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AkTyanbHocTb. B obnactu aHecTtesnonoruu
B KayecTBe OCHOBHbIX MHAOMKaTopoB bBesonac-
HOCTM OKa3blBaEMOW NOMOLUM cfiefyeT NpUHUMaTh
KONMMYECTBO KPUTMYECKUX MHUMAeHToB (KWN).
OnHako B Poccum He cyllecTByeT HauMOHamb-
Horo peecTtpa KW, uto 3aTpyoHseT npoBedeHue
CUCTEeMaTUYeCKOro BCECTOPOHHEro aHanusa
LaHHOM nNpobnemsbl, NyTen ee peLleHns 1, COOTBeT-
CTBEHHO, NoBblLLEeHMs Be3onacHOCTV NPOBOAMMOrO
neyeHms.

Martepuansl n Metopbl. [lpoBoaMnca MoHo-
LleHTPOBOW pPeTpOCNeKTUBHbIM aHann3 KW, npounso-
LeALWwnX B YCIOBMSAX ONEPaLMOHHON Y NauMeHToB
B Bo3pacTe oT 1 mMecsAua no 18 net (Me 6 nert 4
MecsLa) npu obecneyeHn aHecTe3noNorMUYeckmx
nocobuit B TedeHue 2 KaneHpapHbix net (2018-
2019 rr.) B ycnosuax HMUL OFON um. OMuTpus
Porauesa. B ocHoBy nccnenoBaHus nerno onpe-
pneneHve dpakTopos pucka passutusa KU 1 oueHka
MPOrHOCTUYECKOM LIEHHOCTU BbISIBNIEHHbIX NMPefunK-
TOPOB C MOMOLLbIO OAHO- U MHOrOaKTOPHOI0
NIOrMCTUYECKOr0 PerpeccMoHHOro aHanusa wu
MeTOda OLEHKM COMOCTABNEHUS CKIIOHHOCTEN
(propensity score matching).

PesynbTtatbl. CornacHo KputepusiMm cooTBeT-
CTBMA aHanu3y nopeeprnucb 3129 aHecTesui y
2147 naumneHToB. pn 3ToM BbINI0 3aperncTpupo-
BaHo 455 KW y 333 nauneHToB. ['eHaepHoe COOTHO-
LWeHue Mk B rpynne ¢ KU coctasuno 1,1:1.

Ha atane aHanusa B3anMocBsA3en bl UCKIIo-
YeHbl M3 MOJENM TaKMe NepeMeHHble, Kak «BO3pacT
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nauneHTa», «Mnoj nauuMeHTa», «BpeMs Hayana
onepaumu>, «niaHoBOCTb Onepaummn».

Hanbonblwen cTaTUCTUUECKU U KIUHU-
YECKM 3HAUMMOWN MPOrHOCTMYECKOM LIEHHOCTbIO
OTHOCUTeNbHO obnacTtu xupyprum obnaganu
Takne NpPesukTopbl, Kak TopakoabaoMuHanbHas
(p < 0,001) n Hepoxupypruueckas (p = 0,003)
obnactu. OTHOCUTENBHO THAMXECTWM Onepauun
Hanbonblue CTAaTUCTMUYECKON M KIIMHUYECKOM
3HaunMocTbio obnapana V Kateropusa CnosKHOCTH
(p < 0,001), ogHAKO KIIMHWMYECKM 3HAUYMMOE MOBbI-
LLeHWe BEPOSTHOCTM pa3suTus KW HaumHanoco yske
co Il kateropuu cnoxHoctu (p < 0,059). Mpopon-
MMUTENbHOCTb aHECTE3nN TaKxke SABMsSNach cTaTu-
CTUYECKM U KIMHUYECKN 3HAUYUMbIM MPEeLUKTOPOM
Pa3BUTUS KPUTMYECKOrO WMHLUMAEHTA, MOBbIWAs
BepoATHOCTb passuTus KN Ha 0,2% npu yBenmueHum
npoponkuTenbHocTi Ha 1 MuH (p < 0,001). OTHo-
CUTENbHO OMbITa aHecTe3nonora: Npu NPoBeaeHUn
CpaBHEHWS C OMbITOM aHecTe3vonora MeHee 5 net
Hanbonee KMMHUYECKN U CTAaTUCTUYECKM 3HAUMMBIM
NPEAVKTOPOM, NOBbILLAIOLLIMM BEPOATHOCTb Pa3BUTUS
KW B 2,5 pasa, oka3sancs onbIT aHecTesnosnora ot
5 no 10 ner.

BbiBopbl. HeCMOTPA Ha Hanuume orpaHuyeHuin
MUNOTHOrO MCCNeaoBaHWA, NposefeHHasa paboTa
NMO3BOMSIET BbIATU Ha HOBbINA, Bonee BbICOKMIA
ypoBeHb obecneyeHuns 6esonacHOCTM NPOBOAMMOrO
aHecTesnofiornyeckoro nocobus, nosbias TeM
cambiM 06Lyio adhdeKTUBHOCTL paboTbl Bpava-
aHecTe3uonora-peaHuMaTornora.
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KTyaflbHas cTtaTucTuka no 3abonesae-

MOCTV M CMEPTHOCTM OT 3110KaYeCTBEHHbIX

HoBoobpa3sosaHuit (3HO) y nmoapocTKoB u
MONOAbIX B3POCIbIX Yallle BCero npepcraBnseTcs
KaK 4acTb OT ApYrvx BO3PacTHbIX rpynn (oet unm
B3POCSIble), B CBA3M C YEeM KpaitHe BaskHas retepo-
FEHHOCTb 3TOW KaTeropum naumneHToB OKa3blBaeTCs
3aMacKMpoBaHHON. HefoCTaTOK OQHO3HAYHbIX U
LOCTOBEPHbIX JaHHbIX MO YacToTe crny4yaeB 3abo-
nesaemocTu 3HO, obLien 1 6eccobbITUNHOW BbIKU-
BAeMOCTU, @ TakKe CMEPTHOCTU He NO3BONSET B
nofiHoM obbeMe OKasblBaTb CMELMAnNU3npoBaHHYIO
MOMOLLb aHHOW KaTeropuv nauuveHTOB Ha BbICO-
YarLleM ypoBHe.

MHOroumMcneHHole MCCNefoBaHUA, BbINON-
HeHHble Ha Base knuHWK EBponbl u CLUA, cBuge-
TENbCTBYIOT O TOM, YTO JIeYEHNE OHKONOrMYECKMUX
W remMaTofniormyeckux 3abonieBaHuii y NogpoCTKOB
n MonopbIx B3pocribix TpebyeT ocoboro noaxopa,
coueTaioLlero Havbonee adhdEKTUBHLIE METOANKM
Kak OeTCKOW, TaK ¥ B3POCO OHKOreMaTonoruu,
a Take yuyeTa Bcex On3MONornyeckmnx, NCUxono-
FMYECKMX M COUMArbHbIX XapaKTepUCTUK LaHHOM
rpynmnbl NaUMEHTOB.

B Pecnybnuke benapyce ¢ 2010 r. cneundom-
YECKOoe M COMpOBOAMTENbHOE NeYeHne NauneHToB
C ocTpbiM NuMdobnactHbiM neikosomM (0N111) B
Bo3pacTe 18-29 neT cTano ocyLlecTBAATLCA Ha
6a3e LleHTpa meTcKon OHKOMOruM, remMaTonorum u
MMMYHOSI0M UM NO «OETCKNM>» NPOTOKOS1aM JIeUeHus.
3a [ecATUNeTHU nepuom yaanock AOCTUYb NOBbI-
weHus obwen BbiskmBaemoctn ¢ 33,3 po 70%.
JaHHble pesynbTaTbl MNO3BONUAM 3asfABUTbL 06
3P HEKTUBHOCTU «AETCKMX> NMPOTOKOSIOB fEYEHUS
Yy NOAPOCTKOB U MOSIOAbIX B3POCAbIX U CTUMYNN-

poBaTb NEpPeBOL MaLMEHTOB C APYrMMU AETCKUMU
OHKOJIOrMyeckMMmn 3abonesaHuaMu nop Habno-
nenve LeHTpa.

Tak, B HacToslLLlee BpeMa KpOMe MauneHToB
c OJJ1 B LleHTpe nonyyaloT fneyeHne nauMeHThl
C OMarHosaMu ocTpbi MMenobnacTHbIA NEenKo3
(OMN), numcboma XommkuHa (J1X), HEXOIKKMHCKME
numdoombl (HXI), ocTeocapkoMa, capkoMa t0uHra,
repMUHOreHHble ONyxonu B Bo3pacTe Ao 21 ropa.
Takke B LleHTpe nevatcsa naumMeHTbl C FepPMUHOMeH-
HbIMW OMYXONSIMKU B Cryyae peuuavBa Un COOT-
BETCTBUS KPUTEPUAM Fpynmnbl BbICOKOrO pUcka B
BospacTe po 30 ner.

JlntepaTypHble AaHHble CBUAETENbCTBYIOT
B MOSfb3y TOro, YTO OHKONOrmMyeckue 3abone-
BaHWS UMeIOT crneundpnuyeckoe pacnpeneneHve no
HO30/10rMYECKMUM rpynnaM cpeau NoapOCTKOB U
MonogbIxX B3pochbiX. Tak, ecnu y geten npeobna-
0al0T NEeNKo3bl, NIMMOMbI M OMYXOSIN LIEHTPANbHON
HepBHoOM cucTembl (LLHC), To y moapocTKoB w
MOnoAbIX B3pocnbix Hanbonee BbICOKa yacToTa
3abonesaemMocTy J1X, a TakKe repMUHOrEeHHbIMK
OnyxonsMu, y NauMeHToB cTapLue 25 neT Hambonee
pacnpocTpaHeHbl KapuvHOMbl. AHanu3 CBeeHWM
n3 6asbl faHHbIX benopycckoro kaHuep-peru-
CTpa HarnafHo NOATBEPNKAAET 3TW [aHHble. Tak,
n3 Bcer KoropTbl (n = 521) 207 nauneHTaM 6bin
BbICTaBneH anarHos J1X n 216 nauneHTaM — repmu-
HoreHHast onyxoJsib. Mpu 3ToM yacTb 13 Hux (113
39 yenoBek COOTBETCTBEHHO) Mosyyanu fieyeHue
Ha 6ase lleHTpa no npoTokonam, paspabo-
TaHHbIM AN leYeHns aeTent, a apyras vyactb (94
n 177 naUMeHTOB COOTBETCTBEHHO) HaXOAMIIMCh Ha
NeYeHnn BO B3POCbIX OHKOLMCMNAHCepax 1 Nosy-
Yanu fneyveHne no «B3poC/biM>» NPOTOKONAM.
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B Poccuiickon ®epnepaumn cutyaumsa ¢ nopgobd-
HbIMW MauneHTamMm 0BCTOMT ropasfo CroXHee,
NOCKorsbKy Bce naumeHTbl co 3HO cTapwe 18 net
MOCTYNaloT Ha feyeHne BO B3POCHble yUpEXAeHUs
BHE 3aBMCMMOCTM OT AuarHosa. Takum obpasoM,
3HauuTenbHasa rpynna nauveHToB ocTaeTcs 6es
afeKBaTHOr O fleYeHUs, YTO CKa3blBAETCA He TOMbKO
Ha MOKa3aTensAX BbIXXMBAEMOCTU U CMEPTHOCTH, HO
¥ Ha KayeCTBe KU3HM TakMX NaLMEHTOB B LIESIOM.

B HMUL, OFOU nmM. OMutpusi PoraueBa doyHKLN-
OHVIPyeT eAMHCTBEHHOE B CTPaHe OTAeSIeHNe OHKO-
noruv 1 remMaTonoruK, cneumanusvpyoLLeecs Ha
nofapocTKkax 1 Monofdbix B3pochbix. C 2012 no 2021
r. B HeM npownu neveHve 903 yHUKanbHbIX naumn-
eHTa B Bo3pacTe o1 11 net po 21 roga. U3 Hux 186
NauMEHTOB C CapkoMaMu KocTeit (ocTeocapkoMa v
capkoma lOuHra), 128 —c ONJ1, 72 -c OMJ1, 81 - ¢
J1X, 64 — c onyxonamu LUHC, 51 — ¢ annactuyeckom
aHemueit (ceepxTsenas dpopMa), 19 — ¢ Hasoda-
PUHreanbHON KapuuMHOMOW. B cBAsu ¢ Tem, yTo B
paMKax POCCUMCKOrO 3aKOHOAATeNbCTBa B HACTO-
filllee BpPeMs rocnuTanusaums nauneHToB cTapLue
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18 net B peTckoe nubo NOQPOCTKOBOE OTAENIEHNE
He OOMYCKaeTCHi, HEBO3MOXHO OLeHUTb Nnunbo
CPaBHUTb BbIXKMBAEMOCTb BOSbHBIX OQHON OAHHOWM
BO3PaCTHON rpynnbl B AETCKOM M B3POCSIOM CTaLu-
OHape.

YHWUKaNbHOCTb OHKOMOFMYECKUX LMarHo3oB
B [AHHOM BO3PaCTHOW rpynne B COBOKYMHOCTMU C
OpyrumMu chakTopamm (coxpaHeHue pepTUIbHOCTH
M MONOBbIX KNETOK, 0CcTpas noTpebHoCTb B peabu-
NUTaLMM 1 BO3BpaLLEHME K aKTMBHOMY obpasy
MU3HWU 1 TPYAY, couManbHas U NCUXONornyeckas
afjanTtauusa nocne nepeHeceHHoro sabonesaHus,
NpoTe3npoBaHue U T. A.) CBUAETENbCTBYIOT O HE0b-
XOOAMMOCTU CO3[aHUS OTAENBbHON OHKOremMaToso-
rMyeckon cnyxbbl AnNd NOLpPOCTKOB M MONOAbIX
B3pocnbix. KpallHe Ba)HO, 4yT0bbl MmauMeHThl
AaHHOW aeMorpadoMyecKon rpynmnbl UMeNM [OCTYN
K aleKBaTHOMY COBPEMEHHOMY JIEYEHMIO, MOIMU
y4aCTBOBATb B KIIMHUYECKUX UCMBITAHUAX U OPYruX
HaY4HbIX UCCMEeLOBAHMUAX, @ TaKKe YUNTbIBASIUCH
KaK OTheslbHas KaTeropus B aNvMaeMUONIOrMYeCcKux
nccnepoBaHusX.
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OT Teopuu K npakTuKe. ONbIT NPUMEHEeHUs
amMuumsymaba y naumeHToB ¢ reMocpunuen A

AETCKOro Bo3pacTa

T.A. AHppeesa, U.A. IaBpunyeHko

lopoackovi ueHTp o neyenuio remocpurimm Cr16 6Y3 «[opoackaa nommkmmHuka Ne37», CaHkT-[leTepbypr

aHKT-MeTepbyprckuii LeHTP MO NEYEHUIo

remogunum (FUJT), opraHusoBaHHbIN

Bonee 40 net ToMy Ha3af, OT/IMYAIOT MHOMO-
NPOdOUIbHOCTb ¥ MPEEMCTBEHHOCTb OKa3blBaEMOM
MenuumHckon noMowm. Ha 01.01.2021 Ha yueTe B
LleHTpe cocTosnmn 3535 NauMeHTOB C BPOKAEHHbIMM
KoarynonaTtuamu (13 Hux 679 feteit), B TOM uucne
241 s3pocnbivi nauneHT n 131 pebeHok ¢ remodm-
nvein A.

HecMoTps Ha ycnexu, QOCTUrHyTble B OKa3aHWu
MOMOLLIM MaumeHTaM ¢ reMocpunment A, v [OCTaTouHyYI0
obecneyeHHOCTb aHTUreModMIbHbIMK NpenapaTamu,
MHOrve nNpobnembl B fieYeHUn reMochunmm ocTatoTcs
HepeLUeHHbIMK. 3TO U COXPaHSAIOLMECS KPOBOTe-
YeHus, HECMOTPSA Ha MpoBeAeHVe NPOUNAKTUKK, U
npobreMsbl ¢ cycTaBamu (apTponaTus U XpoHUYEeCKast
60rb), M 3aTpyAHEHHBIA BEHO3HbI AOCTYM, M PasBUTHe
MHMMBUTOPOB NPV MPUMEHEHUN KOHLIEHTPATOB dhaKTopa
VIII (FVIII). BceMmupHoit henepaLivieit reMocomnmm Bbin
NPOBO3riiaLLleH NosyHr: «0 KpOBOTEYUEHWIA>, OOHAKO Npu
npuMeHeHun npenapatos FVIII co ctaHoapTHbIM nepu-
OLIOM MOJyBbIBEAEHUSA 3TOr0 AOCTUYL HE YAAETCA, TaK
Kak Heobxoammo nopaepskueath yposeHb FVIII Boiwe
12%.

15.10.2018 B Poccuinckon depepaunm bbin 3ape-
FMCTPUPOBAH NEPBbIA U EANHCTBEHHbI MOAKOMHbIN
npenapat amuumaymab (Femnunbpa), KoTopbii SBMS-
eTcs bucneundonueckum antutenom (IgG4) ¢ adpdpomH-
HocTblo K FIXa n FX, «MuMukpupyiowmm» Ko-dhak-
TopHyto akTuBHoCTb FVllla. MNMepuop nonyebiBeaeHus
aMuumsymaba CoCTaBnseT OKomo 28 oHel, YTo No3Bo-
NSeT NpoBoaNTb MHBbeKUMM 1 pa3 B 1 Hen, 1 pa3 B 2 Hen
n 1 pa3 B 4 Hep. CTabunbHas KOHLEHTpaLMSA 3MULN-
3yMaba (6e3 NWKOB 1 MafeHWi) NOLNepsKMBAETCS NpU
MCNOSb30BaHMN B NIOOOM M3 PEXUMOB NMPUMEHEHNS,
HE3aBMCKMMO OT BO3pacTa W APYrux UHAMBMAYaIbHbIX
ocobeHHocTel naumeHTa. [py KoHUEHTpaumm SMuUm-
3yMaba B Kposu 41-61,6 MKr/mMn obecneunBaeTcs
remMocTaTMYeCcKni NoTeHLman, akensaneHTHbIn ~20,3%
aktusHoct FVIII. Tlpy ponrocpoyHoM npuMeHeHuu
aMMum3yMaba 4acToTy CyCTaBHbIX KPOBOTEUEHWIA Y
naumeHToB ¢ remochunmen A, Kak ¢ MHIMBUTOPOM, Tak
n 6es, nossonseT Npmbnm3unTs K 0.

C 2021 r. naumeHTbl B Poccuickoin denepaumm
nosyyaloT MOAKOXHbIN npenapaT 3Muumsymab no

denepancHoi nporpaMMme «14 BbICOKO3aTpPaTHbIX
Hosonorun>». B CaHkT-leTepbypre Ha npenapat
aMuum3ymab nepesefeHbl 33 nauueHTa AETCKOro
BO3pacTa, U3 H1X 9 ¢ MHrMbuTopHON hopMoin reMo-
dounum A n 24 ¢ Taxenon cpopmon remocpunmm A 6es
nHrnbutopa. M3 HUx 4 naumeHTa paHee nonyyanu
npenapar Mo per1oHasnbHoi nporpamme (3 ¢ Tsernon
UHrMBuTOpHOM chopmor remochunnmn A n 1 ¢ Taxernon
chopmoit remodomnum A), 29 NpuMeHsioT npenapat
B TeueHne 1 mec. 3MuumsymMab nokasan BbICOKYIO
9(hHEKTUBHOCTL (HECMOTPS HA TPaBMbI, HU Y OAHOMO
M3 MaLMEHTOB He BO3HWKIO KPOBOTEUeHuit) 1 Braro-
MPUATHBIN Npochunb Be3onacHOCTy.

BakHbIM acneKTOM ABMAETCH KOHTPOSb reMocTasa
NPV NPOBEAEHWM OMEepPaTVBHbIX BMELLIATENLCTB. bbino
nposeneHo 11 onepaunii y 3 naumeHTos (2 — remo-
dounus A, uHrnbutopHasa coopma, 1 — remocpunua A,
6e3 uHrnbuTopa). BoceMb onepaumit Manoro obbeMa
BKITIOYaNM 3KCTpakumio 2 3yboB OJHOMOMEHTHO,
BHYTPWCYCTaBHble MyHKLWW NIEBOr0 KOMEHHOro, rone-
HOCTOMHOIO M MPaBOro JIOKTEBOro CyCTaBOB. Tpu
BonbLuMX onepaumnn: PeBU3MOHHOE 3HAOMPOTE3NPO-
BaHWe NpaBoro KOIeHHOr0 CyCTaBa, OTKPbITOE Brpas-
NeHNe KOMMOHEHTOB C 3aMeHOW BKMadblILLa, yLUMBaHue
nedeKToB Kancysbl MPaBoro KOSIEHHOro CyCTaBa,
PEBU3VOHHOE 3HAOMPOTE3NPOBAHME JIEBOMO KOSIEHHOMO
cycTaBa. [1pn npoBeneHWy Manbix onepaLwmii AONoHN-
TeNbHOM remMocTaTuyeckon Tepanum He notpebosa-
NOCb, KPOBOTEYEHUI HE BO3HWKIIO. [1py BbINOSIHEHUK
OPTOMNEANYECKMX ONepaLymii reMocTaTuyeckas Tepanus
MPOBOAMIACH B TEUEHNE HECKOMbKUX CYTOK, HO 0bLLas
CyMMapHas 403a YMeHbLLUWIACh B 2 pasa, yBeSMUnchb
VHTEepBasbl MEX[y BBEOEHUAMM rpenapara.

ApceHan TepaneBTUYECKUX OMNUMIA ANS NeYeHns
naumeHToB ¢ remodoununent A 0o HeDABHErO BPEMEHM
CBOOMIICH JWLLIb K BO3MOMKHOCTSM (HaKTOPHOW Tepanuu,
1 MHorve npobnemMbl 0CTaBanMUCh HepeLleHHbIMKU. B
npenapate 'emnunbpa BONOTUAMCE MEYThI 1 YasiHWS
MHOIMX naumeHToB ¢ remochmunmen A. C MomeHTa
nepBeov perncTpaummn amuumayMaba yxe bonee 10 000
BonbHbIx B Honee yem 100 cTpaHax Mupa nonyvaT
3TOT MHHOBALIMOHHBIN Npenapar Mo nporpamMe «14
BbICOKO3aTpaTHbIX Ho3oM10ruiA>, ¢ 2021 r. okono 340
nauneHToB ¢ remocdounment A Hayanm Tepanuio aMULM-
3ymabom B Poccuinckon depepaumn.
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JleueHune pobpokauecTBeHHbIX
HoBooDOpa3oBaHU KOCTEN y aeTen
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AKTyanbHocTb. [JnarHoCcTMKa v neveHne nobpo-
KauyeCTBEHHbIX OMyXO0siei KOCTen y AeTen aBnseTcs
HepooueHeHHon npobnemon. HecMoTps Ha To, YTO
HoBOOBpa3oBaHMA [OBpPOKayeCTBEHHbIE, OHW MOTYT
MPMBOAMTb K 3HAUMTESIbHOMY YXYALLEHUIO KayecTBa
MU3HW. He Hy)XHO 3abbiBaTb OT TOM, UTO HEKOTOpbIe
13 HUX 03M10KAYECTBAAIOTCS.

Uenb. AHanus onbiTa neyeHnsa pobpokave-
CTBEHHbIX HOBOODpPA30BaHWU KOCTEWN y oeTen u
nogpocTkos B HMUL OI"ON um. AIMutpms Porayesa.

MaTtepuanbl u MeToabl. [poaHannsmMpoBaHsbl
pes3ynbTaThl ONepaTMBHOro neveHus 117 naumeHTos
c pobpokayecTBeHHbIMU HOBOOBpasoBaHUAMMU
kocTen B nepuog ¢ 2012 no 2020 r. Cpeom Hux B
68 cnyuyasix — 0CTeOXOHAPOMa, B 26 — aHEBPWU3-
MasibHas KOCTHas KucTta, B 15 — xoHgpobnacTtoma, B
8 — octeonp-octeoma. CpefHWin BO3PaCT NaLMEHTOB
cocTaeun — 12,3 rona (4-17 net). CpenHuin nepuon
HabnioneHns — 62,7 Mecsaua (6—-102 mecsua).
[MauveHTaM NpoBOAMMIUCH OMepauun pasnuy-
HOro obbemMa B 3aBMCMMOCTU OT FMCTOMOrUYe-
CKOr0 AMarHo3a u fiokanmsaumm naTonornyeckoro
npouecca. B HekoTopbIX crny4vasx npuMeHsnach
TaKTVKa KOHCEPBATMBHOM Tepanuu.

PesynbTathl. [0 pe3ynbTaTaM aHanusa BbisB-
NIeHO, YTO XUPYpruyeckoe feyeHve camoro
pacnpocTpaHeHHoro nobpokayecTBEHHOr0 HOBO-
obpasoBaHus KOCTeh — OCTEOXOHAPOMbI — Yy
2 (2,94%) naumeHToB NoTpeboBany NPOTANKEHHbIX
peseKkuMin ¢ peKoHCTpyKumnen. OgHa n3 Hambonee
onacHbIX 0OBPOKaYeCTBEHHbIX OMyX0onen — aHeB-
pusManbHas KocTHasa kucta —y 5 (19,2%) naum-
EHTOB NpMBena K CIOHbIM PEKOHCTPYKTUBHbLIM
onepauusaM, B TOM Y/CMEe K SHAONPOTE3NPOBAHMIO
(2 cnyuvas). B To ske Bpemsi y 12 (46,15%) naum-
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eHToB (MouTu nonosuHa crnyuyaes) Habniopancs
perpecc HoBoobpa3oBaHMA Mociie NpoBefeHus
Buoncum.

Mpy XMpyprMyeckoM nevyeHun xoHppobnac-
TOMbl — arpeccuBHOM OMyXOJIM, 4YacTo pas3py-
LWaloLen cycTaB, — MPOTAMEHHbIE PE3EKLMU C
PEKOHCTpYyKUMeit (B TOM uucne sHLONPOTE3NPO-
BaHue) nposoaunuck B 4 (26,7%) cnyuasx. Bo
BCEX OCTaslbHbIX CITy4asX BbIMOMHANCA KIOPeTax C
NAacTUKoW oedekTa KOCTHbIM LLEMEHTOM.

BceM 8 naumeHTaM ¢ 0CcTeONA-0CTEOMOM NPOBO-
AMIOCh paspyLLEHWe NaToNornyeckoro sapa. Tpem
(37,5%) naumeHTam noTpeboBanocb NpoBeaeHue
AaHHOM npouenypb! nog KT-HaBuraumen B CBA3n ¢
aHaATOMMWYECKM CIOXHbIM PaCcMnoNOMXeEHNEM HOBOO-
BpaszoBaHus.

BbiBoabl. HecMOTps Ha TO, YTO ONMCaHHbIe
HoBOODpa30BaHMs KnaccunumMpyoTcs Kak [obpo-
KauyeCTBEHHbIE, M3 HALLUero aHanuaa BUMAHO, 4YTO
Takue HO30M0MUK, Kak aHeBpM3MarbHas KOCTHas
KMCTa M xoHapobnactoMa, Npu HeCBOEBPEMEHHOM
obpallleHun B cneunanusmMpoBaHHbIN CTaLMoHap
MOryT noTpeboBaTb TAMKENbIX PEKOHCTPYKTUBHbIX
onepauui, B TOM YMcre 3HAONPOTeE3MPOBaHus. Ipu
nosgHeM obpalleHun MoryT BO3HWKaTb Heobpa-
TUMble NOCMEACTBUA, Ha hOHE KOTOpbIX pasBu-
BalOTCH Tsenble opToneanyeckune fedpopMaLuu,
TpebyloLime NpUMEHEHUSI COBPEMEHHbIX BbICOKO-
TEXHOSOrMYHbIX METOAOB NleyeHus. K guarHocTuke
1 neyeHuio [obpokayecTBeHHbIX HOBOOBpa3oBaHMiA
KOCTeN OOJIKHbI MpenbsBnsATbCA Te e Tpebo-
BaHWA, YTO M MPU 3/TI0KAYECTBEHHbIX OMYyXONSsX,
4TO6bI MCKMIOUNTL OLLMBKM B MOCTaHOBKE AMarHo3a
N CBOEBPEMEHHO BblOpaTh MPaBUIIbHYIO TAKTUKY
neyeHus.
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TpaHcnNaHTaLUMOHHbIE TEXHOJIOMUK
B XUPYPrum onyxosiei NeyeHu y peteu

[.I". Axanapse, H.H. Mepkynos, I'.C. Pabaes, H.I". YckoBa, K.[l. ABeTucsH, H.C. ['pauves,

H.B. Mskosa, [".A. HoBMuKoBa

@IBY «HaumnoHarnbHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpasa Poccun, Mocksa

TpaHcnnaHTauma neyeHn No npasy OCTaeTcs
€AVHCTBEHHbIM pafuKanbHbiIM METOAOM NeyeHus
npv psiae AoBpoKaYeCTBEHHbIX U 3M0KA4YECTBEHHbBIX
onyxonen neuvexu y pneten. HecMoTpsa Ha TO, 4TO
MeXAYHapOAHbIMU MCCefoBaTENbCKUMU Tpyn-
naMu NnokasaHus K TpaHcnnaHTaumMm npy 6onbLUnH-
CTBE OMyXONien NeYeHu onpefeneHbl, akTyasbHbIM
OCTaeTCA pa3yMHOe MOBbILLEHWE PafUKanbHOCTM
Pe3eKUMin NeveHn C Lenbio n3beskaTb HeraTMBHbIX
MOCNEeACTBUIM TpaHcnnaHTauum. lNoBbileHne pagu-
KanbHOCTW ONepauuin HepaspbiBHO CBA3aHO C
Pa3BUTMEM U BHEOPEHWEM TPAHCMIAHTALMOHHbIX
TEXHOMOMMIN B PE3EKUMOHHYI0 MONUTUKY. K TpaHCc-
NAaHTaUMOHHBIM TEXHOMOMMAM OTHOCHT onepaumu,
B XO[le KOTOPbIX HEOHXOAMMbI Pe3eKLUMM U PEKOH-
CTPyKUMKM cocynoB acphepeHTHOro KpoBoCHab-
KEHUA neyeHn (BOpPOTHas BeHa M MeuyeHoYHas
apTepws), a TaksKe PEKOHCTPYKLMM cocynos adhdoe-
PEHTHOIO OTTOKA KPOBM (HUKHASA Mosasi BeHa, rena-
TWKOKaBasibHbI KOHAIOEHC, NEeYEHOUHbIE BEHbI).
PEKOHCTPYKLUMN HUKHEN MOMON BEHbI, NEYEHOYHbIX
BEH W UX COYCTbS COMPSKEHbI C YAaCTUYHON WK
TOTasIbHOM COCYAMCTON N30M1aumMeln n Heobxoanmo-
CTblO B psAfe cny4vaes npuberaTb K MepaM npodou-
NaKTUKK ryBUTEeNbHOM TENSOBON ULLEMUU MEYeHU
n ee Bynyuiero octaTka. B 3ToM KoHTeKcTe Heob-
XOOMMO YMOMSAHYTb U TMNOTEPMUYECKUE PE3EKLNM
neyeHu, KoTopble MOryT BbITb BbIMOSIHEHDI in Situ

unu ex situ/ex vivo. QueBnMOHO, YTO BHEApEHWME
MepeyYnCcrieHHbIX TEXHOOMMN B XMPYPruyecKom
renaTonorvu y geTev ABASETCS HOBbIM Hanpasne-
HMeM B renatobununapHom XMpyprum u He Morno 6Bl
passuBaTbCs Be3 HaLnexallero aHecTe3nonornye-
CKOro nocobvsi 1 peaHMMaLMOHHOr 0 YX0Aa 3a naum-
eHTamu. 3a efBa HoOMbLUWA, YEM 3-IETHUI MEPUOL
C MOMEeHTa cTapTa CaMOCTOATESIbHON NPOrpaMmbl
neguaTpuyeckon xupyprumn nevenmn 8 HMUL, OIMOU
M. IMuTpua Porayesa, HaKOMMEH ONbIT fleYeHuns
Onyxofier NneyeHn pasnMuHON MpuUpopbl Y AeTew,
KOTOPbIV BKIIOYAET PE3EKLMN U PEKOHCTPYKLMM
ahdepeHTHbIX 1 3 PEePEHTHBIX MEYEHOUYHbIX
COCynoB, B TOM uucrne ¢ xonoposon nepdysuen
W KOHCepBauuew pparMeHTa MeyeHu, u ayTo-
TpaHcnnaHTaumio opraHa. [onyyeHHble pesynb-
TaTbl BOOAYLLEBMSIOT K NPOAOIIKEHNIO HAKOMMEHNS
onbiTa NofoBHbIX BMelaTenbCcTB U pa3paboTke
HOBbIX MOKa3aHWM, NPOTUBOMNOKA3aHWN, a Takxe
TEXHUYECKMX HIDAHCOB UCMOMb30BaHWA TPaHCMNaH-
TaUMOHHbIX TEXHONOMUI, aKTyarbHbIX B fleYeHnn
onyxonew nevyeHn B NEAMATPUUYECKOMN MPaKTUKe.
OnucaHnio HAKOMIEHHOrO ONbITa C U3MOMXEHNEM
TOHKOCTEN aHecTe3nosnornyeckoro nocobwus,
XUPYPruyecKom TEXHUKM U aHanu3a pesynbTaToB
Bbino nocssAweHo coobuieHne Ha Poccunckom
KOHrpecce «[leTckaa OHKONOrunsa, reMatoniorus u
nMMyHosorms XXI BeKa: 0T HayKu K NMpaKTuKe».
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Jlanapockonu4yeckasa xupyprus
HEeUMPOreHHbIX ONyxoneun y neteu

0.I". Axanapse, I'.C. Pabaes, H.H. Mepkynos, C.P. Tansinos, H.I". Yckosa, U.B. Teepnos,

H.C. paues

@IBY «HaumoHarbHbIi MEANLMHCKMIA MCCIEA0BATENIbCKMI LIeHTP AETCKOM reMaTosiornm, OHKONorm

u umMMyHonorum uM. [mutpus PorayeBa» MunsapaBa Poccum, Mocksa

Helpobnactoma — 370 4acTasd conupHas
OMyxosnb AEeTCKOro BO3pacTa C YHWKamnbHbIMU
Buonormnyecknumn ocobeHHocTamu. Jlokanu-
3aums B obnacTu HapnoyeyHUKoB M 3abpio-
LWMHHOM MpOCTpaHCTBe sABnAeTcA Haubonee
YyacTon.

YnaneHve onyxonu OTOeNbHbIMU (hparMeH-
TaMy MpU XMPYPruyeckoM BMeLlaTeNbCTBE He
MeHsieT NporHo3 3aboneBaHuns, a 3apava xvpyp-
FTMYECKOro 3Tana feyeHuss CBOAUTCH K MaKCu-
ManbHO BO3MOXHOM BesonacHow unTopesykuun
(> 90% onyxonu), cornacHo pesynbTatam
NOCnNeaHUX UCCrefoBaHnii eBPONEnNCKON U amepu-
KaHCKMX Fpynn no u3y4vyeHuio HempobnacTomsl.
Mpn aTtoM anda HeipobnacTombl HAAMNOUYEYHUKOB
n/vnu 3abpIOLWMHHOrO NPOCTPAHCTBA TUMUUHO
obpacTaHue npunexawux CTPyKTyp, B NepByio
ouyepenb MarncTparnbHbIX BETBEN a0PTbl U HUKHEN
MOSIOM BEHbI, YTO U CO3AAET OCHOBHbIE TPYAHOCTM
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npu onepaTMBHOM BMeLLATeNbCTBE — XUpypruye-
Ckue dhaKTopbl puUcCKa.

Knaccuyeckumu nokasaHusaMu K lanapocko-
MMYECKOMY YAaneHuio HempobnacToMbl ABNSETCS
pasMep onyxonu Ao 7 cM Be3 xupypruyeckux
hakTOpOB puCKa. HakoMMeHHbI OnNbIT AEMOH-
CTPUPYeT, 4YTO yaaneHne obpasoBaHusa U3 xupyp-
FMYECKOro JOCTYNa BO3MOXHO MPW PacLUMPEHHbIX
MoKasaHUsAX, B TOM 4YuCfle BOBJIEYEHUU Maru-
CTpanbHbIX BETBEN aopTbl.

B maHHOM nccnepnoBaHuy pasobpaHbl TeXHU-
yeckune ocobeHHOCTW yaoaneHus HenpobnacTombl
M3 N1anapoCKONUUYECKOro JOCTyna Npu Hanuuum
XMPYprudeckux pakTopoB pucka (anccekums Boonb
MarucTpasibHbIX COCYA0B), OCHOBHbIE NpeuMyLLe-
CTBa MUHUMAsIbHO MHBA3UBHOM X1pyprum (6onbLuoe
yBefnMyeHune, nydlas Bu3yanusaums BOOMb Bbiae-
nseMbiX CTPYKTYp) u ee orpaHuueHus (obbem
OMyXonu v Masblii 06beM BpioLLHOM nonocTw).
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AHanus onbiTa ogHoro LleHTpa
B TOPAKOCKOMUYECKUX onepauumsax

Ha JIerkux y geteu

[.I". Axananse, W.B. Teepros, H.I". Yckoga, C.P. Taneinos, H.H. Mepkynos, I'.C. Pabaes,

H.C. l'paueB

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM remMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

AKTyanbHoCTb. TOPaKOCKOMMUYECKMN [OCTYN
CuMTaeTCA anbTepHaTUBOM OTKPbITOMY. OfHaKo npu
3/T0KaYeCTBEHHbIX DOMe3HsX y feTen oTcyTCTBYyeT
eouHoe MHeHue o ero besonacHocTn n addek-
TUBHOCTU. MeHbLUMIN KOCMETUYEeCKUn pedekxT,
COKpallleHne nocfneonepaunoHHOro nepuoaa
(MOMN) — ocHoBHblE MpeuMyLLecTBa MUHUMATbHO
MHBa3nBHOro goctyna. OTCyTCTBME PaHOOMMU3N-
POBaHHbIX UCCMENOBaHUNA, yBENIMYEHNE BPEMEHM
onepauuv U TPYQHOCTM nanbnaumn obpasoBaHui
OrpaHNuYMBalOT MCMONb30BaHME TOPAKOCKONUYe-
CKOro LOCTYyNa B AE€TCKON OHKOOruN.

Llenb. AHanns pe3ynbTaToB TOpPaKoCKonuye-
CKMX PE3eKLUMI Nerkmx y geTen.

MaTtepuanbl n MeToabl. [1poBefeH peTpocnek-
TUBHbIA aHanus pesekunin nerknx 8 HMUL OIOU
M. Omntpua Porauesa 3a nepuog ¢ 01.2018 no
02.2020. OueHeHbl pocTtyn, 0bbeM, NoKasaHus K
ynucno onepauui. poaHanuMsnmpoBaHbl pesysb-
TaTbl yaaneHus HoBoobpa3oBaHWi, MHBA3UPYIOLLIMX
1 cerMeHT nerkoro u Bonee, ¢ OLEHKON ANUTESNb-
HocTh onepauun u MOM, YacToTbl OCMOKHEHWUIA C
nomoupio Kputepunes Xonmoroposa—CMMpHOBa,
MaHHa-YuTHu, duwlepa.

PesynbTaTtbl. BbinonHeHbl 332 pesekuuun
nerkux, n3 Hux 167 (50,3%) TopakoCKOMMUUEeCKwX.
MepanaHa Bo3pacTa NauMeHTOB, ONEPUPOBAHHbIX
TOpPaKOCKONMYeCKu, cocTaBuna 46 Mecsues
(25-103 mecsua), OTKpbITbie BMeLLaTeNbCcTBa —
161 Mecsu (64-207 mecsues). OcHoBHble MoKa-
3aHMS K onepauusM M3 TOPaAKOCKOMUYECKOro

W OTKPbITOro focTynoB: 6uoncum obpaszoBaHwuit
84 (50,3%) n 5 (3%), MeTacTasakToMun 73 (43,7%)
n 153 (92,2%), aTunuuHble pesekuum C Lenbio
ynaneHsus HosoobpasosaHuin 2 (1,2%) n 2 (1,2%),
cermMeHTakTOMUM 4 (2,4%) n 0, nobakToMum
4 (2,4%) v 4 (2,4%), nHesmorakToMumn 0 1 2 (1,2%)
HabnogeHMn cooTBETCTBEHHO. [auneHTsl onepu-
pOBaHbl Mo MoBofy 3110kavecTseHHbIX (7 (43,8%))
n nobpokauecTteHHbix (5 (31,2%)) HoBooGpa3o-
BaHMI, rpMBKoBbIX nopaskeHuit (4 (25%)). MeamaHa
BO3pacTa cocTasuna 56 Mecsues (13-68 mMecsues)
NPy TOPaKOCKOMMYECKOM gocTyne u 54 Mecsua
(1670 Mecsues) ana Topakotomuit (p = 0,9).
3HauMMble pas3nuumna B ANMTENbHOCTW onepaLuu,
MMOM, yacToTe OCNOMKHEHMI 0TCyTCTBOBaNM. 06beM
KpPOBOMOTEPWU NPV TOPAKOTOMHOM pocTyne 6bin
Bbiwe (p = 0,005).

BbiBoAbl. MeHbLLasa YyBCTBUTENBHOCTb MHCTPY-
MeHTanbHOM nanbnauuv, Heobxo4MMOCTb BbIMNOSI-
HEHWS MHEBMOHIKTOMMUWU — OCHOBHbIE OrPaHNYeHUs
TOPaKOCKOMUUYECKOro JocTyna y aeten. HecMoTtps
Ha OTCYTCTBME EAMHOIr0 MHEHUS O NMPenMyLLiecTBax
TOPaKOCKOMUYECKMX PE3EKLMIN NIErKUX B OETCKOM
OHKONOIWK, AaHHbIA AOCTYN 3aHAN NPOYHOE MEeCTO
B [MarHOCTUMYECKOM MOUCKE M NO Mepe HaKo-
MAEHUA ONbITa OTPasKaeT OTCYTCTBME Pa3fnumnii B
LNUTENbHOCTM Onepauun B CPaBHEHUM C OTKPbITbIM
OOCTYNnoM. TOpPaKOCKOMMYECKe pe3eKumn aBns-
I0TCA NEepPCNeKTUBHbIM HanpaBfieHneM, TpebyioT
LanbHEeWLero n3yyeHus u onpeneneHns nokasaHum
¥ POV B LETCKOM OHKOMOrUK.
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XopuounpaKapumHOMbI Yy aeTeu:
KINMUHUYECKasa reTeporeHHoCcTb,
obycnoBneHHas CUHAPOMOM

Jln—dpayMenu

3.0. BanunaxmeTosal 2, J1.A. Acbko?, J1.M. Manywa?, A.E. Opyitt, K.A. BopoHuH?,
0.M. BoigaHog?, I".A. HoBuukosa?, C.K. Mopenbiwes?, A.U. KapauyHckuirt
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normm uMm. imutpus Porayesa» Mun3apasa Poccum, Mocksa

2QIrAY «HaumoHanbHbIv MEAULMHCKUIA MCCIIEA0BATENbCKUI LEHTP Hepoxupyprim uM. akag. H.H. bypaeHko»

MuH3sgpasa Poccun, Mocksa

opuoupgkapumnHoma (XK) npencrtasnser

cob0oI penKylo arpeCCUBHYIO OMyXO0flb FO10B-

HOr0 MO3ra C HU3KUMW MOKa3aTesIAMUN BbXKN-
BaeMocTu y getei. Hannume XK, accoummpoBaHHoOM
C cuHapoMoM Jln—®payMeHun Koppenupyet c
pedpakTepHbIM TeYeHneM 3aboneBaHus U NIIOXMM
nporHo3oM. [posefeH aHanun3 Ha Hanuune MyTaLmum
B reHe TP53y 20 peten ¢ XK, 3aperncTpmpoBaHHbIX
B nepwog ¢ 1 aueaps 2009 r. no 31 pekabpsa 2019 .
"epMuHanbHble MyTaumm B reHe TP53 Bbinu obHa-
pyskeHbl y 8 (40%) nauneHTOB, coMaTUyecKas —
y 1(5%) ny 11 (55%) 6onbHbIX MyTauuit B reHe
TP53 obHapy:keHo He Bbino. CeMelnHbli aHaMHe3
CO CTOPOHbI 31TI0KaYeCTBEHHbLIX HOBOODpa3oBaHui
Bbin oTAroweH y 2 geten. B rpynnax nauneHTos
C repMuHasnbHbIMU MyTaumuamm B reHe TP53 u 6es
TakoBOM 5-neTHsA oblasa BbixuaemocTb (0OB)
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coctasuna 35,7 + 19,8% n 65,6 + 14% cooTBeT-
cTBeHHo (p = 0,616). MNatunetHsas 6eccobbiThitHas
BblkMBaeMocTb (5CB) B rpynne ¢ MyTauMaMM B reHe
TP53 coctaBuna 18,8 + 15,8%, B rpynne nauu-
eHToB 6e3 MyTaumit — 50,0 + 14,4% (p = 0,420).
BbIf0 BbIACHEHO, UTO y AeTen C MyTauusMu B reHe
TP53, HecMOTpA Ha NonHoe yaaneHue Onyxonu,
kak BCB, Tak 1 OB Huskue. MNatunetHas OB y peten
C MyTauuaMun B reHe TP53 ¢ NOMHbIM yaaneHvem
coctaBuna 35,7 + 19,8%, y neten 6e3 Mytaumm —
100% (p = 0,042). NaTtuneTtHas BCB y peTeit
C MyTaumih B reHe TP53 c nonHbIM ypane-
Huem cocTtaBuna 21,4 + 17,8%, y neten bes
mMyTaumit — 100% (p = 0,026). [BouM peTam c
cuHapomom Jin—dpaymeHn npu nporpeccumu
3aboneBaHua Obia HasHayeHa TapreTHas
Tepanusi.
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AHanus ocrnoXKHeHUn OHKONIOrUYEeCKOro
SHAOMPOTE3UMPOBAHUA KOJIEHHOIO
cycTaBa y NauMeHTOB [eTCKOro

U NOAPOCTKOBOr0 BO3pacTa

C NepBUYHbIMU OMYXOSIIMU KOCTEN

B HMUL| AAIrFOU uM. IMuTpus Porauesa

A.M. Bopoua#, H.A. bonblakos, A.I0. AptemoBs, M.B. TuxoHoBa, A.C. CrimHuH,
[.B. PoroskwH, A.H. Pemnsos, H.C. 'paues, A.W. KapauyHckui
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n ummyHornorum uM. imutpus Porayesa» Mun3gpasa Poccun, Mocksa

Llenb. AHanuns 0CNOMXHEHUA OHKONOrMYECKOr O
3HAONPOTE3UPOBaHMA Yy MaLMEHTOB AETCKOro u
NMOAPOCTKOBOro BO3pacTa C MCMNONb30BaHWEM
nocrnefHen Bepcun kKnaccudukaLmm OCIOXKHEHUN
no E.R. Henderson, MognduunpoBaHHON KOMU-
TeTom ISOLS.

MaTtepuanbl U MeTtopbl. AHanusunpyiloTcs
pesynbTaTbl OHKOMOMMYECKOro  3HAOMNPOTE3M-
pOBaHMS KOMEHHOro cycTaBa y 97 nauueHToB
OEeTCKOro M MOAPOCTKOBOrO BO3pacTa C nepBuy-
HbIMW 37T0KAYECTBEHHbLIMU OMYXOJIIMU KOCTEN 3a
nepuog ¢ 2012 no 2018 r. YueT nocneonepaum-
OHHbIX OCMOMHEHWI NPOBOAMIICA COrNAcHO Krac-
cudpmkaumm ISOLS, ONOMHMTENBHO YYMTbIBAIOLLIEH
neguMaTpuyeckme OCnoKHeHUs. OYHKUMOHAMbHbIN
pe3ynbTaT oueHMBancs no wkane MSTS.

PesynbTaTtbl. YacTOTa BO3HUKHOBEHWUS OCIOM-
HEHWN MOCNle OHKONOrMYEeCcKoro 3HAOMPOTE3Nn-
poBaHus cocTasuna 19,6% (n = 19), npu atom,
CornacHo knaccudukaumm, Havbonee 4acTo OHu
NpeacTaBieHbl CTPYKTYPHBIMU MOBPEXAEHUAMMY,
MH(PEKLMOHHBIMM OCIIOMKHEHUSIMU U OCIIOMKHEHUSIMM,
CBSI3aHHbIMWU C MOBPEXOEHUEM MACKUX TKaHew
(6,19%, 5,15% un 3,1% cooteeTcTBeHHO). B 10,3%
(n = 10) cnyuaes noHagobunach peBM3UOHHASA

onepauusi C pesHAoNpoTe3MpoBaHMeM. Hu B 0oHOM
Clny4ae Ux pasBUTHE He MOBMMANO Ha CPOKM NpoBe-
OeHusi cneumndnyeckoro neveHus. BoiseneHo, yto
OCIOsKHEHMA yallle Bo3HMKaoT (p < 0,05) y naum-
eHToB Mnagwe 14 net, y 60nbHbIX C pa3aBUKHLIMU
3HOONPOTEe3aMu, a TaKKe Nocne 3HAONPOTE3NPO-
BaHWS MPOKCMMarnbHOro otaena bonblwebepuoson
KOCTM M KOJIEHHOr 0 CycTaBa.

BeiBoabl. HecMOTpA Ha nNpuMMeHeHne cambix
COBPEMEHHbIX CUCTEM AJ151 OHKOMOrMYECKOro 3HA0-
NPOTE3MPOBAHUA, MPOLIEHT OCIOXHEHWIA [OBOMBHO
BbICOK: BO3HMKAIOT NOYTM Y KOO0 5-ro NaumneHTa,
a pesHponpoTe3npoBaHue TpebyeTca Kaxapomy
10-My nauwmeHTy. M03TOMY Yy OeTeil U NOQPOCTKOB
TpebyeTca TwaTenbHoe npefonepaluoHHOe
NaHMpoBaHMe, Tak Kak MHOMMM K3 HUX Heobxo-
OVMbl UHOVMBMAYalbHblE Pa3fBUXKHbIE UMMNAHTHI.
[MpuMeHeHne CoBpPEMEHHON MOAMULMPOBAHHOWM
knaccudomnkaumm no E.R. Henderson, BkrovatoLLen
OOMOSHUTESbHbLIN pa3aen, ONUCbIBAIOLLMM OCIIOM-
HeHWs y BOnbHBIX C HE3PEenbIM CKeneToM, aenaet
ee bonee NpUMeHUMOW ANS OLEHKU pesynbTaToB
NeyYeHnsa NaumMeHToB AETCKOro BOo3pacTa M No3so-
nset 6onee [OCTOBEPHO OLEHUTb KOJIMYECTBO
OCIOXHEHW.
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MpoTokon aMnupuyeckon aHTubakTepuanbHoOu
Tepanuu Ha OCHOBE UCCIef0BaHUS KOJIOHU3aLMK
pPe3UCTeHTHbIMU MUKPOOPraHU3MaMu

NPy BbINOMIHEHUU TPAHCMNAHTaLUU FeMOMNo3TUUYECKUX
CTBOJIOBbIX KNETOK Y AAeTei C CONUAHBIMMU OMYXOSIIMU

A.T". ['eBoprsH, M.0O. MNonoga, 0.C. I0ouHLeBa, 10.A. Porauesa, T.B. 0xTa, MN.C. TonkyHoBa, U.B. KasaHues, A.B. Kosnos,
M.C. lonexkoBa, A.H. Manumos, XK.I. ®omuHa, O.H. MuHeruHa, A.A. CnvpunoHosa, 10.A. MNyHaHos, J1.C. 3ybapoBckas

HayyHo-uccrenoBatenibCkuit MUHCTUTYT AETCKOM OHKOJIOrMM, remMaTosioruy 1 TpaHennaHTonorum uM. P.M. [opbayesovi ®IE0Y 10 «[lepBbivi
CaHKT-[leTepbyprckunii rocynapCTBeHHbIN MEANLUMHCKMIA yHuBepcuteT uM. akaa. M.M1. lasnosa» MuHsapasa Poccun, CaHkT-lleTepbypr

AkTyanbHocTb. HapacTaioLaa pe3vcTeHTHOCTb
BaKkTepuit 1 orpaHMYeHHOE KOMMYECTBO HOBbIX MPOTH-
BOMWKPOBHbIX npenapaTtoB TpebyloT onTuMmnsaumm
PEXMMOB aHTUBaKTEpWanbHOM Tepanun y NauveHToB
B arpaHysiouMTo3e nocrne TPaHCnnaHTauumM remo-
NOSTMYECKMX CTBOMOBbIX KNeTok (TICK). Mpepwe-
CTBYIOLLAsA KOMOHM3aLUMs BOMbHbIX PE3UCTEHTHLIMU
BakTepusaMn ABNAETCA BaXHbIM (DAKTOPOM pUCKA
Pa3BUTUS TAXKENbIX MHADEKLIMI.

Uenb. OueHnTb 3¢phEKTUBHOCTL HOBOMO MPOTO-
Kofla aMnupuueckon aHTubakTepuansHoin (SAB)
Tepanuu y geten C COMMAHbIMK OMyXONAMK Mpwu
BbinofiHeHnn TICK Ha ocHOBaHWM MccrenoBaHus
KONOHM3aLmK KueyHrka metogoM CHROMagar.

MaTepuanbl n Metopbl. B TeueHne 8 Mec
(c wionga 2020 r. no mapT 2021 r.) B UccrnenosaHune
Bbinn BKITIOYEHbI 32 NauMeHTa C CONMAHLIMM OMyX0-
naMu: HeitpobnacTtomont (n = 13), numdpomamu
(n=11), aMBproHanbHLIMK OMYXONAMM LIEHTPASIbHOM
HepBHOW cucTeMbl (N = 4), capkoMoit I0uHra (n = 3),
HedgopobnacTomoii (n = 1); nocne 34 TICK: 5 (15%) —
annorenHbix 1 29 (85%) — ayTonoruumbix. MegmnaHa
Bo3pacTa cocTtasuna 7 net (2-21). Mopbop SAB-Te-
panun pgetam nocne TICK, ocHOBaHHbIN Ha pe3ynb-
TaTax UCCNefoBaHWA KOMOHW3aLUMN Pe3UCTEHTHbIMU
BakTepuamm (ESBL, Carbo-R, VRE) (n = 28), B nonon-
HEHWe K PYTUHHBbIM MUKPOBMOMOrMYECKUM nCChe-
[OBaHMAM: noces buomaTtepuana C HECTEPUIbHbBIX
caiitoB (Moua, Kan, 3eB) (n = 30). CtapToBasi aHTVbaK-
TepuarbHas Tepanus HauMHanach ¢ AHa debpubHOM
HeiTponeHun (PH) ¢ yyeToM MexaHWU3MOB pesu-
CTEHTHOCTM U YyBCTBUTESIbHOCTU KONOHU3UPYIOLLIMX
BakTepuid. [aumeHTaM C OTCYTCTBMEM KOMOHWU3ALMK
PE3NCTEHTHbIMW MUKPOOPraHn3Mamm 10 BbINOSTHEHWS
TICK B MoMeHT passuTua ®H npuMeHanach 3cKa-
naumoHHas ctpaterus JAb-Tepanuu, y 605bHbIX
C KOMOHM3auMen pesncTeHTHbIMU bBakTepuamu —
[e3CKanaumoHHasa cTpaTerus.

Pesynbratbl. Y 64,3% petent ¢ COMMAOHbIMU
onyxonamu npu BbinofHeHun TICK pno mMoMeHTa
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pa3sutua ®H MMeeTcs KOMOHW3ALMS PEe3NCTEHT-
HbIMK BakTepuaMKU. C NOMOLLBIO PYTUHHBIX METOA0B
KOMOHM3aLms nopTeepxaeHa y 2 (6,7%) nauneHTos,
CHROMagar — 18 (64,3%) (p = 0,001). KonoHusauus
BakTepusamu, BolpabaTbiBaloWwmMK BeTa-nakTamasy
pactumpeHHoro cnekTpa (ESBL), bbina obHapyskeHa
y 12 (42,8%) neteit, bakTepusaMu, NPOAYLIMPYIOLLIMMM
kapbaneHeMasbl — 4 (14,3%), SHTEPOKOKKaMK, pesu-
CTEHTHbIMK K BaHKoMuuMHy (VRE), — 2 (7,1%). ®H
passunacb y 94,1% naumeHToB C MeauaHoi oHs +4
(o1 oHA =1 po oHs +14) nocne TICK. Y 53,1% nauw-
EHTOB MCMNONb30BaHa dCKaNaUMOHHas cTpaTerus,
yallle MoHOTepanus uedonepasoH/cyrnbbaktaM —
46,7%, oteer nonyyeH y 9 (52,9%) naumeHToB.
[leackanaumnoHHas cTpaTerus, yalle MoHoTepanus
MepornieHeMoM — 46,7%, npuMensanack y 15 (46,87%)
NaLMEHTOB, C OTBETOM Ha cTapToBylo 3Ab-Tepanuio —
y 8 (53,3%) 6orbHbIX. IAB-Tepanuio BTOPOM MNHIM
nonyuyanu 19 (55,9%) naumeHTos: 15 — He oTBe-
TUBLUMX Ha cTapToBylo DAB-Tepanuvio 1 4 — B CBA3M
C NOBTOpHbIM 3nu3ogoM ®H. MeanaHa oHA pa3suTuA
BTOpPOro anusopa ®H coctasuna 6 (5-9). OTseT Ha
AB-Tepanuio BTOpoi NnHUM nosyueH y 13 (68,4%)
MauMeHTOB, e Yalle UCMonb30BanM MOHOTEpPanuio
MeponeHeMoM — y 37% naumeHToB. IMIMpUUecKas
npoTvBorpubroBasa Tepanus, aXMHoKkaHAMHbI — 100%,
Bbina ucrosb3osaHa y 5 (15,6%) naumeHTos. KnvHu-
UeCKM NMOATBEPXAEHHAA MHADEKLMS AMarHOCTUPOBaHa
y 6 (18,7%) naumeHTOB: NHEBMOHMSA — 4, KOnmT — 1,
CUHYCUT — 1, MMKOBMONOrNYECKM NOATBEPKAEHHAS
MHpeKUMs — y 2 nauneHToB (nceBnoMeMbpaHOo3HbIN
KOmuT).

BbiBoabl. BHeopeH v peanusoBaH NpPOTOKON
3MMUPUYECKON aHTUBaKTepMarnbHOK Tepanun y oeTen
C CONUAHbLIMK ONyxonaMK Npu BbinosiHeHun TICK Ha
OCHOBaHWM UCCNENOBaHNA KOSIOHN3ALMN KULLEYHWUKA
metopgoM CHROMagar. 3ToT MeTog no3Bonser ynyy-
LUWTb BbISBMSIEMOCTb NaLMEHTOB, KONTOHU3MPOBAHHbIX
Pe3nNCTEHTHbIMM BaKkTepuaMK, M ONTUMU3MPOBATL
cTapToByl0 aHTUBaKTepuanbHyio Tepanuio GH.
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MeTopa BbibOpa peKOHCTPYKLMK
MNPy ONYXONAX HAXXHEN YEeNIOCTU Y AeTeu

H.C. paues, H.B. babackuHa, N.H. Boposuos, H.M. Mapkos

@IBY «HaumnoHarnbHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpasa Poccun, Mocksa

AxkTyanbHocTb. B HacTosiLLee BpeMS BapnaHThbl
NNacTUYecKoro 3amelleHus gedekTa HUXKHewn
yeniocTn (ayToTpaHcnnaHTaTbl, UCKYCCTBEHHbIE
MaTepwuansl) NoO3BOMSAIOT LOCTUraTb XOPOLUMX
pes3ynbTaToB fasxe Npu 06beMHbIX MOpaXKeHUaX
y BeTeil pas3nuuyHoro Bo3pacTa. TeM He MeHee
BblIOOp BapnaHTa PEKOHCTPYKLUMK [0 CUX MOp SBNS-
eTCH CINOMHbIM BOMPOCOM, B TOM U/CIE B CBA3N C
BbICOKMMU TpeboBaHWAMK, NpenbABAAeMbIMU K
OaHHOM onepauuu: Bocco3faHue OopMbl nuua,
BO3MOKHOCTb MPUKPENIEHNS XKeBaTebHbIX MbILLLL,
BbICOKMIA 3aMac NPOYHOCTU CTPYKTYP, COXpaHeHue
NpYKyca, MOABUKHOCTb YEMIOCTH B NMOSTHOM 06beMe,
BO3MOHOCTb BOCCTaHOBIeHNA 3yBHOro psaaa u ero
KOPPEeKLUM C y4eToM BO3PaCTHbIX 0cobeHHoCTew
pebeHka.

Marepuansl u MeToabl. Ha 6ase otnenexus
LEeTCKOM xupyprum v onkonornv HMUL OOU um.
OmuTpunsa Porauesa ¢ 2013 no 2021 r. 6bino Bbinos-
HeHo Bonee 75 NMONMHOCIIONHBIX PE3EKLUUA HUXKHEN
YEesIoCTU C PEKOHCTPYKUMEN, U3 HUX B 43 cryyasx
6bIM Mcnofb3oBaHbl cBOboAHbIE MOCKYThI (Kak
NepBMUYHAs, Tak U OTCPOYEHHAs PEKOHCTPYKLMSA), B
2 — MHOMBWAYaNbHO CMNAHMPOBaHHbIe Pa3aBUXKHbIE
TUTaHOBbIE MPOTE3bl, B OCTANbHbIX CyYasX PEKOH-

CTPYKLUMA BbIMOMHAMNACH C UCMOMb30BaHNEM CTaH-
[apTHbIX TUTAHOBbIX MPOTE30B W/WUIN aBaCKYNAPHbIX
KOCTHbIX TPAHCMNSIaHTaTOB.

PesynbTaTthl. B nocrneonepaunMoHHoM nepuoge
OLIEHMBANIUCb Ka4yeCTBO XM3HW NaUMEHTOB, (DYHK-
UMOHanbHble M 3CTeTUYEeCcKue pesynbTaThbl, a
Take HeobxoaMMOCTb MPOBEAEHMA AOMOSHMW-
TefbHbIX ONepaTUBHbIX BMELLATeNbCTB B faNb-
HenweM. OcHOBHbIMKU KpUTepuaMKn Bbibopa Tuna
PEKOHCTPYKUMM CTanu BO3pacT naumeHTta, obbeMm
KOCTHOIO U MATKOTKaAHHOTO fedeKToB, Mopdo-
norus ONyxonu, npoBefleHHble paHHee Xupyp-
rMyeckne BMelLaTenbCTBa M 3annaHMpoBaHHOe
nanbHenwee nevyenne. C yyeToM KaTtaMHecTu-
Yyeckoro HabnoaeHns NauMeHToB Ha OCHOBAHUK
BblLLIeyKa3aHHbIX napaMeTpoB bbinn cchopmynu-
poBaHbl 06LLMe anropuTMbl Bbibopa TvNa PeKoH-
CTPYKLUMK, BNOCNEACTBUM 0ObeMHEHHbIE B A1HbIN
MeTOf.

BuiBopabl. Co3naHve anroputMa Boibopa MeTona
PEKOHCTPYKLMN HUKHEN YENIOCTU Y [eTei No3Bo-
nfeT oNTMMU3MPOBaTb JleYeHne NauneHToB, B TOM
yucne B acrnekTe OTAANIEHHbIX pe3ynbTaTos, U
Bonee TOYHO cnnaHMpoBaTb NPOLECC fanbHEWLLEN
peabunutauum.
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TpaHCHasaanoe JHAOCKOIMNun4yeckoe

XUPYpPruyeckoe feyeHue
napaMeHUHreasibHOM

pabaoMuocapKoMbl B A€TCKOMW NPaKTUKe

H.C. paues, W.H. BopoxLoB

@IrBY «HaumoHarbHbI MEANUMHCKMI NCCIIEA0BATETbCKMI LIeHTP BETCKOM reMaTosiornm, OHKOIorum

u umMMyHosnorum uM. [imutpua Porayesa>» Munsapasa Poccun, Mocksa

AkTyanbHocTb. Bbibop focTtyna onepaTMBHOro
BMeLlaTenbCcTBa nNpu pabaoMuocapkome napame-
HUHIreanbHOM NOKanM3aumMn — COMXKHbIA BOMPOC M
TpebyeT MHAMBMAYaNbHOrO KOMMEKCHOr0 NOAXoaa
B Ka)OOM KIIMHMYeCKOM criyyae. [puMeHeHne
MWHWWMHBA3MBHOIO [OCTYNa NoO3BOMSET COKPaTUTb
CPOKM BOCCTaHOBIEHUS B MoOCfeonepaumoHHOM
nepuope, a Takke 0bragaeT MeHbLLIMM KOCMeTHUYe-
CKMM JeheKTOM B CPaBHEHWM C OTKPbITbIMU Onepa-
TUBHbIMM BMELLATENbCTBAMM.

Matepuanbl u metoabl. C 2013 no 2021 r. B
OTOENIeHUN OHKOMOruK U feTckon xmpyprum HMUL
Oron wm. OMutpua Porayesa npoonepupoBaHbl
15 naumeHToB ¢ pabgoMMOCapKOMOi NapaMeHNHre-
anbHOM NoKanM3aumm 3HLOCKONUUYECKUM JOCTYMNOM.

PesynbTatbl. BceM nauneHTaM npoBoAnoCh
onepaTMBHOE BMELLATENbCTBO IHAOCKOMUYECKUM
TpaHCHas3anbHbIM AOCTYNOM C (POPMUPOBAHUEM
LLUIMPOKOro AOCTyMNa C MCMofib30BaHNEM Mogudmn-
LIMPOBAHHOI0 3HLOCKONMYecKoro [1aHkepa ¢ ofHOM
WK ABYX CTOPOH. PagunkanbHOe yoaneHve omyxonu
BbINO BLINOMHEHO B 7 KIAWHUYECKMX Cny4yasnx,
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R1-pe3ekuus —y 5 naumeHToB, a R2-pesekuusa —
y 2.

BbiBoabl. B CBSI3M C HEOOCTATOUYHOM ANUTENBHO-
CTblO HabnoOeHMs1 Ha AaHHbIA MOMEHT HET BO3MOXK-
HOCTW OLEHUTb D5-NETHIOI0 BbIXXMBAEMOCTb 3TOM
rpynnbl NaUMEeHTOB, OQHAKO NOSyYEHHble pPesyrib-
TaTbl OTHOCUTENBHO PAfMKaIbHOCTU ONepPaTUBHOMO
BMeLLaTeIbCTBa COMOCTaBMMbl C AAHHbIMK 3apy-
BexHbIx konner. NpyuMeHeHne MUHUUHBA3UBHbIX
onepaTMBHbIX BMeLLaTeNbCTB NOMUMO KOCMETUYE-
CKOW COCTaBnsIOLLEN NO3BONSAIOT COKpATUTL NOCHe-
OMepaLMOHHbIN MEePUOL U CPOKU MEXAY KypCaMmu
NONMXMMUOTEPANUM, YTO MMEET BaXKHOE 3HaueHue B
NEYEHUN 3T0KAYECTBEHHbIX OMyX0ren. A BHEOpPEHNE
HOBbIX TEXHOMOMNA B 3HOOCKOMUYECKOW XUPYPruu,
TaKUX Kak HaBUrauWOHHbIE CUCTEMbl, MpuMe-
HeHue ICG, no3sonsiowme nyyiie BU3yanusnpo-
BaTb OMyXOJ1IEBbIN MPOLIECC, MO3BONSIOT NPOBOAMTb
Bornee cnoHble onepaTuBHbIE BMeLLATENbCTBA C
cobmiofeHMEM OHKOSIOMMYECKMX MPUHLIMMOB XUPYP-
FMYECKOro fieyeHuss 6e3 yBenMUeHns MHTpaonepa-
LIMOHHBIX PUCKOB.
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PesynbTaTbl IeYeHUN 351I0KaUYE€CTBEHHbIX
OnyXxoJien KOCTEeNU YesTIloCTHO-/IULIeBOM
obnactu: oneit HMUL, AAFOU

uM. [iIMutpusa PorayeBa

H.C. 'paues, W.H. Bopoxuos, H.B. babackuHa, E.N. KoHonnesa, E.N. Yeues

@IBY «HaumoHarbHbIi MEANLMHCKNIA NCCIIER0BATENIbCKUY LIeHTP BETCKOV reMaTosiormm, OHKOSI0rm

n ummyHosnormm uM. [imutpus Porayesa» Mun3gpasa Poccun, Mocksa

AxktyanbHocTb. CapkoMa lOvHra n octeocap-
KOMa KOCTEN YeNoCTHO-NMLEBON 0bnacTv — pefkve
onyxonu B geTckou npaktuke. OcobeHHOCTbIO Npu
nopasKeHUn KoCTeN YenioCTHO-NIULEBOW FOKanun-
3aUMK ABMSETCH MEHbLUAsA YacToTa BCTPEYaEMOCTH
pacnpocTpaHeHHoW chopMbl 3abofieBaHMs B CpaB-
HEHUW C NEePBUYHBIM MOPAKEHNEM OPYrUX aHaTO-
Muyeckux obnacTen, 4To ABNAETCA (PAKTOPOM,
yBenuumBaioLLmMM 06LLyto 1 6eccobbITUAHYIO BbIsKU-
BAEMOCTb MaLMEHTOB C JAHHOW NaToNornen.

OCHOBHbIMW LiefIAMU KOMMMEKCHOr0 fleYeHus
0CTe0CapKOMbl U capkoMbl IOuHra ocobeHHo npwu
niokanuaauum onyxonu B 0bnacTu rofnosbl U Lien
NOMUMO [OCTUMXEHUS peMuccun 3abonesaHwus,
OTCYTCTBWS JIOKaSIbHOr0, CUCTEMHOMO peumanBa v
coxpaHeHuss OYHKLUMIN OpraHoB, SIBMAETCA TaKke
acTeTMyeckas cocTaBnsiowas, obecneumBa-
loLLL@A HOpManbHOe KayeCTBO KU3HW U pasBUTHe
pebeHka. MeTonom Bbibopa B fleyeHMn ocTeocap-
KOMbI U capkoMbl IOMHra aABnseTcs pafukanbHoe
XMpYypruyeckoe BMeLlaTenbCTBO, YTO ABMsSETCA
Hambonee CrNoOXHOM 3afjayven npu nokanuMsauuu
onyxonu B 06nacTu rofiosbl U LUK B CBA3M C BbICO-
KMMWU PUCKaMW MHBaNUAM3NPYIOLLMX ONepaTUBHbIX
BMeLLaTenNbCTB, 3TO CBA3AHO C BNN30CTbLIO KPUTK-
YECKM BaMHbIX aHaTOMWUYeCcKux obpasoBaHuii B
OaHHOW Nokanusauuu n TpebyeT Mexaucumnnu-
HapHOrO NOAXOAA B KAXKAOM KITMHUYECKOM Cryyae.

