIPaHUYEHHOE 00pa-
30BaHNE, HE pacIIpoCTpaHsIonieecs: B (GyHKIIMOHAIBHO BasKHBIC
30HEL.

Pe3yabraThl. Y Bcex IMAallMEHTOB Ha JTOOIIEPAllMOHHOM 3Tarle
BBISIBJIEHO HOBOOOpa3oBaHKe rOJI0BHOTO MO3ra o 1aHHbIM MPT
C KOHTPACTHBIM ycuiieHreM. HoBooOpa3zoBaHus MMeTU pa3iny-
HYIO JIOKaJW3aIMIO; JTOKAJU3aLMs C TOpaXkeHNEeM CPEeIMHHBIX
CTPYKTYp Habmonanack B 47,9 % (n = 23) ciyyaeB, mopaxkeHue
tajamyca — B 12,5 % (n = 6), nojayiiapHas JOKaJIU3aluu HO-
BooOpasoBaHus — B 27 % (n = 13), mopaxkeHue Xxua3MajabHO-
ceJuIsipHoii obactu — B 12,5 % (n = 6). MeTtonom BbIOOpa orme-
PaLIMOHHOTO TIpHeMa Y BCeX MAIIMEHTOB SBJISITIOCH TIPOBEICHIUE
CTEPEOTAKCUIECKOM OMOIICUY IO KOHTPOJIEM HEeMpOHABUTAIIM -
OHHBIX cUCTeM (OoNTUYeCcKas HaBuralMoHHas cuctema BrainLab,
MarHuTHast cuctema Medtronic). B OonblIMHCTBE clyyaeB
(52 %) pe3ynbraTomM GUOIICHY HOBOOOPA30BaHMsI MO3Ta SIBJISIIACh
TJIMOMa BBICOKOM CTETICHM 3JI0KAYECTBEHHOCTH, TIIMOMa HIU3KOMU
CTETIeHH 3JI0KaYeCTBEHHOCTH BBISIBJIeHA B 22,9 %, HEeOITyXoJIeBOe
nopaxeHnue — B 8,3 %, rmmobacToMa ¥ TaHTJIMONIMOMA TOJI0B-
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Horo mo3ra — B 6,25 %, CIO, 1oBeHUIbHAsI KCaHTOTrpaHyJieMa,
MPUMUTUBHAS HEMPO3KTOAEpMaIbHAS OIyX0Jb — B 2 % ciiydaeB
JUTSI K&KIOTO TMCTOJIOTMYecKoro Bapuanta. MHGopMaTuBHOCTh
MPOBEICHHON CTepeoTaKCHYecKoii ouoricuu cocrabuia 87,5 %.
¥ 5(10,4 %) nauyeHTOB MPU BLITIOJHEHUN MAHUITYJISILIIN OTME-
yajoch KpoBoTeueHue. JleraabHOCTh coctaBmia — 4,1 % (n = 2).
ITo pesynabraTam BBIMOJHEHHOU CTEPeOTaKCUYECKOM OMOICUU
TMCTOJIOTMYECKMIT MaTtepuan 13 marueHToB ObUI OTIpABeH Ha
MOJIeKYJIsIpHOe nccienoBanue. Y 11 (84,6 %) 3 HUX BBISIBJICHBI
MyTalli¥ B TKAHU OITyXOJIM, 4TO 1M03BoJIuio B 4 (31 %) caydasix
MPUMEHUTH TaPTETHYIO TepaIuio.

BoiBoapl. CTepeoTakcuyeckasi OUOTICUS SBSIETCS METOIOM
BbIOOpa Npu AUMGY3HO PACTYUIMX HOBOOOPA30BAHUIX MO3ra
[JIyOMHHOM/MHOXECTBEHHOM JIOKAIM3alluM BBUIY CBOE OTHO-
CHUTEJIbHON 0€30MacHOCTH, PE3YIBTaTUBHOCTH.

Tesuc Ne 92

3nokayecmseHHbIE onyxonu Kocmei
yenwwcmuo-nuyeBoil obnacmu
y Aemeil u nogpocmyoBs: onbim HMHUL ArOH
uM. AMmumpus Porayesa

E.N. Kononmnésa, M.B. Tuxonosa, A.B. Heuecniok,
H.C. Ipaués, A.!. Kapauynckmii
OI'BY «<HMHUI] JITOU um. JIimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea

AKTyalbHOCTD. [IepBIUYHEBIC 37TOKAYeCTBCHHBIC OITYXOJIHM KO-
CTeil 3aHMMAFOT IIePBOE MECTO CPEIM BCEX COMMIHBIX 00pa3oBa-
HUI y TAlIMEHTOB ITOIPOCTKOBOTO Bo3pacTa. [TopaxkeHne KocTei
YeIIOCTHO-JIMLEBOM o6actu BerpevaeTcss B 10—15 % ciydaes.
BBuny nckmountenpHoi penkoct 3HO KocTeit deperra jede-
HUE ITaHHOW TPYIIIBI TTAIIMEHTOB OCHOBBIBACTCS HA PEKOMEH-
panugx g Teparmuu 60abpHBIX ¢ OC 1 CHO mepudepuueckmx
Jmokanm3anuii. OmHAaKO JTaHHBIC PEKOMEHIAIIMM HE OTPakaroT
B TIOJTHOM Mepe BCE CIIOKHOCTHU, CBSI3aHHBIC C aHATOMUYECKOM
JIoKanm3aiueit oopazoBanuii. OCHOBHBIMU IEISIMA KOMILICKC-
Horo jedeHus manueHToB ¢ OC u CHO npu JoKaan3amuu Omy-
XOJIA B 00JIACTH TOJIOBHI M IIIEW TIOMUMO ITOCTIKCHUS PEMHUCCUN
3a00JIeBaHUS SIBJISIOTCSI COXpaHeHNe (GPYHKIIUY XU3HEHHO BaK-
HBIX CTPYKTYP M 3CTETUUECCKAsI COCTABJISIONIAS IIPOBEICHHOTO
JleueHMsI, odbecneunBaromas HopmaiabHoe K2K n pasButre pe-
OeHKa.

Ilemm u 327244 — PeTPOCIIEKTUBHBIN aHAIN3 PE3YyJIBTATOB Jie-
YeHUs TaiueHToB ¢ nmepBuuyHbiMU 3HO KocTeil 4emtocTHO-T1-
LIEBOI JIOKaIn3alu.

Marepuajsl U MeToApl. B aHaiM3 BKIIOYEHBI MALMEHTHI
¢ nepBuuyHbIMM 3HO 4entocTHO-TUIIEBOM JIOKAIM3aluu, MPo-
CIIEKTUBHO 3apeTUCTpUpOBaHHbIe B repuon ¢ 1 suBapsa 2012 .
no 1 guBapsg 2022 I ¥ TIpoLICALINE KOMIUIEKCHOE JeueHUe
B yciaoBusix HMULL ATOU um. Amutpusi PoraueBa. Cragu-
pOBaHME IMAIlMEHTOB OCYILIECTBIISIIOCh B COOTBETCTBUU C KJIAcC-
cudukanrein AMEpUKaHCKOTO OOBbEAMHEHHOTO KOMUTETa IO
n3ydyeHuto paka (American Joint Committee on Cancer, AJCC)
8-ro mepecMortpa.

Pesynsratel. B neproz ¢ 2012 r mo 2022 r. mpocneKTUBHO 3a-
peructpupoBaHbl 18 manueHToB ¢ nepsuuyHbiMu 3HO yemtoct-
HO-JIMLIEBO# JloKanu3auuu. B 23 % ciyyaeB y maliueHTOB BepU-
¢unmposana OC (n=4),B77 % — CIO (n = 14). Bce maryeHTsI
¢ nuarHo3zoM OC Mojydyuiiv JiedeHue B COOTBETCTBUU C TTPOTO-
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koioM EURAMOS, 6oabHbIe ¢ auarHo3oMm CHO noayuunu jie-
yeHue coracHo nporokojam EWING2008 u Euro-Ewing 2012.
B 72 % cayvaeB (n = 13) y mauMeHTOB MMeJja MECTO CTaaus
IIA, y 17 % nauuenrtoB (n = 3) — cranus 1IB, B 11 % ciy4yaeB
(n=2) — cragus IVA. Bcem marmerTaM B paMKax 3Tara JOKallb-
HOTO KOHTPOJIsI OBUIO IMPOBEIEHO OTIEPATUBHOE BMEIIATETLCTBO.
RO-pesekumst Obl1a gocTUrHyTa 00Jice yeM B 70 % Bcex KIH-
HUYeckux ciaydaeB. B 40 % ciyyaeB maiyeHTaM C IMarHO30M
CIO npoBomunack nokanbHasg JIT Ha o6iacTh MHUIIMAIBLHOTO
pacrnipoctpaHeHus onyxoiu. ITokasarenu 5-netneit OB u BCB
B JIaHHOI TpYIIIle MalXeHTOB BHE 3aBUCUMOCTH OT I'MCTOJIOTH-
YEeCKOIO TUIIA OITyX0J1u cocTaBwin 87 % u 75 % COOTBETCTBEHHO.
ITokazatenps 5-nerHeit BCB cpeau nauuenToB ¢ OC cocTaBui
100 %, y mauuenTos ¢ CHO — 67 %.

BoiBogpl. [oCTIKEHIE XOPOIIIMX OHKOJIOTMUECKNX, (PYHKITH-
OHAJIBHBIX M 3CTETUYECKUX PE3YJBTATOB JICUYEHUS Y MALIMEHTOB
¢ nepBuuHbIMU 3HO KoCTel Yent0CTHO-TUIIEBOI JOKaTU3aLu1
TpeOyeT MYIbTUAMCIUIUIMHAPHOTO Moaxona. BBumy McKimio-
yutenbHoil peakoct 3HO kocteil yepera cpenu MauueHTOB
miaaire 18 et onpeneaeHre ONTUMAIbHOM CTPaTErvu JICUEHUS
BO3MOKHO TOJIEKO TIPY MYJIBTUIICHTPOBOI KOOTICPAIIHM.

Tesuc Ne 65

Knunuyeckuil cnyyail am6puoHanbHoil
pabpomuocaproMbl HKenYHbIX nymei:
peAKas npu4yuHa MeXaHu4yeckKoil Kenmyxu

Yy nemei

A.C. Kymukos!, A.A. boposas!, A.C. YnaHosa',
B.A. Mutpodanos!, C.I'. bopmuan', .A. Typaoos?
'TBY3 AO «Apxaneeavckas obaacmuas 0emckas KAUHUHECKas 60NbHUYA
umenu I1.I'. Boixcaeyosa»;
2PIrbOY BO «Cesepnutii 20cy0apcmeeHHblil MeOUUUHCKUL YHUBEPCUMen»
Mun3zdpasa Poccuu, Apxaneenvck

AktyanabHocTh. CMT — 2T0 onyxosu, 00pa3yoluecs U3 aM-
OpHOHaAJLHOI ME30JepMbI, pacroaraloumecs B 000 yacTu
Tesa. 3aHUMAIOT 5-€ MECTO CpelM BCeX 3JI0KAYeCTBEHHBIX 3a-
6oaeBanuii y neteit (6—8 %). Ha nomo PMC npuxonutcst 60 %
cpemu Bcex CMT. IIpeobaamaroiiiM BapuaHTOM SIBIISICTCST DM-
OopuoHanbHbli (40 %). CpenHuil BO3pacT Ha MOMEHT IIOCTAHOB-
KM IrarHo3a cocTasisieT 5 jeT. CpemHerogoBast 3a00J1eBa€MOCTh
PMC B Poccun cocrasiger 0,45 va 100 000 merckoro HaceJe-
HUSI, COOTHOLLIEHUE MAJIbYMKU:IeBOYKM — 1,5:1. OnHa U3 caMbIX
penkux nokanmuzaunii CMT — xemunbie myTu. PMC XelTuHbIX
nyteii coctaBisiior 0,5 % Bcex PMC. YuutbiBast penkylo BCTpe-
YaeMOCTb, CJIOXKHOCTb TUaTHOCTUKY M JATbHEHUIIIETO JIOKATbHO-
TO JICYCHUSI, KIIMHUYECKUE CITyJar JOJDKHBI Yallle paccMaTpH-
BaThCsI B paMKaxX MYJIBTHIACIUTUIMHAPHOTO TOIXOAa B IIEJSIX
MOBbILIEHUS 3¢ (HEKTUBHOCTU JICUEHUSI.

Ilenm wm 3amaum — TIPEICTaBUTh KIIMHMYECKUI Cllydaid
ambOpuroHaabHOit PMC XemuHbIX MyTeil B paMKaX MYJIbTUAMC-
LMIUVIMHAPHOTO MOAX0/A B JICYCHUM.

Marepuajsl 1 MeTOAbl. PeTpOCIIEeKTUBHBIN aHAJIN3 KIMHUYC-
CKOTO ciTyJasi mallieHTa 5 jieT ¢ aMOopruoHanbHO PMC XemTqHBIX
MyTEeu.

Pesymsratel. 11.07.2022 pebenok eochumanu3uposan 8 UH-
gexyuonnoe omdenenue AQAKD ¢ xcarobamu Ha uKkmepuyHOCMb
Kodcu U cKaep, 8 pe3yavmame ueeo 3an0003peH 0CMpblil 8UPYCHbLI
eenamum. 12.07.2022 nposedeno obcaedosanue: Y3HU OBIT —
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HcenuHblil ny3vips 6 % 2 cm, 8 0obaacmu opom NeUeHu 6blsGAECHO
eunoaxoeenHoe oopaszosanue pasmepamu 3,9 x 2,6 cm ¢ nepunody-
aapHbim kposomokom. 13.07.2022: KT OBII, onucano obpazoea-
Hue eopom nevenu 5 x 2,8 x 3,3 cm (06sem 24 cm?), eemepoeenno
Hakanaugaroujee koumpacmuoe geuiecmeo (KB), pacuupenue eny-
MPUNEYEHOUHBIX JCeAUHbIX NPOMOKO08, 2enamome2anus (nepeoue-
3a0Huil paszmep naeoii doau — 10 cm, aesoil doau — 3,6 cm; KpaHuo-
KayodanvHblil pasmep npasoii doau — 11 cm, aesoit doau — 4,5 cm).
19.07.2022 npogedeHsi upeckoiicHoe upecneueHouHoe OpeHUpPOBaHue
JCeNUHBIX NPOMOKO08 U buoncus oopazoeanus. B dunamuke no oau-
Hoim KT om 28.07.2022 o6pazosanue 6opom neueHu y8eauuuaocs
6 pasmepax 0o 4,6 x 3,7 x 5,9 cm (0bsem 52,5 cm?), enympuneue-
HOYHble dceauHble npomoku cokpamuaucs. 05.08.2022 noayuero eu-
cmonoeuyeckoe 3akawouerue: smopuonarvias PMC. Onyxoas cma-
dupoeana kax T2bNOMO, 6 mepmunosocuu CWS-2009 nayuenm
omHecen Kk nodepynne E (evicokas epynna pucka), nauanro cneyu-
uueckoil mepanuu 0maA0NCEHO B8UIY MEKYUe20 UHPDEKUUOHHO2O0
npouecca (3HMeposuUpPyCcHasn UHPEKYUs) U MEXAHUUECKOU HCEeAMYXU
(obwuii 6uaupyoun 60 mxmons/n). 16.08.2022 no pesyabmamam
Y3U OBII ncenunviii ny3wipsb pazmepamu 77 x 40 mm, nanpsiceH.
Obsexmueno npu ocmompe HabAOaemcs «BblOyXanue» dceny-
H020 Ny3blpsi HA NEPeOHION OPIOWHYI0 CIMEHKY (86U0Y YeeauueHUs
onyxoau), npu NAAGRAUUU HCUBOM OO0NE3HEHHbLI, HANDANCCHHDLI.
17.08.2022 nposedena nyHKUUOHHAS X0ACUUCIMOCMOMUSI NO CPOY-
Hom nokasanuam. Ilocae kynuposanus ocnrodxchenui 18.08.2022
Hauama cneyuguueckas mepanus no npomokonry CWS-2009
(ugochamud, eunxpucmun, oaxmunomuyuu). Ilo dannoim KT
OBbII na 9-it nedene mepanuu (17.10.2022) ommeuaemcs noaodicu-
menvHas OUHAMUKA 8 8Uude COKPAUeHUs pazmepos 00paso8anus 0o
3,5 x 1,7 % 3,6cm (0obvem — 11,2 cm?), na 78,5 %. Cocmosinue na-
YUeHmMa HOpMAAU308a10Ch, 8 HACMOAUWUL MOMEHM OH NPOJ0AdICAem
NPOSPAMMHYIO MEPAnur.

BoBoapl. PMC xemuHbIX myteit — penkuii Bapuant CMT,
KOTOPBI HEOOXOIMMO YUYUTHIBATh B MG epeHIIMaTIbHOM auar-
HOCTHKE KaK HOBOOOpa30BaHM 3TOM 00JacTU, TaK U MEXaHM-
YECKUX XKEATYX Yy MaldeHTOB JETCKOro Bo3pacTa, TpeOyIolIuii
MYJIBTUAMCLUTIMHAPHOTO MOAX0/a.

Tesuc Ne 76

Onbim Ucnonb30BaKud uHruéumopos
unmepneixuna-6 y nayuenmos

OHKONnoru4yeckoro npodgung

C.1. Jlanaesa, P.I11. Bagaes, A.}O. CmupHoBa,
10.C. Ocunos, /I.B. Mortopusn, 10.B. J/Iunnkuna
DI'BY «<HMHUI] um. B.A. Aamaszosa»
Munszdpasa Poccuu, Cankm-Ilemepoype

AkTyanpHOCTh. B mocinenHue rogel MA K pelienTopy WH-
tepuieiikuHa (MJ1)-6 mokaszann BBICOKYIO 3G (MEKTUBHOCTD IS
KYIMMPOBAaHUSI CUHAPOMA aKTMBAIlMM MaKpodaroB pa3jiMuyHOro
reHesa, a Takxe B KauecTBe npodunaktTuku u geueHuss PTITX
y mauueHToB nocie awio-TI'CK. OcobeHHocTM MexaHM3Ma
JIENCTBYS TIPETNapaToB JaHHOU TPYIITBI OOYCIOBIMBAIOT YBEJIH -
YeHME PUCKA Pa3BUTUS MH(EKITMOHHBIX OCTOKHEHUN U CIIOX-
HOCTU WX MOHUTOPUHTA.

Ilenu W 3aga4m — NIPOBECTU aHAJIU3 OIbITA MCITOJIb30BAHMS
(rmoxaszaHusi, TIePeHOCUMOCTh, 3((HEKTUBHOCTh) UHIMOUTOPOB
WJI-6 y maneHTOB ¢ OHKOJOTMYECKUMU 3a00JIeBaHUSIMU.

PA3QAEN IV
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Marepuaist 1 Metoabl. 3a nepuon ¢ 2017 mo 2021 . peTpo-
CMEKTUBHO MpOaHAIUM3UPOBaHbl 22 ciaydyass MCIOJIb30BaHMS
uHrnouropoB MJI-6 y marmeHTOB ¢ OHKOJIOTMYECKUMU 3a00-
nesaHusmMu B HMUILL um. B.A. AnmazoBa. OCHOBHBIMU TO-
Ka3aHUSIMU K Ha3HAuYeHUIO ObUIM pedpakTepHbI K Tepanuu
TJIIOKOKOPTUKOCTEPOUAAMU CUHIPOM aKTHMBALUUU MakKpoda-
roB, npodunaktuka PTIIX B KoMOMHAIIMU U JIeYEHUE OCTPOIA
PTIIX.

PesynbraThl. MeauaHna Bo3pacta coctaBuia 28,5 roga (1 roj
5 MecsueB — 63 roma), mpeodJaaaayu NauueHThl My>KCKOTO 1oJj1a
(63,7 %). B 3aBUCMMOCTH OT OCHOBHOTO 3a00JIeBaHUST pacripe-
nenenue obL1o caenytommmM: OMII (n = 9), OJIJI (n = 70), nud-
(¢y3Hasa B-kpynHokieTouHas jguMdoma (n = 2), JIX (n = 1),
MepBUYHAsl MenuacTUHaIbHas B-kpynmHokieTouHast JuMmdboma
(n = 2), OMMII (n = 1), MUeaOAUCIIACTUYECKUI CUHIPOM
(n = 1). B uccnenyemoit Koropre 60JIbHBIX 00BEM MTPOBOAUMOM
Tepanuu Bkoudan craHgapTHyto IIXT (n = 3) u amno-TI'CK
(n=19). Iloka3aHUSIMU K Ha3HAYEHU IO UHTUOUTOPOB M JI-6 0L
octpast PTIIX ¢ nmopaxeHnueM Jierkux (4 %), CHHIPOM aKTHBa-
uuu Makpodaros (32 %), crangaprHas npodunakrika PTITX
B nepuon TT'CK (64 %). OCHOBHBIMM KJIMHUYECKUMHU IIPOSIB-
JIEHWSIMA CUHIpOMa aKTUBAIIMU MaKpoaroB ObLIN JIMXOPaIKa,
TPEXpOCTKOBas aria3usi KPOBETBOPEHWS, TUIepheppUTUHE-
MWSI, TUTIEPTPUTIIULICPUIEMUSI, TIOBBIIIIEHUE YPOBHS JIAKTaT/Ie-
ruaporeHassl. [lepen BBeaeHueM nuruoutopon MJI-6 y Bcex ma-
IIMEHTOB MCKITIOYAJIOCh TeUYeHUE AKTUBHOTO WHQEKIIMOHHOTO
Mpoliecca Ha OCHOBAaHUY KIIMHUYECKOW KapTUHBI, OLIEHKN Map-
KepoB cucteMHoro BocnasieHus (C-peaktuBHblid 6esok (CPDB),
npokanbuuToHuH (ITKT)). ¥V 72 % GoabHBIX Oblla JOCTUTHYTA
3(HEeKTUBHOCTh B OTHOIICHWU TTOKAa3aHWI JUISI MCTIOJb30Ba-
Hust uHruouropos MJI-6. Hecmotps Ha 370, v 23 % nauueHTOB
B KOPOTKHME CPOKM OTMEYAIOCH PA3BUTHE TSKEJTBIX CEITUUECKUX
OCJIOKHEHUIA ¢ JieTalbHBIM HMcxonoM (MeauaHa 48 4). ¥ 90 %
OOJILHBIX MMEJIO MECTO YTsDKeJIeHUe MH(PEKIIMOHHBIX COOBITUI
C pa3BUTHEM HEeATporneHnYecKoro aHTepokoauta (13 %), mHeB-
MoHuu (34 %), nHbeKuMn MSITKUX TKaHel (34 %), uHbeKIm-
oHHOro sHaoKapaura (6 %), 4ro TpeboBaa0 MHTEHCU(DUKALIMN
MPOTUBOMUKPOOHOI Tepanuu. ClieayeT OTMETUTb, YTO ITOCIIe
KCIOIB30BaHUsI UHIHOUTOPOB MJI-6 MMesIo MecTo OTCYyTCTBHE
JMMAarHOCTMYECKON 3HAUMMOCTHM TaKMX MapKepoB MHMEKIIMOH-
HOTO Tpoliecca, Kak Juxopaaka, nosbieHue CPb, ormMeueHHOe
y 68 % GONBbHBIX.

BeiBoabl. UuTu6uTOpHl MJI-6 SIBIsIIOTCSI BRHICOKO3(D(MEKTUB-
HBIMU TIpernapaTaMu HampaBIeHHOTO AEHMCTBUSI B OTHOLUEHUU
KynupoBaHus u npodunaktuku octpot PTIIX, cunapoma ak-
TUBALMU MakpodaroB. PUCK yBeIMYEHUST YaCTOTHI U TSKECTHU
VHQEKIMOHHBIX OCJTOXHEHU, a TakXe YrHeTeHUe CTaHIapT-
HBIX MApKEPOB CUCTEMHOTO BOCITAJIEHUSI TPEOYIOT MOHUTOPUHTA
U WCMOJIb30BAaHUS JOMOJHUTEIbHBIX TUATHOCTUYECKUX METO-
JIOB, a TAKXKE TOCTUKEHUS KOHTPOJIS Hal UH(PEKIMOHHBIM MPO-
LIECCOM TEPE UX UCTOIb30BAHUEM.
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Tesuc Ne 55

KnuHuyeckui cnyyai npuobpemenHoil
pesucmeHmuocmu K semypagenuby
npu BRAF V600E-nonoxumenbHOM
MyNbMucucmeMHOM rucmuoyumo3se
U3 KNemox Jlanrepraica ¢ nopaeHuem
OpraHoB pucKa

.M. JIioposckux, I.A. Escees, /I.C. Ocunona,
E.B. Paiikuna, .M. Kaqununa, JI./1. baiinunsauna,
A.A. Macuan, M.A. Macuan
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AkryamsHocTh. ['KJI — 3a00eBaHue, KOTOpOE XapaKTepu3y-
eTcsl aHOMaJIbHOM MpoJindepaliyeil 1 HaKOIIeHUEM B OpraHax
M TKaHSIX KJIETOK, (DeHOTUITUYECKU CXOXKUX C OOBIYHBIMU KJIET-
kamu JlaHrepraHca. TakuM 00pa3oM, 3TO MOXET MPUBOIUTH
K M30BITOYHOMY pa3pacTaHUO, JIOKAJIbHOMY IOBPEXIEHUIO
¥ HapyIIeHUIO (PYHKIINH ITOpaXkKeHHBIX OpraHOB. COTJIacHO OIIy-
OJIMKOBAaHHBIM JaHHBIM, npuMepHo y 60 % mauuenTtos ¢ I'KJI
oOHapyxkeHa coMmatmdecKast mytauuss BRAF V60OE, nipuBonsi-
mas K aktuBauny KuHazHoro myth RAS—RAF—MEK—ERK—
MAP. CoBpeMeHHbIE MPOTOKOJIbI JIEUEHMS, OCHOBAaHHbIE Ha
KOMILJIEKCHOM MPUMEHEHUU XUMUOIMPEINapaToB, 00ecreunBaioT
BBIKMBAaEMOCTb 10 98 %, HO 00J1a1at0T BLICOKOI TOKCUYHOCTBIO,
a TakKe JOCTATOYHO IMPOJAOKUTEIbHBIM OTBETOM Ha JIeUEHUE.
JI1s yacTu MalyMeHTOB CYIIECTBYET BO3MOXHOCTh MPUMEHEHUS
TapreTHOI Teparuu.

e 1 327241 — TIPEICTaBUTh KITMHUICCKUI CITydail mproo-
PETEHHO Pe3UCTEHTHOCTH K BeMypadeHuoy nmpu BRAF V60OE-
MOJI0KUTEeIbHOM MynbTucucteMHoM ['KJI ¢ mopaxeHueM opra-
HOB pHUCKa.

Marepuajsl 1 MeTOIbl. YV maavuuxa 2 nsem Ovin OuaeHoCMU-
posan I'KJI ¢ nopajcenuem Kodxcu u opeanog pucka (neueus, ce-
nesenka, KM). Mymauyus BRAF V600E o6wina nodmeepicoena
¢ nomowpvro ITL[P 6uoncuu koxcu u uyugposoi kaneavroi I11]P
c60600H0-yupkyaupyrowei JITHK u omcopmupoeantoil nonyasyuu
muenouonsix npeduwecmeennuxos (CD34°CD117%). Ilayuenm no-
AYHAN MEPAnUIo COAACHO anpoOAyUOHHOMY NPOMOKOAY 8 cocmage
Komounauuu eemypagerubda (240 me/denv), yumapadbuna u Kaa-
dpubuna (100 me/m?*/Oenv u 6 me/m?>/0env coomeemcmeeHHo, OHU
1-5). Jlanee b6vira npeonpunama nonvlmKa npeKpaweHus npuema
semypagenuda, 3a Komopoii nocaed08ana peaKkmuayusi OCHOBHO-
20 3abonesanus (mpexpocmkosas uyumonenus). Bemypagenuo6 6vin
60300H061€H, nocae Yee0 HA0AHO0aN0Ch NOAHOEe GOCCMAHO8ACHUE
noxazameneii eemonodsa. Yepesz o0 nocae 60300H06AeHUS Mmepa-
nuu eemypaghenubom y pebenka Haba00a10Ch HECKOAbKO 3NU30008
AUXOPAOKU, 2eNAMOCHACHOMe2AAUU U NPOPecCUpyruel mpex-
DPOCMKOBOU UUMONEHUU, KOMOpble Pa3peutuiucs moabko Ha QoHe
mepanuu npednu3oaoHom. Kpome moeo, o6viau nogvliuensl mapkepbl
socnanenus (MUJI-6 u CPb). llanee bbiau uckaroueHvl UHGEKYUOH-
Hblil eeHe3 3a001e8aHUsl, HENEPEHOCUMOCYb 8eMypapeHuda, a max-
Jce 803ModcHas noddeaka npenapama. [lpunumas 6o sHumanue ce
8bluel3N0ceHHoe, OblA0 8bIOBUHYMO NPednosodcerue 0 GopMuUpo-
eaHuu pesucmenmuocmu Kk mepanuu BRAF-uneubumopamu ny-
mem 803HUKHOBEHUsl CYOKAOHANbHOU Mymayuy 8 NamosoeudecKux
Kkaemkax Jlaneepeanca. Yuumoieas smo, k eemypageHudy 0via 0o-
oaenen MEK-uneuoumop mpamemunuéd (0,5 me/0ens).
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Pesyasratel. Komounayus mepanuu BRAF- u M EK-uneubumo-
DPAMU 0KA3anach YCneuHoil, CocmosHue 0bicmpo YAYHUUAOC € HOA-
HbIM 8bI300poBaeHUeM uepe3 Hedear. Hepez 2 mec eéemypagenud
Obl1 OMMEHeH, nayueHm npoodoANCal NPUHUMAMb MOAbKO mpame-
munub. Ilpu dunamuueckom nabadenuu yepes 12 mec npusHakoe
peakmueayuu 0CHOBH020 3a001e8aHUs He HA0AHOAA0CY.

BoiBoapl. DTOT cayyail mpeacTaBisieT cO00l BO3MOXHOCTh
MPUOOPETEHUSI BTOPUUHBIX MyTauUil y BRAF-MOJOXUTEIbHbBIX
MalMEeHTOB MPU MPUMEHEHUU TapreTHOW Tepamuu, O YeM pa-
Hee He COOOIIaNIoch B JIUTepaType. DTO CTaBUT IO COMHEHUE
0e30IacHOCTh INTEIbHON Tepanuu BRAF-nHrrouTopammu
y neteit ¢ I'KJI rpyrinbl BBICOKOTO pUCKa.

Tesuc Ne 8

NMpobnemMbl 0Ka3anua
nannauamuBHOU nOMOWU femam
B Pecnybnuke TagKukucman

3.A. ManamunoBa, M.H. Ymaposa, H.P. Xaiiraiuesa
T'Y «Pecnybaukanckuii OHKOA02UHECK UL HAYUHBLU UEHMDP»
Munucmepcmea 30pagooxpanerus u coyUaNbHOU 3auUMbL HACeNeHUs]
Pecnyoauxu Tadxucukucman, Jywanbe

AKTyalsHOCTB. B neTckoe otneneHue Peciry0ImKaHCKOTO OH-
KOJIOTUYECKOro HayaHoro IieHTpa (dymran6e) 3a 2018—2020 rr.
6b11 3apeructpuponat 1751 6oabHOM co 3HO, u3 Hux 453 na-
nueHTta ¢ IV cragueii 3abosieBaHMs. BOJIBITMHCTBO MAllMEHTOB
MTOCTYIWJIN C 3aITyIIEHHBIMU CTaIUsIMU, YTO CBSI3aHO C TUIOXOM
OCBEIOMJICHHOCTBIO M OTCYTCTBMEM OHKOJIOTMYECKOM HACTO-
POXXEHHOCTH y Bpadeil TIepBUYHOTO 3BEHA. YUUTHIBAS TO, UTO
B pecIyOIMKe HEeT CIIeUaTN3UPOBAHHOTO OTACICHUS IS IEeTCI
C 3aITyIIeHHBIMU CTAIUSIMU 3a00JIeBaHUS (XOCITHCA), TIe Tallk-
€HTBI ITOoJIydaiy Obl NAJJIMATUBHYIO MIOMOIIb, UX JEUEHUE IIPO-
BOIUTCS B YCJIOBHUSIX IETCKOTO OTAeneHus] PecmyOimkaHCKOro
OHKOJIOTUUYECKOTO HaydyHoro ueHTpa (Jlymanoe).

IMemm u 3amauM — U3YIUTH IIPOOIEMBI OKa3aHUS TaJUINaTUB-
HoIt momonu AeTsM B Pecriyonuke TamkukucTaH.

Marepuais 1 MeToabl. 3a 2018—2020 IT. 3aperncTppPOBaHO
424 ciydas MEpBUYHO BBISIBICHHBIX OOJBHBIX, U3 KOTOPBIX 73
obutn ¢ IV cragmeii, 4-it KIMHWYECKOM rpyrmoii. Manb4nuKoB
ob110 49 (67,2 %), nesouek — 24 (32,8 %), Bo3pact Konebauics
ot 3 nHeii no 18 net. lllecThaecaT MpoLIEHTOB 3TUX JIeTei U3 Ma-
JIOUMYIIIUX CEeMeii, YTO TIPUBOAWIO K TIO3/IHEl obpaiiaeMocTu
poauTeneil pedbeHKa 3a MEIULIMHCKOM TMTOMOIIIBIO B MEAYUPEXKIe-
HUS 110 MeCTy XuTeabcTBa. [Ipu moctymennu B LleATp metsaMm
OBLIO MTPOBENIEHO TOJHOE 00CIEA0BAHUE IO TPOTOKOJIAM.

Pesyabratel. 13 73 tonbko 42 (57,5 %) G0abHBIM ObLIA BbI-
MOJIHEHA Ma/UIMaTUBHAsE MOHOXMMUOTEPAIUS, YTO MPUBOAUIO
K CHUKEHMIO O0JIEBOTO CUHAPOMA U YJTYUIIIEHUIO 00I1IEro COCTO-
saHus pedeHka. [latu 6onpHbIM co 3HO KocTeil ObLIM BBITON -
HEHBI aMITyTallMd KOHEYHOCTE! ¢ CAHUTApHOI 1ie/blo, 1 pedbeH-
Ky HajJloXeHa Tpaxeoctoma. OctanbHbIM 26 (35,6 %) GONBHBIM,
YUUTBIBAST TSIKECTh COCTOSIHMSI, TTPOBEEHA CUMITTOMATUYECKasI
Tepanus (MpoTUBOOOJIEBast, OOIIEYKPETIISIONIas U TOPMOHOTE-
panus). Jlo HacTosIIero BpeMeHu 25 MauueHTOB 13 3TOM TpyIi-
TTBI TIPOJIOJIKAIOT TIOJYJaTh ITOAACPKBAOIIIYIO TePAIINIO, 13 HUX
16 yemoBeK MOJYYAlOT CUMIITOMATUYECKOE JICUEHHUE Ha JIOMY.
Tpunmars nBa pedeHKa OTMOIM OT FeHepaIu3aluy Ipoiiecca.

BoiBoapl. [1po6aema namnuaTuBHOM noMmoiu B Pecrryonuke

TamXMKKUCTaH gBJISETCA aKTyaJlbHOM. DTO CBA3aHO C OTCYTCT-
PA3LEN IV
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BHEM XOCIHCOB B paiioHaxX U ropojaax pecnyoanku. Becex 60Jb-
HBIX JIeTei, HYXXIAIOIIMXCS B MaJZIMATUBHON ITOMOIIM, Bpauu
BBIHYXIE€HbI TOCIIUTAIU3UPOBATh B OTOEIEHUsI, [ MaLIMEHThI
C HepacIpOCTPaHEHHBIMHU OITYXOJIEBBIMU IIPOILIECCAMM TTOJY-
YalT MPOTOKOJBHOE JIeUeHNE. YUUTBIBAS TSKECTh COCTOSTHUS
JIeTeil ¢ 3amylIeHHbIMU CTaausIMM, HEOOXOOUMO MPEITOXUTh
KOMILIEKCHYIO MOJIEJIb [Ta/UIMATUBHOM ITOMOIIM, KOTOpast Oyaer
MPOHOJIKATLCS Ha MPOTSLKEHUH Beeil 00JIe3HN, He3aBUCUMO OT
pesyibrata. HeobxogmMo, 4ToObl Bce TeauaTphbl M Bpauyn y3KOro
MpoduIst MOLJIM UMETh MPEACTAaBIEHUE O MAJIMaTUBHOM ITOMO-
LM JETSIM IJIs1 OKa3aHUsI ee 110 MECTY XKUTEIbCTBA, U 00eCIICUUTh
WHTEHCUBHOE KyIMPOBaHUE 0OJIEBOTO CMHAPOMA JETSIM C Tep-
MUWHAJIBHBIMUA COCTOSTHUSIMU 3a00J1eBaHUS.

Tesuc No 104

3nokayecmsenHbie HOBOOOPa30BaHus
neyeHu y aemei: co6cmBeHHbIE

HabnwopaeHua 3a 13 nem

B.B. Maxonun!, P.P. Baiipamry;ios!, A.A. T'ymepos?,
9.b. fIxuna', D.®. Amupona', A.1. Maxouuna',
A.B. Munnobaena', A.®@. ITax', D.B. SIkynosa!'
'IT'BY3 PE «Pecnybaukanckas demckas KAuHu4eckas 6oavHuya», Ypa;
2@r'BOY BO «bawkupckuii 20cy0apcmeeHHblil MeOUyUHCKUL
yHuseepcumem» Munzdpasa Poccuu, Ypa

AxkTyampHocTh. 3HO meueHu y geteil — peakasi maToJorus,
Mopdoiiorndecku padHopoaHas: I'b, remaTouenmonsgpHas Kkap-
LIMHOMa, pabIoMIHAs OITyXOJIb IeueHU. [IpuMeHeHne eamHbBIX
MPOTOKOJIOB ITO3BOJISICT ONITUMU3UPOBATH U CTAHIAPTU3NPOBATH
Kak nmoaxoabl K XT, Tak 1 Xupyprudyeckoe JeueHue.

e u 3agaun — usydyeHue pesynsratoB aeyeHus 3HO mneue-
HU y gereii B Pecriyoiuke baikoprocTaH.

Marepuaasl u Metombl. [IpoBemeHBI PETPOCTIEKTUBHBIN
U MPOCMEKTUBHbBIN aHAIU3bI faHHbIX 22 nauueHToB co 3HO ne-
YeHU, MoyuyuBLIKX JedyeHue ¢ Mapta 2009 . mo anpenb 2022 .
B PAAKDB (Yda).

PesyabraTel. 3a 13 netr HaOmoganuch 22 malMeHTa B BO3pa-
cre oT 13 cyTok o 15 et 9 MecdueB, U3 HUX JIeBOYEK OBLIO 8,
MaibuukoB — 14. MHuLManbHO ypoBeHb ajibdha-¢eTonpoTenHa
obu1 noBbileH > 10 pa3 npu I'b (r = 15) 1 ObL1 B HOpME TIpU
renaToLe/UTIONISIDHOM KapiuHoMe (7 = 4) U pabaoumgHOM
oryxomu (n = 1). buomcust mpoBeaeHa y 12/22 maumeHTOB,
y 10 GOJBHBIX MEPBUYHBINA TUATHO3 BepU@UIIMPOBaH Jadopa-
TOpHO-UHCTpyMeHTalbHbIMU MeTogamu. [To PRETEXT: I cra-
nus — 2 mauuenta, Il cragus — 8, 111 ctanusa — 5 u IV cranust —
7 nereit. IlopaxxeHue mpaBoil JoMu — 7 OOJBHBIX, JIEBOI — 9,
ownobapHoe pacnpocTpaHeHue — 6 . Mopgouorus: I'b — 15 ne-
Tel, CpeIHUIA Bo3pacT 27 MecslieB, MeauaHa 16 MecslieB; rema-
TOLICJUTIONAPHAs KapiHoMa — 4, cpeaHuii Bo3pacT 131 mecdir,
MennraHa 137 MecsiiieB; pabmonmHasI OIyXoiIb — 1, HeBepuUIIm-
poBanHbie 3HO nedeHu — 2 npu cpeaHeM Bo3pacte 53 Mecslia,
MmenuaHa 31 mecsn. PabmoumHasi omyXosib MEYEHU BbISIBICHA
y pebeHKa B 6 MecsI1ieB, Morub B TeyeHue 2 Mec. Y 6 MmaiueHTOB
BBITIOJTHCHA JIaIIapOCKOITMUecKast Onorcus, | KoHBepcHsI Ha Jia-
IMapOTOMMIO M3-3a KPOBOTEUEHMS; JIATTAPOTOMUST — Y 4, TMAarHO3
BepUULIMPOBAH KJIMHUKO-PEHTreHoJoruyecku — y 11; mep-
BUYHOE XUpyprudeckoe jedyeHue — 1. K rpymre craHmapTHOro
pUCKa OTHECEHBI 9 YeIOBEK, K TPYIIIE BBICOKOTO pUCKa — 4,
MeTactatuueckoe pacrpocrpaHeHue (kputepuu SIOPEL-4) or-

PA3QAEN IV

MedeHo B 4 caydasx; | mauueHT ¢ pabaouaHOi OImyXoiblo (1o
EU-RHAB) u | nauueHT ¢ renaToue/UTIONSIPHONM KaplMHOMOM
MnoJjlyyaau Tepamnuio TapreTHbIMU areHTamu. CuMmnToMaTuyec-
Koe JiedeHus npoBeneHo y 7 mereid. XT y 16 GONMbHBIX BBITION-
Hsack o npoTtokoyam rpymnnel SIOPEL. Xupypruueckoe se-
YeHUe: TeMUTenaTakToMust (n = 12), aTunudeckas pe3eKLus
(n =13, Bce maumeHTsl ¢ | cragueit). B PIAKbB (Yda) BbimoiHeHbI
2 reMUTenaTaKTOMUM, | aTUNU4YHasa pe3eKlus rnedyeHu. B ¢e-
JiepaJibHble JIeueOHO-TIpoGMIaAKTUYSCKUE YIPEXKICHUST Ha ITall
XUPYPTUUECKOro JeueHus (paauKalbHbIe OTCPOUYCHHBIC PE3eK-
MY TIeYeHU) OBLIM HaIpaBJeHBI 15 marmeHToB. XUpypruye-
ckwmii atan BeimonHeH B HMULL ITOU um. Imutpus PoraueBa
(n=9), HMUL ouxonoruu um. H.H. brnoxuna (n =2) u PHLX
nMm. B.B. IlerpoBckoro (n = 4). CoBMecTHO ¢ ¢eaepalbHBIMU
IEeHTpaMHU TIPOJICYSHBI 15 manneHToB, 13 KOHCYIBTHUPOBaHbBI Ha
pa3HbIX 3Tanax Tepanuu. Crennaan3npoBaHHOE JeUYeHUE TIPO-
BemeHo 18 mammenTtam (7 ManbumKoB 1 11 meBouek), MenmaHa
16 mec. Pacnipenenenue o cragusam: 1 cragusa — 2, 11 cragms —
8, III cramus — 3 u IV cragusg — 2. Jlokanuzauust y 7 geTeit
B TIpaBoit Jojie u'y 7 — B sieBoil. Mopdosiornuecku y 13 6071b-
HbIX BbisiBJieHa ['b, y 2 — renaTouesuitoisipHas kapimoHoMa. M3
Bcex 22 nmauueHToB ¢ III cragueit 6t 5, c IV —7, ¢ I'b — 7,
CrenaToues/UTIOSIPHON KapUMHOMOM — 2, HeBepUPULIMPOBAHBI —
2, ¢ pabIOMIHOM OIMYXOJIbIO IeueHu — 1, kuBbl 5 (41,6 %) nereit
¢ menuaHoi 18 (8—101) mec; no 3Tana paauKaaibHOU XUPYypruu
(remurenaTaKTOMUS) ToOcae MpegonepauroHHo XT mouuiu
5 MalMeHTOoB, BCE XWBHI; 4 MallMeHTa JCUYMINCh CUMITTOMATH-
yecku, 3 — XT c mepexogoM Ha CUMIITOMAaTUYECKOE JIeUeHUE.
Co cranueii 111 (n = 5) xusb 3 (60 %), meauana 18 (17—155)
mec. Co cragueii IV (n = 7) xwuBbl 3 (42,9 %), mennana 30 mec.
Cl—IIcranueit—10,I'b—y9urenatouesmnoaspHas KapiiuHOMa —
y 1, 3KUBBI Bce, MenraHa 63,5 (8—156) Mec, Bce onepupoBaHbI pa-
JIUKaJIbHO — TEMUTeNaTIKTOMUU — 7, aTUTIMYHBIE pe3eKLIun — 3.
C I cranueii (n = 2) xusbl 100 %, menuana 63,5 (56—71) mec,
co II cranueii (n = 8) xuBbl 100 %, Mmeauana 60,5 (8—156) mec.

BoiBoapl. [losnyyeHHbIe JaHHBIE COOTHOCSITCSI C pe3yjbTaTa-
MM MEXIYHAPOIHBIX MCCIENOBATENbCKUX TPYIMN. YJIydllleHue
pe3yabraToB jJedyeHus aeteit co 3HO meueHu KpoeTcs B yayd-
IIEHWU paHHE! AMarHOCTUKU, onTuMu3auuu XT u xupypruye-
CKOTO JISYEHUSI MMyTeM TECHOTO COTPYIHUYECTBA C TPyIIaMu U3
(benepaabHBIX IIEHTPOB, COOIIOACHUM EAMHBIX JeUeOHO-auar-
HOCTUYECKUX TTOIXOI0B.

Tesuc Ne 111

Tpancnnanmauus nevyexu

npu renamo6nacmome

A.B. Metemn, A.B. ®uaun, A.A. Ba6asH,
O.B. JIpivoBa, O.B. KazakoBa
Tocyoapcmeennwiit nayunwiii yenmp Poccuiickoit @edepayuu
OI'BHY «Poccutickuii Hay4Hblil yeHmp Xupypeuu
umenu akademuxa b.B. I[lemposckoeo», Mockea

AktyansHocTh. I'B sBisieTcst cambim yacteiM 3HO meuenu
y nereii. B mocnenHee BpeMsi JeMOHCTpUPYETCS pOCT 3aboie-
BaeMocTu. Ob01urpHoe nopaxenue neyeHu (III-IV craguu no
PRETEXT) na6monaercsa y 45—80 % narrenToB. TpaHcriaH-
Talysl TICUEHU SIBJISIETCSl €IMHCTBEHHO BO3MOXHBIM PallKalb-
HBIM METOJIOM JIeUeHUsI TIallMeHTOB ¢ Hepe3deKTabenbHoil I'b.

Ieaun u 3a1a4u — U3Y4YUTh pe3yJIbTaThl TPAHCILJIAHTALIUU Te-
yeHu no nosoxay I'b.

~ 4h4 ~
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Marepuast u Metoapl. C 2008 o 2022 . B OTOEICHUU Tie-
pecanku nedeHr PHIIX um. akan. b.B. IletpoBckoro npoore-
pupoBanbl 132 pebenka ¢ I'b. TpakTuuecku monosuny (49 %,
n = 65) cocTaBWIM OOLIMPHBIE PE3eKIINU (TPUCEKTOPIKTOMUM)
reyeHu. J1oJist BBIMIOJTHEHHBIX TpaHCIIaHTaLMit cocTaBmia 22 %
(n = 29). Tpunmars BoceMb mpoiieHToB (1 = 11) marmeHToB, me-
PEHECHIMX TPAHCIUIAHTALIWIO, WMEIM WHUILIMATbHBIE METacTa3bl
B Jerkue. BceM manmeHTaM Kpome OfHOro Mpou3BeaeHa MUHU-
MU3ALMS UMMYHOCYIIPECCUBHOTO IIPOTOKOJIA ¢ MOJHOM OTMEHOM
TJTIOKOKOPTUKOCTEPOUIOB B IEPBbIE 3 MEC MOCTIE TPAHCTUIAHTALIUN.

Pe3ynsraThl. MearaHa cCpokoB HaOJIOIeHUS 3a MAalMEHTaMU,
MepeHeCcIMMU TpaHCIUIaHTauuo, coctapuwia 41,5 mec. Otna-
JICHHBIE pe3yIbTaThl BBDKMBAEMOCTH ITOC]IE TPAHCIIAHTAIlUK Ha
cpoke 5 net coctaBuin 73,32 10,71 %/75,78 = 8,69 %. B xone
aHaJIM3a PaHHUX IOCJICONEePAIMOHHBIX OCIOXHCHUN YCTaHOB-
JIeHo, 4To 33 % maumeHTOoB MMean ociaoxHenus I11-1V crere-
HU no kiaccudukanuu Clavien—Dindo. [Tpu ananu3e mo3gHux
OCJIOXKHEHMI ycTaHOBJIEHO, 4yTo Y 13,7 % (n = 4) pa3Buiuch Ou-
JIMapHble ocioxHeHus, uy 17,2 % (n = 5) uMenu MecTo cocyau-
cThie ocyioxkHeHusl. 2Kusbl 23/29 nanuenra. [1puunHoi cMepTu
SIBWICSI peuuauB 3a0ojeBaHus (n = 4), ocTpas cepAeyHO-CO-
cyIMcTasi HEAOCTaTOYHOCTh (1 = 1), nucGyHKIMS TpaHCIIaHTa-
Ta, 00ycJIOBJIeHHast UHGEKIIMOHHBIM mpoieccoM (n = 1).

BoiBoabl. Yenex B neuenuu I'b 3aioxeH B TECHOM B3aMMO-
JIEICTBUU TUATHOCTOB, OHKOJIOTOB M XUPYPIroOB, HAYMHAS C BbI-
SBJICHUST OITyXOJIM. MeTacTasbl B JIETKMX Ha 3Talle TepBUYHOI
JUATHOCTUKYU He SBJISIOTCS aOCOMIOTHBIM ITPOTUBOITOKA3aHUEM
K TpaHCIUIaHTauu. ONTUMU3ALMs CPOKOB BBITTOTHEHUST aIbI0-
BaHTHOM M HeoaabloBaHTHOU [IXT crocoOCTBYET yaydlIeHUIO
noka3zateneii BbkuBaemoct. Munumusauust MCT ¢ orMeHoit
TTIOKOKOPTUKOCTEPOUAOB Uepe3 3 Mec MocJjie TpaHCIIIaHTaluuy —
MyTh K CHIDKEHUIO PUCKOB PELIINBA.

Tesuc Ne 9

K Bonpocy 0 neyenuu Heppobnacmom
I.A. HermatoBa, M.H. Ymaposa, JI.I1I. Maxmynosa

'Y «Pecnybaukanckuil OHK0A02UMECKULI HAYYHbIL YeHmp»
Munucmepcmea 30pagooxpanenus u COYUANbHOU 3aujumyl HAceAeHus
Pecnyonuxu Tadxwcuxucmarn, Jywanbe

AkTtyanasHocTh. Hedpobiactoma — BBICOKO310KAYeCTBEH-
Hasl COJIMAHAs OIyXOJb modyek. Hambojiee yacTo BCTpedaeTcst
y IeTeit B Bo3pacTe A0 5 JIeT, Yalle y MaJIbuuKOB. B cTpykType
3HO y pereii, Mo gjaHHBIM oOpaliaeMocTu B PecnybaukaHCKuUA
OHKOJIOTUYECKHWI1 HayuyHbIii LeHTp (dymanoe), HepobiacToma
3aHUMAaeT 4-e MEeCTO.

Ienn v 3aaa9M — U3YyIUTH PE3YJIBTATHI JICUSHUST IeTeil ¢ He-
¢pobaacromoit 3a 2021—-2022 rr. B AeTCKOM oTaejieHuun Pecry-
OJIMKAHCKOTO OHKOJIOIMYeCKOro HaydyHoro ueHtpa ([lyianoe)
no npotokojy SIOP.

MarepuaJisl u MeToabl. B oTneneHnm neTckoit onkonornu Pe-
CcNyOJIMKAHCKOTO OHKOJIOTMYECKOTO HaydyHOro LieHTpa (yiaH-
6¢) 3a rmocieaHue 2 Toma HadIogaInch 22 pedeHKa ¢ TMarHO30M
HedpobiacToma, U3 HUX 8 AeBoueK U 14 manbuukoB. [1o Bo3-
pacTy AeTH pacipeaeauInch CeayomuuM oopa3om: 1o 1 roga —
3 00nbHBIX, oT 1 fo 3meT — 7, 0T 304 neT— 11, 0r5 10 7 neT — 1.
ITo yiokanM3auMy OITyXOJW: MOpaskeHWe JIEBOM IMOYKU OBLIO
y 11 60JbHBIX, MIPaBoil — y 9, IByCTOPOHHEE MOpaxeHue — y 2.
Co II cragneii 3a6oneBanus mocTymwin 4 nauuenTa, ¢ 111 — 13,
¢ IV — 3. JIBycTopoHHee nmopaxeHue Mmovyek ObL10 Y 2 O0JIbHbIX.
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Pesyabratel. JIBymM 00sibHBIM (1 U 5 MecsiiieB) Oblaa BbIMOJI-
HeHa HepakTomus 6e3 [TXT (cornacHo MPOTOKOJY), pOAUTETN
3 nmereil OTKa3aqucCh OT JieueHus, | pebeHKy ¢ MeTacTaThuyec-
KHM TOpaxKeHWeM roJIOBHOTO Mo3ra U Jjierkux nposeaeHa [TXT
¢ NMaJIMaTUBHOM 1eblo, 2 mauueHTa noaydatot [TXT B Heoamb-
IOBAHTHOM pexkurme 1o cxeme AV, 13 6onbHbIM npoBeaeHa [TXT
B HEOAIbIOBAHTHOM pexume mno cxeme AVD + HedpakTomus +
ITXT B anblOBaHTHOM peXUME.

BoiBoapl. C 2021 1. B ieTckoM oTaesieHun PecrybarnKaHCKOro
OHKOJIOTMYECKOTO HayqHOTO TIeHTpa ([lyianoe) BHeIpeHbI COBpe-
MEHHBIE METOIBI JISUeHUsT He(dpoOIacTOMBI, KOTOPBIE COOTBETCT-
BYIOT OOIIIEMHMPOBBIM CTaHIApTaM. B majbHEWIIeM IUIaHUPYeTCsT
TPOBECTUA CPaBHUTEIILHBIN aHAIN3 PE3yJIbTaToB JICUeHUST Hepo-
OJIACTOMBI Y eTeH IO BHEIPEHMST HOBBIX CXEM JICUCHUS U TIOCJIE.

Tesuc Ne 100

Npumexexue aymonoruyxoi
mpaHcnAaHmayuu remono3muyecKux
CMBONOBbIX KNEMoK y Aemei
¢ Heiipo6nacmomoil rpynnbl BbICOKOro pucKa

K. Omaposa', E. Capcekoaes', A. Tyneoaesa?, I. Aoauiiosa'
'AO «Hayunoiit yenmp neduampuu u demckoii xupypeuw», Aamamot;
2HAO «Kazaxckuil HayuoHANbHbLI MEOULUHCKULL YHUBePCUmMem
umeru C.JI. Acherdusposa», Anmamol

AktyanasHOCTh. AyTo-TI'CK 13 1K Hambosee 9acTo MCImomnb-
3yIOTCSI B JIeUEHUM CONMMAHBIX onyxojieil. Hb camast yacras skc-
TpaKpaHuaJIbHasl COIMIHAS OIyX0JIb, COCTaBJIsIIOLast oT 8 10 10 %
Bcex omyxojieit y meteit. [TokazarensHo, uto ayro-TT'CK okasbl-
BaeT OOJIBIIIOE BIMSHUE HA BBIKMBAEMOCTH ITAIIMCHTOB TPYIIIIBI
BBICOKOTO pMCKa, HAIIpUMep, ¢ aMIummdbuKamnueir N-myc 1 Merta-
CTa3MpPOBaHUEM 3a00JIeBaHMSI, IMaTHOCTUPOBAHHOTIO ITOCJIE 2 JICT.

Iemn u 3amaum — oreHKa 3POEKTUBHOCTU JICUCHUS eTeit
¢ HB no npoTokoJy mjist TpyIIIbl BBICOKOTO pHCKa C IIPpUMEHe-
Huem ayto-TI'CK.

Marepuaisl u Metoabl. Becero 3a 10 net ayto-TI'CK u3 ITK
npoBeaeHbI 56 manuenTam ¢ Hb rpynmbl Beicokoro pucka. Cpenu
MaLuMEHTOB Tpeobaagain AT MIaaliero Bo3pacra (3—7 net) —
56 % (n =25), no 3 ner — 28 % (n = 25), crapie 7 get — 16 %
(n="6). 1o moyIoBOI TPUHAMIECKHOCTH ITPe00Ia TN MATbYNKI —
29 (52 %), neBouek obu10 27 (48 %). [Naumentsl ¢ HB neunnuch
no MexayHapoaHomy npoTokony NEUROBLASTOMA-2004
HR. Ouenka craryca ©6one3nu g0 BJXT BbeisgBuIa, 4TO
y 30 manuentoB otMmevaincs [10, y 36 — xopoumit HO. Breuto
HCIIOJIb30BaHO 2 pexkuma KoHaulmoHupoBaHus CEM: kap6o-
miatuH (500 mr/m? — 3 gHs), sTono3una (40 Mr/kr — 1 aeHb),
MendanaH (45 mr/m? — 4 nHs) — 33 mauyMeHTaM M Tpeocy/ibdaH
(12 r/m? — 5—4—3-ii num), mendanan (45 mr/m? — 2-ii 1eHb) —
23 manueHTaM. B KayecTBe MCTOYHMKA CTBOJIOBBIX KJIETOK
y BCeX MallMeHTOB ObLIM MCITO0JIb30BaHbI CTBOJIOBBIE KiteTku TTK.
B cpenHeM KoanuecTBO TpaHCIIaHTHpoBaHHbIX CD347-kineTok
IK cocrasuio 8,1 (2,8—20) x 10%/kr.