Matepuansbl u MeTtoabl. [1poBeneH peTpocnek-
TUBHbIA aHanu3 onepaTMBHbIX BMeLIATENbCTB U
OTHaNEeHHbIX pes3ynbTaToB N0 MOBOAY OCTeocap-
KOMbl U capKoMmbl OMHra KoCcTei YemnoCTHO-n-
LieBOW fIOKanu3auum, BKkovalowmx B ceba aHanms
KaK XMPYPruyecKoro NOKanbHOr0 KOHTPOSs, Tak U
PEKOHCTPYKTUBHbIX OMEPaTUBHbIX BMELLATENbCTB.

C 2015 no 2021 r. 23 naumeHTa C OCTeO-
capkoMou u capkoMoun lOuHra ¢ nopaskeHuem
KOCTEeN YenioCTHO-NULIeBOW floKanusauuv nony-
yunu xupyprudeckoe nederve 8 HMUL OFON um.

OMuTtpua Porauesa. PacnpegeneHue 60nbHbIX
corfiacHo MopdoNIOrMYecKon KapTUHe COCTaBWIO:
5 naumeHToB C OCTEOCapKOMON 1 18 naumneHToB ¢
capkomoit l0uHra. Bce naumeHTbl ¢ 0CcTe0CapKoMon
nonyuunu nedyexnne no npotokony EURAMOS, a
naumneHTbl ¢ capkoMoi lOuHra — no npoTokonam
Euro-Ewing 2008 n Euro-Ewing 2012.

PesynbtaTtbl. [Topa)keHne HUKHEN YENOCTU
BCTpeYanocb y 9 naumeHToB (B 2 KIIMHWUECKUX
cryuyasix — 0CTeocapkoMa, B 7 — capkoMa lOuHra).
[opaskeHne BepxHen 4eniocTu BbIo TOMbKO Yy
1 naumeHTa (rMcTonorMueckoe 3aKsoUeHe — 0CTeo-
capkoMa). Jlokanusauus onyxonesoro npouecca
B OCHOBaHMW yepena BcTpeyanacb y 5 60MbHbIX
(2 naumeHTa c ocTeocapkoMoii, 3 — ¢ capKoMoit
lOuHra). MopaxeHne BUCOYHOM KOCTM BCTpeya-
nocb B 3 KIIMHUYECKMX Criydyasx (rucTonornyeckm
y BCeX MaumeHToB — capkoMa t0uHra). Y 3 6onbHbIX
OMyXxonb nopasxana csog yepena (Bce nauueHTHl
C capkoMoit I0uHra). ¥ 2 60sbHbIX OMyX0neBsbiil
npouecc nokanusosancs B opbute (Bce naumeHTbI
c capkomoit l0uHra). RO-pesekums bbina pocTur-
HyTa 6onee uem B 90% BCEX KITMHUYECKUX CITyYaes.

BbiBoabl. [loCTUXREHME XOPOLUMX OHKOMOrnye-
CKMX, DYHKUMOHAMbHBIX U 3CTETUYECKUX pPesysb-
TaTOB fleYeHWs JaHHOM rPynMbl nauneHToB TpebyeT
MYNbTUANCLMUNINHAPHOIO NOAX0fAa He TOJIbKO
CO CTOPOHbI OHKOJSIOrOB, CMNELMAnMCTOB NIy4YeBoW
Tepanuu, paguoHYKIIMOHOW U Jly4eBOM AUarHOCTUKY,
HO M y4yacTus CneunanucToB CTOMaTONOrMYECKON
peabunutauun, a NpUMeHeHne TEXHONOMMA UHAN-
BMAYaNlbHOrO NNAaHUPOBAHUS C UCMOSb30BaAHNEM
PE3eKLUMOHHbIX LabroHOB, MUKPOXMUPYPrUYECKNX
TEXHOMOru, NpUMeHene TEXHONOMMIM 3HAOMNPOTe-
31POBaHWA C NOCMEAYIOLLEN KOMMIIEKCHON YesniocT-
HO-NMMUeBOW peabunutauvenn nos3BOMAT
[obuTbCA NOCTaBMEHHbIX 3ajay M COOTBET-
CTBEHHO HOPMasbHOr0 KaYeCTBa KU3HU U Pas3BUTUS
pebeHka.
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Xupypruueckoe ne4yeHue

aNUTENManbHbIX OMyX0sield OKONIOYLLUHOM

CJIIOHHOM Kernesbl Y AeTeu

H.C. 'paues, M.M. KanuHuHa, WU.H. Bopoxuos, H.B. babackuHa

@IBY «HaumoHabHbIi MEANLMHCKUIA NCCIER0BATENLCKUI LIEHTP AETCKONM reMaTosiormm, OHKOI0Mrm

u umMmyHosnorum uM. mutpus PorayeBa» MuH3gpaBa Poccun, Mocksa

AKTyanbHOCTb. JnuTenuanbHble OMyXonwu
OKOJOYLUHbIX CIoHHbIX kene3 (0CXK) — pepnkas
naTonorusa y fieTei n noapocTKoB. ITOT BUL 3M0Ka-
YyecTBeHHbIX 0Bpa3oBaHWi XxapakTepeH Ans B3poC-
noro HaceneHus ctapwe 60 net. 3nuTenuanbHble
onyxonu OCXK oBoNbHO pa3HOpoAHas rMCTONOrn-
yeckas rpynna B OCHOBHOM MeAJIEHHO PacTyLLMX
obpasoBaHuii. [lo HacToALLEro BpEMEHU He cyLue-
CTBYeT €AMHON MOo3UuUMM B OTHOLEHMM obbema
XMpypruyeckoro neyenus. lNpepnoyteHve otaa-
eTcA HepsocbeperaowmnM onepaumsaM y getei. Bo
B3POCIOW MpaKTUKe onepauunen Boibopa ABnseTcs
pafuKanbHas NapoTUAIKTOMUA C NepeceyvyeHneMm
NMLEBOro HepBa, BOCCTAHOBMEHME MOCNeAHero
HOCUT peKoMeHAaTeNbHbI XapakTep npu ero
noBpexaeHun. B To ke BpeMsA pacLuMpsioTCs MoKa-
3aHWS K paguKanbHOM NapoTUAIKTOMUK C OLHOMO-
MEHTHOW PEeKOHCTPYKUMEN NMLEBOr0 HepBa v ero
BETBEN.

Llenb. lNpoaHanusnpoBaTtb rpynny nauveHToB
C anutenuanbHbiMu onyxonsamu OCXK. Onpege-
NUTb MECTO OHOMOMEHTHOW MUKPOXMPYPrUYECKO
PEKOHCTPYKLIMK NIMLIEBOrO HepBa B fIeYeHUN AaHHOM
rpynnbl NaLMeHTOB.

Matepuansl n Metoabl. C 2014 no 2021 r. B
OTAENEHWUN OHKOMOMUK 1 feTckon xupyprum HMUL
OIrOU um. IMuTpua Porauesa npoxoaunu feyveHune
30 nauMeHToB C pas3fMyHbIMU BUOAMMU 3MUTENN-
anbHbix onyxonen OCX, u3 Hux npeobnapaioTt
neBoukn — 57% (n = 17), naumeHTbl MysKCKOro rnona
cocTtasunu 43% (n = 13). bonbHble ¢ nobpokaye-
CTBEHHbIMM 0BPa30BaHMAMKU U MEe3EHXMManbHbIMK
ONyXONSAMU B UCCNELOBaHNe He BXOAMUIIN.

MHTepecHO OTMeTWUTb, 4YTO OT MOMeEHTa
nosiBneHus sKanob Ha nanbnupyemoe obpaso-
BaHvWe 00 NpoOBEfeHUs onepaTvBHOro BMella-
TenbCTBa W/MNU yCTaHOBNEHME [MarHo3a B
cpeaHeM npoxoamno okono 14 mec (3-51 mec).
BaxHO O0TMeTUTb, UTO Yy 5 NauMeHToB B aHaM-

He3e yXe MMEenuUCb OHKoNoruyeckue sabone-
BaHWA: OCTpbIn NuMdobnacTHbli nenkos — 3,
OCTpbIA MMenobnacTHbIA Nnenkos — 1, onyxonb 3
obonouvek nepudepunyeckmx HepBoB MoBHON
obnactn — 1 cnyuan. OgmH pebeHOoK C TAMKeNbIM
MMMYHOAEeULNTOM NEpPeHec TpaHCMNaHTauuio
rEMOMO3TUYECKMX CTBOSOBbIX KIETOK.

Onyxonu Bblnn NpeacTaBneHbl crnegyowmMm
FMCTONOrNYECKMMU BUAAMU. MYKOSMUAEPMO-
naHas — 64% (n = 19), cekpetopHasa — 20% (n = 6),
aumnHapHas — 7% (n = 2), numcboanuTtenuanbHas —
3% (n = 1), canbHasa — 3% (n = 1), Hu3Kkoamdhde-
peHumpoBaHHas 3% (n = 1) kapumHoMma.

N3 obLyero umcna nepBnyHbIX NaUMEHTOB Bbino
6% (n = 2). Panee 6binu npoonepuposaHbl 94%
(n = 28): 1 BMewaTenbctBo — 61% (n = 26),
2 BMelwuaTensctea — 13% (n = 4). Ctout oT™e-
TWTb, YTO Nape3 NMLLEeBOro HepBa Npu NOCTYNAEHUN
otMeuancs B 20% (n = 6) cnyuyaes, 370 rpynna
paHee NPoOONepUpOBaHHbIX NauneHToB. Pacnpe-
penexve nauneHTtoB no TNM Bbino cneaylowmMm:
T4a - 10% (n = 2), T3 = 30% (n = 11), T2 — 40%
(n=13), T1 - 20% (n = 4). NopaskeHne nuMdpaTnye-
CKuX y3roB Habrioganock y 13% (n = 4) nauneHToB.
OToeneHHbIX MeTacTasoB y 60rbHbIX 0BHapysKeHO
He Bbino. Pacnpenenenve naunMeHToB Mo CTaausAM:
| ctagua — 13% (n = 4), Il ctagma — 43% (n = 13),
Il cragmsi — 37% (n = 11), IV cTagma — 7% (n = 2).

TpuauaTu nauveHTam 6blfIO BbINOJIHEHO
33 onepauun: cybToTanbHas pe3ekuns xemnesbl
C BblAENEHVNEM W COXPaHEHMEM BETBEW NULIEBOro
HepBa — 76% (n = 25) v pagnkanbHas NapoTUAIK-
TOMUS C OLHOMOMEHTHOW NAacTUKOM NMLEBOro
HepBa BCTaBKOM 13 BOMbLLIOro YLIHOrO HepBa u/vnm
MKPOHOsKHOrO — 24% (n = 8).

Y BCEX NAUMEHTOB C paaMKanbHOM NapoTUaIK-
TOMMWEN N OQHOMOMEHTHOW PEKOHCTPYKLMEN UMen
MeCTO OXWAaeMblii NocneonepaumoHHbIi napes.
MosiBNEHNE MUMUYECKMUX ABWMKEHUIA OTMEYanochb
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B CPOKM 3—6 MeC OT MOMeHTa onepauuu y BCex
MaLMEHTOB, B TOM UKCIIE U C HANMUMEM MOPAKEHNS
nMuUeBOro Hepea fo onepaumun. Y BombHbIX nocne
npoBefeHuss cybToTanbHOM pesekuuu nocreo-
nepaumnoHHbIA napes Habniopancs B 24% (n = 6)
crnyyaes, yepes nonroga —y 8% (n = 2) naumeHToB.

Y nauMeHToB Mocre NpoBefeHNUst paguKanbHOM
NapoTUA3IKTOMUU C OBHOMOMEHTHOW PEKOHCTPYK-
unen ypganocb poctuub RO-pesekumn B 100%
crnyvaes, Ans yero ogHoMy bonbHOMY noTpebo-
BanoCb npoBefeHue peonepauuu. MauneHTam
c nposepeHunem cybtotanbHo RO-pesekuummn B
88% (n = 22) cnyuaes, 3 U3 KoTopbix NoTpebo-
BasioCb BbIMOJTHEHUE peonepauuit Npy onyxonsx
C BbICOKMM MOTEHLMANOM 3M10KaYeCTBEHHOCTH. B
cnyuae R1-pesekunn y 12% (n = 3) naumneHTOB,
YUMTbIBAs HU3KWUI MOTEHUMAsN 3/10KAYeCTBEH-
HOCTM, NPOBOAMNACh NyuyeBasi Tepanus, obssa-
TENbHbIM ABMAANOCb OTCYTCTBME OCTATOYHOM
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OMYyXONM MO AaHHbIM MAarHUTHO-PE30HaAHCHOW
ToMorpacpum.

B TeueHue 8 net HabnogeHnin y 1 naumeHTKM
“Men MecTo MeCTHO-PacrnpOCTPaHeHHbIN peunams
CEKpETOPHOW KapuMHoMbl. CriyyaeB OTOANEHHOro
W permoHapHOro MeTacTasvMpoBaHWUA Y MauUMeHToB
HE OTMeYeHoO.

BbiBopbl. 3nutenuancHeie onyxonu OCXK B
OCHOBHOM MNpeAcTaBeHbl MYKO3MUAEPMOUAHOWM
KapLMHOMOW, YaCcTOTa KOTOPOW Pe3Ko yBeNMUMBaeTCs
Y NaLMEHTOB CO 3/10KaYeCTBEHHbIMK 3abofieBaHMAMM
B aHamHese. Onepauvein Bolbopa npu T1-T2 aensetca
yLoaneHve Onyxonm ¢ COXpaHeHWEM NMLIEBOMO HepBa.
PanukanbHas napoTMA3KTOMUS C OOHOMOMEHTHOM
PEKOHCTPYKLUMEN SBSETCA onepaumen Boibopa npu
T3-T4, onyxonsx BbICOKON CTEMEHN 3710KAYECTBEH-
HOCTW, peumavBax 3abonesanvs. poBeaeHve ogHO-
MOMEHTHOWN PEKOHCTPYKLMW NPUBOAMUT K MOABMIEHMIO
MUMUYECKUX [BUKEHUN.
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Xupyprus HoBoobpasoBaHui
LUUTOBUAHOM Kene3bl B AeTCKOM

U NOAPOCTKOBOM BO3pacTe: KOHTPOJb
nepuonepalmoHHoin besonacHocTH

H.C. paves, E.I0. fApemenko, WN.H. Bopoxuos, H.B. babackuHa

@IBY «HaumoHarbHbIi MEANLMHCKNIA NCCIIER0BATENIbCKUY LIeHTP BETCKOV reMaTosiormm, OHKOSI0rm

n ummyHosnormm uM. [imutpus Porayesa» Mun3gpasa Poccun, Mocksa

AKTyanbHOCTb. XMpypruueckoe neyeHue obpa-
30BaHMWI LLUMTOBMOHON sKEMesbl YpEBATO PAa3BUTUEM
OCINOXHEHWN [a)ke B pyKax OMbITHOro Xxupypra.
lMpv 3TOM NOAXOL K KOMMNIEKCHOMY 0BCrnenoBaHuio
MauUMeHTOB HeCceT MPenMyLLEeCTBEHHO [UCKPETHbIN
aHanus. 310 AMKTYyeT HeOBXOAMMOCTb NPUMEHEHUS
ONTMUManbHbIX anropMTMOB KOHTPONS nepuonepa-
LIMOHHOM He30MacHOCTM NaumeHTa.

Marepuanbl u MeTopbl. [lpoBeneH peTpo- U
NPOCNEKTUBHBIN aHaNN3 XMPYPruyecKoro neyveHms
M NepuonepaLmMoHHOr0 KOHTPOMA COCTOAHUSA
159 naumeHTOB, MepeHecLInx XUpypruyeckoe
neyeHune Ha 6ase oTAENEHWSI OHKONOrMKN U AETCKOW
xupypruv HMUL, OFON M. ImMuTpus Poravesa B
nepvop ¢ axBaps 2012 r. no mapt 2021 r. MegnaHa
NPOAOSIKUTENBHOCTU KaTaMHECTUYECKOro Habnio-
[leHUst naumeHToB cocTaeuna 5 net 7 Mec (ot 1 po
96 Mec). KauecTBo W3HW MaLMeHTOB OLIEHNBANOCh C
MOMOLLbI0 @HKETUPOBaHWSA, B TOM YMUCIIe C MOMOLLbIO
PYCCKOSAI3bIYHOM BEPCUM ONPOCHMKA SF-36.

Pesynbratbl. Ha 6a3e otneneHns 6bi10 BoIMos-
HeHo 107 (67,3%) TvpeonaaskTomuin u 52 (32,7%)
reMUTUPEOVAIKTOMUN C UCTMYCIKTOMMENR. Dacum-
anbHO-hyTnsapHaa werHaa NUMAOAMCCeEKLMA
nposoaunacb no nokasawuaM: 85 (91,1% Bcex
3HO) — ueHTpanbHaa numdoauccekunsa (VI),
yHunaTepanbHasa 6okosas (II-V) — B 20 (12,6%)
crnyyvasx, bunatepanbHas — y 28 (15,1%) naum-
eHTOB. MHTpaonepaunoHHbIN HEMPOMOHUTOPUHT

BIH BbinonHancs B 118 (74,2%) cnyvasix, npea-
n nocneonepaunoHHas dmbponapuHrockonus —
BO BCex cnyyasx. Helponpakcua oTMedyanach B
2 (1,26%) cnyuasx, akcoHotmesunc —y 3 (1,89%)
nauneHToB, HerpoTtMesnc — B 1 (0,63%) cnyuae,
NOCTOSHHOMO Napesa wnv napanuya NpeacTaBneHo
He Bbino. MepuonepaunoHHbIA KOHTPOb YPOBHS
VOHW3MPOBAHHOMO KanbLus No3BONUI BbIsBUTL 51
(32,1%) cnyuait 6ecCMMNTOMHO FUMOKanbLMeMuu,
TeM caMbIM n3bexkaTb pasBUTUS CUMNTOMATUYECKON
dopMbl rMNoKanbUMEMMM C MOMOLLBIO CBOEBpE-
MEHHON MeMKaMeHTO3HOW Koppekuun. MegnaHa
MPOLOSIKMUTENBHOCTN NOCNE0NepaLmMOHHON rocnu-
Tanusaumm cocTaeuna 3,6 cyTt (3-15 cyT). Cpas-
HUTENbHaAA OLEeHKa CyMMapHbiX MokasaTtenen
hM3nyecKoro 1 NCUMXONOrMYECKOro KOMNOHEHTOB
KauyecTBa M3HKM Yyepe3 1 Mec nocne onepaumun un
3[OPOBbIX MALMEHTOB TOM )Ke BO3PaCTHOW FPynmbl
(t,,, = 1.975; t,,, = 1,974; Sig. (2-tailed) < 0,05)
CBUOETENbCTBYET O CONOCTAaBMMOCTU NOKa3aTenew.
BoiBopgbl. [1poBEAEHHBIM KOMMMEKCHBIN aHanm3
BblfiBUN BnaronpuaTHoe BAusHWE pa3paboTaHHOro
anropuMTtMa KOHTPOMA nepuonepaunoHHon beso-
MacHOCTW, OKa3blBaeMOE Ha MoKasaTenu WMHUM-
OEHTHOCTM U KauyecTBa XKM3HW NaLMEHTOB, a Takxe
COKpaLLieH1e NpoAoSIKMTENbHOCTM Nocneonepaum-
OHHOWM rocnuTanu3aummn 6e3 CHMKEHUA papukanb-
HOCTW XMPYPruyecKoro neyvyeHus, Yyto ocobeHHo
BasHO B IETCKOM W NMOAPOCTKOBOM BO3pacTe.
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JleuebHO-AMarHocTMYeCcKas TaKTUKa
NpyU aHEeMUK 3510KAYECTBEHHbIX
HoBOOOpa3oBaHUW B NPaKTUKe
Bpaya-AeTCKoro oHKosiora/remartosnora

B.I". DemunxoB

Hay4YHO-KIIMHUYECKMI LLeHTP remMaTosiorny, oHKonorum u nmmMyHosnorm @60Y BO «Psa3zaHckui

FOCyﬂapCTBeHHbIﬁ MeANUMHCKUY YyHUBEpcuTeT> MMH3ﬂpaBa Poceun, PasaHb

HEMWA NpU 3/10KaYeCTBEHHbIX HOBOOBpa-

soBaHuax (A3H) npencrtasnser coboit

OOVH M3 BapuvaHTOB aHEMUW BOCMANeHMUS.
MaToreHes A3H MynbTUAKTOPHbLIA U BKIIO-
yaeT pecuumnt kenesa (0X), B,,. conuesoit
KWUCNOTbl, UMMYHHOE BOCNaneHue, MHpUNbTpaLumio
KOCTHOro Mo3ra brnacTHbIMK KneTkamu, Mueno-
Cynpeccwuio, CBA3aHHYIO C XMMUO- U Sy4YeBON Tepa-
nuen, remonua. KnioyesbIM NyCKOBbIM MEXaHW3MOM
pa3suTuna A3H sBnaeTcs npouecc, 3anyCckaemblii
B3aMMOOENCTBMEM MEXAY NYSIOM KNETOK ONyXosnu
M UMMYHHOW cucTembl ¢ 0b6pa3oBaHMeM pAna
MPOBOCMaNUTENbHbIX LUTOKMHOB, YBENNYEHNEM
NPOAYKLMW renumamnHa n yrHeTeHMeM 3puTponoasa.
AkTyanbHocTb A3H obycnosneHa ee HeraTMBHbIM
BIMSIHUEM Ha TeyeHue OHKo3aboneBaHus, Npexane
BCEro MOBbILLEHNEM OMACHOCTU MeTacTa3npoBaHuUs
W Pe3NCTEHTHOCTM K NPOBOAVMMON Tepanuu, yxya-
LLIeHMeM NporHo3a 3aboneBaHns B LENOM.

[)X, pacnpocTpaHeHHbI ¥ petein, ocobeHHo
4acTO HefoOLIEHNBAETCA B OHKOSIOMMYECKOW MpaK-
TuKe. [MepCoHNEULMPOBAHHBIA NMOOXO0L K MEYEHUIO
A3H ocHoBaH Ha BbIIBNIEHUM BefyLLEro enesone-
hULUMTHOrO CMHAPOMA, OCHOBAHHOIO Ha onpepe-
neHun cpeppuTuHa cbiBopoTkM (PC) 1 HacbiweHUs
TpaHcheppuHa wenesom (HTXK). Bbibop neuebHoit
TaKTUKKU. reMoTpaHcdy3uns, nepopanbHble unu
BHYTPMBEHHbIE MpenapaThbl )enesa, 3puTponoa-
3cTuMynupylowme npenapatbl (3CM) 3aBucut ot
KoHueHTpauun OC, nokasaTenen reMofMHaMuKy,
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06beKTUBHbIX AaHHbIX. Mpu abcomotHom XK ¢ ©C
< 100 MKr/n nokasaHa BHyTpuBeHHas cheppoTe-
panusa (BOT), npu dyHkumoHanbHoM XK ¢ ®C
ot 100 po 500 Mkr/n — B®T B coyetanum ¢ 3CII.
Mpu ®C 500-800 MKr/n peLueHne 0 NPUMEHeHUM
BHYTPMBEHHbIX NMpenapaToB NPUHUMAETCS MHOMBU-
ayanbHo, ecnv ®C > 800 MKkr/n, BOT He nokasaHa.
CnepnyeTt 3aMeTWTb, YTO COBPEMEHHbIE KIUMHUYEe-
CKMe pekoMeHgauun no nedenuio A3H y netew He
cofepsKaT AaHHbIX 0 NpuMeHeHun BOT, B ToM uncne
BbICOKOJO3HOM, KOTOPasA B HacTosLLee BPeMS He
MMeeT JOCTaTOYHON AoKkasaTtenbHomn basbl. B 10 e
BPEMS YBENMUMBAETCA KONMYECTBO UCCMEA0BaHUN
06 3chheKTMBHOCTM BbICOKOAO3HbLIX BHYTPUBEHHbIX
npenapaToB sKefie3a Npy aHeMUSX Y AeTEN U OXuaa-
€TCH BKJIIOYEHME WX B MEXAYHAPOAHbIE KIMHWYE-
Ckue pekomeHpaumun. MNepopanbHble npenaparsl
)enesa MOryT UMeTb HU3KYI0 3PPEKTUBHOCTb
npu A3H, cBsizaHHYl0 CO CHWXeHHON abcopbumei
)ernesa B KUWEYHUKe Ha (POHe MOBbILLIEHHOW
NpoAyKuMu renumanHa. PyTuHHOe ncnonb3oBaHune
3CN y peTei No-npexHeMy He PeKOMEeHAyeTcs,
BO3MOMHO TOSbKO Yy MauUMeHTOB, MOMyvaloLwmnx
XMMMOTEPanuio UK NannnaTUBHOE NeyeHune npu
HanmuMKM NPOTMBOMOKA3aHWM ANt FreMOTpPaHCAy3uiA.
Llenesoi ypoBeHb remornobuta 120 r/n, ogHako
Hanbonee BaXHOe BHUMaHWe clepyeT yaenaTb
He OOCTMMKEHMIO LleNIeBOro YPOBHS reMornobuHa,
a NoAfepsKaHvIo yAOBNETBOPUTENIBHOIO KayecTBa
MKU3HU NaLMeHTa.
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BpoaeHHble HEUTpPONeHUU —

onbIT ogHoro LleHTpa

E.A. [leopanesa

@IBY «HaumnoHarnbHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpasa Poccun, Mocksa

BposaeHHble HeiTponenun (BH) — aTo rpynna
reHeTUYEeCKM LeTePMUHMPOBaHHBIX 3aboneBaHui,
COMPOBOXAAIOLLMXCA TANKENBIMU MHPEKLNOHHBIMU
3abonesaHnaMM B COYETaAHUU C HEUTPOMeEHWEN
pasnuuYHoOM CTeneHun BblpaseHHoCTU. Ha cerop-
HALLHWIA feHb n3BecTHO bonee 25 reHos, MyTauum
B KOTOpbIX NpuBofAaT K BH. bnaropaps mexauc-
LUMNMHapPHOMY MOAXOAY Bpayei — UMMYHOMOrO0B,
reMaTosioroB, OHKOJIOr0B, FAaCTPOSHTEPOSIOroB U
Op., @ Takxke Bpayei nabopaTopHON ANArHOCTUKM
M COBPEMEHHBbIM MeToAaM guarHocTukn B HMULL
OrOU wm. Omutpus Porauesa ynanocb cocpepo-
TOUNTb NALMEHTOB U OMArHOCTUPOBATb PasfnyHbIe
Buabl BH.

Hanbonee vacTto BCTpeyaemon rpynnon
ABNATCA MaUMeHTbl ¢ cuHopoMoM LliBaxmaHa—
HOaiimMonpa (MyTaums B reHe SBDS), Ha BTOpOM
mecTe 6onbHble, uMelowme MyTauumn B reHe ELANE,
TaKXe OMarHOCTMPOBaHbl Takue penkune hopMel
BH, kak WHIM-cuHgpoM, X-cuenneHHaa BH,
pasnuuHble BUAbl CUHAPOMANbHON HEWTPONEHUN.
KpoMe Toro, BCTpeyaloTCcs 04YeHb pefkme hopMel

BH, eavHMuHble crnyyan KOTOpbIX OMMUCaHbl B
MWUPOBOW NUTepaType.

MoMumo puarHocTuku BH, B HaweM LeHTpe
yaensietca ocoboe BHUMaHWE NOAXOAAM K Tepanuu
BH. OcHoBHoOM Tepanwuei, ncnonb3yeMon y naum-
eHToB ¢ BH, siBnsetcA rpaHynouMTapHbIii Kono-
HUecTUMynupylowmin daktop. Y naumeHtos ¢ BH
B COCTaBe CMHAPOMAaInbHOW natonorun nonbupa-
eTCA WHAMBMAYyaNbHasA Tepanua B COOTBETCTBUM
C BbICTaBfIEHHbIM AMarHo3oM. Hapsay ¢ puCKOM
BbICOKOM NETANbHOCTH OT TAMKESbIX MHADEKLMOHHBIX
3aboneBaHM 0TMEYAEeTCS BbICOKMIN PUCK pa3BUTHA
MWenoanCcnIacTMYeckoro CUHAPOMa, OCTPOro
MWEeNonaHOro newkosa, pPa3BUTUSA CONULHBIX
onyxonen. B cBA3n ¢ ueM ocTpo cTomuT Bonpoc 06
onpefeneHnn CBOEBPEMEHHbIX NMOKa3aHuin Ans
NPOBeAeHNA TPaHCNMaHTaUMN reMono3TUYECKUX
CTBOJSIOBbIX KINETOK Y NauneHToB ¢ BH.

3a 10 net paboTbl LleHTpa HakonneH 3Hauu-
TENbHbIN ONbIT B AMArHOCTUKE, Tepanuu, Bakuu-
Hauuuv, ANUTENbHOM KaTaMHECTUYECKOM
HabnoaeHun nauneHTos ¢ BH.
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OHKoNornyeckue ocrioXXHeHus
npu nepBUYHbIX UMMYHOAeMUUTaX

E.B. lepunana, I0.A. PoguHa, A.A. MyxuHa, A.A. PonnensT, [1.B. I0xaueBa, B.WN. Bypnakos,
O.A. Weeu, 1.C. Abpamos, [.10. KauaHos, H.B. Msakosa, A.10. LLlepbura

@IBY «HaumoHarbHbIi MEANLMHCKMIA MCCIEA0BATENIbCKMI LIeHTP AETCKOM reMaTosiornm, OHKONorm

u umMMyHonorum uM. [mutpus PorayeBa» MunsapaBa Poccum, Mocksa

AKTyanbHOCTb. Y NauueHTOB C NEPBUYHBIMU
UMMYHOAE(UUNTHBIMK cocTosHusMu (MULC)
Hapsiay C MHAEKLUMOHHBbIMU U ayTOUMMYHHbIMU
NPOABMEHNAMN HEPEeAKO OTMevyaloTCA 3noKa-
yecTBEeHHble OCNoxHeHunss. OHKOMorunyeckue
OCIIOXHEHUA MPW NepPBUYHbIX UMMYHOoAedULMTaX
Pa3BMBAIOTCA Kak CNeacTBME HapyLLUEHWUSA NPOTUBO-
OnyXoneBoro Hag3opa Ha hoHe MyTauui B reHax,
KOAVPYIOLLMX MPOTENHbI-PErYNATOPbI KNETOYHOMO
umKna. PUCK pasBuTuA 3nokavyecTBeHHbIX MMMAOo-
nponudpepaTBHbIX COCTOSHUA NPU Pa3fINUHbIX
MNAC pocturaer 25%. Cpean NMNAC BbigensioT
FPynMbl C BLICOKMM PUCKOM Pa3BUTUS OHKOMOrnye-
CKMX OCMOKHEHWN.

Lenb. OueHnTb yacToTy BCTpPEYaeMoCTU U
PUCKW Pa3BUTUS 3MTIOKAYECTBEHHbBIX OCIIOKHEHUN Y
neten c NMAAC.

Martepuanbl u MeTtopabl. [IpoBeaeH aHanus
700 nauwmenTos c MNAC, Habniopaswmxca 8 HMUL,
O ON um. ImMutpua Porayesa 3a nepuog ¢ 2012 no
2020 r. B BO3pacTe oT 2 Mecsues Ao 21 roga.

PesynbraTtel. 13 700 nauumeHTtos ¢ MAUAC
74 (31 nauMeHTKM seHCKoro u 43 6ofbHOro
MY)KCKOTO Mofia) pasBuiM 3710KaYeCTBEHHbIe
ocnoxHenuns (10,57%), cpeom KoTopbix yalle
BbISIBfIEHbI TMMADOMbI, JIENKO3bl U pexe CONuAHbIe
onyxonu. CpefHuin Bo3pacT pebiota 3nokave-
CTBEHHbIX OCMOXHeHu 7,5 roga. Hambonee vacto
pas3BUTME OMyXONEBbIX OCIOKHEHWN OTMEYEHO
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y neten ¢ NMUAC ¢ Hapywexuem penapauun JHK
(n = 39) 1 y nauMeHToB C KOMBUHUPOBAHHLIMU
MMAC ¢ HeandbdbepeHUMPOBAHHON FrEHETUYECKOM
ocHoBoW (n = 19). EoUHUYHbIE CyYau BbiSIBMEHDI
npu cuHppome Buckotta—Onpgpuya, Mak—Kbiocuka,
X-cuenneHHoM numdonponndepaTMBHOM
cuHapome 1-ro Tuna, pedpekte PI(3)Kd, nedom-
LuMTe ageHo3MHOe3aMuHa3sbl, cuHapome Kabykw.
Yalle Bcero BcTpeyaloTcs auddysHas KpymnHoO-
KneTouHas B-knetouHas numdpoMa (37%) v ocTpbie
nuMdobnacTtHble nenkosbl (16%), HECKOMbKO
peske nuMdpoMa XomkkmHa (13,5%), T-kneTouHan
numdboma (13,5%), numdpoma bepkrutta (12%).
OTMeuYeHbl eIMHNYHbIEe CIlyYan Pa3BUTUS FaHrIMOr-
NMOMbI, MeaynnobnacToMbl, MMENOCAPKOMbI, Frena-
TOKapLMHOMbI, pabaoMMoMbl U capkoMbl KanoLuw.
Ounarnos MUIC BepudonumpoBaH nocne passuTus
3/10KQYECTBEHHOI0 OCMOKHEHUS y 26 NaUMeHTOB.
[MoBTOpHbIE OMyXOfeBble NMPOLECChl OTMEYEeHbl y
12% nauwneHTOB.

BbiBoabl. YacToTa pa3BuTUA 3N0KaYeCTBEHHbIX
OCNoXHeHuit y naumenToB ¢ MUAC Bbicokas (oo
10,57%), ¢ HanbornbLuMM NpeobragaHueM B rpynne
C CMHLPOMaMM XPOMOCOMHbIX NOSIOMOK — A0 52,7%.
MauveHTaM C OHKOSIOrMYECKUMU OCIOXKHEHUAMU
AN CBOEBPEMEHHOW BepudMKauMuM AMarHosa
MNOC HeobxoonMo NpoBefeHWe UMMYHOOrnYe-
CKOr0 CKPUHWMHIa A0 MHWUUMAaUWUK NOAUXMMUOTE-
panuu.
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CuHApPOM KOMMpeccuu BePXHUX AbiXaTesibHbIX
nyTen ¥ CUHAPOM BepXHeu NOoJsIou BeHbI

Kak npuMep MynbTUAUCLUNIIMHAPHOIO NoAXoAa
K NleYeH1I0 OHKOreMaTos1I0rM4Yeckoro nawuveHTa

MN.E. ObsikoHoB, J1.X. AHgepaHoBa, [.B. TepelueHko, H.B. Msakosa, U.I". XamMuH

@IBY «HaumnoHanbHbIi MEANLMHCKUIA NCCIER0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u umMmyHosnorum uM. [imutpusa PorayeBa» MuH3gpasa Poccun, Mocksa

OHVIMU U3 JKU3HEYMPOXKAIOLLIMX OCMOXHEHW

B [ETCKOW OHKOremMaTonoruv ABfsioTCS

CUHOPOM KOMMPECCUN BEPXHUX AbIXa-
TEnbHbIX NyTEN U CUHAPOM BEPXHEN MOJSION BEHBI.
[aHHoe cocTofHMEe xapaKTepHo Ans 60MbHbIX
T-KNeTouHbIM OCTPbIM MUMAOBIACTHLIM NIEMKO30M
n BcTpevaetcs y 53—-64% peTeit ¢ Bnepsble AMarHo-
CTUPOBaHHbIM JIEMKO30M. YBefMyeHne nepeHero
CPEOOCTEHNS MOXET ABMSATLCA CUMMTOMOM U APYruX
3N0KayeCcTBEHHbIX 3aboneBaHui, B TOM uucne
NMMAOMbI XOOKKMHA U HEXOOMKUHCKON MMMADOMBI,
pesxe npu HenpobnacToMe, repMUHOreHHO-Ke-
TOYHbIX ONYXOMSAX M APYrMX Capkomax. YBenmueHune
TUMycCa, NMPUBOLSLLEE K KOMMpeccun Tpaxeu u/umm
COCYOOB CPEeOOCTeHMs U cepaLa, BEAET K pasBuTuio
CepaeyYHO-COCYAMCTOM M AbIXaTeNbHOM HefoCTaTou-
HOCTMW.

MauneHt M., 2015 r. p, 3abonen B Havane
ceHTsbps 2020 r., koraa NosBUMICA Kallenb, YCUn-
BalOLLUMNCA B MOMOMXeHUM nexka. Cnycta mecay
Hea(PPEeKTUBHOW CUMMTOMaTUYECKOW Tepanumn Ha
peHTreHorpaMme opraHoB rpyaHoi Knetku (OK)
BbI10 BbIABNEHO HOBOOBPA30BaHNA CPefOCTEHMS.
Mo AaHHbIM MYMbTUCMNPANbHON KOMMbIOTEPHOM
ToMorpachum Ol'K BbisSiBNEHO yBeNMUeHWe TMyca 3a
cyeT obbeMHoro obpasoBaHus 132 x 116 x 74 Mm,
COAaBIMBAIOLLIEr0 TPaxelo, rnaBHble 6poHxm (Gonblue
CreBa), BepXHIolo Nonyio BeHy 1 bpaxuouedanbHblie
BeHbl ¢ obeux cTopoH. B Tonwe obpasoBaHus
NpOXoauT aopTa, NneroyHbii cTBon. JlabopaTtopHo:
MnoBblLLEHWe NakTaTaermaporeHassl oo 1515 En/n,
MoueBoi KucnoTsl fo 0,448 Mmonb/1n. Mpy MMyHO-
cheHoTeNMPOBaHWUMN KITETOK NSIEBPASIbHOM KUOKOCTH
BbISIBMEHbI KNETKU C T-NIMHEWHBIM UMMYHODEHO-
TMNOM. YcTaHoBneH anarHos: T-numcpobnactHas
nMMdOMa C MOpakeHneM CpefocTeHust, numdaTu-
yeckux ysnos bpiowHon nonoctu, Il ctagum.

19.10.2020 naumeHT rocnuTanusnpoBaH
B oTAeneHue oHkorematonorum HMUL OTOU
uMm. Omutpusa Porauvesa ana poobcnepoBaHus u

neuenwus. Ha dhoHe npoBeneHusa aHecTe3nonormye-
CKOro nocobusi ¢ Lesnblo YCTaHOBKM LIEHTPanbHOro
BEHO3HOr0 KaTeTepa OTMeYeHa pe3kasi nporpeccus
ObIXaTenbHON U CepAeYHO-COCYAUCTON HepocTa-
TOYHOCTW C NPOBELEHNEM PeaHVMALMOHHbIX MEpO-
npuaTtvin. [JanbHenwee neyeHne NpoBOAMIIOCH B
YCIOBUAX OTAENEHWUSA peaHUMaLnn U UHTEHCUBHOWM
Tepanuu (OPUT). B cBA3u co chasneHneM Tpaxe-
obpoHxuanbHoro gepesa obbeMHbIM 0bBpasoBa-
HWEeM UCKYCCTBEHHYIO BeHTURsAumio nerkux (MB)
MOKHO Oblf10 OCYLLECTBMATL TOSIbKO MPW MOMOLLM
OQHOSIeroYHON BeHTUNAUMK. B cBSI3n C BbICOKMMMU
PUCKaMKN OCMOMKHEHWI OT NMPOBefeHUst onepaTus-
HOrO BMelLaTenbCTBa bbINO peLleHo 0TKasaTbes,
MO SKM3HEHHbIM MOKa3aHUAM HayaTa XMMMoTepanus.

C 20.10.2020 no 26.10.2020 npoBepeHa uuTo-
peayKuus MeTUNnpenHU30NoHOM, Luknodoc-
haHoM, uutosapom. lNposogmnach NpounakTka
cuHopoMa nusuca onyxonu (annonypuHon, pacby-
pvkasa). Ha dhoHe npoBoaMMoro neueHus yepes
Heaenio No AaHHbIM MyNbTUCMMPANbHOW KOMMbIO-
TepHo# Tomorpacum obveMHoe obpasoBaHue
CPemoCTEHNA C YMEHbLUEHWEM pa3MepoB B MHA-
Muke Ha 50%, TeM He MeHee COXpaHsANUCh Bblpa-
)KEHHble HapyLLUEeHUA NPOXOAMMOCTYM AblXaTeslbHbIX
MyTen n MarncTpanbHbIX COCYAO0B.

MBI npoBoaunace B TeueHne 33 cyT. 3a BpeMs
HaxoxaeHus B OPUT nepeHec cencuc c BbICEBOM
Candida parapsillosis Ha doHE MHAYLMPOBAHHOM
annasun KpoeeTBopeHus. poBoannoch 2 ceaHca
MoYey4yHO-3aMeCTUTeSIbHON Tepanuu C MCMOoSb30Ba-
HUEeM CopBLUMOHHON KONOHKM C TOPENMUKCUHOM. Ha
35-e CyTKM nepeBefeH B OThefleHne OHKoremaTo-
NOrun ANa NPOAOIIKEHNUS Tepanuu.

Hauvano tepanuu oHkonoruyeckoro 3abo-
neBaHUs C BOBMEYEHMEM BEPXHUX AbIXaTesbHbIX
nyTen, MarucTpasnbHbiXx cocynoB Tpebyer
CnasKeHHon paboTbl KOMaHAbl aHecTe3noso-
rOB-peaHMMaTosoroB, OHKOSIOrOB-remMaTosioros,
XUPYProBs, CNeLManvcToB BU3yanusaumm.
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eMaTonoruyeckue nposiBrieHUA
ayToBocnanuTenbHbIX 3abonesaHuu

A.J1. Ko3nosa
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AxTyanbHocTb. AyToBOCNanuTenbHble 3abosne-
BaHusa (AB3) — aT0 reTeporeHHas rpynna peakux, B
OCHOBHOM MEHETUYECKN AeTEPMUHMPOBAHHbIX 3a60-
neBaHui, 0ByCrnoBREeHHbIX ANCPerynaumen BposkaeH-
HOro 3BEHa MMMYHUTETa, NIMXOPaOKOM, NPU3HaKaMm
cucTeMHoro BocnaneHus. Pag AB3 maHudecTu-
PYIOT C reMaTofIorMyecknx NPosiBNIeHU U UMEIOT B
Hayane AMarHoOCTUYECKOro Noucka Takue paboune
OMarHo3bl, Kak I0BEHWUMbHbBIA MUENOMOHOLMTaPHbIN
NEeNKo3, reMoMTUYECKas aHeMus, annacTnyeckas
aHeMusi, nauonaTnyeckas TpomboumuToneHmyeckas
nypnypa, HeMTponeHus v Ap., YTO HyxaaeTcs B
TLLATENbHOM M CBOEBPEMEHHOMN AMdhdhepeHumanbHom
OVMarHoCTUKe C Lenblo Bepudmkaumm gmarHosa u
BblOOpa afeKBaTHOro Noaxoda K Tepanuu.

Matepuans! u MeToabl. HaMu npoBeneH aHanus
AaHHbIX nauueHToB ¢ AB3 ¢ n3BeCTHbIM reHeTuue-
CKMM fedheKToM, KoTopble Habrioganuch unu Boinu
KoHcynbTupoBaHbl B HMULL AFOWN um. OmuTtpua
Porauesa c 2012 r. po ceBpansa 2021 r. Bcero B
uccnenosaHve sownm 123 naunenta ¢ AB3.

(eHeTMYeCcKne OCHOBbI 3abofieBaHUs BbIAB-
NANNCL NPEUMYLLECTBEHHO NMYTEM BbINOSIHEHUS
MaHenbHOr0 CEKBEHUPOBAHWUA, CEKBEHUPOBAHUA
no CaHrepy, B psfe Clly4yaeB UCNOSb30BannChb
MOSTHO3K30MHOE CEKBEHWPOBAHWS M XPOMOCOMHbIN
MUKPOMaTPUYHbIA aHanu3.

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM U B NeauaTpum
20211 Tom20 | 2 suppl 1|51

PesynbTatbl. Cpeon nauneHToB ¢ AB3 rema-
Tonornyeckne nposieneHusa Habnwoganuce y 76%,
CpPEemM HWX aHEeMMUS PasfIMYHON CTEMNeHU TAKECTH
bbina y 84% nauueHToOB, COYETaHWE aHEMUU U
HentponeHun — y 3%, naHumtonexnmsa —y 10%. Y
4 nauuneHToB ¢ AB3 pasBuncs BTOPUYHBIA FremMo-
dharoumTapHbin IMMdorncTMoumnTos, y 1 — mneno-
OUCNacTUYeCKM CUHAPOM. TpaHcnnaHTauus
remMorno3TUYECKMX CTBOJSIOBbIX KIETOK NpoBefeHa
3 naumeHTaMm B CBA3W C pa3BuBLUENCH pedipak-
TEPHOW LUWUTOMEHUEN KaK OCITONKHEHUEM TEUEHUS
OCHOBHOr0 3abonesaHus.

BbiBoabl. Pa3BuThe BbIpaskeHHbIX remMaTonorun-
YECKMX NPOABIIEHNI HEXapaKTepHO Ans 6onbLUNH-
CTBa n3BeCTHbIX AB3, ogHaKo MexanMcUMNIMHapHbIii
nogxop cotpyaHukos HMUL OTON mum. OMutpus
PoraueBa n coBpeMeHHble MeTOAbl AMArHOCTUKM
MO3BONAIOT AMArHOCTUPOBATb Pa3fNNyYHble TeYeHus,
dopmbl AB3 y peTeit, paHee elle LUMPOKO He
OMMUCaHHbIE B MEXAYHAPOAHON MEAULIMHCKOW NnuTe-
patype. 3T0T hakT nosBonseT yaenuTts ocoboe
BHWMaHWe TepaneBTUYECKUM acrneKTaM C [OCTU-
KeHueM nyywmx pesynbtatos. 3a 10 net pabothbl
LleHTpa HakonneH 3HaunTEeNbHbLIN OMbIT B AXArHO-
CTUKe, Tepanuu, ANUTENbHOM KaTaMHeCTUYECKOM
HabnoaeHUn naumeHToB C pasHbiMU hopMaMu
AB3.
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KaTteTep-accounnpoBaHHblie UHheKLUU

kKposoToka 8 HMUL IFOU

uM. [iIMuTpusa Porauesa

A.B. KysHeuoBa

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM reMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

NHpekunn, cBA3aHHble C OKasaHWeM Mepu-
uMHcKoi nomolm (MCMIM), sBnsATCS BaskHOM
npobrnemoin 6e30MacHOCTM MAUMEHTOB, U UX
npenoTBpaLLeHne [LOMKHO BbiTb MPMOPUTETOM NS
MeLUUMHCKMX yupexaeHuin. OgHuM u3 sugos VICMIT
ABNAOTCHA KaTeTep-acCoOUMUPOBaHHbIE MHAIEKLMK
KposoToka (KAUK), passuBaloLLmecs y NauMeHToB B
pesynbTaTe HeHaAne)aLlero MCrnonb30BaHUsA BEHO-
3HbIX KaTETEPOB.

B cBsi3n C BbICOKOW aKTyanbHOCTbIO MPobrnembl
MHPMUMPOBAHNA KPOBOTOKA HaLMOHanbHas ceTb
BesonacHocTu 3apaBooxpaHeHuns CLUA paspabo-
Tana KpUTepuM OLEHKU YCTaHOBMIEHNA AMarHo3a
KAWK. [lns pnarHosa HeobxoauMo Hanuuune cnepy-
IOLLIMX KPUTEPUEB:

1) neHTUdMKaLMA MUKPOOPraHu3Ma 13 KpoBm
(0BHOKpaTHO ANSt UCTUHHOMO MaTOreHa, ABYKPaTHO
11151 KOMMEHCasbHOMO B TeueHune 24 u);

2) oTCyTCTBME MEPBUYHOIO Ouvara MHEKLUm
(nns McKnoYeHUs BTOPMUYHON MHCDEKLMM KPOBO-
TOKa);

3) K BOMOJTHUTENbHBIM KPUTEPUSIM OTHOCATCSH
runepTtepmusa (> 38,0°C) v 03H06; ons meteit < 1
ropa — runotepmus (< 36,0°C), runoTeHsusi, anHos
1 Bpagukapams.

[o cvx nop ocTaeTcs OTKPbITbIM BOMNPOC OTHE-
CEHWA MHPEKLMIA KPOBOTOKA, CBSI3aHHbIX C HapyLUe-
HUEM LIeNoCTHOCTH cnuaucToro bapbepa (Mucosal
barrier injury, MBI) k KAWK. Ins ycTaHoBneHws
MBI Heobxoammo cobniofgeHne BbllleyKa3aHHbIX
KpPUTEPWEB B COBOKYMHOCTU C HanMuYMeM y naum-

€HTa HEeNTPOMNEHUN B TedeHue 7 OHel, NPOBEfeHus
TPaHCMNaHTaUMM KOCTHOro Mo3ra B TeyeHue < 1
rofla, peakuum «TpaHCnaaHTaT NpoTMB XO3AWHa>»
KuweyHon cpopmbl -1V cTteneHn mnm Hanmuus
BbIPaXEHHOr0 AMapenHOro CUHApPOMa.

Taknm 06pasoM, MHAEKLUMIO KPOBOTOKA MOXKHO
pasgenuTb Ha 4 rpynnbl: BTOpUuHas (MCTUHHASA)
nHdekuma kposotoka, MBI, KAWUK, npuces.
CornacHo coBpeMeHHoW Knaccudpukaumm, ¢ 2013
r. cnyvyan MBI yuntbiBaloT OTAENbHO OT Criyyaes
KAWMK B cBsian ¢ TeM, uto MBI, BO3MOXHO, ABNAeTCA
TpaHCoKaumen KuweyHon rnopbl naumeHTa.

Mpu nopcuete 3a 2020 r. B LleHTpe bbin0 3ape-
TMCTPUPOBaAHO 374 NOMOMUTENbHbLIX FEMOKYIb-
Typbl Yy 167 naunenToB. B cpeaHem y 1 naumeHTa
6bino 1,17 cnyyaas KAMK (ot 1 po 5). U3 Hux 20
(10,9%) BTOpUYUHBIX, 74 (40,4%) KAWK, 33 (18,1%)
MBI 1 56 (30,6%) npucesos. B TeueHne anuTtens-
HOro nepuopa HabniofeHVs 3TMONOrMYecKas CTPYK-
Typa, BbidbiBalowasa KAUK B LleHTpe, ocTaetcs
npubnusuTensHo ognHakosoin. MNpeobnagaowmmum
MWKPOOPraHM3MamMmn SIBNAIOTCHA KoarynasoHera-
TUBHbIE CTadMNOKOKKKN, Pseudomonas aeruginosa,
Klebsiella pneumoniae, Enterococcus faecium.

NMHTepecHbiM HabniopeHneM okasanoch
BnmMaHne nanpemun COVID-19 Ha wuHdekumm
KpoBOTOKa. Tak, B HaweM LleHTpe vactoTa KAUK
cHuaunacb Ha 14%. B CLLA npoBoamnu noxoxee
PETPOCMEKTVUBHOE UCCIEefOBaHMe, MO JaHHbIM KOTO-
poro yactota KAUK yBennumnacbh bonee ueM Ha
50%.
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CunppomM duwmepa—3BaHca y AeTeu:
OT aHeMuUU K UMMYHoaecbULnTy
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N.B. MepcusHosa, E.B. CyHuosa, 0.A. LLisew, A.A. MyxuHa, H.B. KyabMeHKo,

A.l0. LLepbuHa, A.A. MacuaH, H.C. CMeTaHuHa
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nugpom duwepa—3saHca (CDI) — aTo

penkoe 3abonesaHve, NP KOTOPOM OAHO-

BPEMEHHO UV MOCneaoBaTeslbHO pPa3Bu-
BAlOTCA ayTOMMMYyHHas reMONUTUYECKas aHeMus
(AUTA) n uMMyHHaa TpombouuToneHus (UTM).
C®3 npuHATO KNnaccndmumpoBaTb Ha NEPBUYHBINA
(MovonaTnueckmit), KOTOpbI ABNSETCS AMarHO30M
WCKIIOYEHNA, U BTOPUYHBIVA, Pa3BMBAIOLLMIACA Ha
doHe apyrux 3abonesaHuii.

bbin npoeefeH aHanu3 aaHHbIX 0bcrnenoBaHus
54 petei ¢ guarHosom C®P3I, obpalaslumxcs B
HMUL OON vM. OmuTpumsa Poravesa B nepuog c
2012 no 2019 .

Y 3 (5,6%) nauneHTOB nocne nposefeHHOro
obcnenoBaHus bbin YCTAHOBMEH OPYroW AMarHo3 —
BpokaeHHasn TTI. Takum obpasoMm, B JanbHENLLNiA
aHanu3 6ol BKIloYeH 51 naumneHT.

BTropuunbiii COI umenu 39 (76,5%) netei,
y NaumMeHToB 3ToW rpynnbl BbiAn gnarHoCTUpO-
BaHbl pasfiMyHble NepBuYHbIE MMYHOLEULNTHBIE
cocTtosHus (MUAC), KoTopble ABUIUCH 3TMOMOMM-
YeCKMM hpakTopoM pas3BuTusa BTOpUYHoro CO3I.
MepavaHa Bo3pacTa pasBuUTUS LMTOMEHUW B JAHHOW
rpynne coctasuna 4 ropa (oT 2 Mecsues [0
12 nert), pacnpenenenve Mk — 1,05:1. eHeTnue-
ckoe nogTeepskaeHve MUIOC nonyueHo y 23 (59%)
ns 39 peten, y octaswwmxca 16 gmarHos MNAC
Ba3snpyeTcs Ha KNUHUKO-NabopaTopHbIX AAHHbIX.
Mamonatuyeckuit COI umenu 12 (22,2%) naum-
EHTOB, T. €. He BbINo NoNyYeHO AaHHbIX 3a Hanuune
apyrvx 3abonesaHuni, MegnaHa BO3pacTa pasBuTus
uutonenun 8 net (7 mecaues — 16 net) u pacnpe-
penexune no nony — 1:1. [lebiot 3abonesaHuna npu
BTOpuuyHOM CP3 Habnopanca B bonee paHHeM
BO3pacTe, YeM npu namonatnyeckom CO3.
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[ebior CPI Habnopanca vawe ¢ M30MMpo-
BaHHOM unToneHun (AUFA unu UTM), uem ¢ oaHo-
BPEMEHHOr0 MopaxeHus 2 pocTKoB unu Honee.
MenuaHa cpoka NpucoeayHeHns BTOPOM LMTONEHNUM
cocTtauna 1,5 roga (1 mecsau — 9 net). Netanb-
HocTb npu CO3 B aHanusmpyeMon rpynne cocra-
Buna 9,8%.

Tepanusi NepBoi NMHUK (BHYTPUBEHHbIE UMMY-
HOr0BYNIUHBI, FMIOKOKOPTUKOCTEpOMAb!) npu CHI
He MoKasana BbiCOKoW adpdpekTBHOCTH (60%) B
obewnx rpynnax nauvMeHToB, a CTOMKas peMuccus
Bbia 0TMeYeHa ToNbKo y 5,9% naumeHToB. Mpena-
paTbl NOCMERyIOLLMX NTMHWIA, MOKa3aBLLKE XOPOLLYIO
3(P(PEeKTUBHOCTb U CTONKUI pesynbTaT, — PUTYK-
cumab (83,3%, us Hux 13,3% cToiikas pemuccus),
MUKodpeHonata Modpetnn (MM®) (94%, u3 Hux
46,7% CTOWKas peMuccHs), a Takme KOMBUHaLWS
puTykcumab nu MM® (100%, M3 HUX CToWKas
pemuccus 58,3%). IPdeKTUBHOCTb NMPUMEHEHNS
CUPONMMYyCa TaKsKe OKasasnach Bbicokoi (83,3%, ¢
coxpaHeHueM cToikon pemuccum y 80%), KoMbU-
Haumua pukykcumaba u cuponumyca nossonuna
COXPaHUTb CTOVKYI0 peMuccuio y 75% naumeHTos.

Takum o6pasoM, y MauUMEHTOB [ETCKOro
Bo3pacTa CPI yalle BCero ABMAETCS OOQHUM U3
MepBbIX MPOABNEHUA BPOXAEHHOr0 HapyLleHus
MMMYHHOW CWUCTEMbl, MO3TOMY TaKUM nauu-
eHTaM HeobxoomMmo TLlaTenbHoe obcrefoBaHMs
(B TOM uMcre MMMyHOMOrMYECKoe U reHeTUue-
CKoe) Ansi CBOEBPEMEHHON AMArHOCTUKM OCHOB-
Horo 3abonesaHuA. lpu Bbibope Tepanuu ans
namonaTtuyeckux dopm CP3I3 mcnonbsoBaHue
putykcuMmaba 1 MM® B kKoMBUHaLMK OKa3anochb
Hanbonee aPdeKTUBHLIM B KayecTBe BTOPOW
TMHWK.
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Pepnkas onyxoJib — KJ1l0Y K peaAKuM
HacneactseéHHbiIM CMUHAPOMaM

M.A. KypHukosa, J1.A. flcbko, 10.M. Mapeesa, E.B. Paitkuna, [1.10. KauaHos, I'.A. HoBnukosa

@IBY «HaumnoHarnbHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpasa Poccun, Mocksa

nyxosnb y pebeHka BO3HMKaeT yalle BCero

Kak crnopagunyeckoe cobbitve. OgHako B psape

CnyyaeB pasBUTME OMyXOSn ABNAETCH Cren-
CTBMEM HanMuMsA repMUHAsIbHbIX MyTauui B reHax
BenkoB, perynupylowmx KNetoyHylo nponude-
paLMIO, KU3HEHHbIV LMK KIETKWU, pEMOAENNPOBaHMe
XpomaTuHa, penapaumio HK u gpyrve dpyHnameH-
TanbHble Mpouecchl B opraHusme. Takue repmu-
HanbHble MyTauun 0BycnoBMMBaIOT HanNMune OJHOro
3 CMHOPOMOB NPEAPACMOSIOMKEHHOCTH K OMyXONEeBbIM
3abonesaHusM (CMO) — coCTOAHMIA, NOBbILLAKLLMX
PUCK pasBUTUSA OOHOM MUK MHOMECTBA OMyxonen B
TeyeHune KunsHu. CornacHo NOCNeaHUM OaHHbIM, Y
OETeln CPeau CONMAHbIX ONyXorew BKIaA BPOKAEHHOM
reHeTMYeCKOoN NPeapacronoXeHHOCTN JoCTUraeT
16%, cpeau onyxonei Mosra — 8—9%, npu nevike-
Musix — okono 4%. 3anopospute CMO B negnatpu-
YECKOW MpaKTVKe MOMKHO MO HanMuMio OOQHOrO MK
HECKOJSbKUX «KPaCHbIX dof1iaroB», OOHUM U3 KOTOPbIX
ABMAETCA peaKas onyxorb. Tak, aapeHOKOPTUKanbHas

KapuyMHOMa 1 XOPUOMOKaPLMHOMA XapaKTepHbl AN
cuHapoma Jlu—®payMeHn, nneBponynbMoHanbHas
BrnacToMa u kuctosHas HedopoMa — ansa DICER1-cun-
OpOMa, MenynnspHbIA PaK LLMTOBUAHOM sKenesbl — Af1s
CUHOPOMA MHOMKECTBEHHON SHOOKPWUHHOW Heomnnasum
Il Tuna, naparaHrnuomMa/dpeoxpoMoumnToMa — AN
Llefloro paga HacnencTBeHHbIX cuHapomos. B HMUALL
OIrOW wm. OmuTpus PoraveBa ¢ Havana 2020 r. B
paMkax npoekTa «MoreKynapHo-reHeTnyeckas
OMarHoCTUKa AETEN C CUHAPOMaMM NPeapacronOMKeH-
HOCTM K OHKonorun> bbinn obcnenosaHbl bonee 200
NaLMeHTOB M YNIEHOB UX CEMEN, NMPUMEPHO B OOHOM
TPETM Clly4YaeB yaanocb reHeTMYeckn Bepuconumpo-
BaTb HAaCNeACTBEHHbIA CUHAPOM. BbisBeHve reHeTun-
yeckoro drakTopa B pa3suTuu 3abonesaHus BAMseT
Ha Tepanwio, NPOrHo3, OLEHKY PUCKOB ANA YNEHOB
CeMbM, NO3BOSISIET UCMOMb30BaTb NPOTOKOMbI Habso-
OeHvs Ana 6eccUMNTOMHBIX HoCUTENen U NPUMEHATb
COBPEMEHHble PenpoayKTUBHbIE TEXHOMOrUW npwu
MMaHMPOBaHNN CEMBM.
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OpraHnsauuoHHbIe acneKTbl Tepanuu
OCTPON MaCCUMBHOMU KPOBOMOTEPHU

NMpU XMPYPruyeCcKon KoppeKkLuum
OHKOJlormyeckux sabonesaHun y neteu

H.T. INeoHos, B.B. LLlykuH, I".A. HoBnukoBa, E.A. CnvpuaoHoBa

@IrBY «HaumoHarbHbI MEANUMHCKMI NCCIIEA0BATETbCKMI LIeHTP BETCKOM reMaTosiornm, OHKOIorum

u umMMyHosnorum uM. [imutpua Porayesa>» Munsapasa Poccun, Mocksa

AktyanbHocTb. OCcTpas MaccuBHaa KpoOBO-
noteps (OMK) sBnsieTcs TAKENbIM KPUTUUECKUM
WHUMOEHTOM W NpefcTaBneHa reMopparmyeckmm
LLOKOM, KoarynonaTtven u CMHOPOMOM MaCCMUBHbIX
TpaHcdysuin. HeapekBaTHasa Tepanusi OaHHbIX
HapYyLLEHWI BEAET K HapaCTaHMWIO TSKECTU NONMop-
FaHHOM HefoCTaTOYHOCTM M YBENIMYEHMIO neTanb-
HocTW. COrnacHo KMMHUYECKUM pPeKOMeHJauUMsaM
depepauunm aHeCTe3ONOrOB U PeaHNMaTonNoros,
B KaOOM NneyebHOM yupeskpoeHnn OosKeH bbiTb
paspaboTaH v BHeapeH npoTokon Tepanum OMK.

Marepuanbl u MeTopbl. Pa3paboTaH v BHegpeH
npoTokon OMK. CucteMaTuueckoe obyueHne nepco-
Hana u pasBMTUE KOMaHOHbIX HaBblKOB B CUMY-
NAUMOHHOM Knacce LleHTpa cTano ocHoBoW ero
peanu3aumn. MH1umaums NpoTokona HauMHaeTcst nNpu
TeMne kposornoTtepy Bonee 1 Mn/kr/MuH. MpoTokon
MYNbTUONCLUMNIMHAPHBIA U COLEPKUT PEKOMEH-
Aaumy No XMPYPruyYecKoMy reMocTasy, BbIMOSTHEHMIO
KOMMeKca MeponpuaTUA Mo NOLAAEPIKAHMIO reMO-
LOVHaMUKK, HOPMOTEPMUK, NPOCOUIAKTKE TKAHEBOM
FUMNOKCUM N KOPPEKLMM HapyLLUEHW reMocTasa C
MCNONb30BaHNEM Lieflb-OPMEHTUPOBAHHOrO NOAXOLAa,
a Takke NpohmnakTnke TPaHCY3UOHHbBIX OCIOM-
HEeHWI. 3TO cTano BO3MOXHbIM Bnaropaps B3anMo-
LENCTBUIO C TpaHCdy3nonoramu, reMocTasvonoramm
n rematonoramu. Cxema n noppobHoe onucaHue
MpoToKONa nNpefncTaBneHbl B TPeTbEM HOMepe
sypHana «Bonpocskl remMatonoruu/oHkonorum w
“MMyHoOMaTonorum B neguatpum> 3a 2020 r.
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PesynbTtaTbl. 10 gaHHLIM PETPOCMNEKTUBHOMO
aHanusa 2036 nctopwuin bonesuu naumeHTos LieHTpa
3a 2017-2019 rr., nocne BHeLpeHUs NPOTOKONA
OMK pacnpocTpaHeHHOCTb MHTPaonepaunoH-
HOrO NPUMEHEHUA [LOHOPCKUX FEeMOKOMMOHEHTOB
cHusunacb ¢ 27,7 po 19,4%. YpoBeHb uHTpaonepa-
LmoHHou 3abonesaemocTt OMK ocTancs npeskHuM —
12,28 Ha 1000 uenoseko-neT. JleTanbHOCTb Npu
OMK chusunack ¢ 12 no 4%, cMepTHOCTb cocTaBunia
5 cnyyaes Ha 10 000 uenosek.

BeiBoabl. B npoTokone Hawero LieHTpa nano-
)eHbl BCe [eNCTBUA, KoTopble HeobxoanMbl Ans
ycnewHown tepanun OMK. lNpuMeHeHne MynbTu-
OVMCLUMNNMHAPHOMO noaxopa MoxeT BbiTb adpdhek-
TUBHO TOMbKO NPW CUCTEMATUUYECKOM 0ByyeHun
nepcoHana u otpaboTke KOMaHAOW HaBbIKOB
paboTbl B CUMYMALMOHHOM Krlacce MefULMHCKOro
yupexaeHusi. OCHOBHbIM KOMMOHEHTOM Tepanuu
OMK noMKMMO XMpypruyeckon oCTaHOBKU KPOBOT-
eueHus ABNAITCA AENCTBUA, HanpaBfieHHble Ha
CHU)KEHNE BPEMEHWU KPUTUYECKON TMNOTEH3UU U
CKOpEeNLLYI0 HOpManu3auuio CUCTEMHOW reMoau-
Hamuku. Mocne aToro pabota KoMaHAbl cocpeno-
TOYeHa Ha Tepanuv NpuobpeTeHHOM KoarynonaTum
U NpounakTUKe CUHAPOMa MACCUBHbIX TPaHC-
dysuin. 3T0 HEBO3MOXHO oOcCyLlecTBUTbL bHes
HanuunMa B onepauuMoHHon TpomboanacTo-
rpadha Ons SKCTPEHHOW OMAarHOoCTUMKM W Lefb-
OPWEHTMPOBaAHHOW Tepanuu reMocTaTUvecKux
HapyLUEeHWN.
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MeToabl spepHOU MeanLUHbI B e TCKOM
oHKonoruu (npobnemsbl, ycnexu
U COBpPeMeHHble TeHAEeHLUN)

10.H. JTukapb

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM reMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

OepHast MegvuMHa B NeAMaTpum OYeHb MHTe-
pecHasi, AMHaMUYeCKM pa3BMBAIOLLAACA U
3axBaTblBaloLLan 061acTb MeauLUMHbI, N03BO-

nAoLWasn nolyyaTb YHUKaNbHYI0 MHpopMaLUmio o

PyHKLMOHANbHOM COCTOSIHUM Pa3fIMYHbIX OPraHoB

¥ CUCTEM Yy NaLMEHTa, KOTOPYIO HEBO3MOKHO NOy-

YMTb C MNOMOLLbIO IPYrUX METOLO0B MArHOCTUKM.

K ocHOBHbIM npobneMam LUIMPOKOro UCMOSb-
30BaHMA METOLOB SIEPHON MEeOUUUHbI Y OeTen
crnepyeT OTHECTU OTCYTCTBME Y BOSbLLUMHCTBA paau-
odhapMnpenapaToB pa3peLleHns K NPUMEHEHUIO B
NeavaTpUYEeCcKon NpPaKTVKe Kak Ans CUuMHTUrpadm-
ueckux, Tak u MNIT/KT-uccnepoBaHuii; TpyAHOCTM
C BbIMOSTHEHWEM UCCEN0BaHUA C UCMOMb30BaHNEM
aHecTesuonoruyeckoro nocobus (ocobeHHo B
amBynaTopHbIX YCIoBUsX); MearieHHoe obHoBMeHVe
obopynoBaHusi 1 nporpaMMHoro obecneyenus,
npobnembl C BHEAPEHWEM HOBbIX pagnodapmnpe-
napaTos.

Korpa ynaeTcs HaUT pelueHve nycTb U OYeHb
ManeHbKOM YacTu U3 cyLlecTByloWMX npobnem,
MOXXHO KaueCTBEHHO BbIMOSTHATb KaK NMOCTaBMEHHbIE
KIIMHWYECKMe, TaK MU HayYHble 3a[aun.

bbina oueHeHa pofb CUMHTUrpadun KocTen
CKerneTa v ee MecTo B AMarHOCTUKe KOCTHbIX MeTa-
CTas30B npu HerpobracToMe nocne cuuHTUrpadoum
¢ 12|-MIBl; NpomeMOHCTPMpOBaHa BbiCOKas
OMarHOCTMYEeCKas 3HaA4YMMOCTb AOMOSIHUTENb-
Horo npotokona O®IKT/KT npu cumHTUrpadmm ¢
125-MWUBI, a cosnaHHas M NpoTecTMpOBaHHas
BO3MOXHOCTb KOJIMYECTBEHHOM OLEHKU UHTEH-

CMBHOCTM Hakonnenna 2|-MUBI B nepeuuHOM
obpa3oBaHuM MOXET BbITb UCNOSb30BaHA AN HEWH-
Ba3MBHOWN OLIEHKN HebnaronpuATHOrO rmcTonornye-
CKOro BapuaHTa onyxosnu.

Bbinu oueHeHbl n oTpaboTaHbl METOANKM OLIEHKM
CKOPOCTH KNyBoukoBOM hnnbTpaLMm Mo KIUPEHCY
BBOAMMOro papuodpapmnpenapata (cuntaertcs
O[HOW M3 CaMbiX TOYHbIX METOAMK) y AeTel, uTo
nMeeT ocoboe 3HaueHne, Tak Kak MO3BOMSET CYAUTb
0 MOBPEXAEHWUN NOYEYHbIX KIyBOUKOB 1 ABNAeTCS
OOHVM 13 OCHOBHbIX PaHHWUX KPUTEPUEB, XapaKTepu-
3yIOLLMX PYHKLMOHANBbHOE COCTOSHME MOYEK.

BbinonHeHo BHefpeHWe NpoTOKoMa renato-
BunnapHon cuuHTUrpadpmm B NpegonepaumnoHHoe
obcnepnoBaHne feten ¢ 0bpasoBaHMAMKU NeYeHu
0151 KONUYECTBEHHOW OLIEHKN (DYHKLMM OTAENbHbIX
CErMEeHTOB MEYEHW, YTO JAET BO3MOKHOCTb OLIEHUTb
PUCKW pa3BUTMSA NOCEONepPaLMOHHON NeYeHOYHON
HeAOCTaTOYHOCTM NpU OBLLIMPHBIX pesekunax
neyeHn.