Pesyabrathl. BoccraHoBieHUe JeUKOUUTOB Y 53 BBIKUB-
IIMX MalMEHTOB U aO0COJIOTHOE coaepxKaHUe HeuTpoduaos >
500 x10°/1 orMeyanock B cpeaHeM K 12-my aHio (10—18 nHeii),
tpombGoumuToB > 20,0 x 10°/m — k 15-my gHio (10—25 nHeit).
TpancrmnanrauuonHas JetaabHocTh (TJI) (mo 100 gHel ot Mo-
MEHTa TpaHCIUIaHTalMu) coctaBwia 5 %. [lpuunHoil THOE-
Ju 3 manueHToB siBwiack MHbexkuus. [larwretnss BCB ot

PA3AEN IV
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moMeHTa Havaia BAXT cocraBuna 32,7 = 7,4 %, 5-netusiss OB —
32,7+7,4%.

BoiBoapl. Ha ocHoBaHMM Halllero MCClAeIOBaHUS MOXKHO
3aKJI0unTh, YTo npuMeHeHue TI'CK saBiasgeTcs HeoOXOAMMbBIM
9TarioM Teparnyy MPU OHKOJOTUYECKUX 3a00JIeBAaHMSIX TPYIIIIbI
BBICOKOTO pHMCKa M TP PEUMINBAX, IIPU 3TOM €€ Pe3yJbTaThl
JIy4dllle, 4YeM Mpy UCHOIb30BaHUM TOAbKO XT.

Tesuc Ne 35

KnuHuyeckuil cnyyail ocmporo
MUENouHoro neiko3a y pe6exka

C HemunuyHoii MaHudecmauuei

N.B. Ocunosa', 1.H. Yepesosa?,
B.A. Kamumyamun!, T.FO. Makcumosa!
TAY3 JIPKb Munsopasa Pecnyoauxu Tamapcman, Kazanw,;
2PrbOY BO KI'MY Munzdpasa Poccuu

AKTYyaJIbHOCTb. B CTpyKType OHKOJIOTMUYECKUX 3a00JeBaHUM
nmetckoro Bo3pacta OJI 3apumarot 1-¢ Mmectro. OMJI cocraBisieT
15—20 % Bcex 1eiiKo30B, OTJIMYAETCsS pa3HOOOpa3ueM KIMHM-
YeCKUX MPOSIBJICHUI, TUTOMOP(OJIOrMYECKUX U TeHETUYECKUX
XapaKTepUCTHK.

Iean u 3amaum — onucanue ciayyas OMJI ¢ peakoit KIMHU-
yeckot MaHudecTanueit Ha GoHe OTCYTCTBUSA CIeU(PUIECKUX
KIMHUYECKUX TIPOSIBJICHUI W TUIWYHBIX MJIsI TeMo0JsiacTto3a
reMaToJI0TMYeCKUX U3MEHEHU.

Marepuajsl u MmeToabl. AHanm3 opm 003 /y.

Pesyabratel. B mpasmamonoeuueckoe omoenernue JIPKb (Ka-
3aHb) 6 hegpane 2022 e. nocmynuns maavMuk 5 1em ¢ Jcarodbamu Ha
001U 6 NO360HOUHUKE U NOBblULeHUEe memnepamypsl. Peberok 3a60-
sen ocmpo 6 Hosiope 2021 e. K nepuoduueckum 6045M 8 NOACHUHHOU
obnacmu 6 dexkabpe 2021 e. npucoedururucy AUxopaoka, HapyuieHue
noxodxu. Axmubaxkmepuanvras mepanusi, NPOBOOUMAsE NO Mechy
Jcumenscmaea, okasaracs Heagpgexmueroii. Ilpu obcaedosanuu Ha
DEHM2eHO2PaAMMAX Bbli8AeHbl YMEHbUICHUE 8bICOMbL U KAUHOBUO-
Has degpopmauus L 1-noseonka; na namueHwvix peumeenosckux KT
N0360HOYHUKA U KOocmell masa — OugghysHble 04azosvle nopaice-
HUs men 2pYOHO-NOSCHUYHbIX NO380HKO08, MA308biX U OeOpeHHbIX
Kocmeli; namonoeuueckue nepeaomvt mea Tho-, L1-, L4-no3eon-
koe. Ilpu nocmynaenuu 6 /IPKb (Kazaus) cocmosnue msicenoe 3a
cuem UHMOKcUKayuu, 604e602o cuvopoma. Ilumanue nouudicero.
Heeponoeuueckuii cmamyc 6e3 ocobennocmeii. Kosca c semaucmoim
Koaopumom, uucmas. BeHmuasyuoHHbIX U 2eMOOUHAMUHECKUX HA-
pyuenuti Hem. Cycmaewl cummempuunsie. Ilarvnayus u nepkyc-
cus no3eoHKoe donesnennas. llepugepuueckue J1Y, neuenn, cene-
3eHKa He ygeauyeHol. JIabopamopHo: HelimpopuabHbLil NCUKOUUMO3
(13,4 movic/mKna) co cosueom 61e60, eUNOXPOMHAS MUKPOUUMAD-
Has aHemus cpedHell cmeneHy msajicecmu, YPo8eHs mpomMoOoyumos
8 HOpMe, YMEPEeHHO NOBblULeHbl NOKA3amenu 2yMopaabHOll aKmue-
HOCMU, YpoGeHb AaKmamaoeeuopoeeHasbl, OHKOMAPKepo8 8 HopMe.
Ilo pexomendayusm onkonoea évinosnena MPT epyonoeo u nosc-
HUYH020 0MOeA08 NO36OHOYHUKA C KOHMPACMHbIM YycuaeHuem. Boi-
516/1eHbl CHUMICEHUE 8blcOMbL Men n0360HK08 Th4—7, L1—15, uzmene-
Hue cmpyKkmypbl mea no3eonkoe Th9—L 1, bokoevix macc kpecmuya
U CYCmMasHblX nogepxHocmell n008300UWHbIX KOCMell Ha YpoeHe Uc-
c1e0o8anUst, NAmMoN0UHeCKULl MACKOMKAHHbII KOMNOHEHM 8 No-
360HO4UHOM Kanane Ha ypoeHe L1, S1 ¢ komnpeccueii kopewka. Ha
peumeenosckoii KT OBII ¢ konmpacmubim ycuiseHuem 6ulsi6aeHbl
oughghy3Hvle MHOJICECMBEHHblE UBMEHEHUs KOCmel ma3sa, 6e0peHHbIX
Kocmell, namoaoeu4eckas mKaHb, MyghmooopasHo oxXxeamolearou,as
PASOAEN IV

no360HoYHUK Ha yposne Th12—L2 c pacnpocmpanenuem 8 CHUHHO-
MO0320801 KaHan, ymoaujenue napasepmedpalbHbiX MaeKux mra-
Hell, noauadenus. Ha MPT 2010661 ¢ KOHMPACMHbIM YCUACHUEM
Kapmuna o4ae06 0eCmpyKyul 6 NpoeKyuy Kocmell yepena u ueiiHo-
20 omoena no36OHOUHUKA, OUp@y3Hble U3MEHEHUs 6 Belecmee 20-
N108H020 Mo32a. Boinoanena nynkuus KM u3z nodszdoutnvix kocmeli.
B muenoepamme evisierena ungpusompavus KM ananaasuposatoi-
mu bnacmuvimu Kaemxamu 00 75,5 % ¢ mopghonoeuueckumu npusna-
Kamu Mme2akapuouyumapHol aurnuu oug@epenyuposku. Onyxonegvix
KAemokK 6 AuKeope He 00HapyJiceHo. B pamkax mMyabmuyenmpoeoeo
KauHuueckoeo uccaedosanus KM 6vin nanpaenen ¢ HMHUII JITOH
um. JImumpusa Poeaueea, ede Obin nodmeepxucoen M7-eapuanm
OMJI, evisienenvt inv(16)(p13g24), mymayuu CBFA2T3/GLIS2,
8 83U ¢ 4eM pebeHOK cmpamu@uuyupo8aH 6 GbiCOKYH 2epDYynny
pucka ¢ nozumusnoim LIHC-cmamycom. C 26.02.2022 no 10.2022
navuenm noay4un AeveHue 6 NOAHOM 00veme, npedycMoOmpeHHOM
npomorxonrom AML-MRD-2018, eéxarouas arno-TICK.

BeiBoapl. /lanHbIl KiuHu4Yeckuii ciaydaii OMJI ¢ maHude-
CTalMei B BUJIE€ OCTEOJIUTUYECKOTO MOpPakeHUsI KOCTEN Mpojie-
MOHCTPUPOBAJl 3HAYEHUE MYJBTUAUCUMUILUIMHAPHOIO TMOAX0/Ja
B CBOEBPEMEHHOI IMarHOCTUKE 3a00JIeBaHUI C peIKUMU KIIM-
HUYECKUMMU TPOSIBJICHUSIMU.

Tesuc Ne 112

Onbim neyexus numtobnacmubix numMdom
U3 KNemoK-npeawecmBeHHuyY

y Aemeil u NOAPOCMKOB

T.1O. I1aBnoBa, T.T. Baimen
DI'BY «<HMHUI] onkonoeuu um. H.H. broxuna»
Munszdpasa Poccuu, Mockea

AktyansHocTbh. JInMmboonactabie mumdbombr (JIBJT) sapnstioTest
BTOPBIM TI0 pacpocTpaHeHHOCTH BapyuantoM HXJI B memuaTpu-
YeCKOU TTOMYJISIIH, Ha JOJTI0 KOTOPOTO MPUXOINTCS 10 35 % Beex
ciaydae HXJI. JIBJI T-nuHeitHOro mpouCcXoXXaeHUs peacTaBie-
Hbl 75—80 %, B-nmuneitHoro — 20—25%, oudenorunuueckue JIBJI
BCTpevaroTcs KpaitHe peako. C MCIONb30BaHMEM COBPEMEHHBIX
nporpamm Tepari BPB 1 OB neteit u monpocTtkos ¢ JIBJI coctaB-
sstiot 80 %. OnHako nmokasateny OB maLmreHToB ¢ peLuaIuBUpPYIO-
1M 1 pedpakTepHbIM TedeHreM JIBJI ocTaioTcs HEBBICOKUMU —
meHee 10 %. C yuetom toro, uto OJIJT u JIBJI Mmopdonornyecku
1 UMMYHO(EHOTUTTUYECKH TTPEACTABIISIOT OTHOPOIHYIO OITyXOJIb,
oTJMyarollytocsl creneHblo MHbWIbTpaimu KM, craHmapToM
teparmuu JIBJI, He3aBUCMMO OT MUMMYHOJIOTMYECKOTO BapuaHTa,
Ha CETOAHSIIHUI AeHb CYMUTAIOTCS MPOTOKOJBI eueHus OJLJI.
B Hacrosee BpemsI oIleHKa pe3yJIBTaTOB Tepallnyl IalleHTOB
¢ JIBJI npoBoautcs, Kak npasuio, BMecte ¢ OJIJI B cBsI3u ¢ eau-
HBIMU IIPOTOKOJIAMM JiedeHHST. OTCYTCTBIE pabOT, ITOCBSIIICHHBIX
BcecTopoHHeMy usydeHuto JIBJI BHe koHTekcTa 60mbHbIX OJII,
OIpeIeINIIO aKTYaIbHOCTb TAHHOTO MCCAEIOBaHMSI.

Ileau u 3axa4 — Ha OCHOBAHUU UMMYHOJOTUYECKUX OCO-
oenHocteit JIBJI n3 KieToK-mpeallecTBEHHUL OLEHUTh 3¢~
(beKTUBHOCTb COBPEMEHHBIX MPOTPaMM Tepaluu, IPOBECTU
cpaBHuTenbHBIN aHanu3 10-netHeit OB, BPB u BCB nereii
¢ JIBJI, monyuaBmux nedenue mo nporokonam ALL IC-BFM
2002/2009.

Marepuaasl 1 MetToabl. B rccienoBanue BkiodeHbl 70 ma-
ueHToB aetckoro otaeaeHust XT remo6aacrozos HUW J0ull
®dIbY «<HMMUL onkonornu um. H.H. bnoxuna» MuH3npasa
Poccun, nonyvasiux aeyenue ¢ 2002 mo 2022 r.

~ 46 ~
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Pesynsratel. CpenHuii BO3pacT MAallMEHTOB, BKIIOYEHHBIX
B MCCIeIOBaHME, cocTaBwI 9,4 rofga, MaJIbuMKOB ObLIO B 1,5 pa3a
6osbie, yeM aeBodek. M3 70 maumenrtoB ¢ JIBJT y 61 (87 %)
nuarHoctupoBaHa T-nuneitHas JIBJI, y 9 (13 %) — B-nuHeiiHas
JIBJI. Y 6onbiieit yactu manueHToB ¢ T-nuHeitHoi JIBJI Habo-
JIaJuCh TUCCEMUHMPOBaHHBIC cTamuu 3adoneBanus (II1-1V) —
78 %, Boneuenre KM —y 31 %. B rpynmy cpeaHero pucka Bo-
i 59 (84,3 %) mauMeHTOoB, B TPYIITYy BBICOKOTO prcka — 11
(15,7 %). Jecarunetusisi OB mnst Bcex nmauuentos ¢ JIBJI cocra-
Buna 95,4 + 2,6%, BPB — 91,9+ 4,9 %, BCB — 86,7 £ 5,6 %.

BoiBoapl. JIBJI 13 KjeTok-TpeaiiecTBeHHUL TMpeacTaBisi-
0T CO0O MMMYHOJIOTUYECKM T€TEPOTEHHYIO TPYIIITY OIyXOJei
¢ npeobiananueM (87 %) T-muneitnbix JIBJI. Mcnonb3oBaHue
COBPEMEHHBIX MHTEHCUBHBIX TIPOTPAMM TIPOTUBOOITYXOJIEBOM
Tepanuu 1o3BoJjsieT noctuub 10-ymetHeit OB y 95 % manueH-
T0B Cc JIBJI. Pe3ynwraTel eueHus gereit ¢ JIBJI mo mporokoam
ALL IC-BFM 2002/2009 oka3zanuch 3(pheKTUBHBIMU U COTIO-
CTaBUMBI ¢ MMEIOIIMMHUCS MEXIYHAPOIHBIMU JIUTEPATYPHBIMU
JaHHBIMU.

Te3uc No 24

OcobeHHOCMU meYeHuda ocmporo neiikosa,

uHduuupoBanHoro supycom SARS-CoV-2

J.K. ITonocyxuna, 1.B. Kypuiona,
M.A. Moprynosa, B.B. CBuraueBa
T'BY3 «Boaeoepadckuii 06aacmuoil KAUHUYECKUL OHKOA0UYECKULL
ducnancep»; DIHOY BO «Boneoepadckuii eocyoapcmeenHbiil
meduyunckuil ynusepcumem» Munzdpasa Poccuu

AktyansHocTh. KOpoHaBUpYCH — 3TO Haubojiee pacmpocTpa-
HeHHoe cemelictBo PHK-comepxaimux BUPYCOB, CIOCOOHBIX
MHOUIIMPOBaTh KaK >KMBOTHBIX, TaK M 4YejoBeka. OTmedaercs
00JIBIIIOE Pa3HOOOPa3Me KIIMHNYCCKIX TTPOSIBIICHMI OT OCTPOIt pe-
CIUPATOPHOI BUPYCHOM MHMEKILNUU 0 TSKEJIOr0 OCTPOro pecru-
paTopHoro cuHapoma. B Hactosiiee BpeMs n3BectHo cBbie 1000
BapMaHTOB PA3TMIHBIX TCHETUUICCKIX JIMHII, UMEIOIITIX BEICOKYIO
MaTOTeHHOCTh. BXomHbIe BopoTa It BO3OYOUTEST — SIUTETUIA
BEPXHUX JAbIXaTebHBIX ITyTel 1 SMUTEIMOLUTHI KETyIKa U KUIIeY -
HUKa. PazBuBaeTcs racTposHTepoKOIUT. [1py mopaxkeHUM Cocyam-
CTOTO SHAOTENNS BO3MOXHO Pa3BUTHE BACKYJIMTa, MHOKApIUTa,
nopaxeHus mouek. Tsokenas popma COVID-19 sBinsercst pazHo-
BUIHOCTBIO ITUTOKMHOBOTO IIITOPMA, TIEPBUYHOTO M BTOPUIHOTO
reModaroMTapHOTrO CUHAPOMA, IIPUOOPETCHHOTO MMMYyHOIe(pH-
LINTA.

e u 3anaun — usyuenue teueHust OJI Ha poHe MHGUITIUPO-
Banust COVID-19.

Marepuaisl u Metoabl. 3a nepuoa ¢ 2019 no 2021 . B HallieM
oTaesieHuU mposiedeHsl 539 neteit B Bozpacte ot 0 go 17 set co
3HO, B ToM uucie BriepBbie BbIsIBICHHBIX 196 marenToB. 3HO u3
OTICNIBHBIX OpPraHOB W TKaHeil mMenn Mecto y 202 mereid,
reMobJacTo3sl — y 337, mpenmyiectBenHo OJI (n = 256). B rpym-
e remo6acto3oB COVID-19 3a6onenu 17 (3 %) neteii, U3 HUX
¢ OJII — 11, c OMJI — 3, ¢ IX — 2, ¢ Mb ronosHoro mo3ra — 1.
B rpymme conmmmHBIX OITyXoJIeii BO BpeMsI IIPOTOKOJIBLHOTO JICYCHUST
Hukto COVID-19 He 3a60ne.

Pesynsrarsl. Bce 3a0oeBlve aetv ObUIM B Bo3pacTe oT 1 roga
10 MecsieB mo 16 jet, HO TTpeobIataIN IETH MEPBBIX 6 JIET XKU3-
HU (n = 7). CeMeliHbIif KOHTAKT BhIsSIBIIEH y 5 neteit. [luarno3z 3HO
yctaHoBieH B riepuon JiedeHuss COVID-19 B uHbeKunoHHO
oonbHM1e (1 = 7), B nepuon uHTeHcuBHoM XT (n = 7), B nepuon,
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pemuccur U noaaepkusatoiiero geyeHus (n = 3). Jleuenue OJIJI
(n = 11) npoBonuiock no rnporokoay ALL IC-BFM 2002, OMJI
(n = 3) — no nporokoay OMJI-MRD-2018. Tszkenoe TeueHue
COVID-19 ¢ nopaxkeHueM JIeTKUX 0TMeJasloch y 8 neTeit, 1o TUITY
pecrupaTopHoil BUpycHoOI nHdekimu —y 9. M3 yucna nepedosieB-
mmx COVID-19 umMenu MecTo oclioxKHeHUs y 3 aeTeii — TpoM003
MpaBoil OeIPEHHOI BEHBI, OCIOXHEHHBI TPOMOOIMOOMEl Jie-
rouHoii aptrepuu (n = 1), apTpUT Ta300€APEHHBIX CYCTaBOB (1 = 1),
nonuHeponatust (n = 1). [No3aHuit peuuauB JeiiKo3a HaCTyIWII
y 3 neteit, ymepiu 3 pedeHKa BCIeACTBHE MPOrpecCupoBaHus Jieii-
Ko3a U 1 pebeHoK B moBTOpHOI pemuccuu nocyie TTCK u Tsokenoit
dopmber COVID-19.

BoBoapl. Ha ocHoBaHMM aHa/iM3a Halllero Matepuaga MOXHO
OTMETUTD, uTO 3a00s1eBaHre COVID-19 1o yctaHOBIEHUS AMAarHO-
3a OJI ocoboro BAUSIHUS Ha TeUEHUE U UCXOJI JIeiiK03a He OKa3bliBa-
Jo. Ecmu COVID-19 npucoenuusiics Ha poHe uHTeHCUBHON XT
VI Ha 3Tarle MOIICPKMUBAIOIIETO JICUCHHSI, TO 3TO 3HAYNTEIBHO
yxyaiano TedeHue u ucxon OJI.

Tesuc Ne 10

Pe3ynbmambl NeyeHus nayueHmos
C UHMpaKpaHuanbHoii repMUHOreHHo-
KNemo4Hoil onyXxonbio,
accoyuupoBaHHoi ¢ CUHAPOMOM
pacmyweii mepamombl

T.B. IToctHukoBa, O.b. IToxymxkuna,
O.TI'. XKeayakosa, FO.A. HecrepoBa
I'bY3 «HIII] cney.med.nomougu demsam

um. B.®. Boino-Aceneyrxoeo JI3M», Mockea

AxTyansHOCTh. [IepBruHBIe MHTpaKpaHuaabHbie KO oTHO-
CSATCS K PeIKIM OITyXOJISIM U Han0oJIee 9aCTO BCTPEIAIOTCS Y AC-
TEU M ITOAPOCTKOB IO CPAaBHEHMIO CO B3POCIIBIMU MAIlCHTAMH.
Cpenu I'KO BoIzensior repMuHoMy 1 HerepmuHoMmHble ['KO,
KOTOPBIC BKITIOUAIOT 3PEIIYI0 M HE3PEIIYIO TepaTOMY, TEPaTOMY CO
3JI0KaYeCTBEHHOM TpaHChopMaIreil, SMOPHOHAIBHYIO KapIlu-
HOMY, OITyXOJIb JXEJITOYHOTO MEIITKa M XOpHoKapurmHoMy. Yacto-
Ta BCTPEYAEMOCTH TePaTOMBI, BKITIOUAsT 37I0KaUeCTBEHHBIC BapH-
aHThl, cocTaBisieT 0,4 % cpeau Bcex OIyXoJiei TOJIOBHOIO MO3Ta.
HWutpakpanmnanbabie 'KO Hanboaee 4acTo JJOKAJIN3YIOTCS B TTH -
HEaTbHOU M XMa3MaJIbHO-CEeJUIIPHON 00JIaCTSIX TOJTOBHOTO MO3-
ra. @eHOMEH pacTyIIeii TepaTOMBI BIICPBbIC OBUT oImrcaH B 1982 1.
st akerpakpannanbHBIX KO Logothetis et al. JIlmaraos cuH-
IpoMa pacTyIIeil TepaTOMBl OCHOBAaH Ha 3 KPUTEPUSIX: HOpMa-
J3anus WHUIAAIBHO ITOBBIMICHHOTO ajb(da-(heTorpoTenHa
¥/WJIN XOPHOHMYECKOTO TOHAIOTPOIMHA, YBEJTMUCHIE pa3MEepOB
onyxoiu Ha ¢oHe uinu nocie [TXT u rucTosornuecku moaTBep-
JKICHHAS 3pelias TepaToMa ITocIe yaaJIeHUS OITyXOJIH Y TallieH-
ToB ¢ HerepMruHOMHBEIME ['KO. Pa3BuTtie mHTpaKpaHNAIbHOTO
CHHApPOMA PACTYIIEH TepaTOMBbl OTMEYAIOT IIPEHMYIIECTBEHHO
y 60JIbHEIX co cMetranHoi 'KO 1 He3penoii TepaToMoii.

Ilemm 1 3apa4u — OLIECHKA OCOOEHHOCTE! JMarHOCTUKU U Jie-
yeHus y nmanueHToB ¢ 'KO, accoumnpoBaHHOM ¢ CUHIPOMOM
pacTylie TepaTOMBI.

Marepuajsl 4 MeToAbl. PeTpOCTIEKTUBHO MpoaHaIU31MpOBa-
HBI JaHHbBIEC 4 TAlIMEHTOB ¢ MHTpakpaHuaibHoi 'KO, accoru-
UPOBAHHOM C CMHAPOMOM PACTYILEH TEPATOMbI, TUATHOCTUPO-
BaHHo B riepuos ¢ 2013 mo 2020 . Cpeau HUX ObLIO 3 MaJlbuMKa
n 1 geBoyka B Bo3pacTe OT 6 g0 13 yer. ¥ Bcex MalMeHTOB
PASLOEN IV
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nuardo3 'KO Obu1 ycTaHOBJIEH Ha OCHOBAaHUU JOCTOBEPHO IO-
BBIILIEHHBIX YPOBHE! OHKOMapKepoB (ajbda-deTonpoTreuH u/
VI XOPUOHUYECKUIT TOHAIOTPOITMH) U XapaKTepHOI JIOKaIn3a-
LUK omnyxoJiv o naHHbIM MPT, 6e3 rucronornueckoit Bepudu-
Kanuu. JlokanmuzoBaHHas OMyXOJIb OIpeAe/eHa y 2 MalleHTOB,
M-crangus He yCTaHOBJICHA B 2 cITydasiX (He MCCIIe0BaH JIUKBOP).
Y Bcex IManmeHTOB ObLTM MHULINAIBHO 3HAYUTEIEHO TTOBHITIICHBI
OHKOMapKephl, KOTOPbIe HOPMAIM30BAINCH TTOCTIC TIPOBEACHMS
2 xypcos I[TXT no npotokony SIOP CNS GCT 2011 y 3 manuen-
TOB, nocie 4 kypcoB — y 1. KontpoasHasgs MPT nocie 2 KypcoB
TTXT BbIsIBUIA TPOJOKEHHBI POCT OMYXOaU Y 3 MallMeHTOB,
y 1 oTMeueHa cTabmiIM3alms, KoTopass CMEHUJIACh TTPOIOJIKEH -
HBIM pocToM oryxonu mnocie 4-ro kypca [1XT. Bce nmammeHTh
MOCJIe BBISIBJIEHHOTO MPOIOKEHHOTO POCTA OMYXOJIU ObLIH MPO-
OIEepUPOBAHBI: PATUKAIbHO — 2, C OCTaTOYHOM OITyXOJIblo — 2.
VYV Bcex MauMEeHTOB TUCTOJIOTMYECKM ObLTa BepU(ULIMPOBA-
Ha 3peJiasi TepaToMa. JIByM OOJBHBIM C OCTaTOYHOI OMyXOJbIO
Obln1a mposeneHa nporoHHas JIT.

Pesynsratel. Cpoku HabiogeHus coctaBuwin or 36 mo 108
mec. Tpexnernsst OB u BCB cocrasuan 100 %.

BoBoapl. Hopmanuzanus oHkomapkepoB Ha (one ITXT
B COUYETAHUM C MPOJOJIKEHHBIM POCTOM OIYXOJH MO JAHHBIM
MPT nosBonsieT 3amofO3pUTh CUHIPOM PACTYIIEl TepaTOMBI
y namueHTtoB ¢ ['KO. IIpoBemeHne XupyprudeckKoro JIeUeHUs
C TOCIIEAYIOIINM TUCTOJIOTHICCKIUM HMCCIICIOBAaHUEM ITO3BOJIM -
JIO Bepr(DUILIPOBATh 3pEIyI0 TePaTOMY U IIOATBEPAUTH CHHIPOM
pacTyleil TepaToMbl. YaajaeHue OMyXoJud B COCTaBe KOMOWMHU-
POBaHHOTO WJIM KOMIUIEKCHOTO JICUCHUST Y TaHHBIX TTallieHTOB
mo3BoJiniio 1oouthest 100 % 3-netHeit OB u BCB.

Tesuc No 11

HomOuHupoBaHHaa nepcoHanusupoBanHan
mepanua nayueHima ¢ rucmuoyumo3som
U3 Knemok Jlanrepraica npu passumuu

uuppo3a nevyexu

E.A. Ilpucranckosa', B.B. Ilypoyesa!, O.C. ®unx',
M.M. Aurommnn’', B.C. Po3onosa', E.I'. ITum0asiosa’,
A.P. Monaxos?, /I.A. Esceesn’

'Poccuiickas demckas kaunuueckas 6orvhuua PrA0Y BO
«Poccuiickuil HayuoHanbHbLIL UCCA008aMENbCKUN MEOUUUHCK UL
yHueepcumem umenu H.U. Ilupoeosa» Munzdpasa Poccuu, Mockea;
2DI'BY «HayuonaabHblii MEOUUUHCKULL UCCA008AMEAbCKUL UEHMD
MPAHCNAGHMON0UU U UCKYCCBEHHBIX 0P2AHO08
umenu akademuxa B.U. lllymakosa», Munzopasa Poccuu, Mockea;
SOIBY «HMHUIL] ITOH um. Imumpus Pozauesa»
Munszdpasa Poccuu, Mockea

AxkTyamsHOCTh. ['KJI — 3a0o0seBaHMEe ¢ MOHO- WJIM MYJIBTH-
CHCTEMHOI 3KCTHaHCHUEW KJIeTKAMHU TUCTUOILMTAPHOTO psna
Pa3TMYHBIX OPTAHOB U CUCTEM C MHOTOOOPa3ueM KITMHUYECKUX
NposBiIeHUN. JIaHrepraHCOKJIeTOYHOE MOpaXeHue MeYeHu Mo-
KeT MPUBOAUTH K PA3BUTHUIO IMPPO3a U SABJISIeTCS (PaKTOPOM He-
6JIarONPUSTHOTO MTPOTHO3A.

He.]'ll/l H 3aJa4d — TIPECACTaBUTH KIIMHAYECKUIA cnyqafl
IPE3CHTAllUU T'KJI B Bume MYJIBTUOPIaHHOI'O IMOPaAXXCHUA
C MPEUMYIICCTBECHHBIM BOBJICYHCHHUEM IICYCHU, OIILIT TEpaAIicB-
THUYCCKOTO N XUPYPIUUYCCKOIo JECUCHUA PN Pa3BUTUMN LIMPPO3a
TICYCHMU.

PA3QAEN IV

MarepuaJjisl 1 METOBI. 3ab01e8aHUe NPe3eHMUPOBAN0 Y pedeH-
Ka 6 sospacme 1 eoda 3 mecaues (gespans 2021 e.) ¢ nosenrenus
KOJICHO20 3yda, Jceamyxu, axoauu, auxopaoku. Ilpu obciedosanuu
BbIAGACHbL  2eNAMOCHACHOME2AAUS, AUMPadeHonamus, pacnpo-
CMPAHEeHHAsl Cblnb, X0AeCMAMU4ecKas dceamyxa, eunepxonecme-
PUHeMUsl, KOA2yA0namusi, aHeMusl, UHMepCMUUUaIbHble U3MeHe-
Hus 6 aeekux no dannvim KT, ouaeu 6 kocmsx uepena. C yuemom
BbIAGACHUS XAPAKMEPHLIX Kaemok 6 ouonmame Koxcu 23.09.2021
6 PIIKb @IAOY BO PHUMY um. H. U. ITupoeosa Mumn3zdpasa Poc-
cuu ycmatnoeneH ouaenos I'KJI, myavmucucmemmnas gpopma c nopa-
JceHUeM 0peano8 pucka (Koica, 1eekue, KOCmu 4epend, ne4etb, ce-
saesenka, JIY). Iocae nposedennoeo kypca XT no npomokoay LCH
1V, IC-1 omeem pacyenen kak cmabuavHoe 3ab01eeanue/npozpec-
cus. C yuemom omcymcmaeusi a0eK8amuozo omeema Ha mepanuro
BUHONACMUHOM U NPEeOHU30A0HOM, GbisénenHol mymayuu V600E
6 eene BRAF nposedeno 2 kypca mepanuu eemypagerud + yuma-
pabun + 2-xaop-2-desoxcuadenosun (03.12.2021—-07.12.2021,
06.01.2022—10.01.2022). B ceésa3u ¢ Hapacmanuem unepouiupy-
ounemuu XT npexpaujena, npuem eemypagenuda npodosdicen. Ha
gone COVID-19 (10.02.2022—11.03.2022) 3apuxcuposanvl max-
CUMANbHblE 3HAYeHUs 00uweeo ouaupyourna do 1055 mxmons/a 3a
cuem obeux gparxuuil. K 23.04.2022 ommeuenwv cHudiceHue eunep-
ouaupyounemuu 00 250—300 mMKmoav/n, NOAOICUMENbHAS OUHAMU -
Ka co cmopoHbl AeeKux, 00HAKO COXPaHsAemcs aumpadenonamus,
epybas eenamocnaeHome2anusl, Nepunopmanbhas AaHeepeaHcoKe-
mounas unguavmpauus(?) omek(?) ¢uobpos(?) aumgpoudnsie paz-
pacmanus(?) + skmasus npomoxos. HIII — ¢ubpos F4 no wkane
Metavir. Bepuguuyuposan uuppos newenu 6e3 neyeHoUHO-KAemou-
HOUl He0OCMamoYyHOCMU ¢ NPUSHAKAMU NOPMANbHOL 2UNEPMEeH3UU.
17.05.2022 ¢ HMHUI] THO um. akao. B.HU. Illymakosa nposedena
POOCMBEHHAS, OPMOMONUUECKAs. MPAHCHAAHMAYUS 16020 Adme-
panvhoeo cekmopa neveru om omuya. 21.05.2022 evisienen mpomo603
apmepuu MpaHcnAGHMAama, 6bINOAHEeHbl MAHYAAbHAS MPOMOIKC-
mpaxyus, 6a1N0HHAs 8a300UAGMAYUS apmepuU MPAHCNAGHMAama,
eenapurogntii. npomokoa. UCT: basurukcumad, memuanpeoHuso-
A0H, MAKPOAUMYC.

PesynbraThl. B Hacmosuiee epems nayuenm xcue 6e3 npu3HaKkos
OCHOBHO20 3a001€6aHUS, MPAHCHAAHMAM NeYeHU (DYHKUUOHUDY-
em. MoaekyasapHo-eenemuueckoe uccaedosanue Kposu 6 cenmsope
2022 . — mymauus V60OE 6 eene BRAF ne svisignena. Ilpodonxca-
emcs npuem semypagpernuda, UCT (makpoaumyc + npeonuszonon).

BoiBoapl. 'KJI yacto MackupyeTtcst mon Apyrue neavatpuye-
CKHE€ COCTOSTHUSI, YTO HE MO3BOJISIET BOBPEMST YCTAHOBUTD AMar-
HO3 M HayaThb aJieKBaTHOE JieueHue. Hammame myramum V60OE
B reHe BRAF no3BosIeT yCMEeUHO MPOBOAUTL TapTeTHYIO Tepa-
nuio BeMypadeHNOOM, B TOM YHUCJIE B MOHOPEXUME TIPU TIpO-
TUBOMOKa3aHUAX K ctaHaaptHoi XT. TpaHCriaHTaLus MeYeHu
y IMaIlMeHTOB ¢ IIMPPO30M IIEUCHM B MCXOAe 3a00JIcBaHUS SIB-
JISIETCST BO3MOXHBIM W ITOTECHIIMAJIBHO KYPaTMBHBIM METOHOM
Teparumu.
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Tesuc Ne 54

MnaneHyeckan Helipobnacmoma

B Pecnybnuke benapychb

N.B. IIpoaeckosckas, N.B. beryn
IY «PHIII JIOTH» Munzdpasa Pecnybauxu beaapycs, Munck

AKTyasbHOCTh. OTIyXOJIM CYMTAIOTCS BPOXACHHBIMU TIPU
BBISIBJICHUW BO BpeMsi OEpEeMEHHOCTU WJIM B TIEpBBIE 3 Mecs-
11a XXU3HU. BpoxXIeHHbIE OIyXOJIM COCTABIIIOT Juilb 1,5—2 %
BCeX OMyXOoJiell y IeTeli ¢ pacnpocTpaHeHHOCThIo oT 1:12 500 no
1:27 500 xuBopoxaeHuit. Hb Haxonutcs Ha 2-M MecTe Mo 4Ya-
CTOTE BCTpeyaecMOCTH M cocTaBligeT 25—30 % MitameHYecKUX
onyxoJjeii. OCHOBHBIM METOJIOM BbISIBJIeHUS MaaeHuyeckux Hb
SIBJISIETCS KaK Ipe-, TaK U MocTHaTajibHOe Y3U.

Iean u 3aaa44 — NPOBECTU aHAIM3 OMbITA MO BbISIBJEHUIO
MU JieyeHUIo nauueHToB ¢ muaneHyeckod HB B Pecrnybinke
benapycs.

Marepuajsl U MeToabl. 3a mepuon ¢ 1 okrsaops 1997 r. mo
1 cenrs6ps 2022 r. mox Habmonenuem B PHITL JOI'M naxo-
Jrmich 387 maluueHTOB ¢ BIiepBhie BhIABIeHHOM HB. TTanmeH-
ToB 110 3 MecsieB 6buto 50 (12,9 %). M3 Hux manbuukoB — 31
(62 %), nesouek — 19 (38 %). PacripenesneHue 1o CTaausIM:
1-s1 cramust — 18 (36 %), 2-s1 cragust — 4 (8 %), 3-s1 cramust — 13
(26 %), 4-s1 cramus — 7 (14 %), 4S cragust — 8 (16 %). do 2008 1.
J1s nedeHus naumeHToB ¢ Hb ncnonb3oBancs nmporokon EINS,
¢ 2008 . — NB2004.

Pe3yabraTel. YacToTa BCTpeuaeMOCTH TMAIIMEHTOB C MJIAICH-
yeckoit HB B Bo3pacre no 3 Mecsues cocraBuna 12,9 %. detu
1o 1 mecsia — 11 (22 %), 1—2 mecsiueB — 23 (46 %), 2—3 Mmecs-
1eB — 16 (32 %). [Ipeobaamany malMeHThI C JIOKaIM3alKei mep-
BUYHOI OITyXOJI1 B 00J1aCTH HAANOYEYHUKOB U 3a0PIOIIMHHOIO
MpocTpaHcTBa — 66 %. Cpeaun HeGIaronpUsITHBIX LIMTOTCHETH -
yecKUX coObIThii y 3 (6 %) nmalueHTOB Oblila BbISIBJICHA eI
1p, mauueHToB ¢ amruingukauueit MYCN B uzyyaeMoii rpyrme
He BbISIBJIeHO. PacripenesieHue Mo TepareBTUYECKUM TpyIaM
pUCKa MOJy4YeHo cieayioliee: cranmaptHast — 37/50 (74 %),
nipomeskytouHasi — 12/50 (24 %), Beicokasi — 1/50 (2 %). Iamu-
EHTBI C XKU3HEYIPOXAIOIIUMU cuMIiToMamMu coctaBuin 40,5 %
(M3 HUX C TSKEJIBIM COMAaTUYECKHUM cTaTycoM — 62,5 %). OcHOB-
HOI TepaneBTUYECKON OMNIIMEN B M3yYaeMOM IPYIIIIE MallMEHTOB
obLU10 Xxupyprudyeckoe aeyeHue, XT Obl1a MCIONB30BaHA TOJIHKO
y 16 (32 %) 60nbHbIX. OB cocrasuna 84 %, BCB — 80 %, npuueM
npu BHeapeHuu nporokosia NB2004 BCB yBenuuuiack ¢ 69 10
84 %. Y 6 mauueHTOB MMEJIO MECTO MPEHATaIbHO BbISBICHHOE
3aboneBanue. [1py aHanM3e pa3MepHBIX MOKa3aTelieil OImyXoau
METOJIOM YJIBTPa3ByKOBOM AMArHOCTUKU YCTAHOBJICHO, YTO IPU
BBISIBJIEHUU OITyXOJIU B Iepuoj 10 3 MecsueB (y AeTeii 10 1 roga)
MeJMaHa ee pa3Mepa cocTaBisieT 37 ¢M3, YTO JOCTOBEPHO MEHBIIIE,
YeM TP BbISBICHUU OITyXOJIM B BO3pAcTe CTaplle 3 MECSILEB —
73 cM3. A TakKe OTMEYEHO, YTO IMPU BBISIBIECHUHU OITyXOJIU 10
3 Mecs11IeB MalMeHThI peXe UMEIOT 3-10 1 4-10 cTaauu 3a00JieBa-
nus (28,4 % nipotus 71,6 %; p = 0,034).

BoiBoapl. Yactora BcTpewaeMoctu MiaaeHdyeckoir HbB 3a
25 ner B Pecnyonuke bemapyck coctaBmia 12,9 %, 4to 4yTh
HIKe, 4eM B cTpaHax 3amagHoii EBporisl — 16,8 %. B a1oit rpym-
I1e Mpeo0J1a1aoT MalMeHThl CTAaHAAPTHOM Tpyniibl pucka (74 %),
C JIOKaJbHBIMU cTagusaMu 3abojieBaHus (70 %). IlamumeHTHI
¢ XU3HEYTpoXKaoIMMKI cuMToMaMu coctaBuiu 40,5 %, oCHOB-
HbIE METOJIbI MCIIOJIb30BAHHOM Tepaliy — OIepaTUBHOE Jieue-
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Hue, JIT nubo ux coueranue. OB mist Bceit rpynmbl cocTaBuIa
84 %, BCB — 80 %. YuurtbeiBast 00beMBbI OIYXOJIe TPYIHBIX e~
Teil ¢ HB, 3aBUCHMMOCTb cTaauu 3a00eBaHUs U TPYIINbl pUCKa
OT BO3pacTa, CUMTaeM 1eJecOO0pa3HbIM BbIMOJHEHUE CKPU-
HuHrooro Y3U no 3 mecsliieB XU3HU.

Tesue Ne 37

HasothapuxreanbHas KapuuHoma y aemei
U NoApoCcMKOB. AKMyanbHbie faHHble,
coGcmBeHHbIe pe3ynbmambl U BO3MOMKHbIE

nymu ynyywenus
JI.JI. PaGaesa, H.B. XKykos

DPIBY «HMHUI] ITOU um. JImumpus Poeauesar»
Mumn3zopasa Poccuu, Mockea

AkryansHocTh. HazodbapunreanbHas kapiimnoma (HOK) ss-
JISICTCST OMHOM M3 HEMHOTHUX 3JI0Ka4eCTBEHHBIX SITUTEINATBHBIX
OITyXOJICH, BCTPEUAIOIINXCS B NETCKOI oy . CoBpeMeH-
HbI€ TIPOTOKOJIBI, MPeAycMaTPUBAIOIIME MPOBEACHUE LIMUCILIA-
THH-COoIepXKallelt MHIYKIMOHHON Tepalmi M XUMHOJYIEeBOTO
JICYCHMST, TIO3BOJISTIOT U3JICYUTh OOJIBIIMHCTBO MAIIMEHTOB C JIO-
KaJIM30BaHHBIMM U MECTHO-PACIIPOCTPAaHEHHBIMH CTaIUSIMU 3a-
6omeBanns. OgHAKO ITPOTHO3 OOJBHBIX C IEPBUIHO-METacTa-
tnaeckoir ¢popmoit HOK n penmmuBamu 3a0ojeBaHMUS TOCTE
paHee IPOBEICHHOTO KypaTUBHOTO JICUCHUSI OCTaeTCs HebIaro-
TIPUSTHBIM.

Ilemm u 3amaunm — oneHKa 3((GEKTUBHOCTU CYIIECTBYIOIINX
pexxumoB JeueHuss HOK y nereit 1 moapocTKoB.

Marepuaisl 1 MeToAbl. B vcciaenoBaHre BKIIOYEHBI 26 Mma-
1yeHToB, nonydaniiux gjedueHue B HMULL ITOU um. Imutpus
Porauesa B iepuoz ¢ ¢peBpais 2012 1. mo nionb 2022 1. (116 mec).
Bce OonbHBIE MMenn MOpPGOJOrMYecKU BepUMUIIMPOBAHHBIM
nnarHo3 H®OK, paxee He mosydaiyd MPOTUBOOIYXOJIEBYIO Tepa-
MU0, 00CIeq0BaHue U JIeUeHNEe TTPOBOAMIOCH B pexKUMe U 00be-
Max, IPeTyCMOTPEHHBIX BepCcHell TPOTOKOJIa HEMEIIKOM TPYIIIThI
GPOH, xoTopas 6bl1a aKkTyalbHa B IepUOJ MPOBEACHUS Tepa-
muu: NPC-GPOH-91 — 2 (7 %), NPC-GPOH-2003 — 9 (35 %),
NPC-2014-GPOH-Register — 15 (58 %). Cpennuii BO3pact
0OOJILHBIX HA MOMEHT MOCTAaHOBKM JuUarHo3a coctaBui 14,8 (pa3-
opoc 11—17,7) rona, COOTHOIIIEHUE MaTbYMKU:IeBOUKU — 15:11.
Cpenu 26 601bHbIX y 7 ObL1a 111 cTanus 3a6oneBanus, y 19 — IV
(16 — IVAu 3 — IVB).

Pesynbrathl. [1lpy MenuaHe mepuoja HaOMIOAEHUST 3a XKU-
BYIIIMMM OOJIbHBIMU, COCTaBMBIIEH 24 Mec (MaKCUMalbHbIN
riepuon Habmonenus 116 mec), paccuntanHas o merony Kar-
JnaHa—Maiiepa 5-netHsist BBIT (oTpuniateabHble COOBITUSI — MPO-
rpeccupoBaHue 3a00eBaHUs UM CMEPTh OT JII0OOI MPUYMHBI)
cocraBuna 75 %, OB — 85 %. I1arunetusst BBII B rpynine nereit
¢ III crapmeit cocraBuna 100 % (95 % AW 100—100) u IVA —
73 % (95 % AW 51—100). B rpynre nmauuenTos ¢ [VB cranueit 3a
KopoTKMii riepuon HadmoaeHus (2 roga) BBIT cocraBuna 67 %
(95 % AN 30—100).

BoiBoapl. TakuM 00pa3oM, 00JbHBIE ¢ MHULIMAIbHBIM MeTa-
CTa3UpOBaHMEM W MACCUBHBIM MECTHBIM paclpoCcTpaHEHUEM
MMEIOT XyILIMIA MPOrHO3 B CPaBHEHMU C MallMeHTaMU C JIOKa-
JIM30BaHHOU opMoil 3a00sIeBaHNSI U MEHEe MAaCCUBHBIM MECT-
HBIM pacripocTpaHeHueM. KMcrnoab3oBaHUe albTepHATUBHBIX
LUTOCTAaTUKOB (reMLUUTa0UH) B KaueCTBE KOMITOHEHTa MHIYK-

PA3AEN IV
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HuoHHoro JedyeHus, BkaodeHue MMUKT u nomnepxuparoiueit
Tepanuu KarneuuTabuHOM B TpOrpaMMy JedeHUsT OOJbHbBIX C He-
OJIaroNpUSITHLIM TPOTHO30M MOTEHLUATIbHO CIOCOOHO YJyy-
LLIUTH €€ pe3yJbTaTUBHOCTh, OJHAKO 3TO TpeOyeT JOMOJHUTEb-
HBIX UCCJIEIOBAHUIA.

Te3suc Ne 39

JththekmusHoCMb ONaH3aNUHA
B Npothunakmuke u NeYeHuu mowHombl
U psombl y Aemeii U NoipoCMKOB,
NONY4alowux BbICOKO3IMEMmOreHHyIo
mepanuto. NpomeRymoynbie pe3ynbmambi
NPOCNEKMUBHOro PaHAOMU3UPOBAHHOIO

uccneposalusa

JI.JI. PabaeBa, H.B. XKykos, /I.B. JIuTBuHoB
OIBY «HMHUI JITOU um. Imumpus Poeauesa»

Mun3zdpasa Poccuu, Mockea
AkryamsHocTb. TomHoTa 1 pBoTa (TUP) mo-npesxxHemy ocra-
I0TCSl OMHUMU U3 HauboJiee YaCThIX OCIOXHEHUIN MPOTUBOOMY-
xoJieBoii Tepanuu. CorlacHO MEeXIYHAPOAHBIM UCCIEA0BAHUSIM
U aHaJIU3y COOCTBEHHBIX JAHHBIX, TPUMEHEHUE CTAHIAPTHOIO
3-KoMITOHeHTHOro pexuma npodunaktuku TUP (aHTaroHuct
5-HT3-peuentopoB, anpenuTaHT U JAeKCAMETa30H) MO3BOJSET
100UThCs MOHOTO KOHTposisi TP MeHee ueM y MOJIOBUHBI [e-

Teii, MoJydarolIuX BBICOKOAMETOreHHy10 XT.

e u 3ama9m — OLICHUTH 3(D(HEKTUBHOCTh M O€30ITaCHOCTD
nmobasiaeHnsT Manbix 103 (0,07 MT/KT, MAKCUMAaJIbHO 5 MT) OJaH-
3aluHa K cTaHaapTHOMY pexuMmy npodunaktuku TUP nocie
BbICOKOAMeTOreHHOM XT.

Marepuansi nmetoabl. C Maprta 1o aBryct 2022 T. B UCClIe10Ba-
HUe ObLT BKJTIOYEeH 31 MaryeHT, MOJyYMBIINI BEICOKOIMETOTeH-
nyio XT s HMUL JATOU um. Imutpust PorayeBa n oTBeYaBIINit
KpUTepusM 0TOOpa B McclieqoBaHne. MeamuaHa BO3pacTa cocTa-
Buna 14 (ot 5 mo 18) ner, cooTHOIIEHNE MaTbYMKU:IEBOYKN —
15:16, Bce OOBHBIE CTPALAIN COMUIHBIMUA SKCTPaKpaHUATbHbI-
MU onmyXoysiMH. [TaltmeHTsl paHAOMU3MPOBAINCH B COOTHOIIIE-
Hum 1:1 co crpatudukanueit (mojaydaau WIM He TOJydaliv pa-
Hee BBICOKOAMETOTCHHYIO TepaIliio; UCITOIb30BaHUE PEXKUMOB,
colepXalnX M He COAEPXKAIIMX BBICOKME MO3bI LIMCIIaTUHA,/
KapOoruiaTMHa) Ha MPOBEACHUE MEPBOTO LIMUKJIA BLICOKOIMETO-
reHHoi XT co craHgapTHOM 3-KOMITOHEHTHOM MpOopUIaKTUKOI
¢ unu 6e3 1obaBIeHUS MaJlbIX 103 OJlaH3anuHa. BTopoii aHaso-
TUYHBIN Kypc BbicoKOoaMeToreHHoi XT mpoBoauiIcs co CMeHOoM
BapuaHTa MPOTUBOPBOTHOM MpoduaakTuku (rmepexkpect). s
oneHku TUP ncnonb3oBaamch OMPOCHUK U TpadudecKast 1Ka-
na PeNAT. OueHka HexXeaTeIbHBIX SIBJICHUI TIPOBEICHA C UC-
nonb3oBaHueMm kputeprueB CTCAE v.5.0. JlaHHBII aHATU3 STBISI-
€TCS IIPOMEKYTOYHBIM, €TI0 IIEPBUYHOM KOHEYHOM TOUKOM cTaia
yacTtoTa nojHoro KoHtpojsg THUP Ha mukinax tepanuu ¢ u 6e3
BKJIIOUCHUS OJIaH3aMrHa, IMPEAIToYTeHNE MAallMeHTOB (KaKoi 13
BUIOB TPODUIAKTUKN TALMEHT BBIOMpAET NI MaJbHEHIIero
JIeueHUsT) 1 6€301aCHOCTb.

PesyabraTel. C yyeToMm nepekpecta 31 malMeHT, BKIIOYCH-
HBII B MiccaenoBanue, mouydmi 62 kypca XT (31 ki ¢ onaHsa-
nuHoM 1 31 uukn — 6e3 Hero) M3 31 nukna XT co craHgapTHO
3-KOMMOHEHTHOI TPO(UIaKTUKON ToJHOTO KoHTposss THUP

PA3QAEN IV

yaanoch 1oouThes B 16 mukiiax (mosiHblii KoHTposib TUP — 52 %),
n3 31 nukia ¢ mpodUIaKTUKOM, BKJTIOYABIIECH Masble 03Bl
oJlaH3arnuHa, nojHoro KoHTposss TUP ynanock noouthes B 24
nukinax — 77 % (p = 0,027). B pamkax mcciiefoBaHUST BCe Ta-
LIMEHTHI MOJYYuanM 00a BapuaHTa npodbwiaktuku TUP (mepe-
KpecT) 1 4-KOMIIOHEHTHBIN PeXXUM C BKJIIOYEHHEM OJIaH3aImHa
IUIST TIPOIOJIKEHUS JiedeHHsT Tipeanodnn 97 % 6oiabHbIX. OnaH-
3aMUuH-conepxkamuii pexxum npodunaktuku TUP xoporo ne-
peHocUJICST OOJIbHBIMU: HEXXeJIaTeIbHbIC SBICHUSI, aCCOLIMUPO-
BaHHBIE ¢ TIpMeMoM ojaH3anuHa (cemamus 97 %, Habop Beca
76 %), ObLIN BbIPAXKEHBI HE3HAYMTEIBHO (CTEIEeHb BhIPAXKEHHO-
ctu < 3 nmo CTCAE v.05).

BoiBoabl. [TpoMeXkyTOUHBIN aHANU3 Pe3yIbTaTOB PaHIOMMU-
3UPOBAHHOIO UCCJIEIOBAHUS CBUIETEIBCTBYET, YTO J0OABIEHUE
MaJIbIX J03 OJIaH3alMHAa K cTaHAapTHoil mpodwiaktuke TUP
o0s1amaeT BbICOKOM 3(p(PeKTUBHOCTBIO (CTATUCTUYECKU 3HAYUMO
MpeBocxosIIei 3 (GEeKTUBHOCTh CTAHAAPTHOTO 3-KOMIIOHEHT-
HOTO pexXrMa MpoUIaKTUKKN) 1 0€30TIaCHOCTHIO y TTAllMeHTOB
neIruaTpudeckoro Mnpodus, MoJydalolIuX BBICOKOIMETOTEeH-
Hyto XT, 1 mpeamoyuTaeTcsl TOAABISIONIUM OOJBITUHCTBOM
OOJIBHBIX TS AaybHelie npodpunaktuku. Heobxoaumo mpo-
JIOJDKEHUE MCCIIeIOBaHUS N0 AOCTWXKEHUS IIAHOBOTO 4Yucia
BKJTIOYCHHBIX TIAIIMEHTOB IS OKOHYATEILHOTO aHAIN3a.

Tesuc Ne 101

CunapoMbl NpeapacnonoKeHHocmu
Yy hauuenmos ¢ Hedppo6nacmomoii:
onbim MIBY «<HMHUL onkonoruu

um. H.H. Bnoxusa» Mun3apasa Poccuu

I.b. Carosn', A.M. CyaeiimanoBa!, M.B. Pyboanckas',
A.M. Mutpodanosa?, JI.A. SIcbko?, B.B. Cemenona!,
T.B. Haceaxuna’, A.M. Crporonosa'!, B.M. Ko3sosa',
M.A. Kypuukosa?, A.Il. Kazanues',
K.A. Kupruzos', C.P. Bapdoaomeena’
'QI'BY «HMHUI] onxonoeuu um. H.H. baoxuna»
Mumnzopasa Poccuu, Mockea;
OIbY «HMHUI] JITOH um. JImumpus Poeauesa»
Munszdpasa Poccuu, Mockea;
OIBYH «Hncmumym moaekyasaproil 6uosoeuu
umenu B.A. Dneenveapoma Poccuiickoii akademuu nayk», Mockea
AKTyaJabHOCTh. CHHIPOMBI IIPEIPACIIONOKEHHOCTH Y Tia-
IIMEHTOB ¢ HedpobiactoMoit BcTpevatores B 10—20 % ciryda-
eB. CBOeBpeMeHHOe MX BBISIBJIEHUE Y MAlMEHTOB ¢ HedpoObia-
CTOMOII HEOOXOAMMO JIJisl TIOHUMaHUSI 0OCOOEHHOCTEl BeAeHUS
¥ TIPUHATUS KIMHUIECKUX PEIIeHWN TTpH TNTAaHMPOBAHUU 00b-
eMa Teparum.

Ileaun u 3a1a4M — OLIEHUTD YAaCTOTY BCTPEYAEMOCTU CUHPO-
MOB TIpeIpachoJOXEeHHOCTU Y MalMEHTOB ¢ HePPpoOIaACTOMOIM,
noyyaBImmx jiedeHne B yerousix ®I'BY «<HMUILI onkonornu
uM. H.H. bnoxuna» Munsapasa Poccuu.

Marepuaisl 1 MeToabl. B riccienoBanue BkodeHHb! 109 1ma-
OMeHTOB, noay4yaBimmx jJedeHne B ®I'BY «<HMUII onkonornu
uMm. H.H. bnoxuna» Mun3snpasa Poccuu B mepuos ¢ CeHTSIOpst
2019 1. mo oxTs10ph 2022 T. ¢ MOPGOIOTUIECCKU BePpUPUIIPO-
BaHHBIM JHArHo30M HedpobiaacToMbl. MemuaHa Bo3pacTa Ha
MOMEHT ITOCTAaHOBKM OMarHo3a cocTtaBmia 18 (pa3dpoc 8—48)
mecsmeB. [TokazaHneM WIS TPOBEACHNUS MOJICKYISIPHO-TCHETH -
YeCKOTO TeCTUPOBAHUS SIBJISTIOCH HAIMINE 2 KPUTEPHUEB U OoJee
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no monudpuurpoBanHoi mkaiae M.C.J. Jongmans et al. (2016).
B40/109 (36,7 %) cnydasix BeinojiHeHO nccaenoBanue [TK meTo-
noMm NGS, uz Hux y 19 (47,5 %) naimeHTOB ycTaHOBJIeHA OMJ1a-
TepasibHast popma Heppobiactombl. B 5/10 (50 %) cinyvasx y ma-
LIMEHTOB C Moao3peHueM Ha WTI-accoumpoBaHHBIN CUHAPOM
BBITIOJIHEHO MccienoBane metomoM MLPA, B 4/40 (10 %) —
MEeTOoA0M MeTui-crnenubudeckoir MLPA.