BHenpeHa konunuecTBeHHas oueHka obuiero
mMeTabonuueckoro obbeMa u obLiero ravkonusa
onyxonu npu N3IT/KT-uccneposanusx ¢ BF-OO0
015 U3YYEHUA UX MPOrHOCTUYECKOrO 3HAYEHUS Y
petev ¢ numdomon. BeinonHeHa cpaBHUTENbHASNA
OLeHKa MCMOofb30BaHNSA YKOPOYEHHOro MpoTo-
kona M3T/KT v NIT/KT B pesknMe «Bce Teno» ¢
onpeneneHneM nx AMarHoCTUYECKOW 3HAUMMOCTH,
BO3MOXHOCTU CHUXXEHUSA NTYYEeBOW Harpysku u
BPEMEHM UCCefOoBaHNSA y AeTei ¢ NMMAOMON
XOMMKKUHA.
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MEK-uHrnburopsl B Tepanuu
nnekcudpopMHbIX Henpocubpom
y nauueHToB ¢ HeupodpmbpomaTo3oM

| TMNA

t0.M. Mapeesa, H.M. Epwos, .M. Nanywa, J1.A. Acbko, M.A. KypHukoBa,

AW. KapauyHckui, [0.10. KauaHos, A.A. MacuaH

@IBY «HaumoHarbHbIi MEANLMHCKNIA NCCIIER0BATENIbCKUY LIeHTP BETCKOV reMaTosiormm, OHKOSI0rm

n ummyHosnormm uM. [imutpus Porayesa» Mun3gpasa Poccun, Mocksa

AxktyanbHocTb. HeipodpmbpomaTos 1-ro tuna
(H®1) sBnseTca ayTOCOMHO-AOMMUHAHTHBLIM reHe-
TUYeCcKuM 3aboneBaHveM C 4acTOTOW BCTpevae-
MocTu B mupe B cpefHeM 1:3000 Tbic. HaceneHus
C KpaWHe reTeporeHHOM KIMHUYECKON KapTUHOM
M OrpaHWYEeHHbIMU BO3MONKHOCTSAMMU NEeYeHus.
XapaKkTepusyeTcs MOSBIIEHNEM MHOMECTBEHHbIX
MPOrpeccupyioLLMX OMNyxosien, a TakKe Heonyxo-
NeBbIX KIIMHUYECKUX NPOABNEHUi (HeBposornye-
CKMX, OPTOMeanyecknx, CepAeYHO-COCYLUCTbIX),
YTO MOJKET OCIIOXHUTb CBOEBPEMEHHYIO AuMarHo-
CTUKyY. puumnHoii ABnseTca cnoHTanHas (de novo)
WNV HacneacTBEHHas MyTauua B reHe-OHKOCY-
npeccope NF1, pacnonoxeHHoOM Ha xpomocome 17,
npusoasLan kK amcdyHkumum benka Henpodunbpo-
MWUHa, YpEe3MEPHON aKTMBALMWM CUFHANBbHOMO NyTH
RAS, uto BeneT k nponundiepaumm KNeTok n opmMu-
POBaHMIO MHOXECTBEHHbIX OMyXosieit, B TOM yucne
NNeKcUdopMHbIX HeripodpnbpoM (MH) — MaccuBHbIX
M 3auacTylo HeonepabesnbHbIX LOBPOKaYeCTBEHHbIX
obpasoBaHui nepudrepnyeckon 0bonouku Hepea,
KoTopble BcTpeyvatoTca y 50% nauneHToB ¢ HP1.
[laHHble oMyxonn MOryT Bbi3biBaTb CYLLECTBEHHbIE
OCIIOXKHEHUS U MPUBOAUTbL K MHBaNUAan3auuu, Ho
Takxe [H nMelT 3HauUUTEeNbHbLIA PUCK ManUrHKU-
3aummn ¢ TpaHcdopMaunen B 3110KaYeCTBEHHYIO
onyxofib u3 obonouyek nepudepmnyeckmx HepBoB
(300MMH), koTopas, B CBOIO ouepefb, XapaKTepu-
3yetcs bonee arpeccuBHbIM TeYeHUeEM y nauu-
eHToB ¢ HO1 B cpaBHeHuu ¢ obLuei nonynsaume.
MoHMMaHKue naToreHesa HO1 npueeno K NonbITKaM
npuMeHeHua npenapatos u3 rpynnsl MEK-uHrn-
BuTopoB y mauveHToB ¢ HeonepabenbHbiMK [TH.
BecHon 2020 r. 6b1nm onybrnmkoBaHbl pesynbTaTthl
KnnHnyeckoro uccnegosanua SPRINT I, oueHwus-
wero adppekTuBHocTb MEK-unrnbutopa ceny-
MeTuHuba npu HeonepabenbHbix MH y peten u

nogpocTkoB ¢ HP1, nocne yero paHHbIv npenapat
Bbin odouumanbHo 3apernctpuposaH (FDA, CLUA)
0N fleYeHns naumeHTOB AETCKOro Bo3pacTa ¢
HeonepabenbHbiMu MMH Ha doHe HDL. Mo pesynb-
TaTaM UccrefoBaHna YacToTa YaCTUYHbIX OTBETOB
cocTtasuna 70%, MeonaHa MakCUMarbHOro U3Me-
HeHus obbema MMH — 27,9%, onucbiBaeTcs cyLue-
CTBEHHOE CHWXeHue bonesBoro cuHapoMa w
YNyuLLIEHWE KaUYeCTBa MU3HW, YTO ABNSETCS KpanHe
obHapexwvBaloLwmMM ana 3abonesaHuns, MMeloLLero
OSIMTENbHYIO UCTOPUIO CYLLECTBOBAHWA B YeroBe-
YEeCKOM Nonynsauum u He uMmesLLero 3ddEKTUBHbIX
KypaTUBHbIX METOA0B 1O HACTOALLEr0 BPEMEHMW.

Uenb. OueHka adchekTuBHOCTM npenapaTa
cefnlyMeTuHUb y nauneHToB C HeonepabernbHbIMK
MH Ha doHe HP1.

Matepuanbl u MeTofAbl. B nporpamMMy paHHero
poctyna K MEK-uHrubutopy cenymetuHuby B
HMULU O7OU uM. IMuTpma PorayeBa Ha MOMEHT
HanWcaHusa Tesnca BKMNOYeHbl 12 nauneHToB C
H®1 B Bo3pacTe 2—-16 net ¢ HeonepabenbHbiMK
MH pa3nuuHov Nokanusauum, MeloLme KNnHuye-
CKMe NposiBieHns B BUAe nepcuctupyloLlero bone-
BOro cuHapoMa (1), BblpaseHHOM aedomrypaumm
(6), opToneanueckux ocnoskHeHuit (5). C sHBaps
2021 r. 7 13 12 nauMeHTOB MHMLMMPOBAHA Tepanus
cenymetuHubom B fo3e 25 Mr/m? nepopanbHo
nocne npoBefeHMa KNMHUMKO-nabopaTopHoOro
obcnenosaHus.

PesynbTaTbl. ¥ 1 nauneHTa yganocb geacka-
nupoBaTb aHanbresupyloLwyio Tepanuio no
nosoay nepcucTupyolero 6onesoro cMHApoma.
BceM nauveHTaM 3annaHvpoBaHO nposefeHune
KOHTPONbHON BU3yanusauumn 1A OLEHKM oTBeTa
(mMait/vioHb 2021 r.). 3a 3 Mec Tepanuu, Ha MOMeHT
HanMcaHusa Teanca, y 2 u3 7 nauMeHToB 0TMevanachb
AepMaTtonornyeckas TOKCUYHOCTb | cTenenu, y

Pediatric Hematology/Oncology and Immunopathology
2021 | Vol. 20 | 2 suppl 1 | 58-59



Te3unchl YCTHbBX AOKJNaaoOoOB YYAaCTHUKOB KOHI'peCCG

1 60nbHOrO — raCcTPOMHTECTUHAMIbHAsA TOKCUYHOCTb
| ctenenw, He noTpebosasLLe MoandMKaLmMm LO3bl
npenapara, TOKCUYECKME NPOSBIEHNs Bbin Kynu-
poBaHbl Ha OOHE COMPOBOAMTESIBHOM Tepanuu.

BbiBoabl. Mbl NOKa He MONyYMnu pesynbTaToB
OLeHKM OTBETA, HO UCXOAA M3 Hallero HebosbLIOoro
OnblTa MOHO OTMETUTb, YTO Tepanusa cenymeTu-
HMOOM UMeeT yAOBMNETBOPUTENbHYIO MEPEHOCUMOCTb
y NaLUMEeHTOB IETCKOro BO3PacTa; 3a 3 Mec Tepanuu,
Ha MOMEHT HanucaHusa Teanca, TONbKO Y 2 13 7 naum-
EHTOB OTMEYanMCb TOKCMYeCKue adhdpeKTbl nerkoi/
YMEpEeHHOW CTeneHun, NoaaatoLLmMecs Koppekumm 6e3
HeobX0[MMOCTH CHUKEHUA [03bI.

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM U B NeauaTpum
2021 | Tom 20 | 2 suppl 1 | 58-59

B cBfi3n c nosBneHMeM BO3MOMKHOCTM naTore-
HeTuyeckoro neyeHns MNMH BO3HMKaET MHOXeCTBO
BOMPOCOB W MEPCNEKTUB UCNOSb30BaHUA MEK-MH-
rnbutopoB v npu apyrux npoasneHuax HO1.
NHTepecHa BO3MOXHOCTb Tepanun MEK-nHrnbuto-
pamu ravoM, accouumnpoBaHHbix ¢ HO1, 3000MH u
OPYrvx OHKONornyeckux 3abonesaHuin, npuHuMas
BO BHUMaHWe UX MOBbILIEHHbIN PUCK Pa3BUTUA Y
naunenToB ¢ H®1. Ha BCce 3T BOMpoChl CMOryT
[aTb OTBETbI TEKYLUME KIIMHUYECKM UCCNEeLOBaHUA,
4TO, BO3MOXHO, KapAWHanNbHO M3MEHWUT napa-
AMrMy nedenus naumeHtos ¢ HO1 B obospumom
ByoyLieM.
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Jlanapockonuuyeckue onepauuu
npu HoBoobpa3oBaHUAX MOYEK

H.H. Mepkynos, [1.I. Axananse, [.C. Pabaes, H.I'". Yckosa, C.P. Tanbinos, H.C. Npaues

@IBY «HaumnoHarnbHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpasa Poccun, Mocksa

AktyanbHocTb. COBpeMeHHOe pa3BUTME OHKO-
XUPYPritv NPUBOAMT K PACLUMPEHMIO UCMOMb30BaHWS
MasioMHBa3MBHbIX ONepaLMin y NauMeHToB eTCKOro
BO3pacTa. AKTyasneH aHanm3 cOBCTBEHHOr0 OMbITa U
pacLUMpeHne NoKas3aHWin K JaHHOMY BMay onepauumn
y DEeTEN.

Uenb. Onucatb TexHuyecknme ocobeHHOCTH
NPOBEAEHNS MaNOWHBA3MBHbIX HEPPIKTOMUN Y
LeTel C ONyX0SIsiIMU NOYEK.

MaTtepuanbl u MeToabl. 3a nepuoa C Miona
2015 no mapT 2021 r. (56 Mec) nanapocKonuyeckm
npoonepupoBaHbl 12 nauMeHToB € 06BbEMHbIMU
nopaseHusiMu nouek. Cpeam Hux 7 (58%) nesouek,
5 (42%) ManbunkoB, MeuaHa Bo3pacTa NaLlueHToB
coctaBuna 57 mecsaua (15-131 mecsu). Bcem
naumneHTaM BbINOMHANM MarHUTHO-PE30HAHCHYI0
TOMOrpadomio NoOYeK ¢ BHYTPUBEHHBIM KOHTPacTH-
poBaHueM. JleueHne NpPoOBOAMIM B paMKax NpoTo-
kona SIOP 2001/SIOP 2016-RTSG.

PesynbtaTtbl. BceM naumeHTam BbINOMHEHa
HecppakToMusa. KoHeepcui He Bbinmo. MenuaHa
ANIUTENbHOCTM OMepaTMBHOIO BMeLLATeNbCTBa
cocTtaBuna 157,5 muu (100-380 MuH). MeguaHa
MHTpPaonepaLnoHHON KPOBOMOTEPKU COCTaBMMa
16 Mn (5-100 mn). HaxoxneHue B peaHnMaumu B
Teuenve 1 cyT notpebosanock 9 (75%) naumeHTam.
[peHask BceM HonbHbIM yaaneH Ha 1-e nocneone-

PaLMOHHbIE CYTKU. JHTepanbHasa Harpyska HavaTa
Ha 1-e nocneonepaunoHHbIe CYTKWU. ALblOBaHTHas
XUMmUoTepanus Ha 7-e cyTku HauaTta 10 (84%)
nauneHTaM. locneonepaunOHHbIX OCIIOXHEHMWI
He bbino (Clavien—Dindo: 0). B 10 (84%) cnyuasix
FMCTONOrMYEeCKU NoaTBepaeHa HedbpobnacToMma,
B 1 (8%) — cBeTnokneTouYHas NoYeuHOKNETOYHAS
KapumHoMa, grade |, ctagus |, B 1 (8%) — nanun-
nsapHas kKapuumHoMma, Tun 1, ctagma |. MepunaHa
HabniogeHa nocne XUpypruyeckoro feveHuns
coctasuna 20 mec (1-68 Mec). B HacToswmi
MOMEHT BCE NaLMeHTbI KuBbl 6e3 Npu3HaKoB peun-
ovBa 3abonesaHus.

BbiBoabl. Ha 0CHOBaHWM NpoaHanNM3npPoBaHHOMO
OMbITa MOHO 3aKMIOYNTb, YTO ManoMHBa3UBHOE
XUPYPruyeckoe fieveHne geTen ¢ onyxonsmm novex
MMeIOT AL NMPEeUMYLLECTB, K KOTOPbIM OTHOCATCS!

1) paHHsis peabunutaums NaLMeHTos;

2) CHUeHWe KpoBonoTepy;

3) cokpalLieHve CpOKoB npebbiBaHUs B CTALMO-
Hape;

4) KoCMeTUYECKM 3CDEKT.

ManounHBa3nBHbIe HEPPIKTOMUM Y feTeN COOT-
BETCTBYIOT OCHOBHbIM MPUHLMMNAM OHKOXMPYPruu.
NManapockopnuuyeckne HeddpP3KTOMUKM OCTAIOTCH
penkou onepauunen y geten ¢ 06beMHbIMU 0bpaso-
BaHWAMM MOYEK.
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ObpasoBaHuA LIeKn y feTen.
lpakTuka peTckoro xupypra

[0.A. Moposos

®IrA0Y BO «[lepsbivi MOCKOBCKMIA rocyaapCTBEeHHbIN MeauumHcKuit yHusepentet uM. .M. CeyeHosa»

Mun3zgpasa Poccum (CedyeHoBckuii YHusepeunTeT), Mocksa

bpasosaHus wewn y neteit (Neck Masses)

0B6bEeAMHAIOT LUMPOKUIA CNEKTP ONyXO-

neBOW, BOCManWUTENbHON W AU3OHTOre-
HETUYECKOW MaTONOrnn, OTHOCALLENCS K 30HaM
OTBETCTBEHHOCTM Bpayei pasHbiX crneumnanbHo-
cTen. 3HaHus 0coBEeHHOCTeN KIWHUKK, AnarHo-
CTVIKM KasOOro U3 HMX HeobxoamMbl Bo nsbeskaHme
OLWMOOK B TaKTUKE M NeYEHUN B TOM UMCe 3MOKa-
yecTBeHHbIX HoBOOBpasoBaHui. B goknane npegn-
CTaBNeHbl AaHHble KIAWHUYECKOro aHanusa
coBCTBEHHOr0 OMbiTa COTEH Onepauuin u coepe-
MEHHble UTepaTypHble CBELEHUS OTHOCUTENBHO
BapMaHToB 06pa30BaHWi LLen y OeTEN: KMCTO3HbIX
¥ COMUAOHBIX, CBSA3AHHbIX U HE CBA3AHHbLIX C NuMmda-
TUYECKMMUN y3rlaMU, PaCMOfIOMEHHbIX B Pa3HbIX
nokycax. [lpegcrtasneHbl pabouyaa knaccudm-
Kaumsa, KNMHUYECKast XapaKTepUCTUKa pasnmnyHbIX

obpa3oBaHuil LEN, MeCTO HerHBa3UBHbIX (COHO-
rpacouu, ponnneporpaduu, numdorpacdum) u
MWHUMasbHO MHBA3WBHbLIX (TOHKOMIOSbHasA acnu-
pauuoHHaa buoncusa) MeToLoB WCClefoBaHus,
ovdbdepeHumanbHoM anarHocTukn. Havbonbluee
BHUMaHWe yAeNneHO XUPYPruum CPemuHHbIX U
BOKOBbIX KMUCT Lien, TepaToMaM, XUpypruye-
CKOM MaTonoruu LUMTOBUAHOW Kenesbl, Y3r0BbIM
dopmaM 306a u gudbhbepeHUMpOBaHHOMY paky,
BonesHu [periBca, aneHOMaM LLMTOBMIOHOM U Napa-
LLUMTOBMAHDIX XKene3. 0603HaueHbl OCHOBHbIE NPUH-
LMMbl XMPYPruv Leu y feTei, nepmonepaumnoHHoe
nnaHnpoBaHue, Mepbl MPOUNAKTUKN OCIOMHEHW,
HEeMPOMOHUTOPUHIa, a Takke B3avMOLencTBMe
C nepmaTpamu, 3HOOKPUHOMIOraMu, OHKONIOramu,
BpayaMu Apyrux cneumanbHOCTel Ha BCex aTanax
neyeHus.

Peunausbl nuMmcoMbl XoaKKUHa:
AOCTUKEHUA U NepCneKTUBbI

H.B. MsikoBa

@IBY «HaumoHarbHbI MEANUMHCKMI MCCIIEA0BATETbCKMI LIeHTP BETCKOM reMaTosiornm, OHKOornm

u uMmyHosormm uM. [imutpus Poravesa» MuH3apasa Poccum, MockBa

TNNYHBIN OTBET Ha Tepanuio NepBon MHUK

cpeaun peTten M NOAPOCTKOB C NMMMAOMON

XOOKKMHA OrpaHMuMBaeT BO3MOXHOCTHU
OLEHKM adhdpeKTa xumMmoTepanuv BTOPON NNUHUK
(HeBonbwoe yncno BofbHbIX C peunanBamMmu u
PE3UCTEHTHbIMM doopMaMm). ITo oTyacTn obbAC-
HAET OTCYTCTBME CTaHAapTa fevyeHns BonbHbIX
nocfie Heygaun xuMumoTepanuum Nepeon JNUHUK.
BonblMHCTBOM aBTOPOB MPU3HAETCH, YTO NMPOrHO3
nocrne peuvamBa 3aBUCUT OT CPOKa €ro BO3HWK-
HOBEHMWSI U pacnpocTpaHeHHoCTU. [leTn ¢ nokanu-
30BaHHbIM MO3AHWMM peumaneoM (> 12 mMec nocne
3aBepLUeHVs Tepanuu), NoslyumBLIME HA HAYaSIbHOM
3Tane orpaHMYeHHOe KOSMYeCTBO LMKIIOB PUCK-
afanTMpPOBaHHOWM XUMMOTepanuu u/unu nyyesyio

Bonpocs! reMaTonor/oHKOMOM M 1 IMMYHONATOSOMY B NeANATpYM
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Tepanuio B HU3KON [03e Ha BOBJIEYEHHbIE MOSIS
(LD-IRFT) B KauecTBe KOHcCOMMiaLuUW, UMelOT
BbICOKYIO BEPOSITHOCTb AOCTUMEHUS [ONTOCPOYHOM
BbIXXMBAEMOCTU NOCNe NPOBELAEHUS CTaHOAAPTHOWM
MHTEHCUBHON XMMMOTEpanuu BTOPON NuHuK. [pu
pedpakTepHOM TeueHnn 3aboneBaHnsa Un paHHeM
peuMOMBE, KaK MPaBUIO, HYKHbl OOMOSTHUTESIbHbIE
areHTbl (TapreTHas Tepanus, UMMyHoTepanus) ans
LOCTUKEHUSI PEMUCCUM C MOCTefyIoLLen KOHCONu-
[auvelt B BUOE TPAHCMAHTALMOHHBIX TEXHOMOMUN.
3a nocnenHue Heckornbko net B HMULL [IFOU um.
OmuTpua PoraveBa HaKoMMEH 3HAUUTENbHBIN OMbIT
neyeHuss feTei U NOQPOCTKOB C PeLUAMBHBIMU U
pecbpakTepHbiMM hopMamm NIMCEPOMbI XOIXKKMHA, B
TOM YMCI1e C NOMOLLbIO MHHOBALMOHHbIX NpenapaTos.
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NedekTbl TPOMbOLMTOB

npu cuHapoMe Buckotra—Ongpuua

C.N. O6bigenHbIn, A.A. MapTbsiHoB, A.J1. Xopesa, E.O. Aptemenko, [1.C. Mopososa,
A.E. Bonposa, 0.1. AH, A.A. UrnaToBa, A.H. CBeluHuKoBa, A.A. MacuaH, I".A. HoBnukoBa,

A.I0. LLlepbuHa, M.A. MaHTenees

@IBY «HaumnoHarnbHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpasa Poccun, Mocksa

nHapoM Buckotta—Ongpuua (CBO) xapakTte-

pUsyeTcs MMyHoOOeOULMTOM U MUKPOTPOM-

bountoneHnen, natoreHes KOTOPOM,
HECMOTPSA Ha NPOBOAMMbIE PA3MNYHBIMU FPynnamm
nccrnenoBaHus, He A0 KoHLa AceH. C Lenbio oxapak-
Tepn30BaTb NaTOMeXaHN3Mbl TPOMBOLIMTONEHUN NpK
CBO MbI nccnenosanu 0cobeHHOCTH MOPAPONOrnm 1
hyHKLUMKM TPOMBOLUMTOB NAUMEHTOB C FEHETUYECKU
NOATBEPKAEHHbIM OMArHO30M B CPaBHEHMU CO
3[0,0pPOBbIM KOHTPOSIEM. Mbl UCCNenoBany OMHaMUKY
KOHLLeHTpaLuuu LUMTO30MbHOMO KanbLUus, NOTEH-
unana MUTOXOHLpUAnNbHOM MeMbpaHbl U 3KCMOo-
anumnm docdpaTuamncepuHa (OC) B 0AMHOUHBIX
afresvpoBaHHbIX TpoMboLumTax ¢ MOMOLLBIO KOHGO-
KanbHOM MWKPOCKONWUU. KpoMme TOro, Mbl uccrne-
L0Banu KanbLMeBYyl0 CUrHaNM3aumio C MOMOLLbIO
MPOTOYHON LMTOMETPUM, @ TaKKe OXapaKkTepuso-
Bav NOABWXHOCTb HENTPOCOMIOB B NPUCYTCTBUM
TpoMmboumnTapHbIX TPOMBOB, CHOPMUPOBAHHBIX MPK
NMPOKaYMBaHUM LIeNIbHOW KPOBW Yepes MPOTOYHYIO
KaMepy C KOJ/11areHoBOW MOLMOMKON. Aaresmnpo-
BaHHble TpoMmbouwnTbl CBO nmMenu Bonee BbICOKMA
YPOBEHb KanbLMA B COCTOAHMM nokos, bonee
4acTble BCMMIECKM, a UX MUTOXOHOPWM YaLLle TepSnu
MeMBpaHHbIK NOTeHUMan ¢ NocnenyloLwen aKcno-
auumeir C (B 22,9% TpomboumTtos npoTus 3,9% B
KoHTpone; p < 0,001) nocne Konnanca nocrnegHux
MWUTOXOHOPWIN MO CPABHEHUIO C KOHTPOSbHLIMU. 3TO
ABneHne BnoK1poBanocb MHrMBUTOPOM Nopbl nepe-
X0[a MUTOXOHAPMI LUMKNOCNOPUHOM A, a Takwe

KCeCTOCMOHMMHOM C 1 OTCYTCTBMEM BHEKNETOY-
HOro Kanbuus. TancuraprmH Bbi3blBan YCKOPEHHYIO
rmbenb TpoMboumnTos CBO. KonnuecTtso Tpombo-
LUMTapHbIX MUTOXOHAPWI BbINO MPeAMKTOPOM ANA
3Toro: akcnoHupoaHne ®C TpobmoumTaMn naum-
eHToB ¢ CBO cocTtaBunno 33% npu Hanuuuu B HUX
MeHee 5 MUTOXOHAPUI, U TONbKO 12% npu Hanuuum
B HUX 5 MuTOXOHApWUWA mnm b6onee. CycneHampo-
BaHHble TpoMbBouwnTbl naumeHtoB ¢ CBO umenwu
MOBbILUEHWE BHYTPUKNETOYHON KOHLEHTpaLum
KanbLua B MOKOE, HO OTBET K/IETOK MPU aKT1BaLMM
Haxoauncs B npepenax HOPMbl NPU CTUMYNALAK
BCEMMW BMaMMK aKTMBaToOpoB. B Tecte dpyHKuUMO-
HaNbHOW aKTMBHOCTM TpoMbounToB TPOMBOUMTHI
nauneHToB ¢ CBO nMenu yMeHbLUEHHBIV pasMmep,
npenaktueaumio (no PAC1 u P-cenektuHy ans
MOKOSALLIMXCS TPOMBOLMTOB) 1 CHUMEHHYIO PEaKLMIo
Ha CUnbHyIo akTuBaumio cMecbio CRP + SFLLRN (no
PAC1, P-ceneKTuHy 1 NpoKoarynsHTHbIM TpoMbo-
UMTaM) No cpaBHeHuI0 ¢ TpoMbouuUTaMK 300POBbIX
peten. lNpu aTom Bbina obHapyxeHa Koppensauus
(C =0,81, p < 0,02) Meskay cpefHUM pasMepoM
TPOMBOLMTOB M KOIMYECTBOM TPOMBOLIMTOB Yy naum-
eHToB ¢ CBO. Halum paHHble NoKasbiBaloT, YTO TPOM-
BouuTtbl naumeHtos ¢ CBO nMeloT psan npu3Hakos
OMCPYHKUMKU, HO CaMOW IPKOIN MX YepToi ABNAETCS
akcnoHmpoBaHme ®C nocpeacTBOM MUTOXOHAPU-
anbHO-3aBUCUMOr0 HEKPOTUYECKOrO MexaHW3Ma,
YTO MOKeT cnocobcTBOBaTbL Pa3BUTUIO TPOMBOLIM-
TONEHUN.
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LiuToneHusa Kak nposiBneHue
CUHApPOMa NpeapacnosioXeHHOCTH
K 3/lOKayecTBeHHbIM 3aboneBaHusaM

I".C. OBcaAHHMKOBa, A.B. Maenosa, [1.B. ®epoposa, E.A. leopauesa, E.B. PaiikuHa,

M.A. MacuaH, H.C. CMeTaHuHa

@IBY «HaumoHarbHbI MEANUMHCKMI NCCIIEA0BATETbCKMI LIeHTP BETCKOM reMaTosiornm, OHKOorum

u umMMyHosorum uM. [imutpus Porayesa>» Munaapasa Poccun, Mocksa

OMONaTUYECKME LMTOMEHWUN Y AETEN Bbi3bl-

BAIOT TPYAHOCTU NPM NOCTAHOBKE AMarHosa.

Mpn 3TOM YacTb TakKMX LUMTONEHUIA MOryT
MackupoBaTb 3aboneBaHua U3 rpynnbl CUHAPOMOB
NpenpacnonoXeHHOCTM K Pa3BUTUIO MUeNoamcnia-
cTnyeckoro cuHppoma (MAC) unm octporo Mueno-
noHoro/numdpobnacTtHoro newkosa (OMI/0NN).
3TN CMHAPOMBI Npenpacnono)eHHocTH obycnos-
NeHbl TePMUHANbHbIMU TEHETUYECKUMU LedieK-
TaMu U NpPUCYTCTBYIOT Y YENOBeKa C poskaeHus. K
HUM OTHOCATCSI CMHAPOMbI, aCCOLMUPOBAHHbIE C
reHamn RUNX1, ANKRD24, ETV6, CEBPA, DDX41,
GATA2, SRP7 n SAMD$/SAMDSL. C KaxpbiM rofom
nepeyeHb 3TUX FeHOB YBESIMUMBAETCS.

HecBoeBpeMeHHas AMarHOCTUKa 3TUX COCTO-
SHUA MOMET MPUBOAMTL K BbliBOpy HeageKBaTHOMo
NeyeHna U pes3Ko yxyilaTb NPOrHo3 M Kauye-
CTBO KM3HW MaLMEHTOB C CUHAPOMaMu npeppac-
nonoxeHHoctn k MAC v OMJ1/0NN1. B cnyuae
reHEeTUYECKN NOATBEPNKLEHHOrO CUHAPOMA Npea-
PaCMoOMXEHHOCTU eCTb BO3MOXHOCTb NPOBECTU
npeHaTanbHyl0 AMArHOCTUKY ANA UCKIIOYEHUN
MOBTOPHOr0 POXAeHMA B ceMbe pebeHka C
nofoBOHbIM CMHOPOMOM, a TaKXe reHeTuyeckas
nHpopMauma MoxeT BbITb MCMOMIb30BaHa Mpu
BblbOpe foHOpa AN NPOBEeLeHUs TpaHCMaHTauum
reMOonoaTMUYECKMX CTBOMOBbIX KNeTok (TICK).

B HMUL, OFOWN um. Omutpus Porayesa Hbinn
PETPOCNEKTMBHO OLLEHEHb! faHHble 32 nauueHToB
¢ cuuppoMamu GATA2 (n = 10), RUNX1 (n = 12),
ANKRD24 (n = 8), ETVé6 (n = 2) B Bo3pacTe oT 0
po 18 net, obpatuswwuxcs 8 HMUL OFOU um.
Omutpua Porauesa B nepuop ¢ 2013 no 2020 r.
CpepnHuii Bo3pacT naumeHToB ¢ cuHopoMoM GATA2
coctasun 10,5 ropa (2,8-17,6 roga). Mpeobna-
falowmMmn nposieneHuamu boinu neiko- (10/10)
n HelTponenus (9/10), a Takxe MoOHOUMWTO-
nenns (10/10). Y 8/10 naumeHToB Habniopancs
FUMOKMETOUYHbIA KOCTHbI Mo3r (KM) (6nacTbi
< 5%), npu 3TOM BbINK BbIABMEHbI MOHOCOMMA 7,
TpucoMmua 8 unm HopManbHbIM kapuoTun B KM y
4, 1 n 5 nauneHTOB COOTBETCTBEHHO. Y 1 nauu-
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eHTa npowusowna TpaHcdopmauma MAC B OMJI
B TeueHne 1,2 ropa nocne pebioTa UMTONEHUN.
Mpu TwaTtenbHoM obcnepnosaHun y 8/10 nauwm-
EHTOB BbISIBIIEHbl Pa3fiMyHble aHOManuu, ykasblBa-
loLLIMe CKOpEee Ha KOHCTUTYLMOHAMbHbIN XapaKTep
3aboneBaHnsi, Hexenn Ha npuobpeTeHHbIn. Y
5/10 nauveHTOB Habniopancs 3Mbeprep-no-
[o6HbI heHoTun (rnyxota u/wnu numdenema/
rugpouene), y 3 BbisiBIEHbI MOPOKM MOYENO0BOiA
CUCTEMbI Uy 3 — MOPOKKU cepaua UK XKenyesbl-
BOAALUMX MyTeN, YTO paHee CUMTaNoCb Hexapak-
TepHbIM Ans 3Toro cuHapoma. Y 8/10 naumeHToB
OTMEYEH OTAMYEHHbIN MHADEKLMOHHBIN aHaMHEes3.
OpHa naumeHTKa norubna ot MHAEKLUMK, BbI3BaHHOM
V. Zoster.

Y 12 peten c TpomboumToneHusmMu Bbinm
HangeHbl repMuHanbHble MyTaumn reHa RUNXI.
Y 6 13 10 naumeHToB Habnofanca oTArYeHHbI
CEMEVHbIN aHaMHe3 B BMae TpoMbouuToneHuu, a
Take 8 crnydyaeB neinkos3oB. Y 8 naumeHToB Bbina
BblsiBfieHa TPOMBOLIMTONEHMSA, aCCOLMMPOBAHHasA C
myTaumsamu B ANKRD26. B 4 n3 5 cemeit npucyT-
CTBOBana ceMeWHas uctopua B Buae Tpombouu-
TONEHUW, ClyYaeB Nenko3a He 3adpMKcupoBaHo. Y
2 NauMEeHTOB BbISIBIEHA TPOMBOLIMTONEHNS, accoum-
nposaHHas ¢ ETV6. Y 1 n3 naumeHToB Habniogancs
OJ11, a Takxe npusHakn UMMyHOOEMUUUTHOIO
cocTosHus (o pebiota OJ1). Cpean nauneHToB
C repMuHanbHbiMKM MyTaumsmu B RUNXI wnu
ANKRD26 He 66110 BbISBNEHO KOHCTUTYLMOHASbHbLIX
ocobeHHOCTEN UKW BOBMEYEHWUS OPYruX NUHUIA
KpOBETBOpPeHUA. B oTnmume oT nutepaTypHbIX
AaHHbIX, HaLIW NauueHTbl febloTupoBany B 3Hauu-
TenoHo Bbonee paHHeM BospacTe: B 83% n 50%
cnyyaes 00 1 roga susHu npu RUNXI v ANKRD26
COOTBETCTBEHHO.

Takum 0b6pasoM, namonaTMUecKme LUTONeHUn y
neten TpebyloT TwaTenbHoOM u rnybokow amMarHo-
CTVIKU, TaK KaK 4aCTb U3 HUX OKa3blBalOTCA Hacnen-
CTBEHHbIMW CMHAPOMaMW NPERPacnONOXEHHOCTM K
remobnacTo3am, 4To onpenensaeT TakKTUKy Tepanuu
1 HabnoaeHws.
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Buabl onepaTuBHbIX BMeLLaTeNbCTB,
BbinosiHeHHbIXx B HMULL IFOU um.

INmutpus Porauesa,

npu nuMmcaTrmyeckux Manbopmaumax

y neteu

P.C. OraHecsH, H.C. 'paueB

@IBY «HaunoHabHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpaBa Poccun, Mocksa

AkTtyanbHocTb. JIuMdaTnueckune ManbchopMaLmm
(JIM) obnacTu ronosbl U Lien, He SBASSICb UCTUH-
HbIMW ONYXONAMWU, NPEACTaBnsIOT coboit aHoManum
pasBUTUA NUMPaTUYECKUX COCYAOB, KIIMHUYECKM
BblpakaloLLMecs HannumeM MArkoTKaHHbIX 6e3bo-
ne3HeHHbIX 0Bpa30BaHuiA, 3a4acTyl0 3aXBaTbIBAIOLLIMX
HECKOJIbKO OPraHoB M CUCTEM.

Lenb. OnTuMM3anpoBaTb pesynbTaTbl NeyYeHus
nauueHToB feTckoro BospacTa ¢ JIM obnactu
rONOBbI U LLUEWN.

Matepuanbl u MeTopabl. 3a nepuog ¢ 2012 no
2020 r. 8 HMWL OFON wmM. OMuTtpusa Poravesa
Bbinn nponeyeHsl okono 200 naumeHToB c JIM
pa3nuuHbIX fokanusauui. 13 Hux okono 65% Bbinu
nponeyeHbl METOLOM CKilepoTepanun. CemupecaTu
NATU NaumeHTaM Bbino BbinonHeHo 108 pa3nnuHbix
onepauui. Copoka YeTbipeM MpoLEHTaM Onepupo-
BaHHbIX MaLMEHTOB XMPYpPruyeckme BMeLLaTenbCTBa
BbINOMHANMUCH NOBTOPHO B CBA3W C MHULMANBHO
3annaHMpoBaHHON 3TANHOCTbIO UMM Pa3BUTUEM
peumamBa. TpuauaTh LIECTb OnepaTyBHbIX BMELLa-
TeNbCTB NPOBOAMINCH C UCMOSIb30BAHNEM HEWpO-
MOHWUTOPMHIa C LeNbl0 COXPaHEeHWs LenoCTHOCTH
HEPBHbIX CTBOSIOB.

Pesynbtatbl. Cpegy npoBefeHHbIX OnepaLuui:
ynanenve JIM nopguyeniocTHon obnactu — 15,
yaanenue JIM MArkux TkaHen wen — 28, ynanenve
I nwnua — 22, KoHcepBaTVBHas MApOTUASKTOMUSA —
7, yoaneHve JIM asbika — 4, sHponapuHreansHoe
yoanenue JIM roptaHornotku — 4, ynanexue J1IM
CTPYKTYp rnasa — 6, akseHTepauus opbutel — 1,
ynaneHue obwmpHbix JIM cnoxHon nokanusauum
KOMBUHMPOBaHHbIMK JOCTynaMun — 9, yaaneHue
IM He uenOCTHO-NMLEBOW foOKanusauunm —
12.

TpvHapuaTti npoueHTam nauneHToB TpeboBa-
FIMCb COMYTCTBYIOLLME ONepaLmnm, TakMe KaK: 3HA0-
CKOMMYecKas TpaHCHas3anbHaa AeKOoMMpeccus
opbuTbl, TpaxeocToMusA, TpaxeonnacTuka wunu
3aKpbITME TPaxeoCTOMbl, FaCTPOCTOMUSA, OCTEO-
TOMUM YeniocTei, yaaneHve 3y6os.

BbiBopbl. JleueHne numdaTtnyeckmx Manbdop-
MaLWi, KaK U MHOMMX APYrvMX Heomnnasuii GeTCKoro
BO3pacTa, TpebyeT MeancLmMniIMHapHoOro noaxoaa
OETCKMX XMPYProB, YestoCTHO-MNLEBbIX XMPYProB,
OTOPWHONAPVHIOIOrOB, MHTEPBEHLMOHHBIX Paano-
N0roB, CTOMaToM0roB, 0PTanbMOoros, 3HAOCKO-
MUCTOB.
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TapreTtHas Tepanusi B A€ TCKOU HEMPOOHKOJIOrUMN:
onbiT HMUL AAIFOU uM. iIMutpusa Porauesa

J1.W. Nanywa

GIBY «HaumoHasbHbIk MeAULMHCKUIA MCCIIER0BATETbCKMI LIEHTP JETCKONM reMaTosiorum, OHKOIorm

n uMmyHosorum uM. [imntpua Porauesa» Munsapasa Poccumn, Mocksa

ONEeKynApHO-HanpaBneHHasa, unn Lenesas
(“target”), Tepanus npencTasnset coboin
NpYMeHeHne cneumanbHbIX NpenapaTos —

MHrMbuTopoB natonornyeckux benkos, obpasyio-

LUMXCA B pe3ynbTaTe 3KCNPEeCcCHn naTonornyeckmx

WNW MYTaHTHbIX FeHOB. [103TOMy rnaBHbIM YCrOBUEM

TaKOro NneyeHuss ABNAETCH TLUATESIbHbIA MOMeKy-

NAPHO-TEHETUYECKWI aHann3 C UCMOSIb30BaHVEM B

4aCTHOCTW METOA0B CeKBEHUPOBaHWSA CriefyloLLero

nokonexusi (NGS). OcHoBHas 0bracTb npUMeHeHUs

TapreTHOM Tepanuu B LETCKON HEMPOOHKOMNOIUN —

[TIMOMbI HU3KOM CTereHu 3rokavectseHHocTH (FTHC3)

C NepecTpoiikomn reHa BRAF 1 HhbaHTUbHbBIE FFIMOMbI

BbICOKOM CTeneHu 3nokayectseHHoct (MBC3) c

HanuumeM xuMepHbix reHoB NTRK1/2/3, ALK, ROS1.

MpoBeneH aHanua adhdekTneHocTH 1 besonac-
HocTn BRAF- n MEK-MHrMbuTopos y nauneHToB c
MHC3 1 TRK-MHrmnbutopos y BonbHbIX C MHADAHTUb-
HbiMu BC3.

BRAFV600E-no3uTmeHble ranombl (n = 33):
OCHOBHbIMW TUCTONOMMYECKUMUN BapuaHTamm Bbinu
nunouaHas actpounTtoMa (n = 23) 1 nneoMopdoHas
KcaHToacTpoumToMa (n = 7). B BonbLUMHCTBE Cryyaes
OnyXorib JIOKanM30Banachb B CPeAMHHbIX CTPYKTypax
(n = 15) u B nonylwapuax ronosHoro Mosra (n =
10). Y 1 nauveHTa 3adoMKCMpOBaH Crlyyait TpaHc-
chopMaumm fobpoKkayecTBEHHON MMNOMbI B YPe3BbI-
YalMHO 3710KAYECTBEHHYIO OMyX0Sib — rnuobractomy. Y
21 n3 33 nauveHToB nocrie NPUMEHEHUS CTaH-
OApTHbIX MPOTOKOSIOB XMMMUOTEpPanuu pasBunach
nporpeccusi 3abonesanusi. BoceMHaguaTtv nauu-
eHTaM Ha3HauyeHa TapreTHas Tepanus: B 4 cryyasx B
NepBoit NMHUM Tepanuu (B pamMKax MesKLyHapOLHOro
KIMWHUYECKOro uccnenoBamHus), B 14 cnyuasx nocne
NPeaLecTBYOLWLMX NUMHUIA XMroTepanuu. [poseaeH
aHanu3 oueHku oTeBeTa Ha Tepanuio y 11 nauneHToB
C ONMTENBbHOCTLIO Tepanumn bonee 3 Mec. atn naum-
eHTaM npoBoaunack MoHoTepanusi BRAF-uHrnbum-
Topamu (nabpadpeHnb — 4, seMypadbennd — 1), B
6 cnyyasax bbina HasHayeHa KoMbuHaums BRAF- n
MEK-uHrnbutopos (nabpadennb + TpameTuHud).
MHuumanbHo y BCcex NauneHToB 3athMKCMpoBaH 0TBET
Ha Tepanuio: NOSHbIA OTBET — 2, YaCTWUYHbIA OTBET —
7, cTabunusaums bonesnn — 2. MNporpeccus bonesHn
pasBMBaniaCb TOMbKO B Cllyyae OTMEHbl Tepanuu
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y 2 naumenToB (y 1 6osibHOro Tepanus Bo306HOB-
neHa, NosHbIi OTBET coxpaHsieTcs). MepeHocUMOoCTb
Tepanuu ynoBneTBOPUTENbHAA, U3 HeXenaTenbHbIX
NoboYHbIX 3DPEKTOB OTMEUANUCh KOKHAsA TOKCUY-
HocTb IHI cTenexn, nuxopanka.

KIAA1549-BRAF-nosutueHble MTHC3 (n = 83):
OCHOBHbIMW FMCTONOMMYECKMMM BapuaHTamu Bbinu
nunowpHas acTpouuTtoMa (n = 76) 1 NUNOMUKCO-
naHas actpoumTtoMa (n = 3). B 6onbLUMHCTBE CyYaes
OMnyxorib SlIOKanM3oBanach B Xva3MasibHO-CennspHoit
obnactu (n = 44), mo3skeuke (n = 18) n B obnactu
cteona (n = 13). Mporpeccus 3abonesaHus passu-
nacb y 45% naumeHToB. TapreTHas Tepanus B BUAE
MOHOTepanuu TpaMeTHNOboM HasHauveHa 11 nauum-
eHTaM. Y Bcex BombHbIX 3athMKCMpoBaH OTBET Ha
Tepanuio (NonHbIA 0TBET — 1, YaCTUUHbBIA OTBET — 6,
cTtabunusauus Gonesmn — 4). Mporpeccus 6onesHu
pasBMBanacb TakXe TONbKO Ha (DOHE OTMEHbI
Tepanun y 2 naumeHTos. [lepeHocMMOCTb Tepanuu
YyOOBNeTBOpPUTENbHasA, Hanbonee 4YacTbiM Hexe-
naTenbHbIM ABMEHNEM Bbina KOXHaa TOKCUYHOCTb
=1l cTenenw.

TapretHas Tepanust NTRK-MHrMB1TopoM (aHTpeK-
TMHMB) Bblna HasHaueHa 2 NauneHTaM ¢ UHAaHTUMb-
HbiMy ['BC3 nonyLuapHOi nokanusaumm ¢ XUMepHbIMU
TpaHckpunTamun ETV6-NTRK3 n ZCCHC8-ROS1 nocne
pa3BuTKsA Nporpeccun 3aboneBaHnst Ha POHe CTaH-
LApTHbIX PEXMMOB XuMuoTepanun. B oboux cnyvasx
3ahMKCMpOBaH BbICTPbINA M CTOMKMIA OTBET Ha Tepanuio
SHTPEKTUHMOOM. [InMTenbHOCTbL Tepanuu cocTaBnset
12 mMec 1 5 Mec coOTBETCTBEHHO. M3 HeenaTesibHbIX
nobouHbix 3¢pPEKTOB 0TMEeYanach TOMbKO TPaH3u-
TOpHas HenTponexus y 1 naumeHTa.

TapreTHas Tepanus siBnsetca bonee adhchek-
TUBHOWM TEPANEBTUYECKOMN OMUMEN B CPAaBHEHUU CO
CTaHAAPTHbIMKA PeXMMaMK XMMUoTepanuu y naum-
eHToB ¢ THC3 ¢ nepecTporkon reHa BRAF ny
NauMeHToB ¢ MHApaHTuNbHbIMKM TBC3 nonywapHon
fioKanu3auuu ¢ nepecTpomkaMmn reHoB TUPO3UH-
KMHa3. HasHaueHne [aHHOW Tepanuu BO3MOXKHO
TONMbKO MPW BbIABIEHUN COOTBETCTBYIOLLENO
NpeauKTUBHOIO BrioMapkepa, NO3TOMY NpoBeAeHne
MOSIEKYNIAPHO-TeHETUYECKMX UCCIIe0BaHNN TKaHM
onyxonu aenseTtcs obasaTtenbHbIM CTaHAAPTOM
OMarHOCTUKM.



LETCKAA OHKOJIOrna, rEMATOJIOrUd M UMMYHONOIMNA XXI BEKA: OT HAYKU K MPAKTUKE

MeToabl NPOTOYHOM LUTOMETPUU
B COBPEMEHHOMN NpPaKTUKe UMMYHOJIOra

U OHKOremMartoJiora

[0.E. NepwmH

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM reMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

nocnefHee AecATUNeTUe CyLECTBEHHO

YNYYLLXIIUCb KaYeCTBO U CKOPOCTb AMarHo-

CTUKMN Pas3fiMUHbIX FTEHeTUYeCKU aeTep-
MWHUPOBAHHbLIX COCTOAHWA B UMMYHOMOMUU U
OHKOreMaTonoruu. YcoBepLUEeHCTBOBaHWE More-
KyNsipHO-BMONOrMyeckMx MeToaoB, B YaCTHOCTH
BHepEeHUE B KIMHUYECKYIO NMPAKTVKY BbICOKOMPOU3-
BOAMTESIbHOrO CEKBEHMPOBAHWS HOBOIO NOKONEHMUA
(next generation sequencing, NGS), nossonset
perynspHo BepudmumposaTe oT 10 o 15 HoBbIX
reHeTmuyeckux pedektoB exerogHo. Cospe-
MeHHasi MynbTULBETHas NPOTOYHAA LMTOMETpUS
ABNAETCA MMOKMM 1 BbICTPLIM CNOCOOOM OLEHKM
KNeTOYHOro CoCTaBa, 3KCNPeCcCUMU PasfnyYHbIX
aHTUTeHOB U (PyHKLMOHaNbHbIX ocobeHHOCTEW
nMMAOUMTOB, NO3BONAS BPavy ObiTb OPMEHTMPO-
BaHHbIM B BbiCTpOpacTyLLen rpymnmne COCTOSHUNA.

KpoMe OCHOBHOrO AMarHOCTUMYECKOro npume-
HEHWA CYLLEeCTBEHHbIM NPENMYLLIECTBOM ABMAETCA
BO3MOXHOCTb MPOV3BOANTL MOHUTOPUHI KIETOUHBIX
cybnonynsauui B TeueHne Tepanuu, OCyLLEeCTBNSATb
VMMYHOJI0rMYeCKoe COMPOBOXAEHNE TpaHCNIaH-
Tauum reMono3aTUYECKMX CTBOMOBbLIX KNETOK, a
TaK¥Ke BbICTYNaTb MHCTPYMEHTOM KOHTPOSS Kaue-
CTBa MPOW3BOACTBA PasNMUUHbIX BUOMEANLIMHCKMX
KIeTOYHbIX NPOAYKTOB, Kak, HanpuMep, NPon3BOA-
ctBo CAR-T (chimeric antigen receptor of T cells)
numdpoumToB. JlabopaTopHble MeTofbl C UCMOSIb30-
BaHWEM MPOTOYHON LMTOMETPUMN ABMSAIOTCA HEOTb-
eMeMoM 4acTblo AMArHOCTUYECKOro apceHana
COBPEMEHHON OHKOremMaTofnioruv ¥ UMMYHOMOM UK,
MO3BOMAS CY3UTb KPYr BO3MOKHbIX AMarHo30B,
a BO MHOMMX Cnyyasx M TOYHO YCTaHOBUTb TUM
3abonesaHus.
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HoBble TexHONnormmn — HoBble

ocnoxHeHus (cuHapoMm

HEeMPOTOKCMUYHOCTU U CUHAPOM

<“UMTOKUHOBOIO WITOPpMa>

npu CAR-T-KneTouHoi Tepanuu)

AA. lMeTtpaw

@IBY «HaumoHarbHbIi MEANLMHCKMIA UCCIEA0BATENIbCKMI LIeHTP AETCKOM reMaTosiornm, OHKONorm

u umMMyHonorum uM. [mutpus PorayeBa» MunsapaBa Poccum, MockBa

AR-T-kneToyHas Tepanus SBMsSETCA MHHOBA-

LIMOHHOW ¥ NPOPbLIBHON METOAMKOM feYeHns

pedpaKTepHbIX UM PeunamBUPYIOLLNX
dopM ocTporo numdcobnacTtHoro nenkosa us
B-npepnwecTBeHHUKOB. [NepBoe BBEAEHME B Poccuu
6bino npoeeneHo B 2018 r. B cteHax ®I'BY «HMUL]
070N um. OmuTpus Porauesa» Munagpasa Poccum.
OnHako ee NMpYMEHeEHWe TakKe accouunpyeTcs C
YHVKaNbHbIMW M NOTEHUMANbHO OMaCHbIMU OCI0MK-
HEHUAMU. CUHAPOMOM BbICBODOMAEHUS LIMTOKMHOB
(CRS) 1 cMHAPOMOM HEMPOTOKCMUYHOCTM, acCoLM-
MPOBaHHBLIM C UMMYHHbIMU 3DAEKTOPHBIMU KNET-
kamu (ICANS). Okorno TpeTu nauneHToB ¢ Hanbonee
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TSKENbIMU KIMHUYECKUMU NPOSIBNEHUAMMN ITUX
CUHIPOMOB HY)XAa/IMCb B NPOBELEHNN UHTEHCUBHOW
Tepanuu B yCNOBUSAX OTAENEHUS peaHuMauuu u
nHTeHcuBHOW Tepanwuu. Mpu 3tom 80% wm3 HuKx
notpeboBanacb okcureHotepanus, 65% — UcCKyc-
CTBEHHas BeHTUNsAUMA nerkux, 60% — Basonpec-
copHas nopfep:kka n 30% — aKcTpakoprnoparbHble
MeTOfbl AETOKCUKALIMK.

CneumanucTtaM NO MHTEHCMBHOM Tepanuu,
paboTaloWwnM B OHKOreMaToNnornyecKmnx cTaumo-
Hapax, HeobxoanMo MMETb MOHVMMaHWE U 3HaHUA NO
OMarHOCTUKE N HEOTIOMHOWM Tepanuu 3TUX OCION-
HEHWA.



NDETCKAA OHKOJIOTUA, TEMATONIOrMAa U UMMYHOJIOITUA XXI BEKA: OT HAYKU K MPAKTUKE

TACE npu capkoMe neyeHu
y aeteu. Mepsbit onbiT 8 HMULL IFOU

uM. [iIMuTpusa Porauesa

A.B. MeTpywmn?, 0.B. MenexuHa?, .. Axanapnze!

1PrBY «HaumoHasnbHbIk MeauUMHCKNIA UCCIIeq0BAaTEIbCKUI LIGHTP AETCKOM reMaTosiornm, OHKOSIoru

n ummyHosnorum uM. [imutpus Porayesa» MuH3gpasa Poccun, Mocksa

2['6Y3 «MockoBckuii KiuHuyeckuii HaydHbii LeHTp uM. A.C. floruHoBa [lenapTameHTa 38paBoOXpaHeHUs

r. Mocksbi», Mockea

paHcapTepuanbHaa xumMnoambonusauus
(TACE) siBnsieTcsi «30/10TbiM CTaHAApPTOM>»
NPy NIeYeHUM 310KAYECTBEHHBIX OMyXonen
neyeHn y B3poCnbixX nauneHToB. OfHaKo, Mo faHHbLIM
MWPOBOW NUTepaTypbl, Y OeTel OaHHbIA MeTof
npuMeHsieTca HevacTo. Kak npasuno, BcTpeva-
l0TCA COOBLLEHNS O eOMHUYHbIX CryYasx npuMe-
HeHusi TACE B peTCcKoM Bo3pacTe, X0TS 3HaUMMOCTb
ee TPYAHO MepeoLeHnTb, 0COBeHHO Npu Heonepa-
BenbHbIX XMMUOPE3UCTEHTHBIX 3NTOKAYeCTBEHHbIX
MOPasKEeHUAX NEYEHM.
Ha 6ase HMWL OIMOWN nM. OMutpus Poravesa
B 2020 r. npoxoauna nevyexHne pgesouyka 14 net ¢
OMarHosom: HepmddepeHunpoBaHHas aMbpuo-
HanbHasa capkoma neyenun. T2NxMO0. [Mo paHHbIM
obcneposanusa (ynbTpasBykoBoe McCChepo-
BaHue (Y3W), MynbTucnMpanbHas KOMMbloTEpHas
ToMorpadomsa (MCKT), MarHuTHo-pe3oHaHCcHas
ToMorpadgmsa (MPT)) y pebeHka onpenensnacb
OMyXxosib B MpaBOW [Ofe NeyvyeHn, pasMepamu
195 x 183 x 264 MM, obbem — 4800 cm®. YunTbiBas
Bonblune pasmepbl 06pa3oBaHus, a TakKe BOBIe-
YeHMe B OMyXOSib COCYAO0B NeYeHu, pUCK netanb-
HOro MCXO0fa MpU XMPYPruveckom pesekunn bbin
BbICOKMM, RO-pes3eKkumst TEXHUYECKN HEBBLINMOMHUMA.
Ha MOMeHT npuHATUA pelueHns pebeHoK nomyymn
3 Kypca xuMmnoTepanuu no npotokony CWS-2009,
Ha dhoHe KOTOpbIX pa3Mepbl ONyX0Nu yBenMunBa-
nuck. Mcxops mx aTux 0BCTOATENbCTB, pPeLleHo
6bino BeinonHuTb TACE ¢ mocnepyiowen cenek-
TUBHOWM TpaHcapTepuarnbHON XMMUOTEPaNUeN.
CHauvana 6bir1 BbINOMHEH NepBbIiA 3Tam eYeHns:
TACE v cenekTvBHasa TpaHcapTepuanbHas XMMMO-
Tepanusa. [pn nepBMYHOW aHrnorpacum BbisB-
NEHO, YTO UCTOYHMKOM KPOBOCHABKEHWSI OMyX0mnu
ABnAeTcA cobCcTBEHHaAaA neyeHouyHas apTepwus,

BeTBb AvacpparmManbHoM apTepun, BETBb BEPXHEN
BpbIXKeEUHOM apTepuun, a TakKe KonnarteparnbHas
BETBb, OTXOLALLAA OT NPaBOW NoYeyHon aptepun. B
KauecTBe aMbonMsmMpytoLLero areHTa bbina ucnonb-
30BaHa 3MyfbCUS: MIMNMOLON + AOKCUMPYBMUMH
(50 Mr), a Takxe HeHacbllLl@aeMble MUKpPOCdIEepbI
500-700 MKM, 3aTeM NpOBeAeHa CENIEKTUBHas
XMMMoTepanus B COBCTBEHHYIO MEYEHOUHYIO
apTepwio uucnnatuHoM (100 Mr) u pokcopybu-
uMHoM (25 Mr) B Teuenune 5 u. B nocneonepaum-
OHHOM Mepuoae NoCTIMBOM3aLUNOHHBIA CUHAPOM
BblIN BbIpaXKEH HE3HAUMTESBHO W NPOSBNANCS B BUAE
cybdhebpunbHon NMXopasku B TeUeHWe 3 OHEW.

Yepes 2 Hep, BbinonHeH 2-1 a1an TACE Takxke ¢
nocnefyoLLlen TpaHcapTepmasnbHON CeneKTUBHOWM
XxuMnoTepanuen. 3mbonusaumns nNpoBogMnach
MacnsaHON 3MynbCUeNn: NUNMOAO0N C JOKCOpPYbu-
unHoM (50 Mr) u HacbllaeMbIMKU MUKpoCcdepamm
(200-400 MKM), HacbiLLEeHHbIMU OKCANMNIATUHOM
(50 mr). 3ateM b6bina npoBefeHa CefleKTUBHaA
XMMUOTEpanms LoKcopybuumHoM (25 Mr) n okcanu-
nnatuHoM (25 mr) B Teuenne 3 u. B nocneonepa-
LIMOHHOM Nepuope NoCcTaMBONN3aLMOHHBIN CUHAPOM
nposienancs B Buae cybdebpunuteta B TeueHune 6
CyT 1 bonew B sKMBOTE Ha MPOTSKEHUU S CYT.

B pe3ynbTaTte npoBeAEHHOr0 NeYeHns Mbl OTMe-
Yyanu yMeHbLUeHWe pa3MepoB onyxonu bonee ueMm
Ha 50%, No JaHHbIM KOHTPOsbHOro obcrenoBaHus
(Y31, MCKT, MPT) obbeM onyxonu nocre 2 aTarnos
XUMnoambonusaumm coctasun 2144 cms,

Takum 0bpa3oM, aHanM3 Nony4YeHHbIX AaHHbIX
nossonseT ckasatb, UTo TACE MoxeT fBNATbCHA
anbTepHaTUBOM Npu HeonepabenbHbIX XMMUOpe-
3UCTEHTHbIX 3/10KAYECTBEHHbIX OMYXONAX NeYeHu
y neTer n MoXeT BbiTb BK/IOUYEHA B MPOTOKONbI
nevyeHus.
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3nokayecTBeHHble HOBOObpa3oBaHus

Xenyaka y npeteu

C.I'. Monnunaesa, WN.B. 3axapos, T.C. LLlybuHa

@IBY «HaumoHarbHbIi MEANLMHCKMIA MCCIEA0BATENIbCKMI LIeHTP AETCKOM reMaTosiornm, OHKONorm

u umMMyHonorum uM. [mutpus PorayeBa» MunsapaBa Poccum, Mocksa

AKTyanbHoCTb. 3510Ka4eCTBEHHbIE HOBOOOpa-
30BaHus (3HO) enymaouHo-KULIEYHOro TpaKTa
("KKT) y neteit BcTpevatotcs peako. M3-3a atunuu-
HOrO ¥ aCMMNTOMATUYHOIO TeYeHUsi BOMbLUMHCTBO
M3 HWUX OMArHOCTUPYIOTCA Ha MO3OHUX CTaauAaX.
MoaToMy BM3yanu3auus uMeeT pellaouiee
3HayeHue.

Llenb. [lpoaHannavpoBaTtbh KNMHUYECKKE Cryyau
3HO sxenyaka y neTer U OLEHWUTb BO3MOXHOCTb
YNyYLLIEHUA paHHen AMarHoCTUKM.

Martepuanbl u Metopbl. [lpoBefneH peTpo-
CMNEKTMBHBIA aHanu3 ucTopuin 6onesHn NauneHToB
co 3HO xenynka, nony4yasBLunx neyenve 8 HMULL
O7ON vm. OmuTpus Porayesa ¢ 2014 no 2021 r.

PesynbTaTtbl. 3a ykasaHHbin nepuon 3HO
KT 6binn guarHoctuposaHbl y 20 nauu-
eHTOoB B Bo3pacTe oT 2 go 17 net. 3HO BcTpeva-
NINCb HECKOSbKO Yallle B YKEHCKOW nonynauuu
(1:1,75). B 18 (90%) cnyuasx no MecTy uTesb-
CTBa BbIMOSIHEHA 330(paroracTpoayoAeHOCKOMUS
(3rac), us Hux npu nepsuyHOM obcrienoBaHUM
BbinoniHeHa 6uoncus 18 (100%) naumeHTam,
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KoTOpas okasanacb MHdopMatusHoi B 9 (50%)
cryyasx.

Mpu nocTynneHnn NOATBEPKAEHHbIN AMarHo3
nmenu 9 (45%) u3 20 naumeHToB. B 9 crnyyasx
anarHos noctaeneH 8 HMUL OFOU um. Omutpus
Porayesa nocne 3rAC c¢ 6uoncueit u B 2 (10%)
cryyasx nanapockonuyeckomn buoncum Hosoobpa-
30BaHus. [lepBble anobbl BO3HWKanNu B CpeaHeM 3a
5 mec (ot 1 po 20 Mec) [0 NOCTaHOBKM AMarHosa.
MopaxeHua xenyaka 6binu Bbi3BaHbl B 65%
numdcbomon bepkutTa, B 15% — BOCManuTenbHoM
Muodubpobnactuueckon onyxonsio (BMO), B
15% — pakoM wenyaka (10% — nepcTHeBMOHO-KIe-
TOYHOW ageHOoKapuuMHoMon, 5% — MyUUHO3HOW
afieHoKalUnHoMoit). OHKONOrn4yeckuit aHamHes
OTArOLLEH MO paky enyaka B 2 (10%) crnyvasx.

BoiBopgbl. PaHHss guarHocTuka 3HO xenyoka
SIBMAETCH HepelweHHOMW npobneMon B CBA3M C
PEAKOCTbIO NaToONoOrMm B OETCKOM NpaKTuKe.
3HOOCKOMMYeckoe UccriefoBaHWe C BbIMOSHE-
HMeM BMONCUM MMEET BbICOKYIO ANArHOCTUYECKYIO
LIeHHOCTb MpW NOCTaHOBKe AuMarHosa.
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OcobeHHOCTU AMArHOCTUKMU U NIeYeHUd
bonesHu Bunnebpanpa y neteu

A.B. MNoneTtaes, E.A. Ceperuna, A.B. MNMwoHkuH, H.A. KapamsH, [1.B. ®epoposa, N.A. }Kapkos

@IBY «HaumnoHarnbHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpasa Poccun, Mocksa

MarHOCTUYECKME BO3MOMKHOCTU BbISIBIIEHUS

6onesHu Bunnebparna (BB) y neteit orpaHu-

UEeHbl BO MHOIMX pervoHax Hallemn CTpaHbl, B
cBsAsm ¢ yeM B 2019 r. Bcepoccuiickum obLuecTsom
BonbHbIX remModounuei boina cosgaHa onarHocTu-
yeckasi nporpaMma, npegycMaTpyBaloLLas AMCTaH-
LIMOHHYI0 anarHocTuky bB B pernonax. 3a nepuon c
11.04.2019 no 31.03.2021 noctynuno 136 3amopo-
)KeHHbIX 006pa3uoB NepudiepMyeckon Kposu neTei
B Bo3pacTe o 18 net us 21 pernoHa Poccuinckow
®epnepaumn. OueHMBaNU KOHLEHTPALMIO aHTUreHa
N PUCTOLETUH-KOGDAKTOPHYIO aKTUBHOCTb chakTopa
BunnebpaHna (VWF), a Take akTMBHOCTb chakTopa
ceepTbiBaHusa kposm VIII (fVIII). HapyweHue npobo-
NoaroToBKu Bbino BbisBreHo B 7 (5,1%) obpasuax.
B pesynbTaTe npoBeneHHOro aHanm3a CHUMKeHue
aktmeHoctn VWF B npepenax 30-50% 6bino
BblfiBNeHo B 16,2% cnyyaes, MeHee 30% — B
14% cnyuaes, a KoHueHTpauuu aHTureHa vWF —
B 13,9% v 7,4% npob cootBeTcTBEHHO. Cpeam

naumeHToB ¢ aktuBHocTbio VWF < 30%, 1-my Tuny
cootBeTcTBoBan 4 (21%) nauveHta, 2-My TMNYy —
14 (73,7%), 3-My tuny — 1 (5,3%). CHuskeHune
fVIIl Ha dboHe HOpManbHbIX 3HAYEHWN aKTUBHOCTH
n aHtureHa VWF — B 7 (5,1%) cnyuaes, npu 3ToM
CHW)KeHWe oTHoweHnst akTuBHocTu fVIIl K aHTUreHy
VWF 6bin10 BbisiBneHo y 9 (6,6%) peteit. Mpume-
HEHWe MpOorpaMMbl AUCTAHLMOHHOW AMArHOCTUKM
BB no3B0M0 BbIABUTH MATONOMMYECKUI pe3ynbTaT
y 41 (35,3%) naumeHTa, cpeam KoTopbix nabopa-
TOpHas KapTuHa, xapakTepHas ansa bB, beina
BbiaBneHa Yy 14%, a B NOBTOPHOM YTOYHSIOLEM
obcnenoBaHuM C NPUMEHEHMEM pacCLUMPEHHOM
naHenu nabopaTopHbIX UCCNELOBAaHWUN HYKAA-
etca 21 (15,4%) nauneHT. [laHHas nporpamMma
nMeeT BonbLLOWK NoTeHuman, ocobeHHO NpUMeHNn-
TENbHO K MafloHaCeNeHHbIM permMoHaM CTpaHbl, B
KOTOPbIX HanasKnBaHWe permoHanbHON AuarHo-
CTUKM MOXKET BbITb 3KOHOMUYECKMU HeLenecoo-
BpasHo.
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Xupyprus HepobnacToMbl pa3fiUuHOM

NoRann3auuum

I".C. Pabaes, A.A. KpusoHocos, H.H. Mepkynos, C.P. Tanbinos, H.I". Yckosa, [.I'. Axananse

@IBY «HaumoHarbHbIi MEANLMHCKMIA MCCIEA0BATENIbCKMI LIeHTP AETCKOM reMaTosiornm, OHKONorm

u umMMyHonorum uM. [mutpus PorayeBa» MunsapaBa Poccum, Mocksa

enpobnactoma — 3T0 caMas yacTasd

CONMMAHan 3KCTpakpaHWanbHas OMnyxonb

peTckoro BospacTa. ManbnernHoe pacno-
noseHue Herpobnactombl — 0bnacTe Hagnouveu-
HUKoB (35-40%), napasepTebpanbHble HEpPBHbIE
raHrnum 3abplowmnHHoro npoctpaHctea (30-35%)
n cpepoctenusa (16—20%), peske onyxonb nopa-
waeT obnacTb wem (2-3%) u Manoro Tasa (1-3%).
ObbeM pe3ekunn U BO3MOXKHbIE XMPYPruyeckune
PUCKMN OLLEHMBAIOTCH C NOMOLLBIO CUCTEMbI Image
Defined Risk Factors (IDRF), no gaHHbIM BU3yanu-
3aumu, cornacHo Knaccudvkauum npegonepaum-
OHHOM pacnpocTpaHeHHOCTH onyxonu International
Neuroblastoma Risk Group Staging System
(INRGSS).

Ona HenpobnacToMbl XxapakTepHbl UHWb-
TPaTUBHBLIA POCT M obpacTaHne MarucTpanbHbIX
COCYAOB, YTO C YYeTOM pa3Hoobpa3HbIX noka-
N1M3aunin genaeT ee YHUKanbHOW MOAenbio Ans
Pa3BUTMSI OHKOXUPYPruW B NeauaTpum.

B paHHoM paboTe onmvcaH OnbIT BHEApPeEHMUS
pacLLMPEeHHbIX LUTOPELYKTUBHbIX onepauuii (bonee
90% onyxonu) Npu MecTHO-PacrnpoCTPaHEHHbIX
HenpobnacTomax, B TOM YMCIe BHELPEHUE anro-
pUTMa WHTpPaonepaLMoOHHON aHTUKOArynsaHTHOM
NPodOMNaKTUKK, HaNpPaBNEHHOMW Ha CHWUXKEHue
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pucka TpoMbo3oB. OTpaskeHO pas3BuTMe MarnonHea-
3MBHbIX XMPYPruYeCcKMX MeTOAMK, B 0CODEHHOCTH
NpY Nokanusauny onyxonu B NPOEKLMU Hagnoyey-
HUKOB, CPefoCTeHMsA U Manoro Tasa. Bce vawe y
nauveHtoB ¢ Hanuuunem |IDRF-puckoB oTpaeTcs
npeanoyTeEHVE MaIoOMHBA3MHOMY AOCTYMY, KOTOPbIM
MOMUMO NyYLLIEro KOCMEeTUYecKoro fedekTa u
BbicTpon peabunutaunm UMeeT PSR TEXHUUYECKUX
NMPeuMYLLeCTB, TaKMX Kak BU3yanusauua onepa-
LUMOHHOro MonA napannenbHo MarucTpanbHbIM
cocynaM u bnuskaa Busyanusaumsa BblaensaeMbix
CTPYKTYP.

OToenbHo pa3obpaHbl XMpypruyeckne BMeLLa-
TenbCTBa y MNauMeHTOB C HelpobnacTomow
HECKONMbKUX aHaToMU4yeckux obnacten — Lieu
M cpepocTeHus, 3abploLWMHHOINO NPOCTPaHCTBA
M Manoro Tasa, CMMHHOMO3rOBOr0 KaHana, yto
TpebyeT COBMeCTHOM paboTbl HECKONbKUX XUPYP-
rmyeckux Bpuran pasnuyHbix npodomneit (Topako-
abnoMuHanbHbIX, OPTOMEAOB, YENIOCTHO-NNLEBBIX
XVPYProB, HEMPOXMPYProB.).