Pesynsratsi. U340 mporecTnpoBaHHbBIX MatiueHTOBY 10 (25 %)
BoisiBiieH reH WT'1,y 3 (7,5 %) — ren TRIM2S,y 2 (5 %) — reH
REST, y 2 (5%) — mo3anuHast ¢opma bekButa—Bunemana,
y 1 (2,5%) 6onbHOTO yCcTaHOBICH MMMYHOACHUIIUT, T 14A
(ren PIK3CD) n y 1 (2,5 %) BbisiBAeHa MyTtauust reHa TP53
1 ycraHoBieH cuHapoM Li—Fraumeni. ¥ yacTu mauueHTOB
BBISIBJIEHBI TEHbI HESICHOW KJIMHUYeCKoi 3Hauumoctu: CHEK?
(3 mamueHTa, Bce ¢ OwiaTepalbHO Hedpobiaactomoit), BLM
(n=1), BRCA2 (n=1), MLHI (n=1), RED (n = 1). ¥ 6/10
(60 %) mauuentoB ¢ WTI-accOMMPOBAHHBIM CUHAPOMOM He-
¢dpobaacToMa MMeaa CTPOMaIbHBIN TUM cTpoeHus. Y 1 manu-
€HTa YCTaHOBJICH HeaHaruIa3uPOBAHHBIN TUIT € MTPeodIaaHueM
Oysactembl, y 1 — CMELIaHHBIN. Y MalnueHTa ¢ OuaTepaibHOI
HedpoObsacTOMOM yCTaHOBJIEH CMELIaHHBLIA BapuaHT cCIlpaBa
u auddy3HbIil epuaobapHbIil TUNepIUIacTUYeCKuii Hedbpo-
OylactoMarto3 ciieBa. Y BceX MAlMEHTOB CO CTPOMAJbHBIM TH-
TIOM OTYXOJIY 3apeTUCTPUPOBAHO YBEJIUUECHUE 00beMa OITyXOJur
nocite HeoagpoBaHTHOM XT. ¥V 2/10 mManmeHTOB TUarHOCTHUPO-
BaH WAGR-cunapom. Tpu nauueHta ¢ reHoMm TRIM28 wmenu
OwatepaJibHOE TIOpakeHWe TTOYeK W SMUTEIMATbHBIN BapUaHT
cTpoeHusT HehpoOIaCTOMBI, U TOJIBKO Y 1/3 B KOHTpajaTepaib-
HOU mouke BepuduumpoBaH HehpobaacToMaTos3. Y Bcex IeTei
OTMeYauCh OTCTaBaHWE B IICMXMYECKOM Pa3BUTUU U (PEHOTH-
nuyeckue ocoOeHHOCTH (TpyOble yepThl auua). ¥ 1 pedbeHka —
3aj7iepkKa peueBoro pa3Butus. JIpa nauueHTa ¢ REST-accouun-
POBaHHBIM CHHIPOM MMEJIU TUHTUBAJIbHBIN (pOpoMaTo3 neceH
(meBouka) W MeTadU3apHBIA KOPTUKAIBHBIA JedeKT mpaBoit
OenpeHHOI KOCTU (MaybuuK). [TaliueHT ¢ UMMyHOIE(UIIUTOM
tuna 14A (ren PIK3CD) B nebtote 3a0601eBaHUs UMET KaHIUI03
KOXU, pOTOBOI MOJIOCTU U THEBMOHUIO. ¥ | MalieHTa CUHAPOM
Li—Fraumeni yctaHosiyieH yepe3 11 jieT mocie 3aBepuieHUs Te-
pariiu 1o IMoBoy HepoOIACTOMBI B CBSI3U C pa3BUTUEM BTOPOIA
onyxoau (OC).

BeiBonpl. Hamm naHHBIE MpEncTaBisIOT co00i 0030p YHU-
KaJIbHOW Cepuy CUHAPOMOB TIPEIPACTIONIOKEHHOCTH y AeTei
¢ HepoOIACTOMOI M AEMOHCTPUPYIOT HEOOXOIUMOCTh TTPOBE-
JIEHUSI TEHETUYECKOTO KOHCYJIBTUPOBAHUSI MAIITUEHTOB C TAHHBIM
3a0oneBaHueM. [IpumeHeHne Ha TIpaKTHKe MOIU(PUIIMPOBAH-
Howi mkainel M.C.J. Jongmans et al. (2016) 0o3BOJUIIO YITy4YIIUTD
YACTOTY BBISIBJICHUSI TEHETUYECKON MAaTOJIOTUH y [ieTeii ¢ Hepo-
osmactomoii. [TonmyueHHbIe TaHHBIE CBUIAETEIBLCTBYIOT O KOppe-
JIIIIUY CUHIPOMOB TIPEIPACTIONIONXEHHOCTH C TUCTOJIOTMUECKUM
TUMOM HedhpoOIACTOMBI, TUIOXUM OTBETOM Ha Tepanuio. [1pu
psime cuHapoMoB (REST- n TRIMZ28-accoumrpoBaHHBIX) Ha
KOTOpPTE HAIIMX MAlMeHTOB OTMEUYeHbl (DEHOTUITUYECKNE OCO-
OEHHOCTH, HE OTNMCAHHbIE paHEee B IUTEpaType.

~ 51
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TpunamepanbHasa pemusobnacmoma.

Cepud KNUHUYECKUX cnyyaes

FO.A. Cepos, A.C. JleBamos, B.A. Ipuropenko,
T.JI. Ymakosa, B.I'. Iloasakos
DI'BY «HMHUI] onkonoeuu um. H.H. baoxuna»
Mumn3zopasa Poccuu, Mockea

AktyansHocTh. PB siBisieTcss Hambosee pacripocTpaHEeHHBIM
BHyTpuriasibiM 3HO B merckom Bospacte. [Ipumepno 40 %
Pb saBnsioTcs HaAcaenCTBEHHBIMU U OOYCJIOBJIEHBI MYTallUsI-
MU B reHe RBI1. Jletn ¢ HacieACTBeHHBIM PB monBep:keHBI pu-
cky pazsutus Bropsix 3HO, B Tom uncne tpuiarepaibHoii Pb
(MrHEe00IaCTOMBI).

Ienu 1 3a1a41 — IIPOAHAIM3UPOBATH 6 KIMHUYECKUX CIyda-
eB (4 1eBOYKHU U 2 MaJIbYMKa B BO3pacTe OT 6 MecsLeB 10 4 JIeT),
BBISIBIIEHHBIX B 2020—2022 IT., ¢ TMHE00JIACTOMOI C METaXpOH-
HBIM XapaKTepPOM TeUeHUsI 3a00JIeBaHUs Y TTALIMEHTOB C IBYCTO-
ponHeit Pb B anamuese u RbI*-cTtaTtycoM.

Marepuaisl 1 MeToapl. 3a 2 roa B HAllly KIMHUKY ITOCTY-
iy 6 MalueHTOB ¢ MUMHEO00JacTOMOM ¢ RbIT-IO3UTUBHBIM
FeHETUYECKHUM CTaTyCOM C METaXPOHHBIM XapaKTepOM TEUCHMUSI
U ¢ n1BycTopoHHel Pb B anamHe3e. Bee malimeHThI mostydanu jie-
yeHue o nporokosy HITMED 2020.

Pesyabratel. Y 1 nanueHTta nuHeobsactoma u Pb Mmanude-
CTUPOBAJIUA C TIepepbIBOM 3 Mec, Y 3 O0JIbHBIX MUHEobIacTOMa
MaHudecTUpoBaia yepe3 2—3 rofa OT OKOHYAHMS JICYCHUs T10
nosoay Pb, 1 pebGeHOK MoJydall CUCTEMHYIO TepaIuio Mo Io-
Boay Pb. /IBa maimeHTa He Mojyyaju CUCTEMHOE CIIelIMaIbHOe
JieyeHue, 1 0OJIbHONM ToJTydall JISYeHUE TOJbKO I10 TTOBOLY -
HeoOysiacToMbl, y 1 pedbeHka nuHeobaactoma u Pb manudectu-
pPOBaJIM OMHOBPEMEHHO. Y 2 MAllMeHTOB, KOTOPBIM BBITIOJHEHO
yaaJeHKe OMyX0JIu MMHeabHOM 30HbI ¢ RO-pe3exiiueii, 10CTUr-
nyta I1P. /Isa nauuenTa ¢ R1-pe3ekuueit morudam ot nmporpec-
cuu 3a60eBaHus. [IBa aliMeHTa MPOXOIST JIEYSHUE T10 TIPOTO-
kony HITMED 2020 B HacTosiliee Bpemsl.

BbiBoibl. YUUTBIBasi HU3KYIO YAaCTOTY TTMHEOOIAaCTOMBI U ee
BBICOKYI0 Koppessuuio ¢ RbI™ Pb, cienyeT npoao/KuTh uccie-
JIOBAaHKWE O BJIUSHUM CITOCOOOB CUCTEMHOI U JIOKAJbHOMW Tepa-
nuu Pb Ha pa3BuTHe MMHEO0071aCTOMBI B JaJbHEUIIIEM, a TAaKXKe
pa3paboTaTh ONTUMAJIbHBIM MPOTOKOJ JEUEHMSI TpUaTepasib-
Hoit Pb.

Tesuc Ne 71

Onbim npumeHeHua
cmayuoHapo3aMeualowux mexuonoruil
y nayueHmos co 3/10Ka4YecmBeHHbIMU
HoBoo6pa3osanuasmu HUK [A0ul ®IBY <HMHL
OHKonoruu um. H.H. bnoxuna> MuH3papaBa
Poccuu. llepcnekmusbl pa3sumusd

FO.B. Cungruna, E.B. Boiiuenko, /I.b. XecraHos,
A.A. Manaxosa, JI.H. Jlonckux, E.B. CyxaHoBckas
DOIBY «HMHI] onkonoeuu um. H.H. broxuna»
Munzdpasa Poccuu, Mockea
AkTyansHOCTh. COBEPIICHCTBOBAHWE OPTaHM3ALIMKU U TTOBBI-
IIEHWE KA4yeCTBAa OKAa3aHUS MEIUIIMHCKOM MTOMOIIY TMaleHTaM
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co 3HO B ycnoBusIx cralimoHapa JHEBHOTO MpeObIBaHUS Ha OC-
HOBE BHEIPEHUS U IIMPOKOTO MCITOIH30BaHNS COBPEMEHHBIX Me-
TUIIMHCKUX TEXHOJIOTUI TPOMPUIAKTUKN, TMAaTHOCTUKY, JICICHUS
W peaduIuTaLu.

e 1 3a129M — OIICHUTH MEIUKO-3KOHOMHWUYECKYTO U COIIU-
allbHY10 3¢ (GEKTUBHOCTh MCITOJB30BaHUS CTallMOHApO3aMella-
FOIIMX TEXHOJIOTHH y nmanneHToB co 3HO B ycIIOBHSIX THEBHOTO
CTalmoHapa.

Marepuansl u mMetonbl. JIisi olieHKU 3(h(HEKTUBHOCTU pa-
00THI cTaumoHapa mHeBHoro npeosiBannss HUW 10ul” ®I'bY
«HMMWII onkosorun uMm. H.H. bioxuna» Munsnpasa Poccun
ObLT TPOBEIACH aHAIM3 CAydyaeB TOCMUTAIM3ALUIN MallMEHTOB
co 3HO 3a 2021 & u 9 mec 2022 1. (sHBapb—CEHTSIOPD). bblnu
paccunTaHbl OCHOBHEBIC ITOKA3aTeIM KOedHOTo (poHma (000poT
KOWMKM, 3aHSITOCTH, CPeAHUI KOWKO-AeHb). XapaKTepucThKa
cJlydaeB TOCIMTAIM3alMy BKJIIoYajaa BO3pacT MalMeHTa, HO30-
JIOTUIO0, UCTOYHUK (DMHAHCUPOBAHUS, BUI TPOBEICHHBIX 00-
clenoBaHMi U Tepamuu. [1poaHanmn3npoBaHbl SKOHOMUYECKAs
9 GEKTUBHOCTD, COLIMAIbHA U MICUXO0J0TMYecKasi 3HAYMMOCTD
JTHEBHOTO CTallMOHAPA U CTAllMOHAPO3aMeIAIONIUX TEXHOJIOTUIA
y marieHToB co 3HO B ycnoBusx HUU JOul’ ®I'bY «<HMUILL
onkosoruu um. H.H. broxuna» Munsapasa Poccum.

Pesynesratei. 3a 2021 ©. B cTanimoHap JHEBHOTO TPEOLIBAHUS
ObUIM rocnuTaIM3upoBaHbl 1096 mareHToB, 000POT KOMKU CO-
cTaBua 43 TMaluMeHTa/Tol CO CPEIHMM IpeObIBAHMEM Ha KOWKe
6,1 mHs1. 3aHATOCTB KOMKM coctaBuia 270 nHeit. B 2022 1. (ssHBapb—
CEHTSIOph) OBUIM TOCIIMTANM3UPOBaHBI 1392 maiueHTra, 000pOT
KOUKM 55,7 maiueHTa/Ton co CpeIHUM IpeObIBAHMEM Ha KOiiKe
5,65 nHs. 3aHATOCTh KOMKM coctaBuia 314,8 3a HerosHbiii 2022 1.
OCHOBHBIM UCTOYHUKOM (PMTHAHCHPOBAHUS JHEBHOTO CTaIlMOHApA
322021—2022 rr. IBASIIOTCS CPEACTBAa 00s13aTETbHOTO MEAULIMHCKOTO
crpaxoBanusi—97,3 %. B30 % cirydaeB Bo3pacTIIallMEHTOB COCTABIIT
1—4 roma. Io cTarmmoHapo3aMeIIaroIIM TEXHOIOTHSIM IIPOBEACHO
JIeUeHME TTAlleHTOB C Pa3TMYHBIMU HO30M0TMsIMU. CTpyKTYypa ro-
criramusauuii B 2021 r.: Pb—22.4 %, Hb — 14,5 %, CO — 13,3 %,
Hedpobiractoma — 11,9 %, 82022 r.: CHO u Hedpobiactoma — 16 %,
Hb — 13,6 %, Pb — 11,2 %. B ycioBusIX cTaloHapa JHEBHOIO
npeobiBaHus 3a 2021—2022 . mpoBeAeHbl pa3Hble NUArHOCTHU-
yeckrie Meporpusitusa 1 Manumysuny: KT, MPT, TI9T/KT nox
Hapko3oM — 60 % citydaeB, MyHKIIMOHHBIE MAHUTYJISILIUU (TPY-
KaT-OMOIICUM OIYXOJIU, KOCTHO- U CIIMHHOMO3TOBBIE ITYHKIIUH) —
6onee 40 %. OCHOBHOW BHJI CMIEIMATU3UPOBAHHON METUIIMHCKON
TIOMOIII B YCJIOBMSIX CTAllIOHApa THEBHOTO MPEOBIBAHMS Y TIAIl-
€HTOB C pa3HbIMU Ho3oJorndeckuMu popmamu — I1XT mo craH-
JApTHBIM CXeMaM, He TpeOylolasi KpyrjoCyTOUHOTO HaOTIOAeHMSI.
IMamyenTtam ¢ remo6acrosamu ITXT nposenena B 58 % ciydaes,
C COJMMIHBIMU OnyX0oJIsiMU — B 54 %. JIT y malilieHTOB C COJIMIHOM
naroyiorueii mposefeHa B 13 % ciydaeB, ¢ TeMoOJIacTO3aMU —
B 16 %. CraupoHapo3aMellaloniie TEXHOJIOIUN JAI0T BO3MOXK-
HOCTb IIPOBOAUTH KAU€CTBEHHOE JICUCHNE MaJICHbKUX MallIeHTOB
co 3HO B ycrnoBusix, NpUOIMKEHHBIX K CTAllMOHAPHBIM, HE Tpe-
OyIOLIMX KPYIJIOCYTOYHOTO HaOmoieH!s. PeOeHOK He OTphIBaeT-
Cs OT TIPUBBIYHBIX TOMAITHUX YCIOBHI, Y HETO HE pa3BUBACTCS
CUHIPOM FOCIUTAIU3MA.

BoBoapl. Hamie vcciieqoBanue npoaeMOHCTPUPOBAIIO KO-
HOMMYECKYIO, COLMAIBbHYIO U MEIULIMHCKYIO0 3(PDEeKTUBHOCTD
cTallMOHapo3aMelaImx TexHojaoruil y aereit co 3HO u mo-
Ka3aJo MEPCIEKTUBBI PA3BUTHUSL B YCIOBUSIX OHKOJOTMYECKOTO
CcTalMoOHapa THEBHOTO MPeObIBAHUSI.

PA3QAEN IV

Te3uc Ne 44

NMoyeyHo-KNemoYnaa KapuuHoma y aemeii:
KNUHUYecKue u MmopthonoruyeckKue

Xapakmepucmuku

JI.A. CmupHoBa, A.M. Mutpodanosa, H.H. Mepky:os,
M.B. Tenemona, /I.I'. Axananze, T.B. Illamanckas,
JI.M. Konosajos, /I.10. Kauanos
OI'RY «<HMHUI] JITOHU um. Jimumpus Poeauesa»
Munzdpasa Poccuu, Mockea

AktyansHocTh. [loueuHo-kierounas kapumHoma (ITKK) —
peakasi onmyxoJib IeTCKOTro Bo3pacTa, Ha JOJI0 KOTOPOUl MpUXo-

autcst 2—6 % onyxoJieii oYeK y AeTeil U MOAPOCTKOB.

Iean u 3a1a4M — MPOBECTU PETPOCIIEKTUBHBINM aHAIU3 KU~
HIYECKUX U Mopdorormyeckux xapakrepuctuk [1KK, a Takke
PE3YJIBTAaTOB TePaiK TAIIMEHTOB C TMAarHO30M, BepU(PUIIPO-
BaHHBIM B j1abopaTopun rmaromopdonornu HMULL ITOU nm.
Jmutpust Porauesa.

Marepuaisi u MeToabl. [IpoBeieH peTpOCIIEeKTUBHBIN aHATIN3
MalMEHTOB C TUCTOJIOTMYECKU TONTBEPXKACHHBIM JIMarHO30M
TTKK 3a mepuon 01.2012—05.2022. B ykazaHHbBIii IEpUOI B yCIIO-
Busx HMUL ATOU um. Imutpus PorayeBa Ha 6a3e maToaoro-
AHATOMUYECKOIrO OTAEJCHMS 3aperMCTPUpOBaHbl 42 malMeHTa
¢ moaTBepxxaeHHbIM quarHo3om ITKK B Bo3pacte ot 0 1o 18 7eT.
W3 42 3apeructpupoBaHHbix mauueHToB ¢ [TKK B HacTosmmii
aHaJIM3 BKJIIOYEHbI 28 ¢ U3BECTHBIMU KJIMHUYECKUMU TaHHBIMMU.
AHann3 pe3yabratoB rposeaeH Ha 01.06.2022.

Pesyabratel. B o61ieit rpynne manueHToB (n = 42) pacrnpe-
JIeJICHUE O TUCTOJIOTMYECKUM THUIAaM ObLIO CJICAYIOLIMM: Tla-
nuwuisipaslii — 17/42 (40,5 %), TpaHcnoKallMoHHbIN — 13/42
(30,9 %), ceernokneTounsblit — 5/42 (11,9 %), xpoMOHOGHBI —
4/42 (9,5 %), tyoynokucrosusiit —1/42 (2,4 %), 1KK ¢ nedurm-
TOM CYKIMHaTAeruaporeHassl — 1/42 (2,4 %), HeyTOYHEHHBIN —
1/42 (2,4 %). bouee yriy0JieHHBII aHAIU3 TTPOBEACH Ha IPyIIIe
u3 28 mamnumeHToB. MeanaHa Bo3pacTa Ha MOMEHT MOCTaHOBKHU
nuarHo3a [1KK cocrasuia 11 (pazopoc 3—16,9) set. Pacripene-
JIEHUE T10 Moy MaJdbyuku:aeBouku — 1,1:1. Meauana oobema
orryxosu (n = 27) — 44 (pasopoc 1,8—547,7) cm?®. Kinuanueckast
KapTUMHa BKJIIOYaJia MajJblIpyeMoe o0pa3oBaHUe B OPIOIITHOM
noJIocTu (n = 5), UHTOKCUKAIIMOHHBIN CUHAPOM (1 = 5), OoJe-
Boli cuHapoM (n = 4), anype3 (n = 1), MakporeMatypuio (n=1),
B 12 ciaydJasix omyxoJib BBISIBIICEHA cly4aiiHO. JJIMUTEeIbHOCTD OT
BO3HUKHOBEHUSI TEPBBIX CHMIITOMOB/BBISIBJICHUS OITyXOJIU
JI0 TIOCTAaHOBKHM AuarHosa coctaBujia 2,5 (pazopoc 0,5—40,3)
Mec. PacrpeneneHve 1Mo KIMHUYECKUM CTaausIM IO CHUCTeE-
me TNM: cragust T1 — 22 (78,5 %) cnyuas, T2 — 4 (14,3 %),
T3 —-1(3,6 %), Tx —1 (3,6 %). Pactipenenenue mo craguu N:
NO — 16 (57,1 %) cnyyaeB, N1 — 4 (14,2 %), Nx — 8 (29,7 %).
Cramust MO — 22 (79 %) cayvast, Mx — 6 (32 %). OtnaneHHbIe
MeTacTa3bl He BBISIBJIEHBI HU Yy OfJHOTO manueHTa. [Ipegonepa-
nuoHHas ITXT 6e3 rucrojoruueckoil BepupuKaluuyd MpoBe-
neHa 9 (32,1 %) nauueHraMm. MHUIMAIbHAsT TOJICTOMUTOJIbHAS
OUOIICUS ¢ TIOCNIenyIoNIel onepanneil mposeaeHa 6 (21,4 %)
nauueHTam, 1 (3,6%) 6GoIbHOMY MHUIIMAJIBLHO BBITTOJIHEHA Jia-
mapockonuyeckass OUOICHS ITOPaXKEHHOTO 3a0pIOIIMHHOIO
JIY. B 1 (3,6 %) cny4ae npoBefeHa OMOIICHS C MOCEAYIOMIEi
XT. B 3 cnyvasix Ouorncus 6b11a HeMH(pOPMaTUBHOM, B 2 CiTydya-
SIX TPOBOAMJIACH TTOBTOpPHAas Ouornicusi. [lepBuuHast oreparusi
BeinoJjiHeHa 11 (39,3 %) manuenTam. RO-pe3exiius JOCTUTHY-
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Ta B 22 (78,6 %) cnyuasx, R1-pesexumnst nokasana B 2 (7,1 %)
ciydasx, B 4 (14,3 %) ciydasix Kpasi pe3eKLMN He MOIJIeKaan
oueHke (Rx). MenuaHa HaOa0neHUs 3a MallMeHTaMM COCTa-
Buna 8,1 (pasopoc 0,3—74,6) mec. M3 28 mammeHTOB XUBBI
26 (92,8 %) ITporpeccus 3aboneBaHusl HabJOAAIACH
B 2 cilydyasix ¢ pa3BUTHEM OTIAJCHHBIX METAcTa30B B CPOKHU
1,6 m 12,8 Mec, maHHBIC MALMEHTHI TOTUOJIN.

BoiBoapl. [TKK — peaxuit Bua omyxonu noyek y geteil. Pa-
JIUKaJbHas1 He(PIKTOMUS ¢ 00s13aTeIbHBIM MOP(hOJIOTUYECKUM
HCClIeIOBaHMEM perMoHanbHbIX JIY paccMaTpuBaeTcs B KauecT-
BE CTAHIAPTHOTO JICYEHUSI, B HEKOTOPBIX CJIydassX MOXET ObITh
paccMOTpeHa opraHocoxpaHsomas ornepauus. O0s3aTeIbHBIM
SIBJISIETCS. MEXKIUCHMITIMHAPHOE 00CYXIEHNE TAKTUKHU BEACHMUS
U BBITTOJTHEHUE XUPYPTAYECKOTO JICUSHHUS B LIEHTPaX, CIICLIUaIu -
3UPYIONIMXCS HA MeAUaTPUIECKO OHKOYPOJIOTHH.

Tesuc Ne 85

Onbim ucnonb30BaHuA NPOMOHKHKOU NyYesoil
mepanuu y nayuenmos AeMcKoro so3pacma
C OnyXonAMu UeHmMpanbHoi HepBHoii

CUCMEMbI

A.1O. Cmupnosal, I.T. Paaynecky?, H.A. Bopoobes?,
N.B. Besbasbiunas?, H.W. Mapreinosa®, /I.A. Moprauesa',
M.B. Benoryposa?, }0.B. Iunukuna’
'QIBY «HMHUI] um. B.A. Armaszosa»
Mumnzdpasa Poccuu, Cankm-Ilemepbype;
2I'bY3 «CII6 KHnIICBMII(0)»;
3000 JIAL MUBC», Cankm-Ilemepbype
AktyaasHocTh. Onyxonu ITHC moMuHUpYIOT cpeaud coua-
HBIX OITyXOJIei JETCKOro Bo3pacTa, IMOAX0/ K JICUSHUIO KOTOPBIX
SBJISIETCS MYJIBTUMOAANbHBIM ¢ BKiItodeHueM JIT. buonornue-
ckue ocobeHHocTH mpoToHHOM JIT B Buae MUHUMU3ALIMU 00-
JIy4EeHUST 3MOPOBbIX TKaHEW IMO3BOJSIOT CHU3UTHh BEPOSITHOCTH
TOKCUYHOCTH, YTO UMEET MPUHIUIMAIBHOE 3HaUeHHUE Y AeTei
paHHero Bo3pacTa.

Ienu u 3a0a4n — MIPOAHAIM3UPOBATH OIBIT UCITOIb30BAHMS
npotoHHoit JIT y neTeii ¢ pa3IMUHBIMM THCTOJOTMYECKUMHU Ba-
puantamu 3HO LIHC ¢ oLieHKOI1 (haKTOPOB prCKa OCTPOil TOK-
CUYHOCTH.

MarepuaJjisl 1 MeTOabl. [IpoBeeH peTpOCIIeKTUBHBIN aHaIN3
63 kypcoB npoToHHo# JIT, BEITOJIHEHHOM 58 MalMeHTaM C OITy-
xojisimu LIHC B Bo3pacte ot 1 rona no 18 ser 3a nepuon ¢ 2018
no 2022 r. Jleuenue nposoausiocb B HMULL um. B.A. Anmasosa,
CI16 KHnlICBMII(o), JALL MUBC. Oobem JIT onpenensiiacs
COOTBETCTBYIOILLIMM MPOTOKOJIOM JIEUeHUsI HA OCHOBAHUU TMCTO-
JIOTUYECKOro BapMaHTa OMyXOJIM, BO3pacTa, CTaAuu, OTBeTa Ha
MnpealecTByollyto Tepanuio. [TpoaHanu3npoBaHbl POSIBIEHUS
JIOKAJIbHOM U CUCTEMHOM OCTPO TOKCUYHOCTHU C OLIEHKOM BJIV-
sIHUSI Bo3pacTta, oobema JI'T, ncnonb3oBaHUs MpeallIecTBYOLIEH
U conyTcTBytolleit XT Ha cTeneHb BhIpaK€HHOCTHU HeXellaTelb-
HBIX SIBJIEHUI.

Pesynsratel. B uccnemnyemyio Koropty ObUTM BKITIOYEHBI T1a-
uureHTel ¢ D0 HHC — 72,3 % (n = 42), snenaumomamu — 10,3 %
(n=06), TKO — 12 % (n = 7), OIMyXOJIMU COCYIHCTOTO CILIETE-
Hust — 3,4 % (n = 2) u nuHeoGactoMoit — 2 % (n = 1). MenuaHa
BO3pacTa cocTaBuiia 5 jiet 2 Mecsiia, npu 3toM 30 % manueHToB
ObTM Myamie 3 sier. MeauaHa Teproia KaTaMHECTUYeCKOTo
HabmoneHnus — 15 mec. Ilpeobnamasy ManUeHTHl € JIOKAb-
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HeiMu ctagussmu (57 %), pacrnpeneneHue cpenu M*-cramgmin
(43 %) ob10 cnemyronmm: M1 — 3 %, M2 — 5 %, M3 — 35 %.
B 88 % cnygaeB nporonHoit JIT mpeaiiecTBoBaao MpoBeaecHue
ITXT. IMoBTopHbIit Kypc iporoHHoli JIT nposenen B 10 % ciy-
yaeB (n = 6) y MallMeHTOB C IPOrpecCUpOBaHUEM 3a00JIeBaHUS,
npu 3ToM y 1 pebeHKa BbINoJHEeHO 3 Kypca mpoTtoHHoi JIT.
MenuaHa BpeMeHHU 10 Hayajia [TOBTOPHOTO OOJIyYeHMs COCTaBH -
na 19 (5—29) mec. Y Goubliieli 4acTU MalMEHTOB BBIMOJIHSIOCH
kpaHnocnHaiabHoe oonydenre (KCO) (60 %) B mormoiHeHUe
K JiokasibHOM npotoHHOo# JIT. B 40 % ciyyaeB mporonHas JIT
conpoBoxnaanach XT. Cpeau MposiBICHUN OCTPOl TOKCUYHO-
CTH Yallle BCTPeYaIuCh MECTHbIC peaklii B BUIE JEPMaTUTOB
(84 %), dokanbHbIX anonenuit (96 %), cpear CUCTEMHBIX Mpe-
obnamanu remarosiorudeckue (84 %). bonblias yacth Hexe-
JIaTeJIbHBIX SIBJICHUI cooTBeTcTBOBaja I—II cremenu TsokecT.
Bonee 3HauMMBI TPO(GUIL TOKCUYHOCTH 3aperMCTPUPOBaH
B rpynne nauueHToB ¢ KCO (Bbllle yacToTa raCTPOMHTECTH-
HaJIbHOI U MuenoTokcuyHocTH; p < (0,05), B TO BpeMs Kak Mo-
teHuupyowas XT, Bo3pact nauueHTa, npeaiectytoiias [TXT
HE OKa3bIBaJIM 3HAUYMMOTO BJIMSIHUSI HA BBIPAXKEHHOCTh OLIEHU-
BaeMbIX MapaMETPOB HeXeJIaTebHbIX sABiaeHuit (p > 0,05).

BoiBoapl. [TpoBeeHHBIN aHATU3 JaHHBIX TTO3BOJISIET CEIaTh
3aKJII0YeHUE 00 OTHOCUTEBHO HU3KOM MPOoduie TOKCUIYHOCTU
npotoHHo# JIT, uTo ABJSeTCS ONpenesIoNMM KPpUTepUeM st
WCITOJIb30BaHUS Y MAIIMEHTOB AETCKOro Bo3pacta. OCHOBHBIM
(hakTOpOM prCKa pa3BUTHUS HEXeNaTeJbHBIX SBICHUN SBIISICTCS
KCO, npu atom BiausiHusg noteHuupymolieir XT, Bo3pacTta na-
LIMEHTOB, npeamecTByolieil [TXT Ha UX 4acTOTY U TSXKECThb He
BbIsIBJIeHO. ClielyeT OTMETUTh MPUEMJIEMYIO OCTPYIO TOKCHY-
HOCTb IMTOBTOPHOM MpoTOHHOM JIT, 4TO 1MO3BOJISIET UCTIOIB30BATh
JAHHBI METOJ JIeYeHUST y MAIMEHTOB C TIPOTpeccupoBaHueM,/
peLUINBOM 3a00J1€BaHUS TIPY OTCYTCTBUM aJIbTEPHATUBHBIX TE-
pareBTUYECKUX OMIINMA.

Tesuc Ne 109

NMoyeyHo-KNemoyHaa KapuuHoma y aemeii:
onbim MIBY «<HMHUL onkonoruu

um. H.H. Bnoxusa» Mun3apasa Poccuu

A.M. Cyneiimanosa', M.B. Pyboanckasa', I.b. Carosn!,
A.M. Murtpodanosa?, A.10. Tokyuaesa', M.A. Pyoauckuii',
A.C. Ciunun?, E.B. Muxaiinosa', T.P. I1andgeposa’,
A.C. Témunrii', I1.A. Kepumos',

A.I1. Kazaunnes', C.P. Bapdoomeena!

'QI'BY «HMHUI] onxonoeuu um. H.H. baoxuna»
Mumnzopasa Poccuu, Mockea;

OIbY «HMHUIL] ITOH um. [Imumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AktyaasHocTh. [TKK — penkoe 3HO mouek y mereii, coctaB-
nset 3,5 % Bcex oImmyxoJieil Iovek y aeTeil B Bo3pacte 0—14 neT.
OcHoBHbIM MeTonoM Tepanuu [TKK sBasieTcst xupypruueckoe
JIeueHue, OMHAKO ISl MMAlMEHTOB C METAcTaTU4YeCKOi (hopmoii
3a00JIeBaHUSI CTaHIAPTHBIE OIIIMY Teparvu YeTKO He Oormpeme-
JICHBI.

Ilemm u 3amaum — OlIEHKAa KJIMHMYECKUX, Mopdojoruye-
CKUX U MOJIEKYISIPHO-T€HETUYECKHX XapaKTePUCTUK TallieH-
toB ¢ [TKK, monyyaBmmx euenue B ycnopussx @®T'BY «<HMULL
onkosiorun um. H.H. bnoxuna» MunsapaBa Poccuu, npen-
CTaBJICHUE PEe3YJIBTATOB JICKAPCTBEHHOMW Tepaluu y MalieHTOB
¢ Metactatuueckoit popmoii ITKK.

PA3AEN IV
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Marepuanst u Metoasl. B mepuon ¢ 01.2008 mo 08.2022
B ®I'bY «<HMMUILI onkonoruu um. H.H. Biroxuna» Mun3zopa-
Ba Poccum 3aperucrpupoBanbl 27 mauueHtoB ¢ [TKK. B Ha-
CTOSIIIMIA aHAIU3 BKIOYEHbI 22/27 mauueHTa. BceM 00bHBIM
MPOBEIEHO XUpYypruyeckoe jeyeHue. JlekapcTBeHHas1 Teparnusi
npoBoauaach B 2/22 ciaydasix Ipu MeTactaTuyeckoi dhopme 3a-
OoJsieBaHUs. MOIEKyISIPHO-TEHETUUECKME UCCIENOBaHUS METO-
aoMm NGS (Ha margopme Foundation) u olieHKa akcnpeccuu
PD-L1 nposenenst B 5/22 caydasx. Ouenka MSI, TMB omnpe-
neneHa B 4/5 ciaydasix.

PesynsraThl. MenuaHa Bo3pacTa Ha MOMEHT ITOCTAaHOBKU
nuarHosa coctaBuia 11,2 (pazopoc 4,3—17) rona. Pacnipeneine-
Hue ro mony: 13/22 (59 %) — neBouku, 9/22 (41 %) — MaTbUMKH.
JlatepanbHOCTb opaxkeHust: B 13/22 (59 %) ciayuasix mpasasi Mo-
yka 1 B 9/22 (41 %) — neBas nouka. [lepBble CUMIITOMBI 3260-
nesanust: 11/22 (50 %) — cnyvaitHas Haxonka, 6/22 (27,3 %) —
6oneBoit cuHapoMm, 3/22 (13,6 %) — makporemarypusi, 2/22
(9,1 %) — cumrniToMbl MHTOKCUKALIMKM. CpenHUil 00beM OIMyXO-
au coctaBui 291 (pasopoc 1,43—1882,80) cm®. PacrpeneneHue
10 'MCTOJIOTMYECKUM TUIAM: NanuuIsapHbeiid — 8/22 (36,4 %),
CBETJIOKJIETOUHBIN — 1/22 (4,5 %), KOMOMHUPOBaHHbBI — 1/22
(4,5 %), menymuisapubiii — 1/22 (4,5 %), TpacaoKaLMOHHBIA —
9/22 (41 %), xpomodobHbIii 2/22 (9,1 %). Xupyprudeckoe Jie-
YeHMe TIPOBEJCHO BO BCEX CyvasiX: He(hpIKTOMUS (MHULINAIb-
HO) — 6/22 (27 %), nyHkuuoHHas 6uoncust — 11/22 (50 %),
pe3ekuns mouku — 5/22 (23 %). JIumdboarcceKiys BEITTOTHEHA
B 8/22 (36,4 %) caydasx. JlekapCTBEHHOE JieYeHUE TPOBOAM-
JIOCh 2 MallMeHTaM C MeTacTaTU4yeckoil (popmoii 3aboseBaHuUs:
TUPO3WHKUHA3HbIE UHTMOUTOPHI (KaOO3aHTUHUO, CYHUTUHUO),
MHTUOUTOPBI KOHTpOJbHBIX Touek/CTLA-4. MonekynsipHo-
reHeTuyeckoe ucciaenoBaHue merogoM NGS (TKaHb OIyXoJin)
OBIJIO OTPaHWYEHO B CBSI3W C KauecTBOM MaTepuaia: B 1/5 —
MLL2,81/5 — TSC2. Ouenka MSI, TMB noctymHa B 4/5 ciy-
yasx: MSI B 4/5 — crabwibHo, TMB B 3/4 — 1 Mut/Mb, B 1/4 —
0 Mut/Mb. Bkcnpeccus PD-L1: B 1/5 - 90 %, B 1/5 — 5 %,
B3/5—0%. MeananaHaomogeHust — 5,15 (pa3zopoc 0—14,2) rona.
W3 22 maumeHToB 9 XUBHI 0€3 MPU3HAKOB PelUINBa,/TIPOrpec-
cum 3a00JIeBaHMsI, 2 — XUBBI C OIyX0Jblo, | — yMep B paHHEM
IOCJIeONepallMOHHOM TIepuojie (TPOMOO3IMOOIINS JIETOYHOI ap-
Tepuu). CtatuctTuyecku 3Haunmoii pazHuiibl B OB u bCB B 3a-
BUCUMOCTH OT BO3pAacTa ¥ TMCTOJIOTUIECKOTO THUTIA HE TTOJTyIeHO
(» <0,05).

BeiBonsl. PagukanbHoe xupyprudeckoe edenme [TKK — me-
TOX BBIOOpA TMPU JIOKAJIM30BaHHOW (popme 3a0oneBaHus. [la-
LIUEHTHI C JIOKAIM30BAaHHBIMU (hOopMaMu 3a00JIeBaHUST UMEIOT
OJIarOTIPUSITHBIN MPOTHO3 B CJTy4ae BHITTOJIHEHUS PAINKAJIbHOTO
Xupypruudeckoro jgedeHust. [1peodiagaroninii TMCTONIOTMYECKUiA
tun [1KK y nereii — TpaHcaokauMOHHBIN. B kauecTBe sekap-
CTBEHHOI Teparuy MeTacTaTUIeCKUX/peliuaAnBUPYIOIINX (hopM
ITKK MoryT ObITh UCIIOJIb30BAHBI TUPO3UHKUHA3HBIE UHTUOU-
TOPbI, THTUOUTOPBI KOHTPOJILHBIX TOUeK. HeoOXomMbl KpyITHbIE
MHOTOLIEHTPOBbIE MCCIENOBAHUSI Ul OIpeesieHus] Hambosee
ONTUMAJIGHON CXEeMBbI JIEKAPCTBEHHO Teparvu ISl TPYTIbI Ta-
IIMEHTOB C METACTaTUYECKUMU/PELUINBUPYIOIIMMU (popMamu.

PA3QAEN IV

Tesuc Ne 12

Me3omenuoma GprowuHblI ¢ MpaHcnoKayued
reia ALKy neso4ku 10 nem:
pefikoe KnuHuyeckoe Habnoaexue

A.M. Cyaeiimanosa!, I'.b. Carosan!, E.B. Ilpeoopaxenckas?,
M.B. Pyb6anckasa', E.H. Umanuros?, A.M. Mutpodanona?,
E.B. Illapanosa', B.II1. Banecan!, A.C. Témnbiii’,
JI.P. Kapacesa®, A.Il. Kazaunues'!, C.P. Bapdoaomeepa!
'QIBY «HMHII onxonocuu um. H.H. broxuna»
Mun3zdpasa Poccuu, Mockea;

PI'BY «HMHI] onkonoeuu um. H.H. I[lemposa»
Mumnsopasa Poccuu, Canxm-Ilemepoype;

SOIBY «HMHUI] JITOU um. Jimumpus Poeauesa»
Munsdpasa Poccuu, Mockea;

‘I'BY3 HO «Huxceeopodckas obaacmuas
demcKas KAuHU4ecKas 601bHUYa»

AKTyanbHOCTh. Me3oTenmoMa OpIOIIMHBI — Ype3BbIYaitHO
penkoe 3HO y neTeit 1 MoIpocTKOB, BO3HUKAIOIIIEE U3 ME30TE-
JIMAJIBHBIX KJIETOK, BBICTWJIAIOIIMX €CTECTBEHHBIE MOJOCTU Op-
raHu3Ma, C MPEUMYIIECTBEHHBIM IMOpPaXeHWeM IIJIEBPHI, PEXe
OpIOLIMHBI, TTepuKapaa, 00ogoueK suuek. TpaHcaoKalus reHa
ALK nHaunbosnee 4acTo BCTpeyaeTcs y NeTeld U NOJAPOCTKOB C JIO-
Kajnu3aluuei mpoiecca B OpIOIIMHE U SBJISIETCS PEAKUM COOBITH -
€M IIPU ME30TeJIMOMAaX y B3POCIIbIX.

Iean m 3aga4u — TPEACTABUTH OIBIT MPUMEHEHUS CEJleK-
TUBHOTO MHTUOWUTOPA TUPO3ZMHKMHA3LI (KPU3OTUHUO) Y TIAIM-
eHTKM C peluauBupylomieit AL K-TI03UTUBHON ME30TeITMOMOM
OpIOILIMHEIL.

Marepuainst u Metoabl. Ilayuenmra 6oavHa ¢ 10 sem, Koeda
8nepevle NOABUAUCH (hebpurumem u nepuoduueckas 604b  JHCUB0-
me. IIposedeno Y3U OBII, namonoeuu ne guvisigneno. Yepes 4 mec
npu Y3U u nocaedyroweii MPT OBII u manoeo masa évisieneto 00s-
eMHOe H08000PA308aHUe MAA020 MA3A C PACHPOCMPAHEHUEM 8 NOO-
duagppaemanvroe npocmparcmeo cnpasa (obsem 89,3 cm’). Ilo me-
Ccmy JCUMenbemed 6binOAHEeHO AANAPOCKONUYEcKoe cyomomanbHoe
yoarenue onyxoau manroeo masa. lucmonoeuveckoe 3axaioueHue
2 namomopghonoeuueckux nrabopamopuii — mezomeauoma. Yema-
HO8ACH KAUHUYECKUL OUAeHO3: 310KAHeCMBeHHAas Me30meauoma
oprowunst, T2bNOMO, cmadus no IRS — III, epynna évicokoeo
pucka. [lpunumas 60 6HUMAHUE SUCTNOAOLUMECKUI MUN ONYXO0AU,
HeB03MOICHOCMb NPOGeOeHUs PAOUKANbHO20 XUPYPeUHECK020 AeHe-
HUs, omcymcmeue cmanoapmos mepanuu, uHuyuuposara IIXT no
npomokony CWS 2009, éemka das nayuenmos ¢ ne PMC-nodo6nui-
mu capkomamu. Konmpoasroe oocaedosanue (MPT OBII u manozo
masa) nposedero nocae 3-e0 Kypca, 3apecucmpuposana A0KaAbHAs
npoepeccus 3ab6oaeeanus. Hawama 2-s aunus mepanuu é pexycume
monomekatn/kapoonramun. KoumpoavHoe o6caredosanue nociae
5 kypcoe IIXT nokaszano daavHeiluiyto npoepeccuro 3a001e6aHUS
(kanyepomamos oprowunst). Ilayuenmxa nanpaesena ¢ DIBY
«HMMUI] onkonoeuu um. H.H. Baoxuna» Munzdpasa Poccuu oasn
danvHetiueeo neweHus. Bvinoanena onepayus: cpedunnas aanapo-
momusi, NePUMOHEYMIKMOMUSL C eUNepMepMUecKoll UHmpanepu-
moneanvroli XT. [layuenmra obcyscdena 6 pamxax paboueil epyn-
not no pedkum onyxoasm y demeii ¢ HUHU JIOul OI'BY «HMUI]
oukonoeuu um. H.H. Broxuna» Munzdpasea Poccuu: npunumas 6o
6HUMaHUe omcymcmeue npusHaxog nopaxcerus OBIl u manoeo
mas3za no dannvim MPT, npunamo peuienue 0 OUHAMUYECKOM HA-
oat0denuu. Boinoaneno monexynapro-eenemuueckoe uccaedoganue
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Ha mxanu onyxoau memodom NGS, vig61eHa MPAHCAOKAYUS eeHA
ALK (xumepnoiii mpanckpunm AMOTL2 ex§—ALK ex20). Yepes 12
Mec HabaO0eHUs 8blasaeH peyudus 3a001e6anus — obseMHoe 00-
pazosanue mMexcoy HUNCHUM NOAIOCOM CeAe3eHKU U NPasoll oKl
(0bsem 2,4 cm’).

Pesynsratel. Hauama mepanusi ceaekmueHbIM UHSUOUMOPOM
MuposuHKuHasvl (kpuzomunub) us pacuema 560 me/m>/cym. Ilo
dannvim MPT OBIT u manoeo masza uepes 6 mec mepanuu 3aguxcu-
posan 110 (kpumepuu RECIST), uepe3 12 mec mepanus 3aKonuena.
Tayuenmka xcusa 6e3 npusHaKoe peyudusa U NPoepeccupo8anus
3abonesanus. JaumenvHocms Habawoenus — 47 mec.

BoiBoapl. KinuHuueckoe HaOd0aeHUE 1€MOHCTPUPYET
YCHEITHBIM OMBIT IPUMEHEHUS KPU30TUHMOA y TammeHTK 10
neT ¢ ALK-TIO3UTHBHOM ME30TeIMOMOM C PEIKUM XUMEPHBIM
TpaHckpunroM — AMOTL2 ex8— ALK ex20. HeobxommMmo maiib-
Helilee n3ydyeHne poyy reHa ALK Tipy 3710KauyeCcTBEHHOM Me30-
TeJIMOMeE Y AEeTeil, YTO MOXKET PacIIMPUTh ITOKa3aHUS K IIPOBEIe-
HUIO TapTeTHOM TepaItvi Y 3TOM TPYIIIIHI ITAIIMEHTOB.

Teuc Ne 13

Knunuyeckuii cnyyai NTRK-no3umuBHoi
BepemeHoKNemoy4Hoi onyxonu ¢ NOAHbIM
omsemoM Ha mepanuio TRK-unru6umopom

A.M. Cyneiimanosa', I.B. Carosn', E.B. IIpeoopaxkenckas?,
M.B. Pyoanckas', I.B. Illesuos’, E.H. Umanuros?,
J.M. Konosauos?, 1.B. Cuzopos?,
K.N. Kuprusos!, C.P. Bapdoaomeena’
'OIBY «HMHI] onkonoeuu um. H.H. Broxuna»
Munszdpasa Poccuu, Mockea;
QIBY «HMHUI] onkonoeuu um. H.H. [Temposa»
Mun3zdpasa Poccuu, Cankm-Ilemepoype;
SOIBY «HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea
AktyanbHOCTh. NTRK-TIOBUTUBHBIE BEpPETEHOKIIETOUHBIC
OITyXOJIU TIPEICTABIISIOT COOOI HOBYIO TPYITITY OITyXOJIeli, XapakK-
TepU3YIOIIUXCS TpaHcaoKauueil reHoB NTRK, UMeoIux Iupo-
KWI CIEKTP MOP(OIOTNYECKUX BAPUAHTOB PA3TUYHON CTEIEHU
3JI0KaYeCTBEHHOCTU. B HacTosiiee BpeMsi 0OJIbIIIOE BHUMAHUE
yIEIseTCs HAKOIUIEHUIO U CUCTEMAaTU3aluU JaHHBIX O COJIUII-
Hbeix 3HO ¢ Tpancnokaiueii reHoB NTRK u npumeHennu TRK-
WHTUOUTOPOB y IETEMA.

Iean u 3ana4m — NpeCTaBUTh KIMHUYECKU ciiydyait NTRK-
MMO3UTUBHOM BepeTeHOKICTOUHOM omyxonu ¢ I1O Ha Teparmio
TRK-uHIIOUTOpOM (3HTPEKTUHUO).

Marepuansl u metonsl. Ilayuenm 6Gosen ¢ 7 aem, koeda no-
cle mpasmvl naxo8oil 00AAcCmu NOSAGUAUCL HPUNYXAOCMb U 00-
Ae3HEeHHOCMb 8 004acmU 0CHOB8AHUs NO0A08020 YAeHA, HApYUleHuUe
moueucnyckanus. Ilo dannoim nposedennoco obcnaedosanus (Y3HU
MseKux mrauell naxoeoii oonacmu, MPT manoeo masza u mse-
KUX mKaueil) 8 0OCHOBAHUU NOA0B020 4AeHA 8 NPOeKyuU 2youamo-
20 mena onpedensiemcs namoaozuieckoe odsemMHoe 00pazosanue
(obsem — 4,5 cm?). Iauyuenm nanpaenen 6 PIbY «HMHUI] onko-
noeuu um. H.H. Baoxuna» Munszopasa Poccuu. Ilo dannoim MPT
OAKII, manoeo masza u maexux mraneii, KT OIK, [12T/KT eceeo
mena, KOCMHOMO320601l NYHKYUU U3 4 moyeK ycmaHoeaeHa A0Ka-
AU308AHHAS cMadusl, OMMeHaemcs ygeaudeHue pasmepos oopazo-
eanus do 11,5 cm’. Boinoanena nynkyuonnas ouoncus odpazoea-
HUsl, eucmonozudecKoe 3akKaiovenue 6 2 namomopghosocuueckKux
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aabopamopusx — evloyxaroujas depmamodghubpocapkoma. Hawama
mepanusi UMamuHUOOM 00 NOAYHEHUS Pe3YAbMAmos YUmoeHemu -
YecKk0eo uccaedosanus Ha Hasuyue mpancrokayuu eena PDGFB.
Ha 4-i1 nedene mepanuu nposedeno KoHmpoavHoe o6credosanue —
cmabuauzauus onyxoneeoeo npoyecca. Ilo pezyabmamam monexy-
JNAPHO-2eHemu4eckKo2o uccaedosanus mpancaoxayuu eena PDGFB
He obHapyacero. Tlayuenm obcyicoen 6 pamxax paboueil epynnvi no
pedxumonyxonamy demeii e HUU JIOul’ ®I'BY « HMHUI] onkonoeuu
um. H.H. baoxuna» Munzdpaea Poccuu: yuumoieas pedkocms 0aH-
HOI namoaoeuu, Omcymcmeue eOUHbIX CmaHoapmos mepanuu oep-
Mamoghuobpocapkombl, a maKice HeO3MOICHOCMb NPOBeOdeHUs padu -
KQAbHOUL 0P2aHOCOXPAHSIOWell Onepayull u Omcymcmeue 3HauuUMoll
OuHamMuKu Ha poHe mapeemHol mepanuu, peKomMeHI08aHo nposede-
Hue Huzkodo3notl I1XT 6 komburayuu eunbaacmun/memompexcam
(excenedenvroe egedenue). 1o daHHbIM KOHMPOAbHO2O 00CA€008a-
Hus Ha 4-i1 Hedene mepanuu — 6e3 dunamuxu. Ilo dannvim pacuupeH-
HO020 MOAEKYASAPHO-2eHemu4ecko2o ucciedosanus memodom NGS
o0Hapyucena mpanciokayus eena NTRK 1 (xumepHoiii mpanckpunm
TPM3ex7/NTRKIex10). Ha ocnosanuu OanHbIX MOAEKYASAPHO-
2eHemU4ecKoeo UCCAe008AHUsL, NePecMompa 2UCMOA0UHEeCKO20
mamepuana ycmanoeien okoruamenvhwlii duaeno3: NTRK-no3u-
mueHas eepemenokAemounas onyxoas (low grade) ocnosanus no-
106020 unena, T2NOMO, cmaodus no IRS I11.

Pesynbratbl. Yuumoieas oauhbie MOAEKYAAPHO-2eHEMUYECKO-
20 uccnedoganus pebenky nHauama mepanus TRK-uneubumopom
(3umpexmunu6) u3 pacuema 550 me/M’/cym (nexkapcmeennas
gopma FOI, npoepamma dopecucmpauuonnozo docmyna). Ilo dan-
HbIM KOHMPOAbHOO 00cAed08aHusi Ha 4-U Hedeae mepanuu omme-
Yanocs cokpaujerue pazmepos oopazosanus na 59,3 % (kpumepuu
RECIST). Ha gone nposodumoii mepanuu ommeuansocb paseu-
mue eacmpouHmecmuHarbHoil MoKcuyHocmu (MowHoma, peoma,
grade 4), umo nompebosano koppexuuu dosvt npenapama xa 30 %.
Takoce ommeuenvl eemamonocuveckas moxkcuuHocms (grade 2),
CHUDICEHUe Koauvecmea Helmpopuaoe 0o 1 mvic/MKA, cuHycosas
apummusi, eunepkaiuemus. Ilobounvie agpghexmovr Ha goue npo-
6edeHUs A0eK6amHoll conposoOUMENbHOI Mmepanuu U KoppeKuuu
dosbl npenapama kynuposanst. 110 na mepanuro docmuenym yepe3
12 mec, uepes 20 mec mepanus okonuena. Ilayuenm xcue d6e3 npu-
3HAK08 peyudusa,/npoepeccuposanus 3aboresanus. JAaumeasHocms
Habarodenus — 32 mec.

BoiBoapl. JlaHHBI KIMHUYECKUI Cilydyail AEMOHCTPUPYET
a¢ppexkTuBHocTh TRK-HrnéuTopa (3HTpeKTMHUO) y MauueHTa
¢ NTRK-I03UTUBHOU BEPETEHOKJIETOUHOM OMYXOJbIO, a TAKXe
MOAYEPKUBAET BO3MOXHOCTb JOCTUXKEHUS IJIUTEIbHOIO CTOM-
koro orBeta. Kpome TOro, B paMkax AJaHHOTO KJIMHUYECKOTO
cyyasl MOKa3aHa BbICOKAs 3HAUMMOCTb MOJIEKYJISIPHO-TEHETH -
YECKOTO UCCIIEIOBAHUS B 1IeJIsIX TIpoBeaeHUs 1uddepeHnarb-
HO JUarHOCTUKU U OTpeAesieHUs 00beMa MOCIeIyIolInii Tepa-
UK.

PA3AEN IV



11l o6bvepuneHnblii Kourpecc HOAIO u POAO
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CIC- u BCOR-capkoMbl B npakmuke
JIeMCKOro oHKonNora

M.B. Tuxonosa, A.!. Kapauyucknii, E.1. Kononnéna,
H.A. boasmakos, H.T'. Yckosa, B.1O. Poumun, A.E. JIpyii,
M.M. Crpoxenkos, K.}O. Cunnuenkona, A.H. Pemuzon
OIBY «HMHUIL JITOU um. Imumpus Poeauesa»

Munzdpasa Poccuu, Mockea

AkryamsHocTh. B 2020 . BO3 oduumanbHO BblAenuIa m3
TPYTIBl IOMHTOIIOMOOHBIX CAPKOM CapKOMBI C TIepecTpoiiKa-
mu TeHoB CIC u BCOR. Vicxonst 13 UMEIOIITUXCS JINTEPATyPHBIX
JAHHBIX W KIMHUYECKUX HAOJIONCHWI, CTAHOBUTCS SICHO, YTO
JTAHHbBIE OITYXOJIW TI0 CBOEMY TEUEHUIO U TIPOTHO3Y 3HAYUTEIHHO
ommuatorcst ot CHO. YuurtsiBas To, 4TO 3TH 3a00JIeBaHUS CTAIN
paccMaTpuBaThCSl OTIAEIBHO OT TPYMIIbI IOMHTOTIONOOHBIX OITY-
XOJIell COBCEM HEaBHO, OUeHb BaXXHO PETUCTPUPOBATH TaHHBIE
HOBOOOPA30BaHUs M HAKAIUTMBATh 3HAHUS O KJIIMHUYECKOM Te-
YEHWU U OTBETE Ha TEPAIMIO Y ITUX I'PYIII MMAIIUEHTOB.

e u 3amaum — cO0p MHGOPMAIINK O HETAaBHO BHIIEICHHBIX
capkomax ¢ CIC- u BCOR-nepecTpoiiKaMH, OlleHKAa KIMHUYE-
CKHUX CJIy4aeB M IOIBITKA MAECHTU(ULMPOBATh MPU3HAKM, OT-
JIMYAIOIUe UX 10 KIMHUYECKOMY TeUeHUIO 1 mporHosy ot CHO,
OLIEHKA KJIMHUYECKUX XapaKTePUCTUK JaHHBIX OITyXOJICi, DI~
JEMMOJIOTMIECKIX XapaKTePUCTUK TPYII IMAIlUeHTOB, XapaKTe-
pa MeTacTa3MpOBaHMS 1 OTBETa Ha TePaIILIio.

Marepuanasl m mMetoabl. B maHHOe wMcciemoBaHME BOIILTU
10 mauMeHTOB, CTpaJamIIUX CapKOMOR C IepecTpOMKOi
reHa CIC, 3apeructpupoBaHHbIX B nepuoa ¢ 2017 mo 2022 r.
¥ 12 maumneHToB ¢ capKoMoli ¢ repecTpoiikoii reHa BCOR, 3ape-
TUCTpUPOBaHHBIX B repuos ¢ 2015 mo 2022 r. [TanmeHTHI cTagu-
poBanuch cornacHo cucteMe AJCC. Bee manmeHTsl ¢ BCOR-cap-
KOMOI1 monyyaau Tepanuio B pamkax rmporokoja EUROEWING
2012. Bocemb mauueHToB u3 rpymimbl C/C-capkoM TToIy4yaiu Te-
panuio B pamkax nporokoia EUROEWING 2012, 2 — o npo-
Tokory CWS2009.