Mbl npefcTaBisieM OCHOBHble TEHAEHUWUW,
TexHMYeckne 0CoOBEeHHOCTU Npu XMpypruv Hempob-
NacTOMbl PasfMYHbIX NIOKanNu3aumin, a Take Tpya-
HOCTW, BO3HMKAIOLLME NPY NIeYeHUN AeTen C faHHbIM
3aboneBaHveM.
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JBONIOLUMUA reHeTUYeCKoM

NUArHOCTUKU He3/T0KauyeCTBEeHHbIX
6onesHen reMaToNIoOrMYecKoro
U UMMYHoONoOrudyeckoro npoduns: nyTb

K COBEpLUEHCTBY

E.B. PaiikuHa, M.A. KypHukoBa, 1.B. MepcusiHoBa, P.X. Abacos, B.B. 3axaposa, C.I". MaHH,
JI.A. fcbko, A.B. TaBnosa, T.B. Bapnamosa, A.M. Kuesa, H.C. CmeTaHuHa, A.I0. LLiepbuHa,

M.A. MacuaH, .A. HoBnuykoBa

OIBY «HaumoHabHbI MEAULIMHCKUE MCCNIen0BaTebCKUI LIEHTP AETCKOM remMaTosiorum, OHKOorm

u ummyHosnorum uM. [imutpusa PorayeBa» MuH3gpasa Poccun, Mocksa

HacTosALLEee BPeMS BbISIBIIEHNE FEHETUYECKOM

OCHOBbI HaCcneAacTBeHHbIX BonesHeln cTano

NPUOPUTETHLIM HanpaBfieHWEM B MeaULMH-
CkoW reHeTuke. OCHOBHbIMM 3aflayaMu reHeTuye-
CKOr0 MCCNEeNoBaHus SIBNSIOTCSA MOLTBEPKAEHMNE
KMUHWMYECKOr0 AMAarHo3a, KOppekuusa neveHus,
npoBefeHNe MeLUKO-TeHEeTUYECKOr0 KOHCYMbTU-
pOBaHMs, MPECUMNTOMATUYECKON OAMArHOCTUKU
POLCTBEHHUKAM NaLMeHTa U BO3MOMHOCTb MpeHa-
TanbHOW guarHocTuku. Euwe B 2012 r. reHeTuue-
CKas AMarHocTMKa B abopaTopun MONEKynSpHOM
6uonorum HMUU OTON um. OmMutpua Porayesa
npoBoAMnacb B OCHOBHOM MeTOAOM MpPAMOro
cekBeHupoBaHusa no CaHrepy u Bbina BO3MOKHA
TONbKO AN HeBOMbLLOro Myna HO30M0MMI, TaKnX
KaK XpOHWUecKas rpaHyrnemMatosHas 6onesHb (reH
CYBB), cvHaopoM OMeHHa (reHbl RAG1 n RAG2),
cuHapoM Buckotta-Onpgpuua (ren WAS), Taskenas
BpOMaeHHas HeiTponenus (reH ELANE) v cuHapoMm
HuitMereH (ren NBN). C koHua 2015 r. Ha noMoLLb
«30/10TOMY CTaHOapTy> MPULLIO BbICOKOMPOU3BO-
OUTESNbHOE CEKBEHMPOBAHME HOBOMO MOKOMEHUS
(NGS). YuuTbiBas reHetuueckyio u cheHoTMNN-
YECKyl0 reTeporeHHOCTb CnekTpa 3abonesaHum
Hawero LleHTpa, doKyC reHETUUYECKON AMarHOCTUKM
CMecTUNCA Ha pa3paboTKy TapreTHbix MaHenew
FEHOB, TEXHUYECKN 06 bEANHEHHBIX B OAHY KOMBUHM-
POBaHHYI0 NaHesb, MO3BOSIOLLYIO B CKPUHWUHIOBOM
peK1Me OLEHWUTb BapuaHTbl B OMMCAHHbIX Ha cerop-

HALLHWIA OeHb reHax. Tak, K HaCTOSILLEMY MOMEHTY,
ncnonbayloTcs 5 naHenen: «MMMyHonornyeckas» —
485 reHoB, «[eMonuTuMyeckne aHeMun» -
93 reHa, «TpoMbounToneHun n TpomboumTonaTUmn> —
162 reHa, «KocTHOMO3roBasi HepocTaTou-
HocTb» — 197 reHoB u «CuHOpOMBI Npegpacno-
NOMEHHOCTHN K onyxofieBbiM 3aboneBaHuAmM» —
180 reHos. CocTaB naHenen perynspHo o6HOB-
NnAeTca C y4yeTOM COBPEMEHHbIX [aHHbIX.
AhPeKTMBHOCTL AMArHOCTUKM C UCMNONb30Ba-
HWEM NEepeyYnCrieHHbIX NaHenen reHos conocTa-
BMMa C TakOBOW MpW WUCCNEA0BaHUMU MOSIHOrO
9K30Ma, a B pAfe CriyyaeB M NPeBOCXOAUT ee.
CobcTBeHHas bBuonHdopMaTuueckas obpa-
BoTKa [aHHbIX CEKBEHMPOBaHMA NO3BONWMA B
3HauUUTENbHOW CTeneHn o0BOMTU OrpaHuMyeHus
mMetoga NGS u ynyywuTb aMarHocTuky. Kpome
TOro, B apceHan MONEeKyNsPHO-FeHeTUYECKUX
MeTonoB nabopaTopuu BXOAAT U Apyrne MeTonpl —
OT nonuMepasHoi uenHoit pearummn (MUP) B
peXxuMe peanibHOro BpeMeHu [0 UMdpPOBON
kanenbHon [MUP, MLPA, aCGH. KoMnneKkcHbIn
MOAXOA K OMarHoCTWMKe reHeTuuyeckux sabone-
BaHMi nossonseT 3dEKTUBHO CNPaBNATLCA C
TPYOHOCTSIMM B MOCTaHOBKE BEPHOr0 AMArHosa,
a B pfAfe cllyyaeB Ha3HayaTb €AWMHCTBEHHO
BO3MOXHbI METO[, NIeYeHWst peakux 3aboneBaHui —
TPaHCMMaHTaAUMI0 FeMOMO3TUYECKUX CTBOJSIOBbIX
KIETOK.
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OHKoremaTonormyeckue

nposiBfieHnsa X-cuensieHHoro
nuMmdponponucpepaTMBHOro CMHAPOMA

A.A. PonneneT, A.J1. Jlabepko, B.W. Bypnakos, H.10. KaH, I0.A. PoguHa, [1.B. IOxauesa,
O.E. NepwwuH, B.A. Beomenckas, E.B. Paikuna, T.B. Bapnamosa, A.M. Kuesa, C.I". MaHH,
Y.H. MNetposa, N.WN. Kanunuuna, H.B. Msakosea, J1.H. LLlennxosa, [.H. banatwuos,

N.B. KoHgpaTteHko, A.A. MacuaH, A.I0. LLlepbuHa

GIBY «HaumoHasbHbI MeAULMHCKUIA MCCIIER0BATETbCKMI LIGHTP JETCKON reMaTosiorum, OHKOIorm

u umMMyHornornm uM. mutpusa Porayesa» Munsapasa Poccun, Mocksa

AkTyanbHocTb. X-cuenneHHble nuMdonpo-
nudpepaTuHble cuHapombl (XJM) — aTo penkue
nepeuuHble nMMyHopeduunTsl (ML), xapakTepu-
3yloLLMEeCA aTUNUYHOW peakuuen Ha MHekumio,
Bbl3BaHHYI0 BMpycoM IdnwTeiHa—bapp (B3IB),
BCIeOCTBUE Yero passmBaeTcst reModaroumuTapHblii
numdpormnctrountos (M), amcrammarnoby-
NMHEMWENn n B 3aBUCMMOCTU OT Tuna 3abone-
BaHMWS 3/10KaYeCTBEHHON nuMcponponudpepaumei
M BoCnanuTenbHbIM 3ab0/IEBAHUMEM KULLEUYHMKA
(B3K). Hanbonee nsyuenHbiMu aensiotca XM 1-ro
(XJIN1) 1 2-ro (XJIN2) TMNoB ¢ MyTaUMAMM B reHax
SH2D1A v XIAP (vnu BIRC4) cooTBeTcTBEHHO. Hamu
NMpencTaBieHa XapakTepUCTUKa TaKMX OHKorema-
TONMOrMYECKUX OCMOMHEHUN 3aboneBaHuin, Kak
numdboma, T n umMToNeHus.

MaTtepuanbl u Metopbl. [lpoBeaeH aHanus
0aHHbIX MauMeHTOB, KOTopble Habnwopanucb
nnu 6binn KoHcynbTMpoBaHel 8 HMULL OFON um.
OmuTpus Porauesa ¢ 2012 r. u B POKE ®I'AQY BO
PHNMY uM. H.W. Muporosa ¢ 2003 r. po despans
2020 r. Bcero B uccneposaHue Bownuv 19 nauu-
eHToB ¢ XJIM1 n 16 — ¢ XJN2.

PesynbraTbl. Cpegu nauneHToB C OHKOreMaTo-
NOrMYECKNMUN OCNOXHEHMAMU NMdOoMa Habnona-
nack y 7 naumentoB ¢ XJ1M1 u H1 ogHoro ¢ XJM2.
Pemuccuns nuMdpoMbl Bbina gocturHyTa y 6 (86%)
naumeHToB. LinTonenna pasnmyHon ctenexHu Bobipa-
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YKEHHOCTKN Habniopganack y 4 nauneHToB ¢ XJ1M1 u
2 — ¢ XJIMN2. H1 y 0ogHOro M3 NauMeHTOoB C LUTO-
nenven npu XIM1 He passunca M7, Torna Kak y
Bcex 6onbHbIx ¢ XJ1MN2 untoneHus npepecTso-
Bana nonHoueHHon chopme I, T passunca y
8 maumenTtos ¢ XJMM1 n 11 — ¢ XJMN2. I'TIM-accoun-
MpOBaHHAA CMEPTHOCTb A0 TPaHCMNAaHTaLun remMo-
No3TUYECKMX CTBOMOBLIX KNeTok (TFCK) cocTasuna
75% B rpynne naumentos ¢ XJM1 n 0% — ¢ XIMN2.
Pemuccua MM pocturnyta B 12,5% cnyvaes npu
XJMN1 v B 82% — npun XIN2.

BoiBoabl. Pas3Butne nuMdoMbl Xapak-
TepHo ona nauumenTos ¢ XJIM1, Toraa Kak Hu y
ofHoro 6onbHoro ¢ XJIM2 numdoma He Habrnio-
panacb. 1IN — Hanbonee yacToe nposBfeHue
XIM. ®dynbMuHaHTHOe Teuenune T npu XJM1
onpasAbIBaeT NpoBefeHne arpecCuBHOM Tepanuu
B KpaTuyanwwue cpoku. na naumentos ¢ XJIM2
npoaeMoHcTpupoBaHa pemuccus TN Ha doHe
pefyuMpOBaHHOMW MPOTOKOSIbHOW Tepanuu c
MCNoNb30BaHWEM TapreTHbIX npenapaTtos. Luto-
nenua npu XJ1M2 MoxeT BbITb NpefLlecTBeH-
HUKoOM [TII, Torpa Kak B OCHOBE LMTOMEHUN Npwu
XIM1 neskat, BEPOATHO, Apyrue UMMyHHble Mexa-
Hu3Mbl. Ona naunenTtoB ¢ XIM TFCK asnsaetcs
KypaTMBHOW OnuuMen, K KOTOpon cnepyet npube-
raTb Kak MOMHO paHblle nocfie MNOCTaHOBKM
AnarHosa.
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CoBpeMeHHble NOAXoabl B Tepanuu
HelpobnacToOMbI rpynmnbl BbICOKOro

pUCKa

M.B. PybaHckas, A.T1. KasaHues, K.U. Kuprusos, C.P. Bapconomeesa

®IBY «HaumoHabHbIi MEOULMHCKUIA MCCIIER0BATENbCKUK LIeHTP OHKos1oruu uM. H.H. BrioxvuHa»

MuH3sgapasa Poccum, Mocksa

AkTyanbHocTb. Henpobnactoma — ogHa u3
Hanbonee 4acTo BCTpevaloLMXCH OMNyxonen
OETCKOro Bo3pacTa, 3aHnMaloLLasn 3-e MecTo cpeau
BCEX 3/10Ka4eCTBEeHHbIX HOBOODPa30BaHUiA AETCKOro
BO3pacTa, yCTynas fMLb OMNyXONsiM LeHTpanbHoOwM
HEpPBHOM CUCTEMbl U CapKOMaM MAMKUX TKaHen.
Bbi)kmBaeMoCTb MauMeHToB ¢ HelpobnacTomown
rPynmnbl BbICOKOrO pUCKa OCTaeTCsi HeYAOBNeTBO-
PUTENbHOW.

Uenb. YnyywmnTb pesynbTaTthl neyeHns naum-
EHTOB C HeMpobnacToMoN Fpynnbl BEICOKOrO pUCKa.

Matepuansl n MeToabl. B ccnenosaHne BKo-
YeHbl 22 nauueHTa Cc HelpobnacToMow rpynnbl
BbICOKOIO pUCKa, nonyvaswux neyenne 8 HAU
LeTCKOM OHKonorun u rematonorun ®rey «<HMUL,
oHkonoruu uMm. H.H. bnoxuHa» MuHsgpasa Poccuu
c 2018 no 2020 r.: 13 (59,1%) ManbuukoB w
9 (40,1%) mesouek B Bo3pacTe 19-100 MecsueB
(cpenHuit BospacT 54,2 Mecsua). Bce nauueHTbl
UMenu MetacTaTUYeCcKoe MOopa)KeHne KOCTen u
KOCTHOro Mosra. MegmaHa BpeMeHu HabnofeHus
3a bonbHbIMKM cocTaBuna 31,2 mec. lNaumeHTbl
Bbin pacnpeneneHbl Ha 2 rpynnbl B 3aBUCMMOCTH
OT PEXMMOB WHAOYKLMOHHOW MOofmMxuMuoTepanuu
(NXT): B8 rpynne 1 (n = 14; 63,6%) netv nony-
yanu MNXT cornacHo npoTtokony COG ¢ Bknoye-
HUEM feMeTunupyloLero arexnTa (5-asauntuamH)
B NepBblil 1 BTOpPOW BMOK MHOYKUMMK, B rpynne 2
(n = 8; 36,4%) — cTanpapTHble pexumsl MXT no
npoTtokony COG. B obeux rpynnax BbIMOSHAAMCH
XMPYpPruyeckoe nevyeHue, BbICOKOLO3HAA XUMU-
oTepanuda u nyyeBas Tepanus. KoHconupauus
nposoaunacb B CTaHAAPTHOM pexuMe npena-
patamu TpeocynbdaH u MendanaH ¢ Bkrloye-
HUEM AeMeTUIMpyloLero areHTa (5-asaumnTtuamh).
Lecstb (45,5%) 60nbHbIX, HE LOCTUILLMX MOSHOTO

adhdeKTa OT MHOYKUMOHHOW XMMUOTEpPanuu, Nomy-
UMIU CUCTEMHYIO paguoTepanuio 3t-meTanonbeH-
aunryaguHuHom (*1-MIBG).

PesynbtaTbl. HenocpencteeHHan adhdekTums-
HOCTb (COOTHOLUEHWE YMCra NOMyYeHHbIX MOJTHbIX
M YaCTUUHbIX 3PDEKTOB) UHAYKLMOHHOM XUMU-
oTepanuu B rpynne 1 coctasuna 71,1% (n = 10),
B rpynne 2 — 75,1% (n = 6). CaHauus KOCTHOro
mosra (CKM) npu npoBeseHUM MHOYKLUOHHOM
xuMuoTepanuu B rpynne 1 nocne 1-ro Bnoka
oTMeyeHa B 8 (58,5%) cnyuasx, y ocTafbHbIX
6onbHbIX CKM Bbina gocTurHyTa nocne npoBeneHns
2-5 bnokos NXT. CKM nocne nepsoro bnoka xumu-
oTepanuu y nauueHToB rpynnbl 2 Habnoganaco
B 5 (62,8%) cnyuasx; y 2 (24,7%) 6onbHbix CKM
pocTurHyTta nocne 2-5 6rokoB NMXT ny 1 (12,5%)
nauneHTa He 3aperucTpupoBaHa nepef KOHCO-
nupauuvein. [OByxneTHAa obLian BbIXKMBAEMOCTb
BonbHbIX ¢ 4-1 cTapmen B rpynne 1 coctasuna
62,6 £ 14%, B rpynne 2 — 57,1 + 14,7%, 2-neTHsis
BeccobbiTnitHasa BbixkBaeMocTb — 37,4 + 14,5% u
33,1 + 11,7% cooTBeTcTBEHHO. [pV BBINONHEHUK
OAHOCYaKTOPHOr0 PerpecCMOHHOro aHanusa ycra-
HOBMEHO, YTO MPUMEHEeHUe CUCTEMHOW paamo-
Tepanuu 3HaYMMO KOpPPEenupyeT C OTCYTCTBMEM
MPOrpeccMpoBaHna UNu peumnanea 3abonesaHus.

BoiBogbl. PexxvM nHaykumonHon MXT ¢ peme-
TUMUPYIOLLMM areHTOM, NPUMEHsiEMbIV B rpynne 1,
He nokasan bonee BbICOKOW HENOCPEeACTBEHHOM
adbdpekTuBHOCTM: 0bwasa n beccobbiTuitHana
BbI)KMBAEMOCTM B rpynnax CyLeCTBEHHO He
oTnuyaioTcA. lMauveHTaM, y KOTOpbIX nocrne
3aBepLUeHnsa MHAYKunoHHoun MXT onpepenseTtcs
aKTMBHaA OCTaTOYHas OMyxosnieBas TKaHb, MoKa-
3aHO MpoBefeHVMe CUCTEMHOW paguoTepanuu
c B¥1-MIBG.
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MUHBa3UBHbIE MUKO3bI

y AMMYHOKOMIMNPOMETUPOBAHHbIX neTeun:

B3rnsg w3 HMUL Arouv
uM. [iMutpua Porauesa

I".I'. Cononoga, C.B. beryHoBa, K.B. MapkoBa, 0.C. KoxyLiHas, I".A. HoBunukoBa

@IBY «HaumoHarbHbI MEANUMHCKMI MCCIIEA0BAaTEIbCKUI LIeHTP AETCKOM reMaTosiornm, OHKOIorum

u umMMyHornornm uM. imutpus Porayesa» Munsapasa Poccun, Mocksa

CHOBOW FPaMOTHOW CTpaTerum nNpoTMBO-

rPMBKOBOM Tepanumn ABMSETCA BO3MOKHOCTb

NPOBEeAeHUss AMArHOCTUKM MHBA3UBHbIX
MUKO30B (MM). MoMUMO MoHMMaHWUA DaKTopOB
pucka n 0cobeHHOCTEN, XapaKTepHbIX ANS UMMY-
HOKOMMPOMETUPOBAaHHbLIX feTel, Heobxoaumel
MYNbTUAUCUMNIMHAPHBIA MOAXOA U NpPOBefeHne
KOMMMEKCHON WHBA3WBHOW AMarHocTukn WM.
MWKO30M, KOTOPbIN MOMKET KIIMHUYECKN NMPOSBUTLCS
B Buae (oebpunbHoi HelTponeHun nubo cencuca/
CenTMYECKOro LUOKa, IBNAETCA KaHAULeMus.
«30M0TbIM CTaHAAPTOM» AVArHOCTUKM NO-MPEeX-
HEeMy SIBMAETCA reMOKynbTuBMpoBaHue. B nepvon
2013-2021 rr. B UeHTpe 3aperucrtpupoBaHo
passutue 92 ann3onoB KaHomaemun y 87 6onbHbIX
co cpenHen yactoton 4,15 Ha 1000 yHMKanbHbIX
nauuneHToB, unu 8 anusopos Ha 100 000 komnko-
OHew, Bbino NoKasaHO AOCTOBEPHOE CHUKeHue. B
3TMONOMMYECKON CTPYKTYpe npeobnaganu suabl
C. non-albicans, B nepsyto ouepenb C. parapsilosis.
BonbWKWHCTBO NauneHTOB NONyyMnM Tepanuio
axuHoKaHanHamu (3K). [locToBepHbIMU haKTo-
pamMu HebraronpusaTHOro UCX0Aa ABUNUCH pas3BuUTHe
CeNnTUYECKOro LUOKA, HeyfasneHne LeHTpanbHoro
BEHO3HOro KaTeTepa. TpuaLaTUAHEBHAA BbIXXMBA-
eMocTb cocTaBuna 73%, obLias BbIXKMBAEMOCTb —
58%.

Hanbonee vactbiM BugomM UM asuncsa nHea-
3uBHbIi acneprunnes (MA), KoTopbiit 6bin aMarHo-
CTUPOBaH y 224 BONbHLIX CO CPEfHeN 4acTOTOM
pa3sutna 10 Ha 1000 yHWKanbHbIX NALMEHTOB.
lpeumyLiecTBeHHO WA passuBancs y nauveHToB
C peunanBoM/pedpakTepHbIM TeyeHneM remMob-
NacTo30B, BTOPOW MO YacToTe rpynnow ABUAKCH
MauWeHTbl C NEPBUYHBIMU UMMYHOAEMULUTHBIMU
cocTosHuamu. B 35% cnyuaes WA passuncs nocne
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TpPaHCNNaHTaUMN reMono3TUYECKMUX CTBOSOBbIX
KneTok. B aTnonormnueckon cTpykType oTMeua-
nock bonbLuoe pasHoobpasue Bupos, npeobnagan
Asp. fumigatus. Tepanvio NPOBOAWAN NpeumMyLLe-
CTBEHHO BOPWMKOHA30S10M, pesKe NMUMUOHbIMUA UK
nvnocoManbHbiMK hopMaMu amdpoTepuumHa B
(nn/nc amdpoB). O6Luas BbIskMBaEMOCTb COCTaBUIIA
73%.

Pepkuit Bug VIM — MykopmMuko3 (MM) passusics
y 32 naumeHTOB C OCTPbIMU NENKO3aMK CO CPEQHEN
yactoton 1%. MNpenMyLLeCTBEHHON KNMHUYECKON
dopmoii bbina puHoopbuTanbHas, pexe neroyHas u
racTpovHTecTuHanbHas. Havbonee achekTnBHbIM
MeToAOM AuarHocTukm MM ssuncs ructonoru-
YecKuin, hnyopecLeHTHas MUKPOCKOMNWUA HaTUB-
Horo MaTtepuana boina pesynbtatueHa B 80%,
KynbTypanbHas guarHoctuka — B 48%. MpeHTu-
dhukauma po Buaa boina Bo3MoxHa B 58%, B TOM
yncne ¢ NOMOLLbIO BHepeHus MeTonoB ITS-cekse-
HWPOBaHUA; OCHOBHbIMW MaTOreHaMmn ABUIUCH
L. corymbifera w Rhizopus spp. lNepBas nuHus
Tepanuu Bcerga coctosna u3 nn/nc amcoB, B 80%
CIlyyaeB — M3 KOMBMHaLMW C N03aKOHA30/10M W/Unu
K. lpu npoBefeHnn XUPYPruyeckoro rneyeHus
(70%) 6bin mOCTOBEPHO MPOAEMOHCTPUPOBAH
MEHbLUMN YPOBEHb CMEPTHOCTU. TpuaLaTuoHeBHas
BblKMBAEMOCTb cocTasuna 75%, obLias BbixvBae-
MocTb — 45%.

Takum o0bpasoM, passutue nwoboro suga UM, B
TOM uncne 6e306mMaHON Ha MepBbIv B3rNAL KaHou-
0EMWUW, aCCOLMMPOBAHO C BbICOKWM YPOBHEM
CMepTHOCTW. PaHHAA OMarHocTuka, peanusyscb
npy BHeLPEHWN COBPEMEHHbIX METOL0B UCCMeno-
BaHWM U CTpaTEruy MEeXAUCLMNIMHAPHOIO B3aun-
MOLENCTBUA, ABNSETCA 3aN0rOM CBOEBPEMEHHOM
yCMeLIHon Tepanuu.
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CtpaTterus MHPEKLUMOHHOIO KOHTPOSA
B KITMHUKE [LeTCKOW OHKOJIOrUK
U reMaToNiorMu: BO3MOXHOCTU U

pesynbTaThl

[".I". Cononoga, C.B. beryHoBa, X.B. Mapkosa, E.B. PosaHuesa, 0.B. umeHoBa,

A.B. Cauyk, 10.J1. LLlemenuHckas, I".A. HoBnukoBa

@IBY «HaumoHarbHbIi MEANLMHCKNIA NCCIIER0BATENIbCKUY LIeHTP BETCKOV reMaTosiormm, OHKOSI0rm

n ummyHosnormm uM. [imutpus Porayesa» Mun3gpasa Poccun, Mocksa

CHOBHOW npobnemon 6esonacHOCTK naumn-

EHTOB, HaxofALUMXCA B CTauMoHape, SBNs-

eTca pasBuTUE MHAIEKUWUWA, CBA3AHHbIX
C OKasaHMeM MeauuMHCKoMi nomowm (MCMM).
CornacHo fgaHHbIM MeXAyHapOAHOW CTAaTUCTUKM,
NCMIT pernctpuypyioT y Ka)aoro 4ecsToro rocnmra-
NM3MPOBAHHOI0 MaLUMEHTA UM Y KaXO0ro TPETLErO,
MONyyaloLLEero feyYeHme B OTAENEHNN UHTEHCUBHOWM
Tepanuu. N3BecTHO, uto Bonee 50% MCMIT MoxHO
NpenoTBpaTUTb C MOMOLLbIO CTpaTernm npodounnax-
TUKM U KOHTPONS UHCDEKLMIA.

B Hawewm LlenTpe Bnepsble B Poccuun Bbino
co3paHo oTaeneHue, roe B hopmaTe NOCTOSH-
HOro B3amMmogencTeusa paboTaloT cneumanucTsl,
nsyyaioLime ocobeHHOCTM pas3BUTUA, LMArHOCTUKM
U NeYeHns MHADEKLMOHHBIX OCMOKHEHUIA Y UMMY-
HOKOMMPOMETUPOBaHHbIX feTei. [narHoctunue-
CKMA NPOLLECC MHPEKLMOHHBIX OCITOMXHEHWUN NEXUT
B OCHOBE KaK WX NMPOOUNAKTUKK, TaK U NleYeHus,
No3TOMYy Mepefn HaMu CTosiNa 3afjava pas3BuUTUSA
MaKCMManbHO TOYHOW M BbICTPOM OMArHOCTUKMW.
3a cueT BHeLpeHNA HOBEMLUMX METOAMK yaanochb
COKpPaTWTb BPeMsi NMPOBEAEHUA UCCefoBaHUA Ha
48-72 u, a nonyyeHne pe3ynbTaToB LOCTOBEPHO
YCKOpUTb 00 MeHee ueM 24 4. OgHUM M3 aKTy-
anbHbIX HaNpaBneHU MHAEKLMOHHON ANArHOCTUKM
ABMNAETCH KIMHUYECKAs MUKOMOrusi, KoTopas bbina
BHEOPEHA U NPOBOAMTCA B COOTBETCTBUM C MEXKAY-
HapoAHbIMU CTaHJapTaMu U peKoMeHJauusiMu,
BKITIOYast MOSEKYNAPHbIE METOLbl UCCNefoBaHus. B
Liensix MakCUMarnbHO rPaMOTHOIO U PaLMOHanNbHOMo
Ha3HayYeHns aHTUMMKPOOHBLIX nNpenapaTtoB bbinu
pa3paboTaHbl anropuTMbl 3MNMPUYECKON Tepanuu
hebpunbHOM HEWTPONEHUU, Tepanunm MHBA3UBHbBIX
MWKO30B. B mpakTuke Bbin peanusoBaH nNoaxopn
NMPEBEHTUBHOIO CKPUHUHIA PE3UCTEHTHBIX MUKPO-

OpraHn3MoB, MO3BOMISAOLLMI NEPCOHNEULMPOBATD
Ha3HauyeHWe aHTubaKTepuanbHbIX npenapaTtos. B
uensx NpodunakTMkKM pocta aHTMbroTukopesn-
CTEHTHOCTM KOHTPONUpyeTca notpebnexHne aHTu-
BuoTunkoB, B nepeyl ouvepedb kKapbaneHeMoB.
AnroputMoM, C MOMOLLbIO KOTOPOro YAanoch
3HAYMMO CHU3UTb Pacxof aHTUBMOTUKOB LLMPOKOr0
crnekTpa 6e3 yBenuuyeHus yncna MHEKLMOHHbIX
OCITOMHEHWIW, ABUCA anropuT™M NpounakTuku
MHPEeKLUMI, CBA3aHHbIX C OMepaTUBHLIMM BMeLLa-
TenbcTBaMu. ELle OAHWUM Ba)KHbIM MOKasaTenem
3 EKTUBHOCTM NPOBOAMMBIX MPOINNAKTUYECKUX
MEponpUATUIA ABNAETCA YacToTa KaTeTep-accoum-
MPOBaHHbIX MHJEeKLUMIN KpoBoToKa (KAMK), koTopas
NOCTOBEPHO CHwkaeTtcs. lpn BHeapeHun HOBOM
CUCTeMbI nofcyeTa «UCTUHHbIX> cnyvaeB KAUK 3a
2020-2021 rr. Mbl BAOMM AaiibHENLLEE CHUXEHME
4acTOTbl, YTO, BEPOATHO, CBA3aHO C bonee CTPOruM
cobniofgeHneM aNnaeMMONIorMyecKnx MepPONpUATHN.
Tak kak Hanbonee 4yacTon NPUUMHON pPa3BUTKA
NCMI saBnseTcs HapylweHue MeanepcoHanoMm
TEXHWKM rurneHnyeckomn obpaboTkum pyk, B LleHTpe
yoenseTcs oyeHb 6onblioe BHWMaHWe AAHHOW
npobneme — paspaboTaHbl anropuMTMbl, NOCTEPHI,
B1AeomnbMbl. [IpoBOANTCA OLEHKA NPUBEPIKEH-
HOCTW nepcoHana v perynspHoe obyuyeHue, Tak,
K 2020 r. BbI10 OTMEYEHO 3HAUUTENbHOE NOBbI-
lWeHne nokasaTenen. B cooTBeTCTBUM C MpPUH-
umMnamu BesonacHocTn obyuyeHne NPOXOAUT BECH
MEAMLUMHCKUI NepcoHarn, BKII0Yas HOBbIX COTPYA-
HUKOB W Bpayen-opanHaTopos. lMpouecc cosaaHus
anropuTMOB SIBMIAETCA TBOPYECKUM U MHHOBALM-
OHHbIM, B YaCTHOCTM paspaboTaHbl MAAICTPU-
POBaHHbIe MoLlaroBble POTOANrOPUTMbI B LIeAX
OOCTMXeHUA Haunbonee BbICOKMX pe3yfbTaToB
neyeHus.
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Pe3ynbTaTbl HabniopeHus

3a neTbMu npu remobnacrosax
C paHHMMU rnasHbIMU NPOABNIEHUAMU

Heuposienkosa

H.A. Ctynakosa, b.C. MNepLunH, H.B Msakosa

@IrBY «HaumoHarbHbI MEANUMHCKMI NCCIIEA0BATETbCKMI LIeHTP BETCKOM reMaTosiornm, OHKOIorum

u umMMyHosnorum uM. [imutpua Porayesa>» Munsapasa Poccun, Mocksa

efko3 ABNAETCHA caMbiM pacnpocTpa-
HEHHbIM 3/10Ka4YeCTBEHHbIM 3aboneBaHneM
petckoro Bospacta. OgHMM M3 OCMOX-
HEeHW ocTpon numdpobnacTHom M MuenobnacTHom
NEVKEMUM ABMNAETCA HEMPONENKO3. 3TO MU3HEYrpo-
satolee 3abonesaHve, KOTOpoe MOXeT MaHude-
CTUpOBaTb O0PTANIbMOSIOrMYECKMMIU CUMNTOMaMMK,
npv odhTanbMOCKONUKN NPOABASAILWMMUACA Ceuu-
dhunyeckon MHUNbTPaUmen 3puTeNbHOro HepBa.
HamMu pnarHOCTMPOBAHO S KAMHUYECKMX
cnyvaeB. bbino npoeneHo odpTanbmonoruue-
ckoe obcrefoBaHue, KOTOpoe BKIOYano B cebs
BM30OMeTpUIo, 0pTanbMOCKONNIO, TOHOMETPMIO,
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dhnyopecueHTHyl0 aHrmorpaduio u UUTOMOMn-
yeckoe uccnefoBaHue nepepHen kamepbl. [pu
obHapy)eHUn BnacTHbIX KNETOK NMPOBOAWMIIOCH
WHTpaBWTpeanbHoe BBEAEeHNe MeToTpeKcaTa B 4o3e
0,4 mr/0,1 mn.

Takum obpasoM, cBoeBpeMeHHOe 0BHapykeHue
rMasHbIX MPOABMEHUIA NENKO3HON HenmponaTum y
OeTeln, [OKa3aHHOM MHCTPYMEHTasbHbIMK U nabo-
paToOpHbIMK JaHHbIMK, NO3BONAET HauaTb paHHee
feyeHne naumeHTa nNo 0CHOBHOMY 3abonesaHwio,
a [loKa3aTenbHoe MPUMEHEHNe UHTPaBUTPeanbHoO
XMMUOTEPANUM NO3BONAET OKa3aTb KaYECTBEHHYIO
MEAMLMHCKYIO NOMOLLb IETCKOMY HaCeseHuIo.
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JleueHne XpoHMYECKON UMMYHHOM
TpoMbouunTONEeHun y geTen: B NOMCKax

NpaBU/IbHON NapagurMbl

E.B. CyHuoBa

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM reMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

epBUYHaA MMMYHHas TpombouuToneHus

(MTN) — ayToMMMyHHOoe 3abonesaHue,

XapakTepusyloweecs M30MMPOBaAHHbIM
TPaH3WUTOPHBIM UM NEPCUCTUPYIOLLMM CHUKEHUEM
yucna TpoMboumnTOoB B nepuddepuyecKon Kposu u
reMopparmyeckuM CUHAPOMOM PasfIMyHOM CTEMEHM
TawecTn. Yactorta passutus UTI y geten coctas-
nset 1,9-6,4 cnyyas Ha 1 000 000 yenoBek B
rof, u3 Hux okono 30% peTtewn pasBuBaloT Nepcu-
ctupyiowyio u o 10-20% — xpoHuueckyio UTI.
TaxecTb UTI onpepenseTca 4acTOTOM U BblpaskeH-
HOCTbIO KPOBOTEYEHMI, @ TakKe NoTpebHOCTbIo B
UX neyeHnn. XKu3HeyrpoxaioLime KpoBOTEYEHUS
y AeTen pasBMBalOTCA OYeHb PedKo, HO UX KaTa-
CTPOOMYECKNIA XapaKTep U HenpenckasyeMoCTb
pasBUTUA BbI3bIBAIOT CepbesHylo obecnokoeH-
HOCTb pOAMTENEN, MaUMEHTOB U flevallmx Bpayen.
Y pebeHka ¢ xpoHuueckon UTI puck passutus
TSXKENbIX FeMOPParnyeckmx OCIIOMHEHWUN COoXpa-
HAETCA Ha NPOTAXEHUM MHOrMUX NeT u, CooT-
BETCTBEHHO, KauyeCTBO YKW3HW BCeEW ero CemMbu
3HauuTenbHo cTpafaeT. B HacTosiwee BpeMs npu
Tsenbix popmax UTI Bce wwupe npuMeHsAT
aroHuUCTbl TPOMBOMNO3TUHOBLIX peuenTopos (TMO-
PA), npenapaTbl poMUNIOCTUM U anTpombonar,

KOTOpble CMOCOOHbI CHU3UTb PUCK BO3HUKHOBEHUS
Cepbe3HbIX FreMOppParnyecknx ocnoxHeHun. Mo
HaweMy KnumHudeckoMy onbiTy TMO-PA asnsioTca
Be3onacHbIM BMAOM Tepanuu Ans AeTen U nosBo-
NAT AOCTUraTb ANUTENbBHOrO0 TpoMboumuTapHOro
oTBeTa Npu TaKenon xpoHuueckon UTI npumepHo B
50%. MNpu peasncteHTHOCTM K gpyrov UTT-Hanpas-
NEHHOW Tepanuun BO3MOXHO npuMeHeHne TMO-PA
Ha paHHUX cpokax 3aboneBaHus. B cnyyasx Head-
PEeKTMBHOCTM UMM HENepeHOCMMOCTU OQHOro
n3 TMNO-PA tepaneBTuuyeckuin adppekT MoxeT
OKasaTb ero cMeHa. B akcTpeManbHOW cuTyaumu
MpU PasBUTUM XMU3HEYTPOKAIOLLEero remopparu-
YEeCKOro OCJIOXHEeHWA COBMECTHOe Ha3HayeHue
KOMBMHMPOBAHHOW HEOTNOMXHON Tepanuu 1 TMNO-PA
MOeT cnocobcTBoBaTb nojaepaHuio «beso-
macHoro» yucna TpomboumToB ¥ npodunak-
TUKe MOBTOPHOIr0 KpoBoTeyeHus. K coskaneHuio,
HECMOTPSA Ha AOCTUrHyTble pe3ynbTaTbl, 3HAUN-
TenbHas YyacTb AeTer He QoCTWUraeT yOOBMETBO-
pUTENbHOro TepaneBTuMYeckoro adypekTa unm
pa3BMBaEeT HexenaTesbHble ABNEHUA Tepanuu,
yto TpebyeT panbHeMwero ueneHanpaBneH-
HOrO NOMCKa MOAXOA0B K NeyeHuio Tsaskenon UTM
y oeTen.
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OcTtpbit nuMcbobnacTHbIM NenKkos
y Aeten ¢ CUHAPOMOM [layHa: onbIT
rpynnbl «MockBa—bepnun>

P.H. CynpyH

Y3 «[leTckas KpaeBasi KrinHudeckas 6onbHuLa» MunuctepcTsa 3apaBooxpaHeHusi KpacHogapcKoro Kpas,

KpacHonap

AkTtyanbHocTb. [leTy ¢ cuHapomom [layHa (C[)
MMeIOT BbICOKUIA PUCK Pa3BUTUA OCTPOro NMmdob-
nacTHoro nieikosa (OJ1J1), npu 3ToM B OTNMUKE OT
naumeHToB co «cropagnyeckum> ONJT (He-CO-0J11)
B 9TOM KOropTe NauMeHTOB OTMeyaloTCs XyALine
pe3ynbTaTbl fIeYEeHUs, CBA3aHHbIE C NOBbILLIEHHOM
TOKCMYHOCTbIO TEPANWUN U YBETMYEHUEM YaCTOTbI
peumamBoB. B nocnegHee Bpems nosBnseTcs Bce
Bonblue AaHHbIX O TOM, YTO Yy MHOIMX BONbHBIX C
CO vmeeT MecTo ocobas pasHosupHocTb OJ1J1, a
nMeHHo B-nuHenHas Ph-like neikemunsa ¢ aktuBa-
umen curHansHoro nytn JAK-STAT.

LUenb. B noknane npencTasneH OnbIT NeYeHus
OJ11 y BonbHbix ¢ C[l no opurMHansHOMy oTeye-
CTBEHHOMY NpoToKony «Mockea—bepnmH».

Matepuansl U MeTtoabl. B cepun nccneno-
BaHuit ALL-MB 2002/ALL-MB 2008/ALL-MB
2015 Hay4yHO-KIIMHWMYECKON MYNbTULEHTPOBOWM
rpynnoin «MockBa—bepnuH» 3aperucTtpupo-
BaHO 135 6onbHbIX, y KoTopbix OJ1J1 passunca Ha
doHe C[l. BoiskMBaeMoCTb paccunTaHa no metomy
KannaHa—Maiiepa, aHann3 TOKCUYHOCTU U KIUHK-
KO-TeHeTUYeCcKMe napameTpbl UCCeAoBaHbl C
MOMOLLIbI0O METOL0B HenapaMeTpuUyecKon cTatu-
CTUKN. OCHOBHbIM METOAOMOrMYECKMUM MOAXOLOM
sBnsetcs “matched-pair method”, korga Kasnomy
naumneHty ¢ C[1 n3 6a3bl «“Mockea—bepnuH» BoibpaH
B0NbHOM C MAEHTUYHBIMU KIIMHUYECKUMU Napame-
Tpamu, Ho 6e3 CH. Takum obpa3oM, bbiu nony-
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yeHbl abcomnioTHO oanHaKoBble Fpynnbl BOMbHbIX,
KOTOpble OTNUYalOTCA APYr OT Apyra TOSIbKO Mo
OQHOMY MPWU3HaKy — Hanuuuio UNn OTCYTCTBMIO
Ch.

Pesynbtartbl. [MaumeHTtsl ¢ CO-0J1J1 cocTaBnmm
1,63%. MNpeobnapatoLLias BO3pacTHas rpynna nauu-
eHToB ¢ CO-0MJ1 — 3-10 net. Cpeau Hux He Bbino
HW ofHoro naumeHta ¢ T-ON/1, n 3Hauumo pexe
BCTpeyvanucb Kak bnaronpuATHble, Tak U Hebna-
ronpuATHbIE TEHETUYEeCKNe aHoManuu. He obHa-
PY}KEHO pasnuuMin B paHHEM OTBETe Ha Tepanwio
Mexay naumeHtamu ¢ CO-OJ11 v He-CLO-OJ1S1.
BeccobbiTnitHas 1 obliasa BbiXKMBAEMOCTb Nauu-
eHToB ¢ C[1-OJ1J1 6bina cyLecTBEHHO HUKe, YeM
B rpynne cpaBHeHusi. He obHapyeHO pa3nuuun
B PUCKe pasBUTUS PELMOMBOB, TOrAa Kak feTanb-
HOCTb, CBfI3aHHas C TepanueKn, 3Ha4yMMO Bbille
y naumexTtoB ¢ CA-OJ1I1, npuuem Ha Bcex aTanax
Tepanuu.

BbiBoabl. Pe3ynbTaThl Tepanuu nNauMeHToB C
CL-0J1J1 Ha ceropHSALLHMIA OeHb OCTAlOTCS HEeYAO0B-
NeTBOPUTENbHBIMU, YTO onpeaenseT Heobxoam-
MOCTb ONTUMU3aLMM Tepanun 3a cueT pa3paboTku
HOBbIX MOAXOLOB K COMNPOBOAMUTENbHOM Tepanwuu,
MCNONb30BaHWA TapreTHbIX NPenapaToB U UMMY-
HOTepanuu, N3yYyeHnst MONeKynApHO-rEHETUYECKMX
ocobeHHocTen CO-0J1J1. OcHoBHOM nNpobnemon y
3TUX NALMEHTOB OCTAeTCs BbICOKAs TOKCUMYHOCTb
Tepanuu 1 CBA3aHHasA C Hel NeTanbHOCTb.



NDETCKAA OHKOJIOTUA, TEMATONIOrMAa U UMMYHOJIOITUA XXI BEKA: OT HAYKU K MPAKTUKE

TopaKocKonu4yeckue onepauuu
B € TCKON COJSTUAHON OHKOJSIOrUK

C.P. Tansbinos, A.I. Axananse, H.H. Mepkynos, .C. Pabaes, H.I". YckoBa, H.C. 'paues

@IBY «HaumnoHarnbHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpasa Poccun, Mocksa

AkTyanbHocTb. BupgeoaHpockonuuyeckue
onepauuwu y petei, obnapaa psnom obuwens-
BECTHbIX NPENMYLLIECTB, B HACTOsILLLEE BPEMS YyxKe
cuMTaloTCA onepaunaMu Bolbopa Npu psae OHKO-
nornuyeckux 3abonesanuii. Mpu npoBeneHnn Bu3y-
anusauun (MynbTUCnUpanbHas KoMMbloTepHas
ToMorpadums, MarHUTHO-pe3oHaHCHas TOMO-
rpacovs) He BCerga ynaeTcs AOCTOBEPHO OLEHWUTb
pacnpocTpaHeHHOCTb OMyXOsieBOro npouecca
no nneBpanbHOM NonocTu, ocobeHHo B cnyyae,
ecnu ovarm HebonblMX pa3MepoB U KOHTPacCT-
HeraTuBHbl. TopakoCKoNua NO3BONAET Henocpen-
CTBEHHO BM3yanu3npoBaTb o4arm HebONbLUMX
pa3MepoB, flaeT BO3MOXHOCTb NpoBecTn buoncuio,
BbIMOMHUTb yAaneHwe HoBoobpa3osaHus, a nocne —
BOCCTAHOBUTb LENOCTHOCTb aHaTOMUYECKUX
CTPYKTYp. B cBA3M C 3TUM nokasaHus K npume-
HEHMIO MaNOMHBA3MBHOW TEXHUKU MOCTOAHHO
pacLumpsioTcs.

Matepuanbl n Metopbl. B oToeneHnn oHko-
norun n petckon xupypruv HMUL OFOU um.
OmuTpus Porayesa ¢ 2012 r. BbINONHAIOTCA Topa-
KOCKOMUYecKne onepauuu y feTer no nosopy
yOaneHus ConuaHblX HOBOOBpa3oBaHWM NoOnoCTH
FPYAHOW KNEeTKW, Kak MepBUYHbIX, Tak U MeTac-
Ta3oB. Hanbonee vacto onepauun nposomAaTCS
Nno MNOBOAY YAANEHUA HEWPOreHHbIX OMyxosnew
cpepnocTeHusi, obcrnefoBaHMe U neveHne KoTopbixX
B HaweMm LleHTpe ocyuwiecTBnaeTcs no npoTo-
kony NB-2004. B psage cnyyaes vHTpaonepaun-
OHHO MPUXOAMUTCA CTankueaTbCsA C obpacTaHueM
OMyXOnbio MarucTpasnbHbiXx cocyaoB (rpyaHas
aopTa, NoAKIounYHas, BepTepbpanbHas apTepun),
Npv 3TOM BOBMEYEHHbIV COCYA NPELM3NOHHO Bbiae-
NAETCH U3 ONYyXOSNM Ha BCEM ero NPOTAKEHUM.
Y yacTu peTten TOPakOCKOMUA MPOBOAMTCS HaMM
nocne paHee BbIMOSIHEHHbIX OTKPbITbIX OnepaLuii
B APYrMX KIMHWKaX, 4To TpebyeT nposefeHus
BUCLIEpOSIM3a BCNEACTBME CMaeyHoro npouecca B
nneBpasnbHON NonocTu. Takas e cutyaumus Habnio-
0aeTCS MPU BbIPAKEHHOM COKPALLLEHUM OMyXOSn Ha
choHe MpOBELEHHON XMMUOTEPANUKU UIN Ty4YeBOn

Tepanuu. B 3Tux cnyvasnx BpemMs onepaumun gocTo-
BepHO yanuHsetcs (0o 60%).

Ha nerkmx onepauumn BbIMOSHAIOTCA B Criyyae
BbIIBNEHUA MX BTOPUYHOrO MOPa)keHuss MeTtac-
Tasamu renatobnactombl, HedopobnacTombl u
FePMUHOMEHHO-KIIETOYHOW OMyXONW, a TakKe y
MaunveHToB C rPMOKOBbLIM MOpPaKeHWeM ferkoro.
Onepaumns nposoautcs 0bA3aTeNbHO B YCNOBUSAX
OLHOJIEr0YHOM BeHTMNSAUMK. [Tpy 3TOM B BOMbLLMH-
CTBe Crly4YaeB Mbl MPOBOANM aTUMUYHYIO Pe3eKUMIo
NErkoro ¢ NaTofIorMYyeckMM o4arom nyTeM UCMosb-
30BaHMA cClUMBalOLLe-pexyLlero annapata. B
criyyae, ecrim BbINOSIHUTb aTUMUYHYIO pe3eKumio
He MPeacTaBfAeTCs BO3MOMHbLIM, BbINOMHAETCA
cybcermMeHTapHasa pesekumnsi Merkoro, CerMeHTaK-
ToMuA nnu nobsktomua. B cnyvae cybcermen-
TapHOW W CerMeHTapHOW pesekuuu, fedekT
MapeHXnMbl NEerkoro ywmneaeTcs 06BMBHbLIM LLBOM
¢ 0bs13aTeNbHOM NPOBEPKON HA FTEPMETUYHOCTb NpU
ero pasfyBaHuu B KOHLE onepaLmu.

Takske HaMu BbINOMHAITCA TUMIKTOMUU U
pesekunn TuMyca npu onyxonsx u gobpokave-
CTBEHHOW runepnnasvuu Tumyca. Hepegko npu 3ToM
TpebyeTcs NnpoBefeHVe HeBponM3a amadparmarsnb-
HOro HepBa.

Cpenv nobpokayecTBeHHbIX HOBOOBpa3oBaHuit
crnefyeT OTMETUTb KUCTbl TpPaxeu U nuuieBona,
CEKBECTpaLMIO NEerkoro.

BboiBopabl. Topakockonuueckue onepauunu
onpasfaHbl Kak Mpu MepBUYHbIX OMNYXOMNsX,
OpraHHbIX U HEOPraHHbIX, Tak U NPU BbIABIEHNUM
BTOpPWUUYHbIX (MeTacTaTuueckux) ovaros. He Bo
BCEX CllyYasx ABMATCA NPOTUBOMOKA3AHUAMMN K
TOPaKOCKOMUU NpepLlecTByloLmMe onepaTuBHbIe
BMeLLaTeNbCTBa, B TOM YMCle OTKPbITbIE, @ TaKXe
peuunamBbl COMMAHBIX OMyXOSien U nporpeccus
nocne 3aBepLueHust Tepanuu. Mpu HanMuum focrta-
TOYHOrO OMblTa NPOBEAEHUS ONepaLynin y OHKONOM -
YECKMX NaUMeHTOB MafoVHBAa3UBHbIE TEXHONOMUM
MOryT BbITb MCNONb30BaHbI TaKKe NPV BOBNEYEHUM
U3HEHHO BaXHblIX aHAaTOMUUYECKUX CTPYKTYp
(MarucTpanbHbIX COCYN0B U HEPBOB).
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bopbba c MeTacTazamMmn ocTeoCapKOMblI
B nerkux: onbit HMUL AIFOU

uM. IMuTpusa Porauesa

H.I". YckoBa, [.I'. Axananse, H.H. Mepkynos, C.P. Tanbinos, I.C. Pabaes, M.B. TuxoHosa,
E.N. Kononnesa, A.H. Pemusos, A.C. CnvnuH, A.WN. KapauyHckui, H.C. paues

GIBY «HaumoHasbHbI MeAULMHCKUIA MCCIIER0BATETbCKMI LIEHTP JETCKOM reMaTosiorum, OHKOIorm

u umMMyHonornm uM. mutpusa Porayesa» Munsapasa Poccun, Mocksa

cteocapkoMa (0OC) - camas uacTasn

nepBMYHaA 3/710KaYECTBEHHAA OMyXoflb

KOCTen y peTen u B3pocnbix. B Tepanum
OC npuMeHsieTcA MyNbTUMOZAmNbHbIA MOAXON,
3aK/oyaloLmincs B KOMBUHaLMK NIeKapCTBEHHOIO
W XMPYpruyeckoro neveHus. B HacTosilee Bpems
npv nokanu3oBaHHoOW hopMe 3abonesaHus obLas
BbI*KMBaeMoCTb cocTasnset 60—-75%, npu meTacTa-
Tnyeckomn popme — 10-30%. B ocHoe aTtvx unddp
neskaT MHOTONMETHUN TPYA U JOCTUKEHUS MEKANC-
UMNAMHAPHOIrO0 B3aMMOAENCTBUA OHKOMOrOB,
XUPYProB., flyyeBbiX AMarHOCTOB, NaTOMOPONOroB
1 MONeKynsapHbIX 6ronoros. MeTacTasbl B ferkmx
No-MpeXHeMy ABNAIOTCA OCHOBHON MPUYUHOWM
BonesHb-accoUMMpoOBaHHON CMEPTU NALMEHTOB C
OC, yTo 3acTaBnAeT cneunanucToB pasHbix obna-
CTeNn MeAMUMHCKUX 3HAHWMN UCKaTb MYyTW MOBbI-
weHnsa obwen (OB) n beccobbituitHoin (ECB)
BbIXKMBAEMOCTM TAaKMX NALIMEHTOB.

MonbITKN BHeApeHusa B NpoTokon nevenus 0C
EURAMOS-1 psipa pononHuUTeNbHbIX npenapaTos
(uHTepdpepoH anbda-2b, aTonosma, ndocdamma,
MucbaMypTug v Lp.) U npoBefeHue runepTep-
MWYECKON XMMUONepdysnn ferkux pactsopamu
uMcnnaTvHa unu gokcopybuumHa He npuBenu K
cTaTUCTUYECKM 3Haummomy yeenuyeruio OB n BCB.
INyuesas Tepanusa npumeHsietcsa y nauneHTtos ¢ OC
TOMbKO B ManfMaTuBHbIX Lensx. PagnoHyknmoHas
Tepanusa C UCnonb3oBaHMeM camapua-153 unu
pagua-223 NnpuMeHNMa TOMbKO B JIEYEHNN KOCTHBIX
meTacTasoB OC. IMMyHOTepanua He nNokasana
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cBoert 3P (PEKTUBHOCTM BBUAY FEHETUYECKON
reTeporeHHoOCTVM 1 BapuabenbHON 3KCNpeccuu
pasnunyHbIX peuentopos knetkamu OC.

3BOMIOUMSA XMPYPrMYECKOro NeYeHna MetacTta-
Tyeckoro nopasenus nerkmx npu OC noet oyeHb
MeLNeHHbIMK TeMnaMun. «30M0TbIM CTaHAAPTOM»
No-fnpeXHeMy OCTaloTCA 3TanHble TOPaKOTOMUM
C nanbnaTOpHOW peBM3MEen Nerkoro u ypane-
HMEM NaToNOrMYecKMx oYaroB NyTeM NPOBEAEHMS
aTUNUYHOW KIMHOBUAHOMN Pe3eKLumn.

C dbespans 2018 r. 8 HMUL, O"OU mum. IMuTpus
PoraueBa BHegpeHa B NPaKTVKY ¥ yCOBEPLLEHCTBO-
BaHa MeToAMKa CUMynbTaHHOW BunaTepanbHoOM
TOPaKOTOMUM Y NALMEHTOB AETCKOro U NoApoCT-
koBoro Bo3pacTta ¢ OC n ByCTOPOHHUM MeTacTa-
TUYECKMM MOpaxeHneM nerkux. Ha HacTosAwwmn
MOMeHT npoBefeHo 18 Takux onepauni; 91,2%
yhaneHHbIX o4aros Obinu BUTanNbHbIMM MeTa-
cTasaMu C TepaneBTUYECKUM WMHAYLMPOBAHHbLIM
natomopdo3oM 0-lll ctenenn. ¥ 7 naumeHToB
KONMYeCTBO MeTacTaTUYEeCKUX 04aros No pesyrb-
TaTaM npefonepaunoHHON KOMNbIOTEPHON TOMO-
rpachvm n onepaTuBHOro BMeLlaTenbCTBa Bbino
HEAO0OLEHEHO, NPOLEHT ANArHOCTUYECKON OLLNOKM
pasHancsa 20%. C yyeToM Bcero BbllleCKasaH-
HOrO Mbl CUMTaEM, YTO MaKCMManbHO BbicTpoe
n3basneHne naumeHTa OT MeTacTaTUYECKUX
Oo4YaroB nyTeMm nposefeHns BunaTepancHon Topa-
KOTOMUM ABMSAETCH KPUTUUECKN BaXKHbIM B XMPYP-
FTMYECKOM fleYeHMN MaumeHToB C MeTacTasamu
OC B nerkux.
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JlyueBas Tepanus y naLuveHTOB

c HenpobnactoMou

A.I0. Ycbiukuna, T.B. LamaHckas, 10.H. Jlukaps, A.A. JlornHosa, [1.A. Kobbizesa,

[.10. KauaHos, A.B. HeuecHiok
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AkTyanbHoCcTb. [TporpamMmmHas Tepanusi B ®I'BY
«HMWL OO um. OMutpua Porauesa» MuHsgpaBsa
Poccun npoBoanTCA Ha OCHOBaHUM PEKOMEHAALMN
npotokona NB-2004, B cooTBETCTBMM C KOTO-
PbIMW OMCTaHUMOHHaA nyyesas Tepanus (OJ1T) B
CyMMapHoii ouarosoit fo3se (COM) 36-40 p noka-
3aHa MauueHTaM c Heitpobnactomoit (HB) rpynn
NMPOMEXYTOYHOIr0 U BbICOKOIO PUCKA C HaNMMumeM
aKTMBHOM OCTaTOYHOM OMYXONW MOCNe WMHAYKLMW-
OHHOW XMMMOTEpanun N XMpypruyeckoro BMeLla-
TenbcTBa. 0lHAKO y YacTU NaLUMEeHTOB OLEHUTb
WHMUManbHbIi MABM-cTaTyc He npeacTaBnaeTcs
BO3MOHbIM, 1 B Takux cnydvasx OJ1T nposoanTca
B CO[ 21 Mp. eackanaums fo3sbl Takxke Tpebyetcs
npu obnyyeHwu geten MnagLlero Bo3pacTa, npu
BONbLLIOM MaKPOCKOMUYECKOM OCTaTKe OMyXonu,
Korga B criyyae nopsenenus COL 36 'p ysenuuum-
BAETCH PUCK Pa3BUTUS OCIIOMHEHUN.

Uenb. OueHka pesynbTaToB neyvyeHus
nepBuYHbIX nNauumeHToB ¢ Hb, monyuaBwwwnx
NOKarnbHyl0 NyyeBylo Tepanuio Ha obnacTtb ocTa-
ToyHon onyxorm B COMl 21 n 36 Ip.

MaTtepuanbl u MeTopbl. PeTpOCNEKTMBHbIN
aHanus nauneHToB ¢ anarHosom Hb, nonyyasLumx
neyeHne B OTAENEHUM Ty4YeBON Tepanuu 3a Nepyos
08.2012-12.2020 (cpepHwit nepuop, HabniopeHWs
coctasun 40 mec). JlyueBas Tepanus npoBoansach
Ha obnacTb ocTtaToyHom onyxonu B COL 21 n 36 Ip.
MpoBeneH aHanu3 YacToTbl Pa3BUTUA MOKASbHbIX
peunanBos, obuien M BeccobbITUMHON BbIXKKU-
BaeMoCTM MeToaoM KannaHa—Manepa. AHanus
pesynbTaToB nposefeH Ha 31.12.2020. MNpoaHa-
nuauposaHbl 70 nauneHToB ¢ HB Bbicokow (n = 60;
85,7%) v npomeskyTouHon (n = 10; 14,3%) rpynn
pucka, nonyumswnx OJ1T. MegnaHa BospacTa Ha

MOMEHT NPOBEAEHUS NyYeBON Tepanum cocTaBuna
3,5 rona (1,2-14,2 ropa), cooTHOLLEHME MO Moy
Manbumnku:gesoukn — 1:1,06. 06nyuenne 8 COM
21 'p nonyuunu 32 (45,7%) nauuenTa, 8 COM 36
p — 34 (48,6%). Yetbipe (5,7%) naumeHTa nosny-
yunu OJ1T 8 COM 21 'p ¢ nocnenytowmm bycToM o
36 p.

PesynbTaTtbl. B rpynne, nonyuuswen 21 Ip,
peunave 3abonesaHna oTMeueH y 11/32 (34,3%)
naumeHToB, U3 HUX y 6 (18,8%) — B obnacTu nosns
obnyyeHna. Peunaunsbl B rpynne, nonyuymsLUen
36 Ip, BbiaBneHbl y 12/34 (35,3%) nauueHToOB,
npu 3ToM B none obnyyenns —y 1 (3%). B rpynne
naumenTos, nonyumslumx AJ1T 8 COL 21/36 p, BCe
naumeHTbl B pemuccun. 06ian 3-neTHAS BblKU-
BaeMocTb (OB) ana Bcex nauMeHTOB cocTaBua
78,9 + 5,8%, beapeunaveHas BbixnsaeMocTb (BPB) —
61,6 + 6,7%. B rpynne nauuMeHTOB, NOSyYMBLLUNX
21 Tp n 36 T'p, OB cocTtasuna 70,5 + 9,6% u
85,3 + 6,9%, BPB — 56,6 + 10,2% v 64,2 + 9,2%
COOTBETCTBEHHO.

BbiBOAbl. HecMoTpsA Ha OTCyTCTBME LOCTO-
BepHOW pasHuubl B BPB B rpynnax naumeHTOB,
nonyumswmx ONT 8 COO 21 n 36 'p, kKonunue-
CTBO JTIOKamnbHbIX PeLnanBoB B KoropTe BOSbHbIX,
y KoTopbix COLl cocTaBuna 36 I'p, 3HauUMTENBHO
MeHbLUle. B cTpemMneHun cHuskeHns obbema obny-
YeHMA BbICOKMMM [03aMU M3-3@ OMKUAAEMbIX
MO3AHWUX JyYeBblX OCIOMXHEHWWA OMTUManbHbIM
peweHveM obecneyeHns NOKanbHOro KOHTPOMA
MOMEeT pacCcMaTpvBaTbCA MeToauka obnyuyeHus
OCTaTOUYHOr0 KOMMOHeHTa onyxonu po COM 21 'p
c nopsefeHuemM bycTa Ha obnacTb MeTabonuuecku
aKTMBHbIX YYaCTKOB MO JaHHbIM CUMHTUrpadum
MWEI no CO[ 36 p.
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CoBpeMeHHO€e NoOHMMaHKe naTonoruu
TpoMbouunTapHOro 3BeHa reMocTasa

[.B. ®enoposa
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AKTyanbHocTb. HacnencrteeHHas naTosnorus
TpoMmboumnTos (HMT) — reteporeHHas rpynna
reHeTu4yeckn oByCcnoBMEHHbIX PacCTPOMCTB,
XapaKTepuayoLwmxcs YHKLUMOHAMNbHbIMK 1/Unu
KONUYeCTBEHHbIMK AedpekTamMm TpoMboumnToB, a
TaK¥Ke MOBbILLUEHHON KPOBOTOUMBOCTbIO.

Uenb. PaspaboTaTb knMHuKo-nabopaTopHble
anroputMbl guarHoctukm HIMT ¢ yueToM ocobeHHo-
CTeN ux OTAENbHbIX POPM.

MaTepuanbl u Metopabl. B aHanus Bownu
LDaHHble obcrepoBaHus feTel, obpallaBLINXCS
B HMWU OIOU wM. Omutpusa Porauesa B 2016—
2020 rr. ¢ anobamu Ha NOBbILLIEHHYIO KPOBOTOUN-
BOCTb W/WUITU M30MMPOBAHHYIO TPOMBOLIMTONEHWIO B
remorpamme. [1ns o6beKTUBM3aLMM OLLEHKN KPOBO-
TOUMBOCTM UCMNOMNb30BANNCh PycUMLMPOBaHHbIE
BapuaHThl Wwkan ISTH BAT n PBQ. JlabopaTtopHoe
obcnenoBaHne BKIOYaNo yHKUMOHaMbHbIe TECTbI
TPOMOBOLMTOB U MONEKYNAPHO-TEHETUYECKOEe
“ccnenoBaHve.

Pesynbratel. ObcnenoBaHne Ha npeameT HIT
3aBepwmnun 98 naumeHToB. TOYHbIA AMarHos bHbin
ycTaHoBneH y 58 (59%), ewe y 8 (8%) anarHos
Bb1n 3anofo3peH, Ho TpebyeT QOMONHWUTENBHOIO
obcnepnoBaHuna. Hanbonee pacnpocTpaHeHHbIMU
Ho3onornyeckumu cpopmamm boinm HIMT, accoum-
MpOBaHHble C MyTauusMu redos MYH? (n = 16),
RUNXI (n=11) n ANKRD26 (n = 9). B 53% cnyuaes
TOYHbIA AMarHo3 He Mor BbITb ycTaHoBneH 6es
MPUMEHEHNS MONEKYNAPHO-TEHETUYECKNX METOLOB.
Y 22 (38%) naumeHToB uMetoT MecTo HMT ¢ npen-
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pacnosIoXeHHOCTbIO K pa3BuTHI0O reMobnacTo3os..
MegnmaHbl oueHoK no wkanam PBQ un ISTH BAT y
naumeHToB C AoKasaHHbiMKU HIT Bbinu noeHTUYHbI
v cocTtasunu 2 6anna (IQR 0; 3).

Cpeau 178 nauueHToB, obcnenoBaHHbIX Ha
npeaMeT TpoMbBouMTONAaTMN, TOUHbIA LMArHO3
6bin ycTaHoeneH y 34 (25 nauneHToB — Tpomba-
cTenusa naHumana (T), 9 — opyrue TpoMboum-
Tonatuu), ewle y 42 Menm MecTo HEeYyTOUYHEHHbIe
KauyecTBeHHble pediekTbl TpoMbouuToB. Bce
naumMeHTbl ¢ T UMenu cucTeMHble NPOsIBNEHMS
KPOBOTOUMBOCTU. MefmaHbl OLEHOK NO LUKanam
kposoToumBocTu ISTH BAT n PBQ cocTasunu
8 (IOR 6,5; 11,5) n 7 (IGR 5,5; 10,5) bannos cooT-
BeTcTBeHHO. OueHKn no obeuM wkanam bbinu
3HaumMmo Bbiwwe (p < 0,05) No cpaBHeHWIO C NaLmeH-
TaMu C APYrMMMU KayeCTBEHHbIMU fedheKTamMy TPOM-
boumnToB.

BbiBopbl. HacnencteeHHble TpoMBoLMTONEHUN
LOSIKHbI BKIIOYATbCS B Kpyr andodoepeHLmanbHom
OMArHOCTMKU Yy MaLMEeHTOB C M30JIMPOBAaHHbIM
CHUXeHneM uucna Tpombouutos. bonee uem B
nosnosuHe cnyyaes auarHo3 HINT MoxeT BbITb ycTa-
HOBJIEH TOJSIbKO C MOMOLLbI0 MOJSIEKYNAPHO-TEHEeTU-
YeCKUX MeTOo[10B.

YTouHeHne pamarHosa TtpombBoumTonaTui
BO3MOMHO B HACTOSILLIEE BpeEMS B MEHBLLIEM MPOLIEHTE
Cryyaes Mo cpaBHeHwio ¢ nauneHtamu ¢ HIMT. Cpenu
BOMbHbIX C KaYeCTBEHHbIMU aedhekTamMmn TPOMBoLMTOB
Havbosee TSKENMbIM reMopparnyecknM OeHOTUNOM
XapaKTepusyloTcs nauneHTbl ¢ T
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Peanusauusa coBpeMeHHbIX NOAX0A0B
U CTaHQAPTOB OpraHu3aLum
NMCUXOJSIOrMYECKOro CONpPoOBOMKAEHUSA
NleYeHUsl AeTel C OHKOJIOrMYEeCKUMM,
reMaTosiormyeCKUMM U UMMYHHbIMU

3abonesanuamu. Onbir HMULU OFOU

uM. [iIMutpusa PorayeBa

A.E. XauH, H.B. KnununuHa, E.C. LLyTkoBa, H.C. Hnkonbckas, T.B. Pabosa,
M.C. EenokunmoBa, A.10. CmupHos, A.J1. 3axaponyno, I1.M. Maromenosa

@IBY «HaumoHabHbIi MEANLMHCKNIA MCCIIER0BATENIbCKUY LIEHTP BETCKOM reMaTosiormm, OHKOSI0rm

n ummyHosnormm uM. [imutpus Porayesa» Munsgpasa Poccun, Mocksa

Ycnexu B Tepanuu OHKONOrMYecKumx, reMaTono-
FMYECKMX M UMMYHHbIX 3aboneBaHui, yBenvyeHue
yMcna NaumeHTOB, ysKe NPOLUEALLNX JleyeHune, a
TaKKe W3MEHeHWa Tpaguuui KOMMYHWKauuu B
CTOPOHY BonblUEen OTKPLITOCTU U COTPYAHUYECTBA,
pOSIM NauMeHTa u ceMbk B NeyebHoOM mpouecce B
LIefI0M, MOBBILLIEHNE BHUMaHUA K KauyeCTBY JKMU3HM
NPUBOAAT K MOHUMaHWI0O HEOBXOAMMOCTM BKITIO-
YEeHUsI pasfMYHbIX CMeunanncToB MCUXOCOLMU-
anbHoro npoduns B MynbTUAWCUUNIUHAPHbIE
KOMaHObl MeOWUMHCKUX yupeskaeHun. CoTpyn-
HWKaMW OTAENEeHUSA KIMHUYECKON NCUXON0rum
LleHtpa M. [IMutpusa Porauesa ¢ 2004 r., ewle Ha
6ase NHcTuTyTa netckomn rematonormm B POKG 1.
Mockabl, Havan paspabaTtbiBaTbCst KOMMNNEKCHbIN
MOAXO[ K OKa3aHWI0 MCUXONOrMYeCcKoW MOMOLLM
OETAM, NOAPOCTKAM U COMPOBOMKAAIOLLMM UX POAM-
TenaM. OToeneHve BNOCNELCTBMMU CTano NepBbiM
cneunanvM3npoBaHHbIM OTAENEHNEM KITMHUYECKOM
MCUXOMNOrMN B AETCKOM MHOIOMPOMPUIIBHOM Hayu-
HO-KIIMHUYECKOM LEHTpe B HalweW cTpaHe. 3a
3TW rofbl HakonneH BonbLON ONbIT BHEAPEHUS
LOKa3aBLUMX CBOIO 3 EKTMBHOCTb MOAXOALO0B U
METOA0B NCUXOMOrMYECKOW NOMOLLM U MCUXONOrn-
4ECKOro COMPOBOMKAEHMS B MPOLLECCE NPOXOKAEHNS
PasnMyYHbIX BUAOB M 3TAMOB NIEYEHMS], C YYETOM KaK
WHAMBUAYANbHBIX N CEeMEeWHbIX, TaK U COLMOKYIb-
TYPHbIX, OPraHM3aLUMOHHbIX (DaKTOPOB ajanTauum K
cTpeccy v peabunutauum.

Peanusauus coBpemMeHHoro buoncuxocoum-
anbHOr0 MOAXOAA K NEYEHUIO U MEeXAYHAPOAHbIX

CTaHAApTOB MOMOLUM MauueHTaM pasfiMyHoro
BO3pacTa M yXa)kMBalOLWMM 338 HUMU POAUTENSM
ocyuiecTensaeTca bnarogapsa pabote otnenexus
Mo COBEPLUEHCTBOBAHMIO MeXaHW3MOB B3auUMO-
OEeWCTBUS MEOMLMHCKOW M MCUXOCOUMANbHOWM,
a Take neparormyeckov KOMaHAa, CBOeBpe-
MEHHOMY MOHWTOPUWHIY YPOBHEW AucTpecca u
CyOBbEKTUBHbBIX TPYAHOCTEW, UHAMBULYANbHbIX
notpebHocTe B MHPOPMUPOBAHUUN W AOMONHU-
TENbHOMN MCUXONIOFMYECKON MOANEPKKE, pa3pa-
BoTKe M NMpUMEHeHMI0 pasnMyYHbIX MaTepuarnos u
MeTOLOB MOArOTOBKM K NOCMefyIoWEMY NeYeHuio,
OOCTYMHOCTMW, HEMpPepbIBHOCTM M nocneposa-
TeNbHOCTW NMCUXONOrMYECKOro CONMPOBOXAEHMS.
BaxkHoe BHUMaHWe yoenseTcs TakuM CUCTEMHbBIM
acnekTaM, Kak co3haHue noAafepsKMBaloLLei
cpedbl B MEAMLMHCKOM YUpEeAeHUNU, a TakKe
HenpepbIBHOMY AONOSIHUTENbHOMY 0bpa3oBaHuio
W NMOLAEpPsKKEe Bpayel U MeauuuMHCKUX cecTep/
BpaTbeB B BOMpocax, CBA3aHHbIX C KOMMYHUKa-
unen n paboTon B yCrOBUAX BbICOKMX 3IMOLMO-
HanbHbIX Harpy3ok. CoTpyaHMKaMu oToeneHus
MPOBOAMTCA CMCTEMATUYECKas Hay4YHO-UCCneno-
BaTeNbCKas, Metoamyeckasa n obpasosaTenbHas
0eATeNbHOCTb, OCHOBHbIMU LS IMU KOTOPOWM
ABNAETCA paclUMpeHne MOHUMaHWA PasfiMyHbIX
MCUXONOrMYECKUX acCrneKTOB XMWU3Heyrpo-
Xaownx 3aboneBaHun y peTen M passuTue
obnactv NCUXONOrMYeCKOMW MOMOLUM nauu-
eHTaM U YfieHaM MX CeMeN Ha PasfnuHbIX dTanax
neyeHus.
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[lpuMeHeHMe aroHUCTOB peLenTopa
TpoMbonoaTuHa B Tepanum naLueHToB
c cuHppoMoM BuckoTtra—-Onpgpuua

A.J1. Xopesa, 10.A. PoguHa, E.B. lepunana, A.A. PonnensT, [.B. I0xauesa, [.E. MNMepwwH, C.C. IlapuH, K.A. BopoHuH,
A.A. UrHatoBa, M.A. lNaHTenees, A.A. MacuaH, ".A. HoBnukosa, A.I0. LLlepbuHa

@IBY «HaumoHarbHbI MEANUMHCKMI NCCIIEA0BATETbCKMI LIeHTP BETCKOM reMaTosiornm, OHKOorum

u umMMyHosorum uM. [imutpus Porayesa>» Munaapasa Poccun, Mocksa

AKTyanbHocTb. TpombouuToneHus sBnseTcs
MOCTOSIHHBIM M OCHOBHbIM CMMMTOMOM CUHLPOMA
Buckotra—Ongprua (CBO), NpUBOAALLMM K TASKESbIM
KpoBoTeyeHusM y bornee 30% naumeHToB, B TOM uMcne
W JKU3HEYPOXKAIOLLIMM MHTPaKPaHWabHbIM KPOBOU3MW-
AHnsaM y 10—-20% 6onbHbix. TpomboumTtonenus npu CBO
MMeeT CoYeTaHHbI reHes 1 0BycrioBeHa LieHTparbHbIM
KOMMOHEHTOM — 0edpeKTOM MerakapuoumMTonoasa B
KOCTHOM MO3re, MpesKaeBPEMEHHbIM BbICBODOKAEHNEM
TPOMOOLIMTOB B KOMMapPTMEHTe KOCTHOMO MO3ra v nepu-
hepnyecKUM KOMMOHEHTOM — YCUIEHHbIM daroum-
TO30M TPOMBOLMTOB Makpodharammn ceneseHku. Kpome
TOrO, COrNacHo pesysbTaTaM UCCrefoBaHus, NpoBe-
peHHoro Ha 6ase HMWL MO wm. Omutpua Poravesa,
y naumenToB ¢ CBO BbisiBNEeHbI HeaneKBaTHO HU3KME
YPOBHM 3HOOrEHHOr0 TPOMBOMO3TUHA. 3TV AaHHbIe
NOCIYMWN paumnoHanbHon Bason ons npuMeHeHus
aroHMCTOB pelienTtopa TpoMbonoaTuHa (aTlMO-p) u
MO3BOMWIN MPEANONOMUTb, UTO NMPUMEHEHWE POMUMNIIO-
CTUMa uim antpombonara MoxeT BbiTb 3hDEKTUBHLIM
B KOppeKuwvm TpomboumTonermm npu CBO.

Marepuanbi u MeTopbl. B nccnenosaHue BoLLm 75
naumeHToB oT 0 0o 18 neT ¢ reHeTUUeCKN NOATBEPIK-
peHHbiM CBO, KoTopble nonyyany Tepanyio poMUMIo-
CTUMOM WNM 3ATPOMOONAroM B MaKCUMaribHbIX f03aX
(9-10 MKr/kr/Hen n 2—4 Mr/Kr/cyT COOTBETCTBEHHO)
¢ Mapta 2012 r. no Mapt 2021 r. 8 HMWL, IFON um.
[Omutpusa Porauyesa (www.clinicaltrials.gov; uneHtu-
chuKaumoHHbIA Koa: NCT04350164; NCT04371939).
TpoMbounTapHbIN OTBET PacLEHMBAIICS Kak MOSHbIN
NPy DOCTUMEHUM YPOBHS TpoMboumTos 100 x 10%/n
Y BbiLLIE, YACTWUYHbIA — MPU MOBBILLEHUM KONNYECTBa
TpoMboumToB Ha 30 x 10°/n U Bbie OT HaYanbHOro
YPOBHSI TPOMOOLIMTOB.

PesynbTatbl. Tepanusa aTl10-p poMunnocTuMom
y 60% naumneHtoB ¢ CBO nossonuna pobutbes
CTabusbHbIX 3HAYEHUM KofMyecTBa TPOMBOUMTOB
B TeueHue AnuTenibHoro spemexn (Me 8 Mec) bes
PasBUTUA Cepbe3HbIX reMOpparnyeckux 3nmM3onos.
YacToTta TpoMboumTapHoro oTeeTa B rpynne naum-
€HTOB, NonyyaBLUMX anTpombonar, coctasuna 25%,
MpV 3TOM MOSTHbIN OTBET He BbiN AOCTUrHYT HW Y OQHOrO
13 NaLmMeHToB.
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TsrecTb remMopparMyeckoro CUHApoMa nocre
Hayana TepanuM 3HauYMMO YMeHbLUMMACh B rpynne
NaumMeHToB C TpoMboumTapHbIM 0TBETOM. MHTepec
npeacTaBnaeT TOT aKT, YTo B rpynne NauneHTos,
pedopakTepHbIX K Tepanumn aTll0-p, Takke oTMeYanach
TEHOEHLIVIA K CHKEHMIO KITMHUYECKM 3HAUMMBIX KPOBOT-
eveHuin. [Ina obbACHEHNA OTCYTCTBUSI OQHO3HAYHOWM
KOPPENALMM MEXIY YMCIIOM TPOMOOLIMTOB U TAKECTBIO
KpOBOTEYEHMI onpeaensnack qyHKUMOHaNbHas akTue-
HOCTb TpoMbouuToB (DAT) 0o v Ha dhoHe Tepanuu. Mo
AaHHbIM PAT B uccneagyemMon rpynne nauneHToB Bbinm
BbISIB/IEHbI U3MEHEHUSA B BUOE CHUXEHUS SKCTMPECCUM
P-cenekTtuHa 1 aktueHoM doopmbl nHTerpuHa odlbB3 npm
HOpPMarbHOM 9KCMPEeCcCUM ero HeaKTUBHOM KOHAhop-
Maumun. [pumeHeHne aTll0-p He NOBNMSANO Ha aKTUu-
BaLWO TPOMOOLIMTOB.

B aHanuaupyemon KoropTe MauuMeHTOB efuH-
CTBEHHbIM CTATUCTUYECKM 3HAUMMbIM MOKa3aTeNeM,
NO3BOMAIOLLMM MPOrHO3MPOBAaTL MOSHLIA OTBET Ha
Tepanwio, siBnseTcs basanbHOe KOMUYecTBo TPOMBO-
uMToB. TakMe nokasaTenu, Kak BO3pacT Ha MOMEHT
nHMUMaumm Tepanum aTllO-p, cTeneHb TAecTH 3abo-
NeBaHNA He BIIMANW Ha BEPOATHOCTb AOCTUKEHUS
oTBeTa.

3a nepvion HabsogeHua B UCCneLyeMon rpynne
MaLMEHTOB TSKESbIX HEMKENaTENbHbIX SBIEHUN, Hero-
CPEeACTBEHHO CBA3aHHbIX C MpuMeHeHueM aTll0-p, He
OTMeYeHO. EOMHCTBEHHBIM TAXENbIM HeXenaTenbHbIM
SIBIIEHNEM, BO3HVKLLMM Ha hoHe Tepanuu, bbin apTe-
puanbHbIi TpoMB03, 3aChMKCUPOBaHHBIN Y MaumeHTa
C CUCTEMHbIM BACKY/IMTOM U PaCLEHEHHbI Kak ero
ocnoskHeHre. Y 1 naumeHTa, noslyyaBLLEro 3MTPOM-
Bonar B fo3e 3 Mr/Kr/cyT, oTMevanach UKTEPUUHOCTb
CKIIep 1 KOXKHbIX NOKPOBOB Be3 n3mMeHeHus nabopa-
TOPHbIX MOKa3aTenen.

BbiBoppl. B pamMkax faHHOro nccnenosaHust Buino
nokasaHo, uto Tepanus aTl10-p siBnseTca 6esonacHom,
3hbdheKTUBHOM M NpeacTaBnseT coboin HOBLIM Tepa-
neBTUYECKMI noaxopn Ansa naumentos ¢ CBO, Taxenon
TpoMBouMTONEHNEA U PELMAMBUPYIOLLIMMU SMWU30-
[aMN KPOBOTEUEHUM, @ TaKKe NS NaLUMEHTOB C MeHee
TAXENbIM DeHOTMNOM 3aboneBaHns — X-CLenneHHoM
TpoMBOLMTONEHVEN.
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OcobeHHOCTU TeUeHUst HOBOM
KOpoHaBupycHou uipekuuun COVID-19
Y MMMYHOKOMIPOMETUPOBaHHbIX fieTeH

E.B. LpiraHoBa, E.B. Po3aHueBa, 0.C. KoskywwHas, C.B. beryHoBa, I".H. Nopneesa,

A.B. KoHgpatwuosa, I'.I". Cononosa

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM remMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

nccrnepoBaHne BKIOYEeHbl 68 nauveHToB
B[SS Marnbuuka U 35 feBouyek) u3 38 peru-

oHoB Poccuun. MeanaHa BospacTta — 9,6 ropa
(8 Mecsiues — 18 neT). OCHOBHbIE AMArHO3bl: reMo-
6nacto3 — 47% (n = 32): ocTpbiii TMMEOBIACTHbIN
newkos (ONJ1) — 66% (n = 21), ocTpblit MUenouaHbIi
neitkos (OMJ1) — 22% (n = 7), 10BEHWbHbIA MUENo-
MOHOLMTapHbIN neiiko3 — 3% (n = 1) u nuMdoMbl —
9% (n = 3); conuaHble onyxonu 31% (n = 21),
nepeuyHble MMMyHoaeduMumnTbl — 15% (n = 10),
annactuyeckas aHemus — 6% (n = 4) n 1 (2%)
nauMeHT C rMCTMOUMTO30M. Ha MOMEHT HGMUMPO-
BaHua COVID-19 44% naumneHTta 6biM B peMuccum
no ocHoBHOMY 3abonesaHuio, 35% (n = 20) -
peunaus/nporpeccus, 21% (n = 12) — nepBuYHO
AMArHOCTMPOBAHO. XMMMOTEpanuio nonyyun
41 (60%) naumeHT c MeamaHon 11 gHeit (0-163)
[10 MOMNOXUTENbHOrO Ma3ka. bonbLuas yacTs (62%)
MOMY4MIIM UMMYHOCYNPECCUBHYIO Tepanuio: roKo-
kopTukocTepouabl (FKC) — 46% (MeounaHa 9 nHen,
0-135); peunnuenTbl TTCK — 13 (19%) (MennaHa
322 pgHe, 6 oHeit — 4,5 ropa); CAR-T-Tepanuio —
2 (3%) (Memmana 241 gHa, 4-476). Yawe Habnio-
panocb beccumnToMHoe TeuyeHue COVID-19
(n=231; 46%), nerkoe (n=17; 25%), cpenHeTsskemnoe
(n = 13; 19%), taxenoe (n = 7; 10%). OcHoBHble
KNMUHUYECKUe npoABneHus: debpunuter
(n = 28; 41%), kawenb (n = 14; 21%), MHTOKCHU-
kauwms (n = 13; 19%), punut (n = 10; 15%), omplLuka
N CHWMKEeHue caTtypauunm MuHuManbHo fo 80%
(no 8 cnyyaes, 12%), aMcnencuyeckue paccTpoi-
ctBa — 3 (4%), aHocMua — 2 (3%). CpenHss
petekumns supyca SARS-CoV-2 meToaoM nonvme-

pa3Hoii LenHol peakumm — 19 gHeit (2-97). Tepanus
OCHOBHOro 3abonesaHus bbina otnoxeHa B 54%
cnyuaes (n = 37): Ha cpok 2—4 Hen (n = 23; 62%)
6onee 4 Hep (n = 14; 38%). B Tepanun COVID-19:
32 (48%) nauveHTa — He HysOanucb; nnasma
pekoHBanecueHToB COVID-19 - 28% (n = 19),
Tounnuaymab m NKC — 13 (19%) cnyuaes, pemae-
cusup — 11 (16%). Mpwn aHanuse KonuyecTea creL-
ndonyeckux IgG COVID-19 y 36 n3 68 naumeHTos, B
56% cnyyaes (n = 20) 3aperucTpmpoBaH MMMyHHbI
oTBeT, Y 44% (n = 16) oTBeT He mocTurHyT. Mepcu-
cTeHums cneumndnyeckux IgG coctasuna B cpepHeM
2,5 Mec (2 Hen — 6 Mec). Ucxon 3abonesaHus:
Bbi3poposrieHne — 59 (87%), cmepTtb — 9 (13%).
MpuunHbl cMepTu: aTpubyTuBHas NeTanbHOCTb —
2 (22%) cnyuas, nporpeccus ocHoBHoro 3abore-
BaHus — 5 (56%), Apyrme MHGEKLUMOHHbIE OCOK-
HeHust — 2 (22%): 1 — Taxenas KoMBUHMpOBaHHas
MMMYHHas HeAOCTAaTOYHOCTb C FPaMOTPULIATENbHbIM
cencucom, 2 — pecppaktepHblin OMJ1 ¢ nHBa3nBHbIM
acneprunesoM ferkux.

BoiBogbl. Passutmne COVID-19 y MMMYHOKOM-
MPOMETMPOBaHHbIX MaLMEHTOB 4acTO COMpPOBO-
)Aanocb 6eCCUMNTOMHbBIM TeueHeM u TpeboBano
HabnogeHns. OgHaKo y feTen ¢ OHKOreMaTonoru-
yeckMMK 3ab601eBaHNAMM NPUBOLANIIO K HapyLLEHUIO
TaliMWHra U BEPOATHOMY YXYALUEHMWIO NPOrHo3a.
Taxenoe n KpaiiHe Tskenoe TeueHve Habnopganocs
npu pechpakTepHOCTM OCHOBHOro 3aboneBaHuns u
VHWLUMaNbHOM MOpPaskeHnn nerkux. HecMmotpsa Ha
VMMYHOKOMMNPOMETUPOBAHHOE COCTOSIHWE Y YacTu
MauWeHTOB BbISIBNIEH MOMOMUTENbHbIA YPOBEHb
cneundomueckux IgG ¢ nepcucTeHumen oo 2,5 mec.
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MepBuyHbie UMMYHOREOMLMUTDI

¢ pobpokauecTBeHHOM

numdponponucepaumen — onbiT OAHOrO

LleHTpa

0.A. LseL,

@IrBY «HaumoHarbHbI MEANUMHCKMI NCCIIEA0BATETbCKMI LIeHTP BETCKOM reMaTosiornm, OHKOIorum

u umMMyHosnorum uM. [imutpua Porayesa>» Munsapasa Poccun, Mocksa

AKTyanbHocTb. [lepBuyHbie MMMyHOoEedU-
untol (MWL) — reteporeHHas rpynna 3abone-
BaHW CO CXOMUMUN KIIMHUYECKUMU NPOSIBNEHUSMU.
NobpokauecTBeHHasas nuMmdonponudepaums
npu ML wnpoko npenctasneHa oT KOMBUHUPO-
BaHHOW MMMYHHOW HE[OCTATOYHOCTM A0 ayTOBOC-
nanuTenbHbix 3abonesBaHWin, UMeeT pasfiMyHbie
MEexaHU3Mbl pa3BuTUA, 0ByCrnoBMIeHHbIE MOANeKa-
LLMMN FEHETUYECKUMMN fePeKTaMu, 1 HyKaaeTca
B TLLATENbHOW M CBOEBPEMEHHOW AndddepeHLn-
anbHOM OMarHOCTUKe C Lienblo BbiIbOpa afeKBaTHbIX
MOAXOM0B K Tepanuu.

Lenb. MpoBecT aHannM3 OCHOBHbIX KIWHW-
YeCKMX MPOSABNEHMN MaLMEHTOB, NMPOXOAMBLLNX
nevenue Ha Bbaze HMUL OMOU um. Omutpus Pora-
yeBa u umewowwnx MNO ¢ pobpokavecTBeHHON
numdponponudepaumen 1 ¢ N3BECTHbIM reHeTuye-
CKMM 0edIEKTOM.

Matepuanbl u Metoabl. [IpoaHanusnpoBaHsbl
KIIMHUYeCckne, nabopaTopHble, MHCTPYMEHTasIbHbIe
faHHble nauueHToB (n = 152). MeHeTuueckue
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OCHOBbI 3ab0fieBaHUsA BbIABMAAMUCH NpenMyLle-
CTBEHHO MyTEM BbIMNONIHEHUSI MAHENbHOIO CEKBE-
HMPOBaHWS, cekBeHMpoBaHua no CaHrepy,
B pALe CryyaeB MCNOMb30BanuUCb MOJTHOIK-
30MHO€ CEKBEHWPOBAHUE W XPOMOCOMHbIN
MUKPOMaTPUYHbIK aHanu3. [na KONU4ecTBEH-
HOrO ONpeneneHns BblpaskeHHOCTM NMMdonpo-
nndepaTMBHOr0 CMHApPOMa MCNofb30Banach
cobcTBeHHan BannbHas cucTema.

PesynbtaTtbl. B paboTy BKMIOYEHbI NALMEHTHI,
yen bann 3a numdonponudepaTUBHbIA CUHLPOM
cocTtaBun 3 egmHuLbl 1 bonee. [Ins nocnenytoLlero
aHanusa naumeHTbl pacnpenesneHbl Ha Noarpynnbl
cornacHo cyulecTsylowein knaccudmkauum MNMAUL
UIS 2019.

BbiBoabl. B naHHOM foOKMage NpoaeMOHCTpU-
poBaHa pasHOPOOHOCTbL Fpynmnbl naumeHTos ¢ MU[,
¢ pobpokauecTBeHHOM numdonponudepaumen,
OTNMYNA B KIIMHUYECKUX MPOSABNIEHUAX, BO3MOK-
HOCTK TekyLlen amddoepeHLManbHOM MarHOCTUKM
N OCHOBHbIE MOAXOAbI K JIEYEHMIO.
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OcobeHHOCTU aHeCTe3MOoJIOrM4YecKoro
nocobus npu pesexkunmn nevyeHu

B.B. LLlykun'-2, K.[. ABeTtucsiH!, H.M. NeoHos!, E.A. CnvpupoHosa® ®, [1.I. Axanapnse?

1PIbY «HaumoHarnbHbIi MEANUMHCKWI MCCIenoBaTeNIbCKUIA LIEHTP AETCKOM reMaTosiorum, OHKOorm

u umMMyHosnorum uM. [imMutpus PorayeBa» Mun3gpaBa Poccun, Mocksa

2I'60Y BO «Poccuiickuii HaUMOHabHbIN MCCIenoBaTebCKuii MEAMLIMHCKUI yHUBEpCcUTeT

uM. H.H. luporoea» MuHsapasa Poccun, Mocksa

SIrb0Y «MocKoBCKuii rocynapCcTBeHHbIN MEANKO-CTOMATONOrMYeCKuii yHusepcuteT uMm. A.W. EsnokumoBa»

MuH3apaBa Poccun, MockBa

CHOBHbIM BWOM NTIEYEHUA 3MOKAYECTBEHHbIX
onyxonew nevyeHn SBNAETCA pesekuus
opraHa B npepenax 3A40POBbIX TKaHeMW.

CraHpapTHOM npoueaypo MUHUManbHOro BMeLLa-

TenbCcTBa ABMAETCH 0OLIMPHAN Pe3eKUMs NeveHn.

Bo Bpems onepaTvBHOMO BMeLLaTeNbCTBa B 3a4aun

aHecTesnonora BXOAsT He TOSIbKO NPUMEHUMbIe K

noboMy BMeLLaTenbCTBY aHECTe3ns C aHanbre-

3uen, MMopenakcauma 1 oborpes naumneHTa, Ho U

0COBEHHOCTU reMoMHaMUYECKON MOANEPXKKMN Ha

PasnMYHbIX 3Tanax onepaTMBHOrO BMELLATENbCTBa.

Kpome aToro, y aHecTesnosnora uMeeTcsi BO3MOX-

HOCTb BIIUSHWA Ha BEMUYMHY MHTPaONepaLMOHHOM

KpOBOMOTEPW.

KpoMe Xupyprmyeckux MeTOdOB, aKTUBHO
npMMeHsieMbiIMM B HacTosiLlee BpeMs (nocTo-
SHHBIA M NepeMesxalowumicsa MpuHrn-MaHesp),
YPOBEHb MHTPAONePaLMOHHON KPOBONOTEPU NO3BO-
nAeT yMeHbLNTb 0COBEHHOCTb KPOBOCHabXeHWs
NMeyeHn 1 BO3MOXHOCTb BfIMATb Ha AaBfieHne B
NpaBOM Mpefcepany 1, CneaoBaTenibHoO, B BEPXHEN
N HUXKHEN MOSIOW BEHe MyTeM KOHTPOSS BOJNIEMU-
YEeCKOW Harpysku v napaMeTpoB MCKYCCTBEHHOM
BEHTUNALMM NIEMKUX.

3a nepwuog ¢ mioHa 2017 no mapt 2021 r. 6bin10
BbiMONHEHO 60 06LWMPHBIX pesekunn neyeHu y
29 peBouek n 31 Manbumka. CpegHsas nponosn-
MUTENbHOCTb ONEepaTUBHOr0 BMeLLATeNbCTBa
coctasuna 360 MuH (130-620 MuH). KpoMe xupyp-
rTMYECKUX MEeTOLOB OrpaHMyeHUss KpPOBOMOTEPM
NPVYMEHANOCh OrpaHUYEHne LLleHTPanbHOro BEHO3-
Horo pasnenus (LIBI) Ha ypoBHe 8 + 4 MM pT.CT.
OpHuMM 13 cnocobos cHwxkeHus LB asnsanock

NoaaepKaHne NomnOoKUTENBHOrO AABIIEHUS B KOHLLE
Bbinoxa (MAKB) He bonee 3,9 + 2 cM BA. CT.

OrpaHuyeHne BOMEMUYECKON Harpysku B
obbeme hmanonormyeckon NoTpebHOCTN Ha 3aTane
pPe3eKUMn NneyeHn NpuBOANIO K HeobxoaMmMocTu
BBEAEHWSA 3HAUMTENbHbIX 103 Ba30MpPeccopoB —
0,7-1,3 MKr/kr/MuUH HopagpeHanuHa ans nopnep-
)KaHUS CpefHero apTepuanbHOro AaBneHusA Ha
ypoBHe 65 + 12 MM pT. CT.

MennaHa kposonoTepu coctasuna 150 mn
(0-9000 mn). XoTa, Kak npaeuno, yposeHb LIBL
Bonee 5 MM pT. CT. conpoBoxaancs bonee BbICOKOW
KpOBOMOTEPEN, HO B psifie Cryyaes nosbilleHve LB
6onee 10 MM pT. CT. He yBenunumnBano ob6bLEM KPOBO-
notepu. Mpy 3TOM NPOAOIIKUTENILHOCTL Nocneone-
PaLMOHHOIr0 HAaXOXAEHWS B OTAENEHUN peaHnMaLmm
W MHTEHCUBHOW Tepanuu NpakTUYeCKu He 3aBucena
OT BEMIMYMHBI MHTPaONEepPaLMOHHOW KPOBOMOTEPH,
4YTO COOTBETCTBYET AaHHbIM, ONybBMKOBaHHbLIM
J. Hughes (2015).

MonyyeHHble pe3ynbTaTbl TpebylOT NpoBefeHNs
OanbHenLwero aHannsa 1 OCMbICIIEHUSA, MOCKOMbKY
Ha nocreonepauMoHHylo peabunutaumio NOMUMO
OMepaunoHHON TPaBMbl U COMPOBOMAAIOLLEN ee
KPOBOMOTEPM TaKKe MOryT OKasblBaTb BNUSHME
0COBEHHOCTU MHTpaonepaunmoHHON MexaHUKU
OblXaHusi 1 ee HapyLleHusi. HopManu3auna Mexa-
HUKW OblXaHWUA, K KOTOPOM OTHOCWUTCA W noanep-
)KaHWe MUHUManbHO HeobxoauMoro, HO MHorga
3HauutensHoro KB MoxeT NpMBOANTbL K YMEHb-
LWEHMIO CPOKOB NocneonepaunoHHon peabunu-
Taumu. [N NOATBEPKOEHWSI 3TOr0 NPEANOSIOKEHUS
TpebyloTca fanbHenwmne nccnenoBaHus.
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CuHApOMbI NpeapacnosioeHHOCTH
K OMyXO0JIiM B A€TCKON HEMPOOHKOJIOr UK

N.A. fAcbko?, .M. Manywa?, 3.9. BanvaxmeTosal 2, A.E. [py#t, E.B. Paiikunal, M.A. KypHukosal

1PIBY «HaumoHanbHbIk MEAUUMHCKWIA MCCIIEA0BATENIbCKUI LIEHTP AETCKOM reMaTosiornm, OHKOSIOriu U uMMyHosIorm uM. iMtpus Porayesa»

MwuHsapasa Poccumn, Mocksa

2QIrAY «HaunoHanbHbIi MeAULMHCKUIA NCCIER0BATENbCKUI LIEHTP Hespoxupypruv uM. akag. H.H. bypaeHko» MuHaapasa Poccun, Mocksa

MHOPOMbI MPEAPacronOXeHHOCTM K OMyXOosisM
‘ (CMO) paHee cuuMTanucb peaKkMMM cpeau
LeTel C OHKOMOrMyecknMn 3aboneBaHusaMy,
HO BCce Dornee LUMPOKOe UCMOSIb30BaHME BbICOKO-
NMPOM3BOANTENIbHOrO CEKBEHUPOBAHWUA BbISBUMO
oT 8 no 10% peten c CI0, BKMoYasi CUHAPOMBDI,
KoTopble BbinNy onucaHbl Ans B3POCSIbIX OHKOMOMM-
yeckmx 3aboneBaHuin, paHee He CBA3AHHbIX C MaHW-
dhecTaumen B neTckom BospacTe. 1o pesynbtatam
nccneposaHuss MSK-IMPACT, 18% petel ¢ OHKOMO-
rMyeckuMm 3aboneBaHWsAMM Menu natorexHbie (1) v
BEpOATHO naTtorexHble (BI) BapuaHTbl B reHax Crl0,
13% naumenToB umenu [1, Bl BapnaHTbl B reHax co
CPEenHen M BbICOKOW MEHETPaHTHOCTbIO, acCcoLun-
POBaHHbIX C ayTOCOMHO-foMUHaHTHbIMK ClO (Fiala
E.M., et al. Prospective pan-cancer germline testing
using MSK-IMPACT informs clinical translation in
751 patients with pediatric solid tumors. Nature
Cancer 2021; 3 (2): 357-65). U3 Hux 21% — 370 naum-
eHTbl C OMyXomisAMK rofoBHoro mMosra (OMM). Cyuue-
cteyeT psn OI'M, accoummpoBaHHbix ¢ ClM0 B BbiCOKOM
CTENEHN: KapUMHOMbI COCYAMCTOr0 CnfieTeHus —
50% cuHgpom Jn—-dpaymenn (OMIM#151623),
aTUMUYHble TepaTonaHO-pabaonaHbIe onyxonm — Ao
40% c1HOPOM NpenpacrofOKEHHOCTH K paboovaHbIM
onyxonaM 1-ro tvna, (OMIM#609322), cybaneHaun-
MarsibHas ruraHTokneTouyHas actpouutoma — ~100%
TyBeposHbiit cknepos (OMIM#191100), rnvoMmsl
3puTenbHoro nytn — 20-58% HenpodmbpomaTos
1-ro Tvna (OMIM#162200), SHH menynnobnactoma
(MB) y nauvenTa < 3neT — cuHgpoM MoprmHa (OMIM
#109400), > 3 neT — cuHEpoM Jlu-dpayMeHu, r1oMbl
BbICOKOI CTeneHu 3rnokayecTtBeHHocTn (MBC3) y
nauneHTa < 18 net 1 pag peHOTMNINYECKX 0cobeH-
HOCTEN — CMHAPOM fedmumMTa penapaumm oLnboyHo
cnapeHHbix Hykneotuaos (OMIM PS276300).
Buomatepuan naumentoB ¢ OFM (OHK, Bbige-
feHHas M3 NIeMKOLMTOB Nepudpepuyeckoin Kposwu),
KoTOpble MOryT ObITb 3anofo3peHsl B Hanuuumn Cr10,
nocfie MeanKo-reHeTUYECKOro KOHCYNbTUPOBaHUA
HanNpaBnAIOTCA Ha reHETUYECKOe UccrefoBaHue C
MOMOLLbIO BbICOKOMPOU3BOANTENBHOMO CEKBEHMPO-
BaHus (naHenb 13 180 reHos «CuHOpPOMBI Npeppac-
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MOJSIOEHHOCTU K OMyXosfieBbiM 3aboneBaHnsM»).
B nccnepnosaHue Bbina BKAOYEHa rpynna nauu-
eHToB ¢ MB SHH (n = 15). 1M 1 B BapuaHTbl Bbinn
BbifBneHbl Y 40% (n = 6) naunentoB. CuHOPOM
["opnuHa Bbin reHeTUYecKky NoaTeepkaeH y 4 naum-
eHToB (MeamaHa BospacTa 1 rop (0,2-1,4)). iBa
nauneHTa UMenu repMuHanbHble MyTauun B reHe
PTCH1 (NM_000264.5) (c.1160G>A, p.(W387X);
€.290dupA, p.(N96Kfs*43), rs1554708751), 2 — B
rede SUFU (NM_016169.4) (c.895C>T, p.(R299X),
rs1590066162; ¢.706_709del, p.(D237Cfs*29)). Bce
NauneHTbl Ha [aHHbI MOMEHT KuBbl. [aToreHHble
repMUHasibHble reHeTUYeCKue BapuaHThbl B reHe TP53
(NM_000546.6) 6binu BbISIBMEHbI Y 2 MaUUEHTOB
(c.742C>T, p.(R248W), rs121912651; c.524G>A,
p.(R175H), rs28934578). 0ba nauveHTa normbnu,
OOVMH OT nporpeccuu 3abonesanHus, opyrom oT nocT-
TPaHCNNAHTALMOHHBIX OCNOXHEHWUN MPU NeYeHun
BTOPMYHOMO OCTPOr0 MUENOMAHOMO NeVKo3a.

Tpn naumenta ¢ MBC3 u MHOXECTBEHHbIMM
NATHaMK LiBeTa «kodoe C MOJTOKOM> UMeNn MyTaLmm
B reHax penapauuun OHK, nossonsiowme noctaBuTb
OMarHo3: CMHAPOM fedpmumTa penapaumm oLnboyHo
CrnapeHHbIX Hykneotupos: PMS2 (NM_000535.7):
€.2552_2555dupGACA, p.H852Qfs* B roMO3MrOTHOM
coctosaHun, MSH6 (NM_000179.3): ¢.3254dupC,
p.(F1088Lfs*5), rs267608087, c.3978_397%ins,
p.(L1330Vfs*12), rs786201855; MSHé6
c.842_857del:p.G283Kfs*3, ¢.3788G>C:p.R1263P.
BapuaHTbl B MSH6 Haxoomnuch B KOMMayHA-retepo-
3UrOTHOM COCTOSAHMM. Y 1 naumeHTKM Hapsay ¢ Bapu-
aHTaMu B reHe MSH6 6bin BbISIBMEH BapuaHT B reHe
CHEK2 (NM_007194.4) ¢.1100delC, p.(T367Mfs*15),
rs555607708. [1Ba mauueHTa U3 3TOW rpynmnbl
pa3BUIM OCTPbIA MIMMADOBACTHLIM NENKO3: 1 naumeHT
normb, OOMH — XKMB 1 Ha AAHHbLIN MOMEHT HaXxoaMUTCA B
nporpeccuv 3abonesaHusi Ha OOHe MMMyHOTEpanuK.

BcTpeuaeMocTb CI10 npum onyxonsx LeHTpanbHOM
HepBHOW cucTeMbl cocTaensieT ~10%, HO B OTAEMbHbIX
HO30M0rnYeckmx rpynnax Moxet gocturate 100%
(SEGA), uTto TpebyeT HampaBneHuUs NaLWMeHTOoB C
O'M Ha MeauKo-reHEeTUYECKOE KOHCYNbTUPOBAHNE U
MOJEKYNSAPHO-TeHETUYECKOe TECTUPOBAHME.
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Paspgen 2.

lNobeautenu noctepHou ceccun KoHrpecca

Orl. TexHonoruu nonyyeHuns EK-knetok
U UX UCNOJIb30BaHUE AJISl NPOBEeAeHUs
KNeToYHOM UMMYHOTEpanuu Npu oCTPoOM
MUESIONHOM JienKo3e y aeTen

M.I". Haymoswuu, E.M. Bawkesuny, A.A. Murac, A.U. NcainkmHa, A.B. lMyHbKo, 10.A. BapoBsckas,

T.B. LLMaH, 0.B. AneiHnkosa

Y «PecnybriMKaHCKuA HayYHO-NPaKTUYECKMI LLeHTP AETCKOM OHKOSIOM UM, reMaToniorum n MMMYHOIOrnm>,

Pecnybnnka benapycb, MUHCKuii pavioH, 4. bopoBrisiHbi

AkTyanbHocTb. B HacTosiLLee BpeMsi BO3MOK-
HOCTW XMMUOTEPANUK B fIEYEHUM OCTPbIX STIENKO30B,
B YaCTHOCTM OCTPOr0 MUESOMAHOrO neiiko3a (OMJT),
AOCTUIMKN CBOWUX Npeaenos. [lanbHenan nHTeHCH-
hvkauma conpsskeHa C BbICOKMM PUCKOM TOKCU-
YECKMX OCMOMKHEHWN. Tak, Bce bornbLuee BHMaHWe
yaenseTca NpPUMEHEHUI0 KNeTOYHON Tepanuu B
neyeHnn OHKoreMaTonormyeckux sabonesaHum y
neteir. OOHWMM M3 NEepCneKTUBHbIX METOLOB ABMS-
eTCa UMMYHOTepanusi eCTECTBEHHbIMU KUISIEPHbIMM
(EK) knetkamu.

MaTtepuanbl M Metoabl. B nccneposaHue
BkMoueHbl 15 nauuentoB ¢ OMJ1 (M3 Hux 4
C PEe3UCTEHTHbIMU K CTaHBapPTHOW XUMUOTe-
panuu chopMamu), KoTopble BbiIM pasfeneHbl Ha
2 rpynnbl: gnsa 8 6onbHbix EK-kneTku bbunm nony-
YeHbl MeTOAOM UMMYHOMArHWTHOM CenekumMn Ha
annapate Clinimacs (Miltenyi Biotec, MepMaHus),
ona 7 nauMeHTOB — METOAOM 3KCMaHCUM Ha
hmaepHbIX KNeTKax, 3KCNPECCUPYIOLLMX PekoMbu-
HaHTHble 6enkun 4-1BBL u MAJ1-21. Bo Bcex cnyuyasx
EK-knetkn Bbinn noflyyeHbl OT ranfiovaeHTUYHOro
poHopa. AkTmBauma EK-knetok nposogunace in
vivo nyTeM BBeAeHus uHTepneikuHa-2 (PoHKo-
neikuH, 000 «HMK «BUOTEX», Poccus) B fnose
1 MnH ME/M? yepes feHb, HauMHaa ¢ aHA —1.
Tpoe 13 7 nauneHTOB BTOPOM rPynmnbl NONYyYUIM
2 posbl EK-kneTok.

PesynbraTtel. CpepHasa posa EK-knmeTok
M YMCTOTaA KIETOYHOM KyNbTypbl COCTaBUIIM
18 x 10%/kr u 77,6%, 53,5 x 10°/kr u 95,2% nns
MaLmMeHTOB NEpPBOM M BTOPOMN FPYMM COOTBETCTBEHHO.
Bbina nokasaHa xopoLuas NepeHoCUMOCTb BBEAEHMS

EK-kneTok, Tonbko y 1 naumeHTa yepes 8 u nocne
MHADY3UM pasBUIICS 3MNWU304 TMNOTEH3UM, KOTOPbIN
BbIn ycnewHo KynMpoBaH. Bce nauneHTbl nomyyanu
WHTEPNENKNH-2 NMOLKOMKHO. Y 4 MauMeHTOB pasBu-
NWUCb MeCTHble peakuuu (6osb, runepemusi, oTek),
B CBSI3W C YeM OHM Bbifin nepeBefeHbl Ha BHYTPU-
BEHHOe BBefeHve npenapaTa. CpegHee KONMYeCcTBo
BBEOEHWI npenapaTa UHTepfieMknHa-2 cocTaBuo
4 (1-6). Y BCex MauveHTOB C BriepBble BbISBIEHHbIM
OMJ1 0TMEUEHO CHUKEHME YPOBHA MUHUMANbHOM
ocTatouHoit Bonesun (MOB) nmocne BBeaeHus
EK-kneTok (p < 0,05). ¥ 2 (50%) 6onbHbIX C pe3u-
cTeHTHbIMK chopmamm OMJ1, kKoTopbIM BbINO BbINOS-
HeHo 2 BeefeHus EK, nMMyHoTepanus nossonuna
A0CTUYb MOPCPONOrMYECKON PEMUCCUM U CHUMKEHUSA
ypoBHa MOB, 4To NO3BOMMIO NPOBECTM 3TUM MaLM-
EeHTaM TpaHCnnaHTaumio reMono3TUYECKUX CTBO-
FI0BbIX K/IETOK. MaKcuMarbHbIi CPpoK HabnopeHus
cocTaBun 6,9 roga, cpeay uccrnegyembix NaUMeHToB
13 skmBbl, 11 HaxopATCA B peMUCCUM.

BbiBopbl. 1. [Toka3aHO NpenMyLLECTBO METOAA
3KCNAHCUMN Ha OUAEPHbIX KNETOYHbIX JIMHUSAX B
OTHOLUEHMM noflyyeHnsa 6Bonee BbICOKON [03bl
EK-kneTtok.

2. MNokasaHa xopoLuas nepeHocMMocTb 1 beso-
nacHoCTb BBefeHus EK-kneTok BHe 3aBUCMMOCTU
oT cnocoba mx nosyyeHus.

3. BbIsiBNEHO OCTOBEPHO 3HAUMMOE CHUMEHWE
MOB npu OMI1 nocne uHdysun EK-kneTok, uto
cBupetenbCcTByeT 06 MX aHTUNENKEeMUYEeCKOM
aKTUBHOCTW.
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Nem3. lecpumT NnMpyBaTKUHA3DI
SPUTPOLIUTOB: XapaKTepUCTUKa
nauneHToB Poccunckon ®Penepaumu

E.A. YepHsk, C.I'. ManH, H.C. CMeTaHuHa

GIBY «HaumoHasbHbIk MeAULMHCKUIA MCCIIER0BATEIbCKMIA LIEHTP JETCKON reMaTosiorum, OHKOIorm

u umMMyHonornm uM. mutpusa Porayesa» Munsapasa Poccun, Mocksa

AkTyanbHocTb. HacnencteeHHasa Hecdepo-
UMTapHaa reMonMTUYecKas aHemMus BCNeLcTBue
nedovunTa nupysatkmuHasel (AMNK) — camas uacTas
Cpenv aHeMuii, Bbi3BaHHbIX LePeKTOM hePMEHTOB
FNMKONM3a 1 ofHa 13 Hanbonee pacnpoCTPaHEHHbIX
HaCNeACcTBEHHbIX HecdepoLMTapHbIX reMonuTuye-
CKMX aHeMui. MHoroobpasune naToreHHbIX Bapu-
aHToB reHa PKLR npuBoauT K BapuabenbHoOCTH
MPOSIBNEHWI 1 3aTPYAHAET AMArHOCTUKY.

Uenb. [laHHOE uccnefoBaHWe MpPOBELEHO C
Lenbio aHanusa cTpykTypbl 3abonesaemoctu [MMK
Ha TeppuTopun Poccum (pacnpeneneHnue no nony,
BO3pacTy, TeuyeHuio 3abofnieBaHnsl, BO3MOMXKHbLIM
OCIIOSKHEHUSAM).

MaTepuanbl U MeToabl. B peTpocneKTUBHbIH
aHanms 3a nepwvop 2013-2020 rr. 6b1M BKMAIOYEHBI
43 nauveHTa. Bcem naumeHTaM Bbino NpoBeneHo
reHeTnyeckoe obcnenoBaHne MeTOLOM BbICOKO-
npousBoamTeNnbHOro cekseHnposaHus [IHK HoBoro
nokonenus (NGS) ¢ TapreTHoi naHenblo, BKIOYa-
toLen 75 reHos.

Pesynbtatbhl. B reHe PKLR romMo3uroTHble
MyTauuu obHapyseHbl y 11 (25,6%) nauu-
EHTOB, KOMMayHA-reTepo3nroTHbie MyTaummn — y
32 (74,4%) 6onbHbIX. BONbWMHCTBO COCTaBUNM
MucceHc-MyTaumu — 59 (78,7%) us 75. CaMbiMu
yacTbiMM MyTauusamm reda PKLR 6binn ¢.1456C>T
(n = 13; 17,3%), ¢.1529G>A (n = 13; 17,3%).
He onucaHHble paHee MyTauuu BbISBMIEHbI Yy
19 (44,2%) 6onbHbIX. Y 43 NauMeHTOB BblLeneHo
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36 reHoTunos C Haubonblwen 4YacToTon —
€.1529G>A/c.1529G>A (n = 4; 11,1%). Pacnpene-
nexue no nomy coctaBunio 1:1,53 (MysKCKOM:KeH-
cKui). MeaomnaHa Bospacta — 5 net 1 mecay (ot
4 mecsiues 10 26,5 ropa). Y 42 (97,7%) nauveHToB
B TEYEHWEe XWM3HW npoBedeHa xoTa Bbl 1 TpaHc-
doy3nsa 3puTPOLMTHON Macchl, 06eQHEHHOW IENKO-
uMTamMun 1 TpoMboumTamMm NpU NOMOLLM OTMbIBaHMUSA
n unbTpaumMm: MUHUManbHbIA Bo3pacT gebioTa
TpaHCy3MOHHOM 3aBMCMMOCTU — 1 CyT, MaKcu-
ManbHbIn — 4 ropa. lMepeas TpaHcdysus oo 1 roga
BbinonHeHa 40 (93,0%) nauueHTaM. B KnuHuke: y
32 (74,4%) nauneHTOB BbisiBlIeHa UKTEPUUYHOCTb
KoKW n/vnu cknep, y 29 (78,4%) ns 37 — cnne-
HoMeranus, y 29 (67,4%) — renatomeranusa. Us
OCIOMKHEHWUI OMUCaHbI: XeYHOKaMeHHas bonesHb
y 7 (16,3%) naumeHTOB, neperpyska skenesom — y
11 (25,6%). CpenHwii BO3pacT Havyana XenaTopHoit
Tepanuun 4,8 + 3,8 ropa (ot 1 no 16 neT). CnnexHak-
Tomus BbinonHeHa 10 (23,3%) naumeHTaMm, TpaHc-
dysnoHHaa HesaBucuMocTb Be3 HopMmanusauuu
remornobuHa pocturHyTta y 5 (50%). MeaunaHa
BO3pacTa onepaTuMBHOro BMeluaTenbcTBa: 6 net
6 MecsueB, MMHMManbHbIN Bo3pacT — 1 ropf
4 mecsua, MakcuManbHbin — 14 neT 4 Mecsua.
BuiBopbl. [IK siBNsieTca penkum 3aboneea-
HWEM, XapaKTepu3yloLWUMCsa paHHUM AebioToM C
TSKEMbIM TeueHneM 3abonesanus. CnneHakToMusA
He MOXeT paccMaTpuBaTbCH Kak MOTeHUManbHo
KypaTvBHbI MeTOL Ans Bcex naumenToB ¢ [AMNK.
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feM2. ®aKTOpbl pUCKa pasBUTUA BEHO3HbIX
TpoMb030B y feTei U NOAPOCTKOB C NIMMPhOMaMHm

[O.A. EscTpartos, [1.A. XXapkos, H.B. MsikoBa

GIBY «HaumoHasbHbINi MeaULMHCKUI MCCIIeR0BATETbCKUI LUEHTP AETCKOM reMatosiorum, OHKOorm

n uMMyHosorum uM. [imntpus Porayesa» Munsapasa Poccumn, Mocksa

AKTyanbHocTb. Y feTeil 1 NOAPOCTKOB C IMMAD0-
MaMW, TaKKe Kak M ¢ oCcTpbiM NnMdobnacTHbIM
nevikosom (OJ11), no maHHbIM pspa UccrenoBaHui,
OTMEYaeTCs BbICOKMA PUCK Pa3BUTUA BEHO3HbIX
Tpombo308B (BT) (*Kapkos M.A. u coasT. TpomMb03bI
rnybokunx BeH y petei ¢ 3abofnieBaHMAMU KpPOBW.
Oukorematonorus 2019; 14 (1): 20-30. Athale
U., et al. Epidemiology and Clinical Risk Factors
Predisposing to Thromboembolism in Children With
Cancer. Pediatr Blood Cancer 2008; 51 (6): 792-7).
HecMoTps Ha 9T0, NCCNEAOBaHUI, KOTOPbIE NMO3BO-
nunu Bbl BbIBUTL MALMEHTOB C HaUBOMbLUMM PUCKOM
BT B HacToALLMIA MOMEHT, HET.

Llens. Boisinenve chakTopos pucka BT y peTelt n
MOAPOCTKOB € NIMMdOOMaMM.

Martepuansbl U MeToabl. B nuccnenosaHve Brio-
Yyanucb naumeHTbl fo 18 net ¢ nepsuYHLIMK NUMADO-
Mamu, nonyyaswue Tepanuio 8 HMUL OION um.
OmuTpus Porauesa ¢ aHeapsa 2013 r. no gekabpb
2019 r. Kputepuamun ncknioveHns boinu: npepLue-
CTBYIOLLAS Tepanua B OPYroM LieHTpe B obbeme,
MPEBbILLAIOLLEM LIMTOPEOYKTUBHYIO hasy, NOATBEPIK-
[IEHHbI MepBUYHbIA UMMyHOaedMumMT (n = 20),
cMepTb B TeyeHne 1 Hep oT Havyana 3abonesaHus
(n = 1). Cbop mMaTepvarna NpOBOAMICS Yepes Meau-
LUMHCKYI0O MHPOPMaLUMOHHYI0 cucTeMy. TpoMbos
cuuTancs cumnToMatudeckum (cBT), ecnu y naum-
eHTa Obin BbIABMEHbI KIIMHUYECKME MPUIHAKMK.
Cratuctnyeckan obpaboTka NomyyYeHHbIX LaHHbIX
nposoamnach ¢ noMoLbio nporpammel XLSTAT 2020
(Addinsoft, ®paHuwms). CpaBHEHME KONIMUECTBEHHbIX
nepeMeHHbIX NPOBOAMITOCH METOAOM MaHHa—YUTHW.
OnpeneneHve akTOpoB pucCKa MNPOBOAMMIOCH
METOAOM NOrMCTUYECKOW perpeccum B MHOrodpak-
TOPHOM aHanwu3e. OnTUMasibHoe NoPoroBoe 3HaveHne
onpepensanocb ROC-aHanusoM. Pasnuumna mexay
CPaBHMBaEMbIMW NMapaMeTpaMu CUUTanu CTaTuCTU-
YECKM 3HAUMMbIMK Npu 3Ha4YeHumn p < 0,05.

PesynbTaTbl. B nccnepnosanne 6binu BKNIO-
YeHbl 262 naumeHTa. 3a BbIbpaHHLIN Nepuog, Habnio-
nexus boin BoisieneH 71 anusopn BT y 65 nauneHToB
(24,8%, 95% posepuTenbHbi uHTepsan (ON) 19,6—
30). KyMynsTuBHas BeposiTHOCTb pa3euTus cBT Ha
400-1 peHb HabniopeHusa cocTasuna 8,1% (95% N
5,4-12,2), a acumnToMaTuueckoro BT (aBT) - 18,7%

(95% OW 14,4-24,2). CTaTUCTUYECKM 3HAUUMBIX
pasnunumin B yactote BT, cBT v aBT B 3aBucumMocTn
OT nona, rMCcTONOrMYeCcKoro Tuna, cTaaum He Bbino.
CpenHuii BospacT nauvenTos ¢ BT (12,1 + 4,2 roga)
Bbin nocToBepHo bonblue, yeM y nauueHTos 6e3 BT
(10,3 + 4,7 ropa), p = 0,009. Metogom ROC-aHa-
nM3a onTMManbHOe MOpPOroBOe 3HayeHue cocTa-
BUNO 2 12 neT. Takxe uMenca TpeHa B OTHOLLEHUM
Bonee Bbicokow yacToTbl BT y maumentoB ¢ He-0
rpynnoi kpoem (28,6%) no cpasHenuio ¢ O(1) (17,2%),
p = 0,05. Y nauneHToB C NopaMeHneM CcpenocTeHus
yacToTa BT 6bina Bbiwe (34%), yeM y BorbHbIx 6e3
nopaskenus cpepoctenus (19,4%), p = 0,01. Ontu-
MarbHbIM NOPOroBbIM 3HaYeHNeM obbema onyxonu B
cpenocTeHun 6bin V > 250 mn. Yactota BT y naum-
€HTOB, KOTOpbIE NOManu B OTAESIEHNE peaHMaLMmn 1
nHTeHcuBHoM Tepanuu (OPUT) B cBsiau ¢ passuTveM
MU3HEYrpoxaioLLero coctosiHus (OPUT+), cocTasuna
50%, a y ocTanbHbIx nauveHTos — 21,8% (p = 0,002).
B Tabnuue npencTasneHbl pesynbTaTbl MHOrOhaK-
TOpHOro aHanu3a )akTOpPOB pUCKa Ha pa3suTue BT
v cBT.

MHorodakTopHbI aHanus chakTopos pucka BT
n cBT y neteu u noapocTkoB ¢ nuMmcpomamu

MHorodcpak- MHorocpak-
TOPHbIN TOPHbIV
dakTop aHanus 3Have- aHanus chak- 3Haue-
pucka chakTopos HMe p  TOPOB pUCKA  HUe p
pucka pas- pasBuTUs
BuTUA BT cBT
BospacT 2,3 (95% On 7,6 (95% OU
>12 ner 12-43) 001 2-28.9) iR
Ipynna 2,1 (95% an 5,1 (95% oM
KpOBU He-0 114.2) (208 sl 19 i0) N T2
0bbem ( (
Onyxonu B 2,1 (95% On 4,5 (95% 0N
CpefocTeHnm 1,1-4,1) 0.03 1,6-12,3) 0,004
> 250 mn
3,3 (95% O 4,1 (95% O
OPUT+ 1.4-7.7) 0,005 1.3-13.5) 0,02

BbiBoabl. BospacTt nauneHToB 2 12 nert, rpynna
kposu He-0, obbeM onyxonu B cpegocteHnn > 250
Mn u rocnutanusaums B OPUT B cBssn passutnem
JM3HEYPOXKAIOLLIEr0 COCTOAHUA ABMAIOTCA He3a-
BUCMMbIMK chakTopammn pucka BT u cBT y peteri u
MOAPOCTKOB C NMMMA)OMaMM U MOryT BbiTb UCnonb-
30BaHbl A9 MOCTPOEHWUSA NPOrHOCTUYECKOW Mopenu
pucka passutusa BT.
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Pa3spnen 3.

lNocTepHble goknagel yyacTHuMkoB KoHrpecca

Or2. fiumcoma XoakkuHa y peteu
YenabuHckon obnactu: cTpykrypa
3abonesaeMoCTH, BbI)KUBAaE€MOCTb

E.B. Tennbix, J1.B. Mouceesa, N.WU. Cnnuak

Y3 «YenabuHckasa obnacTtHas neTckas KimHuyeckas bosnbHuua», YenabuHck

nMcpoma XomwkuHa (JIX) — aTo 3nokaue-

CTBEHHas OMyXxoSib NMMMOULHON TKaHU C

KNoHanbHOW nponudpepaumnen B-kneTok
3apOoAbILLEBbIX LEHTPOB NNMMATUYECKUX Y3I10B,
3aHMMaeT 5-e MeCcTOo No yacToTe BCTpevae-
MOCTWM Cpeau 3110KayecTBEHHbIX HOBOObBpa3so-
BaHWM y feTeln n cocTaenseT 5—7% B CTPYKType
oHKo3abonesaHun. 3abonesaemocTb JIX y neten
cocTtasnset 0,7-0,9 Ha 100 000 getckoro Hace-
NEeHNs, No AaHHbIM MEXAYHAPOLHbIX PerucTpos.
JIX — ofiHa 13 Haubonee XOpoLLIO M3feunBaeMbIxX
onyxonen y neteu, obLuasi 5-neTHSASA BbIMBAEMOCTb
cocTasnset 87-93%. lNpoBeneHa oueHKa CTPYK-
Typbl 3aD0/1€BAEMOCTU U BbIKMBAEMOCTM NALMEHTOB
peTckoro BospacTa c J1X B YenabuHckon obnacTw.
3a nepuopn ¢ 2016 no 2021 r. Ha 6ase peTckoro
oHKonornyeckoro otaenexus N6Y3 YOOKB npone-
yeHbl 30 naumenTtoB c JIX. ExerogHo uucno
BMepBble BbISBMEHHbIX MALMEHTOB COCTaBMAANO OT
4 po 7, B cpenHeM 6 bonbHbIX B rof. CpeaHss 3abo-
nesaemocTb JIX y peten YensbuHckon obnactu
coctasuna 0,84 Ha 100 000 petckoro HaceneHwus,
YTO COOTBETCTBYET MEMAYHAPOAHbIM LaHHbIM.
Cpeav naumneHToB bbino 19 (63,3%) ManbunKkos u
11 (36,7%) neBouyek, COOTHOLLUEHME MafbUMKM:
neBouyku coctasmno 1,7:1. B Bo3pacTHOM CTPyK-
Type npeobnagana nogpocTkoBas rpynna: geTtu
oT 3 0o 6 netr — 5 (16,7%), ot 6 po 10 net —
2 (6,7%), ot 10 po 14 net — 12 (40%), ot 15
po 18 net — 11 (36,7%). Mo ctapun 3abone-
BaHWA MaLMEHTbl pacnpefenunucb CnegyoLwmnm
obpasom: | ctagma — 1 (0,3%), Il cTtagus —
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17 (56,7%), Il cTapms — 5 (16,7%), IV cTagus —
7 (23,3%) naumeHTos. Mo rUCTONOMMUECKUM BapW-
aHTaM npeobnagan HOAynApHbIA ckneposd — 15
(50%) naumeHTOB, CMeLLaHHO-KIEeTOYUHbI BapuaHT
n numdonaHoe npeobnapavue no 7 (23,3%)
CrnyyaeB, HOQYNSAPHbIA BapuaHT ¢ NUMAONAHbLIM
npeobnanavnem — 1 (3,3%) naumeHT. B kKNuHUye-
CKOW KapTuHe Hanuune B-cumnTomMoB 0TMeYeHo y
19 (63,3%) 6osbHbIX. IKCTpaHoAasbHas floKanu-
3auus BbiseneHa y 8 (26,7%) nauneHTtos. JleyeHne
nposoaunocb no npotokonam DAL-HD-90 -
16 (53,3%) naumentos, DAL-GPOH-2002 - 14
(46,7%) bonbHbIx. B HacToswee BpeMs 29 (96,7%)
NauMeHTOB HaxopATCA B cTaTyce pemuccun 3abo-
nesaHus. OguH (3,3%) naumeHT ¢ nepeuuHO-ped-
paKTepHbIM TeYeHVeM 3aboneBaHns yMep, NonyymBs
6 bnokoB nonuxmMuoTepanuu, Nyyesylo Tepanuio,
Tepanuio bpeHTykcumaboM BeOOTMHOM nepef
NNaHUpyloLWencs ayToNnorMyHon TpaHcnnaHTa-
LUMeNn reMono3TUYECKUX CTBOSOBbLIX KMETOK, OT
nporpeccuv 3abonesanus. OpuH (3,3%) nauneHT
C paHHUM peuuanBoM 3aboneBaHMs NMponeveH B
OOKE Nel r. EkatepuHbypra. lNocne 3 6nokos BB
AOCTUIHYT MOSMHbIK MeTabonuueckun OTBET MO
[aHHbIM NMO3UTPOHHO-3IMUCCUOHHOM ToMorpadmu/
KOMMbIOTEPHON TOMOrpadun, BbINOMHEHA ayTo-
MOrMYyHaa TpaHCMAaHTauusa remMonoaTUYecKumx
CTBOJIOBbIX KIIETOK M Ha AaHHbIi MOMEHT CPOK
pemuccun 3abonesaHus cocTaBnfetr 2 roga.
Takum 0bpa3oM, obLas 5-NEeTHASA BbIXMBAEMOCTb
peteit ¢ J1X B Yenabunckoi obnactu coctasuna
96%.



Ol3. PaspaboTka cucteMsl

aBTOMaTUYECKOro fleTeKTUPOBaHUSA
U Knaccudpmkaumm TUNOB KJIETOK KPOBU
U KOCTHOr0 Mo3ra ¢ npuMeHeHueM
rnyboKux CBEPTOUHbIX HEUPOHHbIX

ceTeu

C.A. NnsacyHosal, T.B. Konioxosal, A.C. CnimHuH!, A.M. MewepsikoBa?, A.M. "pomoB?

1PrBY «HaumoHanbHbIk MeauUMHCKNIA UCCIIeq0BAaTEIbCKUI LIGHTP AETCKOM reMaTosiornm, OHKOSI0ru

n ummyHonorum uM. [mutpus Porayesa» MuH3gpasa Poccun, Mocksa
2[lnatchopma «TpeTbe MHeHue», MockBa

AKTyanbHoCTb. MMWKPOCKOMMSA Ma3Ka KpOBM
ABMAETCHA YHMBEPCaNbHbIM TECTOM MpU AUarHo-
CTUKE MHOIMX MNaTofIOrMYECKUX COCTOSAHUNA U
LUMPOKO NPUMEHAETCA B MPaKTUKe Bpaya npak-
TMyeckn nobon cneumanusauumn. ExeropHo
Bo BceM Mmupe okono 120 000 nabopaTtopwuii
npoBoaaT okono 600 MnNH Mopdhonornyeckmx
aHanu30B Ma3KoB Nepudepuyeckon KpPOBMU.
CBOEBpPEMEHHO MOCTABMIEHHbIN TOYHbIA AMarHos
obneruvaet BbIbOp MeTofLa NeYEHUA U 3HAUU-
TeNbHO MOBbILIAET BEPOATHOCTb BbI3AOPOB-
neHus 6onbHoro. lpuUMeHeHWEe HENPOHHbIX
ceTen ABNseTcA OAHWM M3 cnocoboB MOBbI-
WweHna 3PEPEeKTUBHOCTU MEAULUHCKOW
OMarHOCTUKM.

Lenb. Co3nanue anroput™a (c npumMeHeHvem
CBEPTOYHbIX HEMPOHHBIX CeTel) Ans aBToMaTUYe-
CKOrO JEeTEKTUPOBaHUA U KacCuduKaumm TUnos
KIMETOK KpoBM Ha ouMdpoBaHHOM Maske nepude-
PUYECKOW KPOBM 1 KOCTHOIO MO3ra.

MaTtepuanbl n Metopbl. bbinu paspaboTaHsl
YHUKaSbHbIV KNaccumkaTop KNeToK KPOBM U KOCT-
HOro Mo3ra, Bkovalowwmin B cebs bonee 70 Tmnos
KNEeTOK, N MHCTPYMEHT pa3MeTku. bbina BoibpaHa
CTPYKTypa oByuyeHus HEWpOCeTU C YyuuTenem,

apXUTEKTypa KOTOPOW — yCpPeAHEeHUe apXUTEKTYp
Resnet-50 n Resnet-101. ina peleHus 3agauu
obyueHus Boina cobpaHa u pasmedeHa BbIBOpKa,
BKMlovalowas B cebsa bonee 60 ThiC. YHUKANbHbIX
n306pakeHnin KINeToKk NepudIeprUUYECcKoi KPoBMU U
KOCTHOIO Mo3ra.

Pe3ynbTaTtbl. Pe3ynbtaTt 3aknioyaeTcs B peanu-
3auuy anropMTMa aBTOMATUYECKOrO OEeTeKTUpO-
BaHUsA, KnaccuduKaumm TUNOB KMETOK KPOBU U
WX nofcyeTa C NOMOLLUbIO FyBOKMX CBEPTOYHbIX
HEeMpOHHbIX ceTen. TekyLlas Bepcusa anropuTma
pacnosHaeT 34 Tvna KMeToK C TOYHOCTbIO pacnos-
HaBaHuA B guanasoHe ot 55,1 no 100%. MenunaHa
TOYHOCTWU pacno3HaBaHua cocTasnset 83,8%.
MonyuyeH nateHT RU2732895C1, anroput™ oTKpbIT
ons cBobogHOro MCMONb30BaHUS Ha calTe Hayu-
HOro mapTHepa, pesungeHTta Ckonkoso lMnatcopma
«TpeTbe MHeHue» — https://3opinion.ai/ru/blood_
cells/904#demoPageOutput.

BbiBopabl. [py npaBuibHOM Noaxone K Moaro-
TOBKE, pa3MeTKe AaHHbIX, pa3paboTke anroputMa
BO3MOXHO MOSlyYEeHUe BbICOKUX pe3ynbTaToB
TOYHOCTWU pacno3HaBaHuA KneTok. bnaropaps
3TOMYy NoAoc6HbIE CUMCTEMbI MOMyT BbICTynaTb B
KayecTBe aCCUCTEHTOB Bpayen-Mopdosioros.

Pediatric Hematology/Oncology and Immunopathology
2021 | Vol. 20| 2 suppl 1 | 94



Or4. Octpein numMdrobnacTHbIN
JIEUKO3 U3 paHHUX NpefaLlecTBeHHUKOB
T-KneToK: pe3ynbTaTbl NIeYeHUs

B paMKax uccrenoBaHus
OJ1J1-MockBa-bepnuH

l0.I". depntokoBal, 3.I'. boitueHko?, A.M. Monoe®, T.A. Makaposa?, U.A. Mapby3oBa?,
C.A. bopoHuHa?, H.A. dunatosa?, I'.P. LLlapanosa“, B.H. ®okuH®, M.A. Pakos?,
0.B. MakapoBa’, A.H. LLlanounuk?®, J1.W. }apukoea®, 10.B. PymsHuesa®, A.U. KapauyHckuin®

1OIBY «HaumoHanbHbIf MEAUUMHCKUI MCCIEA0BATENLCKMIA LUEHTP OHKonornm uM. H.H. letposa» MuHsapaBa

Poccuu, CaHkT-lleTepbypr

2CI6 'bY3 «[leTckuii ropoACKO# MHOronpoGhubHbINA KITMHUYECKUI CrIeLMann3upoBaHHbIi LIEHTP BbICOKMX MEAN-

LUMHCKNX TexHornormi», CaHkT-lleTepbypr

SOIBY «HaunoHanbHbIf MEAULMHCKWIA MCCIIEA0BATENBECKUI LIEHTP IETCKOM reMaTonornm, OHKOSIOruu U UMMYHO=

norum uMm. [imntpus Porayesa» MuH3apasa Poccumn, Mockea

‘BY XMAO—IOrpb! «HuHeBapTOBCKas 0651aCTHasA AETCKas KIHuYecKas bonbHuua», HuxHeBapToBCK

506Y3 «MBaHoBCcKas obriacTHas KiimHu4yeckas 6osbHuLa», IBaHoBo
*I'bY3 «bpsHckas obnacTHas netckas 60/1bHULa», bpsAHCK

'TBY3 «06nacTHas geTckasi kiuHudeckas 6onbHuua Nel», EkatepuHbypr

8['BY3 «OpeHbYyprckuii 0611acTHOM KITMHNYECKUI OHKOSIOrMYeckuii aucnarHcep», OpeHbypr

AKTyanbHocTb. HecMoTpsa Ha 3HauuTesbHble
LOCTVKEHWS B JIEYEHUN NALMEHTOB C T-KNETOYHBIM
0CTpbIM NMdpobnacTHbIM neitkosom (OJ1]1), B
HacToslee BpeMA uMeeTcs rpynna 60nbHbIX,
MPOrHO3 KOTOPbIX OCTaeTCcsA KpanHe Hebnaro-
NPUATHBIM. BONbLUMHCTBO MCCenoBaHUM, NOCBA-
LLeHHbIX AaHHoM npobreMe, MokasbiBaloT, YTO
naunenTbl ¢ OJ1J1 n3 paHHux T-nuHenHbIX npepLe-
cTBeHHuKoB (ETP-OJ1J1, ot aHrn. early T-precursor)
3HAUMTENBHO XY3Ke NleyaTCcsl C MOMOLLbIO Tpaguum-
OHHOM XMMWOTepanuu, yem BonbHble C APYruMu
nogsapuaHtamu T-0J1J1.

LUenb. YcTaHOBUTbL 0COBEHHOCTM KIIMHUYECKOTO
TeyeHus ETP-OJ1J1 n ero ucxogbl y geten, kotopble
nonyyanu fieyeHne B COOTBETCTBUM C MPOTOKONaMM
Onn-Mb 2008 v OIN-MB 2015.

Martepuanbl u Metopbl. [lpoBeneH petpo-
CMEeKTUBHbIA aHanu3 uctopuin bonesHu peten c
omarHosoM ETP-OJ1/1, koTopble nofyyanu neveHne
B KITMHUKaX-y4yaCTHULLAX KOOMEPATUBHOIO UCCMNERo-
BaHus OJ1/1-MockBa-bepnvH 3a nepuop ¢ aekabps
2011 r. no Hosbpb 2019 r. B aHanu3 BkmoyeH 31
naumeHT ¢ nepeuyHbiM T-OJ1J1 B BO3pacTe oT 3 fo
17 net (mMenmaHa 10 net), 25 (80%) mManbumnkos u
6 (20%) neBoyek. [lnarHo3 oCTporo neikosa ycTa-
HaBNMBAJICS HA OCHOBAaHWWM CTaHZApPTHOro Mopdho-
NMOrMYECKOro U LUMTOXUMUYECKOIO UCCREenoBaHui,
OaHHbIX NPOTOYHON LUMTOMETPUM, LUTOreHeTnYe-
CKOI0 MU MOSEKYNSAPHO-TEHETUYECKOr0 UCCeno-
BaHui. [poToyHas uMTomMeTpus 0bpasLLIOB KOCTHOMO
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Mo3ra BbinonHanacb Ha 6ase ®IbY «HMUL IM0U
nM. ImnTtpuns Porauesa» Munagpasa Poccuu. MNaumn-
EHTbl MONyyYanu Tepanuio CorfacHo NPoOTOKoNaM
0J1/1-MB 2008 (25%) n 0NJ1-MB 2015 (75%).

PesynbTaTtbl. Xopowuii oTBeT Ha npodrasy
[EeKCaMeTa30HOM Ha 8- oeHb Tepanun MHOYKUUK
(bnacTbl nepudpepnyeckoin kpoeu MeHee 1000
B 1 Mkn) Habmiopanca y 20 (64%) u3 31 nauu-
eHTa. Ha 36-i feHb Tepanuu uHaykumn 21 (67%)
MauMeHT JOCTUI MOJSIHOW KITMHMKO-remMaTonornye-
cKoW pemuccum. BoceMb (26%) neteit 6binu nepe-
BELEHbI B FPYMNYy BbICOKOrO PUCKa C NOCERYIOLLIMM
BbIMOSIHEHWEM TPaHCMIaHTaLUMN FEMOMNO3TUYECKUX
CTBOJSIOBbIX KMETOK. [1poponkmTensHoCTb Habrio-
[IeHns cocTaBuna oT 2 Mec fo 7 neT (MeamaHa 28
Mec). B HaweM uccnepnoBaHun 3-neTHss obLias
BbI)KMBAEMOCTb MaumeHtoB ¢ ETP-neinkemwnei
coctasuna 83,5%, 3-netHas beccobbiTuiHadA
BbIXMBaeMocTb — 58%. KyMynsatueHas yacTtoTa
peungmBa coctaBuna 7%. CnyyaeB cMmepTu B
MHOYKLUMN U TOKCUYECKON NeTanbHOCTM 3aperu-
CTPUPOBaAHO He Bblno. EAUHCTBEHHON MPUUYUHOM
neTtanbHOCTU Bbila nporpeccus 3aboneBaHus,
obycnoBfneHHast pe3UCTEHTHOCTLIO K NMPOBOAUMOW
XMMMoTEpanuu.

BuiBoabl. JleueHne 6onbHbix ¢ ETP-0J1J1
TpebyeT MHAMBMAYaNbHOrO MOAX0Aa, MPOBEAEHUA
PVCK-aaanTMPOBaHHOM Tepanun, CBOEBPEMEHHOIO
BbIMOJIHEHUSA TPAHCMAHTaLMN KOCTHOrO MO3ra TeM
nauMeHTaM, KOMy OHa MoKa3aHa.



Or5. KnuHnuyeckuin cnyyan nospHero
U30JSIMPOBAHHOr0 HepopeLumamBea
ocTtporo nuMcobnacTHoro fnenkosa

C MacCMBHbIM NOpaxeHUeM BeLlecTBa

roJlIoBHOro Mo3ra

J1.A. bensikosa, E.B. MHiowkuHa, E.10. Knumosa, C.B. AHownHa, M.IO. NaepyxvHa,
E.B. lopoxosa, [1.A. Makaposa, E.B. CotHukosa, E.I0. ApucTtosa

'6Y3 MO «MockoBckuii 0b6r1acTHOM OHKOTOrMyeckuii aucnaHcep», banawmxa

AkTyanbHocTb. YacToTa BCTpeYaeMoCTu
NO34HMUX WM30NIMPOBAHHbIX HEWpPOpPEeLUMANBOB C
MaCCMBHbIM NOPAaXEeHWEM BeLLeCcTBa rOfI0BHOIO
MO3ra O4eHb HU3Kasa U cocTasnseT okono 1-2%.
MauneHTbl JaHHOW Fpynnbl NOMyYaloT NPOTMBOpE-
LMAMBHYIO Tepanuio C NocneayloLLen TpaHcnIaHTa-
LMen KOCTHOro Mo3ra.