PesyabraTtel. B rpynne nauueHtoB ¢ BCOR-capkoMoli 3ape-
ructpupoBaHbl 12 ¢ myranueit BCOR-CCNB3, u3 nux 10 (83 %)
MastbuKoB 1 2 (17 %) neBouku, 1 (8 %) OOJBHOI MMEIT CTAINIO
IVB, ocranbhbie 11 (92 %) — cranuio 11B 1 He Menu MpU3HAKOB
OTJAJICHHOTO MeTacTa3upoBaHus. MenraHa Bo3pacTa BbISIBIIC-
Hus 3a00eBanus coctaBmia 10 et. Y 4 (33 %) nauneHToB OIy-
XOJTb JIOKAJTN30Bajlach B 00JIaCTH MO3BOHKOB, ¥ 3 (25 %) — B KO-
crsix Tasa, y 2 (17 %) — B 6enpeHHol KocTH, y 1 (8 %) — B MATKUX
TKaHsx men, y 1 (8 %) — B KocTsix KUCTU. B Hacrosiiiee Bpemst
xkuBbl B [TP 12 (100 %) naumentos. B rpynme CIC-capkoM 3a-
peructpupoBaHbl 10 mamueHToB ¢ myTtauueit CIC-DUX4, u3 Hux
5 (50 %) neBouexk u 5 (50 %) manpuukoB. MeauaHa Bo3pacra
BBISIBJICHUSI 3a00J1¢BaHMs cocTtaBmia 14 net. ¥V 2 (20 %) mauueH-
TOB OIMYXOJIb OblJa BhIsiBJIeHa B ctanuu [1B 6e3 mpu3HakoB oTaa-
JieHHoro MeTtacTtazupoBaHus. Yetsipe (40 %) manueHTa UMeId
oryxoJib ctaauu IVA ¢ MeTacTaTU4eCKUM MOopaXkKeHUeM JIeTKHUX,
eme 4 (40 %) — cranuu V4B ¢ MeTacTaTU4eCKUM TOpaxkeHUEM
kocteir, KM, mmouek v neueHu. ¥ 3 (30 %) OONBHBIX OITyXOJIb
JIOKaJIM30BaJlach B MSITKMX TKaHsX 6enpa, y 3 (30 %) — B MO3BOH-
Kax, y 1 (10 %) — B xoctsax crombl, y 1 (10 %) — B KOCTSIX Tasa,
y 1 (10 %) — B npenruieune, y 1 (10 %) — B OPIOIIHOIM TOJOCTH.
B Hacrostiee Bpemst 7 (70 %) malmeHTOB KUBBI B PEMUCCHUH,
y 3 (30 %) nactynuia cMepTh Ha (poHe Iporpeccuu 3abojieBa-
HUSI.

PA3QAEN IV

Boisoapl. HecMoTpst Ha TO, YTO CapKOMBI C MepecTpOKaMu
CIC u BCOR BuizeneHbI Bcero 2 roja Ha3aj, yxKe UIeT HaKoIle-
HUE JaHHBIX, MMO3BOJISIONIEEe MPEANOJIOXUTh, YTO 3TU TPYIIIIHI,
HECMOTpPST Ha OYeHb OJIM3KYI0 MOP(OIJIOTHI0, MMEIOT pa3HBIN
MPOTHO3 U TeueHue 3aboneBaHus. Tak, ais rpynnsl BCOR-cap-
KOM, TI0 BCEii BUOMMOCTH, XapaKTepHO 0ojiee MEIICHHOE, MT0-
OpOKayeCTBEHHOE TEUEHHE C MEHBIIEH CKOPCThbIO MeTacTas3M-
pOBaHUS M BHICOKMM YPOBHEM OTBeTa Ha Teparuio. [lanmeHTh
¢ CIC-capkoMaMy HAMHOTO Yallle UMEIOT OTIaJIeHHbIe MeTacTa-
THYECKHE TTOPaXKeHUS, Xy>Ke OTBEUAIOT Ha TePaIrio, Y HUX 9acTO
OTMeyYaeTcsl ObICTPbI omyxoieBbiii pocT. TpeOyeTcs MmpomoJKe-
HUE WUCCIIENOBAHUI B IIE/ISX ONTUMU3ALMI TEPallii Y JTaHHBIX
TPYIII [TALMEHTOB.

Teuc Ne 15

Pe3ynbmambl nevYeHus 3710Ka4ecmBeHHbIX
o6pasoBaHuil AUMHUKOB Yy Aemeil

B Pecnybnuke TagKuKkucman

M.H. Ymaposa!, C.I'. ¥Ymap3oaa?, 3.b. Axmenosa> 3
ITY « Pecnybaukanckuil OHKOAORUHECK ULl HAYHHbLIL UeHMp»
Munucmepcmea 30pasooxpanenus u COUUANLHOU 3aUjUnbl HACeAeHUS!
Pecnybauxu Tadxcuxucman, ywanoe;
2TOY «Tadxucukckuii 20cy0apcmeeHHblil MeOUYUHCKUN YHUGepCcUumem
umenu Abyanru ubnu Cuno», lywanoe;
Y000 «Meduuunckuii yenmp HACJD», Jlywante

AKTyaJIbHOCTh. 3JIOKaYeCTBEHHBIC 00pa30BaHUS SUIYHUKOB
(3041) y mereit u MOAPOCTKOB BCTpeYalOTCsl PEAKO IO CpaBHE-
HUIO CO B3POCJIBIMU, HO SIBJISIIOTCSI HamboJiee pacIpoCcTpaHeH-
HOM OITyXOJIbIO TTOJIOBBIX OpraHoB, cocrtaBisss 60—70 % Bcex
ruHekosornyeckux 3HO B aT0i1 Bo3pacTHO rpyrine. 3adosieBa-
€MOCTb OMYXOJSIMU SIMYHUKOB B IETCKOM BO3pPacTe COCTaBJIsIET
2,6 ciyyast Ha 100 000 geBouek B roa, 50 % M3 HUX IIpeacTaBIIe-
el 3HO, 85 % — repMUHOIeHHBIE OIYXO0JIH, 8 % — SIUTeINab-
HO-KJIETOYHBIN paK U 5 % — OMyXOJIM TOJOBOTO CTPOMAaTbHOTO
TsiKa. bobLIMHCTBO ccaegoBaTe el Coo01IaloT, YTO Hauboiee
yacto BoisiBsiiores [ v 11 ctanuu 304 y nereii, 111 u IV craguu
BCTpevaloTcsl HecKoimbKo pexke. 1o 1970 1. mukmnodochammn
mupoko npumeHsiics B tepanuu 305. Kak npasuino, 3HO nme-
JIX TIIOXO IIPOTHO3 M BBICOKYIO CMEPTHOCTDH M3-3a OTCYTCTBUS
rnocJieonepallMoHHON MHTEHCUBHOM Tepanuu 1 COMHEHUI Bpa-
el TI0 TTOBOAY MCTIOJIB30BaHUS IIMTOTOKCHUECKNX IIperapaToB
y MJIaIeHLIeB U AeTelt paHHero Bo3pacTta. [Tocie 1971 r. umucrna-
TUH HavaJl aKTUBHO BHEIPSITCS B IIPAKTUKY U TTOKA3aJI CBOIO 3(-
dextuBHOCTb Tipu 304. C Tex mop U 10 HACTOSIIETro BpeMEeHU
xupypruuyeckoe BMeniateabctBo + XT o cxeme BEP sBnsietcs
CTaHIAPTHBIM ITPOTOKOJIOM JICUCHUSI TePMUHOTEHHBIX OITyXOJIei
aunaHrKa. BHenpenne ambioBanTHOM XT Ha OCHOBE IIJIATUHBI
ToclIe IUTOPEIYKTUBHOM XUPYPIUU 3HAUYMTENBHO YIYJIIWIO
nporHo3 304 y geteil U MOAPOCTKOB, a TAKXKe MO3BOJMJIO Yallle
MpPOBOAUThL OpraHocOeperatoiue onepaunu, bPB yBeanuunacey
10 95 %, 110 TaHHBIM PsIIa UCCIICIOBaHMIA.

e u 3apaum — U3y4NUTH pe3yabTaThl JedeHus 304 y nereii,
MO0 JAHHBIM PecIyOJIMKaHCKOTO OHKOJIOTMYECKOTO HAayYHOTO
neHtpa (dymranoe).

Marepuassi u MeTopl. [IpencraBieHbl pe3yIbTaThl JeUSHUS
49 cayuaeB 304 y nereii B yCJIOBMSIX OTAEIEHUS IETCKOI OHKO-
Jorun PecryOIMKaHCKOTO OHKOJIOTMYECKOr0 Hay4YHOTO IEHT-
pa 3a 2005—2020 rr., Bo3pact 00abHbIX 1 rom — 17 net. letn u3
1-1 rpynnsl (n = 31) Ha MepBOM 3Tare MOJYYUIU XUPypruye-
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cKoe JieueHue c nociaenyollei agbioBaHTHON XT, mauueHTam
2-1 rpynmnsl (n = 18) Ha goomepallMOHHOM 3Tare Oblaa MpoBe-
neHa HeoanbloBaHTHast XT mo cxemam EP u CAP.

Pesynsrathl. bonbmnHcTBO namuenToB uMenu I1 u II1 cra-
Jauu 3a00eBaHus — 33 (68 %) 1 7 (14 %) cOOTBETCTBEHHO, JIMILIb
57 % neteil ObUIM TOCIIMTAIM3UPOBAHBLI B MPOQUILHOE ydpe-
XICHME B TedeHne | Mec OT MOMEHTA ITOSIBJICHUSI CUMITTOMOB
6ose3Hn, 88 % MMeIn CpeaHIO0 CTENEHb TSKECTH OOIIEro Co-
CTOSTHUSI, CBSI3aHHYIO C OCJIOXKHEHUSIMU OCHOBHOTO ITIpoliecca.
Takske MMEJI MECTO TTOTPEITHOCTH B TAKTUKE XUPYPTHUECKOTO
JIeYeHUsT B HenpoUIbHBIX yUpexXaeHusX B 12 % ciyuyaes (opra-
HOYHOCHIIME BMEILIATEIbCTBA), a TPETh MaLueHToB (35 %) Hapy-
IIVJIA PEXXUM WJIM OTKa3aJMCh OT JIeKapCTBEHHOM Teparmm. Ha
MOMEHT OKOHYaHUs ucciaenoBanust 84 % neteit u3 1-it rpymmsl
n 94 % TanyeHTOB U3 2-i TPYIIILI KUBbI M HAXOAWIUCH B pe-
muccun. [TokazaTenu 3-eTHel IMHAMWYECKOM BhIKUBAEMOCTH
B 3aBUCHMOCTH OT IIPOTOKOJIA JICYSHHST HE UMEJTA JOCTOBEPHOM
pa3Hulibl, a 5-neTHsist OB Oblia Bhitne Ha 12 % B rpyIiie naiveH-
TOB, MOJyYUBIIUX HeoanbloBaHTHYIO X T. IllecTh mornbimx na-
nueHToB u3HavaabHo umenu I u IV craguu 3aboneBaHusi, He
noayyuan HeoaabloBaHTHYIO X T, 4 U3 HUX Ha (pOHE agbIOBAHT-
Hoit XT uMenu nponao/keHHbIN pocT onmyxonu. Cynbba 5 nereit
Heu3BeCTHa.

BoiBoapl. HCYI[OBJ'ICTBOPI/ITCI[BHBIC I1oKa3aTeJIN BbI2KMBACMO-
CTU OOJIbHBIX Tpe6y10T MepOHpI/IHTI/IVI 10 IMOBLIIICHMWIO OHKOHA-
CTOPOKE€CHHOCTU Bpaqeﬁ IICPBUYHOTO 3BCHA, IICANAaTPOB, 001X
XHUPYPIOB 1J1d YBEJIMUYCHUA BbIABIACMOCTU 3a00J1eBaHMSI HA paH-
Hel CTaaurM, YTO ITO3BOJJIUT YJIYUIIUTb PE3YJILTAThl JICUCHUA, I10-
BBICUTH BbIXKMBaeMocTh U K2K naHHOI1 KaTeropmuu nalimMcHTOB.

Teauc Ne 18

AHanu3 UHAYKUUOHHOI nemanbHoCMU

npu ocmpbiX Neiiko3ax y aemei

I.B. Yremesa, E.C. JIniruna, E.A. Aunpeesa, M.A. Pycuna,
C.1. JlanaeBa, A.10. Cmupnosa, A.C. Eropos, }0.K. Tommuna,
J.A. Moprauesa, 10.B. Jlunnkuna
DI'BY «<HMHUI] um. B.A. Aamaszosa»

Munszodpasa Poccuu, Cankm-Ilemepoype

AktyanpHOCTh. HecMOTpST Ha TOCTUTHYTBIE yCTieXu B Jieue-
Huu OJI y jereil, OCIOXHEHUST TEpalMyu OCTAIOTCS OCHOBHOI
MPUYMHOI MHAYKLIMOHHOI JIETaJIbHOCTU, Bapbupys oT 3 10 20 %.

Ilenmu W 3apaum — OILICHKA YACTOTHI, TSKECTH, TUOJIOTHH,
(baKTOpOB prcKa, UcXoa0B ocinoxHeHui OJI Ha aTane MHAYKIN-
oHHoit XT y gereii.

MarepuaJibl 1 MeTobl. BEITIOTHEHA PETPOCTIEKTUBHASI OLIEH-
ka uHaykivoHHoit XT y manueHntoB ¢ OJIJI u OMJI ¢ okTs16pst
2016 1. mo okTs16pb 2022 1. OOIIIEe YMCIIO TTAIMEHTOB COCTABUIIO
72 (79,1 %) n 19 (20,9 %) coorBeTcTBeHHO. MeauaHa Bo3pacra
neteit ¢ OJUJI 6bu1a 5 1et, ¢ OMJI — 2 roga. JJoMUHUPYIOLIIAM
BapuantoM OJIJI 661 BII (47 %), Tpyrimy BBICOKOTO pHCKa CO-
craBmmn 8,6 % mamuyeHToB. YacTtoTa MOJIEKYJISIpPHO-TeHETHYE-
CKUX aynbTepalnii oeuia 53 %, npeobnanana t(12;21) — 87,5 %.
B rpynme OMJI 52,6 % mnauneHTOB ObUIM OTHECEHBI K TPYIIIIe
BBICOKOTO PHCKa B CBSI3U C HAJIMYMEM HeOJIaronpusiTHBIX TeHe-
TUYECKMX aHOMAJUH.

Pesyasratel. B ne6rore OJI y 35,2 % nauneHTOB JUAarHOCTHU-
poBaHO TeyeHue MHbeKuuu, u3 Hux B rpymme OJIJI — 33,3 %,
B rpynne OMJI — 42,1 %. B obeux koroprax npeotjaganiu ®@H
(43,7 %), nuesmonus (34,4 %), surepokoaut (9,4 %). Beuny
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OTCYTCTBUS KOHTPOJIST Haa MHMeKIMen y 26,3 % malueHTOoB Ipu
OMJI ny 15,3 % 60abHbix ipu OJIJI Havano XT OGbLI10 OT/IOXKE-
HO JI0 CTaOUIM3alIMY COCTOSIHMS, MearaHa coctaBuiaa 15 (7—35)
nHei u 8 (4—37) mHel COOTBETCTBEHHO. B mepuoa MHIyKIIM-
oHHoit XT yacTora MH(MEKIMOHHBIX OCJIOXHEHUI COCTaBMJIA
80,6 % w1 94,7 % y nauuenToB ¢ OJIJI 1 OMJI cOOTBETCTBEHHO.
HomunupoBanu sHtepokoaurt (36,8 %), ®H (35,5 %), nHeBMO-
Hus (31,6 %), karerep-accOMUPOBaHHbIE MHAMEKIIMU KPOBO-
toka (10,5 %) B obeux rpynmnax. [1o aTuosoruu nmpeobdiagaiu
GakrepuanbHbie MHMGeKIMu (65,5 % u 52,9 %), B rpyne OMJI
3apEerucTPUPOBAHO OOJIbIICE YUCIIO CIIy4aeB MHBA3UBHBIX MUKO-
30B (27,7% npotuB 19%). MeaunaHa BpeMeHU 0 TOCTHXKECHUSI
MHOEKLIMOHHOI0 KOHTpOJIst coctaBuiia 6 (1—59) nHeit u 7 (1-36)
IHel cootBeTcTBeHHO B rpynmax OJIJI u OMJI. Meauana niu-
TEJIbHOCTH aTjia3uu B riepuoa nHayKunoHHoi XT obuta 33 u 35
nHeit coorBeTcTBeHHO. [lepeBon B [TMT 1o TskecTu COCTOSIHUS
tpeboBanu 12,5 % nauuenros ¢ OJLJT u 84,2 % GoabHbix OMJIL.
JletanwHocTs B rpyrie OJIJI cocrasuna 1,4 %, B rpyrime OMIJI —
10,5 %. HenndekuroHHbIE OCIOXHEHUS HAOIIOIAIUCh y 26
(28,6 %) matmenToB, u3 HUX y 22 (84,6 %) c OJNIuy 4 (15,4 %)
¢ OMIJI. Haubonee yacteimMu B Tpymiie OJIJI 66Ut BUHKPUCTH-
HoBas nojimHeipornatust (68,2 %), reMopparnueckKuii CUHAPOM
(13,6 %), MeToTpeKcaT-MHAyLMPOBAaHHAS SHLE(AIONATHI
(9 %), crepounnblii nuadet (9 %), CHHIAPOM OCTPOTO JIM3UCa
onyxou (9 %). B rpynme mammeHToB ¢ OMJI caMbIM YacThIM
ObUT TeMopparndeckuit cuHapoM (75 %). JleTalbHBIX UCXOMOB,
ACCOLMUPOBAHHBIX ¢ HEMH(PEKLIMOHHBIMU OCIOXHEHUSIMU, HE
3apPETUCTPUPOBAHO.

BoeBompl. Y marmentoB ¢ OJI ocTtaercss BBICOKOUW YacToTa
pa3BUTHUS MHMEKIIMOHHBIX OCIIOXHEHUM Ppa3IMIHON 3THOJIO-
TUH, TIPY 3TOM Y mareHToB ¢ OMJI peructpupyercs: 00IbIIast
JacTOTa MHBAa3MBHBIX MUKO30B. HecMoOTpst Ha ImTepaTypHBIC
naHHbie, t(12;21) B Hanieit koropte nauuneHToB ¢ OJIJI He saBsI-
eTcst (paKTOpOM prcKa TSKeJIbIX NH(MEKITMOHHBIX OCTOKHEHU.
TsxecTh nHGbEKIUMU U JeTalbHOCTH B rpyniie OMJI npesbliiia-
10T TakoBylo y nmauveHTtoB ¢ OJIJI. Crnenyer OTMETUTH BBICO-
KYI0 YaCTOTY Pa3BUTHUSI OCJIOXHEHWN HEMH(PEKIMOHHOU Mpu-
pomdbl, 3aperucTpupoBaHHbIX y 007abHBIX OJIJI. DddekTuBHas
U CBOEBPEMEHHasi KOPPEKIMS COMPOBOAUTENBHON Tepanuu
SIBJISIETCSl €AMHCTBEHHOUW OMILIUEN MOBBIIIEHUS BbKUBAEMOCTHU
Yy JaHHOU KOTOpThI MAlIMEHTOB.

Tesuc Ne 94

MeHuHreannHas Menaioma o6onoyex
CNUHHOro Mo3ra ¢ Mynbmug)oKanbHbIM
pacnpocmpaneHuemM Ha 060104Ku ronoBHOro
MO3ra Yy pebeHKa ¢ HellpOKOKHbIM
MenaHo3oM u cusgpomom [leHpu-Yoxepa.

OnucaHue KNUHUYECKOro cnyyasa

O.1. ®areena, B.I'. IToasgxos, H.B. Marunsin, B.I1. Akumos,
A.C. JleBamos, T.B. T'opoyHoBa
DOIBY «HMHI] onkonoeuu um. H.H. broxuna»
Mun3zdpasa Poccuu, Mockea
AktyanpHOCTb. HelipoKoXXHBIN MeJlaHO3 — peKoe 3a00IeBa-
HUE, XapaKTepu3ylolleecss KOKHBIMUA HEBycaMU M aHOMaJIbHOM
nponudepanueit MeaaHuH-conepxamux kiaetok B HHC. 3m0-
KadyecTBeHHast TpaHCchOopMaIlvs B MeJIAHOMY Ha0JII0aeTCsl Mpu-
mepHO B 40—64 % ciyuaes. Y 10 % nauneHTOB ¢ HEMPOKOXHBIM
PA3QAEN IV
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MeJIaHO30M 3abojieBaHMe ObLIO acCOILMMPOBAHO C CUHIPOMOM
Henau—Yokepa.

Herm wm 3amaum — CcooOIIUTH O S-JIETHEM ITallMEHTE
C HEPOKOXKHBIM MEJIAHO30M, aCCOLIMMUPOBAHHBIM C CHUHIPOMOM
Henau—Yokepa, y KOTOporo 0buia oOHapyKeHa 3710KauyeCTBEeH-
Hast MeJJaHOMa 000JI0YEK TOJIOBHOTO MO3Ta HapsIAy C OOIIMPHO
WHUIbTpalueit 000J104eK CITMHHOTO MO3Ta.

Marepuajsi uMeToabl. [Ipu podicdenuu y nayuenma no Heipoco-
Hoepaguu duaenocmuposara anomanus Jenou—Yokepa. Peberok
Habadaics y Heeponroea no mecmy xcumenscmed. Duzuonoeuue-
CKOe pazgumiue coomeemcmeosano 03pAcmubiM HOPMAM, HEPEHO-
ncuxonoeuueckoe — ¢ Heboavuioll 3adepyckoil. Ilepevie npusnaxu
3aboneeanus 3agurcuposansl 8 cenmsaodpe 2021 e., koeda noseu-
aace nepuoduueckas peoma. Ilposedena MPT 2on06H020 mo3zea —
eUnonaasus eemucgep Mo3zdceuxKda, yMepeHHas 6eHMpUKyiomeea-
AU, pacuuperue cyoapaxHoudaivHuix npocmparncme. Pexomenoo-
8aHO OuHamuueckoe HabawoeHue. Ommeuanucs npoepeccuposanue
CUMNMOMAMUKU, NOs6AeHUe NPex00saujeco 1e60CMOPOHHEe20 eeMuU-
napesa, mpemopa, napecmesuii 6 Koneunocmsx. B gpespane 2022 e.
nposedena noemopruasi MPT — pacnpocmpanennas (C5—Thli2)
sKecmpa(unmpa ?)meodyansapHas Kucmo3Ho-coauonas onyxonn. Pe-
benox Hanpaenen ¢ HMHUI] neiipoxupypeuu um. H.H. Bypdenko
ons npoeedenus xupypeuueckoeo aeverus. 01.03.2022 evinosneno
MUKPOXUpYpeuueckoe yodaneHue eueauHmckoil (2010-Kopd) onyxo-
AU M03ea ¢ nekmpoghuzuonocuteckum monumopureom. Ha 19T/
KT 6ceeo meaa om 22.03.2022 — namoaoeuueckas mKanv ¢ yme-
PEHHOIl Memaboau4eckoll aKmugHocmuio paduopapmnpenapama
8 NO360HOUHOM KAHAAe HA 6ceM e20 NPOMANCeHUU, A MAaKice 8 000-
N04Kax 20108H020 Mo32a. Pebenok nanpaenen 6 HUHU JIOul’ ®I'BY
«HMHII onxonoeuu um. H.H. baroxuna» Mun3zopasa Poccuu 0as
KOHCYAbmayuu u npogeodenust npomu8o0nyxones020 Ne4eHusl.

Pesyabratsl. /1o danHbim eucmonoeuteckoeo uccaedo8anusy pe-
OeHKa BbIs16/1eHA MEHUH2EANbHAS MENAHOMA HA (YOHEe HelPOKOJICHO-
20 meaaro3a. Ilo 0aHHbIM MONEKYASPHO-2eHeMU1eCcK020 Uccaed08a-
Hus obHapyxcena mymauyus eena NRAS. Ilposeden koncuauym, no
Pe3yAbmamam Komopozo nayueHmy no 0aHHvIM KOMNAECKCHO20 00-
caedosanus (MPT 20108H020 u cnuHHO20 M032a, OaHHbIE 2UCMOA0-
eu1ecKkoeo 3axkayenus, evinucka uz Ilenmpa um. H.H. Bypdenko)
ycmanoenen OuaeHo3: MeHUHeedAbHAsl MeAaHoOMAa 000104eK CHUH-
Hoeo mo3zea Ha yposre C5—Thl12, memacmamuueckoe nopaxycetue
060n104eK 20106H020 Mo3ea. lIpuHumas 6o eHumaHue obsem Npo-
8€0eHH020 ONepamuBHO20 6MeUlamenbcmad, Haiuyue MaccugHo20
nopadicerus 201086H020 U CHUHHO20 MO032d, HUSKYIO 4Y8CMEUmMenb-
Hocmb onyxoau kK XT, omcymcmeue 6o3modcHocmu nposedenusi JIT
8 pedicume eunep@pPaKuyUOHUPOBAHUS, 4 MAKICe COMAMU1ecKUil
cmamyc 601bH020 (YpOBeHb CO3HAHUS — Koma 1, Haauuue Heapoao-
2UYECKOU CUMNIMOMAMUKU 8 8Ude SHUeparonamuu cCMeumanHoeo 2e-
He3a, IKCMpanupamudHo20 CUHOPOMA, CMeuanHo20 mempanapesa,
CYOOPOICHO20 CUHOPOMA), NO JCUBHEHHbIM NOKA3AHUSAM NPUHAMO
peuierue o nonsimke npogedenust nevernus — UT 2 npenapamamu:
Husoaymab (Onduso) é do3upoexe 3 me/ke u besayuzymad (Asa-
cmuH) 6 dozuposke 10 me/ke. Pebenok noayuun 3 esedenus npena-
pama Hugoaymad u 2 eeedenus npenapama desayuzymad. Ha gone
JNeUeHUs1 OmMeUaIacy 0aabHelulas npoepeccus 3aoonreeanus. Pebe-
HOK OblA NPUBHAH UHKYPAOENbHbIM.

BoiBoapl. HelipoKoXHbBI MeaHO3 BCTpeYaeTcsl OTHOCUTE b~
HO PEIKO, MO3TOMY IMALIMEHTbI JOJIKHBI HAOIIONATHCS Y HEBPO-
Jora. B Hacrosiiiee Bpemss MPT sBisieTcss MeTonoM Bu3yasu-
3allMM TIEPBOTO BBIOOpA IS ArarHoCcTHKY 3aboneBanuii [THC
y MalMEHTOB ¢ HEHPOKOKHBIM MeJTaHO030M, 3((HEKTUBHBIX Me-
TOJOB JIeUeHUs BCE €lle HE XBaTaeT.

PA3QAEN IV
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CocmosfHue KnemoyHoro 3BeHa
UMMYHUMEma y nayueHmosn
C HacneAcMBEeHHbIMU remMonumMuYyecKuMu

H.H. Xomxkaepa!, H.M. Coaukos?, H.H. IaiipaTos!
'TOY «TTMY um. A6yaau ubnu Cuno», Jywanbe;
2Meouyunckuii uenmp «@apabuy», Aywande

AxTtyamsHocTh. HacnemctBeHHBIe [A SBISTFOTCSI OCHOBHOM
KpaeBoW TaToJjiorueil sl cpelHea3nuaTcKoro peruoHa, B TOM
yucie u 1151 Pecrryommku Tamkukucrad. Cpeau BceX TPYyIIT aHe-
MUl HacaeAacTBeHHbIe A 3aHMMAOT 2-€ MeCTO I10 3HAYUMMOCTH
M pacrpocTpaHEHHOCTU. 3abojieBaHWe MPUBOIMT K BbICOKOM

VHBaIUAU3ALUU U CMEPTHOCTU J€TCKOTO HaceJIeHMUsI.

Ileam 1 321298 — U3YYUTDH COCTOSTHUE KJIETOYHOTO 3BEHA M-
MYHUTETA y IeTell ¢ HaclieAcTBeHHBIMU TA.

Marepuajsl 1 MeTOIbl. [I7151 M3y4eHUsT COCTOSTHUS CIieludu-
YeCKOro MMMYHHMTETAa HaMU ObLIM 0O0C/IeI0BaHBI 56 OOJBHBIX
¢ HacneacTBeHHbIMU TA. KoMIieKcHY10 olIeHKY (DyHKIIMOHAb-
HOTO COCTOSTHUSI UMMYHHOI CUCTEMBI OCYIIECTBISIN C UCIIOJb-
30BaHUEM MMMYHOIMATHOCTUYECKMX TeCTOB 1-To 1 2-TO YpPOB-
HEH.

Pe3yabTaThl. B cooTBeTCTBMU ¢ MpeacTaBlIeHHBIMU TaHHbBI-
MU, Y OOJIbHBIX C HacaeacTBeHHbIMU A 1-1i rpymibl mokasate-
Ju T-KJIETOK M UX CyONOMyISILIUIA HEe OTMYAIUCh OT MallMeHTOB
C aHeMUel cpelHell CTeNeH! TSKeCTU MO CPaBHEHUIO C TPYM-
MO 3MOPOBBIX IETel, UMEJIO0 MECTO 3aMETHOE CHUKEHME TTOKa-
3atenieil T-1uMbOIUTOB ¢ pa3IMYHBIMU UMMYHOJOTUYECKUMU
mapkepamu (CD4, CD8, CD16) (p < 0,001). CpaBHeHUe cpen-
HUX MMokKazaTeneit cyononyasauuii T-1uMbOoLMTOB ¢ MapKepamu
CD4, CD8 u CDI16 3T0ii TpynIibl OOJBHBIX C aHAJTOTMYHBIMU
rnokasaTe/IsiIMM MalMeHTOB C JIETKOW CTENeHbl0 aHEeMUM TaK-
K€ 00HapyXuiIo noctoBepHbie paznuuus (p < 0,001). B rpymnme
OOJIbHBIX C aHEMUEH TSKEION CTeNeHM MO CPaBHEHUIO C TPYM-
MOI 3M0POBBIX NETE OTMEYaJoCh CYIIECTBEHHOE CHIDKEHUE
nokazateneit T-xierok u ux cyononyasauuii (p < 0,001). ITpu
CPaBHEHUM CpeaHUX MokazaTeiaeid T-1uMbouTOB ¢ pelern-
topamu CD4, CD8 u CD16 y 60J1bHBIX JAHHOI TPYIITBI C CO-
OTBETCTBYIOLIUMM TOKA3aTeASIMU IeTeil ¢ JEeTKOW U CpeaHel
CTETIEHbIO TSXKECTU aHEMUM BbISIBJIEHA BBICOKOIOCTOBEpPHAsI
pasHuIA.

BoiBoapl. TakuM 00pa3oM, y OOJbHBIX C JIETKOW CTENEHbIO
HacnenctBeHHoit ['A moka3arenu T-1uMbOLIMTOB U UX cyOromy-
asiumii (CD4, CDS8, CD16) okazanuchk B mpeaesiax HOpMalbHbBIX
3HAUYEHUI, TOTJA KaK Y IETe CO CpeHEN U TSKEJION CTENEHbIO
AHEeMUM 9TU MOKa3aTeJu ObUIM 3HAYUTEJbHO HUXE IO CpaBHE-
HUIO C TAKOBBIMU Y 310POBbIX AeTeil. CTeneHb YMEHbIIEHUS YH -
cna T-muMbouuToB U UX cyONomysLuMid 3aBUCea OT TSKECTU
AHEeMUYECKOro CMHApOMa 1 OT cofiepxkaHus remoriaodunHa B ITK.
Takum o6pa3zoM, McciieoBaHUE KJIETOYHOTO UMMYHUTETA BbI-
SIBUWJIO U3MEHEHUWE ero mapaMeTpoB BO BCEX IpyIIiax OOJbHBIX
C HacJieACTBEHHbIMU [A B BUe CHUKEHUS COfepKaHUs Kak a0-
COJIIOTHBIX, TAK 1 OTHOCUTEJIbHBIX TTOKa3aTeael T-1umdonuTon
U ux cyononyssaiuii B ITK, 3T0 Takke SIBUJIOCh KOHCTaTaluen
TOTrO, YTO T€HETUYECKUIl NEeTEPMUHUPOBAHHBI aHEMUYECKUIA
MpolLecC CIOCOOCTBOBAA HEraTUBHOMY M3MEHEHUIO B IOIYJISI-
LIMA UMMYHOKOMITETEHTHBIX KJIETOK B CUCTEME KPOBETBOPEHMSI
y JaHHOU KaTeropuu 0OJbHBIX.

~ 58 ~
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3N0KaYecmBeHHbIe ONYX0NU KOHKU Yy Aemel
¢ cuiapomom lopnuna-fonnua

E.B. Illapanosa!, T.C. Beabmuea', C.H. MuxaiiioBa!,
T.B. Haceaxuna?, B.B. Cemenona'
'QIBY « HMHII onxonocuu um. H.H. broxuna»
Mumn3zopasa Poccuu, Mockea;
’OI'bYH HMB um. B.A. Dueeaveapoma PAH

AKTyalIbHOCTh. [€HOIEPMATO3BI — 3TO TeTepOreHHas TPyIIa
TeHEeTUYECKNX 3a00JIeBaHWI C IMMPOKUM CIIEKTPOM KIMHUYE-
CKMX MPOSIBICHUI 1 TIPEUMYIIIECTBEHHBIM TTOPaXKeHNEM KOXKH.
Brigenstor psim TeHOIEepPMAaTO30B, IIPU KOTOPBIX PUCK PAa3BUTHS
3HO vy nereit moBbiieH. Cuuapom TopanmHa—Tlonbia — 310 re-
HETUICCKUU CHUHIPOM, TIPOSIBIISTIOIINIACS TTOpaskeHNEM KOXKMU,
cKeJieTa, Xeje3 BHyTpeHHel cekpeunu, LTHC m accommupo-
BaHHBIN ¢ PUCKOM pa3BUTHS 0a3aIbHOKJICTOYHOTO paka, MB,
PMC, onyxoneit 2KKT, meayuisipHOro paka IIUTOBUIHON 3Ke-
ne3nl (PI2K). DToT cMHOpOM CBsSI3aH ¢ MyTallUsIMK B TeHaX ce-
meiicts PTCH n SUFU.

Ileam w 3agaum — mnoBblIeHUE 3(DOEKTUBHOCTU TIPOPU-
JIAaKTUKU, paHHel nuarHoctuku u jJedenus 3HO y neteit ¢ re-
HOJEpPMAaTo3aMU; IIPOAHAIU3UPOBaTh KIMHUKO-TEHETUYECKUE
ocobeHHocTH cuHapoMa [opanHa—Ionblia; onpeneauTsb rPyIbI
pucka 1o pasputuio 3HO y maumeHToB ¢ cuHapoMoM [opinHa—
TonbLa; OLIEHUTh TMarHOCTUYECKME U TePAIIeBTUYECKUE TOIX0-
Il mpu cuHapome TopnuHa—Ionbia y aeTeii.

Marepuaasl u Metoapl. IlaliMeHTHI JETCKOro BoO3pacTa
¢ cuHapomoM loparHa—Tlosblia, mpoxonuBiIe 00CIeI0BaHNE
u nedyeHue Ha 6aze HUW JOul’ ®I'BY «<HMMUILI onkosoruu
uM. H.H. broxuna» Munsnpasa Poccun B nepuon ¢ 2010 . mo
HacTosIILee BpeMs.

Pesyabrathl. B uccienoBaHue BKIIIOYEHBI S5 MallEHTOB
(1 manbyuK U 4 NeBOYKM) B Bo3pacte 4—17 JieT, KOTopble Ha-
omonamchk 1 oociaenopasick B HUM 10ul’ ®I'BY «<HMUILL
onkosiorun um. H.H. bnoxuna» Munszapasa Poccun. ¥ Bcex
MaleHTOB HaOII0IaTMCh pa3IUnYHbIE TUIIBI OMTyXOJei, Y 3 ObLIr
JMMarHOCTUPOBAHbI MEPBUYHO-MHOXECTBEHHbIE ommyXxoyu. Becem
nauydeHTaM IMPOBEACHO MOJIEKYISIPHO-TeHETUYECKOE MCCIen0-
BaHME — CEKBEHUPOBaHUE MaHeau U3 415 OHKOacCOLMUPOBaH-
Hbix reHoB (NimbleGene, Roche). [TaToreHHbIe MyTaluu B re-
Hax PTCHI v SUFU BbIsIBII€HBI y BCeX MALUEHTOB. Y 2 OOJbHBIX
JNUarHOCTUPOBaH 06a3aTbHOKJIETOUHBIN paK KOXU.

BoBoapl. Cunapom lopauHa—lonablia — HacleACTBEHHOE
3a001eBaHNE C XapaKTepHBIMU (DEHOTUIMUYECKUMU TIpU3HAKa-
MM, KOTOPBIE MTPOSIBIISIIOTCS B paHHeM Bo3pacte. KinmHuueckuii
JIMAarHO3 CTABUTCSI HA OCHOBAHWU JUArHOCTUYECKUX KPUTEPUEB.
JIist ero MOATBEepPXKIeHUSI HEOOXOAMMO TeHETUUECKOe TECTUPO-
Banue (PTCHI, SUFU). OT reHOTUIIa 3aBUCUT TaKTUKa IaJlb-
Heliliero BeneHMs TalMeHTa. 3a0oyieBaHUE WMEET ayTOCOM-
HO-IOMUHAHTHBIN TUTI HaclienoBaHus. BeposTHOCTh nepenaun
moToMcTBY — 50 %. Bo3aMoXHa MpeHaTabHast AMarHoCTHKa. Xa-
paKkTepeH BBICOKWIA PUCK Pa3BUTHUS OIYXOJIEBBIX 3a00JIeBaHUIA
(6a3aIbHOKJIETOUHBII pak, OMYXO0JU MO3ra, OIyXOJIu SMYHUKOB
W T. 1.). Y B3pOCIIBIX TIPUMEHSIETCS] TapreTHas Tepamnust (BUCMO-
neru6). s BeneHus MaudeHTOB HEOOXOAUM MYJIBTUAUCLIUII-
JIMHAPHBII TTOIXOJI C y9aCTUEM CITeIIMAIMCTOB PAa3JIMYHOTO TIPO-
duns.

~ 50 ~
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Bbibyxalowaa pepmamochubpocaproma.

Rnunuyeckui cnyyaii

B.A. Illymakosa, U.B. be3bsasbsrunasi, M.b. benoryposa
TbY3Cllo KHnlICBMII(o0)

AKTyajJbHOCTB. BEIOYXatoriast mepmaTtodudbpocapkoMa sIBJIsI-
eTCsl peaKoll (UOPOTUCTUONMTAPHOI OIYyXOJIblO, KOTOpasl Xa-
pakTepu3yeTcsi arpecCUBHBIM JIOKAJTbHBIM pocToM. Hecmotps
Ha PeAKOCTh, MeAuaTpUIecKue Cydand MpPEeACTaBIIsSTIOT OCOOBI
WHTepeC 1 TpodJieMy B IMAarHOCTUKE U BBIOOPE METO/1a JICUSHUSI.

Ienn u 3a1a41 — COOONIUTH O KJIIMHUYECKOM CJTydae BHIOY-
xafolieil fepmMaroudpocapkomMbl y pedbeHKa, ee TUCTOIAaToJ0-
TMYECKUX XapaKTepUCTUKAX, a TaKXKe O POJIM XUPYPTUIECKOTO
METO/Ia JICYeHUSI U TAPTETHOM Teparui.

Marepuaisi u MeToapl. IlammenTka, 6 sem, duaenos: evidyxa-
rowas depmamoghubpocapkoma 1€6020 naeua u aKcuiIsapHoll 0oaa-
cmu, noayuaem aeyerue ¢ I'bY3 CIIE KHITI CBMII(o).

Pesyasratel. B gozpacme 5 nem podumenu 3amemuau oopazo-
BaHUe MACKUX MKaHell 3a0Hell NOGePXHOCMU 1€8020 Nae4a, 0e60UKa
Jcanosanace Ha 60au npu omeedeHuU KoHeuHocmu 6 cmopory. o
Mecmy Jcumenscmea 0viaa 8biNOAHEHO YyodieHue 00pa3oeanus oe3
nposedeHus 8U3yaruUpyrUux memodog obcaedosarus. lucmo-
A02uvecKoe 3aKarHeHue: depmamouopoma ¢ noaoICUMENbHBIM
Kkpaem pezexyuu. Yepes 3 mec pooumenu 6H06b 3amemunu 00pazo-
BaHUe 8 30He ONePaAmUBHO20 emMeuamenscmea. Bonoaneno oocae-
dosanue, 6vis64eH peyudus 3a004e6aHUS C PACNPOCMPAHEHUEM HA
denvmoguoHyro muiuyy. bviio evinoaneno noemoproe onepamus-
HOe eMeulamenscmeo 8 HenpoguavHoil Kaunuke. lucmonoeuueckoe
uccaedosanue 8viA8UN0 ONYX0Aeble KAemKU N0 KPASIM pe3eKuyuu
Hoeoobpazoearus. [Iposeden peghepenc eucmonpenapamos: 3 pasz-
HbIX (hedepanbHblX yenmpa 8bl0anu He cosnadaroujue mexcdy coooil
3aKAYeHUs 0 eepugukayuu duazHo3a: depmamoguopocapkoma,
depmamogpubpoma u IKcmpaadoomMuHabHblil 0ecMoud, KAemoUHblil
sapuanm. llayuenmka 6vina HanpagieHa K 0eMCKOMY OHKO0AO0ZY.
Hamu 6bi10 nposedero noanoe obcredosanue, 6 pesyavmame KOmo-
D020 8bIA6AEH NPOOOAICEHHDL POCT 00PA308AHUS C PACAPOCMPAHE-
HUeM He MOAbKO HA 0eAbMOBUOHYI0 MbIULY, HO U 8 NOOMbIUUCHHYHO
enaduny. Yuumoleas pacxodcoenue 0uazHo308, 6bL10 NPUHSIMO pe-
uieHue 0 NOGMOPHOL OUoONcUU 00pa308aHUs 8 1eB0U NOOMbIUIEYHOU
obaacmu. Ilpu eucmonoeuueckom uccaedoganuu OUazHOCMUPOBAHA
svloyxaroujas depmamodghubpocapkoma, puopocapKxomMamosHblil 6a-
puanm. [lpu monexyisapHo-eeHemuueckom Uccie008aHUU GbiséAeHA
mpancaokauus ¢ eosaeveruem roxyca eena COLIAI (17q21), umo
noomeepouno 3akaiouenue namomopgonoeos. Yuumeiéas Hego3-
MOICHOCMb NPOGeOeHUs PAOUKANbHO0 ONEPAMUBHO0 6MeULamenb-
cmea, 0bln0 NPUHAMO peuleHue 0 KOHCEPBAMUBHOM Memoode aeye-
Hus. Coenacno npomokony CWS2009, umerowumcs aumepamypHoim
O0aHHbIM, OAHHAS ONYX0Ab UMeem NA0XO0l OMEem Ha CMAaHOAPMHYHO
XT u mpebyem anrvmepnamueHsix memooos aeverus. Takum oopa-
30M, OblIA UHULUUPOBAHA MAP2eMHAs Mepanusi UHeUOUMOPOM NPO-
MEeUHMUPO3UHKUHA3bl umamunuoom. Ha gone neuenus ommeueno
YMeHbuleHUe pazmepos 00paz0eanus, Kynuposanue 60au é ooaacmu
onyxoau. Y navuenmxu pazeunocs HeCK0aAbK0 HOO0YHbIX D PeKmos
8 6ude HelimponeHuu, eunepmepmul, yepaireuu, 4mo nompedosano
CHUdceHus: 003vl npenapama. Ha momenm onucanus cayuas mepa-
nust nPoooaNCaemcs.

PA3AEN IV
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BoiBoapl. BoiOyxatoiias aepMatopudpocapkoMa SIBJISIETCS
penkoi GuOPOrMCTUOLUTAPHOM OIYyXOJIbIO ¢ arPECCUBHBIM JIO-
KaJIbHBIM POCTOM Y PEJIKUM MeTacTa3upoBaHueM. BriOyxarorast
nepMaTodruOpocapkoMa reHETUYeCKHU XapaKTepu3yeTcst TpaHC-
nokaumeit t(17;22)(q22;q13). Tucrtosoruyecku ObLIO OMUCAHO
HECKOJIbKO BapMaHTOB JaHHOI omyxoJii. BeiOyxatoiast nepma-
ToudbpocapkoMa ¢ pudpPocapKOMaTO3HBIMU ydacTKaMU UMEET
0oJiee BBICOKYIO YaCTOTY MECTHBIX PELMJMBOB M OTAAJCHHBIX
MeTacTa3oB. MeTomoM BbIOOpa SIBJISIETCS paauKalbHOE Orepa-
TUBHOE BMEILIATEIbCTBO, MPY HEBO3MOXKHOCTH €TI0 BLITIOJTHEHUST
MOXeT ObITh PACCMOTPEH BapMaHT Ha3HAYEHMsI TAPTeTHOI Tepa-
107078
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NMPUHUMUMDBI NOKAJNIBHOIO KOHTPONA: XUPYPTHYECKAA NOMOLLD
W PAQOMOTEPANUA YV AETEH, NOAPOCTKOB U MOJIOAbIX B3POC/bIX
C OHKOJIOTMHYECKUMHU W TEMATONIOTMYECKUMHU 3ABONIEBAHUAMM

Tesuc Ne 21

HHBa3uBHbIE acneprunnes u MyKOpMUKo3
C NopameHueM 4yenrwcmuo-nuuesoi
obnacmu y UMMYHOKOMNPOMEMUpPOBAHHbIX
remMamonoru4yeckux 60nbHbIX

AGMCKOro so3pacma

.B. Bapanosa', A .. fIpemenko?, M.O. ITonosa',
IO0.A. Poauesa', 1.10. Hukoaaes', O.H. Iluneruna?,
O.B. I1auna', T.A. Beikosa!, O.B. Toromanos',

JI.C. 3ybaposckas', A.JI. Kyaarun'

THUH JJOIuT um. P.M. Topbauesoii ®I'BOY BO IICII6GIMY
um. akad. U.11. Ilaerosa Munzdpasa Poccuu;
2PrboOY BO IICII6I'MY um. axad. U.11. [Tasroea Munzopasa Poccuu

AKTyaJIbHOCTb. YBEJIMYMJIACh YaCTOTa MHBAa3MBHBIX MMKO-
30B C TOpaXeHWEM YETIOCTHO-JUIIEBON 001acTH, IOJOCTU
HOCAa M OKOJIOHOCOBBIX Ta3yX. TpamIMIIMOHHO TPYIINO pHucKa
Pa3BUTHUSI MHBA3UBHBIX MUKO30B SIBJISIIOTCSI TeMAaTOJIOTMYECKUE
M OHKOJIOTMYECKHUE TMallMeHThl MpPU IPOBEACHUU WM IPOTH-
BoomnyxousieBoii [1XT u anno-TI'CK.

Ieau v 3a1a9M — TIPOBECTU aHAJIU3 TPYITILI pUCKa, TCUCHUS,
MUAaTHOCTUKH U XHUPYPTUIECKOTO JICUCHUS TAlIMEHTOB JETCKOTO
BO3pacTa ¢ ”HBa3MBHBIMU MUKO3aMU C TTOpakKeHUEM YeTFOCTHO-
JIMLIEBOI 00J1aCTH.

Marepuaisl u Metoabl. C 2018 mo 2022 . B HUMN OOIuT
uM. P.M. TopbaueBoii 3aperucTpupoBaHoO 5 CIy4aeB UHBA3UBHO-
o MUKO03a y TeMaTOJIOTMYECKUX MAlIMeHTOB JETCKOTO BO3pacTa.
JlvarHo3 WHBAa3WBHOTO MUKO3a YCTAaHABIMBAJIM Ha OCHOBAHUU
kputepueB EBpormeiickoil opraHu3anuy MO WCCIEIOBAHUIO
n neueHuo paka (EORTC)/KoHcopnmyma 00pa3oBaTeIbHBIX
U uccienoBatebckux rpyni no muko3am (MSGERC).

PesyabraTel. YacToTa MHBAa3WBHBIX MHKO30B C TTOPaKeHU-
eM KOCTel JIMIIEBOTO OTHesa deperia M OKPYKAIOIIMX MSITKIX
TKaHeit y perunuenToB ayto-TI'CK B kimmauke HUW JOIuT
M. P.M. TopbaueBoii ¢ yueToM KonmdectBa auio-TT'CK B mepu-
o1 HaOoaeHus coctaria MmeHee 0,1 %.

DOHOBBIE COCTOSHUS UMMYHOOEMUIIMTA: arpaHyJIOLUTO3
B pesyabrare nporuBoonyxosneBoil XT mo nmosoxy OJI — 40 %
(n=2), amno-TI'CK — 40 % (n = 2) ¢ OJI u cunapomom Iypiep
U JIEKAPCTBEHHBIN arpaHyIOLUTO3 B pe3y/Ibrare pruemMa HecTe-
POUIHBIX IPOTUBOBOCIIAIUTEIbHbIX TpernapaToB — 20 % (n = 1).

KiuHuueckue mposiBeHUsT MHBAa3MBHOIO MMKO3a ObLIU
B BUJIe HapylIeHUs HocoBoro aeixanust — 100 % (n = 5), 6onu
B BepxHeii uemoctr — 80 % (n = 4), oHeMeHMsI YeTIOCTHU 1 JIU1A —
100 % (n =5), nTo3a — 60 % (n = 3), HEKpO3a CIAU3UCTOI 000-
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JIOUKK BepxHei uenmoctu — 60 % (n = 3), oreka juua M Tu-
niepemuu — 100 % (n = 5), odranemoruterun — 50 % (n = 3), Mu-
KOTHYECKOTO ITopaxeHust Jerkux — 60 % (n = 3), OMOHTOreHHBIX
3abonmeBanuii — 40 % (n = 2).

Mukoaoruyeckoe MccieqoBaHUe OMOMNTATOB U3 TMOPAXKEH-
HbIX objacteil: y 100 % (n = 5) 601bHBIX TP MPSIMOiA U (p1yo-
PECLIEHTHOM MUKPOCKOITUY ObLIN BbISIBJIEHBI 3JIEMEHThI IPUOOB.
Y 80 % (n = 4) GONbHBIX NPU KYJBTYPaIbHOM KCCJIEIOBAHUU
obOHapykeH pocT MukpomuiieToB. B 20 % (n = 1) ciydaeB mo-
JIy4eH POCT IIJICCHEBBIX TpUOOB Rhizopus arrhizus n Lichthemia
corymbifera, B 20 % (n = 1) — Aspergillus flavus B accoumanuu
¢ Fusarium, B 20 % (n = 1) — Aspergillus flavus B acconma-
uuu ¢ Candida parapsilosis, B 20 % (n = 1) ciydaeB BblaeieHa
Aspergillus fumigatus. B 20 % (n = 1) ciiyyaeB Ipyu MUKPOCKOITUU
00HapyXXeH IMPOKUI HECENTUPOBAHHbI MULIEIWI, BETBSI LU~
CsI TIOZT IIPSIMBIM YTJIOM (MMIIETIN MyKOpOBOTO Tprba). Octeome-
CTPYKTHBHbIE U3MEHEHUS BEpXHEIi YeI0CTU BbisiBIeHbI Y 80 %
(n = 4) mauueHTOB, pelieTyaToi Koctu —y 75 % (n = 3), CTeHOK
opbutsel —y 20 % (n = 1), ckynoBoit Koctu — y 20 % (n = 1),
KIMHOBUAHOM Koctu — y 20 % (n = 1), HocoBbIX KocTeil — y 40 %
(n=2).

CpOoKM YCTAaHOBKHM JMarHo3a OT Havajla KIMHUYECKUX IIPO-
SIBJICHUI B YEJIOCTHO-JUIIEBOM 00JaCTU COCTAaBWIM 7 * 3 mdHS.
Xupyprudyeckoe JjedeHue B oObeMe yIaJeHUsl TOpakeHHBIX
TKaHeil (HEKPAKTOMMUS, pe3eKIUs KOCTei, MSITKUX TKaHel ue-
JIIOCTHO-JTNIEBOM oOacTn) monydrin 80 % (n = 4) GOJMBHBIX,
JiekapcTBeHHYI0 Tepanuio — 100 % (n = 5). 2KuBbl 3 nanueHTa,
y 1 601bHOTO 3a(pUKCUPOBaHAa MTOTEPs] KOHTAKTa yepe3 1 rof mo-
CcJIe YCTAaHOBKM JMarHo3a U JICYeHUsI.

Boisogpl. 1. OCHOBHOI TOKaIW3aLMeid MTHBAa3UBHBIX MIKO30B
y TeMAaTOJIOTMYECKUX OOTBHBIX JETCKOTO BO3pacTa ObLIM OKOJIO-
HocoBbie Tazyxu (100 % cnyuyaeB) u BepxHsist yentocTh (80 %
ciyyaeB). 2. Heobxoauma rmoctosiHHasi HACTOPOKEHHOCTD B OT-
HOIIEHWM KIIMHWUYECKMX TIPOSIBICHUI, OCOOEHHO IPU3HAKOB
BEPXHEYEITIOCTHBIX CUHYCUTOB Y MMMYHOCYITPECCUBHBIX MallM-
eHToB. 3. TpebyloTcs paHHSsS JeKapCcTBeHHash aHTUMUKOTHYEe-
CKasl Tepanus U XUpypruueckoe yaaJeHre MopakeHHBIX TKAHE,
KOHTPOJIb OCHOBHOTO/(boHOBOTO 3aboseBaHus. 4. Heobxomm-
Ma paavKajbHasl caHallMsl 04aroB OJOHTOTeHHON WHGEKLINU
Yy OHKOJIOTUYECKUX U TEMATOJIOIMYECKUX MALIMEHTOB.

~ PA3AEN V
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NMpobnemMbl OHKONOrUYECKOro
JHponpomesupoBaHua masobeapenHoro

cycmasa y nemei

H.A. Boasmakos, A.}O. ApremoB, A.M. Bopouaii, A.C. CiuHuH,
E.NA. Kononnéra, H.C. Ipauén
OIBY «HMHUIL JITOU um. Imumpus Poeauesa»
Mumnzopaea Poccuu, Mockeéa

AKTyaimbHOCTh. OHKOJOTUUYECKOE 3HIOIPOTE3UpPOBAHUE Ta-
300epeHHOTO cycTaBa — 3(MHEKTUBHBIA CIOCO0 PEKOHCTPYK-
LIMM MOCTPE3eKUMOHHBIX nedeKToB y nauueHToB co 3HO Ko-
creil. Bce GoJibllle crielMaJrCcTOB COOOIIAIOT, YTO Y MAllMEHTOB
JIETCKOTO BO3pacTa MX MCIMOJb30BAHUE MOXET NMPUBOAUTH K Ha-
PYLIEHUIO aHATOMUM B CYCTaBe, AMCJIOKAILIMM UMILJIAHTa U Hapy-
LLIEHUIO OTTOPOCITOCOOHOCTU KOHEUHOCTH.

Marepuanst u merombl. B mepuom ¢ 2012 mo 2022 t
B OTIEJIEHUM OHKOJOTUU U netckoit xupyprun HMUILL ITOUN
nM. JImutpus PorayeBa 44 mammeHTaM BBIITOJHEHBI PE3CKIINU
C 9HAOINPOTE3MPOBAHUEM Ta300eApEeHHOro cycTaBa (26 pesek-
U MPOKCUMATBHOTO OTIeja OeIpeHHON KOCTH 1 18 3KcTup-
Mmanuii Becell 6enpeHHON KocTr). CpemHUiA BO3pacT MallMEHTOB
Ha MOMEHT orepauuu — 11,7 roga, MeauaHa HaOMIOAEHUS —
37,8 mec. OC muarHoctupoBaHa y 28 mauueHtos, CHO — y 16.
OneHka (yHKIMOHATBHBIX PE3YJIBTaTOB IIPOBOAMIACH TP T0-
MomM ImKajael OOIecTBa OIMyXOJel OMOPHO-ABUTATEIIHHO-
ro ammapara (MSTS) cmycrst 3 mec mocie omepanmu. OrieHKa
OCJIOKHEHUI TIpOBeIeHa COTJIaCHO TMOCeAHEe BEpCUM KJIacCh-
¢ukauuu o E.R. Henderson.

PesyabraTel. Cpennuii mokasateib (hyHKIMOHAJIBHOIO pe-
gyabrara 1o mkaite MSTS cocrasun 72,8 %. OcinoxHeHus 3a-
dukcupoBanbl y 7 (15,9 %) nauueHTOB, HanboOJIEE pacIpocTpa-
HeHHoe, Tun VIB — nucmnasus cycrasa, ormedeHo y 4 (9,1 %)
nauueHToB. Bce 6onbHble Mimanmie 10 JieT, ¢ He3peabIM CKelle-
TOM, YTO OOYCJIOBIMBAET CJIIOKHOCTh KOppeKIuu. B 2 ciyuyasx
BBIIIOJIHEHA XUPYPrUdecKasi KOppeKiysl ¢ HU3BEACHUEM I'OJI0B-
KM 3HJOIPOoTe3a U (pUKcalmeil CHHTETUYECKOM CETKOI.

3akmoyenne. OHKOJIOTMYECKOE SHIONPOTE3NPOBaHNE Ta30-
OGeIpEeHHOT0 CyCTaBa MOXKET OCJIOXHSTHCS pPa3sBUTHUEM IWCILIA-
3UM BEPTIYKHOU BHAIWHBI, KOTOpas BEIET K JUCIOKAIINA NM-
IUTaHTa. DToW MpobieMe B OCHOBHOM IOJABEPKEHBI MTAallCHThI
JIETCKOTO BO3pacTa C HE3PeJbIM CKeJIEeTOM. AHAIU3 JTUTEpaTyp-
HBIX JTAHHBIX ITOKA3bIBACT, YTO «30JIOTOTO CTaHIAPTa» JICUCHMSI
B 3TOM CJIydae He cymiecTByeT. Hanbosee 4acTo MCIIONIb3yeMbIM
METOJIOM SIBJISIETCSI KOPPUTHUPYIOLLIAsl OCTEOTOMMUSI KOCTei Ta3a.
B HMUWL ATI'ON um. Imutpusi Porauyesa ymanoch n30exaTh
MPOBEIECHUS NAHHOW MpOLEAYPbl U BOCCTAHOBUTb aHATOMMIO
Ta300€qpPEHHOr0 CycTaBa 3a CueT MCIIOJb30BaHUS CUHTETUYEC-
CKOW CEeTKM. BOJBIIMHCTBO CIENUANCTOB CXOISTCS BO MHE-
HWHU, 9TO JUTS PEIOTBPAILCHNS Pa3BUTHS JAHHOTO OCIOXKHEHMST
11eJIeCO00Pa3HO MCIOJIB30BaTh OOJIBIIYIO MO IMAaMETPY TOJIOBKY
Genpa, SHIOMPOTE3bl C BapyCHBIM CMEIICHWEM, YpaBHUBaHMUE
MBIIIIEYHOTO OajiaHca.

PA3AEN V
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OueHka 3thpeKMUBHOCMU NOKANbHDLIX
ohmanbMonoruyecKux Memopaos

B NepPBUYHOM NeYeHuu pemuHobnacmomol

JI.I1. Boaomun, A.A. fIposoii, B.A. SIpoBas
DIAY «HMHUIL] «MHTK «Muxpoxupypeus eraza»
um. axao. C.H. @Pedoposa» Munzopasa Poccuu, Mockea
AxrtyamsHocTh. Pb — 3HO ceTtuatku rmasza, sBisionieecs
HanboJiee pacrpocTpaHEHHBIM BHYTpUIIa3HeiM 3HO y mereii.
CoBpeMeHHBII TToaXo[ K edeHno Pb Bkirogaer B cedst xemMo-
PEaYKIIMIO OIYyXOJU C MCIOJb30BAHUEM CUCTEMHON U JIOKAJIb-
Hoii XT ¢ mocieayonym NpuMeHeHUEM JIOKAJIbHBIX O(DTaTbMO-
Jlornyeckux Metonos jedyeHust — jgazepHoit TTT, BT u KJI mns
KOHCOJIMJALIMU OCTaTOUYHOM onmyxou. HecMoTpst Ha Bce ycrniexu
B pazButuu XT, oHa compsikeHa ¢ pa3BUTHUEM KaK CUCTEMHBbIX,
TaK Y JOKAJIbHBIX TOOOYHBIX 3¢ heKkToB. B To Xe BpeMs B uTe-
paType onucaHa BO3MOXHOCTb jJedyeHus Maibix Pb 6e3 XT, on-
Hako Bonpoc 3(pPeKTUBHOCTU U 6€30IMaCHOCTHU TAKOTO MOAX0/a
MaJIO U3YYEH.

]_[e.]'[l/l M 322494 — IIPEACTAaBUTh PE3YJIbTAaThl ICYCHNA IMTAaLlCH-
ToB ¢ Pb masnoro pasMmepa C IpUMEHECHUEM JIOKAJIbHBIX METOOOB.

Marepuaisi u Mmetoabl. B epuon ¢ 2011 mo 2021 . B oTnene
o(praapmooHkonoruu U paguoigoruu HMUILL «<MHTK «Mu-
Kpoxupyprus riasza» uM. akaa. C.H. ®egopoBa» ObLIM IIpoJieye-
HbI 22 mauueHTa ¢ Pb (25 rna3), koropbiM He npoBoauiach XT.
Bospact nmamyeHTOB Ha MOMEHT JIEUeHUSI BapbUpoBal oT 1 1o
45 (B cpenHeM — 8) MecsieB. B 92 % ciayyaes (23 riasa) umena
mecTto PB rpynmbr A (cragusa Tla), Ha 2 rasax — Pb rpymmsr
B (cranua T1b). ¥ mopapisioniero ymcia naiyMeHToB HabI01a~
Jach ouHOKy/IsipHas popma Pb (n =21, 95 %) u B 45 % ciaydaeB
(n = 12) nokaibHbIE METOIbI IPUMEHSUIMCh Ha eIUHCTBEHHOM
rinasy. Beero 6bu1 mposieueH 61 oryxosieBblit ouar. CpeaHsis Bbl-
cota omyxosu coctaBmwia — 0,9 (0,4—2,3) MM, CpenHsIsl IPOTSI-
keHHOCTh — 1,8 (0,5—4,6) MM.

Pesynbratel. JIoKaIbHBIM KOHTPOJIb HaJl OITYXOJIbIO OBLI 10-
cTUrHYT B 88 % ciyyaes (21 ras), mpu 3TOM BO BCEX U3 HUX Ha-
Osronanach KIMHUYECKM TMOJIHAsl perpeccus omyxoau. B 3 ciy-
yasix Oblla TIpUMEHEHa CeJieKTMBHas MHTpaapTepuaibHas XT
(CUAXT), npuyuHOi KOTOPOH cTajd MNpPONOJKEHHBII pPOCT
omyxousid. B 1 ciydyae ObLT BBISIBJICH ITO3IHMI PELIUIUB OITyXOJIU
B paHee MHTAKTHOM 30HE, JaHHBII IJ1a3 ObLI YCIIEITHO ITOBTOPHO
npoJjiedyeH ¢ ucnoyibzoBanueM TTT. Bee riaza Ob111 COXpaHEeHBbI,
MalMeHThl KUBbI 0€3 OTHAJCHHBIX MeTacTa3oB. ¥ 1 O0JbHOrO
Oblla TMAarHOCTMpOBaHa TpuiaTtepanbHasi PB, oH HaxomuTcs
B Ipoliecce JeueHust. OcIoxXHeHWsT uMer MecTo B 2 (8 %) ciy-
Yasix ¥ OBLIM YCIICIIHO KYITUPOBaHbI KOHCEPBATUBHO. Y 5 nereii
B OTHAJICHHOM TIEPHOJE yIaJIOCh IPOBEPUTh OCTPOTY 3PEHUS,
oHa cocTtaBuJia 1,0 ¢ Koppekiueit. CpeaHuit CpoK HAOIIOAEHUS
OT MOMEHTA 3aBeplleHUs JedeHus coctaBua 41 (5—105) mec.

BoiBoapl. JIokanbHble 0] TaaIbMOJOrMYeCKUe METOIbI Jieue-
HUS MOKa3aau BbICOKYIO 3(PHEeKTUBHOCTD, a TaKXKe JOKAJIbHYIO
U CUCTEMHYIO 0€30MaCHOCTb, TEM CaMbIM OIpPaBAaB CBOIO HUIILY
B MIEPBUYHOM JieueHUU majbix PB.

~ 62 ~



11l o6bvepuneHnblii Kourpecc HOAIO u POAO

Tesuc Ne 98

JleyeHue pemeii U NoApPOCMKOB
¢ MeaynnapHbiM pakoM WumoBUAHoIl
mene3nl B HUH [0ul’ «®IBY HMUL
OHKonoruu uMm. H.H. bnoxuxa»

Mun3apaBa Poccuu

H.B. UBanosa, B.T. IToxsakos, B.A. Kopoaes, A.H. I1aBnoBckas
DPIBY «HMHI] onkonocuu um. H.H. broxuna»
Mumnzopaea Poccuu, Mockea

AktyamsHocTh. Menymisipasiii PILIK y nmeteit TpeOyet masb-
HENIIEro M3ydyeHUsl TeUYeHUsl OIyXOJEBOro Ipoliecca, ero Jio-
KaJIbHOTO PacIpOCTpaHeHUsl, PerMOHApHOTO M OTAAJEHHOTO
METacTa3upoBaHUs B LIESIX COBEPILIEHCTBOBAHUSI TAKTUKHU CIIe-
LMaJIbHOW Tepanuu.

Iean v 3ana4n — MPOBECTY aHAIU3 PE3YJIBTATOB JICUCHUSI J1e-
Teli 1 TTIOAPOCTKOB ¢ MeayJuisspHbIM PLIIK.

Marepuansl 1 MeToabl. B Hallle umcciemoBaHue 3a IMEPUOT
¢ 1971 mo 2022 r. BKIoYeHB! 29 MalMEeHTOB C MOATBEPKICH-
HBIM auarHo3oM MenyiisgpHoro PII2K. Bospacr manueHTOB,
BOLIEAIINX B MCCIeIOoBaHUe, ObLT OT 5 g0 17 Jer, cpenu HUX
obuto 10 MasibuukoB u 19 nesouek. Y 10 (34,4 %) u3 29 na-
LIMEHTOB MEAYJUISIPHBI pak ObUI acCOLIMMPOBAH C CHHAPO-
MOM MHOXECTBEHHBIX 3HIOKPMHHBIX HeoIvia3uii tuma 2b,
y 4 (13,7 %) — ¢ CMHIPOMOM MHOXECTBEHHBIX dHIOKPUHHbBIX
Heorutasuii tTumna 2A,y 2 (6,89 %) — cemeiinbie u'y 13 (44,8 %) —
crnopagryeckue ciaydau menysipHoro PITIK.

Pesynpratel. B Hamem Habmomenuu y 18/29 (62 %) Gonb-
HBIX ¢ mepBUYHBIM MeayuisipHbiM PLL2K mpeoGnamanu oau-
HouHble ontyxonu (T1, T2). YV 13 (44,8 %) nmaiiueHTOB BbISIBICHBI
MeracTasbl B JIY men: y 8 (61,5 %) no onepamuu, y 5 (38,4 %)
MHTPAOIePallMOHHO U 10 pe3yJIbTaTaM IJIaHOBO MOPMOJIOTUH.
O0beM MPOBEACHHOTO JIEUEHMS ObLI PA3TUIHBIM U OIPEICIISUI-
¢s1 pacIpOCTPaHEHHOCTHIO OITyXOJIEBOTO ITpoIiecca M BAPUAHTOM
MenyuisipHoro paka. 1o 1999 . 8 HUM 10ul” nmposeneHo 4 op-
TaHOCOXPaHSIOIIMX OMepaly MPU CIIOPaTUIECKOM MeIyJUIsp-
HoM PIII2K 6e3 pacripocTpaHeHUsT OMYXOJIM 3a Mpeaesibl Karncy-
JIBI 3keJie3bl 1 0e3 nmopaxeHus JIY. M3 Hux y 2 maiiieHTOB BTOPLIM
ATAIlOM BBITNOJHEHA TUPEOMIIKTOMMUSI, HO TIPU3HAKOB OITyXO0JIe-
BOTO MopaxkeHusI BbisiBIeHO He ObL10. [Tocie 1999 1. BceM mariu-
eHTaM co criopaguyeckuM MeayuisspabiM PIIK BbImosHsIach
TupeoundKToMust (n = 9). Ilpu oOIIMPHOM TMOpaXKEHUU -
TOBUIHOM KeJIe3bl, 3KCTPAKaICyJISIPHOM pacIpOCTpaHeHUU
OITyXOJIM M BOBJICYEHUU B OIyXOJieBbIi Ipoiecc JIY 1en BbI-
MOJIHSIACh TUPCOUAIKTOMUS € TUMGBOAUCCEKIINEN Pa3TUUHBIX
00beMoB. Bo Bpems omepaliu Mo mokKa3aHMSIM ITPOBOAMIOCH
CPOYHOE THUCTOJOTUYECKOE MCCIEIOBaHUE Pa3IUYHBIX TPYIIII
JIY. Tlpu BBIIBICEHHOM IIOPaXX€HUW BBIMOJIHSIACH OTHOCTO-
POHHSISI WIM ABYCTOPOHHSIS JTuM@oarccekuus. Y 7 maluueHTOB
C CHMHIPOMOM MHOXECTBEHHBIX 9HIOKPUHHBIX HEOILIa3Hil TH-
noB 2A u 2b Obl1a mpoBeAeHa MpeBeHTUBHAS TUMQPOAUCCEKLINS,
B 5 ciydasix BbIsIBI€HBI MeTacTasbl B JIY mien. YeTbipeM maiu-
€HTaM C BKCTPAaTUPEOUJIHBIM PaCIIPOCTPAHEHUEM OITYXOJIU C Pe-
TMOHAPHBIMU METaCcTa3aMM BBIITOJIHEHbBI TUPEOUIIKTOMMS U pa-
JMKaIbHasT TMMOOAUCCEKINUSI, B JAIbHEUIIIEM Y HUX B CPOKU OT
2 10 5 JeT ObUIM BBISIBIIEHBI OTIAJCHHBIE MeTacTa3bl. Bochmu
MaryeHTaM C 9KCTPaTUPEOUIHBIM PAaCIIPOCTPAaHEHUEM OTYXOJIU
u Metactazamu B JIY 11eu Kpome omnepaunu nposoauiack JIT

~ 63 ~

B COJI 40—54 Tp. U3 13 maumeHTOB ¢ MeTacTtazamu B JIY 1men
5 (38,4 %) morn6au ot mporpeccupoBanusd, 8 (61,5 %) Haxonarcs
MO TMHAMUYECKIM Ha0II0AeHUEeM 0e3 IPU3HAKOB IIPOrPeCCUu,
1 mauueHT BbIObUT U3 HaOM0AeHUs. o HACTOSIIETro BpeMeHU
1329 nauKreHTOB XUBLI 0e3 Tpu3HaKoB 3a0oeBanus 22 (75,8 %),
1 BBIOBLT M3 HaOmoneHus, 5 (17,2 %) ¢ oTnajleHHbBIMUA MeTacTa-
3aMM Tornbu BeieAacTBre nporpeccuu, v 1 (3,4 %) 6onabHOrO
C pacmIpoCTPaHEHHO OITyXOJIbI0, ITOJYJaIOIIero TApTreTHYIO Te-
panuio (BaHIaTaHUO) B TeueHue 2 JIET, OTMEYaeTCs CTabuan3a-
LIMSI OITYXOJIEBOTO Tpoliecca.

BoiBoapl. /lonarocpodHass BBDKMBAEMOCTh HAIIPSIMYIO 3aBU-
cuT OT BapuaHTa MeaysuisipHoro PIIK, pacnpocTtpaHeHHOCTH
npouecca. [Ipornos npu menyisippom PLI2K, acconmmupoBaH-
HOM C CHHAPOMOM MHOXECTBEHHBIX SHIOKPUHHBIX HEOILIa3Uii,
KpaifHe HeOJIarOIPHUSTHBIN B OTJIMYNE OT CIIOPATUICCKUX (DOPM.
Hawxyammit mporHo3 y manyueHTOB ¢ CHHAPOMOM MHOXECTBEH-
HBIX DHAOKPUHHBIX Heoria3uii Tuna 2b. OCHOBHBIM METOAOM
JICYCHMST SIBISIETCSI XUpyprudeckuii. [1pr HEBO3MOXKHOCTHU BBI-
TOJTHUTD PaTUKAIbHYIO OTICPAIIIO W ITPH HAIMINHU OTHAICHHBIX
METacTa30B METOIOM BEIOOpA SIBJISICTCS TapreTHAas Tepartus.
B cnyyae HepanukaabHOU omnepalid BO3MOXHO IpPOBEAECHUE
nuctaHuroHHom JIT.

Tesuc Ne 83

Onblm npumMeHeHua MemoauKu
cmepeomaKkcuyeckoil paguoxupypruu
npu neYyeHuu Mmemacmamu4yecKkoro
nopaeHus ronoBHOro Mo3ra y nayuenma

¢ capkomoil HOunra

IL.T. Cakyn, B.!. Bomeackuii, M.A. Komanaupos,
M.B. Crapxkenkas, A.!. becnanosa, E.E. Ilak,
I'.A. MkprusH, /1.10. IOpuenko, T.C. Porosa
DPIBY «HMHUII onkonoeuu» Murnzopasa Poccuu, Pocmos-na-/lony

AxTtyamsHocTh. CHO — BTOpoe 1O pacmpocTpaHEHHOCTH
OHKOJIOTUYeCcKOoe 3a00jieBaHUe KOCTe U MSITKUX TKaHeil y Je-
Tel W MOAPOCTKOB. MeTactaTnyeckoe MopaxkeHUe TOJOBHOIO
mo3sra Bcrpevaercs B 10—12 % ciydaeB u siBjsieTcs: (pakTopoM
HeOJIarONMPUSITHOTO TIporHo3a 3abojeBaHus. CrepeoTakcmye-
ckag paguoxupyprust (CPX) — aTo coBpeMeHHass MeToauKa
JIT, ocHOBaHHAasT Ha OMHOKPATHOM ITOABEACHNHN BBICOKOM JTO3bI
(15—24 Tp) MOHUBUPYIOLIETO M3TYyYEeHUs] K MaTOJIOTUUYECKOMY
ouary. Beicokasi TOUHOCTb OO IyIeHHUSI OITYXOJIM 00CCIIeUYnBACTCS
JKeCTKOM MMMOOMIM3alnell manueHTa (MCIToIb30BaHUe CTepe-
OTAaKCUYCCKUX paM WM WHOWBUIYAJIBHBIX TPEXCIOWHBIX TEp-
MOILUTACTHYECKHMX MACOK) B COYCTAHWM C MO3UIIMOHNPOBAHNEM
1 KOHTPOJIEM €ro IOJOXEHHs TI0 OPTOTOHAJIbHBIM PEHTICHOB-
CKHUM CHUMKAaM.

Ienn u 3aga4n — U3yYUTH MTOKA3aHUS K TPOBEICHUIO, METO-
nuky u pesynsratel CPX.

Marepuasnst u metoabl. Ilayuenm b., natarodaemcs ¢ OI'bY
«HMMHUI] omukonoeuu» Munzopasa Poccuu c cemmsbps 2017 e.
¢ duaenozom CIO msaexkux mkaneil cnunol. St 11, nposedeno kom-
naexcHoe neuenue no npomoxoay EURO Ewing 2008. Pemuccus
14 mec. Ilpocpeccusi ¢ 08YCMOPOHHUM MeMACMAMUYECKUM NO-
PpadiceHuem Mo3dceuka, COCMOsiHUe nocae ONepamusHozo aeye-
Hus, npomueopeyuousHoii mepanuu. Pemuccus 9 mec. Peyuous
6 001aCMU MOCOMO3CEUK08020 Yend CAe6a, NeNMOMEHUH2eANbHOe
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pacnpocmparerue no o6orouxam mo3dceuxka. Knunuueckas epynna
2. B ycrosusix medukamenmosHoeo cHa u320mo8aeHo UHOUBUOYANb-
Hoe QuKkcupyroujee yCmpoiucmeo — mpexcaoiHas mepmoniacmute-
ckasa macka oas cmepeomakcuyeckoii JIT, yemanosnenv: penmeeH-
KOHMPAcmHbie MemKU, ONpedeseH U30UeHMp ¢ NOMOULbIO CUCTEMbL
aaszeproli Hagueayuu LAP Laser, evinoanena monomempu4eckas
momoepaghuss Ha KomnvlomepHom momoepage Siemens Somatom,
aghpexmuenas 0o3a 3a uccaedosanue cocmasuna 3, 7m36. Boinoane-
Ha 06pabomka OAHHbIX HA CMAHYUU BUPMYANbHOU cUuMyAayuY Singo
Via. C nomowvto npoepammnoeco obecneuenus Elements (Brainlab)
npouseedeHo ceemenmuposanue. Boinoanenst pacuem u gpopmuposa-
Hue naana neverus (3D-naanuposanue) 045 AUHEIHO20 YCKOpUme-
a5 Novalis Tx (Varian, CIIIA). B ycaosusx medukameHmo3Ho20 cCHA
nposeden cearnc CPX na auneiinom ycxopumene Novalis Tx Ha 6bi-
sBNEHHble Memacmamu4eckue o4aeu, CyMMapHblil 06sem KOMopbix
cocmasun 2,3 cm’, ¢ ucnonvzosanuem memoouxu CPX ¢ snepeueit 06-
ayuenuss 6 M3 B u caedyrowumu napamempamu NOKPoIMUS MUUICHU:
Vioo % > 95 %, Dmax < 150 %. Beudy 6auskoeo pacnono-
JCEHUST CMB0AA MO032d, a4 MakKdce 80 UsbelcaHue NpegvluleHus
MOAepaHMHOU HA2PY3KU HA 300p08ble MKAHU 20408HO20 MO3-
ea (VI2Gy < 10 cm?) ouaeosasn doza cocmasuna 16 Ip. Iozuuyuo-
HUpOBaHUe Npou3eedeHo ¢ UCnoav3oeanuem cucmemsl Exactrac
(BrainLab). [lepuod nocae obayuerus npoxoousn Ha hoHe cmaH-
dapmHoil npomMuU8oOMeUH Ol mepanuu.

Pesyabratel. Yepes 1 mec nocre nposedenuss CPX evinosnena
MPT 201061020 M032a, CO2AACHO KPUMEPUAM WKANbL OUEHKU OMEe-
ma npu HelpooHKkonocueckux memacmasax 6 mose (RANO-BM),
ommeuanacy cmabuAu3ayus npoyecca: pespecc memacmamuyec-
K020 ouaea 6 nee6oll cgepe Mo3dceuka u o4aza 8 Ae6O0M MOCHIO-
mosduceuxogom yeny. Cymmapuolii 00sem 04ae08 YMeHbUUACS HA
23 % u cocmasun 1,77 cm’. 10 na mepanuio eécex panee onpede-
AAGUIUXCS MEMACMAMUYECKUX 04A208 OMMeHeH uepe3 noae00a npu
xoumpoavroti MPT 2oa06n020 mo3ea. B nacmosawee epems npo-
sodumcs noddeprcusarouias XT. Januvix o npoepeccuposaruu He
ommeuaemcs.

BroiBoapl. CoBpeMeHHbBIE METOIBI JISYSHUSI TTO3BOJISIIOT ITPO-
JUTATh XU3Hb MalMEHTOB B CJIOXHBIX KIMHUYECKUX CUTYaLIUsIX.
MeTtonuka CPX B 1eTCKOI OHKOJOTMU MOXKET 3apEKOMEHI0BATh
cebs Kak 0e3omacHbIl 1 3(PPEeKTUBHBINA HEU3BAa3UBHbBII METO/,
JneueHust. Heobxoaumel ganpHeiie uccieIoBaHus M0 U3yde-
HUIO BIUSIHUS PAaUOXUPYPrudeckKoro MeTojia Ha OpraHu3M pe-
OeHka.

Tesuc Ne 50

OcobeHHOCMU Bufe03HAOCKONUYECKUX
onepauuil y nemeii npu HeilporeHHbIX

onyxonax 3afpHero cpepocmexusn

C.P. Tanbmos, JI.I'. Axananze, K.JI. ABeTucsH,
A.A. Kpusonocos, H.H. Mepkynos, 1.B. Teepaos, H.I'. YckoBa
DIBY «<HMHUII JITOHU um. Amumpus Pocauesa»
Mun3zdpasa Poccuu, Mockea
AKTyasibHOCTh. TOpaKOCKOIMYECKME BMEIIATeIbCTBA Y Jie-
Tei, SIBJISIACH OTICPAIlSIMK BHIOOpA Y TTAIIMEHTOB C COMUIHBIMU
OITYXOJISIMU TUIEBPAJbHOM MOJIOCTU, 001a1aI0T PSIOM OTIUYM -
TEJIBHBIX OCOOCHHOCTE B CpaBHEHHMW C MaJOMHBa3WMBHBIMU
JOCTyIIaMH Ha OPIOIIHOM MoyocTh. OTINIMS 3TH 3aKITI0YaIOT-
¢S KaK B CIToco0e BBeIeHMSI 0011l aHeCTe3Un, TaK U B (hOPMMU -

PA3AEN V

POBAHUU XUPYPTUUECKOTO JOCTYIMA K OITYXOJIH, TTO3BOJISIOLIETO
COOJIIOCTU MPUHIIUTIBI a0JacTUKU. OTAEeIbHOTO BHUMAHMS 3a-
CITY>KMBAIOT MaJIONHBA3UBHBIC BMEIIATEIBCTBA Y ACTCH C HEli-
POT€HHBIMM OITYXOJISIMW CPEIOCTeHMsI KaK HauboJjiee 4JacTo
BCTpEYAIOLIMECHd COJIMAHBIE HOBOOOpPA30BaHMs IJIEBPaJbHOM
TIOJIOCTH.

Marepuajsl 1 MeTOAbl. B OTIEIeHUU OHKOJIOTUU U JETCKOM
xupyprum ¢ 2012 . mo aBryct 2022 1. BeimonHeHa 171 Topako-
CKOIMMUYECKasl Orepanus MO TMOBOAY yHaJIeHUs HEHPOTeHHOM
OITyXOJIW 3aTHETO cpeAoCcTeHrs. B mogapstoneM 00JbIIMHCTBE
CJIy4yaeB AETIM MPOBOAMJIACH OAHOJETOYHAs BEHTWISALMSA, NIPU
5TOM MHTYOUpYETCS TJIaBHBII OPOHX CO CTOPOHBI, HE BOBJIEUEH-
HOH B MaTOJOTUYECKUI Tpolecc. B 3aBUCMMOCTH OT BO3pacta
pebeHKa UCToIb30BaIACh IBYXITPOCBETHAs (Y CTApIINX) UJIH OJI-
HOTIpOCBeTHas (y MJIAJIINX) MHTyOAIIMoHHast TpyoKa. Bo Bpe-
Mg onepauuy npu uHCygsumn CO, MCnonb30BaIoCch MHTpa-
MJIeBpaTbHOE JaBlieHHE 10 6—8 MM PT. CT., B OTAEIbHBIX CTydYasix
(Y MOOpOCTKOB WJIU B CIy4ae HealeKBaTHOW OAHOJIETOYHOI BEH-
TWISILIMM ) UCTTOJIb30BAIOCH AaBJAeHUE 10 12 MM PT. CT.

Pe3yabratbl. OCHOBHBIM ILIIOCOM JIOKAJIU3ALUU OIMYXOJU
B IUICBPAJIBHON ITOJIOCTH SIBJIICTCSI PUTUIHOCTD TPYIHON KITET-
KM, BCJIEACTBUE YETO OTCYTCTBYET PUCK 3aKPBITHS MOJOCTU MPU
necysLuy BCJIeACTBUE PA3IMYHbBIX TEXHUYECKUX CII0XKHOCTEA.
3a cueT pUTrHIHOCTHA BO3MOXHO YIAJICHUE OITyXO0JIeil OOJIBIIIOTO
pa3Mepa (MaKCUMaJIbHBIN pa3Mep yIaJleHHOM OMmyXosu 10 21 cM
10 JUTMHE), PacIIPOCTPAHSIOIIMNXCSI B COCETHNE aHATOMUYECKIE
obmactu (B MexXpeOepbst WK 3a0pommrHHO). B 9 cayvasax (mpu
najeHuu caTypaluy y JeTeil MJIaJlliero Bo3pacra) Xupypruue-
CKM€ MaHUMYJSLUU TPEePhIBaIUCh I MPOBEICHUS BEHTUJIS-
OUU aTeIEKTa3MPOBAHHOIO JIETKOTO W HOPMAaIM3alli YPOBHS
Sa0,, mocie 4ero JIerkoe MOBTOPHO CAYBAJIOCh, W OINEpaLUs
nponoyrkanack. MHTpaonepallMOHHBIX OCJIOXHEHUI He ObLIO,
K KOHBepcuu Tipuderin B 1 ciyuae (pubpuiursumst). B mocie-
oInepaliMoHHOM Tiepuojae Obuto 1 ocioxHeHHe — auMdbopest
(TIOBTOpHAsST TOPAKOCKOIUSI, KJIUITMPOBAHME MPOTOKA CIIpaBa).
MaxkcuMajbHas MHTpaoTepalliOHHAsT KPOBOIIOTEePpsI COCTaBUJIa
65 % obbemMa LMPKYIUpYIoLeil Kposu. [1pu moCcTyIe K OmyxXosu
JIOJDKEH COXPAHSThCS MIPUHIIUI TPUAHTYJISIPHOCTH, YTO 0OecIie-
YUBaCT JTOCTATOUYHYIO BU3YaaU3allMI0 M HE OTPaHMYMBACT BO3-
MOXHOCTh MaHMIYJISILMKU C yAaJsieMbIM HOBOOOpa3oBaHUEM.
ITpu BpacTanuu oO6pa3oBaHUs B HAIKOCTHUILY pedep U MeXpe-
OepHBIC MBIIIIBI Pe3eKINS MOPaXeHHBIX pedep He IPOBOIM-
Jlach, U3 MEXpeOepHBIX MPOMEXYTKOB OIMyXOJb MaKCUMAaJbHO
yaansmach. CriaeuHbIi IIpoIecC He SIBJISIETCS MPOTUBOITOKA3a-
HUEM K MPOBEACHUIO TOPAKOCKOIMU — Psifi MAllMEHTOB ONepu-
pOBaHbl HaAMU MOCJE€ MPOBEACHHBIX OTKPBHITHIX BMEIIATEIbCTB.
I1pu BpacTaHuu o6pa3zoBaHusl B CIMHHOMO3IOBOM KaHal OTPOru
OITyXOJIM MAaKCHUMAaJbHO TMOATATMBAIOTCS M3 MEXITO3BOHOYHBIX
OTBEPCTUIi, KOATryJIUpyIoTCs, MepecekaroTcs. Y nereil ¢ BoBie-
yeHueM IX—XII rpyaHbIX MO3BOHKOB HEOOXOAUMO COXPaHUTH
aprepuio AlamMkeBMYa B LEASIX NMPO(PUIAKTUKUA HapyLIEeHUS
KPOBOOOpAIlleH!SI CTUHHOTO MO3ra.

BoiBoapl. Omnepaiiiy Mpu HEHPOTEHHBIX OIMYXOJSIX CPemo-
cTeHus1 TpedyroT nuddepeHIMPOBAaHHOIO MOAX0Ja U 0CO00To
BHUMAaHMS K TIPOBEAEHMUIO HApKO3HOTo mnocodbus. [lpeniect-
BYIOILIME OIepaTHBHbIE BMEIIATEIbCTBA, a TAKXKE PEIMIMBBI HE
SIBJISIIOTCS MPOTUBOMOKA3aHUSIMU K TOPAKOCKONUK. MajonHBa-
3UBHBIE TEXHOJOTMU MOTYT OBITh UCMOJIb30BaHbI MIPU BOBJIEUE-
HUM MaTrMCTPaIbHBIX COCYIOB.
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Tesuc Ne 51

Xupypruyeckoe neyeHue MArkomKaHHbIX

CapKoM Manoro masay nemeil

C.P. Tanpimos, JI.TI. Axananze, A.A. KpuBonocos, 11.B. Tsepnos,
H.H. Mepkyaos, H.I'. Yckosa, H.C. Ipauén
OI'BY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mumn3zopasa Poccuu, Mockea
AKTyasbHOCTB. TepMUH «capKoMa» OObEIMHSIET TeTepOTeH-
Hyto rpynny 3HO, uMeommux Me3eHXUMaIbHOE MPOUCXOXKIE-
nue. JlanHag maronorusi cocrasisiet 10 8 % 3HO y nereit, 3a-
HUMas 3-€ MeCTO IO 4acCTOT€ BCTPEYAEMOCTH IMOCJIE OIMyXOJei
IHHC u HeiiporenHsix oryxoneii. [Tokazarensb 3a00jieBaeMOCTH
cocrapisieT 0,4—0,5 caygag Ha 100 000 meTcKoro HaceleHMUS.
Hawubonee pacnpocrtpanena PMC, npyrue Buabl BCTpEYalOTCs
pexe. KiimHudeckue nposiBieHUs: 3a001eBaHUsT ONPEACTIIOTCS
MECTOM pAcCITOJIOXEHUS HOBOOOpa30BaHWUS, €ro pacrnpocTpa-
HEHHOCTBIO B TTIOPaKEHHOM OpraHe M TKaHSX, HAIUYUEM peru-
OHAPHBIX U OTAAJEHHBIX MeTacTa3oB. OpraHbl Majoro Tasa Imo-
paxatorcst B 25—30 % cnydaes. Jleuenue PMC ocyiiectsisiercst
o npotokosry CWS-2009, KoTopslii MpeaycMaTpuBaeT JIMHUIO
Tepanuu B 3aBUCUMOCTH OT IPYMIIBI pUCKA.

Marepuainsl 4 Metoabl. B mepuon ¢ ssaBaps 2012 1. o me-
ka6pn 2021 . 8 HMUL IO nm. Imutpus PoradeBa ObLI0
BBIIOJIHEHO OIlepaTUBHOE JedyeHue 19 mauMeHTOB C MSITKO-
TKaHHOW capKoOMOIi, mopaxkaBlleil opraHbl Taza. M3 Hux
11 (57,9 %) manbuukoB u 8 (42,1 %) neBouek. Bce ykazaH-
Hble IALIMEHTHl O0C/IeNOBAIMCh U MOJydajld TEpaIuio II0
npotokony CWS-2009. Iucromornmueckme BapuwaHTHL 14
(73,7 %) — smoOpuoHanbHble, 5 (26,3 %) — anbBeOJSPHBIE.
B 8 (26 %) cinydasx omyxoJib IOpaxajia MOYEBOM ITy3bIpb/
ypaxyc, B 4 (13%) — marky u Binaranuiie, 7 (61 %) — BHe-
OpraHHble OIyXOJu. [deTssM ObLIM BBIIIOJHEHbBI CJEAYIOLINe
OIlepaTUBHbIC BMEILIATEIbCTBA: LUCTIPOCTATIKTOMUS C O-
HOMOMEHTHBIM (OpMUpOBaHMEM pe3epByapa o bpukepy —
5 (26,3 %), cyororaibHas ructepakromus — 4 (21 %), pesex-
st Mo4yeBoro my3nips — 4 (21 %), ymajeHue BHEOPraHHBIX
abmoMUHaIbHBIX onyxojieit — 6 (31,7 %). Y 1 nauueHTa MHTpa-
OIEePaLIMOHHO IIPOU30IILIO PAaHEHUE MAaTUCTPAIbHOIO COCyaa —
BBIMOJIHEHO YIIMBaHUeE ae(eKTa.

PesyabraTel. ¥V 2 nereil B paHHEM IOCIEONEPAllMOHHOM I1e-
puome OTMe4YeHa HECOCTOSITEIbHOCTh YPEeTepO-KUIIECUHOIO
aHacToMo3a, y I — HecocTosITeIbHOCTh 1IBOB ypeTphl (Clavien—
Dindo, I1IB). B no3gHeM mociieonepalinoHHOM riepuoae y 1 pe-
OeHKa IPOM30IIE)I CTEHO3 aHACTOMO3a C Pa3BUTHUEM YPETepo-
ruapoHedopos3a, 4To MNOTPeOOBAIO MPOBEACHUS ITOBTOPHOM
PEKOHCTPYKTUBHOI onepaiuu. [1o 3aBepluieHMU JieYeHUsT BCe
JIETU OCTaBJICHBI IO KaTAMHECTUYECKUM HaOJII0AeHUEM, MaK-
CUMaJIbHBII CPOK KOoToporo coctaBuia 10 jiet, mporpeccust 3a60-
JeBaHust otMeueHa y 3 (15,8 %) manyeHTOB.

BoiBoabl. ¥ [eTeil ¢ capKOMOIA, YYUTBIBast BBICOKYIO CTEIEHb
3]I0KaY€CTBEHHOCTH DTOM IPYIIITBI OMYXOJICH, TIPU BBIMOJHEHUN
OINEPaTUBHOIO BMELIATEIbCTBA CIICAYET MPUACPKUBATHCS MaK-
CHMAaJIbHO BO3MOKHOTO paJMKaau3Ma MpHu yAaJeHUU OIMyXOJIu,
OIIHAKO B TO € BpeMsI HEOOXOAUMO 0OeCIieUeHHE COXPAHHOCTU
BOBJICUCHHBIX B OITyXOJIEBBI MPOLIECC TPAH3UTHBIX AHATOMMUE-
CKUX CTPYKTYp (MarucTpaabHbIe COCYIbI, HEpBhI). B HacTosIICce
BpEeMSI MbI OTXOAMM OT Kajeyalllux onepaiuii (rucTepaIKTOMMUS,
LIMCTIIPOCTATIKTOMHUSI), TaK KaK TMpPOBEICHUE KOMIUICKCHOM
Tepanyy IMO3BOJISIET TaKXKe JOOUTBHCS XOPOIIMX Pe3yJIbTaTOB.
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MeToauka TIpOBeIEHUSI WHTpAoNepallMOHHOW TUIepTEPMMU-
yecKoil xumuoriepdy3un, UCIob3yeMasi HaMU YXXe B TedeHUe
MoJiyTopa JIeT y MalMeHTOB ¢ peluauBaMu 3a0o0jeBaHUST WIU
KaHIIEpOMAaTO30M, MO3BOJISIET YJIYUYIIUTH MPOTHO3 Yy OOJBHBIX
C JaHHOI HO30JIOTHEN.

Tesuc Ne 60

Muodhubpobnacmuyeckas onyxonb nerkoro:

npeacmasieHue RKAUHUYECKOro cny4yasn

H.T. Yckosa, /I.I'. Axananze, C.P. Taapmos, H.I1. JIeonos,
JI.JO. Kavanos, /I.T. Yrammesa, H.C. Ipauén
OIBY «HMHUI[ ITOU um. JImumpus Poeauesa»
Munzdpasa Poccuu, Mockea

AkTyanabHOCTh. BocmanurenbHasi MuodudpoodisacTuyeckas
omyxojib (BMO) — penkuii BUI OIMyX0JIM, KOTOPOU 3a00/IeBaiOT
MalMeHThI Pa3HBIX BO3PACTHBIX TPYIIT, TTIPEUMYIIIECTBEHHO IETH
¥ Mononble B3pocibie. YacTtoTa BosHukHOBeHUs BMO B nenma-
TPUIECKOM MOITYJITIY Hen3BecTHa. BMO sIBisieTcs TorpaHNIHO
3JI0Ka4eCTBEHHOI OMyXOJIbl0, M, HECMOTpPS Ha BeICOKYI0 OB (60-
nee 90 %), B 30 % cityyaeB MOXET peLIUIUBUPOBATH, KPOME TOTO,
OITMCaHBI PEIKKUE CIyIar OTIAJICHHOIO MeTacTa3upPOBaHMSI.

IHemm u 3a3a9M — TIPEACTaBUTD KIIMHWYCCKUIM CayJail maim-
eHTa JeTcKoro Bo3pacta ¢ BMO nerkoro.

Marepuaisi u MeToapl. Maavuuk, 11 1em. 3abonesanue debro-
mupoeano 6 sneape 2022 e. ¢ HasA34uUe020 cyxoeo Kauiasi. Koncep-
samugHoe aeyerue — 0e3 apgpekma. Boinoanena penmeenoepaghus
OI'K — sviseneno obpazosanue S1 npasoeo neekoeo. Ilo danrvim
KT OIK ¢ enympugennoim KoHmpacmHolM ycunreHuem 6 S1, S2
npagoeo Neck020 BulisAeAeHO 00veMHoe 00pazoearue pasmepamu
57 x 46 x 43 mm. Ilposedena mpaxeodponxockonus (THC) ¢ bpaw-
buoncueil — ebiseaeHsl 2pynnsl amunuyurvix( ?) kaemok. Obcredosar
8 OHK02eMamono02u4ecKkom omoeneHuu CmayuoHapa no Mecmy Jicu-
meavcmea. Ummynoenobyaunet: IgG 17,17 2/a (nopma do 15,6 /),
IgE 960 e/a (nopma do 120 e/a). Heiiponcneyugpuueckas enonasa,
anva-ghemonpomeut, XOpUOHUHECKULL 20HAOOMPONUH 4eA08eKa —
6 Hopme. [loesmopnas KT OI'K ¢ konmpacmHbim ycuseHuem: pas-
MepblL 06pazoearus 6 dunamuke 3a 2 mec npedxcrue. Koncyromauus
@musuampa: 0aHHbIX 3a N0KANLHYIO GOPMY mybepKyae3a opeaHos
Ovixanuss He ewvisieneHo. 23.05.2022 nayuenm eocnumanuzupo-
6an 6 omoenenue onkonoeuu u demckoil xupypeuu HMHUI] ITOU
um. Imumpus Poeauesa ¢ jcarobamu Ha cyxoil Kauieavb, Obicmpyr
VMOMASLEMOCb, KOXNCHbLI 3V0. Mapkepbl 0CnairumensHoeo npo-
yecca: CPbh, gpubpunoeen, IgG — 6 nopme. KT OI'K ¢ konmpacmmbvim
ycuneHuem: obsemMHoe 00pazoeanue gepxreil 001U NPAB020 1e2K020,
pacnpocmpansouieecs Ha KopeHs, coagausaruee ceemMeHmapHslii
oponx S1, npexcnux pazmepos, ¢ KarbUUHAMamu  Cmpykmype, aK-
muerno Hakanausarwouee KB. Boinoanenvt THC, sHdoconoepaghus,
MOHKOU0AbHAA (ACNUPAUUOHHAsS) OUONCUS 00pA308aHUSA. 3AKAI0-
YeHUe 2UCMON02UHECK020 UCCAe008AHUS: Mamepuan HeouaeHo-
cmuueckuii. Ilposedeno onepamusHoe meulamenscmeo: mMopaKo-
momusi cnpasa. S1 u S3 eepxueil 0oau npagoeo neeko02o 3ameuleHul
00BeMHbIM 00pa3oeanuem oKpyaoi @opmol, 6a2po8o-cUHUIHOO
ueema, NAOMHOU KOHcucmeHyuu, pasmepamu 60 x 40 x 50 mm,
ucxooauum HenocpedcmeenHo u3 aeekoeo. Césa3u co cmpykmypa-
Mu cpedocmeHus He evisisaeHo. Ommeuero epacmarue 0opa3o8aHus
8 CIMEHKY Npagoeo 2AasHo20 U NPOMENCYMOYHO20 OPOHXA HA Npo-
msaxcenuu 2 cm. Ilposedena anamomuueckas 6epxmss 1009KMoOMUS
¢ pesexyuell U NAACMUKOL NPpago2o 21a8H020 U NPOMEICYMOUHO2O
OpOHX08.
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Pesynsratel. [Tocaeonepayuonnsiii nepuod npomexan enaoko.
Sakxaruenue eucmonoeuyeckoeo uccaedosarnusi: BMO, kpaii pesek-
yuu unmaxmen. J1Y epynn 10 u 11R unmaxmnuul. Ilpu ummyrnoeu-
cmoxumu4eckom uccaedoganuu sxcnpeccuu ALK 6 mxanu onyxonu
He eblseneHo. Takum o0pazom, ¢ y4emom 2UCMoA02U4ecKo20 Muna
onyxoau nposederue XT nauuenmy He noxkaszano. Bvinoaneno mo-
NeKyAsApHo-eeHemuueckoe ucciedosanue memodom I[P ¢ obpam-
HOll mpaHcKkpunyueii: oOHapyycen xumepruiii PHK-mpanckpunm
TFGex4-ROS lex35. KT OT'K uepes 1,5 mec nocae onepayuu: 0anHbix
3a peuudus He noayuero. Tepanus uneubumopamu peyenmopos mu-
DO3UHKUHA3bL 3aPe3epeUPOB8ana Ha cAYHAll peyudusa 3a001e8aHus.

BeiBonpl. PagvikanbHoe onepatuBHOE BMEIIATEIbCTBO SIBJISI-
eTrcs 3ayiorom ycrexa B jiedueHurd BMO. T1pu Hanuuuu MmapkepoB
YYBCTBUTEIBHOCTU K TApTETHOW Teparuu B ClIydyae Hepe3eKTa-
0eJIbHOCTU OIYyXOJU U MpPU PELMINBE BO3MOXHO MPUMEHEHUE
WHTUOUTOPOB PELIENITOPOB TUPO3UHKUHA3HI.

Teauc Ne 32

NMpothunakmuxa nocneonepayuoHHbIX
OCNOMXHeHuil y pemeil,

60NbHBLIX KOCMHBIMU CapROMaMU

M.IO. IOpuenko, Y.I'. Anyesa, A.B. Ilerpudenko,
H.M. Hsanosa, T.A. I1llapoes
I'bY3 «HIII cney.med.nomousu demsam
um. B.®. Boiino-SAceneyrozo JI3M», Mockesa

AKTyanabHOCTh. KOCTHBIE CApKOMBI — TpPYIIa arpecCUBHBIX
omyxoJieir nerckoro Bodpacta. OC u CHO — Hambosee 4acTo
BCTpeYaroIlrecss capkoMbl KOCTEl, KOTOpbIe BOZHUKAIOT Y Jie-
Tell, MOAPOCTKOB U MOJIOABIX B3poc/biX. [Tk 3abojieBaeMOCTH
KOCTHBIMU CapKOMaMHU TPUXOIUTCS Ha BTOPOE IECSITUICTHE
SKU3HU.

Iesm 1 3a7a4M — MOBBIIIICHUE KaUeCTBa OKa3aHUS MEIULIMH-
CKOU TTOMOIIN JETSIM, OOJTBHBIM CapKOMaMM KOCTE; M3yYUTh
HanboJiee YacTO BO3HMKAIOIIME OCJIOXHEHHUS IOoCcaeorepaliu-
OHHOTO TIepHoJa y JeTeil, OOJNIBHBIX KOCTHBIMU CapKOMaMMU,
OIpeAeIUTh OCHOBHBIE MPOGUIAKTAYECKIE MEPOTIPUSITHUSI, Ha-
MpaBJIeHHbIC HA TTOATOTOBKY MAllMEHTOB K OTIEPAaTUBHOMY 3TaITy
JIeYeHMs, pa3paboTaTh aJrOpUTMbl COIPOBOAMUTEIHHOIO Jeue-
HUSI IETeN B IMOCIIEONepallMOHHOM TIEPUOJIE.

Marepuajsl 1 MeToabl. bbutu MpoaHaaIM3MpoOBaHbl UCTOPUU
00J1e3H1 66 MalMeHTOB, OOJbHBIX KOCTHBIMU CApKOMAaMHU, IIe-
peHeclIux xupyprudeckue Bmemareiabctsa ¢ 2009 mo 2022 .
B ycnoBusx ['bY3 «HITL cierr.men. momomn aetsiMm JA3M». DH-
JIOIPOTE3UPOBaHUE MPOBENeHO y 57 AeTeil, 9 mauueHTOB Iie-
peHecnn Tipouune orepanuu. CpegHWit Mepron HaOIoICHUS
B MOCJIEONepallMOHHOM MepUoje cocTaBuil 21 Mec, cpeaHee KO-
JIMYECTBO MPOBEIEHHBIX KypcoB agbioBaHTHOM [TXT — 7.

PesyabraTbl. OCI0XHEHNST OTCYTCTBOBAIM Y 58 % malneH-
TOB, OCJIOXXHEHUs 0e3 peLuarBa 3a001eBaHus BbIsIBICHbI B 32 %
ciydaeB, y OOJBHBIX ¢ peuuauBoM — B 42 %. OcCIOXHEHWUS
y MAaLKMEeHTOB, IEPEeHECIINX HAOIPOTE3MPOBaHUE, Ha0II01a-
qauch B 39,3 % cnyvaeB. [Apyrue peKOHCTPYKTUBHO-ILIACTHYE-
CKMeE OIlepallii, BKIIOUEHHBIC B JAHHOE MCCIICA0BAaHNE, OCIOXK-
HWINCH B 22 % y 2 GOJBHBIX CO BTOPBIMU OTYXOJISIMU, KOTOPBIM
MPOBOIMJIACH PE3EKLMs IMOAB3AOLIHBIX KOCTei. OCI0KHEHUS
omkainiero mepuona coctaBwin 4,5 %: y 2 MaldeHTOB CO
BTOPBIMHU OMYXOJSIMA U Y 1 — ¢ 3HOOIPOTE3NMpPOBAHUEM TOJIC-
HOCTOIHOTrO cycTaBa. OCIIOXHEHUS TTOC/Ie OKOHYAHUST JICUCHUST

PA3AEN V

coctaBmiu 28,8 %, T. e. He ObUIM CBsS3aHbl HEMOCPEACTBEHHO
¢ mpoBeaeHueM anbroBaHTHOU [TXT. CaMbIMU YaCTBIMU OCJIOXK-
HeHusiMu XT y geTeit, 60JbHBIX KOCTHBIMU CapKOMaMM, ObLIU
reMaToJIoTMyeckass TOKCUYHOCTb, OSMETOTE€HHBI CHUHIPOM,
OpaJIbHBI MYKO3UT U UH(EKIUOHHbIE ociokHeHus. Hedpo-
TOKCUYHOCTb BCTpeyaiach pexe.

BoeiBoapl. OciioxkHeHust Kak Ommkaimero (4,5 %), Tak
n otmaneHHoro (9,1 %) mocieonepalliOHHOTO TIepruoaa ObIIN
CBSI3aHbl ¢ MHGUIMPOBaHWEM. Pa3BuTue OCIOXHEHUIA Mocie
OKOHYaHMS JieueHusT HaOonanoch B 28,8 % ciydaeB, U3 HUX
npeobiagaayu MexaHudeckue — 68,4 %. OOlecoMaTUYECKUE
OCJIOXKHEHUSI ObUTM COTIPSIKEHBI ¢ TIPOBEIEHUEM aIblOBAHTHOMN
[IXT. INpeobaaganu remMaToloOrHyeckass TOKCUIHOCTh — 36 %
M 3METOTeHHbIN cuHIpoM — 20 % ciaydaeB. OcTallbHBIC BCTpe-
YaJMCh pexe. AJITOPUTMBI COITPOBOIUTEIBHOTO JICUCHUSI ACTEH
BKJTIOYQJIA CTUMYJISIIIMIO JIEMKOI033a, 3aMECTUTEIbHbBIE TeMO-
TpaHcy3uu, ageKBaTHYI0 MH(QY3MOHHYIO Teparuio, TIIATeThb-
HBI yXOI 3a CIM3WUCTON POTOBOI TOJIOCTH, WMCITOJIb30BAaHUE
NPOTUBOMUKPOOHOI Tepanuu. B ensx npoduiakTUKu 0CioxX-
HEHUI B TTOCJIEOTIEPallMOHHOM TIePHO/IE BHITIOJHSIIACH CAHAIIHS
XPOHWYECKUX 04YaroB MH(MEKIINU TIepe]] OTIepaTUBHBIM 3TAaIlOM
JIeYeHUsI, Ha3HAYaJIUCh aHTUPE30pOTUBHBIE IperapaThl, Mpo-
BOAWJIACH PAHHSIST peadUIUTAIUS 11T TTPOUIAKTUKA MEXaHU-
YeCKUX OCJIOXHeHM. B HacTosiIiee BpeMsT He CyIeCTBYET €Iy -
HOTO pelieHus TTPOOIeMBbI TTEPUTIPOTe3HON MH(MEKIINY Y TeTeH,
OOJILHBIX CapKOMaMM KOCTel, 4TO TpeOyeT MPOIOJIKeHUs HC-
CJIeIOBAHUI U peau3aluu MepCOHUMUIIMPOBAHHOTO MOAX01a
K JIEYCHUIO.
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Paspen ViI

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

Tesuc Ne 91

Mlamonorusa opranos renamobunuapHoi
cucmembl y nayueHmoB Ha amane
peabunumauuu nocne 3agepueHus

npomusoonyxosiesoro ne4yexHus

C.A. I'enmsdep, E.B. 2Kykosckas, A.®@. Kapemmn
JIPHI] «Pycckoe none» ©®I'BY «HMHUI] JITOU um. Imumpus Poeauesa»
Munszdpasa Poccuu, Mockea

AktyaasHOCTh. [IpoTuBOOMyX0NeBas Tepanus 3HO cormpo-
BOXIAETCSI TOKCUYECKUM BO3IECTBUEM HE TOJBKO BCIEACTBUE
MPUMEHEHUSI LIUTOCTATUYECKUX IpernapaToB, OOJyYeHUsI, HO
¥ U3MEHMBIIMMCS XapaKTepoM MUTaHMs U yxona. [lopaxeHue
KKT Ha ¢poHe neyeHuss — caMoe 4acToe OCJIOXHEHHUE y Talu-
€HTOB C OHKOIeMaTOJOTMUYEeCKMMHU I1aTOJOTUSIMU. 3abosieBa-
HUE MOXET BO3HUKHYThH B JIIOOOM OTaAeJie (CTOMATUT, 330(Darur,
TaCTPOIHTEPUT, SHTEPOKOJUT, MAaHKPEaTUT, TermaTuT U T. 1.).
HecMoTpsi Ha BBICOKYIO IJIACTUYHOCTb JETCKOI'O OpraHu3Mma,
pa3BUBIIMECS B OCTpOi (ha3e JieueHUs] HapyIIEHUSI HE y BCEX
MNAlMEeHTOB 3aBEPIIAIOTCS MOJIHOM pereHepaluveil moBpeXIaeH-
HBIX OPTaHOB U cHcTeM. BeencTBue 3Toro B meproae peMuccuu
coctosiHue renatoounuapHoii cucteMsl (I'BC) ocTtaeTcss yacto
M3MEHEHHBIM, BJIMsISI HETaTUBHO Ha CAMOYYBCTBUE IETEi U MO -
POCTKOB.

Ieau u 321298 — U3YYUTH PACTIPOCTPAHEHHUE MATOJIOTUU Opra-
HoB I'BC y meTeit, 3aBepIIMBLINX TPOTUBOOIYXOJIEBYIO TEPAITHIO.

Marepuansl u Metoabl. VccienoBanue mpoBeneHO Ha Oase
JIPHLI «Pycckoe none» ®I'BY «<HMUI AT'OU nm. IMutpus
Porauesa» Mun3znpasa Poccuu. 3a 5 net (2017—2021 rr.) nipo-
aHAJIM3UPOBaHO 248 ucTtopuil 60J1e3HU MalMeHTOB C TeMo0ia-
cro3zamu (C82—C85, C91—-C92). CpeaHuii Bo3pacT COCTaBUJI
10,5 rona, cpeaHsist IPOAOKUTEIBHOCTb peMUcCUuu — 5,5 rojaa,
MajibuuKoB ObuT0 140 (56,2 %) u neBouek — 109 (43,8 %). Uc-
clieoBaHNe HOCHUJIO PETPOCIEKTUBHBINM Xapakrep. McTrouHu-
KOM aHaMHECTMYEeCKMX CBEIACHWII W pe3yJIbTaTOB 0OO0Ciea0Ba-
HUs OBUIM HampaBUTEIbHBIC TOKYMEHTHI C MeCTa KUTEIbCTBa
MalueHTOB U BJIEKTPOHHbIE BEPCUU MCTOpUU Oose3Hu (dhopma
003/y).

Pesyasratel. B pesynsrate uccienoanud narosnorus KKT
BbIsiBIIcHa y 167 (67,9 %) manueHToB. YactoTra TMarHOCTUPOBA-
Hug natosioruu 2KKT y ManpuukoB B 2 pa3a BbIIIE, YEM Y Je-
Bouek. Y ManpuukoB (n = 53) 3aboneBaemocth [ BC B 3 paza
MPEBBIIIAET TAKOBYIO IO CPABHEHUIO C NeBouykamu (n = 18)
(» <0,001). 3aBucumoctu 3abonesaemoct ' bC ot npogoku-
TEJbHOCTU PEMUCCUU B JAHHON TpyMIie MallMeHTOB HE BbISBIIE-
HO. AKTUBHBIE Xaj00bl Ha nUcdaruio: 60U B XXUBOTE, CHUXKE-
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HUE afIeTuTa, HapyIeHUsI CTyJIa IIpeabsaBIIsiv TOJIbK0 49 (20 %)
nauueHToB. CaMbIMU PacCIIPOCTPAaHEHHBIM OTKJIOHEHUSMHU CO
cropodbl I'BC ObLIM TOBBILIEHME TTOKa3aTejeil OMIMpyouHa,
yalie npssMoro, TpaHcamuHas. [1pu nposeaerun Y3U: remaro-
MeTaJIsI, B3BECh B XKEJTTHOM ITy3bIpE, YTONIIECHNE CTCHOK XKeTd-
HOTO My3bIpsA, Tuddy3HbIC M3MEHEHUS TICUYCHU, ITOMKETYI0U-
HOIA XeJle3bl U celie3eHK. HapyllleHue HyTpUTUBHOTO cTaTyca
oTMeuaJioch y 84 nereil, cpeAHUIl BO3pacT KOTOPBIX COCTaBUJI
11 ner. IposBnenne HapyumeHus: mnarojiorun ['BC BhIBICHO
y 28 (30 %) nereir. [Matonorust IBC y GobIIMHCTBA MALMEH-
TOB codeTaeTcs ¢ (PYHKIIMOHAIBHBIMA HAPYIICHUSIMU KeTyIKa,
IMaHKpPeaTUTOM, CUMIITOM pa3ApakeHHOro KumeyHuka. Y 80 %
neteii ¢ marosnorueit 2KKT u I'BC orMeuaroTcsl OTKJIOHEHUS CO
CTOPOHBI 3y0OB M CIM3UCTOM POTOBOI TTOJIOCTH.

Boisogpl. [To3gHme 3¢ @GeKTH IIPOTUBOOITYXO0JICBOI TepaIriu
reMo0;1acTo30B y aeteil u noapocTKoB 3aTparubaioT 2KKT u cob-
ctBeHHO 'BC B 67,9 % ciydaeB. B rpymre pucka HaxogsiTest 60-
Jiee cTapiime rmanueHTsl B Bo3pacte oT 10 1o 14 net. K Hanbosee
3HaUUMBbIM cuMIToMaM mopaxkeHus I'BC oTtHocsiTcss Omoxu-
MHUYECKUEe TapaMeTphl MeTa0oIm3Ma TeYeHW U YIbTPa3BYKO-
Bas (PEHOMEHOJIOTHS. YUUTHIBAs OTCYTCTBME aKTUBHBIX KaJ00
MalMeHTOB Ha 3Tarax peaduIuTaluy U HECMOTPsI Ha Haau4yue
y HUX cuMIToMoB nopaxeHust ' BC, Heo6xoaumo mIaHupoBaTh
COOTBETCTBYIOIINI 00BEM 00CIEIOBAHNS B IIEJISIX CBOCBPEMEH-
HOU TUarHOCTUKU U JieueHust opraHoB 2KKT.