Uenb. OnucaTb KnuHMuyeckoe HabniogeHue
nauneHTa ¢ M30NMPOBaHHbLIM NO3OHUM Helpopeumn-
OMBOM ocTporo numdaobnacTHoro nernkosa.

Matepuanbl u Metopbl. bonbHoit b. B aBrycrte
2017 r. 3akOHYMA Tepanuio No NOBOAY OCTPOro
numdpobnacTHoro nenkosa. 27.11.2020 pebeHok
He CMOr CaMOCTOSITeSIbHO BCTaTb CO CTyfa, Pe3ko
noyYyBCTBOBasn cnabocTb B NIEBOM HOre M He3Ha-
ynTenbHylo cnabocTb B neson pyke. 02.12.2020
MOBTOpPHbIA 3nu3od, crnabocTb B feBon Hore,
pebeHOK He CMOIr CaMOCTOATENbHO BCTaTb C
KpoBaTu. ObpaTunucb K HEBPOSOry Mo MecTy
MuTenocTBa. PebeHOK HanpaBneH Ha MarHuT-
HO-pe3oHaHCHylo ToMorpaduio (MPT) ronosHoro
mo3sra. MPT ot 04.12.2020: B KOHBEKCUTASbHbIX
oTAenax npasoi NobHo-TeMeHHon obnacTu, napa-
carutTanbHO, C pacrnpocTpaHeHWeM Ha feBylo
nobHo-TeMeHHylo 0bnacTb onpenenseTca cConuaHoe
obpasoBaHMe C M30MHTEHCUBHLIM CUFHAMOM Mo
T2- n T1l-B3BelleHHbIM U30bpaskeHnaM, Henpa-
BUSIbHOW (DOPMbl, C YETKUMU HEPOBHbIMU KOHTY-

paMu, LIMPOKMM OCHOBAHMEM Mpuiexaliee K
MO3roBbiM 060noukaM, pasmepamun 101 x 90 x 58
MM (carmTTanbHbIi—NonepeyYHblt—BepTUKaNbHbIN
pa3Mepbl Ha MOCTKOHTPACTHbIX cepuax n3obpa-
weHuin). KoMnpeMmupyeT npuneskalime oTAesbl
MO3ra, CMellaeT CpPeauHHble CTPYKTYpbl BMEBO
no 22 mM. B natepanbHoM oToene gaHHoro obpa-
30BaHuA (Ha ypoBHe npaBoi NOBHO-TEMEHHOW
obnactu) onpepensetcs efUMHUYHbIA yyacToK
reMopparnyeckoro nponuTbIBaHUA, pa3MepoM [0 6
x 3 MM. 3agHuit por npaBoro HOKOBOro Xefnynoyka
oTTecHeH obpa3oBaHneM. BOKOBble Xenyaouku
Mo3ra He pacLumpensbl. Il enygoyek LMpuHOM Ao
2 mMMm. IV skenynouek — basanbHble LMCTEPHbI HE
“3MeHeHbl. XnasmanbHas obnactb 6e3 ocobeHHo-
CTeMn, TKaHb runodmsa nmeeT 0bbIYHBIA CUrHan,
BEPTMKamnbHbIA pasmep runocusa 2,7 mm. Cyb-
apaxHoupanbHble KOHBEKCUTasbHble NPOCTPaHCTBa
CY)KEHBI.

PesynbTaTthl u o6cyxpenue. C 04.12.2020
HayaTo NpoBefeHne NPOTUBOPELIMANBHON NONUXU-
mMuoTepanuu no nporpamme ALL-REZ BFM 2002.
Ha doHe npoBopmMoit Tepanuu no gaHHbiM MPT
o1 11.01.2021 oTMeyaeTCA BbipaMeHHas NOMOKN-
TenbHas AMHaMUKa B BULE HUBESIMPOBaHUA JAHHOMO
obpasoBaHus.

BeiBogbl. OTMeUaeTCs MOMHbIN OTBET Ha POHE
MPOBOAMMON MOSIMXMMUOTEPANUK.
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Olr6. HeTunuyHasa npeseHTaUuna OCTPOro

MuenobnacTHoro yieMkosa

3.B. fkynosa, 3.®. AMuposa, A.W. MaxoHuHa, A.B. MuHnbaesa, B.5. MaxoHwuH,

P.P. Baiipamrynos

'6Y3 «PecnybnnkaHckas AeTCKas KMHn4Yeckas bosbHuua», Yba

eBouka, 1 rog 7 mecaues. locTtynuna B

XMPYypruyeckoe oTaeneHne c xanobamu

Ha MNoABMEeHWe OfbIWKM Npu HebonbLloW
dpusnyeckon Harpyske, yBefiMueHwe rpynHoW
KNeTkn cnesa, crnabocTb. YKasaHHble CUMNTOMbI
pasBunncb B TeveHne 2 Hefd. OBBEKTUBHO MOHM-
)KEHHOEe MuTaHue, Bec 8 Kr, rpyfHasd KneTtka
crneBa Ha ypoBHe 3—5-ro pebep no cpegHeknio-
YNYHOW NMHUK [eddOPMMPOBaHa, BO3BbILLAETCS Ha
BbicOoTy Bbonee 1 cM, nanbnaums BesbonesHeHHas.
MeueHb, ceneseHka, nepucpepuyeckme numda-
TUYECKME Yy3Mbl He yBenn4yeHbl. AyCKynbTaTUBHO
creBa dbixaHue He nposoamnTcs. B obliem aHanuse
kpoBu (OAK) npu nmocTynneHun remorniobuH
124 r/n, TpoMbouutbl 297 x 107, nelkouMUTbI
26 x 107, nanoukosinepHble 14, cerMeHTOsnEPHbIE
49, 303vHOCuNbI 1, MOHOUMTBI 8, NMdounTbl 28.
C-peakTvBHbIN BEMNOK, NMPOKanbUMTOHUH B HOPME,
KpOBb CTepunbHa. buoxummnyeckre nokasatenu B
npepenax BO3pacTHOW HOPMbl, NakTaTaeruapore-
Hasa 445 epn/n. MNpu NpoBefeHUN KOMMbIOTEPHOM
ToMorpadpun rpynHas Knetka pedopMupo-
BaHa, niesas nofnosuHa B obbeme Bonblue, Bbiby-
xaeT knepean. KoCTHble CTPYKTYpbl Ha ypOBHe
nccnepnoaHua 6e3 0ECTPYKTUBHBIX U3MEHEHWUI.
CneBa nerkoe yMeHblUeHo B obbeMe, kKonnabu-
poOBaHO, NneroyHas TkaHb cybToTanbHO 6e3BO3-
poylwHa. Bcio nesylo NofnoBMHY NONOCTU MPYLHOM
KNeTKM 3aHMMaeT obpa3oBaHue, LeHTPasnbHO npea-
CTaBMEHHOEe, C KMAKOCTHbIM COAEPXUMbIM, MO
nepucepun ¢ MaCCUBHLIM MAMKOTKAHHbIM KOMIMO-
HEHTOM, KOTOpPbI/ HaKanmMBaeT KOHTpacTHOe
BewecTBo. JleBoe nerkoe MydToobpasHo
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OKYTaHO BbILLEOMNMUCaHHbIMU U3MeHeHnamn. Cpepo-
CTeHue cMeLleHo BMnpaeo. [launeHTke NpoBeaeHb!
NYHKUMS NAeBpanbHON NonocTu cnesa, NofyyeHo
200 mn ceposHow xuakocTu. lMpu nposeneHum
Broncum MArKOTKAHHOTO KOMMOHEHTa rPYAHOM
KNEeTKN Cresa nof NeKTopasibHOM MbllULEN BbISB-
neHo obpasosaHue B BuAae «pblbbero maca» bes
YETKMX FpaHuL, npopacTaloLlee 13 nnespasbHOM
nonoctu. B paHHeM nocneonepauMoHHOM
nepuope B OAK remornobuH 119 r/n, TpoMbouuThi
275 x 107, nevikoumnTbl 47,87 x 10°, HeWTpo-
dunbl 38%, numdountel 21%, MoHounTbl 40%.
MuenorpamMma: KOCTHbIN MO3r BoraT KNneTouHbIMK
3MeMeHTaMu, MEerakapuoLmMTbl COXpaHeHbl, pacLum-
peHa MoHouMTapHasa pakumMa MUenouaHoro
pocTka 0o 46%. Ha dpoHe aHTMBakTepuansHon
Tepanuu B OAK remornobud 10° r/n, Tpomb6o-
umTbl 392 x 107, nekountbl 13 x 10°, HenTpo-
dunsl 41%, numdountsl 50%, MoHoUMTbI 6,5%.
MMcTonormyeckoe 3aknioveHne (HMUL Oroun
uM. OMuTpus Porauesa): Mopdonornyeckue w
MMMYHOIMCTOXMMUYECKME NPU3HAKM MUENOUAHOM
capkoMebl. [poBeaeHa NOBTOPHAA MYHKLUMS KOCT-
HOIO MO3ra, 3aK/TioYeHWe: OCTpbI MUenobnacTHbI
neikos M4 (6nactHble knetkn 34%), TpaHcno-
kauma t(2,11)(q31,p15), nepecTpoiika reHa
NUP98, be3 BoBneyeHusi LEHTPanbHOW HEPBHOM
CUCTEMBI.

BbiBoabl. Criyyai onucblBaeT HETUMUYHYIO
npe3eHTaLMio 0OCTPOro MmenobnacTHOro nevkosa
y pebenka 1 ropa ¢ akCTpaMefynnspHbIM 04Yarom
NOPaXEeHWs, YTO 3aTPYAHSET ANarHOCTMKY 3abone-
BaHMS.



Or'7. XpoHuuyecKun MMenosnemnKos,
pPa3BUBLUMICSA NOCSIe OKOHYaHUSA
xummnoTtepanuu no nosony ETP-OJ1J1

y pebeHka 13 nert

3.I". Bowuenko, 10.I". depntokosa, W.A. Mapbysosa, M.A. MpyaHukosa, C.A. BopoHuHa,

A.A. KocTtbines, M.C. JuBLumy,

'BY3 «[leTcKuii ropoACKOM MHOIrOMPOGUIIbHBIN KITMHUYECKUI CeLnann3npoBaHHbIN LEHTP BbICOKMX

MEeAuUMHCKUX TexHomorui», CaHKT-leTepbypr

peacTtaBneHa HeobblyHas npeseHTauus

XpoHuyeckomn asbl (XP) BCR-ABL1-no-

3UTUBHOIO XPOHWYECKOr0 MUenonenkosa
(XMN) y pebeHka, paHee nonyumBLIEro Tepanuio Nno
nosoay ocTporo nmmdobnacTHoro neiikosa (ON111),
HE MUMEBLLEro Ha MOMEHT MepPBUYHOM AMArHOCTUKM
naTonorun kapmoTtuna u npmsHakos BCR-ABL1-ne-
pecTpovku. KoMbBuHauusa 3TUX [aHHbIX Mpef-
nonaraet BTOPWUYHYIO, aCCOLMUPOBAHHYIO C
xummnoTepanueit (XT) npupoay XMJ1. Mbi He BCTpe-
TUAY NOAOBHBIX ONUCaHUN B OTEYECTBEHHOMN NUTe-
patype. OJ1J1, Tll-MMMyHONOrnYeckmMin BapmaHT ¢
koakcnpeccueit CD13, CD177 (OS] us paHHMX
T-KneTok npepLlecTBeHHuKoB, ETP-0/1J1) auarHo-
ctuposaH 10.11.2017 B BospacTe 11 net. Tepanus
nepsoi nuHuu: npotokon OJ1J1-MB 2015, Tepanes-
Tuueckas rpynna T-low risk. locTUrHyTa cTovikas
MOB-HeratueHas pemuccus. o 3aBeplueHun
NOAAEPKMBAIOLLIEN Tepanum OTMeYeH HapacTaloLLmiA
nenkounTos. MaumeHT rocnuTanmManpoBaH ¢ Noao-
3peHneM Ha peumpms OJ1J1. Ha ocHOBaHWM AaHHbIX
KIMHUKO-nabopaTopHoro obcnenosaHus (crineHo-
Meranusa, NemkoumuTos ¢ nepexofHbIMn dhopMamu
W ednHWYHbIMK Bnactamu B nepudeprnyeckon
KPOBM, MMMEPKIIETOYHbIA KOCTHBIN MO3r, BbIIBIIEHWE
t(9;22)BCR/ABLp210, aHanu3 TpenaHobuonTtaTa)
omarHocTupoBaH XMJ1, X®. PacueHeH Kak BTopas
onyxonb. MHMunmMpoBaHa Tepanua UHrMbuTopom
TUpo3uHkMHa3. CaMoe penpe3eHTaTMBHOE UCCle-

A0BaHWe, NOCBALLEHHOE aHann3y BTOPbIX ONyXonen
nocne Of1J1 y geTten, NnpuHaanekuT rpynne uccne-
posaTenei u3 18 koonepaTuBHbLIX FPYNN NOA PyKO-
BoacteoM Kjeld Schmiegelow, B kKoTopoe Bbinu
BkItoueHbl 54 068 peTeit n NOQPOCTKOB C BNepBble
B XW3HK ycTaHoBneHHbIM O 3a nepuog ¢ 1980
no 2007 r. MNpenctaeneH aHanus 642 cnyyaes
BTOPbIX 3/I0KAaUYeCTBEHHbIX Heonnasuit (B3H).
KymynaTtueHas yactota B3H Bapbuposana ot 1 oo
10%. CaMmbiMu vacTbiMu Tunamm B3H okasanuch
MUenonaHble 310KavyecTBeHHble 3aboneBaHua
(41,1%) n onyxonu rofioBHOro Mosra (He MeHuH-
rmombl) — 21,5%. ABTopaMu BbiCKa3aHo Npepno-
NOKEHNEe 0 TOM, YTO HEKOTOpbIE CrlyyYan BTOPbIX
reMaTosfIorMyYecKmx 3r10KauecTBeHHbIX 3abonesaHnin
MOryT UMeTb 0bLLee KIoHarbHOEe NPOVUCXOXAEHME.
[peacTaBneHHbId criyyan ABNSETCS NPUMEPOM
YHUKanbHOM TpaHcdopMaLuu. HECMOTPS Ha To,
YTO NUMAPOUIHBIA BNacTHbIA KpU3, CReayoLwmin 3a
X®, ABnseTCcA YacTblo €CTECTBEHHOrO Pa3BUTUA
cobbITUN y He feyeHHbIX BonbHbIX Npu XMJI,
amarHos Xd XMJ, passwuslierocs nocne Ph(-)
OJ11, saBnsaeTca peaknum. Heobxoanmo fanoHeniee
TwaTtenbHoe HabnoaeHne 3a NaUMEeHTOM B LensAX
MOHUTOpPUHIra MonekynapHoro nosegeHns XMIJI,
WCKIIOYEHNA peaKTUBaLMU NepBUYHOro NUMAO-
WOHOrO KIOHa, PasBUTUA KIIOHAMbHOW Nporpeccun
W YCTOMYMBOCTU K MHrMBUTOpPaAM TUPO3UHKUHA3
B ByayLlem.
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Or8. KnuHnueckuin cnyyvau

akcTpaHopanbHou T/NK-KneTouHo#
nuMd oMbl Ha3anbHOro TMNa

K.W. KapbipoBa, K.C. AcnansiH, 0.C. CenesHésa, J1.B. [oHuapoga, J1.[1. OpeLukuHa,
M.P. MorocsH, H.B. ArosuHckas, I.3. MnyxHukosa, N.A. bunanues, W1.0. bankapos,

{0.10. Kosenb

'BY PO «0bnacTtHas [eTckas KimHudeckas bonbHuua», Poctos-Ha-[loHy

KcTpaHofmanbHas T/NK-kneToyHas

nuMmdoMa, HasanbHbIN TUN — XapakKTepu-

sylowasncsa aMddysHbIM pOCTOM OMyXOsb,
NpoMcXoasaLwan M3 LUMTOTOKCUYECKUX T-nuMmdo-
LMTOB M aKTuBMpoBaHHbIX NK-kneTok u acco-
uumpylowascs ¢ Bupycom 3nwTeiHa—bapp
(BOB). Huxe Mbl MpuBeaeM KNMHUYECKMIA Criyyait
AaHHoro 3abonesanusa y nauneHtkn M., 2003 r.p.,
BrepBble obpaTMBLUENCA K eTCKOMY remaTtosory
B cpespane 2020 r. ¢ kanobamu Ha exkeaHEBHblE
chebpusibHble 3NM30A4bI NOBbLILLEHUA TEMNepaTypbl
Tena B TeYeHne Mecsua, yBennyeHne noambliLLley-
HOro nuMdoysna B COYETaAHUM C TPEXPOCTKOBOWA
uMToneHwen B remorpamme. ViccnegosaHve mueno-
rPamMMbl NO3BONWIIO UCKTIOUYMTL OCTPLIN Nenkos. B
Havyane MapTa [eBOYKa BrepBble roCNUTann3npo-
BaHa B OTLENeHWe OETCKOW OHKOMOruv v remMaro-
norum 'Y PO «O[KB», roe npoBeneHbl bruoncus
MOAMbILLEYHOr0 NUMATUYECKOro y3na, TpenaHo-
Buoncms KOCTHOro Mo3ra, KoTopble He NO3BONNUIN
YCTaHOBWTb OKOHYaTesbHbIN anarHo3. CoctosHue
OEeBOYKM yXyALIAnoCb, UMENUCH KINMHMKO-Nabopa-
TOPHbIE CUMMTOMbI reMoParouUTapHoro CUHAPOMa
(HLH), 30HbI rn1onuMsa Ha MarHUTHO-PE30HaAHCHOM
TOMOrpacum, HoO MapKepbl ayTOMMMYHHOMO 3abore-
BaHuA oTcyTcTBoBanu. 3abonesaHune bbino pacue-
HEHO Kak BTOPWUYHbIN reModdaroumTapHbli CUHLPOM.
Mo KM3HEHHbIM MOKasaHWMAM HavaTa Tepanwus
LIMKIIOCNOPUHOM A 1 fekcameTasoHoM. C ynyulue-
HMeM [ieBoyYKa bbifa BbiNMcaHa AN NPOLOSIKEHMUS
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fneyeHns B CTauMOHape MO MECTY KUTenbCTBa,
OOHAKO Ha d)OHe CHUKEHWA [O03bl JleKCaMeTa30oHa
MOSIBUNUCH MpPexHWe »kanobbl, 1 B anpene nauum-
eHTKa bbina NOBTOPHO rocnuTanuauMpoBaHa B
OTAeneHne OeTCKOW OHKOMOrMM U reMaTosioruu.
MMpoBeneHHble 0O6CNenoBaHUSA BbISBUNM U3Me-
HEeHUst B reMorpamMe, HapactaHue Mapkepos HLH,
Hannume 566 Tbic/konuit JHK B3B npu MUP-wuc-
CrNeAoBaHMN KPOBM, ycunuealowmncs 6onesow
CUHAPOM, TpebylowmMin NPUMEHEHNUA OMUOUIHbIX
aHanbreTVKoB, CTOVKME 3MIEKTPONUTHbIE 1 MeTabo-
nMyeckne HapyLieHus, TpebyioLime HenpepbiBHOW
KOppEeKUMM napameTpoB BHYTpPeHHeW cpepbl. Ha
KOMKEe MOSIBUIIUCb PacnpOCTPaHEeHHble MaHHUKY-
nuTnoao6bHble BbICHINAHUA, CTafia HapacTaTb OTey-
HOCTb MAMKMX TKaHen Hoca. MaTepuan 13 NonocTu
HOCa B3AT Ha UMTONIOrMYecKoe uccrnefoBaHue,
BbiNoNHeHa buoncua Kosku. o gaHHbIM rucTono-
FMYECKMX, LUTONOrMYECKUX U UMMYHOTUCTOXU-
MUUYECKMX MCCIieloBaHUI YCTaHOBMEH AnarHos T/
NK-kneTtouHor nuMdoMbl, HavaTa Tepanusa Mo
cxeMe CHOP-21, panee npopomkeHa no NpoToKony
SMILE. B HacTosiLLee BpeMsl MporpamMMa XMMmno-
ny4YeBOV Tepanuu 3aBepLUeHa, pesynbTaTbl NO3u-
TPOHHO-3MUCCUOHHOM TOMOrpachuu/KOMMbIOTEPHOM
ToMOrpachuv [EMOHCTPUPYIOT MPU3HAKM MOSTHOM
MeTabonuMueckon pemMuccuu, OUHaAMUYecKoe
HabniogeHne NaumMeHTKU npoposkaeTca. KnuHnye-
CKMIA Criyyalt [EMOHCTPUPYET TPYOHOCTb NEPBUYHON
ANarHoCTUKM AaHHOro 3abonesaHus.



Or9. PesynbTaTbl TEepanuun geTteu ¢

ocTpbIM nNuMcobnacTHLIM NEeMKo3oM no
npotokosnamM ALL-MB-2008

u ALL-MB-2015

H.A. Mpuropbesa® 2, A.C. YnaHosa'?, U.A. Typabos?

IIBY3 AO «ApxaHrernbcKasi obriacTHas AeTcKas KnmHuyeckas bonbHuya uM. 1.1, Beikneyosa», ApxaHrenbck
2I'b0Y BO «CeBepHblii rocyRapCTBEHHbIN MEAULMHCKWI yHUBEpCUTeT> MuH3aapasa Poccum, ApxaHresnbek

AkTyanbHocTb. Cpeau Bcex onyxoneBbix 3ab0-
neBaHuin 0eTCKoro BospacTta reMobnacTosbl 3aHu-
MaloT 1-e MecTo, Bonblias yacTb M3 KOTOPbIX
npeacTaBneHa oCTpbiM MMA0BIaCTHBIM NIeKO30M
(0NJ1). CpenHeronoBoit nokasatens 3abonesae-
mocTtu OJ1J1 B 20032020 rr. cocTtasun 2,95 + 0,18.

Uenb. OueHnTb pesynbTaTbl Tepanuu peten
¢ OJ1J1 no npotokonam ALL-MB-2008 n ALL-MB-
2015.

Matepuanbl u MeToabl. AHanv3 NpoBefeH Ha
Ba3e paHHbIX apxvMBa MeLULMHCKON OOKYMEeHTaLUun
'bY3 AO «AO[KbB», peructpa oHKOMOrMYyeckumx
3abonesaHuin AOKO[.

PesynbTaTtel u obcyxpenue. C 07.2008 no
11.2014 naumenTtbl ¢ OJUJ1 nonyyanu Tepanuio
no npotokony ALL-MB-2008. Bcero nponeueH
41 nauueHT B Bo3pacTe 1,6-16 net (MepnaHa
3 ropa). Pemuccusa 1 pocturnyta y 40 (97,6%)
nauveHToB. o rpynnam pucka pacnpepeneHue
TakoBo: SRG — 18 (43,9%), ImRG — 21 (51,2%),
HRG — 2 (4,9%). Peunavmebl — 5 (12,1%): 4 — n3onu-
POBAaHHbIX KOCTHOMO3roBbIX, 1 — 3KCTpamepyn-
nApHbIN. Pemuceuns 2 coxpaHsieTca y 3 YenoBek.
Bbibbinn ns-nopg HabniopeHus 2 nauneHTa. YMepnu
7 (17,1%), n3 Hux 1 — B vHAYKUMK, 4 — HA KOHCO-
nupaumm |, 2 — B peumnamee. XuBbl B peMUccum
K HacToslleMy BpeMeHu (nop HabniopeHuem)
32 pebeHka. MATUNETHAA BbIXKMBAEMOCTb NauM-
eHToB (no Kaplan—Meyer): obuias — 78,0%, 6ecco-
BbiTuiHan — 71,3%. C 12.2014 knuHuka nepeLuna
Ha neuyexue no npotokony ALL-MB-2015. Bcero

Ha 30.03.2021 3aperucTpupoBaHbl 57 nauu-
eHTOoB, Bo3pacT oT 1 roga 2 MecsAues oo 17 net
(MegnaHa — 3,8 ropma). Mo TepaneBTUYECKUM
rpynnaM pacnpenenedve cnegyiowiee: rpynna A —
16 peten, rpynna B — 14; rpynna C — 2; rpynna
D1 - 3; rpynna F = 3; rpynna T: lowRG - 4;
ImRG — 1; HRG — 2; rpynna 1221: SR - 8; rpynna
ImR — 4 nauuenTa. Matbaecat uetbipe (94,7%)
nauneHTa fOCTUINN peMuccum K 36-my aHio, 1 — He
poctur u nepeseneH B HRG; 1 — normb B nHoyKuum
n 1 — nonyvaet Tepanuio MHAyKumn. Peunamsbl —
6 (10,5%): 4 — M30nNMPOBaHHBLIX KOCTHOMO3rOBbIX,
1 — paHHun n3onuposaHHbih LLHC-peumnpaus,
1 paHHWI aKCTpaMenynnApHbIA peunams. YMepnu
11 (19,2%) naumeHToB, U3 HUX 1 — B MHOYKLWMK,
5 — Ha KoHconupaumm |, 5 — B peuunause. XuBbl B
peMmuccumn K Hactoswemy Bpemenn — 45 naum-
eHToB (1 nonyuyaeT Tepanuio MHAYKLWW U He LOCTUT
pemuccuu). MATUNETHSN BbISKUBAEMOCTb NaLMEHTOB
(no Kaplan—-Meyer): obwasn — 82,7%, 6eccobbli-
TMnHaa — 69,8%.

BbiBoabl. YuacTue B MynbTULIEHTPOBOM UCCe-
[OBaHWM M Tepanusa no npoTtokonam ALL-MB
MPUBENN K 3HAYMMOMY TMOBbILLUEHUIO BbIKMBaE-
mMocTu naumenTos ¢ OJT/1. OnTuMK3aumns nevexus
C pasMyHbIMK ONUMAMKU NONUXMMMOTEPaNUU B
pasHbix rpynnax npotokona ALL-MB-2015 npusena
K CHVPKEHWIO MPOLIeHTa PELMAMBOB, @ TaKKe YBENu-
YyeHuio obLuein S-TuneTHen BbIXMBaeMoCTn ¢ 78
00 82,7% 3a npakTUYECKM paBHbIK NPOMENXYTOK
HabnopeHus (6,5 roga).
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Orr10. CrapTt nunoTHOro uccriefoBaHus
be3sonacHocTH U hapMaKOKMHETUKMH
OoTe4yeCTBEHHOro npenapara
L-acnaparvHa3sbl B 3pUuTpoLMTax
(ACN3P) B Tepanuu ocTporo
nuMdpobnacTHoro fenkosa

J1.0. Konesa'?, E.A. boet! 2, H.C. KywHup'2, A.C. MakaroHoBa®®

1PrBY «HaumoHasnbHbIk MeauUMHCKNIA UCCIIeq0BAaTETbCKUI LIGHTP ETCKOM reMaTosiornm, OHKOSIOMN N UMMYHO-

siorum um. [imutpusi Porayesa» Munsgpasa Poccumn, Mocksa

2QIBYH «LleHTp TeopeTudyeckux npobriem chuauko-xumMmyeckoli chapmaronorum>» PAH, Mocksa
3pIB0Y BO «MocKoBCKusi roCyRapCTBEHHbIN TEXHUIECKusi yHuBepeuTeT uM. H.9. baymaHa (HaumoHasbHbIs nccre-

[0BaTeNbCKUI yHUBEpCUTeT)>», Mocksa

epanusi L-acnaparnHason yacTo COnpoBo-

OAETCHA peakuMaMu runepyyBCTBUTENb-

HOCTU ¥ NOSIBNIEHWEM aHTWUTEN K npenaparty,
CHMKaWmMX 3 PEeKTUBHOCTb NoCnefyoLwmx
KypcoB Tepanuu. OgHuM M3 Haubonee nepcnek-
TUBHbIX METOLOB peLleHUA JaHHbIX npobnem
ABNAeTCA WHKancynauus L-acnaparuHasbsl B
3pUTPOLMTBI, TaK Kak Npu 3ToM doepMeHT paboTaeT
BHYTPU KNeTKU (acmaparvH npoxXomuT B KIETKY
yepe3 MeMbpaHy 3puUTpouMTa), TLe OH 3aLUMLLEH
OT UMMYHHOW cucTeMbl. Takaa doopMa npenaparta
nossonseT nsbexatb TAMKENbIX anfepruyecknx
peaKkuuin, 3HaUMTENbHO YBENWYNUTL MEepUon ero
NONyBbIBEAEHWNS U CHU3WUTb YaCTOTy HeobXOAMMBIX
BBeneHuit (Domenech C., et al. Br J Haematol
2016; 153: 58-65).

Llenblo gaHHOro NMNOTHOO HEPaHAOMU3NPO-
BaHHOI0 UCCMefoBaHNA ABNSAETCH YCTaHOBMEHUE
Be3onacHOCTM U n3yyeHne hapMaKOKUHETUKM U
chapMakoanHaMuKM acnaparnHasbl B 3puUTpoLmMTax
(ACM3P), cospaHHoi Ha 6asze HMUL, AFOUN um.
Omutpusa Porayesa, y aeten ¢ peunamBHbIM OCTPbIM
nuMmdpobnacTHbIM Nerko3oM. bbinn ncenenosaHsl
aKTVMBHOCTb acrnaparuHasbl B KPOBM v Ma3Me naum-
EHTOB, @ TakXe YpOBEHb acrnaparuHa B nnasme.
[Ba nauveHTta (12 neT) nonyyanu ogHOKpPaTHO
L-acnaparvHasy, nHKancynmpoBaHHyto B ayTono-
rMyHble (NauueHT 1) unu poHopckue (nauueHT 2)
apuTpoumTbl B fo3ax 90 ME/kr n 189 ME/kr coot-
BeTcTBeHHO. 06a maumeHTa NpOAEMOHCTPMPOBaNu
oTCyTCTBME NOBOYHBIX 3PAEKTOB, CBA3AHHBIX C

BBefneHveM npenapata ACI3P. AKTnBHOCTb acnapa-
rMHa3bl B KPOBK y 060MX NaumeHToB BbICTPO Nagana
B TeueHue nepsbix CyToK (Ha 66 ME/n n 127 ME/n
KPOBW 3@ CYTKU COOTBETCTBEHHO). 3aTEM CKOpOCTb
MnafeHnss aKTMBHOCTM CUSIbHO 3aMepansnachb [0
10 ME/n n 16 ME/n KpoBM 3a CyTKM COOTBET-
CTBEHHO ¥ napana o Hyna 3a 20 n 50 pgHeMn
AN NauuMeHToB, monyumslwmx fo3y 90 ME/kr u
189 ME/kr cootBeTcTBeHHO. WcTouweHue
acnaparuHa (< 1 MkM) 6bINn0 AOCTUrHYTO Y
oboux nauumeHToB. Ero pgnutenbHocTb 3aBu-
cena OT BBEAEHHOW [03bl NpenapaTta U cocTas-
nsna MuHMMyM 7 1 55 gHeit ons po3 90 ME/Kr u
189 ME/Kr cooTBeTCcTBEHHO. [INs cpaBHeHUs: Npu
BBeLEHWN CTaHOApPTHOM acnaparuHasbl B pacTBope
BHYTpuMbIweuHo (10 000 ME) ee akTWMBHOCTb
napaet npaktuyeckn po 0 B TeyeHWe nepBbIX
7 cyT. TakuM obpa3soM, 1 BBeaeHne acnaparvHasbl
B apuTpoumTax B fo3e 189 ME/Kr mMoxeT bbiTb
COMocTaBMMO C 8 BBEAEHWSIMW CTaHAAPTHOW acna-
paruHasbl u3 E. coli (10 000 ME 1 pas B Hepenio).
MonyyeHHble pe3ynbTaTbl XOPOLWO corfacy-
I0TCA C JaHHbIMW LPYrMX MaclUTabHbIX KIMHUYe-
CKMX UCMbITaHWI acnaparumHasbl B 3puUTpoLMTax
(GRASPA) (Domenech C., et al. Br J Haematol
2016; 153: 58-65), roe ncToleHune acnapa-
rMHa Habnwopanocb B cpegHeM oT 8 0o 18 pgHew
npu BBeaeHun fo3bl oT 50 ME/kr po 150 ME/
K COOTBETCTBEHHO. [ANnA nonyvyeHua AOCTO-
BEPHbIX pe3ynbTaToB uUcchnefoBaHue bypeT
MPOLOSIKEHO.
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Ol'11. PesynbTaThl Jle4eHUs OCTPOro
numdpobnacTHoro feMkosa

no npotokony Mb-2015 y peteu

B YAMypTCcKou Pecnybnuke

H.H. AHppeesa?, [I.H. Koponesa!, E.H. boratsipesal, H.C. }XmMynesa?, H.W. MeHkuHa?,

A.A. Cepreesal

1BY3 YP «PecrnybnvKkaHcKas BeTCKasi KInHuyeckas borbHuLa», MxeBck

2¢I'b0Y BO «MeBckas rocynapcTBeHHas MeauUMHCKas akagemus»> Munaapasa Poccum, VskeBck

eyeHune ocTporo NMMMdobnacTHOro nemkosa

(ONN) y peteit B YaMypTckoi Pecny-

Bnvke NpoBOANTCA B reMaToNiorMyeckoM
otneneHun BY3 YP «PIOKE M3 YP>» (Usesck). C
1994 r. Tepanua OJ1J1 ocyLiecTBnsnacb No NpoTo-
konam rpynnel BFM, ¢ aBrycta 2016 r. BHefpeH
npotokon MB-2015. lMepBuyYHaa AmMarHocTuka u
nocnenyoLLnA MOHUTOPUHT Tepanuun oCyLLecTBNsA-
eTca B nabopaTtopun MonekynspHou buonorum,
MMMYHOCDEHOTUNMPOBAHMA U NAaTOMOPAONOrum
LleHTpa meTckon oHkonorum n rematonormumn M'AY3
CO «0[0KB> (EkaTepuHbypr). C MOMeHTa BHeLpeHs
HOBOro npoTtokona auarHos OJ1J1 Bnepsble ycTa-
HoBneH 51 pebenky: B 2016 r. B nccnepoBaHue
BKNioyeHo 5 petent, B 2017 r. — 7, 8 2018 r. — 8,
B 2019 r. — 14, B 2020 r. — 17. Cpenun naumeHTOB
npeobnapanu Manbunkn — 32 (62,7%) no cpas-
HeHuio ¢ nesoykamu — 19 (37,3%). CpeaHuit
BO3pPacT Ha MOMEHT YCTaHOBMEHWUA AMarHosa
coctasun 6 net 7,5 Mmecsua. B-sapuant OJIJ1
AMarHocTupoBsaH y BOMbLUIMHCTBA MALUMEHTOB —
47 (92,2%), T-sapuaHt — y 4 (7,8%). Cpean
3HAUYMMbIX LIMTOreHeTUUECKMX nosioMok t(12;21)
avarHoctupoBaHa y 12 (23,5%) naumeHTOB,
t(9;22) —y 1 (2%). PaHgpoMu3auusa Ha Tepanes-
TUYecKMe rpynnbl NpeacTaBneHa cneayoLwmnm
obpasoM: rpynna A — 12 (23,5%) neteit, rpynna B —
18 (35,3%), rpynna C — 2 (4%), rpynna D1 - 2 (4%),
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rpynna F — 1 (1,9%), rpynna 1221 - 12 (23,5%)
(1221-SR - 9, 1221-IR - 3), rpynna T — 4 (7,8%)
(T-LR = 1, T-IR — 3). JlyueBas Tepanusi nposefeHa
7 (13,7%) nauvenTaM. Pemuccus Ha cooHe MHAYK-
LMOHHOM Tepanuu gocturHyTta y 50 (98%) naum-
eHToB: y 30 peten 3apeructpupoBaHa Ha 15-11 geHb
Tepanuu, y 20 — Ha 36-# feHb. PedhpakTepHocTb
nocre MHOYKUMOHHOW Tepanuu umen 1 pebeHok,
B CBA3K C YeM eMy MNpOoBefeHa TpaHCnnaHTaums
KocTHoro Mo3ra (TKM). Ha 01.04.2021 B peMuccum
Haxopatca 47 (92,2%) petel, U3 HUX B NepBOiA
pemuccumn — 45 (88,2%) (mnmTenbHOCTb peMmccum
oT 3 1o 53 Mec, cpepHas ANUTENbHOCTb PEMUCCUN —
1 ron 1 mec). Peumamebl OJ1/1 U3 aHanuanpyemoit
rpynnbl NauMeHToB AMarHocTMpoBaHbl Y 2 (3,9%)
neten. 0bomMM nNaumeHTaM C peLnamMBoM NposefeHa
TKM: 1 uB B pemuccuu, 1 ymep oT nporpeccu-
poBaHus 3abonesaHus. JleTanbHOCTb cocTaBuna
7,8% (3 nauveHTa yMepnu B pEMUCCUM OT MHCPEK-
LMOHHbIX 0CoMHeHU (5,9%), 1 — nocne nHayKumuu,
1 - Ha dpoHe koHconmaaumm ll, 1 — Ha KoHconMaaLmm
VI; 1 (1,9%) — oT nporpeccupoBaHus 3abonesaHus
no noBsofy peumamea). TakuM 06pasoM, NoKasaTenm
obLen n 6eccobbITUHOM BbIXXMBAEMOCTY CONOCTa-
BVMbI C pe3ynbTaTaMu feYeHnst B ApYrux LeHTpax,
OQHaKO BbISIBNIEHA BbICOKAs YacToTa NleTasnbHbIX
MCXOAO0B OT MHADEKLMOHHBIX OCIOMKHEHUM Ha GOOHe
NMpOBOAMMOW Tepanuu.



Cl. OnbIT NnpoBeaeHUs METPOHOMHOM
XUMMoOTEpanum u XumMmoTepanuu

CO CHUKEHHOU UHTEHCUBHOCTbIO

y AeTeun ¢ CONIMAHBbIMU ONYXONAMM

A.l'. BesHowleHko?!, 0.C. 3auapvHHas?, M.C. I0pakosa?, C.H. ipoHosal, T.B. LLlamaHckast?,

[.10. KauaHos?

II'BY PO «06nacTHas neTckas KnvHudeckasi 6osbHuya uM. H.B. IMutpueBoii», PisaHb
2QIEY «HaumoHanbHbIi MEAULMHCKUIA NCCIIER0BATETbCKUE LI@HTP AETCKOM remMaTosiornm, OHKOJIOry 1 UMMYHO-

iormm um. [imntpusi Porayesa» Munsgpasa Poccumn, Mocksa

AKTyanbHOCTb. XuMUOTEpanusa C MaKCu-
ManbHOW MEepeHOCMMON [O030A CONpsMeHa C
BbICOKOW TOKCMYHOCTbIO, BO3MOMHbIM Hera-
TUBHbIM BIIMSSHUEM Ha KA4yeCTBO KM3HWU nauun-
EHTOB W Ppas3BUTUMEM TepaneBTUYECKOMW
Pe3nUCTeHTHOCTU. MeTpOHOMHas XMMMoTepanus
XapakTepusyeTcsi BBlEHWEM LIMTOTOKCUYECKOro
npenapata B bonee HU3KOW M MeHee TOKCUYHOW
[003e, BBOAMMOW uvepes perynspHble, bonee
yacTble MpoMesxyTku BpemeHu. OHa obna-
[aeT noTeHuuanoMm Ans coxpaHeHus addek-
TUBHOCTM, n3beras yBenMUEeHUss TOKCUYHOCTMW.
MeTpoHOMHaa XMMmuoTepanus u XumMuoTepanus
CO CHWXEeHHOW WHTEHCWMBHOCTbIO (panee —
MXT) npenctasnset coboit anbTepHaTUBHYIO
cTpaTeruio, kKotopasi npuobpeTtaet Bce 6onbLLNM
MHTEpec.

Uensb. MNpoaHannavposaTb pesynbTaTtbl NpuMe-
HeHuss MXT y neTen ¢ COnMaHbIMU OMYXONSAMU.

MaTepuanbl u Mmetogbl. B mepuop ¢ 2011
no 2021 r. B OoTAENEHWUN OETCKOW OHKOMOruM
Pasanckon OOKB MXT wucnonbsosanacb y
15 peTeit Cc CONMMAHLIMM OMYXONAMM: 5 NaLMEHTOB
C HenpobnacToMon, 8 peTen C MArKOTKAHHbIMU
capkoMamu, 1 pebeHok ¢ renatobnacTtoMon u
1 naumeHT ¢ octeocapkomoin. MXT nposoamnach B
6 cnyyasx B KauecTse NOAAEPXKMBAIOLLIEV XMMUOTE-
panuv y naumenTos c -V cTagnusamu, gocTuriumx
YaCTMYHOM MIM NOJSIHOM pemuccuun, y 4 peten —
B KayecTBe CAEp)KMBaOLWENn xumuotepanuu B

CBA3W C Nporpeccuei onyxonesoro 3abonesaHus
My 5 nauMeHTOB — B KauyeCTBe CAEPXMBAIOLLEN
XMMUOTEpPaNMN B CBA3M C PeLManMBOM OMyXOSu.
lpuMeHsnuch cnegylowme pexumsl MXT: BUH-
BrnacTuH—umnknodocdamma — y 1 naumeHTa, uHTep-
MUTUPYIOLLIME KypCbl TOMOTekaH—LUmknodocamma
W MPUHOTEKaH—TeMo30M10MuA — Y 1, upuHoTEKaH—
TEMO30/1I0MUA — Y 5, UHTEPMUTUPYIOLLME KYPChI
BUHBNacTMH—UMKNodochamma—Lenekokcnd BuH6-
nacTuH—umKnoocdhamMma—3Tono3na—LesnKokemnb —
y 3, BuHOpenbuH—uuknodocdamug — y 5, BUHKpUC-
TUH—MPUHOTEKaAH — Yy 2 ¥ uuknodocdamuni-
3Tono3ug —y 1 naumeHTa.

Pesynbtatbl. [InuTensHocTs MXT B npepcTas-
NIEHHOW rpynmne nauveHTOoB B CPeAHEM CoCTaBuma
12,4 + 2,93 mec. NonHbIM AnuTenNbHLIN OTBET BbiN
pocturHyT y 5 (33,3%) naumeHTos: y 1 pebeHka ¢
MYCN-noautueHon Henpobnactomon IV cTagum,
y 3 peten ¢ pabgomuocapkomoin IV ctagum ny
1 pebeHka ¢ MeCcTHOpPacnNpOCTPaHEHHOW 3KCTpa-
KpaHuanobHon pabgongHow onyxonbio. Anutens-
HOCTb HabniopeHna oT Hauyana MXT B cpegHeM
coctaBuna 43,6 + 6,79 Mec. Y nauneHToB, nony-
yaBLMx MXT B KauecTBe COEPKUBAIOLLIEW, AIUTENb-
HOCTb HabniogeHus oT ee Hayana Bbina B cpeagHeM
13,0 + 3,41 mec. ObLian BbIKMBAEMOCTb B HaLLEM
nccnenosaHun coctasuna 46,7%.

BeiBoabl. MXT yacTo NpuMBOAUT K ANMTENbHON
ctabunusauun 3abonesaHna U 3HaUUTESNIbLHOMY
YIYYLLEHMIO KaYeCcTBa KMU3HU NaLMEHTOB.
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C2. PeHarnbHble onyxonuv y geTeu
U nogpocTKoB KpacHOAApCKOro Kpas

E.A. Kapaeaega!, M.B. bopucoea' 2, T.W. bynasal, T.I'. Kappuuesa?, H.A. NoHuap?,

E.A. l'yceitHosal, T.E. TapaHyLleHKo?

IKIBY3 «KpacHospCKuii KpaeBow KITMHUYECKUI LIEHTP 0XpaHbl MaTepPUHCTBa U AeTCTBa», KpacHosIpCK
20Irb0Y BO «KpacHosipckuii rocyaapCTBEeHHbIN MEAUUMHCKUI yHUBEPCUTET uM. npocp. B.®. BoiiHo-SlceHeLkoro»

MuHsapasa Poccumn, KpacHosipck

ectppobnactoMa — 370 BpoKAEHHasA aMBpKo-

HanbHas 3N0KayYeCcTBEHHAsA OMyXOsb MOYKM,

FMCTONOrMYEeCKasa KapTUHa KOTOPOMN upes-
BblYaiHO pasHoobpasHa. B MupoBo# nmpakTuke
HaKOMMeH OrPOMHbIA ONbIT NEYEHUSA PeHarnbHbIX
onyxonew y peTtev B uLenoM U HedpobnacToMm
B YacTHOCTU bnarogaps TECHOMY COTpyAHWYe-
CTBY MEXAY MHOronpoduiibHbIMM KOMaHaamu
pasnunyHbIX CTpaH. B naHHon paboTte npencraeneHa
MHPOPMaLMs MO YacToTe BbIABAAEMOCTH, anunae-
MWOMOruK, pacnpeneneHnio No cTagusaM, rpynnam
MPOrHOCTUYECKOro pUCKa, 0bLLEeH BbIXKMBAEMOCTU
MauMeHTOB C pPeHarnbHbIMK OMYXOSSMU B [ETCKOM
nonynsumm (o1 0 go 17net) Ha TeppuTopumn Kpac-
HosipCKoro Kpas 3a nepuop 2011-2019 rr. (cero
46 venosek). o yacToTe BCTpeuaeMoCTH Mnocre
remMobnacTo3oB, OnNyxonen LeHTpasnibHOW HEPBHOM
CUCTEMbI U NIMMADOM, He3HAUUTENbHO NpeBbillas
KOMMYeCTBO OMNyXOflel MArKMX TKaHen U KOCTew,
crenyloT peHanbHble onyxonu. OHM cocTaBnsioT
6,4%, B abCOMIOTHLIX 3Ha4YeHUAX OT 3 [0 7 aeTen B
ron, a nepsnyHas 3aboneBaemMoCTb BapbupyeT OT
0,5 po 1,26 cnyuyas Ha 100 TbiC. BeTckoro Hace-
nenwus. CpegHuin BospacT 3abonesLumx coCcTaBun
4 + 0,5 roga, npu 3TOM MakcuMyM 3aboneBLumnx
(71,7%, vnn 33 pebexka) bbinn B Bo3pacTe OT
1,5 no 5,5 ropa (18 mecsiues — 5 net 6 Mecsiues).
FeHOepHbIX pa3nuunii He obHapy)eHo (24 neBoukw
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1 22 Manbunka). B 4 (8,7 + 4%) criyuasix BbisiBfeHbl
aHOManuu pasBUTUA OPraHoB MOYEBON CUCTEMDI.
CeMenHbIx crnyyaeB HedppobniacToMbl He 3ape-
rucTpupoBaHo. [aHHble ructonorun: 40 ns 46 -
HedopobnacToMbl, 4 — CBETSIOKETOYHbIE CApKOMBI,
2 — MeTaHecpporeHHble onyxonu. Pacnpege-
MeHVe NaumMeHToB MO rpynnaM NPOrHOCTUYECKOMO
pUCKa: HU3KWUI — 2 MaumeHTa, NPOMENKYTOUHbIA —
25 yenosek, Bbicoku — 19 peten. papaums c
yueToM ctagum 3abonesanus: | — 6 (13%) neteit,
Il = 16 (34,8%), Il = 9 (19,6%), IV - 11 (23,9%),
V — 4 (8,7%) uenoseka. CpenHuit CPoK OT MOMEHTa
obpawaeMocTM OO Hayana Tepanuu COCTaBWn
3,8 Mec. [MokaszaTtenb obLiei BbIXKMBAEMOCTH
(oueHnka Ha 01.01.2021) B rpynne HM3KOro
pucka nna Bcex cTagun coctasun 100%; B
rpynne cpegHero pucka nipu |, I, Il, IV cTaguax —
100 %, ona V ctagum — 50%; B rpynne BbICO-
KOro pucKa S5-reTHsAA BbiuBaeMocTb npu |, I,
IV, V ctapnax — 100% v npwu lll ctapnm — 33,3%.
PesynbTaTbl neyeHusa geten ¢ HedopobnacToMown,
OCHOBaHHble Ha MeXAYHapOLHbIX NPOTOKONax u
NoNyyYeHHble B CNeuuann3mpoBaHHOM OHKOrema-
TOJNIOrMYECKOM OTaeneHMn KpacHosipcKkoro Kpae-
BOr0 KJIMHWYECKOr0 LieHTpPa OXpaHbl MaTEPUHCTBA
M feTcTBa, ONTUMUCTUYHBI U B LIESIOM COOTBET-
CTBYIOT CpEfHUM CTaTUCTUUYECKUM MOKasaTenam
no Poccum.



C3. 3nokayecTBeHHble ONYXOJSIU NEYEHH
y AeTeun: aHanus HebnaronpuaTHbIX

McXonos

P.P. baiipamrynos, B.b. MaxoHuH, M.M. Husamos, 3.B. AxuHa

'bY3 «PecnybnukaHcKas AeTcKasi KiMHnyeckas bonbHnya», Ypa

AKTyanbHOCTb. 3/I0KaYeCTBEHHbIE OMYyXOSM
neyeHn y peTen npeacTaBfieHbl, Kak Mpasuno,
renaTtouensionapHoi kapumHomoit (MLUK) v renato-
6nactomoit (I'B) v ABNAIOTCA penKoi naTosnorven.
Ha ponio nocnepHen npuxopntca 2—3% B CTPYK-
Type 3aboneBaeMoCTV 3M0KaYeCTBEHHbIMU HOBO-
obpasoBaHuamu (3HO). Xynwwmit nporHos umetoT
sanyuienHble (Il v IV ctagum) cnyvan.

Llenb. MMpoaHanusmpoBatb HebnaronpuaTHbIe
ncxopbl fetent ¢ 3HO neyenn 3a 15-netHui nepmog.

MaTtepuanbsl M Metoabl. 3a nepuop C
2005 no 2020 r. B POKE r. Ydob! nonyunnu nevyeHve
19 naumeHToB ¢ 3HO neueHun B Bo3pacTe oT O
Mecsues fo 15 net. Pacnpenenenne no PRETEXT:
| ctapms — 2 naumeHTa, Il ctagmsa — 6, Il ctagus — 5,
IV cTanmsa — 6 naumeHToB.

PesynbTtaTtbl. C MOMEHTa NOCTaHOBKM AMarHosa
B Cpokm oT 1 cyT o 4 Mec yMepnn 6 (31,6%) netein.
Cpenu Hux 2 peteit (3 roga u 15 ner) BBuay oTkasa
OT NleyeHns 1 6e3 rMcToNorMyeckon BepndnKaLmm
noslyyanu CUMNTOMAaTUYECKOE JIEYEHUNE, MPOMKUIU
3 1 4 mec cooTBeTCTBEHHO. [MaumneHT 11 Mecsaues
¢ I'b nposkun MeHee 1 cyT BBUOY PasBUTUS appo-
3MBHOIO0 KPOBOTEYEHUSI M MPOPACTaHUsA B TONCThIN
KuweyHuk. MaumeHt 5 net ¢ MUK nocne 6uoncum
YMep OT XeNy[A0YHOro KpOBOTEUYEHWSA U3 BAPMKO3HO

paclUMpeHHbIX BeH nuwiesopa. [1Boe petent 9 u
1 ropa ¢ TUK n I'b nocne buoncum n Havana
nonMxuMMoTepanuu nocrne oTKasa poauTenen oT
neyeHuss ymepnu B cpoku 10 n 2 mMec cooTBeT-
cTBeHHo. Bece ymepune get umenu il u IV ctagum
6onesHn, 4O MOMEHTa YCTAHOBKM [iMarHosa He
nMenu xanob, He NpPOXOOWNN YyNbTPa3BYKOBOE
nccnepnosaHue, bonesHb oebwTnpoBana nanbnu-
pyembiMu abpoomMuHanbHbIMM Maccamu. OcTanbHble
13 naumeHToB nonyyanu KoMBUHMpOBaHHOE
nevenve no npotokonam SIOPEL, HabniopaloTcs B
pemuccum B cpoku oT 1 go 120 mec.

BbiBogpl. [1o3nHsAs BbisenseMocTb 3HO neueHu
y DeTel NPOMCXOAMT YaLle BBUOY CKPbITOrO TEYEHMS
BonesHu 1 NpPMBOAMT K YXYyALLEHWIO NporHo3sa. Bce
yMepLu1e feTu MMenn pacnpoCTpaHeHHbIV npouecc
B neyveHn, y 4 n3 6 UMenucb otaasieHHble MeTa-
CTa3sbl B ferkue, y 1 — kaHuepomaTo3s 6pIoLLIMHbI.
MpuumHamn cmepTn y 4 nocnyxuna noauvop-
raHHas HepoCTaATOYHOCTb, Y 2 — KPOBOTEYEHMUS.
INeTanbHble MCXOnbl YCIOBHO NPefOTBPaTUMbI NpU
Bonee paHHeM BbisiBrieHMn 3HO neyeHun, KoTopoe
6110 66l BO3MOMKHO NPV MPOBEAEHNM YIbTPA3BYKO-
BOr0O UCCefoBaHWsi OpraHoB OBPIOLLIHON NO0CTH U
HanMunM OHKOMOMMYECKON HACTOPOKEHHOCTW Neamn-
aTtpa.
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C4. 3nokayecTBeHHble

HoBoODOpa3oBaHuUA enyaKa y aeteu

C.l". Nopnunaesa, T.C. Lybuna, N.B. 3axapos

®IBY «HaumnoHanbHbIi MEANLMHCKMI NCCIIER0BATENbCKUI LIEHTP BETCKOM reMaToiornm, OHKOIo0rnm

u umMMyHonorum uM. [mutpus PorayeBa» MunsapaBa Poccum, Mocksa

AKTyanbHocTb. 3110KaYeCTBEHHbIE HOBOODpa-
30BaHusA (3HO) enymouHo-KMLIEYHOro TpaKTa
(*KKT) y neteit BcTpevatoTcs peako. M3-3a atunuy-
HOrO M aCMMNTOMATUYHOIO TeYeHUst BOMbLUMHCTBO
M3 HWUX OMArHOCTUPYIOTCA Ha MO3OHUX CTaguAaX.
[MoaToMy BM3yanusauus uMmeeT pellapoliee
3HayeHue.

Llenb. MpoaHannanposaTh KNMHUYECKKUE Criyyan
3HO xenynka y peter M OLEHUTb BO3MOXHOCTb
YNyYLLIEHUA paHHen AMarHoCTUKM.

Matepuansl u MeToabl. [lpoBeneH peTpocnek-
TUBHbIV aHanu3 uctopmin bonesuu naumentos ¢ 3HO
)enynka, nonyyasmx nevedne 8 HMULL IFON mm.
OmuTtpua Porauesa ¢ 2014 no 2021 r.

PesynbTtaTtbl. 3a ykasaHHbin nepuon 3HO
KT Bbinn guarHoctmpoBaHbl y 20 maumeHToB
B Bo3pacTe oT 2 fo 17 net. 3HO BcTpevanucoh
HECKOJIbKO Yallle B KeHcKoi nonynsumm (1:1,75).
B 18 (90%) cnyuasix no MecTy sKuTefbCTBa NpoBe-
OoeHa 33odparoracTtpoayoneHockonus (3MAC),
npu nepeuMyHOM obcrenoBaHMM BCeM NauMeHTam
BbIMONHEHa Buoncus, KoTopas oKasanacb MHAOpP-
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matusHoi B 9 (50%) cnyuasix. Mpu nocTynnexHum
NoATBEPKAEHHbIN AnarHos umenu 9 (45%) us
20 naumneHToB. B 9 cnyyasx aMarHos nocTaBrieH B
HMWL AroON wm. Omutpua Poravesa nocne 3 AC
c buoncwueit n B 2 (10%) cnyyasix — B pe3synb-
TaTe nanapockonuyeckon 6uoncum HoBoobBpa-
30BaHus. [NepBble )anobbl BO3HWMKaNM B CpeaHeM
3a 5 mMec (o1 1 po 20 Mec) RO NOCTAHOBKM
ovarHo3a. lMopaxeHus xenynka bbinv Bbi3BaHbI
B 65% numdomon bepkutTa, B 15% — BOCnanu-
TenbHOM MuodbmbpobrnacTuuecKkon onyxosblo,
B 15% — pakoM xenyaka (10% — nepcTHeBua-
HO-KMEeTOUYHON afeHoKapumHoMon, 5% — Myuu-
HO3HOM afeHoKapuMHOMOW). OHKOMOrnMYecKui
aHaMHe3 OTAroLleH Mo paky skenyaka B 2 (10%)
cnyyasx.

BbiBoabl. PaHHAs onarHocTuka 3HO xenynka
ABNAETCA He pelueHHON npobnemon B CBA3K
C PELKOCTbIO NaTonoruM B LETCKOM MPaKTUKe.
3HAOCKOMMYeckoe UccriefoBaHWe C BbIMOSHE-
HMEeM BMONCUM MMEET BbICOKYIO ANArHOCTUYECKYIO
LIeHHOCTb NpW NOCTaHOBKEe AMarHo3a.



C5. lpepBapuTenbHbie pesynbTaThl

NMPUMEHEeHUs NaCCUBHOM

UMMYHOTEepanuu B NOCTKOHCOTUAaAUUIO

peMUCCUM y naumMeHToB

c HeupobnacToMou rpynnbl BbICOKOIO

PUCKa

E.A. Muxainnosa, C.A. Kynesa, C.B. MBaHoBa, E.M. CeHuypos, P./. Xabaposa,

K.M. BopokwuHoBa, I.A. CaxaytauHos, B.B. KapTalwwosa

®IBY «HaumoHabHblf MEOULMHCKUIA MCCIIe0BaTeNbCKUK LIeHTP oHKosorum uM. H.H. letposa»

MuH3sapasa Poccun, CaHkT-[leTepbypr

®Ib0Y BO «CaHKT-lleTepbyprckuii rocyapCTBeHHbIV NeanaTpudeCcKkuii MeULIMHCKUIA YHUBEPCUTET>»

MuH3sapasa Poccun, CaHkT-[leTepbypr

AkTyanbHOCTb. B CBfi3M C BbICOKMM YPOBHEM
3KCNpeccuMn B ONyXONeBbIX KNEeTKax Henpo-
6nactoMbl (HB) M orpaHuMueHHOW aKcnpeccueit
B HOpPManbHbIX TKaHAX raHrnvosung GD2 MoskHo
paccMaTpuBaTb B KAYeCTBE MaeanbHON MULLIEHN s
pa3paboTku MeTof0B MPOTUBOOMYXOSIEBOV MMMYHO-
Tepanuu. B paMkax nporpamMMmbl No nNpuopuTU3aLmm
Hanbonee MHTEPECHbIX OMYXOSEeBbIX aHTUIEHOB
National Cancer Institute npucsounn ranrnvosunay
GD2 12-e MecTo 13 75 noTeHUMASbHbIX MULLEHe
A9 NPOTUBOOMYXOS1IEBON TEpanuu.

Uenb. OueHntb adhPeKTUBHOCTb BKIIOYEHHON
B MOCTKOHCOMMAALMIO PEMUCCUM OMLMKU NACCUBHOM
UMMyHoTepanun aHTu-GD2-MoHOKNOHaNbHbIMK
aHTuTenamu (MA) y peteit ¢ HB rpynnbl BbicOKoro
pUCKa NporpeccrpoBaHus.

MaTepuanbl u Mmetopbl. dopmupoBaHue
BbIBOPOK NPOX0OAMNO MyTEM MApPHO-COMPANKEH-
Horo otbopa. B ocHOBHyI0 rpynmny Obinn BKIOYEHDI
naumeHTbl (n = 7), neyeHne KOTOPbLIX MPOXOAMIIO
cornacHo npotokony NB2004. ['naBHbIMK 3Tanamu
Tepanuu Bbinu uHAyKuMsA (nonmxuMmuoTepanus,
ornepauus), KoHconmaaunsa peMuccuu (BbiCOKo-
[l03HasA MONIMXMMUOTepanus, nyyesas Tepanus)
M nocTKoHconuaauus (oM depeHunpoBoYHas
Tepanus). KoHTposbHyIo rpynny cocTasumv 9 naum-
€HTOB, B MOCTKOHCONUAALIMIO KOTOPbIX Bbina BKMO-
YyeHa naccuBHas MMMyHoTepanua aHTu-GD2-MA
(oT 2 mo 5 umknos). CpeaHwit BO3pacT naumMeHToB
cocTaBun 4 roga. CooTHOLLEHMe No Nony cocTa-

Buno 4:1 (Manbunku:aeBouku). OueHka acpdheKTmB-
HOCTW NPOBOAMIIACH B OTHOLLEHUN BeccobbITUMHON
BbiskmBaeMocTn (5CB) B OCHOBHOM 1 KOHTPOIbHOM
rpynnax.

PesynbTaTbl. [lepuop HabnoneHus 3a naumeH-
TaMu OCHOBHOM rpynnbl cocTaeun 24 mec. BCB B
Heit npubnuaunace K 64%. Y 3 (43%) nauveHToB
coxpaHsieTca anuTensHas pemuccus, 4 (57%)
nornbnu ot nporpeccupoBaHus 3abonesaHus.
Mepuop HabrniogeHus 3a 60MbHLIMU KOHTPOJSTBHOM
rpynnel coctaemn 32 mMec. bCB B 3TOM KoropTe —
88% (p = 0,08). Y 7 (78%) neTeit coxpaHsieTcs
nonHasa pemuccus 6e3 NMpUM3HAKOB aKTUBHOCTHU
onyxonu, y 1 (11%) nauveHTa AMarHocTMpoBaH
peunans 3aboneBaHna Ha hoHe NOCTKOHCOMMAN-
pyloLent Tepanum u 1 (11%) pebeHok norub scren-
CTBME Pa3BUTUS peaKkLuu «TpaHCMaHTaT NpoTuB
X03AMHa» KOXM M KuweyHuka Ha 100-e cyTku ot
MOMEHTa NPOBEAEHNS BbICOKOAO3HOW MONXUMUO-
Tepanuu ¢ TpaHCMMaHTauMen reMonodTUYeCKux
CTBOJIOBbIX KMETOK OT ranfiouMaeHTUYHOro JOHopa.

BeiBoabl. [penBaputenbHble pesynbTaThbl
nokasanu, 4to, MHTeHcudMuMpysa Tepanuio y
peten ¢ HenpobnacToMOM rpynnbl BbICOKOrO
PUCKa NPOrpecCMpOoBaHnA C BKITIOYEHUEM OMUUM
naccuBHOW MMMyHoTepanuu aHTu-GD2-MA B nocT-
KOHCONMMAALMIO PEMUCCUN, YOAETCH MOBLICUTb MOKa-
3atenb bCB Ha 30%. GD2-cneundonuHble aHTUTENA
nposBUNN MHoroobellaLne NONOXUTENbHbIE
NpoTuBOOMyxoseBble A(PDeKTHI.
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Cé. KuctosHas HechpoMa y neTem:
KITMHUYECKUE U MOJIEKYNSIPHO-
reHeTUYECKUEe XapaKTEePUCTUKM

M.B. Tenewosal, J1.A. fAicbko?, E.B. MacneHkoBa?, H.H. Mepkynos!, A.M. MutpochaHoBa’,
M.A. KypHukosal, 3.3. Hazapoga?, .. Axanansel, I.B. TepelueHko?, H.I". MepeBo3unkoBa®,

A.B. Wamun4, T.B. LamMaHckas?, [.10. KauaHos!

1PIBY «HaumoHanbHbIi MEAUUMHCKUIA MCCIIeQ0BATENIbCKMK LIEHTP AETCKOM reMaTosiorm, OHKOSIOrmu u UMMYHO-

normm uMm. [imntpus Porayesa» Munsapasa Poccun, Mockea

2QIAQY BO «Poccuiickuii HauMoHarbHbI UCCIe0BaTeNbCKUA MEAULIMHCKUIA yHuBepcuTeT uM. H.W. Muporosa»

MuHsapasa Poccumn, Mocksa

Iy «PecnybrvkaHckas fieTckas KnMHudeckas bonbHuya» MuHncTepceTsa sapaBooxpaHenus Pecrnybnvku Komu,

CbiKTbIBKap

‘I'bY3 CO «CamapcKasi obriacTHas feTckas KnmHuyeckas bosnbHuua uM. H.H. MeaHoBoii», Camapa

AktyanbHocTb. KucTosHas Hedbpoma (KH) —
pefkasi onyxofb MOYEK OETCKOro Bo3pacTa, acco-
LMMpoBaHHasa ¢ HacneacTBeHHbiM DICERI-cuH-
OPOMOM.

Matepuanbl n MeTofbl. B ccnegosaHue BKO-
YyeHbl 8 MauMeHTOB C FMCTONOrMYecku Bepudmn-
unpoBaHHoW KH, KoTopble monyyanu neyeHne u
KOHcynbTupoBanuce B ®IEY «HMUL, OFOUN nm.
Omutpua Porauesa» Munagpasa Poccum 3a nepuog,
2012-2020 rr. (9 neT). MNpoBeneH aHanm3 KnMHUYe-
CKUX, PEHTTEHOSIOMMYECKNX, MOSIEKYNAPHO-TEHETU-
UYECKMX XapaKTEPUCTUK 1 pe3ynbTaToB NnedyeHnsa KH.

PesynbtaTtbl. MeanaHa Bo3pacta Ha MOMEHT
MOCTaHOBKM AuarHosa cocTtasuna 14,2 mecsua
(pasbpoc 8,6—197,0 mecsua). CooTHoLeHue
Manbunku:geBoukn — 7:1. AHanuMs nepBUYHbIX
wanob nokasan, yto B 6 (75%) cnyuasx onpene-
NAN0Ch YBEIMYEHME OKPYKHOCTU MBOTA M Nafb-
nupyemoe obpasoBaHue BpIOWHON NOMOCTH, B
1 (12,5%) — apTepuanbHaa runepreHsus, B
1 (12,5%) — obpasoBaHue BbIfI0 BbISBEHO MO
pesynbTaTaM LMarHOCTUMYECKOro YrnbTPasBYyKO-
BOrO MCCRefoBaHUs OpraHoB BPIOLLHON NONOCTW.
Mo AaHHbIM KOMMbIOTEPHOM TOMOrpachum ¢ BHYTpU-
BEHHbIM KOHTpacTupoBaHueM KH onucbiBanach Kak
MYNbTUKMCTO3HOE 0bpasoBaHve C TOHKMMU nepe-
rOPOAKaMM, HaKanIMBaloLMMKN KOHTpacCT, 0bbeM
obpasoBaHua BapbupoBan ot 59,7 go 1293,1 mn
(MeauaHa 626,3 Mni). B 5 (62,5%) criyuasix onyxorb
6bina nokanusosaHa cnesa, B 3 (37,5%) — cnpasa.
C yueToM nopo3peHuss Ha Hedpobnactomy
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5 (62,5%) nauneHTOB MO pelUeHMiO Neyallmx
Bpayer Nofyymnun Kypc npefonepaumoHHon XuMmno-
Tepanuu, perpecca OnyxofiM He OTMEYEHO HU B
OQHOM cryyae. MHuumnanbHas onepaums nposeneHa
3 (37,5%) naumentam. O6beM onepaumnm BKOYar
HedbpypeTepakToMuio y 6 (75%) n pesekumio
noukn y 2 (25%) 6onbHbIX. MonekynspHo-reHeTy-
yeckoe uccrnefoBaHne NPoBeAeHO 6 MauueHTaM,
y 5 (83,3%) 13 HMX 0BHapysKeHbl coMaTUYecKue
W repMyHanbHble MyTauun B reHe DICER1. Bbiss-
NEeHbl HOCUTENW FePMUHANbBHOMO BapuaHTa B reHe
DICER1 B cembe 1 nauueHTa. MeanaHa anvrens-
HOCTM HabrioaeHus coctasuna 17,6 Mec (pasbpoc
1,7-58,9 Mec). B HacToslLLee BpeMsi BCE MaLMUEHTbI
}MBbI, peLnanBoB 3aboneBaHna He 0TMEYEHO.

BbiBoabl. BoiiBNeHMe KMCTO3HOM ONyxou
MOYKM, NOATBEPXKAEHHON pe3ynbTaTamu nepe-
CMOTpPa BM3yanusaLuM B IKCNEPTHbIX LEeHTpax
no [eTCKOW OHKoMoruu, tpebyeTt BKOYEHUS B
omdbdepeHumanbHo anarHoctuyeckuin pag KH n
SBNSAETCH NOKa3aHWEM K MPOBEAEHMIO MHULIMASIbHOWM
onepauun. OKOHYaTeNbHbIA AVarHo3 ycTaHaBnu-
BaeTCA Ha OCHOBAHWW XapaKTepPHOW rMCTONOrun-
UECKOM KapTWHbl TKaHu onyxonu. laumeHtam c
NOATBEPMKAEHHbIM AnarHo3oM KH pekoMeHAoBaHbl
KOHCYmNbTaLMsA reHeTKa 1 NpoBeAeHne MosIeKynsap-
HO-TeHEeTUYECKOro UCCNEeaoBaHUs B LENAX BbiSB-
nenHusa MyTaumin B reHe DICERI w chopMupoBaHus
nraHa aMcnaHcepHoro HabnoaeHus ans paHHero
BbIIBMEHUA APYrnx MeTtaxpoHHbix DICERI-accouum-
MPOBAHHbIX OMyXOnew.



C7. CBeTnoknertoyHass capkoMa NOYKHM
Yy AeTeu: KIIMHUYECKUEe XapaKTepPUCTUKH

U pesynbTaTbl Tepanuu

JI.A. CmupHoBa, M.B. Tenewosa, H.H. Mepkynos, A.M. MutpocbaHoBa, I".B. TepeLueHko,
[.I". Axanapn3se, A.B. HeuecHiok, [I.T. YTanuesa, A.I0. YcblukuHa, T.B. LLIaMaHcKas,

[.10. KauaHos

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM remMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

AKkTyanbHocTb. CBeTNOKNeTOYHAs CapkoMa
noukm (CKCI) — penkas 3rnokavecTBeHHas OMyXosib
MoYeK y OeTen, Ha [ON0 KOTopor npuxoantcs 2—5%
BCex cryyaeB 3aboneBaHus.

Lenb. V3yyeHne pesynbTaToB Tepanuu nauu-
eHToB co CKCIl, nonyyaBLumx neyeHne B yCroBmsX
HMUL OFON wm. OMutpua Porauyesa.

Martepuansbl n MeTogbl. 3a nepuwog c 01.2012
no 02.2020 (98 mec) nonyumnu neyexve 10 naum-
eHToB ¢ CKCI1. AHanuanpoBanuce geMorpacdmye-
CKME XapaKTEPUCTUKM, KITMHUYECKME CUMMTOMbI,
MeTof MOCTaHOBKM AuarHosa, o6bem nNpoBefeHHO
Tepanuu. AHanua pes3ynbTaToOB MNPOBeAEH Ha
01.03.2021.

PesynbtaTtbl. MegnaHa Bo3pacTa Ha
MOMEHT nocTaHoBku amarHosa CKCIl coctasuna
30,1 Mecsaua (pasbpoc 13,5-70,8 mecsaua). Bce
nauneHTbl Manbuuku. Y 4 6GonbHbix Habnioga-
nocb yBenuyeHne obbema xuBoTa, y 4 — nanb-
nupyemoe obpasoBaHue B BpIOLLHON NONOCTH, Y
1 — MHTOKCMKALMOHHBIA cuHApOM, Y 1 — onyxofb
BbIIBMIEHA CnyYaiHO. [nuTenbHOCTb OT BO3HUK-
HOBEHMSA MepBbIX CUMNTOMOB/BbISIBIIEHNS OMyXO0SM
00 MOCTaHOBKM AmarHosa coctasuna 0,8 mec
(pasbpoc 0,1-3,2 Mec). [InarHos ycTaHOBEH Ha
OCHOBaHWUMN KITMHUKO-PEHTIEHOIOMMYECKUX AaHHbIX
(n = 9) v rucTonornueckoro uccnenosaxus (n = 1).
Y 1 naumeHTa BbISIBNEHbI OTAANEHHbIE METacTa3bl
B nerkux. MegmaHa obbema onyxonu coctaBuna
439 cm® (pasbpoc 256—-996 cMd). Mpeponepaum-

oHHas nonuxummnoTtepanus (MXT) npoBeneHa BceM
6ornbHbIM (peskum AV — 7/10). Mocne npegonepauy-
OHHoW MXT oTMeuYeHO CoKpalleHue y 3 nauneHToB
(y 1/7 npu peskume AV), yBenunuenue y 5 1 ctabunu-
3auma y 2. HecppaktoMusa npoeefeHa y Bcex nauum-
eHToB (10/10), TopakoTomua —y 1/10. B 1 (10%)
cnyyae Habnoganca nHTpaonepaLmnoHHbIA pa3pbiB
onyxonu. Pacnpenenexune no nokanbHbIM CTagUAaM:
| cragms — 4 (40%) naumenTa, Il ctagus —y 2 (20%),
Il ctapgua —y 4 (40%). AnvloBaHTHasa MXT npose-
LeHa BCeM BOMbHbIM: 7 — 4-KOMMOHEHTHBIN PEXKUM,
3 — peskuM AVD. JlyueBas Tepanusi npoBogunach y
6 (60%) naumeHToB. MepnmaHa HabniofeHus 3a
naumeHTamu cocTaeuna 35,7 Mec (pasbpoc 12,0—
70,7 mec). Ucxopbl: 9 (90%) — suebl, 1 (10%) -
normé (cMepTb, He cBfi3aHHAA C OMyXOJbio).
Nporpeccusa 3abonesaHua Habnioganack y 1 nauu-
eHTa. lNonHbIN 0TBET QOCTUIHYT Y 9 NMauMeHToB,
y 1 — nocne npoTuBopeunanBHOW Tepanun. A3
9 neTemn, HaXOAALUMXCS B HACTOALLMIA MOMEHT Mof
HabniogeHueM, kuebl 6e3 onyxonu — 8, Ku1B nocne
nporpeccum — 1. TpexneTHsaa 6eccobbiTuiiHag
BbIXXMBAEMOCTb M 00LLasA BbIKMBAEMOCTb COCTABUIN
78,8% (95% noBepuTenbHbIi MHTepBan 52,5-100) u
90,0% (95% nosepuTenbHbIiiA MHTepBan 71,4-100)
COOTBETCTBEHHO.

BbiBoabl. [lpoBefeHne KOMMNEKCHOW UHTEH-
CVMBHOM NPOrpamMMHON Tepanuu y MaumeHTOB CO
CKCI nossonset fobuTbca yAoBNETBOPUTENbHbIX
pesynbTaToB Tepanuu.
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C8. XapakTtepucTtuka u pesynbTaThl
fleYyeHUs NauueHToB C JIeroYHbIMU
MeTacTa3amu HedppobnacToMsl,
20-neTHUMK ONbIT JIeYEeHUs Nno

eBPONeMCKOMY NMPOTOKONY

Nn.n. Waut! 2, M.B. Benoryposa!

I'6Y3 «CaHKT-[leTepbyprckuii KITMHNYECKMIA HayYHO-NPaKTUYECKMI LIEHTP CrieUmnann3npoBaHHbIX BULOB

MeanUMHCKoM nomoLum (oHKonornyeckuit)», CaHkT-lMeTepbypr

2Prb0Y BO «CaHKT-[eTepbyprckuii rocynapcTBeHHbIN NeanaTpuyecKuii MEGUUMHCKUI YHUBEPCUTET»

MuHsapasa Poccun, CaHkT-lleTepbypr

a npowenwwue 50 neT 0TMEYEeH OrpOMHbIA

nporpecc B pesynbTaTtax fieyeHuns Hecppob-

nacToMbl, cerofHs obLias n beccobbiTuiiHas
BbMBaeMocTb focTurnn 90%. OgHako pesynbTathl
neyveHns peten C pacnpoCTPaHEHHbIMU CTaaUsAMU
CyLLecTBeHHO Hue. Camon vacTon obnacTbio
reMaToOreHHoOro MeTacTasupoBaHUA ABNASAIOTCA
nerkne, 1 NEPBUYHO, U B CIlyyae pasBUTUSA peumn-
omea. lNpu BHeOpeHUn B pyTUHHOE obcrenoBaHue
KOMMNbIOTEPHON TOMorpaduu yactoTa BbIAB-
NIEHUSI 0YaroBblX M3MEHEHWUIN B NIErk1x yBenumuum-
nacb, NOSIBUIMCb HOBbIE BOMPOCH! MHTEPRpeTaLmm
PEHTrEHONOrMYECKOM KapTUHbI B 3aBUCUMMOCTH OT
MeTo[a BbifBIEHUs (pEHTreHorpaMMa Unm KoMbio-
TepHasi TOMOrpamMma), pasMepoB U xapakTepa
oTBEeTa Ha npeponepaunoHHYI0 XMMMoTepanuio.
B HacTofllee BpeMA eBponenckuMe uccnepo-
BaTesiM He pacueHMBAIOT NepBUYHbIE OYaru B
nerkunx MeHee 3 MM y pebeHKka C KIMHUKO-PEHT-
FeHONOrMYecKon KapTuHon onyxonu Bunbmca Kak
MeTacTasbl. B cnyvae BbifiBNeHWA MeTacTasoB
AanbHenwas Tepanus 3aBUCUT OT pe3ynbTaToB
MOBTOPHOW KOMMbIOTEPHOW TOMOrpadomm, AaHHbIX
MOPAONIOrMYECKOro UCCrefoBaHNA yaaneHHoN
onyxonu, T. €. OT rpynnbl pucka. launeHTsbl, y
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KOTOPbIX BbISIBAEH MOJSHbIN OTBET U UCYE3HOBEHME
NEeroyYyHbIX MeTacTasoB nocne 6 Hep npeponepaum-
OHHOM XMMUOTepanuu, B AanbHenweM nosnyyaioTt
nevyeHune Ana nokansHou ctaguu. B Hawen rpynne
y 14 nauneHTOB NepBUYHO OTMEUYEHO Hanuuue
MEeTacTaTUYEeCKOro MOPaXseHUs Nerkux no AaHHbIM
KOMMbloTEPHON TOMorpadun. Bece naumeHTsl nony-
Yanu Tepanuio COrflacHO eBPOMNEeNCKUM PEKOMEH-
pauvaMm. Y 2 naumeHToB onyxonb BunbMmca bbina
BunatepanbHoi. Mo faHHLIM TMCTONOrNYECKOr0
nccnenoBaHusA nopasnsiowiee BONbLUMHCTBO Naumn-
eHTOB (80%) Bbin OTHECEHbI K MPOMEKYTOUHOM
rpynne pUcka, Tonbko B 1 cnyyae aMarHoCTMpoBaH
BrnacTteMHbIv TMN onyxonu BunbMca. Y 2 petein bbin
BbISIBIEH TOTaSbHbIA HEKPOTUYECKMI TUM Hedbpo-
BnacToMbl, N0 AaHHbIM KOMMbIOTEPHOW TOMO-
rpaduv rpynHoM KNeTku y 3TUX NauneHToB bbin
MOATBEPKAEH TaKXKe MOMHbIA OTBET Ha npefonepa-
LMOHHBIM KypC xumuoTepanuu. [epsbin peuname ¢
MeTacTaTUUYECKUM MOPaXKEHWEM NErkux pasBuscs
y 8 naumeHTOB, B 9TOM rpynne bbinn 2 0eBOYKM
C NoKasbHbiMK cTapuamu nepeuuro (I v 1), Tpw
nauveHTa B rpynne peuvaveoB HedppobnacTomsl
C MeTacTa3aMu B NErkune muBbl, 2 — B NPOLOIIKN-
TENbHOWM BTOPOM PEMUCCUM.



LIHC1. OpToneanuyeckue HapyLueHus

y AeTeun npyu UHTPaKaHasIbHOM
pacnpocTpaHeHun HeupobnacToMbl:
onbiT PrbY «<HMUL AIFOU M. AMuTpus
Porauesa» MuHspgpasa Poccuu

E.B. Nopoxoga?, A.H. Pemnsos?, [1.10. Kauaros?, [1.A. Konbosckwuit?, C.M. XomsKoBa?,
C.C. Osepost, I'.B. TepewieHko?!, C.P. Bapcgonomeesa®, T.B. LLlamaHckas?

1PIbY «HaumoHarnbHbIi MEANUMHCKWI MCCenoBaTeNIbCKUIA LIEHTP AETCKOM reMaTosiorum, OHKoorm

u umMMyHosnorum uM. [imutpus PorayeBa» MuH3gpaBa Poccun, Mocksa

2I'b0OY Ar0 «Poccuiickas MeaLMHCKAas aKaaemMusi HerpepbiBHOro MpogheccoHanbHoro 06pa3oBamHus>

MuH3apasa Poccun, MockBa

SOIrbY «HaumoHarnbHbIi MEANUMHCKWI MCCenoBaTeNIbCKUIA LIEHTP OHKoorum uM. H.H. brioxwHa» MuH3apasa

Poccum, Mocksa

AkTyanbHocTb. Heltpobnactoma (HB) sBns-
eTCsi CaMOW YacTOoW IKCTPaKpaHWanbHOM OMyX0osibio
y neter. B 5-15% oTMeuaeTcs pacnpocTpaHeHue
OMyXOnM B MO3BOHOYHbIA KaHanm C pasBUTUEM
HEeBPOMOrMyeckoro geduumTa u opToneanyecKom
naTonormMn Kak B pebioTe 3abonesaHus, Tak 1 B
OTAANEeHHOM nepvoge.

Lenb. N3yunTb opTonegmyeckue HapyLueHus
(ckoNMO3) y NauUMeHTOB C WMHTPaKaHalbHbIM
pacnpocTtpaHeHneM Hb.

Matepuansbl u MeToabl. B aHanu3 BknioyeH 61
nauneHT ¢ HB 1 uHTpakaHanbHbIM pacnpocTpa-
HeHueM, nonyyaBwuin neyenne B HMUL OMOU
uM. [IMutpusa Porauesa ¢ 01.2012 no 12.2018 no
npotokony NB-2004. BceM peTaM BbiNnonHsANach
MarHUTHO-pe30HaHCHasa ToMorpadus LeHTpanbHow
HEPBHOM CUCTEMbI A1t OLEHKU pacnpoCTpaHeHus
ONyXonu B MO3BOHOYHbIV KaHan. Hanunune ckonmosa
1 CTeneHb ero BbIPaXXEHHOCTUN OLEHMBASIUCh MHULN-
anbHO M yepes 2 roga OT MOMEHTA MOCTAHOBKM
OmarHosa npu namepexun yrna Kobba peHtreHo-
nornyecku. CTeneHb CKOMO3a onpepensanach Kak
nerkas npu 10°-25° yrna Kobb6a, cpegHsas — npu
25°-40°, Taskenasa — 6onee 40° (Hoover M., 1999,
AK. Hell).

PesynbtaTtbel. MHMUManNbHO CKOAMO3 BObin
BoisBneH y 7/61 (12%) nauueHToB. MeamaHa
BO3pacTa Ha MOMEHT MOCTAaHOBKM [MarHosa
8,0 mecsaues (2,3-11,8 mecsues). CooTHOLLEHME
no nony Manbumku:geBsoukn — 2,5:1. MNepBuyHas
Onyxosb pacnofiaranach 3abpioLLNHHO BHEOPTraHHO
y 4/7 (57%) 60rbHbIX, B 3aAHEM CPefoCTeHUN — Y
3/7 (43%). BonbLUMHCTBO BOMbHBLIX CO 2-i U 3-W
ctagmeit no INSS — 4/7 (57%), ¢ 4-i ctapueit —

2/7 (29%) v 4S ctapueit — 1/7 (14%). Mpeobna-
[anv nauneHTbl rpynnbl Habniopeuus — 5/7 (71%).
Y 6/7 (86%) naumeHTOB OMyxosib MpU pacnpocTpa-
HEeHWUM B MO3BOHOYHbIN KaHas 3axBaTbiBana rpyaHom
oTaen no3BoHoYHUKa. Y 6/7 (86%) BonbHbIX Bbino
TOTanbHOe 3amnofiHeHWe MO3BOHOYHOrO KaHana.
Heilipoxupypruyeckoe reuyeHve NpoOBELEHO Y
4/7 (57%) peteit. MHnumanbHO opToneanyecKmil
aHanu3 BbISIBUN NErkylo CTerneHb CKOMuWo3a y
7/7 naumeHToB. Cpeay 6onbHbIX 683 MHULMANBHOro
CKOMMo3a yepe3 2 rofa OT NOCTAHOBKM AMArHo3a
HB Busyanusaumsa Bbina goctynHa y 38/54 (70%)
neteit. Y 9/38 (24%) naumeHTOB BbISIBNIEH CKOMMOS.
MenmnaHa Bo3pacTa Ha MOMeHT nocTaHoBku HB — 8,2
mecsua (0,8-42,3 MecsiLa), COOTHOLLEHWe Mo Mosy
Manbunkun:nesovkn — 2:1. lNepBuyHas onyxons y
7/9 (78%) 6onbHbIX foKanuM3oBaHa B 3afHeM
cpepocTeHuu. lNpeobnagany naumeHTbl Fpynmnbl
Habnoaenna — 7/9 (78%). Y 8/9 (89%) netei
OMyXosib PACNPOCTPAHANACh B NMO3BOHOYHbIA KaHar
Ha YPOBHSAX C 3aXBaTOM IPyAHbIX NO3BOHKOB. [loMu-
HWPOBAIN NaUMEHTbI C 3aMOSTHEHWEM OMyXOSiblo OT
33 no 66% nonepeyHnKa MO3BOHOYHOIO KaHana —
4/9 (44%). Heiipoxmpypruyeckoe nedyeHve npose-
feHo y 6/9 (67%). B aToi rpynne cKonnos ferkom
cTenenun BbifeneH y 7/9 (78%) u yMepeHHom
ctenenn —y 2/9 (22%) neteit.

BeiBopbl. OpTonepnyeckue npobnemsl npu HB
C MHTpaKaHasbHbIM PacnpoCTPaHEHWEM OMyXOnu
MOryT 6bITb NPeAcTaBieHbl CKONMO30M U BbISIB-
nawoTca Kak B nebioTe 3aboneBaHus, Tak u B
OTAaneHHoOM nepuofae, uTo TpebyeT MynbTUAMC-
LMNIMHAPHOrO NoaX0Aa C NpUBIEYEHUEeM OpTo-
nenos.
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LLIHC2. Ponb MarHMTHO-pe30HaHCHOWU
ToMorpaduu B OLLEHKE JleYeHUs

AeTeu c rmmoMaMm HU3KoOMU

CTENeH! 35I0KaYeCTBEHHOCTU NpU
HeupocpunbpomaTtose | TMna no
MaTepuanaM oTAeNleHUs [eTCKOU
oHkonorun ®Irby «HMHUL onkonorum>

MuHsppaBsa Poccuu

0.U. Kut, C.A. KysHeuos, M.B. Ctapxeukas, [1.9. Mosedpu, H.C. leMueHko,
A.W. becnanosa, .A. MkpTusH, E.E. MNak, O.11. NonossH, O.10. I0pueHko

®IBY «HaumoHarbHbIi MEANLIMHCKUIA MCCIIEA0BAaTETbCKMI LIEHTP OHKOMornm» MuH3aapasa Poccum, PoctoB-Ha-[loHy

AktyanbHocTb. Helipochubpomatos (HP) | -
ayTOCOMHO-AOMWHaHTHOe 3aboneBaHune, BO3HU-
Kalowee ¢ yactoTon 1:3500 HOBOPOMAOEHHLIX B
rofd. MM1MOMbI HU3KOM CTENeHN 310KaYeCTBEHHOCTM
(LGG) coctaensioT no 40% obpa3oBaHuit rONOBHOIO
Mosra y geten. H® | cBA3aH C BbICOKUM PUCKOM
pa3sutua LGG, y 15-20% peten ¢ HO | umelotcs
FNIVOMbI 3pUTESbHBIX MYTEN.

Llenb. Onpepenntb BO3MOXKHOCTU MarHUTHO-pe-
30HaHCHoW ToMorpadoum (MPT) B oLieHKe aMHaMMU-
yeckux nameHenuin LGG ronosHoro mosra npy HO |
Ha d)OHe NPOBOAMMOIO fleYeHUs.

Matepuanbi u Metopbl. B ®I'BY «HMULL oHko-
noruv> Munsgpasa Poccum 3a nepwog ¢ 2010 no
2020 r. bbino BbisiBNeHo 137 cnyyaeB obpaso-
BaHWI rOfI0BHOrO Mo3ra y peter ot 0 no 18 ner,
13 Hux y 28 (20,4%) 6onbHbIX BCTpeyanuch LGG, y
15 (53,6%) — Ha dhoHe HD I. Buayanusaumsa — MPT
GE Signa HD 1.5T, pabouas ctaHuma Advantage.
Mpotokon — DWI, T2-Flair, T2, 3D-Bravo ¢
KOHTpacTupoBaHueM. [poBOAMIN OLEHKY CTPYK-
Typbl ¥ pa3MepoB naTofiornyeckux obpasoBaHuin,
TWUMNa HAKOMMEHMs KOHTpacTHoro Bewlectsa (KB),
peakumnu TKaHu Mosra no nepudpepun. Pesynbrartsl
obpabatbiBanuce Ha pabouel cTaHuMM, MPOBOAM-
n1cb cpaBHeHNs AaHHbIX MPT B aMHamuke Ha hoHe
cTaHfapToB nposefeHus npotokona SIOP-LGG
2004 (Bepcusa 2010). [JononHUTENbHO OLEHUBaNM
HeonyxoneBble U3MEHEHWS rOfI0BHOrO MoO3ra y
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nauuneHToB ¢ H® | — chokanbHblie 0bnacTu runepuH-
TeHcmeHocTH (focal areas of signal intensity, FASI).

PesynbTtatbl. bonbwnHcTBo LGG Ha dhoHe HO
| nopaxan obnacTb Xxua3sMmbl, 3pUTENbHbIX HEPBOB
n TpakToB. B onyxonesbix y3nax npeobnapan
CONWUAHBIN KOMMOHEHT, B OCHOBHOM 0bpa3oBaHus
MMEeNu CMeLUaHHYI0 KMCTO3HO-CONMUAHYI0 CTPYK-
Typy. Pasmep obpasoBaHuii BapbupoBan ot 25 o
52 mM. B bonblumnHeTee LGG Habnioganoch akTuBHoe
reTeporeHHoe HakonneHne KB c coxpaHeHueMm
YCUNEHNA Ha BCex aTanax neyenus. He Hakannu-
Balowme KB obpasoBaHWs peoKo COMpoBOKOANIMCH
oTekoM no nepudpepumn. 06bEM rvNoBacKyNAPHbIX
obpa3oBaHWin B AMHaMWKe Tepanuu yMeHbluasncs
meHee 20%. B avHaMuke y BCeX NauMeHToB 0TMeva-
NTOCb YMEHbLUEHWe pa3MepoB KOHTPACT-NO3UTUBHOM
OMyXOSeBOW TKaHW, 30H Ba30reHHOro 0Teka no nepu-
dhepun. YacToit Haxoakoi (no 93,3% naumeHToB C
H® 1) 6binm ouaryt n hoKyCbl B MOAKOPKOBbIX SApaXx,
CTBOJIE MO3ra, HOMKaX W NOJYLLIAPKSAX MO3XEUKa, He
HaKanMBaIOLLMX KOHTPACT M He U3MEHSIoLLMeCs B
avHaMuke — FASI.

BouiBopbl. [TpoBepgeHne MPT ronosHoro Mosra
CTaHAAPTHO Ha Bcex aTanax neyenus LGG Ha dhoHe
H® |. MPT nossonseT onpenenutb CTPYKTYPY,
pa3mepbl 1 TUN KoHTpacTuposaHua LGG, oueHuTb
OVHaMUKY M3MEHEHWI Kak Onyxosnu, Tak U COCTO-
SHME OKpYXKaloLLer TKaHU Mo3ra Ha (boHe NpoBo-
AVMMOrO fieyeHus.



LIHC3. MepynnobnactomMa BbICOKOM
rpynnbl pucka. PesynbtaTtbl nevyeHus

H.A. MamepnoBa

AkTtyanbHocTb. MenynnobnacToma — 3nokave-
CTBEHHAs ONyXOSlb 3afHEN YepenHon AMku. BosHu-
KaeT, Kak NpaBwuIo, 13 YepBsa MO3KEYKa U B KpblLLe
YyeTBEPTOro enypouka. fAensetcsa Haubonee
pacnpoCTPaHEHHbIM 3710Ka4eCTBEHHbIM HOBOOBpa-
30BaHMEM IOIOBHOrO MO3ra B AETCKOM BO3pacTe
n coctasnset oT 15 po 25% Bcex nepBUYHbLIX
Onyxonew LueHTpanbHoi HepBHoW cucTeMsl (LLHC)
y petei, okono 70% Bcex crnyvyaeB AMarHoCTuU-
pyetca y peten Mnagwe 15 net. llauneHTbl ¢
MepynnobnacTtoMom [enaTca Ha ABe NPorHocTuYe-
CKMe rpynnbl: AeTu ctapwe 3 net 6e3 npu3HakoB
oTaaneHHbix MeTacTasos (ctagua Yawr MO) u
MWHUManbHbIM pPa3MepoM OCTATOYHOM OMyXOonu
(< 1,5 cm?) mocre onepaunu COCTaBSIOT CTaH-
L0apTHYIO Tpynny pucKa, Apyrve nauueHTbl C
YaCTUYHOW pe3eKuMeln onyxonu, ¢ MeTactatuye-
CKMM pacnpoCcTpaHeHWEM MnpoLecca unu B Bo3pacTe
[0 3 NeT COCTaBMAT rpynmny BbICOKOr0 pUCKa.

Martepuanbl u Metopbl. 3a nepuog 2012-
2021 rr. B obweit cnoxHocTn 50 petent (37 Manb-
unkoB, 13 mesouek) ¢ MemgynnobnacToMon nosny-
yunu nedenve. CpepHuii Bo3pacT OeTen COCTaBWI

12 ner. JleyeHne No cTaHQApPTHOW rpynne pucka
MpoBOAUIOCH Y 33 MaLMEHTOB, MO BbICOKON rpynne
pucka —y 17. Bce getv npoxogunu nevexHue no
npotokony HIT 2000/HIT 2014. [leTam BbiCOKOM
FPYNMbl PUCKa MOCEe YaCTUYHOW PE3EKLMMN OMyXOSu
nposoaunocs 8 60KoB xuMuoTepanuu (kapbo-
NnaTWH, 3TONO3WA, BUHKPUCTUH, LuuknodocdaH
W BbICOKOAO3HbIA METOTPeKcaT) ¢ nocrenyloLlen
KpaHMOCMNMHanbHOM nyyesoi Tepanueit (B ycrta-
HoBneHHoM nopsapke 25-30 p pnsa scen LIHC u
pononHutensHo ana MK® 25-30 Mp) u 4 kypcamu
MXT no cxeMe Mapkepca (UMCnnaTvH, NamycTuH 1
BUHKPUCTWH).

PesynbTtatbl. [leTv B LenoM yaoBneTBopu-
TeNbHO NEPEHOCUIIV XMMWO- W NTyYeBYIO Tepanuio.
3a BpemMa Habniogenus (9 net) y naumeHToB
BbICOKOM Ipynmnbl PUCKa peumamsbl Habniopanucb
B 11 cnyuasx (y 6 peunaus Habniogancs Ha goHe
NPOBOAMMOrO fevenns) u3 17 peteit, NonydaBLUMX
neuvexune. BoceMb getein ymepnu. Takum obpasom,
n3 17 petein 9 skuBbl 6e3 npusHakoB bonesHu.
CemuneTHsas bespeunanBHasa BbIKUBAEMOCTb
coctasuna 52,7%.
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X1. CtpykTypa u nopgxopapl

B ONNepaTUBHOM JIeYUEeHUU paKa
LLUMTOBUAHOM Kernes3bl y feTeu

B KpacHogapckoM Kpae

B.A. TapakaHos, H.B. Mukasa, 0.3. Yynkos, M.B. MenbHukos, C.A. CugopeHko,

A.C. JlyueHko

'6Y3 «[leTckasi KpaeBasi KIMHn4eckas bonbHuLa» MuHUCTepCTBa 34paBooXpaHeHnsi KpacHOBapCKOro Kpas,

KpacHonap

2009 no 2017 r. B OHKOMOrM4YeCKOM OTAE-

neHun [OKKB r. KpacHopapa Haxogu-

NMCb Ha neveHun 169 pneten C y3nosbiMK
HOBOODpa3oBaHMSAMM B LUMTOBUAHON Kenese. U3
HUX paK LUMTOBMAHOMW Xenesbl ycTaHoBMNeH 39
(23,1%) nauveHTaM. Cpemun HUX ManbUMKoB BbINo
11 (28,2%), nesouek — 28 (71,8%). BospacT Kone-
Bancs ot 6 o 17 net. CpenHuin BO3pacT CoCcTaBun —
11,5 ropa. InarHos paka LMTOBUOHOW Kenesbl
YyCTaHOBJIEH [0 ONepauuu Ha OCHOBAHWU KIIMHU-
KO-aHaMHEeCTUYECKMX AaHHbIX, Pe3ynbTaToB ynbT-
pa3ByKoBOro uccrnenosaxus (Y3W), TOHKoMronbHoM
acnupaunoHHoi buoncum y 30 (76,9%) nete.
MeToa0M TOHKOMIOMIbHOM acnMpaLMoHHOK Buoncum
C NocfenyioLmnM LMTOSIOrMYECKMM UCCefoBaHNEM
OMarHo3 paka yctaHosreH y 29 (74,3%) 60nbHbIX.
Cpok 3aboneBaHus coctasun [0 6 Mec y 26 geten
(66,7%), 6onee 6 Mec —y 13 (33,3%). YaLe Bcero
O0TMeyanocb OQHOCTOpPOHHee nopaxexue. [lo
LaHHbIM npoBoamMoro Y3W eauHWYHbIR y3en nMmen
MecTo y 32 (82%) BornbHbIX, U3 HUX MOpaskeHue
npasoit gonu —y 16 (50%), nesoit —y 16 (50%),
[BYyCTOpOHHee nopaxeHue —y 7 (17,9%). Mopa-
SKEHWE pernoHapHbIX NMMAOY3MN0B KIMHUYECKH
n MetofioM Y3U BoisiBneHo y 9 (23%) naumeHTos.
Mpw BbIbBOpE XMPYpPruyeckon TakTUKM noaxon bbin
omddepeHUMPOBaHHBIM B 3aBUCUMOCTM OT faHHbIX
aHamHe3sa, ocobeHHoCTeln KnuHukKM, Y3W xenesbl
W MAMKUX TKAHEN LUeW, pesynbTaToB MyHKLMOHHON
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Broncumn 1M HTpaonepaumoHHbIX HaxonoK. Cy6To-
TasibHaa peseKums skenesbl BbinosiHeHa 4 (10,3%)
nauveHTam, remutupeonaaktTomus — 12 (30,8%)
[eTAM, CTPYMaKTOMUA nposefeHa y 23 (58,9%)
BonbHbIX, M3 HUX B 13 cnyyaax B 2 aTana. [lpu
nopaskeHnn NMMAOoy3noB BbINOMHANOCH PYTNAP-
HO-(pacumanbHoe yaaneHve nuMAoysnos 1 KneT-
yaTku. [loBTOpHbIE onepauun BbiM BbINOMHEHSI
13 (33,3%) BGonbHbIM. Bce 3nokauecTBeHHble
Y3bl OKa3anuncb BbICOKOAMAepeHLpPOBaHHbIMK
anuTENMUanbHbIMKU ONYXONAMU: NANUNAPHbIN paK —
y 19 (48,7%), cbonnurynsapHbii —y 6 (15,4%),
nanunNapHo-doNInKyNapHbin — y 14 (35,9%)
BonbHbIX. NopaxkeHne NMMAOY3NOB OTMEYEHO Y
12 (30,8%) neteit. PernoHapHble MeTacTasbl MMenu
MecTo npu nanunnspHoM — 8 (67%) cnyyaes u
donnukynapHo-nanunnsapHoM pake — 4 (33%)
cnyyvas. 1pn 3TOM HU y OOHOro U3 HUX Mopdoso-
FMYECKMN B TKAHW OCTaBIIEHHON paHee [0 Xenesbl
Oonyxoneson pocT He obHapyxeH. U3 39 npo-
onepupoBaHHbIX BOMNbHBIX OCMOKHEHWUA B Mocne-
ornepauuoHHoM nepuoae umenun mecto y 9 (23%)
neteit: y 3 (7,6%) pasBuncs TpaH3UTOPHbIN napes
BO3BpaTHOro HepBa, ewle y 1 (2,6%) pebeHka yepes
6 Mec nocne onepauuu pa3suncsa pybLoBbIi napes,
napatupeouaHas HegoCTaTOYHOCTb BO3HMKMA Y
5 (12,8%) 60sbHbIX, KyNMpOBaHHasA MeanKaMeH-
TO3HO. JleTanbHbIX ncxofoB He Bbino. Bee fetn Haxo-
OATCS nop, HabiofeHeM XvMpypra n 3HAOKPUHOMOra.



X2. I0BeHunbHasa occucpuumpyioLas

cubpoma

H.C. lpaues, A.WN. lopoxanuHa, U.H. Boposkuos, [.A. NMones, H.B. BabackuHa,

M.MN. KanuuuHa

@IBY «HaumnoHarnbHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpasa Poccun, Mocksa

AkTyanbHocTb. lOBeHunbHas occudu-
umpylowas dpubpoma (l00P) — 310 penkoe
h1bpo3HO-KOCTHOE fOBpOKAUYeCTBEHHOE HOBO-
obpasoBaHue, BCTpeyaloLLeecsi NpeMMyLLecTBEHHO
y OeTell M xapaKTepu3yloLleeca arpecCuBHbIM
BbicTpbiM pocToM. OcobeHHocTbio 00D aABnsaeTcs
nopaskeHve KOCTel cpefHen 30Hbl nuua: obnactb
OKOMOHOCcoBbIX nasyx (OHM), nonocTe Hoca, ¢
pacnpocTpaHeHNeM Ha OCHOBaHMe yepena v B
opbuTy, a Takxe Nopa)keHne BEPXHEN YeniocTu, YTo
3aTPynHAET paguKanbHOCTb yAaneHus obpa3oBaHws
¥ NOBbILLAET PUCK Pa3BUTWA peLmnanBa, KOTOpbIi, No
AaHHbIM HEeKOTOPbIX aBTOPOB, BbICOKUIA K COCTaB-
nset o7 30 go 58%.

Llenb. MpoaHanuanpoBaTth KIMHUYECKNE XapaK-
TEPUCTMKM, OLEHUTb pe3ynbTaTbl NeYeHus naum-
eHToB ¢ I00®.

Matepuansl u metopbl. Ha 6ase HMUL OO
nmenn Omutpus Porauesa B nepuop ¢ 2013 no
2019 r. 6b1110 MPOBEREHO XMPYPrUYECKOe NeyeHne
11 naumeHTtoB ¢ 00®: 6 (54,5%) Manbumkos U
5 (45,5%) nesouek, Bo3pacT oT 2 o 13 nert
(Meanana — 10 ner).

PesynbTatbl. CaMoi yacTon nokanusauven
I00® okasanca pewetyaTblit nabupunt (9/11,
81,82%), B bonbLUMHCTBE CryyaeB C pacrnpocTpa-
HeHveM B opbuty (7/11, 63,64%). ManudecTu-
poBano 3abonesaHue yalle BCero 3aTpyAHEHVEM
HocoBoro abixaHus (5/11, 45,46%) n/wnu aKkso-
cdbranbMom (5/11, 45,46%). OpmHHagLaTH naum-
eHTaM ¢ 00D BbIn10 BbIMOHEHO 15 XMpYypruyeckux

BMeLLaTenbcTB. CaMblM pacnpoCTPaHEeHHbIM XMPYP-
FMYECKUM LOCTYMNOM OKa3amncs HapyKHbIA — Npon3-
Boauncsa B 7 (63,64%) cnyuasix. TpaHcHasanbHoe
yLaneHve onyxonu U KOMBUHMPOBaHHbIE OOCTYNbI
BbinonHanuce B 4/11 (36,36%) n 2/11 (18,18%)
Cryyasx CcOOTBETCTBEHHO. Y BoMbLUMHCTBA Nauu-
eHToB 6bin BepudmumpoBaH TpabekynapHbIn
™n — 7/11 (63,64%). CpenHuit cpok HabrioaeHus
coctasun 19,1 Mec (o1 5 go 81 mec). OcnoskHeHws
nocne NPOBEeLEeHHOr0 XWPYPruyecKoro fneyeHuns
661 oTMeueHbl y 3/10 (30%) naumeHToB. Peunaus
Bbin oTMeyeH y 2/10 (20%) naumeHToB U elle y
2/10 (20%) nauueHToB BbiN BbIABMEH OCTATOUHbIN
KOMMOHEHT onyxonun 6e3 AoCTOBEPHBIX NMPU3HAKOB
MPOOOJSIKEHHOIO PoCTa.

O6cyxpeHune. I00d - penkoe pobpokaue-
CTBeHHOe HOBOODpa3oBaHue, xapaKTepu3ayoLleecs
arpeccuBHbIM BbICTPbIM pOCTOM M Tpebywouiee
PafuKanbHOMO XMPYPruyecKoro nevyeHns B Lensx
obecneuveHns nyuwero nporHosa. OcobeH-
HocTblo NneyeHus OOD aBnAeTcs CHOXKHOCTL
pafMKanbHOro XMPYpPruyeckoro fieYeHns B CBA3U
C ero nosfHen MaHudpecTaumen n pacnpocTpa-
HEeHMeM cpasy Ha HEeCKOJSIbKO aHaTOMUYECKUX
CTPYKTYp. B psfpe cnyuaes ynaneHue onyxonu
NpUBOAMT K (POpPMUPOBaHMIO fedheKTa NMueBoro
CKeneTa, KOTOopbln TpebyeT BbINOSIHEHUS PEKOH-
CTPYKTMBHO-M1aCTUYECKOro 3Tana onepauuun. B
CBA3K C 3TUM Lenecoobpas3Ho NpoBOAUTL Takue
onepaumun Ha base OTOENEeHWUI XMPYPruM ronoBbl
W wewn.
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X3. JlumcpaTnueckue ManbchopMauum:
CKJiepo3upoBaTb Uiiu onepupoBaTh?

M.A. JloMaka, B.B. Poruxckuir, A.I". Haptoumin, N.A. OBUMHHMKOB

®IBY HaumoHanbHbIi MEANLIMHCKUI MCCIIeR0BATENbCKMI UEHTP «LleHTparnbHbii HayYHO-UCCIeA0BaTeIbCKMM
WUHCTUTYT CTOMATOIIOMMM M YeIloCTHO-IMLIeBOM xupyprum>» MuHsapasa Poccun, Mockea

AkTyanbHocTb. JlumMdbaTuueckne Manbdop-
Mauum (JTIM) B BonbLUMHCTBE Cry4aeB NPOSIBASIOTCS
NPV POKOEHUM UM B NEPBbIN MOL XKM3HU pebeHka.
[lnarHocTuKa B CrneunanvManpoBaHHbIX LEHTpax He
BbI3biBaeT BonblMX 3aTpynHeHU. [Ins neyeHus
peter ¢ JIM ucnonbsyloT pasfinyHbie MeTOoAbl,
MPMMEHEHNe KOTOpbIX He BCeraa 0b60CHOBaHO.

Uenb. MpoBecTn aHanuns aphekTUBHOCTH
MEeTOLOB [MArHoCTUKM U fleyeHusa peten ¢ JIM
rO10BbI U LLEW.

MaTtepuanbl u Metopbl. [lpoBegeH aHanus
neyenusa 170 petein ¢ JIM ronosbl u wen ¢ 1999
no 2020 r. BospacTt naumeHToB coctasun 0-18 ner.
BceMm naumeHTaM Ha 3Tane nepBMYHON AMArHO-
CTWKK MNPOBOAWIIOCH YNbTPa3BYKOBOE uccle-
pnosanne (Y3W) c anactorpadueit, koTopoe
noBTopsnoch Ha 10-14-e cyTku nocne onepauuu
n B MHamuke vepes 3, 6, 12 mec. MarHutHo-pe-
30HaHcHas ToMmorpadus (MPT) BbinonHsnack
nauMeHTaM Lo nedyeHus n yepes 6—12 mec nocne
Hero. [py BTOpMYHbIX fedhopMaumsax KOCTeN nuue-
BOr0 CKeneTa v BHYTPUKOCTHbIX JIM nposoaunack
KoMMbloTepHas ToMorpacdpus.

Pesynbtatbl. CTO AecaTb nauneHToB npone-
YeHbl TOMbKO XUPYpruyeckum Metogom. Kombu-
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HaLMA XMPYPruyeckoro MeToaa u ynbTpPa3ByKOBOM
nectpykumun (Y3[) c acnupaumeit npuMeHsanach
y 32 nauueHToB. CkneposvpoBaHue MPUMEHSA-
NOCb Kak caMocToATenbHbIN MeTod Yy 10 60nbHbIX,
nocne paHee MPOBEAEHHOr0 XMPYPruyeckoro
neuvenuss —y 11. B kauyecTBe cknepo3aHToB Bbinu
ncnonb3osaHbl 70% pacTBop dTaHomMa, AOKCULN-
KNUH. KoMBUHaUMa XMpypruyeckoro fieyeHuns u
na3epHoOro BO3AEeNCTBMA NpoBogmniach y 7 nauu-
eHToB. [pn BocnaneHun JIM onepaTnBHOE neyeHne
NPOBOAMSIOCH MOCMIE KYNMWPOBaHUA CUMMTOMOB
Bocnanenus. Matm (2,9%) nauventam Bbina Hamo-
)eHa TpaxeocToma, 1 M3 HWMX K BbINUCKe Bbin
LEeKaHyNMpPOBaH.

BeiBoabl. [Ina gnarHocTtuku JIM npegnoytu-
TenbHee ucnonb3oBatb Y3W ¢ anactorpacdmen.
Havnbonee BbICOKOTOYHLIM METOAOM AMArHOCTUKM
cuntatb MPT. Xupypruyeckuin Metof ocrtaeTtcs
BedyLLUMM B NneyeHun. Mcnonbaosarune Y3[] B kKoMbu-
HauWMM C XUPYPruYEeCKUM METOAOM 3HAUUTENIbHO
noBbiLLaeT 3dEKTUBHOCTb NieueHust feten ¢ JIM u
yBenuumsaeT nepuop pemuccun. CkneposmposaHve
ABMNAETCA METOAOM Bblbopa Ans nevyeHns geTen c
MaKpOKMCTO3HbIMK JIM, HO HE NPUBOAMT K MOSTHOMY
U3neyveHuio.



X4. MUHUMHBAa3UBHbIE

HecppoHcbeperalowmne BMeLLaTeNbCTBA
y AeTen C O/HOCTOPOHHEWU OMYXOJIbIO

BunbMca

C.B. MBaHoBa, A.K. Hocos, B.B. KapTtawosa, C.A. Kynesa, E.M. Cenuypos, K.M. BopokLuu-

HoBa, E.A. Muxannosa, P.1. Xabaposa, I.A. CaxayTanHoB

@IBY «HaumoHarbHbIi MEANLMHCKUIA MCCIIER0BATENbCKUU LieHTP oHKkonorum uM. H.H. MeTtpoBa» MuH3gpasa

Poccum, CaHkT-lleTepbypr

@Irb0Y BO «CaHKT-lleTepbyprckuii rocyaapCTBEeHHbIN MeanaTpudeckuii MeaUUMHCKMIA yHusepcuteT» MuHsnpasa

Poccum, CaHkT-lleTepbypr

AKTyanbHOCTb. YCrnexu B NIEYEHUN OMyXonu
Bunbmca (0OB) nossonunu BHeOApsiTb PUCK-
afanTUpOBaHHblE METOAMKMN CO CHUMKEHNEM XUMUO-
TepaneBTMYECKOM M NyueBOM Harpys3ok. bonee
KOHCEepPBaTMBHbLIM OCTAfI0Ch OTHOLLEHNE K BO3MOK-
HOCTW BbIMOSIHEHNS HedppoHcheperaoLwymx BMeLLa-
TeNbCTB C WUCMNOSIb30BAHMEM MWHUMHBA3UBHbIX
XMPYPruyeckmx MetTonoB y BOMbHbIX C OAHOCTO-
poHHen OB.

Martepuan u metoabl. Hamu 6binun npoaHanu-
31pOoBaHbl 2 cnyyast nanapoCcKonMYecKon BUAEO-
aCCUCTMPOBAHHOW pe3eKkuMn nouvek y AeTen c
ogHocTopoHHen OB, nonyyaslwmnx nevexne 8 HMALL
oHkonorum um. H.H. Metposa. Y naumenHta Nol
06beM 06pa30BaHMsA HUKHENO NOJIKOCA NIEBOM MOYKM
cocTaenan 12,2 cM®. MNocne HeoambloBaHTHOM NOM-
xumuoTepanuu (MXT) 06beM onyxonm yMeHbLUMIICS
Ha 82% (2,19 cm®). BonbHOMY BbIIM BbINOHEHDI
ncceuyeHne obpasoBaHua B Npefenax HeM3MeHHoW
MOYEYHOW TKaHU 1 broncums 3abpioLLnHHBIX NnMda-
TUYECKUX Y3MOB C UCMONb30BaHMEM BUNoONSpHOW
3MeKTpoKoarynsaumm annapaTom Harmonic. UHtpa-
onepauMoHHO MPOBOAMIIOCH lanapoCKonuyeckoe
ynbTpasBykoBoe uccnenosaHue (Y3M) nouku ans
onpepeneHva Kpaes pesekuuu. [nuTenbHoCTb
onepaumun — 3 4, KPOBONOTEPA — HE3HAUUTENbHASA.
[MocneonepauMoHHbIN Nepuon npoTekan 6es
OCMOXHeHW. Y naunerTa No2 o6bem obpasoBaHus
B aebiote bbin 1,72 cm®. Mocne HeoaabloBaHTHOM
MXT onyxonb yMeHblimMnack Ha 93% (0,12 cm?).
Bo BpemMA onepauuv npu TLlaTenbHOM OCMOTpe

B BEPXHEM MOSI0OCE BU3Yyanu3npoBanocb UHTpa-
napeHxumaTo3Hoe obpa3oBaHue pasMepamu OO
1 cM. Pesekuus npoBoannach X0NOAHLIMU HOMKHU-
Lamu B Npefenax 3A0poBbIX TKAHEN C OTCTYMNOM OT
onyxomu 3 MM Be3 npuMeHenust Y3W. nutensHOCTb
onepauuu — 2 4, KPOBOMOTEPS — HE3HAUNTENbHAS.
OcnosHeHu B NOCMeonepaLnoHHOM nepmoge He
Bbiro.

PesynbTtaTbl. ¥ naunenta Nel npu rucrtono-
FTMYECKOM UCCMefoBaHUM Kpas pesekuun bbinu
BHe onyxonu, nuMmdatuyeckue ysnbl — 6es
npu3HakoB rnopaxeHusa. Pemuccusa 3abonesaHuns
nocne 3aBepLUueHns agbloBaHTHoW MXT coxpaHs-
eTca B TeyeHne 12 mec. Y naumenta Ne2 mopdo-
normyeckoe uccriefoBaHue Mnokasano Hanuuue
OMyX0nM B Kpae peseKkuun. J1lanapoCKonMYeckmum
LOCTYNOM Bblfna BbINONHEHa NOBTOPHas onepauus
B 06beMe 3aBeplualoLle HeddpypPeTEPIKTOMUMN.
PapukanbHocTb Bbina noaTBepAeHa rMCTONOMn-
YyeckuM 3aknioueHueM. CoxpaHsieTca peMuccus
7 mec.

BbiBoAbl. [104X0Abl K BLIMOMHEHWUIO pe3eKLMU
MOYKM C WUCMNOMb30BAHMEM MUHUMHBA3UBHBIX
MeTOLMK 00 KOHUa He paspaboTaHbl. MeTon nMeet
BonbliMe nepcnekTMBbl NP NevYeHUun yHUdo-
KanbHbIX onyxonen obbemMoM MmeHee 300 cm?,
nMeloLWwmnx nepudpepuyeckyio fokanusaumio, npu
OTCYTCTBUW NPU3HAKOB MECTHO-PacrnpoCTPaHeH-
HOro npouecca, Ho TpebyeT QOMNOMHUTENBHOMO
WHTpaonepaLnMoHHOr0 KOHTPOSA pPaauKanbHOCTH, B
TOM uncne ucnonb3oBaHusa Y3W.
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X5. OnbIT NPpMMEHeHUs fasepHou
TepMOoAeCTPYKLUMUM B yaaneHuu

HOBOODOpa3oBaHUN KOXM

MeJlaHOLMTapHOro reHesa y feTeu

U NOAPOCTKOB

P.U. Xabaposa, C.A. Kynesa, C.B. MsaHoBa, E.M. Cenuypos, 3.[. 'ymbaTosa,
E.A. Muxannosa, K.M. bopokiunHosa, I".A. CaxaytanHos, B.B. KapTaluosa

®IBY «HaumoHanbHbIi MEANLMHCKWI MCCIIER0BATENbCKUI LUEHTP OHKo1orum uM. H.H. [eTposa»

MuHsapasa Poccun, CaHkT-lleTepbypr

®r60Y BO «CaHKT-leTepbyprckmii rocynapCTBEHHbIN NeanaTpudecKuii MEAULMHCKUIA yHNBEPCUTET>

MuHsapasa Poccun, CaHkT-lleTepbypr

AKTyanbHocTb. Ha cerogHsWHWN OeHb
nasepHas TepMOAECTPYKLUMA LUMPOKO pacnpocTpa-
HEHa B IepPMaTOOHKOOrMYECKON NPaKTUKe, OOHAKO
y MauneHTOB AETCKOro BO3pacTa MpUMEHeHue
XMPYPruyeckoro nasepa He ABAAETCA PYTUHHbBIM.
Ha Haw B3rnsAg, npu ynaneHun HoBoobpasoBaHui
KO MeIaHOLMTApHOr0 reHe3a Y I0HbIX NauneHToB
cregyeT oTAaTb NPEAnoYTeHne 3TON MeHee MHBa-
3MBHON MaHWUNynNAUMK, KoTopas He TpebyeT obLen
aHecTesnn, BbINONHAETCS B aMbynaToOpHbIX YyCo-
BMSIX M BCErAa COMpPOBOXKAAETCA MOPCDONOrMYECKUM
nccnepoBaHvWEM MaTepuana.

Llenb. Ouerka uenecoobpasHOCTV MPUMEHEHNS
Na3epHON TEPMOLOECTPYKLUUM Yy AETEN U NOAPOCTKOB
C HOBOOOPAa30BaHUAMM KOXKW.

MaTepunanbl M Mmetopbl. [lATnoecaT Tpem
nauneHTam ot 7 po 17 net (MeamaHa Bo3pacTa
13,4 rona) BbINO BLINOSIHEHO yadaneHWe HOBO-
0bpa30BaHuii KOXM MefnaHoUMTapHOro reHesa. lpu
LOepMaToCKOMMYECKOM OCMOTpe KapTuHa obpa-
30BaHWUii MMena pobpoKayeCTBEHHbIN xapaKTep —
HeByCbl BbINU NpefcTaBneHbl TUNUYHOW rnoby-
nApHon cTpykTypoit (n = 32, 60,1%), nepu-
depnyeckm pacnonoskeHHbiMM rnobynamu ¢
TUNWYHBIMU LLeHTPanbHbIMW FOMOreHHbIMU 30HaMU
(n =11, 20,7%), yyactkamu runep/runonurmex-
Taumm (n = 20, 37,7%). NMocTTpaBMaTHyeCKue n3Me-
HeHus 0Bpa3oBaHUI KOXWM BU3Yyann3nmpoBanuchb
y 30 (56,6%) neteit. YaaneHve BbINOMHANOCH C
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NPYMEHEHMEM CieflyloLmMX TexHUK: 42 (79%) naum-
eHTaM npoBefeHa fa3epHas TepMOAECTPYKLMS,
3 (5,6%) — naHu-6uoncus, 8 (15%) — xvpyprudeckoe
ncceuenwe. JlasepHoe ynaneHne ocyLLecTBANIOChH
NONYNPOBOAHMKOBbLIMU yCTaHoBKamMu «AJIMX —
01 — Ononan», “LAHTA — MILONTM", koTopble
UMenu crnepyloLmne TeXHUYECKNe XapaKTepUCTUKK!
ANMHa BOSHbI pabouero uanyuvenus — 810 Hwm,
MOLLIHOCTb — 3—5 BT, pesuM — HenpepbIBHbIA. Tpua-
LaTb WeCTb onepauuoHHbix 0bpasuos (67,9%)
BbliM HanpaBfieHbl Ha MaToMOpPdONIorMyeckoe
nccnepnosaHue, B 25 (69,4%) cnyyaax maTepuan
Bbin NonyyeH NyTeM fasepHoOM TEPMOAECTPYKLMM.

PesynbTtatbl. Mopdhonormueckuin aHanmus mate-
pvana nocne nasepHon XMpypruu Bbin BbIMONHEH
B 100% obpasuos 6e3 kakux-nmbo ocobeHHoCTEN.
Kak nepmaTtockonuueckas, Tak U rmcTonornyeckas
KapTMHa HOBOOBPa30BaHWM KOMM NaLMEHTOB COOT-
BETCTBOBaNM crneundmke BO3pacTHOro nepunoaa
HeBOreHe3a W, HeB3Mpas Ha Hepeakoe Hanuuune
aTUNUUYHBIX CTPYKTYPHbIX BKAOYEHUN, B
100% cnyuyaeB umenun pobpokayecTBEHHbIW
XapakTep.

BbiBoabl. JlasepHas TepMoOLECTPYKUMA B Kaye-
CTBe MasfloMHBAa3MBHOMO NOAX0AA K yAaeHMIo HOBO-
06pa30BaHMin KON y AeTein U NOQPOCTKOB ABMSETCH
uenecoobpasHbiM, BbICOKOMH(OPMATUBHbBIM,
BO3pacT-aflanTMPOBaHHbIM METOA0M, [OCTYMHbIM K
NPVYMEHEHMIO B EKeAHEBHOW NPaKTMKe.



X6. 0bocHOBaHMe CPOKOB yCTpaHEeHUs
necheKToB B YepernHo-4esnioCcTHO-
JIALIEBOU XUPYPrum y feTteu

P.B. Pbikos, H.C. 'paues

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM reMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

OHKOMeAMaTPUYECKOW MPaKTUKe XUpypru

CTankvBaloTCA C HeOBXOAMMOCTbIO yAANeHUs

HoBOODpa3oBaHWM B npepenax 340pPOBbIX
TKaHewn, 0cobeHHO KanevyaluMmn Takue onepaumu
CTaAHOBATCA B YeNioCTHO-NMLeBon obnacTtu. Tak,
Hanuune pedeKTa HUKHEeN YenioCT NPUBOAUT K
3aTPYAHEHMIO aKTOB XKEBaHWA, rNOTaHUsA, peuw,
HapacTaHuio fedbopMaLmmn No Mepe pocTa pebeHka.
Mpu Hanuumn pedpekTa BEPXHEN 4YeniocTu —
HanMunMe COoyCTbl C BEPXHEYESTIOCTHON NasyXow,
nonapaHve efdbl ¥ MUTbSA B NOMOCTb HOCA, U Te e
PyHKUMOHasbHbIe HapYLLEHUS FI0TaHWUS, KEBaHWS,
peuu.

Tak Kak [eTckui Bo3pacT ABnseTcA ocobeHHo
BaHbIM ANA MCUXO03MOLMOHANbHOrO CTAHOB-
MEHNA MMYHOCTW — Mocne ynaneHus Hosoobpaso-
BaHWIM B YenioCTHO-NMueBow obnactu Tpebyetcs
CKopeMLlee YCTPaHeHNe BO3HUKaIOLWMX AeDEKTOB.

OcobeHHO ocTpo BCTaeT BOMpoc Bbibopa cpoka
“ MeToda ycTpaHeHus fedeKkTa nocne yaaneHus
3/10Ka4eCTBEHHbIX M1 MECTHO-arpeccuBHbIX obpa-
30BaHuii. C OQHOWM CTOPOHbI, paHHee UNu Hesa-
MeanuTenbHoe ycTpaHeHue aedekTa MOXeT
npenynpeanTb passuTue fedopMaummn YemnocT-
HO-nnueBoi obnactu. C apyrovi — NpoAOIMKEHHbIN

pocT obpa3oBaHUA UM peunanB MOryT MPUBECTU
K noTepe ayToTpaHCnnaHTata unuM JOoporocTos-
Lwero aHponpoTesa. [posoamMmas B nocneonepaum-
OHHbIN Nepuop, y4YeBas ¥ XMMUOTEPaNUA NPUBOAUT
K BbICOKOMY PUCKY HEKPOTU3aLuW NepecaskeHHoro
ayToTpaHCnfaHTaTa, 3aMeanseT uim ocTaHaBimn-
BaeT POCT U pasBUTHE NULIEBOrO CKEMeTa.

Mpn 3TOM HeobX0AMMO yumnTbIBaTL BO3PACTHbIE
0COBEHHOCTH pa3BUTUA NNLIEBOr0 CKeneTa y feTew,
Tak Kak no Mepe pocTa byneT HapacTaTb gedhop-
Mauusa B obnacTu ycTpaHeHHoro paHee fedekTa,
WAM MCnonb3oBaTb ANA yCTpaHeHus Led)eKToB
3HAOMNpPOTE3bl, CNOCOBHbIE «pacTu>.

Mpobrnema KOMNIEKCHOM CTOMATONOrMYECKOM U
YenoCTHO-NULLEBON peabunutauum geten ¢ pedoexk-
TaMu nocrie yfnaneHua obpasoBaHuii B obnacTtu
FOM10BbI U LLen TPebyeT KonmernanbHOW CraMeHHOM
paboTbl psfa cneunanncTos, B TOM Yncne CTOMa-
TONOra-opTOAOHTA, YENIOCTHO-NIMLEBOrO XMPYpra,
OTOpPUHONapWHroniora, oHkonora v ap. A Bbibop
METOfa B KaXKAOM Crlyyae AOIMKEH OCYLLECTBAATLCA
ncxops u3 Tuna obpasoBaHusA, npepnosiaraemMon
Tepanuu, pasMepoB W foKanusauun pedekTa,
BO3pacTa MaumeHTa 1 OCYLLECTBAATLCA 3TaMHO Ha
BCEM NPOTAKEHUN POCTa NaLMeHTa.
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X7. Ilanapockonu4yecKasa ractpocToMus

B NasiNIMaTMBHOMU NOMOLLMU

K.A. KoBanbkos, E.B. lNonykoHosa, A.M. KoHes

AY3 «Kysbacckas obnacTtHas geTckas kiimHndeckas bosbHuua uM. [0.A. ATamaHoBa», Kemeposo

acTpoCTOMa Npu UCMOSIb30BAHUN MUHUMAIBHO

MHBAa3MBHbIX TEXHOMOMUI ABMSETCA NPennoy-

TUTENbHLIM METOLOM [OSITOCPOYHOro JOCTyna
B YKEJTYAOYHO-KULLEYHbIN TPaKT ANsi NPOBEeAeHUs
SHTEpPanbHOro KOPMIIEHNS B KauyecTBe nannva-
TUBHOW NMOMOLUM NauMeHTaM, HeCMOoCOBHbIM afek-
BaTHO MWUTATbCSt eCTeCTBEHHbIM NyTeM. OCHOBHOe
LAOCTOMHCTBO NanapoCKONUYeCKon racTpocToMmm
3aK/lYaeTca B XOPOLUen BU3yanusauuu 30HbI
onepaTMBHOrO BMeLIATeNbCTBa, MUHUMANIbHOM
OFPaHUYeHnM Mo BeCy MaumeHTa M COYETaHHbIX
3aboneBaHunii. Ha cerogHsLLIHMM OeHb MOKa3aHnaMU
K NnanapoCcKoMMYecKon racTpoCcToMUM ABNSAIOTCS:
HapyLleHue rnoTaHusa Ha poHe HenpopeduuunTa;
HapyLUeHne NPOXOAMMOCTU POTOMNIOTKU U NULLe-
BOZa BC/IEACTBME OMyXO/IX; aHOManun pasBuUTUS
1 3abonesBaHnsA NULLEBOAA; aHOMANUM YEeNOCTHbIX
KOCTen; 0TKa3 oT pocTta. 3a nepuon ¢ 2015 no
2020 r. 82 naumnentam B BospacTe ot 0 pgo 17 ner,
HaxOAMBLUMMCS] Ha JIeYEHUN B XUPYPru4ecKoM
otnenenun MAY3 «Kysbacckas obnacTHasa geTckas
KnuHu4yeckas bonbHuua um. 10.A. AtamaHoBa» no
Pa3nnuHbIM NOKa3aHWAM BbINOSIHEHA NlanapoCKo-
nMuYecKasa racTpoCTOMUSL. aHOManuu pasBUTUS
nuwesofa — 21 nauveHT, 7 — Npyu LEKOMMEHCU-
POBaHHbIX MOCMEO0KOrOBbIX CTEHO3aX MULLEBOAA,
49 peTen C BbIpa)eHHbIM HelpoaeULUMTOM Ha
dhoHe MopakeHUsl LLEeHTPanbHOW HEPBHON CUCTEMBI
(BpoKOEHHblE MOPOKM Pa3BUTMSA, AETCKUIA Liepe-
BpanbHblit Napanuy), 2 — ¢ TAKeNon YepenHo-Mo3-
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rOBOM TPaBMOM M 3 — C OMYXONblO FOSIOBHOMO
mo3ra. CneunanbHas npegonepaumoHHas noaro-
TOBKa He TpeboBanach, BblAepXMBanach rosofHas
naysa B TeyeHne 6 4. TexHMKa nanapockonuye-
CKOW raCTPOCTOMMU: MOCSIe BBEAEHWUS OMTUYECKOW
KaHIONW M BU3yanusaummn CTEHKM efyaKa npous-
BOAMNIACb racTPONEKCUS C MOMOLLbIO aHKEPHbIX
ycTtponcts SAF-T-PEXY nubo U-obpasHbix LIBOB,
[arnee MosiocTb eflyaKa KaTeTepuanpoBanach no
CenbauHrepy, NpoBoannoch BysK1MpoBaHue ractpo-
CTOMWYECKOrO OTBEPCTUSA CMEHHbIMU XKenyaoy-
HbIMW AuMfaTaTopaMu, Nocsie Yero no NPOBOAHMKY
B MOSIOCTb KefylLKa BBOAMNIAChb racTpoCcTOMUYe-
CKasi Tpybka COOTBETCTBYIOLLEro pa3Mepa. JHTe-
panibHOe KOpMJIEHME HauYMHanocb yepes 8-12 u,
nosfiHasa 3HTepanbHas Harpyska oCyLLecTBAAnach
yepes 18-24 4. Hanuumne ractpocToMbl coxpa-
HAMI0 BO3MOMKHOCTb BO30OHOBNEHUS YAaCTUUYHOIO
MNKN MOSTHOrO KOpMJeHusa uvepes poT. bonbumx
OCJI0KHEHUIN MPWU BbINOMTHEHMM NanapocKonu-
4YeCKOW racTpoCTOMUM He OTMeYeHo, Manble
OCJT0’KHEHWSA: HErePMETUYHOCTb CTOSHUA FacTpo-
CTOMMYECKOWN TPYDKM, KOHTAKTHbIA OepMaTuT,
paspacTaHue rpaHynauuin sctpedanucet B 6%
cnyyaes. ObyyeHne poauTenei npasunam yxona
3a racTpoCcTOMOW NPOBOAMIIOCH B CTaumnoHape. B
AanbHenweM HabnogeHne 3a gaHHbIMU NaUWeH-
TaMu OCyLLEeCTBAANOCH Ha Ba3e KOHCYNbTaTUBHOWM
NOSIUKMUHUKN MM BbIE3OHOW NanMaTUBHOM
Bpuragow.



eHl. MNepBbik onbIT YyrnybneHHoro
MOJIEKYNAAPHOro npocpunuposaHus

OMyXoJin Yy NauueHToB C

HeupobnacToMoun rpynnbl BbICOKOIO

PUCKa

H.A. Angpeesa, T.B. LLlamaHckasn, [0.10. KauaHos, J1.A. fcbko, A.E. Opyw

@IBY «HaunoHabHbIi MEANLMHCKUIA NCCIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOIorm

u ummyHosnorum uM. [imutpus PorayeBa» MuH3gpaBa Poccun, Mocksa

eipobnactoMa (HB) — ato camas uacTas

3KCTpaKpaHuanbHas ConuaHas onyxonb y

petein. Hanboniee MHOMOUMCIIEHHYIO rpynny
COCTaBMAOT NaUMEHTbl FPYMMbl BBICOKOrO pUCKa
(FBP), nporHos ans KoTopbiX ABMAETCH KpalHe
HebnaronpuATHLIM, HECMOTPS Ha MPUMEHSEMYIO
KOMIMJTEKCHYIO MHTEHCKBHYIO Tepanuio. TapreTHas
Tepanua ABNAETCHA MEPCMNeKTUBHbIM METOAOM
neyeHns, HanpaBfieHHbIM Ha yryyLLleHne NPorHo3a,
B CBSI3W C YEM aKTyasieH MOUCK COOTBETCTBYIOLLMX
MuLLeHel. B nutepaType onuncaH Lenbiin pag coma-
TUYECKMX COBBITWIA, OOHAKO aHANOrMYHbIX UCCNeno-
BaHWi B Poccum paHee He NpoBOAMIIOCH.

Uenb. N3yunTb pacnpocTpaHeHHOCTb naTo-
reHHbix abeppauuit y naumentos ¢ HB 'BP.

MaTtepuanbl n MeTtopbl. Bbicokonponsso-
OUTENbHOMY CEKBEHUPOBAHWIO C MPUMEHEHUEM
KaCTOMU3MPOBAHHON OHKOMOrMYECKOW MaHenu
Bbinu noaBeprHyThl 27 06pasLoB TKaHWM ONyXonw,
3anuTbix B NapaduHOBbIA 610K, NOyUYEHHbIX OT
27 NauneHToB C rMCTONOrMYECKUM gruarHo3oM Hb
(n = 25) v ranrnuoneipobnacToma (n = 2) MBP.
Mccnenosanusa BbINOSIHEHBI NpY NOAAEPKKe hoHaa
«Hayka — peTsaim»,

PesynbtaTbl. MeanaHa Bo3pacta Ha MOMEHT
MOCTaHOBKM AMarHo3a cocTasuna 39,5 (3,8-173)
Mecsua. CooTHOLEHME ManbumKkn:geBoukn — 2:1. Y
26/27 (96%) naumeHTOB yCcTaHOBMeHa 4-a cTaaus,
y 1/27 (4%) — 1-5 cTagusa no INSS. Onyxonb noka-
nM3oBanacb B HagnouyeyHuKke/3abplOWMHHOM

npocTpaHcTee y 88,8% (24/27), B cpenocTeHun —
y 7,5% (2/27), mynbtudpokansHo —y 3,7% (1/27).
Amnnudpmkaums rena MYCN metopom FISH obHa-
pyxeHa y 37% (10/27), yBenunueHune uncna Konui
reHa MYCN, He pocTuraiouwee nopora amMmnnugun-
Kaumu, —y 11% (3/27). Y 52% (14/27) nauneHTos
obHapyskeHbl 18 natoreHHbIx abeppauun B cneny-
lowmx reHax: ALK — 4/18 (22,2%), NF1 — 3/18
(16,7%), B renax ATRX/TP53 — no 2/18 (11,1%),
B reHax BRCA1/BRCA2/SMARCA4/KRAS/PDGFRA/
TSC1/RB1 - no 1/18 (5,55%), c annenbHoit
uactotoin (AY) 5-64,5%. Hanbonee MHoroumc-
NEHHble TEeHEeTUYECKMe BapuaHTbl B reHe ALK
(y 14,8% naumenTtos) umenu A4 ot 9 no 48%. B
onyxonu 3 nauneHToB Bbino 0BHapyXeHo 2 reHe-
TUYeckux BapuaHTa u bonee. OCHOBHbIM TUMOM
FEHETUYECKMX BapuaHTOB BbIi MUCCEeHC-MyTaumm —
15/18 (83,3%), 4/18 — myTaumu B cailTe cnnai-
cuHra, 3/18 (16,7%) — vHcepumnn v peneums.

BbiBoabl. [1aTOreHHble 1 NoTeHUMansHo naTo-
reHHble abeppauumn y naumenToB ¢ Hb BP BcTpe-
YaIloTCA YacTo, OAHAKO KIIMHUYECKOE 3HaYeHne paaa
U3 HWUX NPEAcTouT u3yunTb. HeobxoanMo yumnTbl-
BaTb CYBKMOHaNbHOCTb HEKOTOPbLIX BapuMaHTOB
HalngeHHbIx abeppaunii. B paHHOM uccnenosaHmn
Hambosnee yacTble NaTOreHHble MUCCEHC-MyTaLum
BbISIBfEeHbl B reHe ALK, 4To COOTBETCTBYET fuUTe-
paTypHbIM LaHHbIM U MOXEeT paccMaTpuBaTbCs
Kak MWLIEeHb ANS MONEKyNApPHO-HanpaBneHHOM
Tepanuu.
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NeH2. OcobeHHOCTU METUNUPOBaAHUSA
reHoB MMP2 n MMP9 y nauneHToB
AETCKOro M NOAPOCTKOBOr0 Bo3pacTa

C NOKaNIM30BaHHOMU

U reHepanu3oBaHHOU dOPMON CapKOMbI

IOuHra

O0.W. Ku, [.10. I0puerko, H.A. MeTpyceHko, C.A. KysHeuos, E.E. MNak, I".A. MKpTusiH,

M.B. Ctapskeukas, A.N. becnanosa, 0.1. lNonossH

®IBY «HaumoHanbHbIi MEANLMHCKUI NCCIER0BATENbCKUI LIEHTP OHKoMornn> Munsapasa Poccun,

Poctos-Ha-[loHy

AKkTyanbHocTb. MaTpuKCHblE MeTannonpoTen-
Ha3bl (MMP) urpaioT BasHeLLyio porb B npoLieccax
pocTa M AUCCEMMHALMM OMYyX0Nnu, (POPMUPOBaAHUM
MEeTacTa30B, HEOAHrMOreHes3e 1 NpoLecce MHBa3UK
onyxonu. HapylleHue perynauuu sKkcnpeccuu
MMP2 n MMP9 uMeeT MeCcTO MpuU pasfuyHbIX
310Ka4YeCTBEHHbIX OMyXonax WM Hanbonee yacto
BCTpPeYaeTCA Ha 3NUreHeTUYeCKOM YpOBHE, YTO
NO3BONSET paccMaTpMBaThb UX B KAUeCTBE NOTEH-
LmanbHbIX B1oMapKeposB.

Uenb. OueHutb ocobeHHOCTN METUNMPOBAHKA
reHos MMP2 v MMP9 y nauneHTOB C Nnokanu-
30BaHHbIM U reHepann3oBaHHbIM OMyXOfeBbIM
npoueccoM npu capkome tOuHra (CIO).

Matepuanbl u Metoabl. B KauecTee MaTe-
pnana ucnons3osann [HK un3 napadunHoBbIX
Cpe30B TKaHel MepBUYHOW OMYXOSN, MOSTYyYEHHbIX
oT BonbHbIX C NIoKanu3oBaHHoit (n = 20) 1 ¢ reHe-
panuaosaHHoit dpopMoit CIO (n = 20) B BospacTe oT
0 no 18 net BknounTenbHo. Mocne BucynbutHo
KoHBepcuu ToTanbHon [HK u nonumepasHou
LenHoM peakuun ypoBeHb MeTunuposaHusa CpG-
OCTPOBKOB OLEHMBANW METOAOM CEKBEHWPO-
BaHus no CaHrepy Ha Genetic Analyzer Applied
Biosystems 3500.

PesynbTaTtbl. [1poBefeHHbIN aHanu3 nokasan
HanuMuue rmnoMeTUNMpoBaHus reHa MMP2 B rpynne
nau1eHToB C reHepanuaoBaHHoit goopmoit (100%) B
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1,25 pasa yalue, yeM B rpynne ¢ f0KanM30BaHHbIM
onyxonesbiM npoueccom (80%), B cBolo o4epens,
naTTepH rMNnepMeTUIMpoBaHnsa Habniopgany TonbKo
B Fpynne MauMeHTOB C JIOKanM30BaHHOW hOpPMOW
nuwsb B 20% cnyvaes (x? = 4,234, p = 0,040). B
rpynne ¢ reHepanu3oBaHHOW POPMOW FrMNOMETU-
nvpoBaHue reHa MMP9 BcTtpeuanock B 5,3 pasa
vawe (53%), yem B rpynne c foKanM3oBaHHOM
dopmoit CIO (10%), npu 3TOM rUnepMeTUnmpo-
BaHue, HanpoTue, B 1,9 pa3a valle BCTpevanochb
B Fpynne c fioKann3oBaHHOW ¢)OpMON OMyXo-
nesoro npouecca (90%) (x? = 8,313, p = 0,004).
[aHHble pasnuuusa B cTaTyce METUMMPOBAHUSA FeHOB
MMP2 v MMP9 yKa3sblBaloT, YTO Hanuune runoMe-
TUIMPOBaHKA MO ABYM JIOKyCaM MOBbILLAET PUCK
pasBUTMS FreHepanusauum onyxofieBoro rnpouecca
npu CIO B 22 pasa (OR = 22,2 npu p < 0,05; Cl 95%
2,460-20,769).