Tesuc No 86

Hapywenue qepmunbHOCMuU y NOAPOCMKOB
U MONIOAbIX B3POCABIX C annacmuyeckoi
aHeMmueil nocne annorexxoi
mpaHcnAaHmayuu remono3muyecKux

CMBONIOBLIX KNEMOK

N.K. Toay6osckas, T.A. BeikoBa, O.A. Ciecapuyk,
A.A. Ocunosa, JI.C. 3ydaposckas, A.Jl. Kynarun
HUU JIOIuT um. P.M. Top6auesoit @I'bOY BO [ICII6TMY
um. akad. U.11. Ilaerosa Munzdpasa Poccuu

AkryampHOCTb. Asio-TI'CK siBrsieTcst «30/10ThIM CcTaHmap-
TOM» JIedeHUsT AA y IeTeil W IMaIeHTOB MOJIOIOTO BO3pacTa.
CoxpaHeHue ¢eptuiabHocTu Tociie anno-TI'CK Bo MHorom
onpenenser KK marneHToB.

Ilenu u 3ama4d — OLIEHWTH BIMSHUE IpENapaToB pexuma
KOHIUIIMOHMPOBAHMS Ha COXpaHeHUE (DEepTUIIBHOCTU y MallM-
€HTOB ¢ AA, 3a00JICBIIINX B IETCKOM M IIOIPOCTKOBOM BO3pacTe,
nociae ato-TI'CK.

PA3QAEN VII
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Marepuajbl 1 MeToabl. B nccienoBaHue BKIOYeHbI 36 ma-
LIMEHTOB C TpUoOpeTeHHO AA, mpoxuBiuue 6osiee 1 roma
nocie amio-TI'CK. MenuaHa Bo3pacTa Ha MOMEHT OLIEHKU
(epTUIbHOCT B paMKax AaHHOTO MCCIEI0BaHMUSI COCTaBMJIA
29 (19—41) net. Bonpiyio yacthb (n = 21, 58 %) cocTaBWIN MyXK-
yurHBI. MeauaHa Bo3pacta B jie0loTe 3a00JieBaHMSI COCTaBUIIA
16 (6—21) ner. Bompimas yacTh MALMEHTOB TMOJYYMIIA aJl-
710-TI'CK ot poncrBeHHoro moHopa (n = 22, 61 %). B ocHoB-
HOM TalIMEHTBI TIOJMydan OycyjbdaH-coaepKaliuii pekumM
KoHauoHupoBauust (n = 22, 61 %) (rpymnma 1), octajbHbIe
14 (39 %) GoNbHBIX — pexkUM KOHAMIMOHUPOBAHUSI HA OCHOBE
uukinodochamuna (rpymnmna 2). MenuaHa HabIOIEHUST COCTa-
Buna 7,2 (1-20,5) roga. B rpynrme 1 npeobaagaiyd My>KUMHbI —
12 (55 %), 11 (50 %) naumenToB nonyuniau ayuio-TI'CK ot mmos-
HOCTBIO COBMECTUMOTO POJACTBEHHOrO noHopa, 9 (41 %) — or
COBMECTHMMOTI'O HEPOICTBEHHOTO JIOHOPA, B 2 CIIydasix TOHOPOM
SIBJISUICSI TATUTOMICHTUYHBINA ponuTeib. MeauaHa Bo3pacTa Ha
moMeHT ano-TI'CK coctaBuna 21 (10—32) roa. Tskenast Xxpo-
Hudeckass PTIIX perucrpupoBanack y 3 (14 %) mauueHTOB.
B rpyrne 2 npeo6iagany My>kauHbl — 9 (64 %), 13 (93 %) naun-
eHToB nojyun aao-TI'CK oT mosHOCThIO COBMECTUMOTIO POI-
CTBEHHOTO JoHOpa. MeauaHa Bo3pacta Ha MoMeHT auio-TI'CK
17 (17—-20) net. Tsaxenas dopma xponuueckoir PTIIX 3aperu-
crpupoBaHa y 1 (7 %) nauueHra.

Pe3ynbraThl. /laHHBIE cOOpaHbl METOAOM OIpOCa U PETPO-
CIIEKTUBHOTO aHajIn3a TPeNCTaBICHHON MEIUIIMHCKOW ITOKY-
MeHTaluu. He rmiaHupyloT 3aBOaUTh AeTell B OvKaiiiiee Bpemst
10 (28 %) 6onbHbBIX. Y 5 (33 %) mauMeHTOK U3 TPYIIILI 1 IIUKIT He
BoccTaHOBUJICS. B rpyrime 2 cpenu 5 manMeHTOK, TMOJYyIUBIITNX
HukjgodochamMua-coaepxaliuii pexxuM KOHAULIMOHUPOBAHMS,
6epemMeHHOCTh HacTynuia B 2 (40 %) ciydasix. B rpymnme marm-
EHTOK, TIOJTyYaBIINX Oycyib(haH B peXnMe KOHIUIIMOHUPOBA-
HUSI, 3apeTUCTpUpoOBaHa | crioHTaHHast 0epeMeHHOCTb U B 1 ci1y-
yae ObUIO BBITIOJTHEHO 3KCTPAKOPITOPAJIBHOE OILIONOTBOPEHME
C JIOHOPCKO# siniiekiIeTkoil. CymMMapHO 3aperucTprupoBaHO
5 GepeMeHHOCTE, 3aKOHUMBIITMXCST POKIEHUEM 3I0POBBIX JIe-
teit (y 1 marmenTku 2 geteir). Y 3 (25 %) MyXYUH U3 TPYIIIIbI
1 pogunucs 4 pebeHka, B rpyiie 2 otuaMu ctaau 5 (56 %) myx-
yuH. O01Iee KoIMYecTBO OepeMeHHocTelt coctaBuiio 14. OleH-
Ka (haKTOpOB pUCKa, BIUSIOMMX Ha (haKT pOXIeHUS pedeHKa,
MPOBOIMJIACH CPEIM TAllMeHTOB, TUIAHUPOBABIIMX OepeMeH-
HOCTb (7 = 26). CTaTUCTUYECKM 3HAYMMOE BIMSIHUME Ha (akT
poxneHust pedeHka (p < 0,05) u BocCTaHOBJIEHUE MEHCTPYallb-
Horo 1ukJia y xeHmuH (p < 0,05) B HalIeM MccliefOBaHUU OKa-
3aJ10 BKJIIoUeHue OycysibaHa B peXXUM KOHAUIIMOHUPOBAHUS.
Bospact Ha MoMeHT aebrota 3aboneBaHus U amwto-TICK, Tun
JIoHopa, Hannuue xpoHudeckoii PTIIX He oka3zaiu 3Ha4YMMOTro
BIVSTHUS Ha (PEPTUITLHOCTD.

BeiBoabl. B HaieM ucclienoBaHWM TMPOAEMOHCTPUPOBAHO
BOCCTaHOBJIEHUE (DepTUIBHOCTU (CIMOHTAaHHAs GepeMEeHHOCTb
U poxneHue neteit) y 46 % (12/26) nauuenTtoB. Mcrnonab3oBa-
HMe OycyibdaHa B peXuMe KOHIULIMOHWPOBAHUS SIBIISIETCS
3HAYMMBIM (PAaKTOPOM pHUCKa HapyIIeHU I (PepTUIILHOCTH U BOC-
CTaHOBJIEHUSI MEHCTPYaTbHOTO 1IMKJIA Y MAIlIMEHTOB ¢ AA mocie
anno-TICK.
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Tesuc Ne 41

Memopbl coxpaHenus pepmunbHocmu
y Aemeil U NOAPOCMKOB C OHKONOrU4YecKumu

3aboneBaHuamu

E.C. Eropos!, C.A. Kyznesa':2
'@I'BOY BO «Cankm-Ilemepbypeckuii eocyoapcmeenmbiil
neduampuueckuii meduyurckuil ynueepcumem» Munzdpasa Poccuu;
DI'BY « HMHI] onkonoeuu um. H.H. Ilemposa» Munzdpasa Poccuu,
Cankm-Ilemepoype

AKTyajgpHOCTh. Bompoc coxpaHeHMsT (pepTWIBHOCTU Hrpa-
€T OI'POMHYIO poJib B OHKosoruu, Tak Kak XT u JIT HeratTuBHO
BIMSIIOT HA PENIPOAYKTUBHYIO (DYHKIINIO. TaKKe OIMyXou Iopa-
JKaloT U OpraHbl PepPOAYKTUBHON CUCTeMbl. MeToauKa coxpa-
HEeHMS (PePTIIHBHOCTH Y JETEH 1 TTOAPOCTKOB YCIIOXKHSIETCS TEM,
YTO LIMPOKO UCIIOIb3yEMbIE METOIBI KPUOKOHCEPBALIMU 3PENIBIX
00IIUTOB (Y IEBOYEK) U CIIEpMBbI (Y MAIbBUMKOB) HEBO3MOXHBI 10
TI0JIOBOTO CO3PEBAHUSI.

Iemu n 3ama41 — U3YYUTH Pa3IMUHbIE METOAbI COXPAHEHUS
(bepTUIBHOCTHY Y A€TEl 1 MOAPOCTKOB C OHKOJIOTMYECKUMHU 3a-
0oJIeBaHUSIMU, a TaKXKe COBPEMEHHBIN MOAXOM K MX MPUMEHe-
HUIO.

Marepuajsl 4 MeToabl. HayaHbIe cTaThM 3JIEKTPOHHOM 0a3bl
PubMed u 6ubauoreku Cyberleninka.ru 3a 2001—2022 rr.

PesynbsraTel. KpriokoHcepBalus TKaHU SIMYHUKA C TIOCIIETY-
O11Ieii TpaHCIIIaHTAIlUEH SIBJISIETCS] €MMHCTBEHHBIM JIOCTYITHBIM
BapUaHTOM COXpaHeHUs] (DepTUIBLHOCTH Yy TAIMEHTOK TIpery-
OepraTHOTO Mepuoaa. EcTh naHHbBIe 0 KpUOKOHCEPBAIIMY TKAHU
SIMYHUKA Yy JeBOUYkM B Bospacte 10 mecsieB. [IpeumytecTBo
JTAHHOTO METOJA 3aKJII0YaeTCsl B OJHOBPEMEHHOM COXPaHEHUU
0OJIBIIOTO KOJIMYeCTBA (DOJUTUKYJIOB, TIPU 3TOM He TpeOyeTcs
TOpPMOHAJIbHAsT CTUMYJISIUS Tepe 3a00poM TkaHu. EcTb maH-
HbIE O BBIICJEHUN U KPUOKOHCEPBAIIMY N30JIMPOBAHHBIX STii1Ie-
KJIETOK Y MAIlMEHTOK MPeTy0epTaTHOTO Bo3pacTa (HauMeHbIINIA
Bo3pact 3,5 Mecsua). s AeByiieKk ¢ HACTYMUBILIUMU MEHCTPY-
auusiMA B Bo3pacte 10 18 yier HamboJiee pacrnpoCTpaHeHHBIN
METOJl — KPUOKOHCEPBAIIUs 3peJIbiX 00LMTOB. Ec/iv roHamoToK-
cUYecKasl Teparusi He MOXET OBITh OTJIOKEHA WJIM TallueHTKe
MPOTUBOIIOKA3aHa CTUMYJISILIUSI OBYJISIIIMM, BO3MOXHBI METOJ
KPUOKOHCEPBAIIMY TKaHU IMYHUKA M METOJT CO3PEBAHUSI in Vifro —
MOJTy4eHUE HE3PETbIX OOIIMTOB U3 HECTUMYTMPOBAHHBIX SIMUHU -
KOB C TIOCJIENYIOIINM WX TO3peBAaHUEM in Vitro. JIist 3a1IUTHI OT
BoaneiictBus JIT mpu 001ydeHUN 06J1aCTH MaJIOTO Ta3a BO3MOXK-
HO IIPUMEHEHME METOa TPAHCTIO3UIINY SUYHUKOB (B TOM YUCIIE
y neteit). MeToa KpMoKOHCepBalluy SMOPUOHOB B IPUMEHEHU U
Y HECOBEPIIEHHOJIETHUX CTAJIKUBAETCSI C PSIZIOM IOPUIUIECKUX
U 3TUYecKuX BompocoB. Hanbonee pacnmpocTpaHEHHBIM METO-
JIOM coXpaHeHUs (DePTUIIBHOCTUA Y MYXKUUH SIBJISIETCST KPUOKOH -
cepBalys CriepMbl. Y HECOBEPIIEHHOJETHUX TOAPOCTKOB €ro
MPUMEHEHUE COTIPSIKEHO C PSIIOM 3TUYECKUX MPoOJIeM M3-3a
HEeoO0X0AMMOCTH cOopa BSKyJsTa, MO3TOMY KaK ajisTeépHaTHBa
MOXET UCTIOJIb30BAThCSI METO/] M3BJICUEHUSI (IKCTPAKIIMM) CIIEp-
MBI U3 sIMYeK. Y MaJbuMKOB JOMyOEepTaTHOTO BO3pacTa mpume-
HSIETCST KPUOKOHCEPBAIMsl TKAaHU SIMYKa, HO TOC/IeNyoIasl ay-
TOTPAHCIUIAHTALIMS e1IIe UCCIIeMYeTCs Ha JKUBOTHBIX, TOTOMY 3a
MarMeHTaM1, KOTOPhIM Obljla TMpeioXeHa KPUOKOHCepBaIus
TKaHU SIMYeK, BENETCs TIaTeJibHOe HabtomeHue. XOTS TMpo-
rpaMMbl COXpaHEeHUsT (DEePTUIBLHOCTH IS MaJbuMKOB TIPery-
OepTaTHOTO BO3pacTa JAEHCTBYIOT B HECKOJIBKUX MEIUIIMHCKUX
LIEHTPax Mo BCEMY MUPY, METO/Ibl BOCCTAHOBJIEHUST (DEPTUITHLHO-
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CTH C TTOMOIIIbIO KPMOKOHCEPBUPOBAHHOI TKaHU SIMYEK BCE €11Ie
HaxonsITCs B CTanuu pa3paboTku. B HacTosiiee BpeMsi Uccieno-
BaHUsI COCPENOTOUEHBI Ha 3 MOAX0JaX: pa3MHOXEHHUE FTepMUHO-
TeHHBIX KJIETOK SIMYKa U MX ayTOTpaHCIUIaHTaLMsl, ayTOTPaHC-
MJIAHTALUS TKAHU SUYKa U CIIEpMAaTOreHeE3 in Vitro.

BoiBoapl. BoibIIMHCTBO METOIOB COXpaHCHUA q)epTI/U'II)HO-
cCTny neTer u IIOAPOCTKOB C OHKOJIOI'MYE€CKUMMN 3a00JIeBaHUSIMU
BCC €IIC HOCAT SKCHepI/IMeHTaJTBHblﬁ XapakTep 1M OCTAr0TCA Ma-
JIOU3YYCHHbBIMU. an/IMCHCHI/IC HCKOTOPLIX N3 HUX CTAJIKMBACT-
Cd C MIpaBOBLIMU U 3TUYCCKUMMU CJIOKHOCTAMMU. I/ISY‘ICHHC " Cco-
BCPIICHCTBOBAHUEC OITMCAHHBLIX HAMUW METOJOB MU IMOUCK HOBBLIX
SIBJISTIOTCSI BaXKHBIMY 3aJ]a4aMU B IETCKOW OHKOJIOTHH.

Te3uc No 41

Xupypruyeckas mexHuka nepsuyHoro
aHaonpomesupoBanus opGumbl npu
JHyKneayuu y aemei ¢ pemuHo6nacmomoii

A.B. KorenbnukoBa', A.A. fIposoii’,
B.A. dposas!, T.JI. Yimakosa?

'QIAY «<HMUI] «MHTK « Mukpoxupypeus eaaza»
um. axad. C.H. @Pedoposa» Mumnzopasa Poccuu, Mockea;
PI'BY «HMHUII onkonoeuu um. H H. Broxuna»
Munszdpasa Poccuu, Mockea

AKTyaJbHOCTB. Y neteil ¢ Pb BaXHBIM sIBIsIETCSI HE TOJIBKO
JleueHWe M M30aBJieHUE OT OIyXOJIM, HO W 3Tall AajbHeiiei
peaduIuTaluu, MpyU BTOM KOCMETUYeCKMii 3((MEeKT 3aHUMaeT
JIUIMPYIONIYIO MO3UIIMI0 B JaHHOM Borpoce. Mcroias3oBaHue
OpPOUTATBLHBIX UMILJIAHTOB Y IETEl HE TOJBKO YIydIIaeT KOCMe-
TUYeCKUI 3(PPEeKT, HO U CITOCOOCTBYET MOABMXKHOCTU HAPYKHO-
ro MpoTe3a.

eaun u 3agaun — OMNpEAEIUTh MTOKA3aHUSI U MTPOTUBOIOKA-
3aHUSI K MPOBEACHUIO OMEPaLMK, MPEACTABUTh OCOOCHHOCTU
BBIOOPA MMILIAHTOB M XUPYPTUYECKO TEXHUKU B LIEJISX I0-
CTUXXEHMS YIOBJIETBOPUTEIIBHOIO KOCMETUYECKOTO pe3y/ibrara
U TTOCJICONepaliOHHOE BBEICHNE MALIMEHTOB MOCIE TEPBUUHO-
r0 9HIOMPOTE3UpPOBaHUs y aeteit ¢ PB.

MartepuaJjsl ¥ METOIbI. YIaJIeHUE IJ1a3a C IEPBUYHBIM DH/IO-
npoTe3upoBaHUeM OpOUTHI npoBeau 95 aetsam (97 raz). DHy-
KJIeallMio BBIMOJIHSIIN AeTsIM, umetoinuM Pb rpynm B (n = 6),
C(n=3),Dm=30)uE (n=>58). OrcyrcTBUE 5KCTpadyIb0ap-
HOTO POCTa OIMyXOJU W WUHBAa3UM B 3puTeabHblil HepB (3H) mo
JaHHbIM MPT 1 MHTpaonepallMOHHOIO OCMOTpA TJa3a U KyJib-
™ 3H OBbLJI0O OCHOBHBIM MOKa3aHWEM K MEPBUYHOMY DHAOMPO-
Te3UPOBaHUIO OpOUTHI. B KauecTBe OpOMTATBHBIX MUMILIAHTOB
(mnametrpom 16—18 MM) B 29 cirydassx UCIIOJIb30BAJIA MPOTE3bI
M3 CUJIMKOHA, TOKPBITOIO JJAaBCAHOBOM CETKOM, U B 68 citydasx —
nopuctoro noauterpadTopaTuieHa. Cpok HaOIIOAEHUS COCTa-
BuJ ot 3 10 80 mec, B cpeaHem — 20,5 Mmec.

PesynbsraTsl. OrIOpHO-ABUTATEIbHAS KYJIBTSI YCTIEITHO chop-
MMPOBaHa BO BCEX CJIydasix, B TOM yucie npu nposeaeHun [TXT,
nuctaniimonHoi JIT mo unu mocie sHyKJIealinu. YIOBIETBOPU -
TEJTBbHBIN KOCMETUIeCKUit 3(PeKT TOCTUTHYT BO BCEX CITydyasx.
B 2 cnyuasix BeITIOJTHEHA 3aMeHa 9HIONIPOTE3a.

BoBoapl. [lepBuuHOE >HIOMPOTE3MPOBAHUE OPOWTHI TIPHU
SHYKJIealnu y nereii ¢ Pb momkHo paccMaTprBaThCsT KaK HEO00-
XOAUMBIN 1 0€30ITacHBI METOJ KOCMETUYECKON peadnInTauun
C WCITOJIb30BaHMEM HMILIAHTOB, HE 3aTPYIHSIOIINX BU3YaJIH-
3210 OPOUTHI /JIsI BBISIBJICHUS PELIMINBA OMYyXOJIU B OpOUTe.
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HMcnonb3oBaHue ONTUMAalIbHOMI XPIpypl"PI‘IeCKOVI TEXHUKU T10-
3BOJISIET JOOUTHCS YAOBJICTBOPUTEIbHOIO KOCMETUYECKOI'O pe-
3yJbrarta.

Tesuc Ne 59

Bmopuynblie 310Ka4ecmBeHHbIE ONyX0nu
y BbIKUBWUX hauyueHmoB ¢ Helipobnacmomoil.
Onbim HMHUL Arou um. Amumpusa PorayeBa

J.T. Yrammesa, JI.10. Kauanos, P.A. MouceeHko,
H.C. Ipaues, .H. Bopoxmnos, H.B. babackuna,
H.H. Mepkyaos, T.B. Illamanckas
OIRY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Munsdpasa Poccuu, Mockea

AKTyanapHOCTh. MHTEeHCHMbUKaIUMSI Tepanmuu y TalMeHTOB
¢ HB rpynmbl mpoMexXyTOYHOIo/BbICOKOIO pHUCKA IIpHUBEIIa
K VAYYIICHUIO BBDKUBAEMOCTH, HO B TO XK€ BPeMsI B TPYIIIE BHI-
JKMBIIIMX OTMEYAeTCsl BBICOKAsl 4acTOTa BCTPEYaeMOCTH OTIa-
JICHHBIX TTOOOYHBIX 3 (PeKToB JleueHnus1. CaMbIMU Cepbe3HBIMU
no0oYHBIMH 3 dexTamu sBisitorcss BropuaHble 3HO ¢ gacro-
Toii BctpewaemoctH 1,2 % (M.A. Applebaum, 2015).

Ileam w1 32129 — OLIEHUTH YACTOTY M (haKTOPHI Pa3BUTHSI BTO-
puuHblx 3HO y BepkuBIINX MTaneHTOB ¢ HB, moayunBinmx te-
parmuio B HMUILL ATOU um. Imutpust Porauesa.

Marepuassi u MeToabl. B rccienoBanue BKitodeHb! 199 Bbi-
SKUBIIMX MaliieHTOB ¢ HB TpyIIsl BBICOKOTO/TIPOMEXYTOYHOTO
pHUCKa, KOTOpbIe MOJYYMIU criennduueckoe jeuyeHrne Ha 0ase
HMMAILL AT'OU um. Amutpust Porayesa ¢ suBaps 2012 1. 10 ae-
Kabpb 2019 I. ¢ MeanaHoit HabOaeHUs 56 (pa36opoc 16,4—124,3)
Mec.

Pesyabrathl. B Xome TpOCIIEKTUBHOTO WCCIICHOBAHUST BbI-
saBjieHo 4 (2 %) ciydast BropudHbix 3HO (1 U3 HUX — OIyXO0Jb
C HeOoIlpeleIeHHBIM OMOJIOTUYCCKUM IIOBEICHNEM): IIepHBa-
CKYJISIpHASI 2TMUTEIMOUTHOKIETOUHAS] OTYXOJIb TOSCHUIHOMN
MBIIILIBI CTIpaBa (7 = 1), manuwisipHasi KaplimHOMa IIMTOBUIHOM
xkene3sl (n = 2), BropuuHbiiit OMJI (n = 1). Meauana Bo3pacTa
Ha MOMEHT noctaHoBku BropudHbix 3HO — 105 (pa3dpoc 60—
128) Mec. MenuHa BpeMeHU OT MOMEHTa 3aBepIIEHUs CHELM-
(¢uueckoii Tepanuu 1o BropuyHoro 3HO cocraBuna 9 (pasdopoc
1-26) mec. Bropuunbiii OMJI ycTaHOBIEH y MajbuMKa yepe3
1 Mec mocite 3aBepIeHMs Tepanuu 1Mo nosony HbB mrst rpyrimsr
MPOMEXYTOYHOTO PUCKA W JICYEHUS] PELMINBA, BKIIIOUYABIIYIO
6 xypcoB 110 cxeme TOTEM (tomnorekad/Temo3onomun), BAXT
(Tpeocynbdan/mendanan) u ayro- TT'CK, JIT Ha obmacTh peru-
JIMBA OIYXOJIU, JIOKAJIM30BAHHON B 3a0PIOILIMHHOM MPOCTPAHCT-
Be (CO/1 21 Ip), MeTpoHoMHY10 Tepanuio 1o cxeme CCV/CCVE
(BUHOMACTUH/IIeIeKOKCHO /IIuKIO(hochaMua/3TONO3UI).
ITaumeHnty mnposommiace cneuuduyeckass Tepanus IO TOo-
Boay BTopuuHoro OMJI. B Hactosiee Bpemsl MalMEHT KUB
B PEMUCCUM, UIMTEIbHOCTh HabmogeHuss — 54 mec. Ilepu-
BacKyJIsIpHasl SIMUTEIUOMIHOKICTOUHAS OITyXOJb pa3BUJIach
y MalydeHTa ¢ IepBUYHO-MHOXeCTBeHHOUW HB rpymmel BEI-
COKOro pucka 4epe3 26 Mec OT 3aBepliieHUs] Tepanuu. bwlio
BBIMIOJIHEHO paJuKadbHOE XMpypruyeckoe ymajieHue. B Ha-
crosimiee BpeMs marueHT XuB ¢ [10, mmmTenpHOCTh HaOIIoe -
Hus — 10 mec. Boiseiaeno 2 nanuuisipHbix PLLI2K (pT1bNOMO
u pT2N1bMO0) y nmaumeHToB ¢ peuuauBamMu HB rpynmbl Bbl-
COKOTO pMCKa, TUarHOCTUPOBaHHbIE yepe3 9 mec (y 000ux) OT
3aBepiieHUsa Tepanuu. OmHAKO TOJIBKO | IMAIlMeHT ITOIYYMUI
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BI-MUBI -Tepanuio B 1-ii TMHUN, OCIIe KOTOPOit yepe3 12 Mec
OBLJT YCTAHOBJIEH MEPBUYHBIN TUIOTUPe03. O00UM OOTBHBIM Bbl-
MOJIHEHO paAuKallbHOe XUPYpPruyeckoe BMeIaTeIbCTBO, B Mep-
BOM CJlydyae — TUPEOUIIKTOMUS C MUKPOXUPYPIrUUECKUM HEBPO-
JIM30M BO3BpaTHBIX TOPTAHHBIX HEPBOB U OMorncueit meiHbIx JIY
VI-VII ypoBHeii, BO BTOPOM — TUPEOUIIKTOMUSI, LIEHTpaIbHAas
(VI-VII) 1eiiHasg numdonuccekuusi, oOuoncus JIY 1wen
¢ TocJieayolleil AByCTOpoHHel nuMdoauccekiyeir. B Hacto-
silee BpeMsl MalUeHThl XKUBbI C JIUTEIbHOCTbIO HAOMIOAEHUS
2 1 10 Mec COOTBETCTBEHHO.

BoiBoapi. Broprunbsie 3HO SBISI0TCS peaKuM, HO TPO3HBIM
OCJIO)KHEHWEeM Tepanuu manueHTtoB ¢ Hb. BaxHoe 3HaueHwue
WMeEET TIIATeIbHOE JUHAMUYECKOe HabIoAeHNE 32 OOJIbHBIMU
¢ Hb, 3aBepmmmBIIMMuy jeyeHue, ¢ GOpMUPOBAHUEM AJITOPUT-
Ma oOcCJIeqOBaHWSI HAa OCHOBE O0beMa MPOBEIEHHOMN TEparuu.
Taxke MoKa3aHO BBIMOJHEHUE T€HETUYECKUX HUCCIEHOBAHUM,
HaIpaBJeHHBIX Ha BBISIBJICHUE T€PMUHAIbHBIX MyTallWiA, pe/I-
pacnoJiaraloimx K pa3Butuio BTopuuHbix 3HO.
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Pasznen Vil

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

Tesuc Ne 47

NMpodunakmuka pearyuu
«MpaHcnaaHmam npomus Xo3duHa»

Ha 0CHOBE nocmmpaHcnaaHMayuoHHoro
uuknothocthamupna nocne annoreHHol
mpaHcnaaimayuu remono3muyecKux

CMBONOBBLIX KNemoK om HLA-coBMecmuMbIX
HepoACMBEeHHbIX JOHOPOB Y Aemeill

C ocmpbiMuU Neiiko3amu

A.C. boposkoaa, O.B. IIauna, 2K.3. Paxmanosa, A.C. ®pososa,
I1.B. Koxoxkaps, JI.A. IIBeTkoBa, K.A. Ekymos, C.B. PazymoBa,
A.A. OcunoBa, T.A. brikoa, E.B. Cemenona, A.Jl. Kynarun,
N.C. Monucees, JI.C. 3yoaposckas
HUU JIOIuT um. P.M. Topoauesoit ©I'OY BO [ICIIoIMY
um. akaod. U.11. [lasroea Mun3zdpasa Poccuu

AxTtyanpHocTh. Mcrmomb3oBanme I[ITIH® B KoMmMOWMHamum
C JIPYTMMU WMMYHOCYIPECCUBHBIMU IperapataMu I10Ka3aio
addexkTuBHOCTD 1151 npodunaktuku PTTIX nmocine amno-TI'CK
OT JIOHOPOB ¢ pasziuyHoil creneHbio HLA-coBmecTuMocTU
Yy B3pOCHBIX peunumnueHToB. JaHHbIX 0 mpuMeHenuu IITL[D
y aeteit mocie awo-TI'CK k HacTosilieMy BpeMeHU He OIyOJiu-
KOBaHO.

eau u 3apauu — oueHUTH posib npoduitaktuku PTIIX ¢ uc-
nonb3oBanveM IITH® mocne amnto-TI'CK or HLA-coBmecTH-
MOTO HEpOJCTBEHHOTO JoHOpa y AeTeit ¢ OJI.

Marepuajsi 1 MeToabl. [IpoBeieH peTpOCTIEKTUBHEIN aHATIN3
BeimosHeHHBIX B [ICII6IMY um. W.I1. [TaBnosa ¢ 2008 mo 2020 1.
amto-TICK or 10/10 HLA-cOBMECTUMBIX HEPOICTBEHHBIX
npoHopoB y 132 nmereit ¢ OJI. ITLU® npumensiu y 63 (47,7 %)
nanueHToB, pexum npoduinakTuku PTIIX Ha ocHOBe aHTUTU-
MouuTapHoro riooynuna (ATI) — y 69 (52,3 %) nanueHTOB.
IMaumenTsl, monyunBmme komouHaumio [TTH® n ATI, obuu
WCKITFOUCHBI U3 aHaJIN3a. [PYIIbl OBIIA COTOCTaBUMBI TIO TTOITY,
BO3pacTy, CTaTycy 3a00jeBaHUs, PeXMMaM KOHIUIIMOHHPOBA-
HUsI, uarHo3y, nctounuky I'CK. 3HaumMBIMK OTIIMYASIMH ME3K-
Iy TpyrmamMu osu KommaecTBo CD34*-kieTok B TpaHCIIaHTA-
Te (4,6 vs 6 x 10¢/kr Beca peuunuenta, p = 0,026), 1JUTeIbHOCTD
HaomoneHus (54 mec vs 108 mec, p < 0,001).

Pesynsrarel. KymynsaTuBHAs BEpPOSITHOCTb TMPUXKUBIEHMS
K 42-My JHIO HE omIMYaach Mexay rpymnmamu: 96,7 % (95 %
AN 89,9—-99,4) vs 90,9 % (95 % AU 82,2—-96,4 %), p = 0,754.
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MenvaHa BOCCTAHOBJICHUsI HEWTPODUIOB TakKe HE OTJIMYa-
nack mexay rpynmamu: 19 (12—40) nueit vs 19 (7—37) nuei,
p = 0,0463. BoccraHOB/IeHME TPOMOOLIMTOB 3ara3abIBajio
B rpynie [ITL®: 19 (3—114) vs 15 (7—113) nueii, p = 0,0149.
Kymyngarusnas yacrora octpoit PTIIX II—-IV crenenu, 1HI-1V
creneHu K JI+125, cpeqHeTssKea0M U TSKEJIOM XpOHUYECKOM
PTIIX 6blna 3Haunmo Hyike B rpymne [TTH®: 16,6 % (95 % AU
8,6—27,1) vs 55,2 % (95 % AN 42,0—66,6), p < 0,0001; 6,6 %
95 % AN 2,1—14,6) vs 35,0 (95 % AW 23,5-46,8), p = 0,0001;
14,5 % (95 % AN 6,3-26,1) vs 63,6 % (95 % AU 47,4-76,1),
p <0,0001 coorBercTBeHHO. BEKMBaemMocTh 6¢3 PTIIX u peru-
quBa 6bi1a BeIme B rpymme IITHd: 43,6 % (95 % AU 30,4—56,1)
vs 11,3 % (95 % AN 5,0—20,5), p < 0,0001. 3HaUMMBbIX pa3IA4dnii
B 5-ntetHeit OB u BPB, 2-netHeit TJI u KyMyJaaTUBHON yacToTe
PELIMINBOB MEXIY TpyITIiaMu He Habmonanock: 60,3 % (95 % AU
47,2—71,2)vs47,8% (95 % AN 35,7—59,0),p=0,106;46,0 % (95 %
N 33,4—57,7)vs 37,7 % (95 % AN 26,4—48,9),p=0,21; 19,04 %
95 % AN 10,5-29,5) vs 28,9 % (95 % ON 18,8—39,9),
p =0,168; 33,3 % (95 % AU 22,1-45,0) vs 27,5 % (95 % AU
17,6—38,3), p = 0,642 COOTBETCTBEHHO.

Boisogpl. [Tpnmenenue IITH® y geteit ¢ OJI mocie amio-
TI'CK ot HLA-coBMeCTUMBIX HEPOACTBEHHBIX JOHOPOB MMEET
PSII TIPEUMYIIIECTB T10 cpaBHeHMIO ¢ AT -comepKammMuy pexxm-
mamu npodunaktuku PTITX: obecrieunBaeT aydIinii KOHTPOJIb
octpoii u xpounueckoit PTTIX, mpeumyiiiecTBa B BbIKMBaeMO-
ctu 6e3 PTIIX u peungusa.

Tesuc Ne 62

Tpancnnanmauug remono3muyecKux
CMBONOBLIX KNEMOK Yy Aemeil nepsoro ropa

HU3HU: onbim ofHoro Llenmpa

H.A. Bypaaka, K.A. Cepreenko, T.3. Anmes,
N.0. Kocrapesa, T.T. Baimues, H.A. batmanosa,
H.I. Crenansn, P.P. @arxymwmn, }0.B. Jlo3oBan,

T.U. IToremkuna, K.B. Murpakos, M.B. Pybaunckasi,
I'.b. Carosin, A.M. CyneiimanoBa, I. M. Mydraxosa,
0.A. Kankosa, A.I1. Kazannes, B.T. IToaskos,
K.H. Kuprusos, C.P. Bapdosiomeepa
OIBY «HMHI] onkonoeuu um. H.H. broxuna»
Munsdpasa Poccuu, Mockea

AktyanpHOCTb. biaromapsi coBpeMeHHBIM MOAXOIaM K Te-
panuu U quarHoctuke ocyioxxHeHuit Ha atane TI'CK u B moct-
TPaHCIUIAaHTALIMOHHOM IEePUOJIE, CTAJIO BO3MOXKHBIM YCIIEIITHOE
nposeaeHue TI'CK y mmpoxoit koroptsl aeteii co 3HO paznnu-

PA3AEN VI
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HBIX TPYII U BO3PACTOB U IeTei, TpeOYIOIIMX MHANBUIYATbHOTO
noaxoaa K jgeyeHuto. Oco0oii rpyrnmnoi sBAsSOTCS AeTH paHHETO
BO3pacTa BCJIEACTBUE HE3PEJIOCTH OPraHOB U CUCTEM, OCOOEH-
HOCTell oOMeHa BelleCTB U MeTaboIM3Ma MpernapaToB, B CBI3U
C 4eM TOKCHUYHOCTh Ha 3Tane u nocjie TTCK moxer ObITh Ha-
MHOTO BbIlIE, YeM Y MALMEHTOB CTapLIUX BO3PACTHBIX TPYII.

Ieaun u 3agaum — nipoBecTy aHaau3 3((HEKTUBHOCTU U Hera-
TUBHBIX NocyencTsuiit TKM y nereit paHHero Bo3pacra.

Marepuaisl u Metoabl. VcciienoBaHue nmpoBeneHo Ha Oase
OTJIIeJIeHU NETCKOM OHKOJIOTUM U TeMaToJioTuu ¢ 6;10koM TKM
HUUN JOul’ ®I'bY «<HMMUII onkomornu um. H.H. broxuHa»
Munsapasa Poccnu. MatepuaaaMy MOCTYKWIA MEIULIMHCKAST
mokyMeHTanus neteit co 3HO, mpoXoauBIIMX JIeYeHUE B OT/Ie-
Jennu ¢ 2020 mo 2022 1.

Pesyabratel. B 2020—2022 rr. B HUU AOul’ ®I'BY «<HMUAUI]
onkoJiorur uM. H.H. broxuna» Munsapasa Poccuu mpoBeaeHbI
TI'CKy 8 manmenToB miazie 1 roma. MenuaHa Bo3pacTa cOCTa-
Bwia 11 (6—12) mecsiieB. COOTHOIIIEHUE MATbYMKU:IEBOYKHA —
1:1. Ho3onornueckue (opMBbl, IIpU KOTOPBIX ObUIM TTPOBEICHBI
ayto- 1 amno-TICK — 5 maumeHToB ¢ COMMIHONM MaTOJIOTHE:
HB (n =3), 'KO (n = 1), omyxonu IIHC (n = 1); 3 pebeHKa c re-
mobmaacto3zamu: OMII (n = 2), OJIJI (n = 1). Anno-TI'CK 0b11n
MPOBEICHBI OT HEPOICTBEHHOTO COBMECTMMOTIO MOoHOpa (1 = 2)
¥ COBMECTUMOTO cubyuHra (7 = 1). Bcem manmeHTaM OBLIO BbI-
MOJTHEHO MUeJI0a0JIaTUBHOE KOHANIIMOHUPOBaHUE. Y IMalleH-
ToB ¢ HB ncmonp3osanu pexxum Treo/Mel, y mereii ¢ 'KO u omy-
xonsimu LIHC BwiOpan pexkxum tannemuoit TTCK. Y nanueHToB
¢ ao-TI'CK — Treo/Thio u Bu/Mel. 2Kubl 6 13 8 mauueHTOB.
IMpuyunsr neranbHOro mcxoma: peuunus (OJIJI — 1), TpaHc-
TUTAaHTAIIMOHHO-aCCOLIMMPOBaHHAs TOKCMIHOCTh (OMJI — 1).
W3 nHOEKIIMOHHBIX OCIOXHEHUI HAOIIONATNCh CTaHIAPTHBIE
MMOCTTPAHCIUIAHTAIIMOHHBIE IIPOOJIEMBI: OpodapuHIeaTbHBIN
myko3ut (6osee Il cremenu, n = 3), saTepokoauT (6omee 11
crerneHu, n = 5), Bupemus (n = 1). B OOnbIIMHCTBE cydacs,
OCJIOXKHEHMS OBICTPO U MOJIHOCTBIO KYITMPOBAIMCH COITPOBOIM -
TEJIbHOM Tepamnue.

BoiBoapl. YuuThIBasi COBPEMEHHbBIC B3IISIABI HA MPOTUBOMMU-
KPOOHYIO Tepanuio, COMPOBOIUTEILHOE JICUCHUE U BO3MOXKHO-
CTU MyJbTUAVCUUIIIMHApHOTO B3anmoaeiicTeust, TI'CK y nereit
10 1 roma >KM3HM B HACTOSIILIEE BPEMsI SIBJISIETCS BBIMTOJHUMBIM
1 0e30macHbIM MeToaOoM JieueHUsl. OCHOBHBIMM MpPUYMHAMU
Heynad B MEPBYIO ovepelb M0 CUX MOpP OCTAIOTCS MPOrpeccusi
3a00JIeBaHUS U TTOCIENCTBUS TOKCUYHOCTHU Tepanuu. C yueToM
MaJIoro Cpoka HaOJII0IeHMsI 3a IETbMU, POILIEAIINMU TePAIIHIO,
IUIS1 OLICHKY OTHAJICHHBIX 3(h(DEKTOB 1 BIUSIHUS Ha pa3BUTHE pe-
OeHKa, TpeOyeTcs AajbHelilee HaOIoIeHUE.

PA3AEN VI
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feHemuyeckue nonumMopgu3Mbl
U MOKCUYHOCMb MemompeKcama
npu mepanuu ocmporo numgobnacmuoro

neiiko3a y gpemei

O.[1. I'ypvena!, T.T. Baimes', M.U!. Capesbea’
'QIBY «HMHII onxonocuu um. H.H. broxuna»
Mun3zdpasa Poccuu, Mockea;
2OrbOY AI10 «Poccuiickas MeOuUUHCKas aKademus HenpepoleHO20
npogeccuonanvho2o oopaszosanus» Munsdpasa Poccuu, Mockea

AKTyanapHOCTh. HecMoTps Ha cylliecTBOBaHME COBPEMEHHBIX
BBICOKO2(GEKTUBHBIX MpoToKoJ0B JieueHust OJIJ1 y nereit, 75 %
MalMeHTOB UCTIBITHIBAIOT MOOOYHBIE (D (EKTHI, CBSI3aHHBIC C Te-
panueii, 1 1—3 % UMEIOT JieTajbHbIe OCJIOXHEHUsI. MeTOTpeK-
cart SIBJISICTCSI OMHMM M3 OCHOBHBIX KOMITIOHEHTOB CTaHAAPTU3M-
poBaHHBIX mpoTokoyioB nedeHus OJIJI y pereii: ALL IC-BFM
2002/2009. AnomanbHas GYHKIMS OEIKOB-TPAHCIIOPTEPOB
MeTOTpeKcaTa BCJISACTBHE TeHETUIECKUX abeppaliiii IpUBOIUT
K YCyryosIeH1I0 TT0004YHbBIX 3 (deKToB. B 1TaHHOM MccaenoBaHumn
MBI PAaCCMOTPEIN B3aMMOCBSI3b OMHOHYKICOTUIHBIX TTOJTUMOP-
¢usmoB reHa ABCB1 (154148738 C>T, rs2032582 G>T, rs1128503
C>T, C3435T rs1045642 C>T) ¢ pa3BuTHUEM KIMHUYSCKHU 3HAUM~
MBIX HEXeJIaTeJbHBIX peaKIuii (relmaToTOKCUYHOCTA U TeMaTo-
JIOTMYECKOM TOKCUYHOCTU, OpOapUHTeaIbHOTO MYKO3HUTA, MH-
(beKIIMOHHBIX OCTOXHEHU ) M HACTYIIJICHUEM COOBITUI Y ACTEi,
IIOJIyYaBLINX TEPAIIMIO BLICOKOIO3HBIM MeTOTpeKcaToM (> 1 1/M?).

Ilenn 1 331244 — OLIEHUTH CBSI3b (DAPMAKOTEHETUYECKUX 10~
Kazarejeil ¢ OCHOBHBIMM BMIAaMU TOKCMYHOCTM METOTpeKcara
M HACTYTIJIEHUEM COOBITUS (MTPOTpeccusl, peIMAUB, CMEPTh) MPU
neuenuu OJIJ1 y neteid.

Marepuajsl u MeToabl. B riccienoBanue BriodeHsl 100 me-
teir ¢ OJIJI, mosydyaBHIMX Tepamuio MO MPOTOKOJaM TPYIIIbI
BFM (2002/2009). 1151 oLileHKM HeXkelaTebHbIX peaKnil pu-
MEHSIJTUCH JJabopaTOpHbIe METOAbI U 1Kaja ToKcuuHocTu NCI
(CTCAE v5.0, 2018 ). Ins uccienoBaHus MOJIMMOPHOU3ZMOB
reHa ABCBI — meton I1LIP B pexxuMe peajibHOTO BpeMeHu. Ma-
tepuan uccienoBanus — I[1K. 3a6op marepuana npousBoauICs
OTHOKPATHO, HE3aBUCHMO OT CPOKOB TepaITMid METOTPEKCATOM.
Cratuctuueckasi o0padboTka pe3yabTaToB — mporpamma SPSS
Statistics 21.0. AHanM3 accouualyii BHIMOJHEH ¢ MCIOJb30Ba-
HUEM KpUTEPUs x> U TOUYHOTO KpuTepust Puiiepa.

Pesynbratbl. M3 100 mauueHTOB COOTHOILLIEHUE MalbiUKU
(n =45):neBouku (n = 55) 661710 1:1. Bo3pacTHbIe IpyIiIibl 00Jb-
Hoix: < 1 roga — 2 %, 1-3 rona — 12 %, 4—5 ner — 32 %, 6—12
net — 32 %, 13—18 net — 22 %. Ipeobnanan B-nmuHeHbIA UM-
myHomonBapuaHT OJIJT — 69 %, T-nuneitubiit — 31 %. Cpenn
yacToT nosmmopdusmon reHa ABCBI1 C3435T rs1045642 nau-
6oJjiee yacTo Berpevaics BapuaHT TC — 40 %, ocrajibHbIE Bapu-
autel: TT — 34 % n CC (mukuii) — 26 %. N3 monuMoppu3MoB
rs1128503 npeobaanan CC (nukuit) — 38 %, a Bapuantel CT, TT
u TC cocraBunu 35 %, 26 % n 1 % coorBerctBeHHO. Cpeau mmo-
aumMopdusmoB 1s2032582 varie BeisiBastics GG (nukuit) — 42 %,
a BapuaHThl GT u TT cocraBuiu 31 % v 27 % cOOTBETCTBEHHO.
IMonmumopdusmel rs4148738 ObuTM MPEACTaBICHBI CAEAYIOLIUM
o6paszom: TT — 43 %, CC (nukuii) —29 %, CT —27 %, TC —1 %.
PacnipeneneHne yacToT cTeneHel TSKECTH TeIaTOTOKCUIHOCTH
B McciaeayeMoil nomyasiiuu coctaBuio: 0—II crenenn — 53 %
u III-1V crenenu — 47 % nauuenTtoB. [emaronoruyeckas TOK-
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cuyHocTh [—II crenenu ormevena y 10 %, -1V crenenn —
y 90 % nauuenToB. OpodapunrenbHbiii Myko3uT 0—II cteneHu
Berpeuaics y 44 %, 111-1V crenenu — y 56 % GonbHbIX. VH-
dexunoHHble ocyoxHeHus 0—II creneHW perucTpupoBalucCh
B 68 %, I1I—V crenenu — y 32 % 6obHBIX. HedhpoTokcnuHOCTD
0 ctenenu ormeueHna 'y 96 %, 1—11 crenenu — y 4 % naiueHTOB.
Heitporokcnunoctb 0—II crernenu 3apeructpupoBaHa y 91 %,
ITII-1V crentenun — y 9 % GonbHbix. CoObITHSA: cMePTh 4 %, pe-
uunuB 19 %, nporpeccust 8 %. OLeHKa TOKCUYHOCTH IIPOBOIM-
JIach B IMIOCTIUTOCTATUICCKOM TIEPUOJIE, a B3AMMOCBSI3b C TIOJIH-
MopdU3MaMK YKa3aHHBIX TEHOB OIIEHEHA C ITOMOIIBIO TaOJ Il
conpspkeHHocTu: ast ABCBI 152032582 u opodapuHIeabHOTO
Myko3uta — x> =4 (p = 0,045), "HDEKIIMOHHBIX OCTOKHEHUM —

v = 3,371 (p = 0,066), cBA3b C HACTYIUIEHUEM COOBITHUS
v =4,979 (p =0,26).
BeiBoapl. [loaTBepskaeHa accoulManusi MOJIUMOPGU3MOB

reHa ABCB1 152032582 ¢ pa3ButueM opodapuHIeIbHOIO MyKO-
3uta (III-IV crenmenn) n HaCTYIICHUEM COOBITHS, UYTO SIBIISICTCS
TEOPETUYECKON M MPAKTUYECKOW OCHOBOW IS ONTUMM3ALUU
Tepanuu BbICOKOIO3HBIM METOTPEKCATOM Y OTAETbHBIX MallUEeH-
TOB Ha OCHOBE T€HETUYECKUX MaPKEPOB.

Tesuc Ne 63

Onbim annoreHHoll mpaHcnaanmayuu
remMonoamuyecKux CmBoNOBbIX KNEMOK
y nemeil ¢ 6onbwoil hopmoil

6ema-manaccemuu

E.H. loarymmna, T.A. BeikoBa, O.A. Ciecapuyk,
A.C. bopoBkoBa, A.A. Ocunosa,
A.A. 3arunnesa, JI.C. 3yoapoBckas
HUU JIOIuT um. P.M. Top6auesoit ©I'EOY BO [ICIIoIMY
um. akao. U.11. [laeroea Mun3zopasa Poccuu

AkTyampHOCTh. beTa-TamacceMmsi — HaclIeACTBEHHAs] TeMO-
rIo0MHOMNAaTHs, 00yCI0BIEHHAsI MyTallUsIMU B reHe HBB. Ano-
TI'CK Ha cerogHsIIHUI AeHb SIBASETCSI OCHOBHBIM U3JI€UMBa-
JOIIIMM METOJOM TepaItuu 0OIbII0N (hOpMBI OeTa-TaJTaCCeEMUN.

IHemm m 3amaum — oueHUTh 3¢ dekTnBHOCTL amto-TICK
y MalreHTOB JETCKOro Bo3pacTa ¢ 0oJiblIoi (opMoil 6eTa-Ta-
JJACCEMUM B 3aBUCMMOCTH OT THIIa JIOHOpA.

Marepuajsi u MeToabl. [IpoBeieH peTpoCTIeKTUBHBII aHATN3
JaHHBIX 8 TMalMeHTOB (5 MaJbUMKOB U 4 NEBOUYKM), KOTOPHIM
oni1a BeimosHeHa ayuto-TTCK 8 HUU JJOIuT um. P.M. Topoa-
yepoii [ICIT6I'MY um. W.I1. ITaBnosa B mepuoa c 2014 mo 2021 .
JnarHo3 6eTa-TajgacceMUu ObLJT YCTAHOBJIEH HA OCHOBAHUM Xa-
pakTepHON KIMHUYECKON KapTWHBI, MOATBEPKICH pPe3yJIbTa-
TaMu BJeKTpodopesa reMoraiodrHa, y 5 maluueHTOB METOAOM
MOJIEKYJISIPHO-T€HETUYECKOI0 aHajln3a Oblla BhISIBIEHA MyTa-
s B reHe HBB. MenuaHa Bo3pacTa Ha MOMEHT ITOCTAHOBKU
murarHo3a — 1 (0—3) rom. MenmaHa Bo3pacTa Ha MOMEHT IIPO-
Beaenust amno-TICK — 6 (3—11) set. Ha MOMEHT BBIMOTHEHUS
amno-TI'CK y 3 mauueHToB Ha0I0naau MOCTTPaHC()Y3MOHHYIO
MEepPerpy3Ky KeJIe30M: IIOBBIIICHWE YPOBHS CHIBOPOTOYHOIO
deppuruna ot 1126 g0 3867 Mkr/i1, GrOPO3 MeYeHU 110 JaHHBIM
MPT Bpesxume T2* (n=2). 1o BeimotHeHUs ayuto-TTCK 5 (62 %)
nalyeHTaM ObUIa HasHayeHa XejJaTopHas tepanus, 5 (62 %) —
ruapokcrkapbamus, 2 (25 %) 6oabHbIM 3a 120 nHeit 10 awio-
TI'CK 06bu1a MHULIMKMPOBaHA JeCeHCUOMIU3UPYIOIIasl Tepanusl.
BoinmonHeno 10 amno-TI'CK (13 Hux 2 moBTOopHBIe): oT HLA-
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COBMECTUMOTO POACTBEHHOTO (7 = 4), OT POACTBEHHOTI'O TaIljio-
WUACHTUYHOTO (1 = 6) MOHOPOB. B KauecTBe MCTOYHMKA TpaHC-
miaHtata B 9 ciaydasix ucnonan3oBaH KM, nepudepuyeckue
CTBOJIOBbIE KJIETKM KpOBU — B 1 cllyyae Ipu MOBTOPHOM aJlJIo-
TI'CK. Bcem nauueHTaM MpoBeAeH MUET0a0JaTUBHbBIN pexXuM
KOHAMIIMOHUPOBAHMS, BKIIIOUYABIIW (DirynapaOuH, TpeocCyib-
dan u Tuoreny. [1pu nosropHbix ato-TI'CK npoBoauau KoH-
TUIMOHUPOBaHUE ¢ BIynapabHOM U HeMUe10a0IaTUBHOM 10-
3011 Oycynbdana. B kauectBe npodunakruku PTITX npumeHsiiu
ATT (n = 2), ITU® (n = 6) B KOMOMHALIMKU ¢ MUKO(hEHOIaTa
ModeTuaoM (n = 5), TakpoauMmycoMm (1 = 2), UMKJIOCITIOPUHOM
(n = 2), cupoaumycom (n = 1), KOMOMHALIMIO LIMKIJIOCIIOPHUHA
u MeToTpekcata (n = 2).

Pesyasrathl. Menuana HaOmoneHus coctaBwia 21 (1-87)
mec. OB (5 ner) — 87,5 %. IlpukuBieHue TpaHCIUIAHTATa 10-
CTUTHYTO B 7 ciydasix u3 10, MmenraHa MprXKUBJICHUS COCTaBUJIA
20 (17—27) nueii. Y 1 u3 3 malieHTOB ¢ MEPBUYHBIM HETTPUKMB-
JICHUEM TIPVKUBJICHUE TPaHCIUIAHTaTa NOCTUTHYTO MOCJHE IO-
BropHOil ayo-TI'CK (co cMeHO# rarionIeHTUIHOTO JOHOPA).
OpnHa noBTopHas amio-TI'CK Oblj1a BeIITOJHEHA B CBSI3U C OT-
TOpXKeHUeM TpaHcIiaHTata. OTMevanu pazputue octpoit PTITX
IT (n=2)ulV (n=1) crenenu. Xponuveckyto PTIIX cpen-
Hel 1 TsKesoi creneHu Habaoganu y 2 maudeHToB. YacroTa
HenprxuBieHuil u Tsokenoit PTITX He oTnnuanace B rpymnmax
POICTBEHHOM COBMECTUMOM U POJCTBEHHOW TaruIOMAEHTUYHON
amno-TI'CK. Ymep 1 (12,5 %) manueHT, MpuYnHa — GaKTEepH-
aJIbHO-TPUOKOBBIN CEICUC.

Booapl. Amto-TI'CK gBisercss 3G (GeKTUBHBIM METOIOM
n3j7e4eHus: OOJBbHBIX C OObLIONH (GopMOl OGeTa-TaTacceMUu.
Db dexrtuBHocTs amno-TICK oT poacTBEHHOTO TaruIOUIEHTUY -
HOTO JOHOpPa conocTtaBuMa 1no 3MGhEKTUBHOCTU C TPAHCILIAHTA-
uueit ot mosiHocThi0 HLA-COBMECTUMOrO pOACTBEHHOTO JOHOPA.

Tesuc Ne 84

Pykconumunu6 B neYeHuu cmepoua-
pedpakmepHoii ocmpoii U XpoHUYecKoi
peakuuu «<mpaKcnnanmam npomus
X03AuHa» y aemei

A.A. 3BarunneBa, T.A. boikoBa, A.C. BopoBkoBa,
0.A. Cnecapuyk, E.H. Jloarymuna, A.A. BopoBckasi,
C.B. Psa6enko, O.B. I1auna, JI.C. 3y6apoBckas
HUU JIOTuT um. P.M. Topbauesoit DIHOY BO IICII6TMY
um. akad. U.11. Ilaerosa Munzdpasa Poccuu

AktyaasHocTh. PTIIX — omgHO W3 KM3HEYTPOXKAIOIINX
ocnoxxHenuii amno-TI'CK. Crangaprom 1-ii TMHUM Tepanuu
SIBJISTIOTCSI CUCTEMHBIE TIIFOKOKOPTUKOCTEpouabl. OMHAKO OKOJIO
40 % nauyeHTOB PEe3UCTEHTHBI K Tepanuu 1-it auHuun. CraHmap-
THI 2-1f TUHUM Tepanuu ctepoun-pedpakrepHoit PTITX oTcyTt-
CTBYIOT. UMeIOTCST JaHHbIe 00 YCITeITHOM Mcrnoib3oBaHum JAK-
uHruoutopos s jeyeHust PTIIX y B3pocibIx U geTeit crapiie
12 ner. [laHHBIE O MPUMEHEHUM PYKCOJIUTUHMOA Y AeTei MJIam-
mre 12 JIeT OTCYTCTBYIOT.

Hemn n 3anaun — oueHUTH 3PGEKTUBHOCTL U 6€3011aCHOCTD
MPUMEHEHMSI PYKCOJUTUHMOA B JICUCHUU CTEpOUI-pedpaKTep-
nHoit PTIIX y nereit ot 0 no 18 JeT.

Marepuajsl u MeToapl. B ricciienoBanue Bouiy 37 malueH-
ToB ¢ ocTpoilt PTIIX u 31 — ¢ xponuueckoit PTITX. Menuana
MPEeAIIECTBYIONIMX JUHUI Tepanuu coctaBuia 3 (2—7). Menua-
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Ha Bo3pacta — 5,5 (1—18) roma. Haubosee yacTeiMM AuarHo3a-
mu 6b111 OJI (OJIJT — 25, OMII — 14, KOMMUII — 5), MyKomoJiu-
caxapuao3 [ Tuna — 6, AA — 5 u np. PoacTBeHHast coBMecTUMast
anno-TICKoOblnaBbInolHeHa 3 MalMeHTaM, HEpOACTBeHHasA —22,
ramio-TI'CK — 43. MuenoabsaTUBHBIN PeXXUM KOHIUIIMOHM-
pOBaHUS, KaK M HeMUeJI0a0JIaTUBHbIN, ObUT TIpoBeaeH vy 50 %
MalueHToB. Y BCeX MAalMeHTOB B KauyecTBe MNpPOMUIaAKTUKU
PTIIX wucnonab3oBaiuch LuKIoGochamMua-coaepxaiime cxe-
Mbl. Cpenu nanueHToB ¢ ocTpoit PTTIX 10 umenu Il creneHb
Tskect, 15 — 111, 12 — IV. HaubGonee yacTbiM ObLIO MOpaxe-
nue [I-1V crenenu (89 %), ZKKT II-1V crenenu (48 %), reve-
Hu 111V crenenu (8 %). B rpymnre maimeHToOB ¢ XpOHUYECKOM
PTIIX 8 umenu cpenHeTsKen0e TeueHue 3adoeBaHusl, 22 — Ts-
xenoe. [Topaxxenune koxu I1—I11 crenenu HaGmonanoch y 87 %
narueHToB, ciau3ucthix 1111 crenienn — y 41 %, nopaxkeHue
IJ1a3 JIETKOM cTereHu TsokecTu — y 48 %. MenuaHa 103bl pyK-
conutuHuOa coctaBuia 0,3 Mr/kr npu jedyeHuu octpoir PTIIX
u 0,275 mr/kr pu xpoHnudeckoit PTTIX. MenuaHa npuema pyk-
conutTuHKOa coctaBuiaa 122 nus npu octpoit PTIIX u 341 neHb
npu xpouuveckoit PTTIX.

Pesyabratel. [1O Ha Tepanuio y manueHToB ¢ octpoit PTIIX
Habmonanu y 64 % mauuentos, YO y 18 %. [lpu xpoHUYECKOIi
PTIIX nHa6monanu npesanupoBanue YO Hag o6mmm — 51 %
u 35 % cooTBeTcTBeHHO. OTCYTCTBHE OTBETA WM MTPOTPECCUPO-
Banue PTIIX 6buto y 15 % nanuenToB ¢ octpoit PTIIX u 12 %
¢ xponuveckoil PTIIX. MeauaHa BpeMeHU OO JOCTUXKEHMS
obmero orBeta coctaBuia 32 (6—110) nus npu octpoit PTTIX
u 50 (7—496) aneit pu xponndeckoit PTTIX. Hawmyuinmit ot-
BET Ha Teparnuio OTMEYaJICs y MAllMEHTOB C MOpPaXKeHUeM KOXU
Kak Mpu ocTpoit, Tak 1 ipu xpoHudeckoit PTTIX. Haunbomnee ya-
CTBIM OCJIOXKHEHUEM Ha Teparnuio PyKCOJUTUHUOOM MPU OCTPOIA
PTIIX 6bu10 pa3BUTHE TeMATOJIOTMYECKON TOKCUYHOCTHU B BUIIE
Hevirporienun -1V crenienu (54 %) v tpombonmtonenvu 11—
IV crenienu (27 %). B rpymnne naimeHTOB ¢ XxpoHuueckoit PTTIX
HauboJyiee YaCThIM OCJIOXXKHEHWEM ObLIO pa3BUTHE aHeMuu [—
Il crerienn (58 %) w wHeirtponienuu 1111V crenenn (51 %).
M3onupoBaHHOE TMOBBILIEHUWE TEYEHOYHBIX TpaHCAMMHA3 Ha
¢doHe IIUTENTBbHOrO MpueMa Mpernapata Habaogadu y TPeTu
NauueHToB. B CBSI3M ¢ NUTEIbHBIM HAa3HAYEHUEM UMMYHOCY-
npeccuBHOM Tepanuun y 63 % GonbHbIX ¢ ocTpoii PTIIX ny 54 %
¢ xpoHnueckoii PTTIX uMenu Mecto BUpYyCHbIE UH(PEKIINU, YTO
MoTpedOoBaIO0 CUCTEMHOUW MPOTUBOBUPYCHOU Tepanuu. Hanbo-
Jiee 3HaUMMbIM (DaKTOPOM, BIAUSIONIMM Ha BBDKMBAEMOCTh MPU
octpoit PTIIX, 6b110 mopaxenue kuieyHuka [1I—-IV crenenu
(» = 0,003). OB nanuenToB ¢ octpoit PTIIX cocrasuna 59 %,
¢ xpoHuueckoii — 86 % (p = 0,07). B xone uccienoBaHus He ObLIO
BBISIBJICHO BIMsIHUS creneHu Tsokectu PTITX, BpemeHu no mo-
CTHKeHUs ob1ero orBeTa uiu tuna auio-TTCK Ha OB (p > 0,1).

BoiBoapl. PykconuTuHuO nMeeT BbICOKYIO 3(PDEKTUBHOCTS,
OTHOCUTEJIbHO HU3KYI0 TOKCUYHOCTb U MOXKET OBITh UCITOIBH30-
BaH B KaYeCTBE Teparuu 2-ii Win MOCIeayOIINX JUHUMN B COCTa-
Be KOMOMHMPOBAHHOU Teparuu sl ISYeHUsT OCTPOU Y XPOHU-
yeckoit PTIIX y mereii.

PA3AEN VI

Tesuc Ne 40

Aymonoruysaa mpaschnaimayus
reMmono3muyecKkux cmaonoBbIX KNemoK
nocne UHru6uUmMopoB UMMYHHbBIX
KOHMpONbHLIX MoYek y aemeli

¢ numdomoii XoaHKKuUHA

A.B. Kosnos, 11.B. Kazanues, E.B. Mopo3osa, T.B. IOxTa,
I1.C. TonkynoBa, A.T. I'esopran, M.C. I'osienkoBa, B.B. Baiikos,
A Kynarun, H.b. Muxaiinosa, JI.C. 3yoapoBckas
HUU JIOTuT um. P.M. Top6auesoit ©I'bOY BO [ICII6TMY
um. akao. U.11. Ilaenosa Munzdpasa Poccuu

AktyansHocTh. MKT 3hheKTUBHBI Y B3pOCIBIX MAIIMEHTOB
¢ JIX 1 uaMeHWw 1 nNporHo3 nauueHTos ¢ P-P B myuinyio cropo-
Hy. OgHaKo UX poJib Y A€TeW U3yyeHa 10 HACTOSILETO BpEMEHU
HenmocTtaTouHo. HecMoTps Ha HOCTMXKeHWE OTBeTa y OosblIeid
yacty nauueHToB nocie MoHorepanuu MUKT ero nmpomomxku-
TEJBbHOCTh OTPAaHWYEHA BO BPEMEHU U 0€3 KOHCOIUIALINU C T0-
Motbio TTCK 00b19HO pa3BUBaIOTCS PELIUINB WUIIU TTPOTPECCHUS,
a 3HAYUT, U MPOTHO3 B JIOJITOCPOYHOU TMEPCIIEKTUBE OCTAETCs
HebsaronpuaTHbIM. Bornpoc o nposeaeHuun ayto-TT'CK mocie
MUKT y nereii ¢ P-P JIX He uzyyeH. [1o umerommmcs 1aHHbIM,
y B3pocibix ayto- TTCK nocne MUKT sBnsiercst aphekTMBHBIM
U 6e30MacHbIM METOAOM TSI KOHCOIUAALMYA PEMUCCHUH.

e 1 3agaun — orieHUTD 3pdhexkTruBHOCTH ayTo- T['CK y me-
teit ¢ P-P JIX nmocine MMKT.

Marepuaist u meToasl. B HUUM J1OIuT um. P.M. Top6aueBoit
y 15 nmereii, crpagatomnx P-P JIX, 6s11a mpoBeneHa ayto-TT'CK
nocie TpeAuecTByonein tepanuu ¢ npuMeHeHuem MUKT.
Menunana Bospacta coctaBmwia 16 (11—17) net. ¥V Bcex mauu-
€HTOB ObLT HOMYJISIPHBIA CKJIepo3. PacrpocTpaHeHHbIe CTaauu
(IIT u 1V) ormevanu y 10 (66,7 %) 4enoBek, B-cumnrombr —
y 8 (53 %). Yamie Bcero Habmomaaud pedpakTepHOe TEUCHUE
(n=29, 60 %), pexe — peruausupyioiee (n = 6, 40 %), npu
5TOM B 5 cllydasix ObUT ycTaHOBJIeH paHHU# peunnus. [ToBTop-
Has ouoricus (second look) Oblia mpoBedeHa y OOJBIIMHCTBA
narueHToB (n = 11, 73 %). MenuaHa NpealiecTBYIOIINX JI1-
Huii Tepanuu coctaBuia 4 (3—6). Huoaymab npumeHsuin y 12
(80 %) yenosek (B MOHOpeXKMMe — 6, B KOMOMHALIMY C IIUTOCTA-
ThKaMu — 6). B KayecTBe KOMOMHALIMM UCITONIb30BaIM OeHIa-
mycTuH (n = 4), rem3ap (n = 1), 6peHTyKCUMa0 BedoTuH (n = 1).
HuBosnyma6 HasHavyanu B no3e 40 mr (n = 9) u 3 mr/kr (n = 3).
IMem6ponu3ymad ucnoanzoBanu y 3 (20 %) neteit B no3e 2 Mr/Kr
(B MOHOpeXuMe y 2 1 B KOMOMHALIMK ¢ TeM3apoM Y 1). MenuaHa
BBeneHuit MUKT cocraBuna 5,5 (3—18). Craryc 1o 3aboneBa-
Huto nepen ayto-TT'CK: IIP (n = 6, 40 %), yacTu4yHast peMUCCUsI
(n=28,53 %), nporpeccusi (n=1,7 %). B xauecTBe pexkriMa KOH-
nunvoHupoBanus y 13 (92 %) nauuvenToB npumeHsuin BeEAM
(6enmamycTuH — 320 mr/m?; aronoszua — 800 Mr/m?; LuTOo3ap —
1600 mr/m?; mendanan — 140 Mr/m?). ¥V 1 namueHTa UCIOIb30-
BaJIM pexXuM KoHauunoHuposaHus FluBenda (diymapabun —
90 mr/m?, 6engamyctud — 390 mr/m?) B pamkax auio-TI'CK,
OJIHAKO BCJICACTBUE MEPBMYHOIO HEIPVKUBICHUS ObLIA IIPO-
BeneHa peuHdysus ayronornaHbix ['CK. ITocne ayro-TI'CK JIT
npoBoauiu 6 (40 %) nmarmeHTaM Ut KOHCOJUAALMKM PEMUCCUU.

Pesyabratel. [1pu Meauane HabmoaeHus nocie ayro-TTCK
1(0,2—4,25) ron ocratorcs XKUBbI 14 13 15 malueHToB, MPU 3TOM
pemuccust coxpansietcst y 13. OnuH naiueHT norud B paHHEM
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MOCTTpaHCIJIaHTaLMOHHOM Tiepuone ot cericuca. OB u BBIT
B TeueHue 3 jieT npu pacuete nmo Merony Kamnmana—Maiiepa
cocraBui 93 % (95 % AN 61-99) u 76 % (95 % AU 42—-92)
COOTBETCTBEHHO. KUIMHMYECKM 3HAUMMBIX OCJIOXHEHUH IIpU
ucnonbzoBaHuu MMKT He oTMeuanoce.

BoBoasl. Ayto-TI'CK y neteit ¢ P-P JIX mocne npemiiecTBy-
romero npumeHenuss MMKT gaBnsiercss moreHIManbHO 3hdeK-
TUBHBIM U OTHOCUTEJIbHO 0€30MacHBIM METOJIOM TepaIliU y 3Ha-
YUTEIBHO TIPEIJICUCHHBIX TTAIIMEHTOB.

Tesuc Ne 67

Pe3ynbmambl ie4eHud ocmpbix
numtobnacmubiX Neiiko3oB rpynnbi
BbICOKOro pucka y aemeii ¢ npumeHeHuem
annoreHHoli mpaHcnnanmauuu

remMono3amuyeckrux CmMBooBbIX KJIEMOK

N.0. Kocrapesa!, 10.B. JlozoBan', H.A. Bypiaka',
T.A. IToremkuna!, T.3. Anmues!, K.A. Cepreenko!,
E.B. Maunesa'-2, H.A. Barmanosa',

T.T. Banues!, K./. Kupruzos!

'QIBY « HMHI] onxonoeuu um. H.H. baroxuna»
Munsdpasa Poccuu, Mockea;
2PIIKb ®TAOY BO PHUMY um. H.HU. ITupocosa
Mun3zdpasa Poccuu, Mockea

AktyamsHocTh. B Hacrosiiee Bpemst ajuto-TT'CK mpencras-
JISIeT cO0OI eMMHCTBEHHYIO KypPaTUBHYIO BO3MOXHOCTb /IS Jie-
yeHus neteit ¢ OJIJI, oTHECEHHBIX K TpyIIie BHICOKOTO pHcKa.
ITpu pedpaxkrepHbIx hopmax Jeiiko3a, a TakKe MpU pa3BUTUU
peuuauBa 3a00JieBaHUSI BCE MAllMEHTHI JOJKHBI ObITH TpaHC-
TJIAHTUPOBAHBI B CaMble KOPOTKME CPOKU TIOCJ]IE BhIXOJA B pe-
MUCCHIO.

e n 3apaun — ouienka OB 1 BCB nanuenTos ¢ OJIJI mociie
nposeneHust ayuio-TICK, ananu3 ee 2 GeKTUBHOCTH Y 0OTb-
Hbix OJIJI rpyrmbl BeICOKOTO prcka 3a nepuon 2021—-2022

PesynsraTei. C nexkadps 2021 1. mo asryct 2022 1. amno-TI'CK
nojayynau 29 nauveHtoB ¢ OJUJI rpymnmbl BBICOKOTO pUCKa, Me-
nraHa Bo3pacTta — 9 (2—14) neT, mpu 3ToM y OOJIBITMHCTBA Tl -
eHTOB ObUT B-nmnHeliHbIit sieiiko3 — 24 (82,7 %), ¢ T-KjIeTOYHBIM
neirikozoM — 5 (17,2 %) 4denoBexk. Bce maludeHTHI, MOJYYUB-
e anno-TI'CK, Haxoauauch B KIMHUKO-TeMaTOJIOTMYeCcKOi
1 MObB-HeratusHoit pemuccun: B 1-i1 pemuccun — 10 (34,5 %),
BO 2-11 — 16 (55,2 %) u B 3-it — 3 (10,3 %). BceM GoMbHBIM ObLTH
MpOBeIeHbl BBICOKOMHTEHCUBHBIE PEXXKMMbl KOHIUIIMOHUPOBA-
Hust: TOT 12 Ip + srono3ua + daynapadbuH. MckioueHue co-
CTaBWJIM TTAIIMEHTHI 2 JIET, KOTOPBIM OBLI IIPOBEACH MHeI0a0Ia-
TUBHBII peXXVMM KOHIWIIMOMPOBAaHUS Ha OCHOBe OycyiabdaHa
12—16 mr/kr. B KayecTBe MCTOYHMKA TPaHCIUIAHTATa MCIIOJIb-
30BaJICSI HEMaHUITyJMpoBaHHBIT KM OT ramionaeHTHIHBIX
U MMOJTHOCTBIO COBMECTUMbIX POJACTBEHHBIX TOHOPOB: 5 (17,2 %)
u 3 (10,3 %) coorBeTCTBEeHHO. MOOMIM3UPOBAHHBIE ITepUdepu-
YyecKHe CTBOJIOBBIE KJIETKM Mcrosb3oBaiuch y 21 (72,4 %) na-
LIMEeHTA, U3 HUX Ha J0JII0 TTOJIHOCThIO COBMECTUMBIX CHOJIMHIOB
npuiioch 9 (31 %) 6onbHbIX, 7 (24,1 %) GOIBHBIX MOJIYYMIIN ra-
wio-TI'CK u 5 (17,2 %) 6bu1 momoOpan HepoacTBeHHbI HLA-
coBMmecTuMblii JoHOP (10/10). BceM manimeHTaM, MOJYIMBIIUM
HepoacTBeHHY0 ao-TI'CK Oblia mpoBeaeHa cepornpoduiak-
tka (ATTAM B noze 90 mr/kr). Beero ramno-TI'CK 6bi1a mipo-
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BeneHa 12 (41,3 %) naunreHTaM. BOJNBIIMHCTBY M3 HUX B LENISIX
npopunaktuku octpoit PTIIX Obuta BbINMOJHEHA AeTIELIUS
TCRap-mmozutuBHbIX T-mumbormtos — 11 (37,9 %) cnydaes
u 1 (3,4%) nauuent noayuymn ITH®D. BoabHble, KOTOPBIM He
nposonunack TCRof-/CD19-pennenus, monydanu 06a30ByI0
MMMYHOCYIIPECCUBHYIO Tepamnuio ¢ —1-ro AHS KOHIUIIMOHU-
poBaHus: nukiaocrnopud A npu TI'CK oT poncTBeHHBIX JOHO-
poB U Takpoaumyc npu HepoacTBeHHoi awto-TI'CK. Octpas
PTTIX I-II crenienu pasuiack y 20 (68,9 %) 6oabHBIX, [TI-1V
crerieint — y 4 (13,7 %). OB nanmenTos ¢ OJIJI, KoTopbIM ObLIA
nposeneHa amwto-TI'CK, cocraBmna 77,9 %, BCB misa 60mb-
HbBIX 3TOM TpyIiibl paBHa 72,6 %. [1oJis1 peudaMBOB IIOCIIE 3Tala
auo-TI'CK cocrasuia 6,8 %.

3akmovenue. Takum oOpa3om, mnposeaeHue amno-TICK
y naureHToB ¢ OJIJI rpynmbl BEICOKOTO pUCKa MOKa3ajla CBOIO
3G PEKTUBHOCTD, a HEOOJIbIIOE KoryecTBO ocTpbix PTTIX I11—
IV creneHu maet BO3MOXHOCTb CUMTATh BbIOPAHHBIE PEXUMBI
ee Mpo(uIaKTUKN MTPUEMIIEMBIMU U O€30MaCHBIMU. YUUThIBAsI
HUBKUM MpoleHT peruauBoB nocie TTCK, MoxHOo cuuTarh pe-
KUM KOHIMLIMOHUpoBaHUs ¢ BKiaodyeHueM TOT u GycynabgaHa
JIOCTaTOYHO yCHeHbIM 1151 KoHTpoJist OJIJI.

Tesuc Ne 88

Mecmo mpancHa3anbHoii 3HAOCKONUYECKOIl
XUpypruu B KOMNNEKCHOM NeYeHuu femei
¢ paboMuocapKkomoil napaMeHuHreanbHol

NIOKanusayuu

O.A. Mepky.os, B.I. IToasikos, A./l. Ponuna, T.B. TopGyHoBa
DI'BY «HMHUI] onkonoeuu um. H.H. baoxuna»
Munsdpasa Poccuu, Mockea

AktyaasHocTh. 3HO mapamMeHUHIeaIbHON JoKalu3aluu
(omyxoiu, rpaHUYallMe ¢ OCHOBaHMEM 4eperna) — OIMyXOJu Mo-
JIOCTM HOCa M OKOJIOHOCOBBIX Ma3yX, HOCOIJIOTKM, KPBLIIOHEO-
HOU U MOABUCOYHOM SIMOK, CPEHETO yXa, OpOUTHI C UHTpaKpa-
HUAJIbHBIM pacrpoctpaHeHueM. Hanbomee vactermu 3HO sroid
30HHI SBJsTIOTCST PMC, acTe3noneiipobimactoma u HeauddepeH-
UpoBaHHBIN pak. PMC — camblii paciipocTpaHeHHBI BapuaHT
CMT. Pa3BuBasicb B 3TUX aHAaTOMUYECKUX CTpyKTypax, PMC
BOBJIEKAET B ITPOLIECC HECKOJbKO MpUIeXKaIIUX aHATOMUYECKUX
30H, B TOM YMCJIe OpTaH 3peHUs U TOJIOBHOI MO3L. AHATOMM-
YECKU CJIOKHOE CTPOEHUE CTPYKTYp 4epera y JeTeil TPUBOIUT
K HEBO3MOXKHOCTH ITPOBEACHUS aleKBaTHOTO IIAISIIIETO XUPYP-
rudeckoro yedeHus pu PMC mapaMeHUHTeaIbHOM JIOKaI3a-
11U, YTO MOTYCPKUBACT BaXKHOCTb TpaHCHA3aJbHOI 3HIOCKO-
MUYECKON XUPYPIUu.

Hean n 3aga4u — MoKa3aThb BO3MOXHOCTU TPaHCHA3aIbHOM
9HIOCKOIMYECKON XUpypruu npu jedeHun nereit c PMC napa-
MEHUWHTEeIbHO JIOKATN3aIINH.

Marepuaist u meToabl. B nccienosanue (¢ 2011 mo 2022 r.)
BKJTIOUEHBI 36 MallMeHTOB B Bo3pacTe oT 9 Mmecsies g0 14 et
¢ nuarHozoM PMC mapamMeHuHreaabHOl jokanuzauuu. Becem
MMaleHTaM IIPOBOAMJIOCH IIPOTUBOOITYXOJIEBOE JICUCHHE CO-
IJTACHO TPOTOKOJIaM, YTBEPXKIECHHBIM Ha yuyeHoM coBeTe HUU
A0ull ®IrbyY «<HMMUII onkonornu um. H.H. broxuna» Mun-
3napaBa Poccun.

PesyabraTel. 3a nepuoa HaomwoaeHus ot 1 mec go 10 jer
JKUBBI 24 TauueHTa. YMepJud OT MPOrpeccuu omyxoiu — 9, or

PA3AEN VI



11l o6bvepuneHnblii Kourpecc HOAIO u POAO

OCJIOKHEHUI CIeuraabHOTo JieueHus — 1. DHAOCKOMUYECcKue
TpaHCHa3aJbHble OMOICUM OITyXOJM MPOBEAEHBI y 8, U3 HUX
2 71 TOATBEPKACHUS peLiAMBOB 3aboieBaHus1. Bo Bcex ciayya-
SIX MOJTyYeH MaTepua AJisl TUCTOJOTMUECKOTO U UMMYHOTHCTO-
XUMIYECKOTrO MCCIeIOBaHWi. DMOPUOHAIBHBII BapuMaHT BbI-
sIBJIEH y 22, anbBeoJisipHbIi — y 14 mauneHToB. CpeaHee BpeMmsi
npoBeAeHUsT Ouorncuun coctaBuio 52 MuH. CpeaHsiss KpOBOIO-
Teps — 22 M. DHAOCKOMUYECKOE TPaHCHA3aIbHOE [IUTOPEIyK-
TUBHOE yIaJeHUE OMYXOJIU MPOBeAeHO y 9 MalMeHToB Ha 9-ii He-
nene HeoaabloBaHTHOM XT. OCHOBHBIM MOKa3aHWEM sIBJsLIach
BO3MOXHOCTb JOCTUTHYTb RO-pesekuun M oueHka addekra
I TipoBeneHust nocaeonepauroHHoi JIT u agbloBaHnTHOM XT.
PeKOHCTPYKTUBHO-IJIACTUYECKME OIepalliu TOTpeOoBaOCh
BBITTOJTHUTD B 5 cinyvasax. OCHOBHOe MoKa3aHue — JUKBUIALIUS
CUMIITOMOB XPOHWYECKOTO BOCHAJEHUSI U BOCCTAaHOBJIEHUE
HOPMaJTbHBIX (DYHKLIMI HOCOBBIX CTPYKTYP.

BoiBoasl. MeTon  TpaHCHa3aldbHOUW  9HAOCKOMUYECKOUN
XUPYPTrUU CTAHOBUTCS Bce O60J1ee MOMYISIPHBIM B JICUEHUU IETEi
¢ PMC napameHUHreajabHOl JIOKaIU3aluuu Onarogapsi JOCTH-
JKEHUIO TIOJTHOTO BU3YaJIbHOTO KOHTPOJISI BBITIOJIHSIEMbIX MaHU-
MyJSUUA, paguKaabHOCTA BMEIIATENIbCTBA C MaKCUMaJIbHBIM
COXPAaHEHUEM AaHATOMUYECKMX CTPYKTYpP MpPU MUHUMAIbHOM
TPaBMaTUYHOCTU. DHIOCKONUYECKasT TpaHCHAa3aJlbHasl XUPYpP-
ruga y aereit ¢ PMC nmapaMeHUHreaabHOM JIOKAJIM3alUMU pa3BU-
BaeTcs Onarogaps MeXXAUCHUMUITIMHAPHBIM KOMaHAHBIM MOJIXO0-
JaM Y TTOCTOSTHHBIM MHHOBALIUSIM.

Tesuc Ne 38

H3yyenue BNUAHUA Xapakmepucmuk
[ICHOPOB CMBONOBbIX KNEMOK Ha ucxof
annoreHHbiX HepoaCMBEHHbIX

mpancnnanmauuii

O.A. Mumkosa!, E.B. I'ta3?, O.B. Kpacsko?®, JO.E. Mapeiiko',
H.II. Kupcanosa'!, M.I. Haymosuu', /I.B. IIpyauukos’,
ILT. SInymkesuu', A.B. Anekceituuk', H.B. Munakosckas'
TY « PHIIIL] JOT'H» Munszopaea Pecnybauxu Beaapyco, Munck;

2I'Y « Munckuil Hay1HO-NPAKMUMECKUI UeHmp Xupypeul,
Mpancnaanmoaocuu U ecemamonocuu»;

ITHY «Obsedunennblii uncmumym npooiem uH@opmamuxu
Hayuonanwnoit akademuu nayx beaapycu», Munck

AkTtyaasHOocTh. CoBnageHue mno jgokycam HLA-A, -B, -C,
-DRB1 u -DQBI (10/10) sgBasieTcsi «30J0TbIM CTaHIAPTOM»
YCHEUIHOTO MTOMCKa COBMECTUMOTO JOHOPA JJTSI TPOBEICHUS He-
ponctBeHHoit auto-TI'CK. B mocneaHee necsituieTve y4yacTu-
Jock TunupoBaHue Jokyca HLA-DPBI (coBmamenue 12/12),
KOTOpOE, OJJHAKO, He sBJsieTcsl 00s13aTebHbIM. [Ipu Haiuuuu
HECKOJIbKMX JOHOPOB ¢ coBMecTUMOCThIO 10/10 manpHEHIINIA
Moa00p OCYIECTBISIETCS C YYETOM APYrux (hakTopoB, HE OTHO-
camuxcst K HLA-cucteme: moj v BO3pacT JOHOpa, UHGMEKIIU-
OHHBbIN cTaTyc (uutoMeranosupyc (LIMB), Bupyc DniureitHa—
bapp (BBb)), rpynna KkpoBu.

Ilem u 3aaa4l — TIPOBECTH aHAIM3 XapaKTEPUCTUK JOHOPOB
¥ OLICHUTh MX BIWSHNC Ha BBDKUBAECMOCTD ITalleHTa TTOCIe He-
poactBeHHoi amno-TI'CK.

MarepuaJjibl 1 MeTOAbl. B aHanu3 ObUIM BKIIIOUYEHBI pe3yjibTa-
1ol 57 anno-TI'CK oT HepOoACTBEHHOTO JOHOPA, BLITTOJTHEHHBIX
nauueHTaM ¢ OJI Ha 6a3e PecrybnKaHCKOTO HayYHO-ITPAKTH-
YeCKOro IIEHTpa IeTCKOM OHKOJIOTUH, TeMATOJIOTUA M UMMYHO-

PA3AEN VI

Joruu B 20152021 rr. I3 Hux 31 manment ¢ OJIJI u 26 —c OMUJIL.
[ManreHTHI OBLTN pa3aeieHbl Ha MTOATPYIIEI C yYETOM AUArHosa,
craTtyca 3a00JeBaHNs, BO3pacTa, 1moja, MHPEKINOHHOTO CTaTy-
ca M MUCTOYHMKA TpaHCIUTaHTaTa. JIOHOphI — C y4EeTOM COBMeE-
ctumoctu o HLA-cucreme, Bo3pacta, nojia, MHQEKLIMOHHOTO
craryca. Kaxapiii 3 ¢akTopoB paccMaTpuBaJiCsl OTAEIbHO. 3a
MEePBUYHYIO KOHEYHYIO TOUKY OblIa mpuHsITa OB, a cMepTh oT
J000M MPUYMHBI CUUTATACh COObITUEM. Mopdosornyeckuid,
LIMTOTEHETUYECKUIA WJIM MOJIEKYJISIPHBII pelUaB 3a001eBaHUS
TakKe cuuTtasics coobiTueM. [Togdop HepoaCTBEHHOIO JTOHOpPa
CTBOJIOBBIX KJIETOK TIPOBOAWJICS C YY€TOM CTETIEHU COBMECTHU-
moct mo HLA u apyrux kputepueB. MennaHa HaOI0IeHUS
cocTtaBmiia 54 mec.

PesyabraTel. HamMu He mosiyyeHO cTaTUCTUYECKM 3HAYUMBIX
pasnuunii B gmmteabHoct OB mpu mpoBeneHun amno-TICK
OT HEPOJACTBEHHBIX JOHOPOB, OTINYAIOIINXCS IO IOy (TT0JT IMa-
uuenra p = 0,877, non poHopa p = 0,251), Bo3pacty (Bo3pact
nauuenTa p = 0,121, Bo3pact goHopa p = 0,616), LIMB-cTarycy
(p = 0,202), BOb-crarycy (p = 0,141) u cTeneHU COBMECTUMO-
ctu mo HLA-cucteme (10/10 u 9/10, p = 0,092), nuarnos: OJIJT
vs OMIJI p = 0,854, pemuccusa 2+ vs pemuccust 1, p = 0,704.
BaxxHbiM (pakTOpOM, BAUSIONIMM Ha IauTeabHOCTh OB, sBsI-
eTCS TTPOMEXYTOK BPEMEHM OT MOMEHTa MOCTAaHOBKM JTHArHO-
3a 10 TpaHcIUlaHTauuu (6osbine 8 Mec vs 1o 8 mec, p = 0,039)
M UCTOYHMK TpaHCIUIaHTaTa (mepudepruveckue CTBOJOBBIC
kietku vs KM, p = 0,006). HamMu He MOJIyd4eHO CTaTUCTUYECKU
3HAUYMMBIX pa3tuuuii B mmTenbHocTH BCB mipu mpoBemenuu
auto-TI'CK oT HepoACTBEHHBIX TOHOPOB, OTIMYAIOIINXCS II0
noay (rmos nauuenTa p = 0,757, nmoa noHopa p = 0,482), Bo3pa-
cty (Bo3pact nauueHrta p = 0,401, Bo3pact noHopa p = 0,720),
LIMB-crarycy (p = 0,482), BOb-cratycy (p = 0,306) u creneHu
comectumoctu mo HLA-cucteme (10/10 u 9/10, p = 0,167),
nuarHo3sa: OJIJI vs OMJI p = 0,552, pemuccust 2+ vs pemuccus 1,
p = 0,183. CratucTUYeCKU 3HAYUMBbIC pa3adyusl B AJIUTEIbHO-
ctu BCB mony4yeHsI B 3aBUCMMOCTH OT IIEPHOIa OT MOMEHTA T10-
CTAHOBKM JMarHo3a A0 TpaHCIIaHTaluu (Oosblie 8§ Mec Vs 10
8 mec, p < 0,010) 1 oT UCTOYHUMKA TPaHCIIaHTaLUMU (TTepudepu-
4yecKMe CTBOJIOBBIC KiteTku vs KM, p = 0,026).

BoiBoapl. Haubonbiiiee BIMsIHME Ha MCXOJ HEPOACTBEHHOI

amno-TI'CK oka3pIBalOT MCTOYHUK TPAHCITJIAHTATA M CPOKU BbI-
nostHeHusT TT'CK oTHOCUTETBHO IaTHl TOCTAHOBKM AUArHO3a.

~ 76 ~



11l o6bvepuneHnblii Kourpecc HOAIO u POAO

Te3uc Ne 27

Mymauyus-ocHoBamenb B rexe anbda-uenu
UHmepneikuxa-7 y femei ¢ NOCMEpPMmMHbIM
AUArH030M MA¥Kenoro KOMGUHUPOBAHHOIO
uMMyHoethuyuma B cnaBAHCKOU nonynayuu

E.A. IToasikosa'!, 1.C. Cakosuu', JI.B. KocTiouenko?,
A.H. Kynunnckas!, K.B. Teiiep?, A. Jleiicc-IIunnep?,
A.A. Murac!, O.H. Poxko*, A.M. Xanudanosa®,
T.M. Muxanesckas', T.B. Kyreiiko!, M.B. benesues',
N.B. Haymuuk®, E.I. TonoBaras®, O.B. I1pedymeBckas®,
O.P. Boapuyk’, T.B. I'npusan’, O.B. Aneiinukona®,
I1.H. JInciox®, C.O. Illapanosa!

TY «PHIII] IOT'H» Mun3zopasa Pecnyoauxu Beaapyco, Munck;
23anadnoyKpaunCcK Uil Cneyuaiu3upoeantblii 0emcKuil MeOUyuHCKU
yeump, J1v608;

SAmbynamopras ummyHonoeu1eckasn KauHuxka, Bena;

*YV3 «bpecmcras demckas obnacmuas 6oavHuya», bpecm;
SHauuonanvHolil yHUeepcumem 30pasooxpanenus Ykpaunol
umenu I1.J1. lllynuxa, Kues;
°I'Y PecnybaukancKuil Hay4yHO-NPpAKMUYECK ULl UeHmp
«Mamb u dums», Munck;
7TepHONOAbCK UL HAYUOHANbHBIH MEOUUUHCKUL YHUGEPCUMem
umenu U.A. Topoauesckoeo;

SOI'BY «<HMHUI] JITOH um. Jimumpus Poeauesa»,
Mun3zdpasa Poccuu, Mockea;

’TY «bpecmckoe 00aacmHoe Namoa020aHamoMu4ecKoe 61opo»

AkryamsHocTb. [ledunut anbda-ternu MJI-7 (IL7Ra) siBnsier-
Csl TIPUIMHON TSDKEJIOTO KOMOMHUPOBAHHOTO UMMYHOIE(DUIIN-
ta (TKU/) ¢ ayTocOMHO-peleCCUBHBIM TUTIOM HACJIEeTOBAaHUS
u ummMmyHosiorndeckum derorurom T-B*NK* TKWJ (OMIM
608971). Ha ero mosmto npuxoautcst ipumepHo 10 % Beex ciyva-
eB TKMJI. MianeHyeckasi CMEPTHOCTb Cpeay IeTeil, poxkaeH-
HBIX B CPOK, B benapycu oTHOCUTEIbHO HU3Kas ¢ KO uiineH-
ToM 2,4 Ha 1000 pommBIIMXCS KUBBIMHU. Benymmmmu mpruauHaMmu
SIBJISTIOTCSI BPOSK/IEHHBIE TIOPOKYW Pa3BUTHS, TIepUHATAIbHAS ac-
ukcus, nHGEKIIMKY 1 BpOXKIEHHBIE HAPYIIIEHNUST METa00IM3Ma.
CUHIPOMBI XPOMOCOMHBIX aHOMAJINii, BPOXJIEHHBIE TOPOKU
cepilia, JIerouyHasi TUTOTUIa3usl U TsKesble NedeKThl HEPBHOMU
TPYOKM COCTaBJISIIOT OOJIBIIIMHCTBO JIETATbHBIX aHOMAJIU pa3-
BUTHS. B HacTosiiee BpeMsi U3BECTHO, YTO MHOTHE HO30JIOTH-
YeCKNe CUHAPOMBI TIEPBUYHBIX UMMYHOIE(UIIUTOB BKITIOUAIOT
B CBOIl CUMIITOMOKOMIUIEKC Pa3JIMUYHbIE BPOXKICHHBIE TTOPOKU
Pa3BUTHSI — 3TO HE COMYTCTBYIOIIAs ITATOJIOTHS, 8, KaK MPaBUIIO,
CJIeICTBUE OJTHUX U TeX XK€ TeHeTUUECKUX Ne(EeKTOB.

Iean u 3a1a44 — U3YYUTb F€HETUUYECKHE MPUUYMHBI PaHHEH
MJIAZIICHYECKOM CMEPTHOCTH B KOTOPTE TAIIMEHTOB C TIPEATIOJO-
XKUTeIbHbIM quarHozom TKWI.

Marepuaisl 1 MeToabpl. Hamu mpoBeneHO MHOTOIIEHTPOBOE
perpocnekTuBHOEe ucciaenoanue JJHK manmeHTOB ¢ KIMHM-
yecKu momo3peBaeMbIiM auarHo3oMm TKUWJI 6e3 reHeTnuecKoro
noaTeepxkneHus u3 benapycu (n = 22) u Ykpaunsl (n = 24). 114
ucclienoBaHus ObLIM OTOOpaHbl AETU, YMEPIIKUE B BO3pacTe A0
1 roga oT OCIOXHEHUI reHepaan30BaHHbBIX MH(MEKIU, cpeau
HUX MaJb4MKOB ObUTO 26, neBouyek — 20. MaTtepuaaom It uc-
clenoBaHus nocayxkuia reHomHasg JJHK, monyyenHas us «cy-
X0 Kariu» KpoBu (n = 21), popMannH-(pUKCUPOBAHHOMN TKaHU
(n=19), uenbHoii [1K (n = 6). [Torck reHeTUYECKOrO BapruaHTa
OBbLT BBITIOJTHEH METOIOM BBICOKOIPOM3BOIUTEIBHOIO CEKBE-
HUpOBaHUsA ¢ ucnoab3oBaHueM maHenu «I[1WJl», cocTosieit
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u3 102 reHOB, OTBETCTBEHHBIX 3a MTPOSIBJIEHE KOMOMHUPOBAHHBIX
nvmMyHoneduimToB/ TKI I 1 KammisipHOTO CeKBEHUPOBAHUS TIO
CoHrepy reHa /L 7Ra. KonuecTBeHHbINM aHAIU3 KOJIbLEBBIX (hpar-
MenToB JITHK T- u B-xierounoro perrenitopa (TREC u KREC)
npoBoauu Metoaom ITLIP B pexkrime peabHOro BpeMeHU.

Pesynbrarel. CorjiacHO IOJIyYe€HHBIM pe3yibraTaMm, y 19/46
naiueHToB MeauaHa 3HayeHuii TREC cocraBuna — 4,2 x 103
(0—2,0 x 10%)/10°¢ neiikormroB u KREC — 4,6 x 10° (0—3,9 x
10%)/10° j1eiiIKOLMTOB COOTBETCTBEHHO. ¥ 3 mauueHToB ¢ T-B*
TKUWA TREC ne perektuposanuck, a KREC 0bl11 B 1narna3oHe
HOpMaJIbHBIX 3HaueHwmit (8,2 x 103 (2,7 x 103 — 2,1 x 10%)/10°
JIEUKOIUTOB). Y 2/4 MalimeHTOB reHeTUYeCKUil BapuaHT p.S44R
B reHe /L 7Ra ObUI BBISIBIIEH B TOMO3UTOTHOM COCTOSIHUM, Y 2 —
B IeTEPO3UTOTHOM COCTOSIHUU, ¥ | — reTepo3uroTHbI KoMIa-
VHI ¢ ApYyrUMH MyTarusiMu B reHe IL7Ra: p.C57R, p. R206Q,
KOTOpBIE oImrcaHbl B 0aze maHHbIX ClinVar Kak BapuaHTHI ¢ He-
ornpe/esIeHHbIM 3HaueHreM. [eHeTnueckuii BapuaHT p.S44R He
aHHoTtupoBaH B 0a3e maHHbIX ClinVar. CoriacHo mporpaMmam
Mutation Taster, SIFT u PolyPhen-2, nporHo3upytomum ¢hyHK-
LIMOHAIbHBIE TIOCHAENCTBUSI HECMHOHMMWYHBIX 3aMEH, 3TOT
BapMaHT KJacCU(PUIMPYETCsl KaK BEPOSITHO TATOTEHHBIN TIO0
mkasie naroreHHoctu (9/10). IMauyeHTbl ¢ TOMO3UTOTHBIM Ba-
puaHToM p.S44R ponwince B 3ananHoi yactu YKpauHsl (n = 1)
u B benapycu (n = 1) B HepOJACTBEHHBIX CEMbSIX, T€TEPO3UTOT-
HBII1 BADMAHT BBISIBJIEH Y 2 MallMeHTOB U3 benapycu.

BoiBoapl. [To HamuM JaHHBIM, MOBTOPSIIOLIASICSI MYTaLIMs
B reHe /L 7Roa MOXeT ObITh CBsI3aHa C «3(P(PeKTOM OCHOBATESI»
B BOCTOYHOCJIABSIHCKMX CTPaHaXx.

Tesuc Ne 28

[luarHocmuyeckad 3HayumMocmb
onpenenenud TREC u KREC B quarnocmuke
nepBuUYHbLIX UMMYHOAEULUMOB

E.A. ITonsikosa', M.B. Crérannesa?, U.E. I'ypbsnosa’,
I.B. JIyukosuy', B.1. Kaszak!, T.I1. Boogamux!,
10.C. XKapankosa', C.H. Anemkesuy', C.A. bepecrens!,
A.C. Craposoiitosa!, M.B. Benenuen!
TY «PHIII JIOTH» Mun3dpasa Pecnybauku beaapyce, Munck;
2PIAOY BO «Kazanckuii (IIpusosxcckuii)
¢hedepanvruiii yrusepcumem», Kazarw
AkryanpHOocTh. TREC 11 KREC siBiisitoTCst MoG0YHBIMU MPO-

IyKTamMu anucomainbHoi KonbleBoir JIHK, koropeie oGpasy-
101cs1 B pesynbrare V(D)J-pekomOuHanum petentopoB T- u B-
JuMdonuToB B TuMyce 1 KM cooTBeTcTBeHHO. HU3kue ypoBHU
TREC/KREC B IIK cBs3anbl ¢ T- u/unu B-kinetrouHoit aum-
domnenneir. Umenno TREC koppenupyet ¢ T-KJIeTOUHOM JTMM-
donenueii y nereit ¢ TKUJ, KREC — ¢ ypoBHem B-numdo-
LIMTOB Y TAIIMEHTOB ¢ X-CIEIUICHHOW araMMarjoOyJIMHEMUCH.
HekoTtopbie ¢hopMbl TepBUYHBIX UMMYHOIE(ULIMTOB, TAKKE KaK
KOMOMHUPOBAaHHBIE UMMYHOACOUIINTHI, IPU KOTOPBIX HAOIIO-
naercs T-u/unu B-knetouHas numMborneHus, Takke MOTYT ObITh
MUaTHOCTUPOBAHBI C MOMOIIIBI0 METOAa KOJIMYECTBEHHOTO OII-
penenenus konuit TREC/KREC.

Ilemm u 3ama4m — IMPOBECTU OLICHKY TMArHOCTMYECKOM 3Ha-
gyuMmocTn ompeneiacHnst kommdectBa TREC/KREC mocpen-
crBoM MysbruiuiekcHoit 1P B pexume peaibHOro BpeMeHU
y MalMeHTOB C F'eHETUYECKU YCTAHOBJIEHHBIM IMArHO30M Iep-
BUYHOI'O UMMYHOIe(DUIIUTA.

PA3AEN VI
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MartepuaJsi 1 MeToabl. OObEKTOM HCCIeT0BAHUS TTOCTYXKUIU
obpasubl [TK 98 3mopoBbIx aeTeii B Bo3pacTe 0—15 jeT, KoTopblie
COCTaBWJIM KOHTPOJIbHYIO Ipymniy, 80 MalMeHTOB C MePBUYHBIM
umMyHoneduuutoM B Bospacte 7 (0,1—15) ner: ¢ TKUI — 12,
C aTtakcueii-teneaHruakrasueit — 12, ¢ cunapomom Huii-
mereH — 17, ¢ X-cuerieHHON arammarjoOyauHemuein — 15,
¢ 3a00JiIeBaHUSIMU UMMYHHOI TuUcperyisiiuu — 14, ¢ CuHapo-
moM Buckorta—Onapuya — 10. AHaIM3 AMAarHOCTUYECKON 3HA-
YUMOCTU MPOBOAWIM MYTEM MOCTPOEHUST XapaKTEPUCTUUECKUX
ROC-kpuBbIX 1 onpeaeseHus miomanu non kpusoit AUC. s
MOCTPOEHUST MPOTHOCTUYECKUX MoJeseit ObUTM BbIOpaHbI MPU-
3HaKM ¢ ypoBHEM 3HauuMocTu p < 0,05.

PesynsraThl. B pesynbrate TpOBENEHHBIX HCCIETOBAHUN
ycraHoBieHo, uyTo AUC (TREC u KREC) misi nnarHoctuku
T- u B-knerouHoil tumdonenun y nauueHtoB ¢ TKU co-
craBuia 1,00 = 0,0 (p < 0,0001) ¢ AMarHOCTUYECKOI UyBCTBU-
TEJIBHOCThIO U crielbuIHOCThIO, paBHbIMU 100 %. Tlnoianp
non kpuBoit AUC (TREC) mng auarHoctukud X-CLETUIeH-
HOW araMmmMarnioOyanHemuu cocrasuia 0,62 £ 0,07 (p = 0,16)
C IMArHOCTUYECKOW YYBCTBUTEIHHOCTBIO U CIIEM(UIHOCTBIO,
paBHbiMU 14,0 % u 93,6 % coorBerctBeHHO. AUC KREC co-
craBuia 1,00 = 0,0 (p < 0,0001) ¢ AMarHOCTUYECKOI UyBCTBU-
TeabHOCTBhIO U crieuuduyHocToio 100 %. AUC (TREC) mna
auarHoctuku T- u B-kietouHoilt JuM@oOneHUM y TMalueH-
ToB ¢ nedekramu perapanumn JHK cocrasuna 0,99 + 0,008
(p < 0,0001) ¢ IMarHOCTUYECKOM YYBCTBUTEILHOCTBIO 93,4 %
u crneuuduuHocteio 97,4 %. AUC (KREC) cocrasuia 0,98 +
0,015 (p < 0,0001) ¢ aMarHOCTUYECKOI YYBCTBUTEIbHOCTBHIO
93,5 % wu cneumduyHocThio 98,7 %. Ilpu aHanu3e mokasaTe-
Jieil Tpyu 3a00JeBaHUSIX WMMYHHOW TUCPETYJISIIUM TUIONIAIb
non kpuBoit AUC (TREC) coctaBuna 0,99 £+ 0,007 (p < 0,0001)
C JMArHOCTUYECKOM 4YyBCTBUTEJNBHOCTBIO 93,3 % u creuu-
duunocteio 96,3 %. AUC (KREC) cocrasuia 0,87 = 0,06
(p < 0,0001) ¢ IMarHOCTMYECKOM YYBCTBUTEILHOCTHIO 86,6 %
u crneuuduaHoctoio 94,6 %. AUC (TREC) mia nuarHocTHKA
cunapoma Buckorra—Omapuya cocrasuna 0,63 £0,1 (p =0,16)
¢ uyBcTBUTENBHOCTEIO 30,0 % 1 crietmduyHocTthio 78,1%. AUC
(KREC) cocrasuia 0,61 £ 0,09 (p = 0,23) ¢ 4yBCTBUTETbHOCTHIO
20,0 % u cieundudHOCTLIO 82,4 %.

Bosoapl. Onipeneneane TREC/KREC nnarHocTnaecku 3Ha-
YUMO B BBISIBJICHUU TTEPBUYHBIX UMMYHOIE(UITUTOB, TAKUX KaK
TKUWUM, aramMario0yIMHeMus, CHHIPOMBI XPOMOCOMHOM Hec-
TabuwiIbHOCTH, UMMYHHas nucperyisiiust. Onpenenenue TREC/
KREC o6magaer HMU3KOI WH(GOPMATUBHOCTHIO M, COOTBETCT-
BEHHO, HE MMEEeT JMArHOCTUKOW 3HAYMMOCTU TIpU CUHIPOME
Buckorra—Ongpuua.

Tesuc Ne 90

Pazsumue nenmoMeHUHreanbHbiX
Memacma3os paaoMuocapkombl

napamMeHuHreanbHoil NoKanu3ayuu y aemei

A.JI. Poguna, B.T. IToaskos,
T.B. T'opoyHoBa, C.P. BapdosomeeBa
DOIBY «HMHII ouxonoeuu um. H.H. broxuna»
Munszdpasa Poccuu, Mockea

AxkTyampHOCTh. CoracHo MeXmyHapomHOI THCTOJIOTHYE-
CKO¥1 KiaccuduKauuu, 3aperucTpupoBaHo okojio 150 paznnu-
HbIX MOPGOJIOrMYECKX BAPUAHTOB OMYXOJIel MSITKUX TKaHEH,
u3 HuX 45 % npuxonurca Ha PMC. B 25 % ciy4aeB npu MHU-

PA3AEN VI

UAJTbHOM TUAarHOCTUKE BBISBIISIIOTCSI OTHAJICHHBIE METACTa3bl
B Jierkux, Koctsax, KM. B 8 % ciyyaeB oTMevaercs JielTome-
HUHTeaJIbHOE METacTa3upoBaHWE — PacIpPOCTPAaHEHUE OITyXO-
JIEBBIX KJICTOK Ha MSTKYIO M MAyTUHHYIO O0OJIOYKN TOJIOBHOTO
M CIIMHHOTO MO3ra 1 cybapaxHOouAaJIbHOE TTPOCTPAHCTBO 10 Tie-
pyudeprdecKUM WM YeperHBIM HEepBaM W MHTpaKpaHUaJIbHOE
pacIpocTpaHeHue U3 COCEAHNX aHATOMUYECKHUX 30H B BEIIIECTBO
TOJIOBHOI'O MO3Ta.

enn u 3a5a41 — cOOOIINTH O YACTOTE BCTPEYAEMOCTH, TTPO-
THO3€ JIEITOMEHUHIE€AJIbHOTO METacTa3upoBaHUSI U TMpeacTa-
BUTb PE3YJIbTAThI JICUCHUS I€TEH C UHTPaKpaHUAJTBbHBIM PaCIpo-
ctpaHeHuem PMC.

Marepuanast u Metoasl. B uccienoBanue (2003—2021 rr)
BKJTIOUCHHI 45 TalMeHTOB (MaJbunkKu — 25, meBouku — 20)
C yCTaHOBJIEHHBIM rarHo3oM PMC nmapaMeHUHTeabHOM JIOKa-
JI3aIUU C THTPAKPAaHUAJIbHBIM PACIIPOCTPAHEHUEM U JIETITOME-
HUHTeaJIbHBIM MeTacTa3upoBanueM. MenauaHa Bo3pacra — S JieT.
B uccenoBaHum GbUT0 6 MAIIMEHTOB PaHHETO TETCKOTO BO3pa-
cta. [lepBuuHasi omyxoJib pacrpoCcTpaHsiach B OpOUTY ¥ OCHO-
BaHUE Yeperia — 1o 7 ciydaeB, CpeHee yXo — 4, HOCOTJIOTKY — 3,
BEIIECTBO TOJOBHOTO Mo3ra — 16. MeTactasbl B perOHapHBIX
JIY 3apeructpupoBaHBbI y 7 TalIMEHTOB, B KOocTaX 1 KM — y 4 ia-
IIMEHTOB, JIENTOMEHWHTEAIbHOE METacTa3uPOBAHUE BBISBICHO
B 2 ciydasx. JlekapcTBeHHOE JieYeHME COTTIACHO MPOTOKOJIaM,
yTBepXKaeHHBIM Ha yaeHoM coBete HUUW 10Oul’ ®I'bY «HMMUAIL
oHnkosnoruu uMm. H.H. bnoxuna» Munsapasa Poccuu, nonyyunu
45 nmaumenTos, JIT — 33. Xupypruueckoe jiedeHre MPOBEICHO
15 GosibHBIM. MHOrOKOMMOHEHTHOE JIEYEHUE OCYIIECTBJIEHO
y 15 mauuenToB. JlenTtoMeHMHTeaIbHOE METACTA3UPOBAHNE BO
BpeMsI TIPOBEIEHUST XMMUOJIYUYEBOI Teparu TUarHoCTUPOBAHO
y 13 maimeHToB, paHHUIi peluaAnB — Yy 2.

Pesynbrarel. KiinHuyeckass KapTUHa JIEITOMEHUHI€aIbHOIO
MeTacTa3upoBaHUSI pa3HOOOpa3Ha: rojioBHasi 00Jib pa3BuUJIaCh
y 9 maumenTtos, TUP —y 10, cynoporu — y 4 n ouarosasi HeBpo-
Jlornyeckas cumnromaTuka — y 8. Ymepnu 24 (51,1 %) nauueH-
Ta, U3 HUX OT OIyX0JieBoii mporpeccuu — 23 (95,7 %), ot ocnox-
HeHU JedeHus (OKKI03uoHHas1 ruapouedanust) — 1 (4,3 %).
XKusbl — 21 (46,6 %). Menuana HabmoneHus: — 14 net. CpenHsist
BbDKMBAEMOCTb I10CJI€ YCTAHOBJIEHUSI JICITOMEHUHICAIbHOIO
MeracrasupoBaHus — 2,5 mec. [Tarunetnss OB — 42 %.

BbiBoapl. JleueHre TaHHOM TPYIIIbI MAlMEHTOB — aKTyajlb-
Has ipobJieMa eTcKoit oHKojoruu. [IpoBeaeHre MHOTOKOMITO-
HeHTHOU XT B couetanuu ¢ JIT He MO3BOJISIET AOCTUYD ITOJTHOTO
KOHTPOJISI Haj 3a0ojieBaHueM. [IporHos rnpu pa3BUTHM JIEIITO-
MEHUHIeaJIbHOIO METAacTa3upOBaHUsI KpaiiHe HeOJIaronpusiT-
Hblii. B OCHOBY Jile4eHUsI JTaHHOI KOrOPThI MALMEHTOB BXOIUT
ITXT ¢ uHTpaTeKaabHBIM BBEICHUEM IMPOTHUBOOITYXOJIEBBIX ITPe-
napaTtoB 1 nmpoBegeHeM KCO. YUToObl 10OUTHCS 3HAYUTETHLHO-
ro YJIydlleHMs] BBDKMBAEMOCTH HETEi C JIeNTOMEHUHIealbHbIM
MeTactazupoBaHueM PMC mapaMeHMHreaabHON JTOKAIU3aluu
TpebyeTcs pa3paboTKa HOBBIX MYJIBTUIMCLUUIUIMHAPHBIX METO-
JIOB JICUCHMUSI.
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Tesuc Ne 110

fiponpanonon u cuponuMyc B NeYeHuu

KanowugopMHoll reMaHruo3HaomenuoMbl

X.M. Pycramosa, B.I11. CaiiutoB, K.3. Uckanaapos
Hayuonanwubiii demckuii meduyurckuii yeump, Tawkenm

AkTyanbHOCTh. KanommdopMHas reMaHTMOHA0TEIMOMa —
penxasi, MOTeHIMAIbHO OIacHas JUIS XU3HU COCYAUCTasl OIMy-
XOJIb, KOTOPAsi aCCOLIMUPYETCS C TPOMOOLIMTONIEHUEN 1 KOaryJio-
naTtuei, uzBectTHoi Kak cuHapoM Kazabaxa—Mepputt (CKM).
M3-3a penkocty U cnoxHocTU auarHoctuku CKM obuenpuHs-
THIX KIIMHAYECKUX PEKOMEHAALIUH M0 JICYEHUIO 3TOro 3ab0seBa-
HUS MOKa HET.

enu u 3ana9m — oueHUTH 3HGHEKTUBHOCTD U 6€30MTaCHOCTh
MPUMEHEHUs TTPOTIPaHoJI0JIa U cupoiumyca st ieueHuss CKM,
cpaBHUTH 3 dexTuBHOCTD ieueHuss CKM naHHBIMU TIpemnapa-
TaMu 1ipu oMot rozacueta OR.

MarepuaJjibl 1 MeTObI. bblT MpoBeAeH BCECTOPOHHUI 0030p
ymtepatyphl ¢ sHBapg 2000 1. mo guBaph 2022 1. JIng MetaaHa-
Jm3a Ob1o otobpaHo 10 mccnepoBanuit. IlaTh uccnengoBaHmii
Bruioda 120 4enoBeK M cooOlmaar 00 OTBETE M IMOOOYHBIX
addekTax TMpompaHoIoja TPU JIEUEeHUM KarnomndOopMHO
TeMaHTUOYHIOTEIMOMBI. B 5 wmccienoBaHMsIX, BKITIOUABIINX
220 maumeHTOB, COOOIIAIOCH O PeaKLIMU 1 6e30ITaCHOCTH CHUPO-
JIMMyca Mpu JIeYeHN W TaHHOTO 3a00JIeBaHUS.

PesyabraTel. O0beauHeHHBIN ToKa3zateab OR miasa addek-
TUBHOCTH mponpaHosoa coctaBwa 0,61, mis apdekrnBHOCTH
cupoaumyca — 0,91. [TobouHble 3¢PeKThI, CBSI3aHHBIE C MPU-
MEHEHMEM IIPOIPaHOJOo/a, BKIOYAIM TUIIOTOHUIO, IOTEPIO
alrneTuTa U JIErKoe MOBBIIEHUE YPOBHS IIIOKO3bl. [10004HbBIE
a(deKThI, CBSI3aHHBIE C Teparueil CUPOJUMYCOM, BKJIOYAIU
00paTUMBble JIEUKOIEHUIO U JIMM(OIIEHUIO, ITOBBIIICHUE TPaH-
caMMHa3, TUIEePTPOMOOIIMTO3, TUIIEPIUNUAEMUIO, JTUXOPAIKY,
MHOEKIINIO, OPOHXUT, MyKO3UT, KOXKHYIO ChlIlb, PBOTY U IMAPEIO.

BoiBoabl. JlaHHBIN CHCTEeMaTUYECKMiT 0030p ToKa3ajl HU3-
Ky1o 3(p(PeKTUBHOCTb MPOIpPaHOJIoJa U BBICOKYIO 3(h(hEeKTUB-
HocTh cuposumyca B JeueHuu CKM. Mcxons u3 nmeromumxcs
B JINTEpaType JaHHBIX, MOXHO MPEAOJOXHUTh, YTO CUPOJIUMYC
SIBJISIETCST TTIOTEHLMAIbHO 3(D(EeKTUBHBIM 1 0€30TaCcHbIM METO-
nom nedeHuss CKM. PekomeHnayeTcst mpoBeaeHUe AadbHENRIIINX
PaHIOMU3UPOBAHHBIX KOHTPOJIMPYEMBIX UCCIIETOBAHUIA.

Tesuc Ne 31

Pe3ynbmambl annoreHHodl mpancnaanmayuu
reMonoamuyeckux cmBoJioBbIX KNeMmok
y aemeii ¢ peyuausupyowumu/
pethpakmepHbiMu hopmamu ocmporo

numtobnacmuoro neiiko3a

E.B. CemenoBa, O.B. ITauna, I1.B. Koxokapb,
2K.3. Poxmanosa, A.C. ®pososa, A.C. bopoBkosa,

JI.A. IIBetkoBa, A.A. Ocunosa, T.JI. [uaomuna, 1.M. Bapxaros,
AJL. Ansuckwuii, E.B. badenko, T.A. beikosa, JI.C. 3ybapoBckas
HUU JIOTuT um. P.M. Topbauesoit ©I'bOY BO [ICIIoIMY
um. akaod. U.11. [lasroea Mun3zdpasa Poccuu

AxkTyanbHOCTh. Perunusupytommit OJIJI octaercs cioxXHOM
3amadeii T oIpeAe/ICHUs TepareBTUICCKON TAKTUKH Y IETCH.
TTokazarenu BbikuBaeMocTu nauueHToB ¢ OJIJI obpaTtHO Tpo-
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MOPLUMOHAIBHBI KOJIMYECTBY pelUAMBOB. Eciin mpu pa3BuTumn
1-To pelmanBa OTOCTUKCHME ITOBTOPHOM PEMUCCUU BO3MOXKHO
y 83—93 % nereit u ux S5-netusis BPB cocraBiser 50—65 %, To
MPY BO3HUKHOBEHUU 2-TO pellUaINBa TOIBKO 44 % neteit mocTu-
raiot 3-ii pemuccuu, ux S-netHsss BPB cocrasnster 27 %. dis
MMAIIEeHTOB, Y KOTO Pa3BWJICS 3-1 peLIMINB, JOCTIKEHUE PEMHUC-
CHUM BO3MOXKHO TOJIBKO B 27 % cityuaeB, a ux 5-ietHsis bPB He
npeBbimaer 15 %. IMosgBaeHne HOBBIX ITPEIIapaToB, TAPTeTHOM
tepanuu U UT cnocoOCTByeT YaCTUYHOMY IPEOAOJCHUIO pe3un-
CTEHTHOCTH, BBHMY 3TOTO IMOKAa3aTeJIM JOJITOCPOYHOM BBIKMBA-
eMmoctu neteit ¢ P-P OJIJI 3HaumMo He yaydmmianck. s aToi
rpynnsl nanueHToB amio-TI'CK ocraeTcst, BO3MOXHO, HEO0X0-
TUMBIM 3TaIllOM Teparuu, a I HEKOTOPBIX — ¢IMHCTBEHHBIM
BapuaHTOM JICUCHUSI.

e u 3agaum — oueHUTHL postb amno-TI'CK B neyennu ne-
teii ¢ P-P OJIJI.

Marepuainst u MeToabl. C ssHBapst 2000 1. mo meka6bps 2019 T
B HUUM JOIuT um. PM Topb6aueBoit 117 mauueHtoB (3—18
net, mennaHa 13 set) ¢ P-P OJIJI momyunnm amuro-TI'CK. Cpe-
I HUuX Oblu 34 mauueHTa, y Kotopblx Ha MoMeHT TI'CK Oblia
3-a pemuccusi (MOb-neratuBHas y 24 u MOB-mo3utnBHast
y 10), 9 mereii TpaHcIuIaHTUpPOBAIUCh B 4-1i pemuccuu (MOB-
HeratuBHag y 6 1 MOB-nio3utuBHasg y 3) 'y 74 [MarHoCTUpO-
BaHO PE3UCTCHTHOE Te4yeHUe (IMepBUYHO-PE3UCTEHTHBIE — 6,
1-7i pe3ucTeHTHBIA peunauB — 24 (o4eHb paHHUU y 15 ge-
Tei), 2-i1 — 27, 3-it — 17). HeGmaronpusiTHbIe IINTOTCHETHYE-
CKH€ U MOJIEKYJsIpHO-TeHeThnYeckue usmeHenus (t(9;22) (q34;
qll), KMT2A-r, runogurionaust, iAMP21, t(17;19)(q22;p13)
TCF3-HLF, CRLP2) obuin y 16 (14 %) neteii, 6aronpusiTHbIe
(t(12;21) (p13; g21) ETV6RUNXI, runepnurionaust) — y 15
(13 %) v HelATpalibHbIE (B TOM YKCIIe O3 IOJIOMOK U MyTaLUii) —
y 86 (73 %). Ano-TI'CK Gblja BBIIOJHEHA OT COBMECTHUMOTO
poacTBeHHOro AoHopa y 15 (13 %) nauueHToB, OT HEPOACTBEH-
Horo foHopa — y 49 (42 %), oT ramonaeHTUUHOro — y 53 (45 %).
ITo MHTEHCUBHOCTU PEXMMOB KOHAMIIMOHUPOBAHMS MALIMEHThI
pa3neMIINCh Ha 3 TPYIIIEL: ¢ MUeI0abIaTuBHBIM (n = 78, 67 %),
CO CHUKEHHOM TOKCUYHOCTBIO (n =9, 8 %), CO CHUKEHHOI UH-
TeHCUBHOCTBIO (1 = 30, 25 %).

Pesymbratel. [Iprxusienune 'CK cocrostiocs y 97 (83 %)
naueHToB: y 38 (88 %) nmeteii, TpaHCIUIAHTUPYEMBIX B 3-i1 WU
4-ii pemuccusix, u'y 59 (80 %) — B peunause (Ha JI+30—45 y Hux
obu1a monyyeHa pemuccusi: MObB-HeratuBHas y 55 neteii, MOb-
no3uTtuBHas y 4). OB nanueHToB, y KOTOPbIX HA MOMEHT aJllo-
TI'CK obina 3-g unu 4-g peMuccHsi, COCTaBUJIa B 3aBUCUMOCTH
or MOB-no3utuBHoro craryca 40 % u 44 % COOTBETCTBEHHO,
YTO OBUIO TOCTOBEPHO Jiyullie B cpaBHeHUU ¢ OB 00JBHBIX, TTO-
nyuyuBmnx amno-TI'CK B peunause, — 20 % (p = 0,014). Ipu
stroM BCB maumeHToB, TpancruianTupyeMblx B MOB-11o3uTnB-
HOI 3-if miu 4-if pemuccun, coctaBuia 12 % 1M cOOTBETCTBOBA-
na BCB neteit B pettnuse — 10 %, 4T0o 3HAUMMO OTJIMYAIOCH
oT BCB 6oabHbix ¢ MObB-HeratuBHOI 3-i1 unu 4-if peMuccu-
eil, koropas cocraswia 38 % (p = 0,007). B xome nmpoBeneHHOTO
CTaTUCTUYECKOIO aHali3a ObLIO M3YUYEHO BAMSHUE Pa3TUYHbIX
dakTopos Ha OB nociie ano-TI'CK neteii ¢ P-P OJIJI.

BoiBoapl. N4 NalueHTOoB, TPaHCIUIAHTUPYEMBIX
B 3-it unmu 4-i1 pemuccun OJIJI, MOB-1I03UTUBHBIN cTaTyC He
BnuseT Ha OB, Ho cHkaeT BCB 3a cuer yBenuyeHus 4aCTOTHI
peunauBoB. B Xome peTpocneKTMBHOTO MCCIeNOBaHUS ObLIU
BbISIBJICHBI (DAKTOPHI, OJIarONPUSTHO BIMSIOIINE Ha ITOKa3aTeIN
noarocpouHoit OB nanuenToB ¢ P-P OJIJI nocne amno-TI'CK:
PA3SQEN VI
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octpag (II-III cremenu) mu xponHudeckas PTIIX, nHanuume
0J1aroNpUSITHBIX IUTOT€HETUYECKUX MOJIOMOK, TPUMEHEHUE pe-
>KMMOB CO CHUXKEHHOI TOKCUYHOCTBIO U UHTEHCUBHOCThIO.

Te3uc Ne 74

TangeMHad aymonoruynas
mpaHcnnaimayuda remono3muy4ecKux
CMBONOBLIX KNEMOK Yy aemeil
C repMUHOreHHo-KNemoYyHbIMU Onyxonamu:

onbim opfiHoro Lienmpa

K.A. Cepreenko, T.3. AimeB, 1.0. KocrapeBa, H.A. Bypaaka,
H.T. Crenausin, P.P. ®arxymnmn, 10.B. Jlo3oBaH,
T.N. IToremkuna, K.B. Murpakos, M.B. Pyboanckas,
I.b. Carosin, A.M. CynaeiimanoBa, A.C. Témnbrii,
I'.M. Mydraxosa, O.A. Kankosa, B.T. IloJaskoB,
A.I1. Kazannes, K.. Kupruzos, C.P. Bapdoaomeena
DPIBY «HMHI] onkonocuu um. H.H. broxuna»
Mun3zdpasa Poccuu, Mockea
AKTyalbHOCTB. JleueHMe AMCCEeMUHUPOBAHHBIX WIJIM PELM-
nusupytoiux dopMm I'KO y nereil octaeTcs caoxHOW 3agadei.
AyT1o-TI'CK B TaHAEMHOM peXXUME SIBISIETCSI OAHUM U3 BaXKHBIX
3TAIoB JICYCHMST TAKUX CIIyJacB.

Ilesm u 3aga9m — TIPEACTABUTH OITBIT TaHAeMHOI ayTo-TT CK
y mereit ¢ 'KO 8 HUU OOul’ ®I'bY «HMMUIL oHkonorum
uM. H.H. biioxuna» Munsapasa Poccun.

Marepuaist u Mmetoapl. [lects neteit ¢ 'KO rpymimsl BEICOKO-
ro pucka (B TOM YKCJIC PEIUAMBUPYIOIINE) TTOTYIMUIN TaHICM-
nHyto ayto-TI'CK B Hamem LlenTtpe B nepuon ¢ 2020 o 2022 r.
Menuana Bo3pacta — 5 (1—11) net. Manpunku:neBouku — 3:3.
IMepen ayro-TI'CK mammeHThl Toiy4yanu cuctemMHyio XT 1o
COG-0opueHTUPOBAaHHOMY TTPOTOKOJY M XUPYPruyecKoe BMme-
IIaTeIbCTBO. PexkM KOHIMITMOHMPOBAaHMS BKITIOYAJI KapOoILia-
tuH 1200 Mr/m? u aronosua 1500 mr/m?; aronosun 1500 mr/m?
u tuoterny 900 mr/m2. C aHs 0 BceM AeTSM MPOBOAMIACH CTUMY-
s seiikonossa '-KC®. MeanaHa TpaHCIIJIaHTUPOBAHHBIX
xiretok CD34* — 5.5 (4,6—7) x 10°/xr.

PesyabraTel. IeMomos3 BOCCTaHOBJICH B CpelHEM Ha
12-11 (10—13-i1) neHb. MHbEKIIMOHHBIE OCIOXHEHMS: opoda-
puHTreanbHbIt MyKo3uT mo III cremeHu, HelWTporeHUYECKUA
sHTepokoauT g0 III crerenu, mepuaHanbHBINA depMaTUT. Bee
naluueHThl XKUBbl. MenuaHa HaoOmoneHus 11 (2—20) mec.

Boisoa. TannemHas ayto-TI'CK y neteit ¢ 'KO rpymniibl Bbl-
COKOIo pucKa MpeAcTaBisieTcsl 0e30MacHbIM U MePEeHOCUMbIM
METOAOM KOHcoauaupytomein Tepanuu. OCIoXHEHUsT Tocie
ayTo-TI'CK He Ob1M TsiKeabIMU. Bee maiyeHThl XK1uBbI, HA010-
JaroTcs B peMuccruu. HeoOxonnmo HakaramBaTh OOJIblIe OTbITa
JUISL YydIlIeHUs pe3yabTaToOB JICUEHUSI.

PA3AEN VI

Tesuc Ne 102

Pe3ynbmambl Mobunu3sauuu u neiikatepesa
y 6onbHbIX nuMdonponuepamuBHbIMU
3abonesanuaMu Ha cmabunbHom
KpoBemsopeHuu ¢ no6asneHuem

nnepukcatopa
3.K. Cumasonsn, A.A. [laBran, V1.B. Ko03eBa, T.A. AcTpeinna,
I0.B. CyukoBa, E.K. CokogoBa, A.C. baxTtuna
@I'BY «locydapcmeennniii nayunbiii yenmp Poccuiickoii Pedepayuu —
Dedepanvhblit MeOUUYUHCKUT OUOPU3UHECKULL UEHMD UMEHU
A.U. bypnazana» PedepanvHoeo meouko-0uon02UecK020 a2eHmcemea,
Mockea

AKTyalIbHOCTb. BEICOKOMO3HAs IIMTOCTaTHYECKasl Teparus
¢ ayto-TI'CK BXomuT B MPOTOKOJI Je4eHUsI OOIbHBIX JIMMGO-
npoar@epaTUBHLIMU 3a00JIeBAHUSIMU KaK B paMKax 1-il TMHUM
Tepanuu, Tak U TNpu peuuause/pedpakrepHoit dopme. s
peaqu3alny TPaHCIUTAHTAIIMOHHOM IIporpaMMBbI HEOOXOIMMO,
YTOOBI 3arOTOBJICHHBIN TPAaHCIIAHTAT COOTBETCTBOBAJI OOIIIE-
MPUHSITHIM KPUTEPUSIM KadecTBa. B Hacrosiiee Bpemst Haubo-
Jiee 4acTO MPUMEHSIOT JEMKOKOHLIEHTPAThl, MOJyYeHHbIE MpU
coope mepudepnueckux I'CK. IMaumeHTBI, KOTOPHIM MpPOBeE-
JIEHO HECKOJIbKO JUHUI Teparru JU00 B CXeMY JIeUeHUs ObLIN
BKJIIOUEHBI MeJidanaH, JeHaauaoMua, ¢gaysapadux, JI'T, 60jb-
HBIE CTapIIIero BO3pacTa BXOMAT B IPYIIITY prcKa HeaDHEeKTUB-
HOI MoOMIM3auuu. I yaydIieHus pe3yIbTaToB MOOMIN3aIuY
I'CK npumensiercst ceqeKTuBHbIN nHruoutop CXCR4 — me-
pukcadop, kotopslii, uHrnoupys CXCR4, G10kupyeT CBSI3bI-
BaHue ero pojactBeHHoro juranma CXCL12, BeIcBOOOXIas M3
KOCTHOMO3TOBBIX HUIII NojiunoTeHTHbie 'CK ¢ uMMyHo0rnye-
ckuM npopuiem CD34*CD133*CD90*CD38-CD45".

Ileam 1 331298 — OLIEHUTH Pe3yJIBTaThl MOOMIIM3ALNU 1 ade-
pe3a I'CK y manueHToB ¢ aumdornpoandepaTuBHbIMU 3a00J1e-
BaHWSIMU W3 TPYIIITLI prcKa Hed((PEKTUBHON MOOMIN3AaINNA Ha
CTaOMILHOM KPOBETBOPEHMH C J0OABICHUEM IUIepruKcadopa.

Marepuainsl u Metoabl. O01Iasi YUCIEHHOCTh UCCIENyEMON
rpynmnsl coctaBwia 32 mauuveHTta: 13 GOJIbHBIX MHOXECTBEH-
Ho#t muenomoit, 9 — JIX u 10 —HXJI, y KOTOPBIX UMEIN MECTO
(¢axkTopbl pucka HeahGEKTUBHON MOOMIM3aLMU 100 B aHAM-
He3e ObuTa Heynaya moownuzauuu nepudepudeckux 'CK mpu
WCITOTb30BaHNM CTAHAAPTHBIX MeToguK. CxemMa MOOWMIIM3aIINN:
B 1-if meHb ObUTO HavaTo BBeAeHMe rpenaparoB [-KC®D B goze
12 mkr/kr/cyr. Monutopunr CD45*/CD34*-k1eTok TpoBo-
JIAJICST €KETHEBHO C TIOMOIIIBIO TIPOTOYHOM IMTO(DIyOpUMETpUU
(BD FACS Canto II). I1pn HemocTaTOUHOM KOJUYECTBE IEPH-
depuyeckux I'CK B 1K (MeHee 20 kIeToK/MKI) B 4-if neHb
MOOWIM3AIIMY BBITIOJHSUIA BBeACHWE Tulepukcadopa B 1103
0,24 mxr/xr. [Ipouemypsl adepe3a BHITTOTHSUIMCH Ha CeIlapaTo-
pax Amicus, Cobe Spectra u Spectra Optia. KauecTBo TpaHc-
IUIaHTaTa T0cJie KPUOXPaHEHUST OLIEHUBAIM MMMYHOJIOTUIECKU
(onpenenenne kommuectBa CD34"/CD45*-kj1eToK) U KyJbTy-
paigbHO (OIpenesieHrne KOMMYeCTBa KOJIOHMEOOpa3yIoIIuX eau-
HUL).

Pesyasrarsel. B 1ieiom MoOwin3anus 6bu1a yereiHa B 90,6 %
ciaydaeB. Y OOJbHBIX MHOXKECTBEHHOM MHMEIOMOI cpelHee KO-
yecTBO MoOMIM30oBaHHBIX ['CK cocrasumiio 13,6 (4,5—12,5) MitH/KT,
qyTo no3BoJinio B 100 % ciydaeB BBIMOJHUTH TaHAEMHBIE Kyp-
CHI BBICOKOIIO3HOM HUTOCTaTH4ecKoil Tepamuu ¢ ayro-TT'CK.

~ 80 ~
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IMpu HXJT — 6,13 (0,5-20 muH/KT), TakKuM 00pa3oM, TpaHC-
MIaHTanuu BeITOHeHBI 90 % manmenToB, mpu JIX — 4,18
(0,5-9,7 MJIH/KT), TpaHCIUTAHTALIMU IPOBEACHBI 78 % OOIbHBIM.
IMpu nccnenoBaHUM JIEWKOKOHIIEHTPATOB TIOCJIE KPUOXPAHEHMST
ku3HecrnocobHocth CD45%/CD34* cocraBuia 90,91 % (¢ xpa-
cutesieM 7-AAD), pocT KOJMYeCTBa KOJIOHUEOOPA3YIOIIUX EaU -
Hun, 'CK npu KyasTypaabHOM MCCIIeTOBAaHUN.

BoiBoabl. TakuM 00pa3oMm, IMOJIydeHbl JaHHbIE, YTO J00aB-
JIeHue Tiepukcacdopa K CTaHZAPTHBIM CXeMaM MOOWIM3aIiKi
y MallMeHTOB ¢ Heymadel coopa B aHaAMHE3€ WJIN TTIOXUM IIPO-
THO30M MOOWMJIM3AIIMU TTO3BOJISIET TIOJIYUYNUTh JICHKOKOHIIEHTPAT
nepudepudeckux 'CK, cooTBeTCTByIOLIMII BCeM CTaHIapTam
Ka4yecTBa, B ONTUMAJIBHOM KOJIMYECTBE IJISI IIPOBEICHUS BBICO-
KOIO3HOM uTocTaTndeckoit tepanuu ¢ ayro-TTCK. MeHbiuas
3 HEKTUBHOCTL MOOUIM3ALMU Yy MauueHToB ¢ JIX, Haubonee
BEpOSITHO, OOyCJIOBJIeHA OOJbllIel NpeaIedYeHHOCThIO U HaJlU-
yueM JIT B aHamMHe3e.

Tesuc Ne 14

[IHK-BaKkuuHayus npomus Heiipo6nacmombi:
pesynbmambl AOKNUHUYECKUX UCCNeA0BaHuil

M.B. Crérannesa’', /I.B. JIyukosuy?, E.Il. Bamkesuy?,
M_.A. JIepeBanko’, C.B. ManbkoBcKas?®,
10.B. Ckuoo', A.H. Meaemko®
IDIAOY BO «Kazanckuii (Ipusoaxcckuil) ghedepanvhbiii yHusepcumem,
Kaszano;
2I'Y «PHIIL] JIOTH» Munsdpasa Pecnybauku beaapyco, Munck;
STHY «Hnemumym ¢usuonocuu Hayuonanvhoil akademuu Hayx
benapycu», Munck

AxkTyamsHOCTh. JIHK -Bakiimaanms kak metog U T B oHKOITO-
TMU — aKTMBHO pa3BUBAIOIIMIACS TOAXOI BBUIY Psia MpEeUMy-
IIECTB TIepel KIETOYHBIMU TEXHOJOTHSIMU. B TOKIMHWYIECKIX
MBIIIMHBIX MOIESX OHA ACMOHCTPUPYET XOPOIIUE Pe3yJbTa-
Tl 0 0e30MacHOCTH U 3(POEKTUBHOCTH MPOTUB Pa3IMIHBIX
oHKoyiorndeckux 3abosneBanuii, Bkiodasgs HbB (K.J Ornell et al.,
2019). Panee Hamu ObLIO MpoaeMOHCTpupoBaHo, uto JHK-
BaKIIHA Ha OCHOBE HEHPOOJACTOMHBIX aHTUTCHOB THUPO3WH-
ruapokcuaasbl, Survivin u Phox2b nnayuupyeT pazBuTtue mpo-
THBOOITYXOJICBOTO MMMYHHOTIO OTBETa HA MBIIIWMHON MOIEHN
MPU UCIIOJIb30BAaHUU TaKMX METOMIOB JOCTaBKHU, KaK KOHBIOTH-
pOBaHUeE C MOJUATIICHUMUHOM TTPU BHYTPUMBIIIICYHO NHBEK-
I, a TaKKe TIepopaibHAs BaKIIMHAIIAS B COCTABEe KUIIICYHBIX
oaktepuii S. enterica (M.B. CtéraHueBa u coanT., 2018).

Ileam w 3agaum — OLICHUTH TepareBTUUYECKYI0 3(h(hEeKTUB-
HOCTh KOMOWHAIINM BBIIIEIIEPECYNCICHHBIX METOAOB TOCTaBKHU
IUIST BAKIIMHBI, KOAMpYIomeil aHtTured Phox2b.

Marepuaasl W MeToApl. MeToauka TPUTOTOBICHUS
JOHK-BakmmHBI M mpemnapaTa IUISI TOCTaBKM OITMCAHBI paHee
(M.B. Créranuena u coanT., 2018). Knetounyio nuHuio NB41A3
KynbTuBUpoBaiu B cpeae F10 ¢ noGasnenueM 10 % smOproHaib-
HOI Tesstubeii CIBOPOTKH, 1 % aHTMOMOTHKA/aHTUMUKOTHKA.
JJ1st OTIeHKY UMMYHOTEHHOCTH 1 TepareBTUYeCKOoil 3(hheKTUB-
HOCTHU BaKILIMH MCIIOJIb30BaIu Mblieit tuauu C57Bl/6 (n = 21)
u iuHuu A/J (n = 76) B paBHOM COOTHOIIIEHUU CAMIIOB 1 CAMOK
B KaX0i1 Tpyrire. MBIaM IMpOBOIMIN TPOSKPATHYIO UMMYHM -
3alMI0 MYCThIM BEKTOpPOM, MycToil caibMmoHeston, JJHK-Bak-
LWHOM, KOHBIOTUPOBAHHON ¢ MOJMATUJICHUMUHOM, B COCTaBe
CaJIbMOHEJUIbI JIN0O0 KOMOMHAIIMIO 2 METOIOB TocTaBKu. LluTo-
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TOKCUYECKYI0 aKTUBHOCTb CILJIEHOLIMTOB OLIEHUBAJU METOAOM
MPOTOYHON ITUTOMETPUHU TTOCIE MHKYOAIIMH C KJIeTKaMU-MHUIIIe-
Hsimu. [Tponykumto untepdepona-ramma (MDOH-y) olienuBanu
B Tecte Elispot 1Mo momcyeTy KOJIMYecTBa CIIOTOB/MIIH KJIETOK
MIpY CTUMYJISIIIAA aHTUTeHOB (pa3HUIIA TeCT-KOHTPOJb 0e3 aH-
TUreHa). JlonoaHuTeabHO Ha 25-i AeHb OLIEHUBAJIM KOHEUYHbIN
00BEM OITYXOJIN Y MBIIIIeH TMHUU A/J, TIOe TPOBOIMIIN TTOIKOXK-
HYIO UMILIaHTalMIo0 KjaeTouyHoil tuHuu NB41A3 B KonuuecTse
1 MJIH.

Pe3yabraTsl. KoMOMHUpPOBaHHOE MCMOJIb30BaHUE 2 METOIOB
noctraBku JIHK-BakiuHbl B MbliHoi Mmoaenn C57B1/6 conpo-
BOXXIQJIOCh 3HAYMMBIM YBEJIMYECHUEM LIMTOTOKCUYECKOI aKTHUB-
HOCTH T10 CPaBHEHUIO CO BCEMU OCTaJIbHBIMM TpyIimnamMu. [Toka-
3aTeJIM IUTOTOKCUYECKO aKTUBHOCTU Ist Phox2b cocraBuiu
24,0 % (23,4; 26,9) u 28,6 % (27,9; 32,7) ;s COOTHOLLEHUI
muieHb: 3G dextop 1:10 1 1:25 cOOTBETCTBEHHO W OBLUIA 3HA-
YMO BHIIIE IO CPaBHEHUIO ¢ rpymamMu KOoHTpoist (p < 0,01)
U MO CPaBHEHUIO C KaXIbIM BHUIOM BaKIIMHALMU OTIEIbHO
(p < 0,05). Ilocne cTUMyISIUMU TENTUIHON OMOIMOTEKOM
Phox2b ypoBenb M®H-y ObL1 BhIllle, YeM BO BCEX OCTAIbHBIX
rpynnax u coctaBui 14 (0; 164) criotoB/MiIH KieToK. OTBET Ha
cTuMyJsiLuio Habmoganu y 80 % Mbliiieii, a cpeHee KOJIMYECT-
Bo crtotoB MMDH-y yBemmumiock B S pa3 1o CpaBHEHUIO C TPYTI-
MO, TOJYYUBLIEH TEPOPAJbHYIO BaAKIIUHY C CAJbMOHEJUION.
IIpn oneHke TepamneBTUYECKOM 3(P(HEKTUBHOCTM Ha MBIIIAX
JUHUM A/J LIUTOTOKCHYECKasi aKTUBHOCTb MPU COOTHOILIEHUU
M:D — 1:25 3HAYMMO YBEJIMYUIIACH IO CPAaBHEHUIO C TPYIIIOi
Kak OakrepuasbHOTO KOHTpoJsa (p < 0,001), Tak m 1a3smMum-
Horo (p < 0,001) xoutposns. Menunana nponykunu UPH-y He
OTJINYAJIaCh OT KOHTPOJII. MBIIIN, TTOTYYUBIINE KOMOMHUPO-
BaHHYIO BaKLMHALIMIO, pa3BUJIM OIyXouu oobeMoM 2185 (1716;
2639) MM3, 4TO 3HAYMMO OTJIMNYAIOCH OT MHTAKTHOTO KOHTPOJISI
(p = 0,04), HO HE OTIMYATIOCH OT IPYIII, MOJYYMBIIUX MOHOBaK-
LIMHALUIO.

BriBoapl. KoMOMHMpOBaHHAsI BHYTPUMBILIEYHAST U OaKTepH-
aJpHas BaKUMHALMA MO3BOJSIET YCUJIUTh MOKA3aTeNn KIIETOY-
HOTO OTBETA 10 CPABHEHUIO C MOHOPEXUMOM. TepaneBTuyeckast
3G PEKTUBHOCTb BAKIIMHALIUU 3aBUCUT OT BHIOPAHHOIN MBILLIN-
HOM MOJEJIM U HYXXIAETCS B JaJIbHEWIIEN ITPOBEPKE.

Tesuc Ne 99

Ocmpolil numgobnacmubldl Neiiko3 y pemed
C cuHapomom [JayHa: coBpeMeHHble laHHbIe

u onbim rpynnbl <MocKkBa-bepnun»

P.H. Cynpyn!, 10.B. Pymsanuesa?, O.!. Boinanos?,
JI.A. XKapukosa?, C.H. Jlaroiiko?, E.I'. Mancyposa3,
B.B. Jleoenes!, A.. KapauyHckmii’®
'TBY3 «/lemckas kpaesas KAUHUHECKAs 00NbHULA»
Mumnzopasa Kpacnodapckoeo kpas, Kpacrhodap,;
OIbY «HMHUI] ITOH um. Imumpus Poeauesa»
Munszdpasa Poccuu, Mockea;
SOIAOY BO PHUMY um. H.U. ITupozosa Munzopasa Poccuu, Mockea

AxTtyamsHOCTh. BeTpeua ¢ mammenrom ¢ CJ u OJIJI Hemu-
HyeMa JIJIsl Kaxa0ro aeTckoro rematosiora. s geuenust OJIJI
y neteit ¢ CJ (CI-OJIJT) ucnonb3yercst Takas xKe Teparus, Kak
W JUTS CTIOPaIMIeCKUX MAllMeHTOB, OHAKO PEe3YIIbTaThl JICUCHMST
3HAYUTEJIBHO XYyXe, MPEXIe BCETO 3a CUET Ype3MEPHOI TOKCHUY-
HOCTH.
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Ienu u 325244 — MPEACTaBUTh COBPEMEHHbBIC JaHHBIE O MO-
nekynsipHoit 6uonorun CJI-OJIJI, pesynbrarsl JeyeHust 3a00-
JIEBAaHUSI TI0 JaHHBIM OCHOBHBIX MCCJIEIOBATEILCKUX TPYIIII
U CpaBHUTEbHBIN aHanu3 pe3yasratoB Tepanuu CH-OJIJI B ce-
puM TPOTOKO0JI0B «MockBa—bepinH».

Martepuanst u Metonbl. B pabote oTpaxkeHbl M MpoaHaIu-
3upoBaHbl onybarkoBaHHble rpynmnamu BFM, UKALL, CCG,
NOPHO, AIEOP, COG, DFCI, «MockBa—bepmH» pe3yib-
tatbl jgedyeHus: CH-OJIJI u MertaaHanus rpynmnsl International
ALL Ponte di Legno Working Group. [ OLIeHKU pe3yJbTaTOB
TepaITny JIJIsT TPYIIIBI ITAIIMEHTOB CEPUHU ITPOTOKOJIOB « MOcKBa—
bepnun» O6bU1a chopMUpoBaHa TpymIia CpaBHEHUS U3 BCeX IMa-
nueHToB ¢ OJIJI, 3apeructpupoBaHHbBIX B 0a3e JaHHbIX. J1s1 MU-
HUMM3AUW PA3TUYU MeXTy TpyIrrnaMu ObLT MPUMEHEH METO
noadopa map ¢ MOMOIIBIO CIIeIMaIbHO HAMMCAHHON Mmporpam-
Mbl. BepkuBaemocTh paccuutaHa 1o metony Kamnana—Maiiepa,
aHAJIU3 TOKCUYHOCTU U KJIMHUKO-TEHETUYECKHE MapameTphbl
HCCJIEIOBaHbl C MOMOIIIBIO METOOB HElapaMeTpUIecKoil cTa-
TUCTUKU.

PesynsraTtel. B HacTosiiiee BpeMst aHaIN3 pe3yIbTaToB Jieue-
nus pereit ¢ CI-OJIJI mpoBoauTcsl OONBIIMHCTBOM KPYITHBIX
HCCIIEIOBATEILCKUX TPYTIIT, O1aronapst 4emy OnrcaHbl OMOJIOTH -
yeckue ocobeHHoctu CJI-OJUI: mmoxue pe3ynbraTsl TEparnuu,
npeobnanarorast moist OJIJI n3 B-kieTok-npenecTBeHHUKOB,
penkasi BCTpe4aeMoCTh TUMUUYHBIX cTpartuduimpyommx OJIJI
HEOJIarOMPUSITHBIX U OJIAaTOMPUSTHBIX TEHETUUECKUX COOBITHH,
3HAYUTEJIbHAST POJIb OCJIOXHEHMI, CBSI3aHHBIX C TOKCUYHOCTHIO
ITXT. CoBpemMeHHbIE JIUTEPATYPHBIE TAHHBIE CBUIETEILCTBYIOT
0 TIATOTEHETUYECKON 1IeTIH, CBSI3AHHOW ¢ HECKOJbKUMU TOCTIe-
JIOBaTeIbHBIMUA COOBITUSIMU, ACCOIIMUPOBAHHBIMU C TPUCOMU-
eii 21: uanumupyomieit poau reHa DYRK A, runiepakcripeccuu
reHa HMGN 1 wn runiepakcnipeccun perientopa CRLF2 B 6071b-
mmHcTBe caydaeB CJI-OJIJT ¢ akruBanueii mytu CRLF2—STAT.
MpbI poaHanM3UPOBaAIM MHUITMATbHBIE XapaKTEPUCTUKU, OTBET
Ha Tepanuio u ee pe3ynsraTthl y 135 manmenros ¢ CJI-OJIJI, 3a-
pPErvCTPUPOBAHHBIX B 0a3e MaHHBIX MCCIIENOBATEILCKOM TPYyII-
bl «MockBa—bepnuH» 3a 13 et 1 mosjyyaBIIMX TEPATUIo 1O
npotokosiam ALL-MB 2008 u ALL-MB 2015. B rpynne namm-
eHntoB ¢ C/I etaabHOCTh OblJIa CTATUCTUYECKU 3HAYUMO BBIIIIE,
YeM y MalMeHTOB rpyniibl cpaBHeHUsl. CMepTh B MHIYKIIUU CO-
craBuia 10,4 % u 1,9 % coorBerctBeHHo (p < 0,001), cMepTh
B pemuccun — 8,1 % u 1,9 % coorBercTBeHHO (p < 0,001). Mpn
9TOM pPa3IMUUil B YACTOTE PAa3BUTUSI PELIMIMBOB HE OTMEUEHO.
BCB natuenrtos ¢ CJI coctaBuia 67 £ 5 %, 4yTo CyLIECTBEHHO
HIVXe, YeM B Tpyrre cpaBHeHus (86 =2 %), p < 0,001. OB Takxke
ObUTa HIKe U cocTaBuiia 76 + 4 % npotus 91 + 2 %, p < 0,001.
B oTHOmeHUM pucka pa3BUTHS PELIMIUBOB CTATUCTUYECKU 3HA-
YUMBIX PA3INYUil HE TIOJTyYeHO, @ BOT PUCK CMEPTU, CBSI3AHHOM
C Teparueil, okaszajcs CyIIeCTBEHHO Bbllle y naiueHToB ¢ CJ]
(18,7 = 3,4 % nportus 3,8 £ 1,2 %, p < 0,001).

BriBoapl. HeynoBneTBoputenbHbie pe3yabTaThl Tepanuu ClI-
OJIJT B cBsI3U C ee BBICOKOI TOKCUYHOCTBIO CBUIETEIbCTBYIOT
0 TOM, YTO HEOOXOOMMOCTU B HaJbHEHIIeHl MHTeHCU(PUKAIINT
XT Het. OTCYTCTBHE pa3IM4Uil B YaCTOTE PA3BUTUSI PELIMINBOB
npeanonaraeT 3(GEeKTUBHOCTh TeParuy HU3KOW UHTEHCUBHO-
CTU Y TAKUX MAIUEHTOB.

PA3AEN VI

Tesuc Ne 106

KnuHuyeckuil cnyyaii rucmuoyumosa

u3 Knemok Jlanreprauca y 6nusseyos

B.C. ®omunbix, I M. Mydraxosa, H.A. BarmaHoBa,
K.N. Kupruzos, C.P. BapdoiomeeBa
DPI'BY «<HMHUII onkonoeuu um. H.H. Broxuna»
Mumn3zopasa Poccuu, Mockea

AkryansHocTh. ['KJI — penkoe 3aboneBaHue, Mopdoiornye-
CKOIf OCHOBOI KOTOPOTO SIBJISIETCSI aHOMaJIbHASI PO epanus
U aKKyMYJISILUS TTaTOJOTUYECKUX KJIeTOK JlaHrepraHca B opra-
HaxX U TKaHsIX, KOTOpasi IPUBOJUT K JIOKAJIbBHOMY MOBPEXIEHUIO
U HapylieHU1o GYHKIMU TopaXeHHbIX opraHoB. Pazsutue I'KJI
Yy A€BOYEK-OJIM3HELIOB MPEACTABISET UHTEPEC B CBS3U C MaJIOM
YaCTOTOU BcTpeyaeMocT natojoruu. [Ipu o63ope aurepaTypsl
HaMU He HalineHo noaooHbIx ciaydaeB ['KJIL.

Hean u 3aga4m — npeacTaBUTh KIMHUYecKuit ciydait ['KJI
y OJIM3HEIIOB, ONMCATh OCOOCHHOCTH €T0 TMAarHOCTUKU.

Marepuanasl U MeToabl. Jemu om I-ii 6epemeHHOCU, NPO-
mekaguteil 6e3 ocobenHocmell, podopaspeuieHue onepamugHoe Ha
32-i1 Hedene, ¢ HEYO0BAeMBOPUMENbHBIMU 8eCO-POCIOBbIMU NOKA-
3amensamu, oueHkol no uikane Aneap 7 6anrnos. Ilocae poycdenus
06a pebenka Haxoduaucy 6 peanumauuu (00uH pebenok — 7 OHell,
emopoil — 14 oueil). Oukonoeuueckuii aHamMHe3 ceMbU He Oms20-
weH. Jlebrom 3ab01e6anus y 6mopoii 0eouKU U3 080UHU 8 803pacme
11 mecauyeé ¢ pazsumus eemamomvl 8 004ACMU HAPYICHO20 Yead
npasoeo enasa, no pe3yabmamam npoeedeHHozo 00caedosanus no
mecmy ocumenscmea evisienensl KT-npuznaku obsemHo2o obpa-
308aHUsi nepedHec0 cpedOCMeHUs CNpaga, 20CHUMANU3UpPO8aHa
¢ HUU JIOul’ ®IBY «HMHUI] oukonoeuu um. H.H. Broxuna»
Munszdpasa Poccuu, ycmanoeaen duaeno3: muoeoouaeosuiii I'KJT
€ MHOJICECBEHHbIM nopadiceHuem kocmell ckesema, BRAF-my-
mauyus He obHapyxcena. [Ipunsmo peuwerue o nposedenuu XT no
npomoxoay LCH-1V. [lo oxonuanuu uHuuuaibHo2o Kypca mepa-
nuu 3aghuKcupo8ana noaodicumenbHas OUHAMUKA 8 gude yMeHbuie-
HUsl ONYX04e60ll AKMUBHOCMU U YMeHbUleHUs 006emMa U3MeHeHUl
no daunvim [IDT/KT. IIpunamo pewenue o npodoadiceruu mepa-
nuu 6 pamkax npomoxkoara LCH-1V. B eozpacme 1 eoda 3 mecsuyee
Y nepeoeo pebenka u3 080UHU pa3gumue GedpusbHoll AUxXopaoKu,
2eHepanu308aHHOI  CbinU, HNPOBOOUAACL AHMUOAKMepPUaNbHA,
cumnmomamuueckas mepanus, 6e3 sgpgpexma. Ilo pesysomamam
npoeederno2o 06cAe008aHUs NO MECMY JICUMEAbCMEA YCMAH08Ae-
Hot KT-npusnaku 6vipajceHHOU WeiHol u 6HYmpuepyoHoll AUM-
gadenonamuu, npeumyuecmeeHHo cnpasa, KpynHoeo AUMuU4ecKo-
20 00pazoseanus 601bU020 KPblaa N008300WHON Kocmu caresa. Ha
oaze HUH JIOul’ ®I'BY «HMHUI] onronrocuu um. H H. Broxuna»
Munsopaea Poccuu gvinoaneno doobcaedosanue, Ha 0CHOBAHUU KO-
mopoeo ycmanoenen duaznos: muozoovaeosslii I'KJI ¢ nopasicenuem
Kocmeil uepena, JIY weu ¢ 2 cmopoH u cpedocmenusi, KopHell nee-
KUX, neveHu, 3a6prOUUHHO20 NPOCMPAHCMEa U node30ouiHblx J1Y,
BRAF-mymauus ne obnapyxcena. Pebenky nauama XT no npomo-
xoay LCH-1V. B nacmosiuee epems, yuumoleas cmadUuabHblil cOMa-
muueckuil cmamyc, 0emsam npoooadceHa mepanus no NPOMoKoaY
LCH-1V no mecmy acumenscmaa.

PesynbsraTel. Hamu ripencraBiieH ciydail pa3BUTHS CEMEWHO-
ro I'KJI ¢ BRAF-HeraTUBHBIM CTaTyCOM. YUUTHIBasl CeMEMHbII
XapakTep IaToJOTUH, PEKOMEHIYETCsSl TTPOBEICHUE KOHCYIBTa-
LMY BPaYOM-T€HETUKOM C IMOCIeAYIOIUM BbiosiHeHeM NGS
JUISL BBISIBJICHUSI JOMOJHUTEIbHBIX T€HETMYECKUX KOMIIOHEH-
TOB, CITOCOOCTBYIOLINX pa3BUTHIO ceMeliHoM ¢opmbl ['KJI.
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Boisoapi. ['KJI gaBasiercst opdanHbiM 3a0oneBaHueM. [lpen-
CTaBJICHHBIN KIMHWYecKUi ciydai pazsutus ['KJI y neBouek-
OJIN3HELIOB CBUJETEIBCTBYET O HEOOXOOAMMOCTH cbopa Hacles-
CTBEHHOrO aHaMHe3a B ILEJSX 3KCTPANoSILUK TOJTyYeHHbIX
JAHHBIX TIPU OLIEHKE KIMHWYECKOW KapTHUHBI 3a00JieBaHUSI,
a TakXke KOMIUIEKCHOTO 00CJIeOBaHMSI MALIMEHTOB C 00513aTeb-
HBIM oMpeaeaeHrueM MyTauuu B reHe BRAF.

Tesuc Ne 36

HMMyHomepanug pequagusoB/pepakmepHoil
Helipo6nacmombl npenapamom Hakcumamab
B KOMOUHaWuu ¢ rpasynouUMapHbIM
KonoHuecmumynupyrowum hakmopom:
onbim HMUL ArOH

uM. Imumpus Porayesa

T.B. Illamanckas, JI.T. Yranuesa, .I'. Xamun, H.A. Aunpeesa,
0.C. 3anapunnas, H.C. Banos, JI.JI. Pabaesa,
J.JO. Kavanos, /I.B. JInTBuHOB
OI'RY «<HMHUI] JITOU um. Jimumpus Poeauesa»
Mun3zdpasa Poccuu, Mockea

AkryansHocTh. Teparnust pedppakrepHoit Hb u permnnson
3a00JIeBaHUS Y TTAIIMEHTOB TPYIIILI BHICOKOTO pHUCKA SIBIISICTCS
MYJBTUMOJAJIbHONM 1 BKJIOYaeT B OOJbIIMHCTBE ciydyaeB UT,
KOTOpasi MOXKeT UCITOJIb30BaThCs KaK OJMH U3 DJIEMEHTOB TOCT-
KOHCOJIMIALIMOHHOTO 3Tara JiedeHus uiad B komouHauuu ¢ XT.

Marepuaisl U Metoapl. [1aTh mauueHtoB ¢ Hb rpynm Bbi-
cokoro (n = 4) 1 IPOMeXKyTOUHOTO (7 = 1) prcKa, pa3BUBIINE
peuuauB 3a0ojeBanus, moayuuan UT npenapaToM HakcuTamad
B pamKax pacmmupeHHoro moctyma B ®I'BY «<HMUI ATOU
uM. Amutpust PoraueBa» Munsapasa Poccuun. Kpurepuem Ha-
3HaYCHUSA Tepalii HaKCUTaMaOboM B 1-i1 IMHUY OBUTO MEPBUY-
Ho-pedpakrepHOe 3abomeBanue (n = 3, T. ¢. YO mwim Xyke Ha
WHOYKIIMOHHYIO TEPAITHIO 10 MOINMDUIIMPOBAHHOMY IIPOTOKOITY
GPOH NB2004, mpu orcyrctBum caHaumu KM 1 coxpaHeHUHN
6osee 3 MU BT -1103uTHBHBIX 0uaros). B permause (7 = 2) — He-
TIOJTHBIN OTBET Ha JIFOOYI0 KOMOWHAILIMIO TIPOTHBOPEIIUINBHOM
Teparmuu. A TakKe OTCYTCTBHE MSITKOTKAHHBIX 09aroB B 00OMX
caydasx. Hakcnramab BBommiics Ha 1, 3, 5-1f THU IIMKJIA B I0-
3upoBKe 3 MT/Kr/meHb B KoMOnHanmu ¢ '-KC® B mo3mpoBKe
250 mr/m?/nenp Ha —4—0 mHu u 500 Mr/m?/neHb Ha 1—5-i qHU
UKIIA, ITAKJIBI TIOBTOPSUTMCH KaXKIbIe 4 HEl.

PesyabraTel. Tpu manvenTa ¢ nepBuyHo-pedpakrepHoii Hb
ObUTM MajnbuMKu B Bo3pacte 43, 53 u 173 Mmecsaua Ha MOMEHT
MOCTAaHOBKY IHMarHo3a ¢ 4-ii cragueii 3a0o1eBaHusT (MeTacTasbl
B koctu 1 KM) u orcyrctBuem amruiudukanuu rena MYCN.
¥ 1 maunenra 6su1a BeisiBieHa MyTauus ALK 1174. JIsa mamyeH-
Ta TMOJIYIWIN 9 KypCcOB MHIYKIIMOHHOM Tepanuu 1 1 — 8 Kypcos.
OtBer nepen TTCK — YO, crabunn3zaims, CMeIIaHHbIH, B 2 CITy-
yasx oTcyrcTBoBaia caHays KM. OnuH nalveHT 3aBepIiuI Te-
parmmio (8 KypcoB HakcuTamaba) ¢ noctikeHueM YO — caHaums
KM u camxenue ¢ 23 no 2 6aminos no Curie Score. /IBa mauueHTa
nponokatot rposeneHue UT (mpoBemeHo 3 Kypca HaKCUTaMma-
6a). /IBa mamueHTa ¢ peluaInBOM 3a00JIeBaHUS TTOJTYYMJIM HaK-
cutamMab moclie 3Tana MpoTUBOpeUUANBHON Tepanuu. [lepBblit
MaLneHT — MaJbYuK B Bo3pacre 65 mecsitieB ¢ HB rpymmbl Beico-
KOTo prcKa (BO3pacT Ha MOMEHT ITOCTaHOBKHU auarHo3a 31,2 mMe-
cs11a) C MeTacTaTUYECKUM peunnuBoM (Koctu, KM) gepes 7 mec
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rnocJje 3aBepuieHus 1-i TuHuM Tepanuu. Y pedeHKa TOCTUTHYT
YIOBJICTBOPUTEIBHBI OTBET Ha mpotuBopenuauBHyo I[IXT
(canamust KM 1 yMeHbIIIeHHE 09aroB B KOCTSX CKeJieTa, CHU-
xeHue ¢ 22 1o 4 6amnos no Curie Score). [TauueHTy mpoBeneHO
5 KypcoB Tepanuu HakcuTamadbom (Curie Score — 1 6a1 rpu 3a-
BeplIeHUN Tepanuu). Bropoit manmeHT — nmeBouka, 33 Mecsua,
C pPa3BUTHEM METacTaTUYECKOro (KOCTH) peliuauBa yepes 4 Mec
TIoCIIe 3aBepIIeHUs Teparyy it HB rpyIimmer mpoMeKyToqHOTo
pucKa (BO3pacT Ha MOMEHT MMOCTaHOBKM auarHo3a 7,8 Mecsiia).
TTonyuuna 5 kypcoB HakcuTamada ¢ goctxkeHueM YO. He 6b110
HU OJIHOTO CJTy4ast JIETATbHOTO MCX0/1a Ha (hoHe TTPOBENCHUS Te-
panuu Hakcutamabom. Haubosee yacTbiMU HeXenaTeabHbIMU
apiaeHusamMu oot 6oab (I—III cTeneHu TskecTU) U peakiuu,
accouMMpoBaHHbIe ¢ MH(PY3uel, Bkaouas runoteHsuto (I—I11
cTereHu TsokecTr). bonk Habmogamack B OOJBIIMHCTBE CIyva-
€B TIpU TepBoil MHGY3UU B KaxkaoMm Kypce. OauH OOJbHOI He
3aBepun 1-it kypc UT u3-3a pa3BuTrsi pecriupaTopHO CUMII-
TOMAaTUKU, HO B AajibHEH1lIeM NPOAOIKIII JiIedeHue 0e3 0COOeH-
HOCTEM.

BoiBoapl. BoiOpanHbiit pexkxum nnpumeHeHus UT Hakcurama-
6om B koMOuHaumu ¢ I'-KC® y marmenTtoB ¢ HB rpyniisl BbI-
COKOIo puCKa Mpu HEIOJHOM OTBEeTe Ha MHAYKILWIO U y JeTei
C peluanuBOM 3a00JIeBaHUS IIPM HETIOJIHOM OTBETE Ha IIPOTH-
BOpPELUIUBHYIO Teparuio (B 000UX CaydasiX ¢ OCTaTOUHOI 00-
Jie3Hblo B KocTax/KM) mnokazaji yaoBIeTBOPUTENbHYIO Tepe-
HOCHUMOCTh W KOHTPOJHMPYEMBbI TTpoduiab 0e30IacHOCTH TIpU
COOTBETCTBYIOIIICH MOATOTOBKE MEAULIMHCKOTO MepcoHana. J1o-
KYMEHTUPOBAHO JOCTHXEHUE OOBEKTUBHBIX OTBETOB B IpyIIIe
MAIlMeHTOB C COXPaHSIOMMMUCS Ha (DOHE MPEIIIeCTBYIOMICIH
Teparnuu OCTeOMEaYJUIIPHBIMU MeTacTazaMu. TpeOyroTcss Habop
0oJIbLIEro YyKcia NalyMeHTOB U JUIMTEbHBIN Mepuo HabIoae-
HUS UTST OTICHKH 3((EeKTUBHOCTU TaHHOTO BUIA TCPATTUM.

Tesuc Ne 89

IMnupuyeckaa anmubarmepuanbnas
mepanua Ha 0CHOBE uccneaosanus
KOJIOHU3auuu pe3ucmeHmubiMu
MUKpoOpraHu3MaMu KUuwevYHuxa npu
BbINOJIHEHUU MpaHCNNaHmMayuu
reMono3amuyecCrux CMBONOBLIX KIEMOR

y Aemeil ¢ CONUAHbIMU onyXxonamu

0.C. IOmunnesa, A.I'. I'eoprsn, M.O. ITonosa, }F0.A. Porauesa,
T.B. IOxTa, I1.C. ToakynoBa, 1.B. Ka3zanues, A.B. Ko3nos,
A.H. TI'nmumos, O.A. Cnecapuyk, O./. boraanosa,

M.C. Xamnckas, I0.A. Ilynanos, JI.C. 3ybaposckas
HUU JIOTuT um. P.M. Top6auesoit ©I'bOY BO [ICII6TMY
um. akad. U.11. Ilaerosa Munzdpasa Poccuu

AKTyaJabHOCTh. bakTepuu ¢ MHOXECTBEHHOM JieKapCTBEH-
Ho# ycToiunBocTbio (MJIY), a ocobeHHO rpaMoTpulIaTeIbHbIE
IITAMMBI, SIBJITIOTCS OMHOI U3 TJIaBHBIX IPOOJIEM COBPEMEHHOM
OHKOJIOTUM M TeMaToJoTuu. JIuarHocTMKa U KOHTpPOJb Oak-
TepUAIbHBIX WHGEKIUNA, pallMOHATIbHAS SMIMpPUYECKas aH-
THOAKTepraabHasl Teparmus MMEIOT pellaioliee 3HaueHUe IS
YCIIEIIHOTO HcXoAa WHGEKIMOHHOrO 3Mu301a Y TMallMeHTOB
crnponokutensHoiHeliTponeHueli mociae TT'CK. Kononuzanus
rpaMmoTpuuaTeabHbiMu OakTepusiMu ¢ MJIY paccmarpuBaercs
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Kak akTop pucka nHMEKIIMOHHbIX ocsioxkHeHuit mocyie TTCK.
CrenoBarebHO, OCTaeTCSl HEPEIIEHHBIM BOIPOC, TPUBOJIUT JIX
KOJIOHM3aLMs Tiepe MPOBeJeHUEM TPaHCIJIAHTallMU K TOBbI-
LIEHHOMY PUCKY Pa3BUTHUS TSXKEJIbIX MH(MEKIIMOHHBIX OCTIOXHE-
Huii B paHHeM niepuoze nocie ayro-TT'CK/anno-TI'CK.

Ieau n 3anaun — oueHUTH 3(PHEKTUBHOCTH MPOTOKOJIA IM-
MUPUYECKON aHTUOAKTEPUATIbHOM Tepanuu y AeTeil ¢ COMUAHbI-
MU onyxosisimu nipu BeinoaHeHun TT'CK Ha ocHoBaHUM ucce-
JIoBaHUS KoJloHM3aluu kueyHuka metonom CHROMagar.

Marepuajbl U MeTonbl. B peTpoCrieKTUBHOE MCClieIoBaHUE
BKJTIOUeH 81 marueHT, KoTopbiM BhimoHeHa nepsast TI'CK 3a
niepuozn ¢ 05.2019 mo 05.2022 8 HUW AOIuT um. P.M. Topba-
yeBoil. Menuana Bo3pacrta coctaBuia 5 yeT. Ayto-TI'CK BbI-
nosiHeHa 62 (75,3%) maumentam, amno-TICK — 18. B ocHoB-
HoM Berpevanich HB — 40,7 % (n = 33), numdomsl — 30,8 %
(n = 25), sm6puoHanbhble onyxoau LIHC — 6,1 % (n = 5),
CH0—4,9% (n=4), nedpodnactombl —1,2% (n=1),Pb—1,2%
(n=1),I'KO—-2,4% (n=2), He3noKaueCcTBEHHbIE 3a00IeBaHNS —
11,11 % (n = 10). CranmapTHasi IporpaMma CKpUHUHTA KOJIO-
am3aunu 8 HUM JOIuT um. P.M. Top6auesoii mo mas 2019 .
BKJTIOYAJIa MUKPOOMOJIOTUYECKOE UCCIIeOBAHNE HECTEPUITbHBIX
caiiToB (OTImensieMoe 3eBa, MOYEBBIBOSIINUX TTYTeHl U TOJCTOU
KUIIKW) 2 pa3a B HEJENIO0 O MOMEHTA BOCCTAHOBJICHUS TIEPU-
(bepryeckoro KpoBeTBOpeHMs (JeiKouThl > 1 x 10°/11).

Pe3ynbrathl. KoJjiOHM3alMI0 HECTEPUJIBHBIX CAWTOB, IO
KpaitHei Mepe, rpaMoTpuLaTe/ibHoOM 6akTepueit c MJTY onpene-
s y 79 % (n = 64). B GOJIbLIMHCTBE CIydaeB Pe3UCTEHTHOCTh
o0ycJioB/IeHa OaKTEpUsMU, MPOAYLUPYIOLIUMU OeTa-naKrama-
3bl PACIIMPEHHOTO cIiekTpa meiictBust — 64,1 % (n = 52). Ilpu
KCIOJIb30BAHUN PYTUHHBIX METOIOB MCCIIEIOBAHMUSI KOJOHM3a-
1S TPAaMOTPULIATEIbHOMN pe3UCTEHTHOM (PI0POIi ObliIa BBISIBIIC-
Ha b y 29 (35,8 %) nmauuveHToB, nponyiieHa y 24 (29,6 %).
Metonom CHROMagar koynonu3sanus Oblia oOHapyxkeHa y 50
(61,7 %) mauumenTos, mpomnyiieHa y 3 (3,7 %). Takum obpazom,
000MMHM METOIAMM MCCJICIOBAHMS KOJOHM3ALMSI 10 Pa3BUTUSI
(ebpunbHOI HelTpornieHUU Oblia BbisgBieHa y 53 (65,4 %) na-
ureHToB. [IperMyllecTBEHHO MPUMEHSIN Ie3CKAIAlMOHHYIO
crpareruio B 1-ii muHuu Tepanuu y 62 (76,5 %) naunenTos. [1pu
IIPOBEICHUU 3MIIMPUYECKON Tepaluu I10 HOBOMY IIPOTOKO-
a1y, pexycMmaTtpuBatolieMy olieHKy mo CHROMagar, Tsoxenbie
UHOEKLMU pa3BUBaIuCh y 6,17 % (n = 5) nmauueHToB, A0 IpU-
MEHEHUsI JAaHHOTO METOJa OHU BBIABISIINCE B 13,5 % (n = 13)
ciaydaeB. B orneneHue peaHMMalMy U MHTEHCUBHOM Tepamuu
B IIpeIbIAYyIIEM IIPOTOKOJIe ObUIM IlepeBeleHbl 15 MalueHToB,
YTO COCTaBWIO 15,6 %, B HOBOM IIPOTOKOJIE — 7 MALIMEHTOB, YTO
cocTaBuio 8,17 %.

BoBoapl. KosoHu3zamust rpamMoTpULaTeIbHBIX OaKTepuit
1o TT'CK nmocturaet 65 % u B 0OJIbIIMHCTBE CllydaeB BbI3BaHa
FE. coli kak MOHOAreHTOM, TaK U B KOMOWHALIMM C IPYyTUMU OaK-
Tepussmu ¢ MJIY. B ¢BsI3n ¢ BBICOKOI1 pacripoCTpaHEHHOCTBIO
KOJIOHM3ALIMU PE3UCTEHTHBIMU OaKTepUsSIMU, MPUMEHEHUE Je-
3CKAJAlIMOHHOM CTPAaTeruy SMIIMPUYECKOM Tepanuu 3HAYUMO
yBeanumioch. C mpUMeHeHHEeM HOBOT'O IPOTOKOJIa ObLIO 3ape-
TUCTPUPOBAHO MEHBIIIE CIy4aeB Pa3BUTHS TSKEI0M MHMEKILINH,
YMEHBIIWIOCH YMCJIO MEPEBONOB MAllMEHTOB B OTACICHUE pea-
HUMalUKU U MTHTEHCUBHOM Teparuu.
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