BoiBoabl. OBHapyxeHO cneundmnyeckoe MeTu-
nuposaHue reHos MMP2 n MMP9 B rpynnax nauu-
€HTOB JIOKanM30BaHHOW W FeHepann3oBaHHOM
dopmamu CIO. Mpu aTOM Anga rpynnbl ¢ reHepanu-
3oBaHHoM chopmont CIO bbino xapakTepHo runome-
TUNWPOBaHWE reHoB, a B rpymnne C SIOKann3oBaHHOM
dopmor Haubonee yacTo BCTpevancsa naTTepH
runepMeTMnMpoBaHus. [oflyyeHHble JaHHble cBuae-
TEeNbCTBYIOT O HAMTMUYMK ANUFEHETUYECKOrO KOHTPOSSA
akcnpeccun MMP B nepsuuHor onyxonu CIO.



"eHd. porHocTUyeckoe 3HayeHue
akcnpeccuu ZEB1 B nepsuyHoM
onyxosnu y 6onbHbIXx capkomMou IOuHra

0.W. Kut, [.10. I0pueHko, E.M. YnbsHoBa, C.A. KysHeuos, A.B. CaraksaHu, O.I. LLynbruHa,
AMW. Becnanosa, I".A. MkpTusiH, M.B. Ctapskeukas, E.E. Mak, O.M1. NMonossH

®IBY «HaumoHabHblf MEAULMHCKUIA UCCIen0BATENIbCKUU LIeHTP OHKoMorum» MuHaapasa Poccuu,

Poctos-Ha-[loHy

AktyanbHocTb. Capkoma lOunra (CIO) — aTo
OflHA M3 BbICOKO3/10KAUYECTBEHHbIX OMyXOsen
OMOPHO-ABUraTeNIbHOro annapaTa, XapakTepuay-
IOLLLASICA arpeCcCUBHbBIM KITMHUYECKUM TEYEHUEM U
KpavHe BbICOKMM MeTacTaTUYeCKUM NOTEeHUManoM.
OOHUM M3 KITIOYEBbIX PErynsaTopoB OMyX0ofieBow
nporpeccun CIO sBNAeTCA TPaHCKPUNLMOHHbIH
dhakTop ZEB1.

Uenb. OueHnTb ocobeHHOCTU 3Kcmpeccuu
ZEB1 B 3aBuCMMOCTM OT hOPMbI pacnpoCTPaHeH-
HOCTW onyxosnesoro npouecca npu Cl0 y nauneHToB
OETCKOro M NOAPOCTKOBOIO BO3pacTa.

Marepuanbl u Metoabl. [lpoaHannanpoBaHo
50 obpa3suoB TKaHen NepBMYHON OMYXONU, NOMy-
UeHHoi oT BOMbHbLIX C JNIoKanu3oBaHHoM (n = 27)
W reHepanusosaHHoit (n = 23) chopmamu CIO B
Bo3pacTe oT 0 go 18 net BKMIOUMTENBHO, MPOXO-
OVBLUMX fleYeHne B YCNOBUSX OTAENEHUS OETCKOWM
oHkonorun ®rey «HMUL, onkonoruv> Munagpasa
Poccuu B nepuon ¢ 2009 no 2019 r. OueHuBanu
MPOLEHTHOE COAEPIKAHME N MHTEHCUBHOCTb OKpa-
LUMBaHUA OMYXOJIeBbIX KIETOK: aKcnpeccus beska
ZEB1 onpepensnacb Kak MonoskutenbHas, korga
oKpaLumBaHue 6bino BbisieeHo B 6onee 10% (cut-
off) onyxoneBbIX KNETOK C UHTEHCUBHOCTbIO 2+ 1 3+.

PesynbTaTtbl. [1poBefeHHbIM aHanu3 nokasan
npeobnagaHne cpegHero ypoBHS 3KCMpeccuu
Mapkepa ZEB1 y mauMeHTOB C reHepann3oBaHHON
cdopmoit CIO (41,7 + 11,1%) no cpaBHeHwuio C
rpynnon nauMeHTOB C JIOKANIM30BaHHbIM OMyX0-

nesbIM npoueccoM (30,0 + 3,5%). MakcumanbHoe
HakonneHve ZEB1 B agpax OnyxosneBblX KNeToK
0TMeYyanochb y NauMeHToB Fpynnbl C reHepannso-
BaHHOW doopMoit, KoTopoe B 1,4 pasa (p = 0,248)
MpeBbILLAno No CPAaBHEHMIO C TAKOBbIMU U3 Tpynmbl
C nokanusoBaHHoW copmoi CI0. Nccnepnosanue
cpenHux 3HauyeHwr akcnpeccun ZEBL1 B onyxo-
NEeBOM MaTepuasne y NauMeHToB C JTIOKaM30BaHHOM
dopmoit CIO nokasano, 4To aKCnpeccus AaHHOro
MapKepa B MaTepuarne nauueHToB, He NoABepras-
LIMXCA cneunManusnpoBaHHOMY neveHuio, bbina
B 1,6 pasa Bbille, YeM B MaTepuasne y nauMeHToB
nocre npoeefeHHoro nevenus (46,3 + 9,2 npotvs
29,2 + 3,0). MNpuMeyaTenbHO, YTO NMPU CPaBHEHUM
CpelHuX BennumH akcnpeccun ZEB1 B obpasuax
TKaHEW y MaLMEHTOB C reHepanu3oBaHHoM hopMon
00 1 nocrie NpoBefeHHOro flevyeHna Habnoganach
MPOTMBOMOSOMKHAA KapTUHA: 0TMeYanoch npeobna-
pnaHue akcnpeccuun ZEB1 B 1,5 pasa B MaTepuane
MauneHToB Nocre NpoBeAeHHOro NPOTUBOOMYXose-
BOrO JIeYEHWSA NO CPaBHEHUIO C MaTepyanoM nauu-
EHTOB, He MOoABEpPraBLLUMXCA MPOTUBOOMYXOSIEBOM
Tepanuu.

BoiBopbl. [laHHble pe3ynbTaTbl MOTYT CBUAE-
TeNnbCTBOBATb B NOMb3Yy Hanuuus bonee CTOMKMX
W PE3UCTEHTHbIX K NPOTUBOOMYXONEBON Tepanuu
MeXaHW3MOB perynsauum akcnpeccum ZEB1 B TkaHu
MepBMYHOWM OMYyXONN FeHepanu3oBaHHbIX HOpM
CIO no cpaBHeHUMIO C NOKanNM3oBaHHbIMKM hopMaMu
OMnyxoneBoro rnpoecca.
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CKC1. KnuHuueckuir cnyyau
bunaTtepanbHou HedppobnacToMbl

y pebeHKka aByx MecsiLeB

E.A. KapaBaesal, M.B. Bopucosa' 2, T.W. bynagal, T.I'. Kagpuuesa?, H.A. MNoHuap?,

E.A. l'yceitHoBa!, T.E. TapaHyLueHKo?

IKIBY3 «KpacHOSpCKuii KpaeBok KITMHUYECKUI LIeHTP 0XpaHbl MAaTePUHCTBA U AeTCTBa», KpacHOSPCK
2QI'b0Y BO «KpacHosipcKuii rocyaapCTBEHHbIN MEAUUMHCKUI yHUBEPCUTET uM. npoch. B.®. BoiiHo-SceHeLkoro»

Mun3apasa Poccum, KpacHospck

narHos knuHuyeckuin: C64 — bunarte-

panbHas Hedopobnactoma pTvNoMo, ructo-

NIOrMYECKM rpynna NPOMEXYTOYHOrO PUCKA,
BMPAY3HBIA CMELLAHHbIA rMnepnaacTuyecKuin
HecbpobnactomaTos, 11 Hen HeoaoblOBaAHTHOWM
xuMunoTepanuu no npotokony SIOP-RSTG 2016
UMBRELLA. lNonepeyHasa nanapotoMus. Yoanexue
onyxofliem npaBol M neBol nouyek. [lnacTtuka
NOXaHOK MpaBoM v neBov noyek. CTeHTMpoBaHue
npaBoro u nesoro MoyetouHunkos ot 13.04.2020.
PenanapoTtomusa. PeBunaus BpiolHOW NONOCTMK.
MnacTuka yaleyHO-1I0XaHOYHOW CUCTEMBI CnpaBa
u cnesa. HanoseHne nuMenocToMbl crieBa OT
23.04.2020. ApbioBaHTHas NonMXUMMOTEPanuUs No
npotokony SIOP-RSTG 2016 UMBRELLA no cxeme
AV 27 Hen c 03.05.2020 no 25.11.2020, nopnep-
swuBalowas Tepanusa (AV) go 23.12.2020. ConyT-
CTBYIOLLMIA OMArHO3: BTOPWUYHAA apTepuanbHas
runepteHaus (peHanbHas). BMC: OAM. CH 0.
NHdekumns MouesbiBogALwmx nyten ot 15.07.2020.
CWHOpOM ABUraTesibHbIX HapyLleHWi. 3anepikka
MOTOPHOr0 pasBuUTUS. TOKCUYECKast NOMHEBPO-
naTtusa. OoH: BpiollHas peTeHuMsa NpaBoro fAuMyKa.
MoHapxu3Mm. bplowHasa peTeHuus neBoro siMyka.
YKanobbl B TeueHne Mecsaua: 3apepka cTyna Ao
5 OHen; yBenuMyeHne pasMepoB XMBOTA; NEpPUO-
onyeckoe 6eCnokonCTBO; 2-CTOPOHHUIA KpUNTOp-
X13M. YNbTpa3ByKOBOE MUCCMefoBaHMe: 04aroBble
obpasoBaHua noyek ¢ 2 ctopoH. ObcnepnosaHue:
nabopaTopHble U WHCTPYMEHTasnbHble MeTofnbl
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COrNacHO KIIMHUYECKUM pekoMeHaaumam. Obcne-
[l0BaHWe/neuyeHne/BefeHMe COrnacHo PeKoMeH-
paumam cneumnanuctos HMUL OFON um. OMutpus
Porauesa. IleyeHne no npotokony SIOP-RSTG 2016
UMBRELLA — HeoagbioBaHTHas xuMmnoTepanus no
cxeMe AV — 11 Hep + Kypc KapbonnaTuH/aTonosug.
MarHuTHO-pe3oHaHCcHas ToMorpadums noyek ot
08.04.2020: obpasoBaHwue B N1eBOM NOYKe C yBENU-
yeHneM Ha 47,3%, B H/KHEM NOIOCe MPaBoV MOYKM
C yMeHblleHneM Ha 59,5%, B BepxHeM nonioce
npaBoi NoYku ¢ yBenuueHneM Ha 17%. Onepaums
ot 13.04.2020 (HMML Oron um. OmuTpusa Pora-
yeBa) — nonepeuHas nanapoTtoMus. Yaanewue
OrMyXonu NpaBov 1 N1eBoi Noyek. NnacTuka noxaHok
npaBon v neBoi noyek. CTEHTMPOBaHMe NPaBoro u
neBoro MoyeTouHukoB. 'vctonorus ot 20.04.2020:
F499/20 181012. 3akniodyeHue: cneBa -
HecbpobnacToMa, cTpoManbHbIA Tun, cTagus |
(RO-pesekumsn), cnpasa — ctagus | (RO-pesekums).
OnddysHbln cMelwaHHbli HedpobnacTomaTos.
Uunctockonua ot 22.04.2020. PecTeHTUpoOBaHMe
NpaBoro, NIeBOr0 MOYETOYHUKA, YAaNeHNe CTeHTOB
21.07.2020. Onepauus oT 23.04.2020 (HMUL
OrON wuM. OmuTpua Porauvesa) — penanapo-
ToMus. PeBuausa bpilowHon nonoctu. MnacTuka
YaLLeyHO-NIOXaHOYHON CUCTEMbI CMpaBa W creBa.
HanoxeHune nuenoctombl cnesa ot 23.04.2020.
ApvioBaHTHaa Tepanusa — 27 Hen no cxeme AV
(03.05.2020-25.11.2020), panee cxema AV fo
23.12.2020.



CKC2. KnuHuueckuu cnyyau
HoBoODpa3oBaHUA ceTyaTKu nNpu
bonesHu cpoH MNunnens—Jinupay

C.I. Moarnunaesa, A.b. CMupHoBa, M.A. KypHukoBa

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM reMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

AkTyanbHocTb. bonesHb ¢oH lMunnensa-
JInHpay — penkuii HacnencTBEHHbIM ayTOCOMHO-[0-
MWHaHTHbIA cuHapoM (BcTpeyaemocTb 1:36 000).
XapakTepusyeTcsi pasBuTMeEM HOBOOBpPa3oBaHMWN.
Hanbonee yacto 3To reMaHrnobnacTombl ceTuaTku
¥ LEHTPasibHOW HEPBHOM CUCTEMBI, OMYXOSWN MOAXKEe-
NY[OYHOM XKefesbl, MOYeK U T. .

KnuHunueckun cnyvain. lMaumeHtra [O.,
16 net, obpatunaco B Hosibpe 2020 r. B Meam-
LUMHCKOE YyupexieHue no MecTy XUTenbCcTBa C
»)anobamu Ha Bonu B xuBoTe. lNpn obcneposaHum
Ha YynbTPa3BYKOBOM MUCCRefoBaHuu BploLHOM
MONOCTM BbISIBIIEHbI MONIMKUCTO3 NOAMKETYA0YHOM
)enesbl U obpasoBaHMe NeBOro HaamoYeyHUKa.
Mo AaHHbIM KoMMbloTepHoi ToMorpadouu (KT) B
napeHxmMme MNOMKENyLOYHON XKemnesdbl — MHOMKe-
CTBEHHbIE KUCTbI, HE HaKanIMBaloLLMe KOHTPACTHbIN
npenapart. locnutanusmposaHa 8 HMUL, [IFOU um.
IOmutpus Porauesa ona obcnenosaHus u onpepe-
NEeHNs TaKTUKKN BeAeHus. 13 aHaMHe3a U3BeCTHO,
4TO y MaTepw BbISBMEHbl KUCTbl MOAXENYLOYHOM
)enesbl U NMeyeHn, NpoonepupoBaHa no noeopy
CBETJIOKMIETOUYHOW CapKOMbl NMOYKK. Y cubnuHra —
KWCTa rOfIOBHOrO MO3ra M MO3BOHOYHMKA —
yOaneHsbl.

lMpn obcnenoBaHnM N0 MarHUTHO-PE30HAHCHOWM
Tomorpadum (MPT) ronoBHOro Mo3sra fiaHHbIX 3a
obbeMHble 0bpasoBaHua HeT. [lo MPT 6piowHoi
MOMIOCTN — MHOXECTBEHHbIE KMCTbl NOMKENYLOYHON
)enesbl 6e3 CBA3M C rNaBHbIM NaHKpeaTUUYECKUM
NMPOTOKOM, KUCTa B MapeHxuMe npasoi nouku. o
MyrbTUcnnpasnsHon KT BpioLlHOM No10CTH, Manoro
Tasa — KT-KapTvHa MHOMECTBEHHbIX KUCT NoasKe-
NYAOYHOM Keresbl, NPOCTas KUCTa SIeBON MOYKM.
MONMKNCTO3 ANYHUKOB.

Ha ocHOBe OaHHbIX aHaMHe3a, pe3ynbTaToB
obcnenoBaHKA, a TakKe OTAMOLLEHHOro CEMEeNHoro
aHaMHe3a reHeTMKOM 3anofo3peH CUHAPOM (POH

'Mnnens—-JivHpay. PekoMeHaoBaHbl KOHCYbTauums
odbTanbMonora v NOUCK repMMUHanbHbIX MyTaLunii
B reHe VHL. MetopoM MLPA-aHanu3a bbina BbisiB-
fleHa peneums 3k3oHa 3 reHa VHL KaK y naumeHTKy,
Tak Uy Matepw.

Mpn ocMoTpe odTanbMosiora Ha rnasHoOM
OHe NpaBoro rnasa BbisiBNEeHbl OKpyrnoe obpa-
30BaHMe C YETKMMM rpaHuuamu pasmepom 2 O
M MHOXEeCTBEHHble pasHokanubepHble remaH-
rmombl. OcTpoTa 3penus coctasnana 1,0. Takke
npy OCMOTPe MaTepu Ha IeBOM a3y BbISBEHO
CXofHoe okpyrnoe obpasoBaHue pasmepom 1 1.

O06cyxpeHue. llopaxeHua rnas BbIABMA-
oTcs npuMepHo y 37% naunenTtoB ¢ VHL-cuH-
OPOMOM. CKPUHWHT, HanNpPaBEHHbIV Ha UCKIIOYeHNe
onyxofier ceTyaTKW, HauMHaeTCs B MnajeHve-
CKOM BO3pacTe, a CKPUHUHI Ha Apyrue onyxonu —
B bonee cTapwem Bo3pacTe. HabniopeHue
odpTanbMonora y geten paHHero BospacTta no
rpadouky MuHagpasa Poccum nposogmtcsi B 1 m 12
mecsues, fanee B 3, 6, 7 1 10 net. Takum obpasom,
npu oPTanbMONOrMYECKOM CKPUHUHIE MOXHO
O0BOJSIbHO PaHO 3aMeTUTb XapaKTePHbIE U3MEHeHUs
Ha ceTyaTKe ¥ 3anofo3pUTb CUCTEMHYIO NATONOMMIO.
"eMaHrMobnacToMbl MOTyT BbI3blBaTb CLABMEHNE
CTPYKTYp rnasa, KpoBoTeueHus, obpasoBaHue K1CT
W, Kak CreacTBue, CHUXeHne 3penus. [1na neyeHus
obpasoBaHMin ceTuaTKM Mpu OaHHOM CUHLpOME
MCNONb3YIOT Na3epHYI0 UM KPUOTEPanuIo, a Takxke
XvMpypruyeckoe ypanexue. B paHHoOn cutyauuun
PUCKW onepaTMBHOrO BMeLLaTenbCTBa bblnn BbiLLe,
4yeM BO3MOKHasi MONb3a, NOITOMY BbINO NPUHATO
pelleHne 0 AMHaAMUYECKOM HabriogeHun nauu-
EHTKM.

OmHaKo C y4yeTOM BbICOKOM OCTPOTbI 3pPEHUSA U
BrnaronpmaTHOro TeyeHnss 3abonesaHns y maTepu
MauMeHTKM BbINIo NPUHATO peLleHne 0 AMHaMuue-
CKOM HabniogeHun.
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CKC3. KnuHuueckuin cnyyaum
CeMeMHOro afeHoMaTo3Horo noaunno3sa
B COYETaHUM C NanuISPHbIM PaKkoM

LLIUTOBUAHOM XKene3bl

C.I'. Mopnunaesal, H.B. babackuHal, M.A. KypHukoBa?, N.B. 3axapos?, T.C. LLlybuHat,

A.B. BoniMacoBa?, M.A. MUnuKaAH?

1PIBY «HaumoHanbHbI¥ MEAUUMHCKWE MCCIIef0BaTENbCKUIA LIEHTP AETCKOM reMaTosioruu, OHKOIOr M U UMMYHO=

norum um. [imntpus Porayesa» MuHsapasa Poccun, Mockea

2QI'bY «HaunoHanbHbIf MEAUUMHCKUI UCCIIEA0BATENbCKUI LEHTP SHAOKPUHOIorum» MuHaapasa Poccun, Mocksa

AkTyanbHocTb. CeMelHbli afeHOMaTO3HbIN
nonuno3 (CAI) — ayToCOMHO-AOMWUHaHTHOe 3abo-
neBaHue, Bbi3BaHHOE MyTauuamun B reHe APC, ons
KITaCCMYECKOro BapuaHTa XxapakTepHo Hanuune 100
afeHOMaTO3HbIX MOMNMNOB TONICTOrO KULLEYHUKA U
Bonee, 4TO CONPSAMKEHO C BbICOKUM PUCKOM KOJ10-
pekTanbHoro paka (KPP). Takxe 3TW nauueHTbl
MOryT UMETb ApYyrue BHEKMLLEYHble (hOPMbl pPaKa,
MO3TOMY paHHAA AMArHOCTMKa 3TOro CUHAPOMA
MMeeT peLlaloLLee 3HaueHne AN npenynpeskaeHus
W paHHero BbISBNEHWUA OHKONOrMYeckux 3abone-
BaHWN.

KnuHunuyeckuin cnyuam. [lesouka, 16 ner,
pnarHos: CAl Ttonctoro kuweyHunka. Kpubpu-
hOPMHO-MOPYNAPHbIA BapuaHT NanunaspHOro
paka neBoi OONM WMUTOBUAHOW Kenesbl (LLIXK)
TINOMO, | cTapgus; reMUTUPEOULIKTOMUA CieBa OT
03.03.2021.

B cemelnlHOM aHaMHe3e obpallaeT Ha cebs
BHMMaHWe paHHAs CMepTb MaTepu B BO3pacTe
25 net ot KPP. N3 aHaMHe3a pebeHka nsBecTHo,
yTO B TeueHue 3 net Habnopanack ¢ xenesopge-
uumntHoM aHemueir (JKOA) no MecTy skuTefb-
CTBa, NPOBOAMIIOCH NeyeHue npenapaTamu
)enesa C HenpoLonkuUTeNbHbIM 3dodekToM. Mpu
NnaHoBOM YNbTPa3ByKoBOM MccrenoBaHuu (Y3U)
LLIXK 2 ropa Hasaf BbIsSiIBIEHO aH3XoreHHoe obpa-
3oBaHue neson pgonu LXK pasmepamun go 1 cm,
peKoMeHO0BaHO AMHaMuyeckoe HabriogeHwue. lNpu
KOHTponbHOM Y3W BobisiBNeH pocT obpasoBaHus,
B 2021 r. npoBefeHa TOHKoWronbHasa Buoncwus,
uMTOorpaMma MOKeT COOTBETCTBOBaTb Manun-
nApHoMy paky, Bethesda V. B sHBape 2021 r. —
rocnutanusauva 8 HMULL sHpookpuHonorun gns
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poobcnepnosanuna. lposeaeHa cuMnToMaTuye-
cKkasa Tepanua XOA, aHanu3 Kana Ha CKpbITYi0
KpOBb — MonoxuTenbHbii. boin 3anono3pex CAI,
B3AT MaTepuan Ans MONEKyNnspHO-reHeTnye-
CKOro uccneposaHua. lNauneHTka rocnutanusmn-
posaHa B HMWL OION wm. Omutpus Poravesa
ANA onepaumu.

B kauecTBe foobcnenoBaHus BbIMOHEHA KOMO-
HOCKOMMUS, BbISIBNEHbI MHOKECTBEHHbIE aleHOMaTO-
3Hble MONKUMbI TONCTOroO KueyHuka (6onee 100);
BbINOSTHEHA 9HAOCKOMMYECKas MNONMNIKTOMUSA,
rMcTofnornyeckn — 6es NnpusHakoB ManbopmaLmy,
afeHOMaTO3HbIN NOMNMNO3 TONCTON KULLIKM.

[fpoBeneHa NeBOCTOPOHHAS reMUTUPEOUS-
3KTOMUA C UCTMYCIKTOMWUEWN, FMCTONOMMYECKH
ornyxoJfib NpeacTaBneHa NanuinapHbLIM pakoM LLK,
KpMBpUOPMHO-MOPYIAPHBIA BAPUAHT.

B pesynbTate MoNekynapHo-reHetTuye-
CKOr0 MCCefoBaHWSA BbIABMNEH reTeposu-
rOTHbI BapuaHT B reHe APC B uHTpoHe 11:
NM_000038.6_c.1408+1delG. BapuaHT He nmMeeT
NONYNALUMOHHBIX YacTOT M He OMWUCaH B Hay4HOW
nuTtepaType. 10 COBOKYMHOCTM AaHHbIX BbIAB-
NeHHbIV BapuaHT B reHe APC: ¢.1408+1delG knac-
CUMUMpOBaH Kak naToreHHbln. Takum obpa3som,
amarHo3 CAl NoaTBEPXKOEH HA MONEKYNSPHO-TeHe-
TUYECKOM YpOBHE.

BbiBogbl. CKPUHWUHI OMYyXOMen, CBA3AHHbIX C
CAIl, HeobxoouMo NPOBOAMTL BCEM MaUMeHTaM, Y
KOTOPbIX MOATBEPXAEHA MyTauusa B reHe APC, unx
BrnvsKanlLIMM poOACTBEHHWMKAM, NaumeHTaMm ¢ bonee
yeM 10 ageHOMaTO3HbIMM NOMMNAMK KULLEYHUKA,
a TaKKe MpyU HanMuMmn BHEKMULLEYHbIX NMPOSBIEHWIA
BonesHu.



CKC4. CnoxHbin audpchepeHumanbHbIn
AVarHo3 nopaxeHus nyieyeBon KOCTH

y pebeHka

K.B. Ab3anoBa, A.B. PelueToBa, K.A. KoBanbkos, A.M. KoHeB

AY3 «Kysbacckas obnacTHasi feTckasi kKimHnyeckasl bonbHuua M. 10.A. ATamaHoBa», KeMepoBo

Llenb. OnucaTb KAMHUYECKNIA cryyar Habnio-
OEHMA NaumMeHTa C NOPAKEHWNEM MIEYEBON KOCTU.

Martepuansl u Metopbl. [MaumeHt 3., 1 rog
7 MecsiueB, NOCTynun c xanobamu Ha 6onb B
npaBoM BepXHel KOHeYHOCTH, MOBbILLEHWE TeMMe-
patypbl po 37,7°C, becnokonctBo pebeHka B
TeyeHve 2 gHel. OBBEKTMBHO: COCTOSIHNE CpPERHEN
CTeNeHu TAKEeCTH, pebeHOoK LWaanT NpaByio Pyky,
OrpaHWyYeHo OTBeAEeHMEe MPaBOro nfeva; Koxa
He u3MeHeHa. [laumeHTy nposepeHo obcne-
nosaHue: nabopaTopHas AMArHOCTUKa, YnbT-
pa3ByKOBOe WCCMefoBaHWe, peHTreHorpadwms,
MyrnbTUCNUPaibHas KOMMblOTEPHas ToMorpadus
(MCKT), MarHuTHO-pesoHaHCHasa ToMorpadus
(MPT).

Pesynbtatbl. o nabopaTopHbIM AaHHbLIM
BbISIBJIEH YMEPEHHbIA NEeWKOLUTO3, CKOPOCTb
ocefaHus 3puTPOLMTOB — 15 MM/u, C-peaKTuBHbI
6enok He u3MeHeH. o pesynbTaTaM peHTreHo-
rpachun, MCKT n MPT BbisiBneHa pecTpykuus
BEepXHen TpeTu Anadusa u MNPOKCMMarbHOro
anndusa nneyeBon KOCTU C BblpaKEHHOW Nepuo-
CTarnbHOM peakumMen, pacnpoCcTPaHSIOLLENCS Ha BCIO
OJIMHY KOCTW, BNSOTb [0 AUCTanbHOro Metadusa,
C MHUNbTpaLMen MArKMX TKaHen nneva u perno-
HapHol numdbageHonatuein. MNocne obcnenoBaHus
W KOHCYNbTaLUMKW OHKomora Bbin BbiCTaBNeH npen-
BapuTenbHbIM anarHos: obbeMHoe obpasoBaHue
BEPXHEN TPeTu NieyeBOl KOCTU CMpaBa HeyTou-
HeHHoM aTnonorum (octeocapkoMa?). BoinosiHeHa
OTKpbITasa Buoncma nneyeBoW KOCTU U MATKUX
TKaHe nneva, No pesynbTaTtaM rMCTONOrMYECKOro

uccrnenoBaHus bbin BbICTABMEH AMArHO3: XpoHUYe-
CKMI OCTEOMMENUT NPaBoK NneyeBomn KocTu. Yepes
Hepenio nNo xopy pybua BHOBb nNosBunnCh 60sb 1
nokpacHeHue. [pu ocMoTpe xmpyproM bbino oTMe-
yeHo oTcyTcTBue pybumka ot BLXK, xoTa BakuMHa
BBedeHa bbina Npu poxaeHnn B Cpok. PebeHoK Bbin
rocnutanusmposaH 8 HMUL AOU M. Omutpus
Porauesa, no pesynbtatam NnoBTOpHON Buoncum u
FMCTOSIOMMYECKOr0 NCCNeaoBaHns bbino BbISBNEHO
MPOLYKTMBHOE rpaHynemMaTo3Hoe Bocnanexue,
MukobakTepun npu okpacke no Uunio—Hunbceny,
METOOM MonMMepasHoi uenHon peakuum (MLP)
Mycobacterium tuberculosis complex. MNocne
KOHCYynbTauuu pTuamatpa, MMMyHonora 6bin
BbICTABMNEH 3aKIMIOYMTENbHbIN ANArHO3: NEPBUYHBIN
uMMyHopeduumnT, bLXK-ocTut npasoi nneveson
KOCTM (OCOKHEHue).

BoiBopbl. OcrioxHeHUss mocne BakKuUWHaLUK
BLXX BosHukaioT B 0,02-1,2% cnyvaes. Huskas
YyacToTa BCTPEYaeMOoCTU, CTepTas KIVHUYECKas
KapTuHa v nabopaTopHble AaHHble, OTCYTCTBUE
MaTOrHOMOHMYHBIX CKMANOrMYeCcKnx NpusHakos, B
ToM uncne npu MCKT u MPT, 3aTpyoHsi0T guarHo-
CTUKY AaHHOW natonorun. OCHOBHbIM MeTOAOM
BbiABNeHusa bUM-octuta sasnsaetca MUP-gua-
FHOCTMKa. [INS yCNewHoro fneyeHns naumneHTos,
ocobeHHO paHHero Bo3pacTta, TpebyeTcs paHHAs
OMarHocTuka, No3ToMy crefyeT UMeTb B BUAY
TybepKkynesHyto atmonoruio 3abonesanus. Qudde-
peHuManbHas AnarHoCTMKa BKIIloYaeT B cebs rema-
TOreHHbI OCTEOMMUENUT, OMyXOSieBOe NopaskeHue,
FMCTMOLMTO3 M3 KNEeTOK JlaHrepraHca.
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CKC5. Taktuka BepeHua n ocobeHHoCcTH
XUPYPru4yecKoro sie4yeHus nauuneHTa

CO BTOPbIM peLvauBoM
HecbpobnacToMbl

H.H. l'yprenunse, A.H. LLseuos, A.H. 3aiuesa, A.A. TpywwH, W.B. KasaHues,
A.T". TeBopraH, A.A. 3axapeHko, 10.A. MNyHaHos, A.[l. Kynarun, J1.C. 3ybapoBckas

HayuHo-nccrenoBatenbCkuii UHCTUTYT BETCKOM OHKOSIOMUM, reMaTonorum U TPaHCHIaHTONIorm
uMm. P.M. lNopbauesoii ®I60Y BO «[lepsbivi CaHKT-leTepbyprckuii rocynapcTBeHHbIN MEANLIMHCKUIA YHUBEpCUTET

uM. akag. W.M1. [aBnosa», CaHkT-lleTepbypr

AktyanbHocTb. Hedhpobnactoma coctaensiet
5% BCEX OEeTCKUX 3110KaYeCTBEHHbIX OMyXONew.
YacToTa peumnamnsoB npu HedopobnacToMe cocTaB-
naet 15%, obwan BbIKMBAEMOCTb C pPeLMaNBOM
3abonesaHus — 50%.

Llenb. /13yunTb TakTMKy BefeHWUA naumeHTa co
BTOPbIM peumanBoM HechpobnacTomel.

Martepuanbl u MeToabl. PeTpoCNEeKTUBHbIN
aHanu3 [aHHbIX nauneHTa 9 net c Hedpo-
Brnactomon npason noukw, Il ctagusa, pT3NxMx.

Pesynbtatbl. 02.2018 y naumeHTa BbISIBNEHO
0bbeMHoe 0bpa3oBaHMe 3abpIOLLMHHOMNO NPOCTPaH-
cTBa. KomnbioTepHas ToMorpacus (KT): obbeMHoe
obpasosaHune npasoi noukn 80 x 73 x 52 MM,
pacnonoXeHHoe nof AvadpparMomn, OnNyxosneBbli
TpoMD B MouyeyHol BeHe, HUHel nosoit BeHe (HIMB)
0o 2/3 ee anuHbl. MNpenonepaunoHHas NoSIMXMMMUO-
Tepanus He nposogunack. 03.2018 — nanapotomus,
HedopypeTEPIKTOMMS CripaBa C yAasieHneM onyXonu
n Tpomba HIB. Mopdonornueckas KapTuHa
HedpobnacToOMbl, CMeLLaHHbIN TUMN, FTUCTONOMn-
YeCKM rpynna NPOMeXYTOYHOro pucka. fleuexue
no npotokosny SIOP 2001 (AVD). MNepBbiit peunavs
06.2019. KT: obpasoBaHue 72 x 65 x 64 MM
B BOpoTax neueHu, obpasosaHue 20 x 26 x 20 MM
B f103Ke 0nyxonu. [pU3HaKoB NOpa)seHWs Nerkmx
He BblfBMeHo. [lepecMOTp MepBUYHbIX Mpena-
paTtoB: HedppobnacToma ¢ amMddysHon aHanna-
3veW, UCXOOHO rpynna BbICOKOro pucka. Jleyenune
no npotokony SIOP RTSG 2016, nonHbln oTBeT
rnocre 2-ro Kypca xmmuoTepanuu, fiyyesas Tepanus
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He npoBogunack. 08.2020 BTOpON MOKanNbHbIN
peunpme. KT: B 0bnacTv ynaneHHon npaBoi NOYKM
obpasoBanue 1,6 x 1,2 cM, HakannueawLllee
KOHTpacTHOe BEeLLeCTBO, MAOTHO Npuiexallee K
HIMB, nedopmupysa ee. OnepaTuBHoe neyeHue:
yoaneHve obpasoBaHusa 3abpIOLLIMHHONO NPOCTPaH-
cTBa C pesekumen n nnactukon HMB ¢ ncnonb-
30BaHWEM KCeHonepukappa, NMMQoanccekLms.
Mopdhonornyeckoe 3sakfloyeHne: NPU3HaAKOB
OMyXONeBOro pocTa B KPasix pesekuun He onpe-
AenseTca; pa3pacTtaHue onyxonu, obpasoBaHHOM
CTPYKTYypaMu WUCKIOUMTENBHO BrnacTemMHoro Tuna
(peumoms HedbpobnacTtombl). Mocrneonepaum-
OHHbIV Nepuwop, 6e3 ocnoxHeHni, KpoBoTok B HIMB
YOOBNETBOPUTENbHLIN, MPU3HaKoB TpoMbo3a HerT.
MaumneHT B paHHWEe CPOKM NPUCTYMUA K CREeayIoLwmM
3TanaM fieyeHus: yyeBas Tepanus, NoIMXMMMoTe-
panusi Ha OCHOBE MPWMHOTEKaHa.

BoiBogbl. B neuennun peumameoB Hedppo-
BracTom npoueHT 6ecCcobbITUAHON BbIMBAEMOCTH
OCTaeTCs KpanHe HeBbICOK. BaxHbIM ocTaetcs
MYNbTUAMCUMNIMHAPHBIV NOAXO0A B NieyeHnn. Heob-
XOAMMO BbINOSIHEHWNE NTOKASIbHOr0 KOHTPOnsA obpa-
30BaHMA C MakcKUMasbHbIM ero ucceueHmem (RO
Kpas pesekumu). Mpu HBa3WMM 1 NIIOTHOM Npune-
MaHUM OMYXONM K MarucTpanbHbiM cocyfaM — 3T0
TEXHWYECKM CrnoxHas 3agava. B negunatpum Hebo-
ratbli KNUHWUYECKUIN MaTepuan no CoCyauCTOw
nnactuke. NpencTaBneHHbIR OMNbIT AEMOHCTPUPYET
BO3MOXXHOCTb YCMELUHON NacTUKM BEH C UCMOSb-
30BaHWEM TpaHCMNIaHTaToB.



Neml. OnbIT MICNONb30BaHUA
U NepcneKkTuBbl NPUMMeHeHus
BHYTPUBEHHbIX NpPenapaToB Kefes3a
B NeAMaTpuUyeCKOM NpaKTuKe

H.B. MHsikoBa, M.A. JlyHsakoBa, O.H. XXypuHa, H.H. MaTtseesa, B.I'. [lemuxos

HayYHO-KITMHUYECKMIi LLeHTP reMaTosiormm, OHKosnorum u ummMyHosiorum @60Y BO «Psa3aHckuii rocyBapCTBeHHbIN
MeauUMHCKWI yHuBepcuTeT uM. akag. W.I1. Masnoea» MuHsapasa Poccum, Psi3aHb

HyTpuMBeHHaa deppoTepanus (BOT) -

3(pPeKTMBHBIN METOO NeyveHns xenesone-

buumTHOM aHemun (MKIOA), pedppakTepHoi K
nepopanbHbIM npenapaTtaM xenesa. OgHako onbIT
npuMeHeHua BOT B neguaTpum orpaHunyeH. MNpexae
BCEr0, 3TO CBA3AHO C PUCKaMM TXKeSbIX annepru-
YECKMX peaKLmni, BOSHVKLLMMU B IMOXY UCMOMb30-
BaHWA nepBbix NpenapatoB ana BOT. MNoasneHune
BecbMa apdekTueHoro u bonee besonacHoro
MOKOJSIEHMA NpenapaToB AN BbICOKOA03HOW BT
AenaeT NpuBeKaTesnbHbIM AaHHbIM BUA Tepanuu
KOA y petelt n nogpocTKoB. Mbl NnpoBenu peTpo-
CMNEeKTUBHbIA aHanus3 pesynbTaTtosB Tepanuu KIOA
y neten, nonyyaswux BOT 8 HKL MTOUN PasMY B
2017-2020 rr.

LUenbio nccnepoBaHua bbino onpepenutb
3hhekTMBHOCTb M Be3onacHOCTb Tepanuu caxa-
patoM u kapbokcumanbTo3aToM xenesa XKOA y
peten n nogpocTkoB. Becero BOT nonyunnu 75
peten ¢ noareepskaeHHon XKOA B BospacTe ot 1
roga po 17 net 11 mecsAues (MeamaHa BospacTa
10,5 ropa). ConyTcTeyiolime 3abonieBaHuns skesny-
[04YHO-KuMLLeyHoro TpakTa (JKKT), npusoasiime K
HapyLUeHWI0 BCcacblBaHUSA kefe3a /UM KpoBo-
TeueHusM 13 pasnunuHbix otoenos MKKT, oTMeuva-
nuck y 48 peten. XpoHuMyeckas KpoBOMoTeps B
BMAE TMNEpPnoIMMEHOPEen, HeKynupyeMas nepo-
panbHbIMU MpenapaTamu xefesa, oTMeyanach y
12 peBouek-nogpocTkoB. Bce maumeHTbl 0TBETUNM
Ha BOT. Y 58 peTeit KOHTposb Bbif NPOBEREH Yepes
4-8 Hep nocne neyeHus. CpenHas KOHLEHTpauus

Hb no neuenus coctasuna 88,3 + 2,4 r/n, nocne
neyenus — 122,4 + 1,8 r/n, cpenHuii npupoct Hb
coctasun 34,1 r/n (p < 0,001). CpeaHuit ypoBeHb
dheppuTUHa CbIBOPOTKU O fleYEHUss COCTaBuI
6,5 + 1,7 Mkr/n, nocne nevenus — 77,7 + 7,9 Mrr/n
(p < 0,001). ¥ 9 nauueHToB BbiN MpoBeaeH
KOHTPOSb YpoBHA Hb yepes 1-2 Hep nocne Havana
neyenus, cpepHuii npupocT Hb coctaeun 21,6 r/n,
015 NOCNEeNyIOLLEero KOHTPONA 3TW NaumneHTbl bbinu
HenocTynHbl. CeMb geTen No pasHbiM NPUYMHAM
(NpucoeamHeHne OCTPOIt pecnpaTopHOM BUPYCHOM
MHAPEKUUN, CeMelHble U coumanbHble obcTos-
TenbcTBa) He 3akoHuMNIM Kypc BOT. MobouHbIx
adochekToB BOT He Bbino oTMeueHo. Tepanuio caxa-
paToM xenesa nonyyanu 59 peten. Kapbokcumans-
TO3aT Xenesa nonyunnu 16 neten n NOOPOCTKOB C
KOA, n3 Hux 3 (8, 10 n 13 net) off label. Heskena-
TenbHble peakumu (HP) B BUAE KpanuBHWLbI OTMe-
yanucb y 2 (2,7%) ns 70 getein — ManbumKoB 8 1
14 net. Opyrux HP He bbino 3aperncTpnpoBaHo.
Kypc BPT y atux naumeHToB bbin 3aBepLueH
caxapaTtoM senesa 6e3 kakux-nmbo HP. Takum
obpasoM, BOT — nepcnekTunBHbIN 3DDEKTUBHbIH
n besonacHbln MeTon neuveHus geten ¢ KOA,
pedpaKTepHOW K mepopanbHoin deppoTepanuu.
INeyenune XKIOA ¢ npumeHeHneM BOT MoskeT bbiTb
OpraHnM30BaHO B AHEBHOM WM KPYrnoCyTOYHOM
CTauMoHape B paMKax nporpammbl obsizaTenb-
HOro MeAMLMHCKOro CTpaxoBaHWUsA No COOTBETCTBY-
IOLLIEeN KIIMHUKO-CTAaTUCTUYECKOM Fpynne — AHeMuu,
2-1 ypOBEHb.
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FeM4. Criyyan AOCTUKEHUS MOJSTHOM
peMuccum UMMYHHOU TpoMbouuToneHUm

TAXeNnou

doopMbl, pe3MCTEHTHOM

K npenapataM NnepBou U BTOPOM JIMHUM,

npu ncnoJib3oBaHU"

B Tepanuu CTUMynsaTopa peuenTtopa
TpoMbonoaTuHa y nauueHTa 13 ner

E.M. lNonosuHa, K.C. AcnaHsH, U.B. Auexko, A.X. XacneksH, E.B. Bacunbesa,
AM. WanxytanHosa, T.H. KanuHuHa, 3.C. J1asapesa, M.A. KoHoHeHKo, [1.A. [IkaBagoB

'6Y PO «0bnacTtHas feTckas KimHudeckas bonbHuua», Poctos-Ha-[loHy

MMyHHas TpoMBoLMUTONEHNA — caMoe YacToe

ayTOMMMYyHHOe 3aboneBaHune KpoBw y AeTen,

CONPOBOMAAIOLLEECA CHUNKEHUEM MOKa-
3aTenen TpoMbouUMTOB B reMorpamMme u pasBu-
TUEM KU3HEYrPOKaIOLLUMX KPOBOTEYEHUA. Huske
Mbl NpuBeAeM nctopuio 3abonesanus naumerTa C.,
13 neTt, BNepBble rOCNUTANIM3NPOBAHHOIO B
CTauuMoHap AETCKOW OHKOMOrMK M remMaTofioruu
B aBrycte 2019 r. ¢ »anobamu Ha u3onupo-
BaHHOE CHW)KeHWe nokasaTtenen TpombouMTOB
B remMorpamMMe u obunbHOe HOCOBOE KPOBOT-
eyeHne, OCIOXHMBLUEECA nocTreMopparuye-
CKON aHeMwuen Taxenon crteneHu. CtapToBas
Tepanus nepeBon NIMHUK NPOBOAUNIACH KOMbUHa-
UMel BHYTpPUBEHHbIX MMMyHornobynuHos (BBUI)
B COYETaHUW C BbICOKOLO3HbIM PEXKUMOM [IIOKO-
kopTukocTepounnos (FKC). YuutbiBasi oTcyTCTBME
athhekTa, bbina HavaTa Tepanua NPegHU30510HOM
B CTAQHLAPTHOM peskMMe B CYTOUHOW f03e 2 Mr/Kr
C NocreaylowwnM cHuskeHneM. lNokasatenu Tpom-
6oumTos nosbicunnck go 100 Teic/MKN. B doespane
2020 r. BHOBb pa3BWiIOCb HOCOBOE KPOBOTEYEHME
Mpy OTCYTCTBUM LPYrUX reMopparnuyeckux nposs-
nenwun. lNpu obcnepoBaHun B reMorpaMMe TpoMm-
BoumnTONEHNSs, aHEMUS TSKENMON CTEMNEHN TAXKECTH.
MosTopHbIM Kypc BBUI™ B coueTtanumn ¢ TKC okoH-
YUINCA KIMHUYECKUM YryulleHneM, HO Tpombo-
LUMTOMEHUst B reMorpaMme coxpaHsanacb. B mapte
HOCOBbIE KPOBOTEYEHUSI PELMAVBMPOBANM, yCUmu-
nacb reMopparmyeckas cbifb, bbiI0 NPUHATO
pelleHne 0 Havane Tepanuu poMunnocTumoM. B
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TeyeHne 3 MecC NauMeHT exeHefeflbHO nosyvarn
MHBEKLMWM npenapaTa, HO MokasaTenu Tpombo-
umnToB He npesbiwanu 20 Tbic/MKn. B nioHe 2020 r.
BbIn rocnuMTannsnpoBaH B MHAEKLMOHHOE OTae-
neHue no koHtakTty ¢ COVID-19, roe passunock
0bunbHOe HocoBoe KpoBoTeueHue. 10 MMU3HEHHbIM
NokasaHusAM pebeHoK nosyyan exefHeBHble TpaHC-
dy3un TpoMBOLMTAPHOrO KOHLEHTpaTa, OKa3sbl-
BalOLLEero KpaTKoBpeMeHHbI addekT. lNocne
NofyYeHns oTpuLaTesibHbIX pe3ynbTaTtoB Monun-
Mepas3HoW uenHoin peakumn Ha PHK SARS-CoV
2019 naumeHT nepeseneH B [BY PO OOKB, roe
HaxXOAMIICA C CEePeaVHbl MIOHS MO CepeanHy aBrycra.
3a nepuvop rocnuTanusaumm HeoaHOKPaTHO NPOBO-
AMnacb TaMnoHaga Hoca, nostopanuce Kypebl 'KC
n BBUI", BBOAMNMCH KOMNOHEHTbI AOHOPCKON KPOBW.
B uione Bbino NpUHATO pelleHne no sKU3HEHHbIM
NOKa3aHWsaM NPOBECTU Tepanuio npenapatoMm
pUTYyKCMMab, OOCTUMHYTO KIUHWYECKOoe Ynyuy-
weHue. [anbHeWwee neyeHue c ceHTabps
2020 r. npoBofuMTCA npenapatoM antpombonar.
CnycTta Mecsau OT Havana Tepanuu TpoMbouuTbl
OOCTUITIM HOPMarbHbIX 3Ha4YeHWn. B HacTosLlee
BPeMs NauMeHT NpPofosIKaeT nosy4vatb aNTPOM-
Bonar, ypoBeHb conepskaHusi TpoMbounTOB B Nepu-
depuyeckoit Kpoeu npesbiwaeT 150 Tbic/MK.
[aHHbIN KANMHWYECKUIn cnyvyan AeMOHCTpupyeT
TPYLHOCTU B BEAEHMU NALMEHTOB, CTPaAaloLwmnx
TAMKENbIMU (DOPMaMK UMMYHHOW TPOMBOLIMTONEHUM,
PE3UCTEHTHON K TPAAMLMOHHBIM TepaneBTUYECKUM
peLUEHNAM.



"em5. lepBbiX ONbIT NPOBEeAEHUSA
ITI-Tepanuu y naumeHTa ¢ TAXXenNou
UHrMbutopHon dpopmoun remochunuu A

B PocToBCKOM obnacTtu

E.M. lNonoswuHa, K.C. AcnaHsiH, M.A. XapuToHoBa, T.A. MawuypoBa

'BY PO «0bnactHas neTckas KiimHudeckas 6osbHuLa», PoctoB-Ha-[JoHy

Cl0 CBOI0 M3Hb DOMbHOW reModunuen

NMPOBOAWT B HenpepbiBHOW Bopbbe ¢ ocnosxk-

HEeHMsAMM Kak camoro 3abonesaHus, Tak
n ero neyenuns. OOHUM U3 HUX ABNSETCH NOAB-
neHne aHTuTen-uHrnbutopos aksorexHHoro VI
thakTopa. CyLiecTByloT TepaneBTUUYECKNE MPOTO-
KOJbl, KOTOPbIE HaLleNeHbl Ha NOJABMEHME CUHTE3a
OaHHbIX aHTUTeN ¥ X MOJIHYI0 3MUMUHALMIO. Huske
Mbl NPUBELEM KITMHWYECKUI CIlyyai yCrneLuHoro
nposenexus ITl-Tepanuun y nauventa I, 3 net, ¢
POXKOEHWS CTpapjaloLero reModoununen A Takenon
dopMbl. Manbunk nomnyyan 3aMecTUTENbHYIO
Tepanwuio npenapaTtoM pekoMBrHaHTHOro dhakTopa
VIl no MecTy xuTenbcTBa. Bnepsblie cTaunoHapHas
nomoLupb notpebosanack B Bo3pacTe 1 roaa, koraa
y MasibyMKa pasBUIIOCb KPOBOTEYEHUE U3 TPaBMU-
pOBaHHOM y3Aeuku BepxHen rybol. B ganbHenem
rocnuTanusaumnv no NoBoAy KPOBOTEUYEHWUI, CONpsa-
)KEHHbIE C BBEIEHVNEM BbICOKMUX 003 PEKOMOMHAHT-
Horo dpakTtopa VI, TpeboBanucb npakTuyecku
exeMecayHo. B despane 2019 r. npu nnaHoBoM
obcnenoBaHMM y nauMeHTa BbiSIBIIEH UHIMBUTOP
thaktopa VIl B konuuecTtee 3,88 BE. Manbuumk
nepeBefeH Ha Tepanuio npenapaToM LUYHTUPY-

lowero apdexkTa — aHTUMHIMBUTOPHBIM Koary-
NAHTHBIM KoMnnekcoM (AMKK), pnutensHoe Bpems
KpOBOTEYEHUM He oTMevanock. B asrycte 2019 r.
B CBfA3M C TPYAHOCTbIO COCYAMUCTOrO [OCTYynNa ycTa-
HOBfeH nopT-kaTeTep. B mapte 2020 r. yyactus-
LUMeCs 3NM30[bl KPOBOTEYEHWI, HapacTaHue TUTpa
nHrubutopa daktopa VIl po 5 BE onpegenunu
HeobxoamMMocTb yBennueHuns nosbl AVKK. Mocne
MONyYeHUs MUCbMEHHOro corfacua poauTenen
B (peBpane 2021 r. BbIN10 NPUHATO pelleHne o
Hauane ITI-Tepanun B COOTBETCTBUM C PeKOMeHaa-
umsaMu boHHCKoro npoTokona. B HacToswee BpeMs
nonyyeHbl oTpuUaTeNbHble pe3ynbTaThl Uccne-
[0oBaHuA Ha Hanuune uHrubutopa VIl dakTopa.
MaumeHT npoponkaeT Habniopatbca B LleHTpe
OETCKOMW OHKOMOrMuM W rematonioruun, pella-
eTCs BONPOC O nepesofe ero Ha npodmnakTuye-
CKoe BBeAeHWe pekoMbuHaHTHOro npenapata Vi
hakTopa. [laHHbIA KIMHWUYECKUIA Cyyall OeMOH-
cTpupyeT 6naronpusATHBIN NPOrHO3 B OTHOLLEHMU
3MMMUHaLMK uHrmbutopa dakropa Vil y naumeHToB
OOLLKONBbHOro BO3pacTa npu paHHeM Havarne ITl-Te-
panuu U HanuuMm KOMMaeHca co CTOPOHbI POau-
Tenew.
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femb. NpoBeneHne KOMBUHMPOBaAHHOM
Tepanuu, HanpasBJieHHOMW Ha
CTUMYNALUMIO CUHTE3a hbeTarlbHOro
remornobuHa, nauneHTaM c

MaHudecTHbIMU hopMamMu

B-TanacceMuu

H.C. CmeTaHuHa, M.E. JloxmaToBa, E.A. JluteuHos, M.B. KpacunbHukoBa

®IBY «HaumoHabHbIN MeaULIMHCKUE NCCIeR0BaTeIbCKUIA LIeHTP AETCKOM reMaTosiorum, OHKOMoMrm

u umMMyHornornm uM. mutpusa Porayesa» Munsapasa Poccun, Mocksa

AkTtyanbHocTb. OCHOBHbIM naTodun3nono-
FTMYECKUM MEXAHW3MOM PasBUTUA HeaIeKTHB-
HOro 3PUTPOMN033a M reMonm3a Npu MaHUEeCTHbIX
hopmax B-tanaccemun asnsetcs ancbanaHc
CUHTE3a o~ U He-o-rNOBMHOBBIX Lienew.

Uenb. OueHntb achdekTnBHOCTb M Besonac-
HOCTb KOMBUHMPOBAHHOW Tepanuu, HanpaBfieHHOM
Ha CHueHue aucbanaHca rnobuHOBbIX Lenen 3a
cuyeT yBenuyeHuns cuHtesa HbF y naumeHTOB C
MaHndeCTHbIMKM hopMamm B-TanacceMum.

Matepuanbl u MeToabl. Habnwopganuco
22 pebeHka B Bo3pacTe OT 2 0o 16 net (MeamaHa
6 NeT) C KIIMHWUYECKM 3HauMMbIMK chopMaMm B-Ta-
nacceMun. Kputepum BKNIOYEHUS: HEAQEKBATHO
TpaHcy3mpyeMble NauuMeHTbl C MaHudecT-
HbIMK cpopMaMu B-TanaccemMuu; 0TKas poauTenen
OT MepenMBaHnUs KPOBU W/UNKU CNIIEHIKTOMMUMU;
NOANWCAHHOE POAMTENSAMU MHAPOPMUPOBAHHOE
cornacue. Tepanus (PEKOMBUHAHTHbIA 3PUTPONOS-
TuHOM o 1000 ME/kr/Hen, ruopokcvkapbamug no
20-30 mr/kr/cyT, L-kapHuTuH no 30-50 Mr/kr/cyT)
NpoaomKanach B TeyeHne 6 mMec, npu ee acpdek-
TUBHOCTW — ponblue. M3yyaemble napameTpbl: Hb,
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Ht, MCV, MCH, Ret (Sysmex XT-4000i, AnoHus);
sTfr (ARCHITECT C 400, CLLUA); cooTHOweHKe
vG-rnobuna/yA-rnobuHa (ACQUITY UPLC H-Class
system, CLUA). MokasaTtenn adpdpeKTUBHOCTH
Tepanuu: NosiHbln oTBeT — nosbiweHne Hb > 100
r/n; yacTUYHbIN — noBbiweHve Hb > 90 r/n.

PesynbTatbl u obcyxpaeHue. onHbIA oTBET
Bbin poCTUrHYT y 8 petew, uto cocTaBumno 36,4%
oT obLiero konmMuecTa HabniogaeMbIX NaLMEHTOB,
yacTWuHbIi oTBeT —y 3 (13,6%) netei. Yepes 3 Mec
OT Hayana Tepanuu remMornobuH B cpeaHeM noBbl-
cuncs Ha 23,5 r/n, uepe3 6 Mec — Ha 23,7 r/n. Y
BCeX nauueHToB Habnwopganoce ysenuuenve MCV
B cpeaHeM Ha 7,3% u yG-/yA-rnobuHa B cpeoHeM
Ha 0,18, ypoBeHb STfr cHusuncs B cpegHem Ha 5,89
Mr/n. HeskenaTernbHbIX SIBNEHWA 3a BeCb nepuos
HabniogeHun He oTMeYanock.

BuiBogbl. TakuM 0bpa3oM, kKoMBUHMpOBaHHas
Tepanusa okaszanacb agdektnsHon y 50% naum-
EHTOB C MaHUdeCTHbIMKU dhopMaMu B-TanaccemMmu.
Y Bcex BOMbHbIX, HE OTBETUBLUMX Ha feYeHue,
oTMevarnocb nosbieHne MCV n cHUKeHWe ypoBHS
sTfr 6e3 panbHenwero noebieHWs ypoBHs Hb.



Nem7. TakTUKa BefeHUs KPOBOUINTUAHUIA
3agHero oTpeska rnasay geteu
C HapyLueHUsMU reMocTasa

b.C. MepwmH, A.A. MacuaH, A.b. CmnpHoBa, H.A. CTynakosa

GIBY «HaumoHasbHbIi MeaULMHCKUI MCCIIeR0BATENbCKUI LUEHTP AETCKOM reMatosiorum, OHKOorm

n ummyHornorum uM. imutpus Porayesa» MuH3gpasa Poccun, Mocksa

utpeanbHble U NpepeTUHanbHble KPOBOW3-

NUSAHUSA, NIOKaNU3yoLWMecs Ha 3pUTeNbHOW

OCU, CRyKaT MPUYMHON CHUNKEHUS 3PEHMUS.
Te remopparuu, KOoTopble NPUBOIAT K YNIOTHEHMIO
CTEKNOBMAHOrO Tena, ABnsTCcA cybcTpaToM ana
hopMMPOBaHNA BUTPEOPETUHANBHBIX TPaKLUUA, UTO
MOMET MPUBECTU K Pa3BUTUIO TPAKLIMOHHO-perma-
TOreHHOM OTCIOMKM ceTyaTku. B uccneposaHue
Bowwm 8 netel B Bo3pacTe oT 2 0o 15 net ¢ oyaro-
BbIMW KPOBOU3MUSIHUSAMU B MaKymnspHoOn obnactu u
6 peten B Bo3pacTe oT 3 Ao 12 net ¢ ToTanbHbIM
reModpTanbMoM. HapyLleHns reMocTasa y nsyva-

eMbIX MaLMeHTOB CBA3aHbl C LUWTOPEAYKTUBHOM
XMMMoOTepanven ans nevyeHus 3M10KauYeCTBEHHbIX
3aboneBaHnin CUCTEMbI KPOBU MW C KITMHUYECKOW
KapTUHOW TsKenbIx hopM aHeMui. [leTaMm ¢ oyaro-
BbIMW KPOBOWU3MUSAHUAMM B MaKynspHoM obnactu
MPOBOAMNM CEpUHbIE BBEAEHUS npenapaTta AKTu-
nuse B pose 0,75 mr/0,1 mn. Bcem naumeHTam c
remodTanbMamu Bbinv NpoBefeHbl BUTpeope-
TUHamNbHbIE XMPYPruYeckue BMellaTenbCcTBa Ha
PasnMYHbIX CPOKax Nocne KpoBoTeueHwus. Mpose-
LEeHO cpaBHeHWe 3hPEKTUBHOCTH NeYeHnsa naum-
EHTOB, HAYaTOro B PaHHWI 1 NO3LHWIA Nepuofbl.
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fem8. Ponb npokoarynsHTHbIX
MUKPOBE3UKYN1 B UBMEHEHUU reMoCTas3a
y AeTeu ¢ reMoSIMTUNEeCKON aHeMUEeH

E.A. Cepéruna®-2, E.H. Jluneu?, A.A. UrHaTtosal, A.B. MNMoneTaes?, T.A. Byiimo®-2,

®.N. AtaynnaxaHos'™, H.C. CMeTaHuHal®

1OIBY «HaunoHanbHbIf MEAUUMHCKWIA MCCIIEA0BATENLCKMI LIEHTP IETCKOM reMaToniornm, OHKOSIOruu U MMMYHO=

norum uMm. [imntpus Porayesa» MuH3apasa Poccumn, Mockea

2PIbYH «LleHTp TeopeTudeckux npobnem ¢ousnKo-xumm4eckosi gpapmaronorum> PAH, Mocksa
S®Irb0Y BO «MockoBckuii rocynapcTBeHHbiv yHuBepcuteT uM. M.B. JlomoHocosa», MockBa
‘OrAOY BO «MOCKOBCKMI (hn3NKO-TEXHUYECKUI MHCTUTYT (HaLIMOHAMbHbINA MCCRIEA0BATENbCKUI YHUBEPCHUTET)>,

MockBa

S®IAOY BO «Poccuiickunii HaumoHasbHbI MCCrienoBaTenbCkuii MeanumMHCKui yHuBepcutet umM. H.U. [uporosa>

MuHsgpasa Poccumn, MockBa

aUMeHTbl C reMonuTuyeckoi aHemueit (FA)
XapaKTepusyloTCH MNOBbILUEHHbIM PUCKOM
Tpomb03a. OfHaKO MexaHW3Mbl BO3HUKHO-

BEHMSI TMNepKoarynaumy He n3yyeHbl NOSIHOCTbIO.
Llenbio 3Toro uccnenosaHusa bbino nayyexue
PO MUKPOBE3UKYN B PasBUTUM HapyLUEHUI
remMocTtasa y fetei ¢ ['A. B nccneposaHue Bknio-
yeHbl 4 Manbumka B Bo3pacTe oT 4 go 12 net ¢
HacneacTBeHHbIM cdhepounTosoM (HC) n 6 peteit
c bonbwoin copmoi B-tTanaccemun (B-TM):
1 peBoyka u 5 ManbuMKoB B Bo3pacTe oT 2 Ao 15
neT, a Take 5 300poBbIX AOOPOBONbLEB CTapLue
18 neT B KauecTBe KOHTPONS (2 MyMuuHbl U 3
EHLUMHbI). COCTOSIHME CUCTEMbI FeMOCTa3a OLeHM-
Bafn C MOMOLLbIO CTaHAAPTHON KoarynorpamMel,
nokasateneit D-gumepa, TpomboanHamukm (T[).
MonyyeHHble M3 MnasMbl MUKPOBE3UKYSIbl TUTPO-
BafMCb B Myne nna3smbl 300POBbIX 4OBPOBOSILLIEB
ANSA OLUEHKU MX NMPOKOArynsHTHOM aKTUBHOCTW.
KoHLEeHTpaLmIo MUKPOBE3UNKYN OLIEHVBANN METOLOM
MPOTOYHOW LMTOMETPUM C MCMNOMb30OBaAHUEM
antuten. Mapametpbl TN Bbiny noBbILeHb! y 6 feTen
(2 ¢ HC 1 4 c B-TM) no cpaBHeHWI0 C HOpMaribHbIM
avana3oHoM (59,2 + 1,9 MKM/MUH ANA CKOpPOCTU
poCTa CrycTka npu HopMasibHOM ananasoHe 38-56
MKM/MWH): y 3TUX oeTei Habniopanach TpaHcdy-
31OHHas 3aBUCKMMOCTb M Bonee TAXenoe TeyeHne
3abonesaHusa. OcTtanbHble 4 nauueHTa uMMelT
TPaHCY3NOHHO-HE3aBUCKMYIO FEMOSIUTUYECKYIO
aHEMWIO U HaXOAMNUCb B HOPManbHOM JMana3oHe
no TM. MNokasaTenu akTMBMPOBAHHOIO YaCTUYHOMO
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TPOMBONNacTUHOBOIO BPEMEHN U MPOTPOMOMHOBOIO
BPEMEHM Dbl HOPMarbHbLIMU Y BCEX NALMEHTOB, Y
2 BonbHbIX BbIN CHWKEH PUBPUHOreH, YTo 0bbAC-
HAeTcA noTpebnexHneM atoro Benka B npouecce
aKTMBHOro remonusa. lMaumneHTbl C runepkoary-
naunen no T umenu HambosbLLYI0 KOHLEHTpaLMIO
NPOKOArynAHTHbIX MUKPOBE3WUKYN, 3KCMOHUPY-
lowmx pocaTupuncepuH (PS + MP), a Takske
3PUTPOLIUTAPHBIX MUKPOBE3NKYI1, SKCMOHMPYIOLLINX
rnukodbopuH A (CD235a + MP) no cpasHeHwuio ¢
nauMeHTaMu B HopMarbHOM auanasoHe no T (1617
+ 579PS + MP/Mkn npotue 557 + 199PS + MP
COOTBETCTBEHHO). MHTepecHo, 4YTo nauueHT
c Haubonee BbiCOKMM ypoBHeM D-pumepa
(506 wr/mn, gmnanasod 0-243 wWr/mn) umen
HanbonblIyl0 KOHLEHTPaLUMWI0O MUKPOBE3UKYI
(1939PS + MP/mkn; 205CD235a + MP/mkn). Ang
CpaBHEeHWsI MPOKOArynAHTHOMN aKTUBHOCTU MUKPO-
BE3MKY/l M3 NiasMbl NauMeHTOB U 3[00POBbIX
nobpoBoNbLEB Mbl U3MEPUNKN 3aBUCUMOCTb Napa-
mMeTpoB T[] OT KOHLEHTpaLMN MUKPOBE3VKYN B Myne
CcBOBOOLHOW OT MUKPOBE3MKYI Mf1a3Mbl 340POBbIX
pobposonbLes. [pn aHaNOrMyHbIX KOHLEHTpaLMAX
BNUAHME MUKPOBE3WKYN U3 Mfa3Mbl NaLMEHTOB U
3[0pOBbIX NODPOBONbLLEB HA POCT CryCTKa Cylue-
CTBEHHO He pasnuuanocb. T[l BbISBUA FMNepKo-
arynsaumio y nauMeHToB C TSXKenblM TeyeHueMm
reMonuMTuyeckon aHemuun. bonee peskue nsme-
HeHnsa Habnopanucb y nauMeHToB C CaMbIMU
BbICOKMMMW KOHLEHTPaUUAMU MPOKOArynsHTHbIX
MWUKPOBE3MKYII.



eM9. PacnpocTpaHeHue akTUBHOCTH

CUctemMbl KOMMNJIeMeHTa

A.E. dununnosa, C.C. LaxupskaHos, ®.W1. AtaynnaxaHos

®IBYH «lLleHTp TeopeTuyecknx npobnem ¢mnko-xummyeckoin gpapmarosnormm> PAH, Mocksa
@IBY «HaumoHabHbli MEQULMHCKNIA NCCIIE[0BATENIbCKUK LIEHTP AETCKOV remMaTosiormy, OHKOSI0rMmu U UMMYHOS10~

rmm um. [imutpns Porayesa» MuHsapasa Poccun, Mocksa

ncteMa KoMmnnemMeHTa (CK) yenoseka npeq-

cTasnseT cobon rpynny Benkos, KoTopbIe

CcnocobHbl aKkTMBMpOBaTLCA MNpWU nona-
OaHWU B OpraHu3M naTtoreHa, OnCOHU3NPYS ero u
cobupas MeMBpaHoaTakyloLLMe KOMMIEKChl Ha ero
MOBEPXHOCTH, UTO NPUBOAUT K ero nuaucy (Murphy
K., et al. Janeway's immunobiology. — Garland
Science, 2016). BaHbIM acneKTOM 3TOi CUCTEMbI
ABnNAeTca To, uTo paboTa ee Benkos cBA3aHa C
KaCKagHOW akTuBauuew Opyr Apyra UMeHHO Ha
MeMbpaHax KneTok. lMpy reHeTUYeCKnX OTKIoHE-
HUAX BO3HMKAIOT MyTauuu B Benkax-uHrnbutopax
CK, uto npvBoauT K psgy natonoruin (Wong E.K.S.,
et al. Diseases of complement dysregulation —
an overview. Semin Immunopathol 2018; 40
(1): 49-64), KoTopble, OQHAKO, NOYTW HUKOTAA He
NPoABNAIOTCA Cpa3y nocne posxaeHusa. B HacTo-
fllee BpeMA M3BECTHO, YTO 3TW 3aboneBaHus
4acTo NPOSIBNAIOTCSA NPU NONafaHWM B OPraHU3M

MHCpeKUMI, KoTopble BbI3bIBAIOT akTMBaumio CK. Ml
npegnonaraeM, YTo BCe NPOMCXOLMT U3-3a nepe-
Hoca BenkoB Ha MeMBpaHbl COBCTBEHHbLIX KMETOK
M YTO TaKOW NEPEHOC MMEET CIIOXHbIA XapaKTep
n3-3a HenuHeiHocTn cucteMbl (Gelens L., et al.
Spatial trigger waves: positive feedback gets you
a long way. Mol Biol Cell 2014; 25 (22): 3486~
93). B Hawet paboTe Mbl xoTenu ybeauTbcs, UTo
TaKon NepeHoc AeNCTBUTENbHO eCTb. Mbl cpaBHU-
BanM NIM3MC 3PUTPOLMTOB B KaMepe 1 B NPOrpamMe,
roe HeT BIMSIHWS IM3nca COCEOHUX KNeToK. Hawm
3KCMEePUMEHTbI MOKa3bIBaIOT, YTO Hanuune Nuaun-
POBaBLUMX COCefen yBenuMumBaeT BEPOATHOCTb
nM3sunca faHHoM KneTku. [pn 3TOM Ba)kHO OTMe-
TUTb, YTO 3TV AaHHble NOJSyYyeHbl Ha 340POBbIX
KneTkax aoHopa. lNonyyeHHble pe3ynbTaTbl MOryT
MOMOUYb B AaSIbHEWLLIMX UCCIEeLOBaHMUSIX, CBA3AHHbIX
C pasBWTMEM TeuyeHus 1 nedyeHneM 3abonesaHuii
CK.
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Nem10. XpoHnueckue MuenonponudepaTuBHbie
3aboneBaHusa y netexd U NOAPOCTKOB

H.M. Epwos, M.B. lacbkoBa, A.A. MacuaH, H.C. CMeTaHuHa

®IBY «HaumoHabHbIN MEAULIMHCKUE NCCIeR0BaTeIbCKUIA LIeHTP AETCKOM reMaTosiorum, OHKOMoMrm

u umMMyHornornm uM. mutpus Porayesa» Munsapasa Poccun, Mocksa

AKTyanbHocTb. B ocHOBe pa3BWTUS XpOHWUYe-
CKMX MuerionponundpepaTmeHbix 3abonesaHuii (XMI13)
NEXUT KIoHanbHasa nponudpepaumnsa ogHon nnmn bonee
KMETOYHbIX NIMHUIA MUENOMO33a Ha YPOBHE CTBOJIOBOW
KPOBETBOPHOWN KreTku. B nocnegHue rofbl OTKPbITUE
KIIOYEBbIX ApaMBEPHBIX MyTaumin B reHax JAKZ2, MPL
n CALR, npuBOASLUMX K HE3aBUCMMOM OT BHELLHWUX
hakTopoB aktuBaumn JAK-STAT-curHanbHoro nyTu,
MPVBENO K COBEPLUEHCTBOBAHMIO ANArHOCTUKM U NEYEeHNs
LaHHbIX 3abonesanuin. OgHako anupemmornorus XMIM3,
a TaKxe NaToreHeTUYecKas 3HaUMMOCTb OpariBepHbIX
MyTauuii y NauueHTOB OETCKOro M MOLPOCTKOBOro
BO3pacTa Ha CerofHALLHUI AeHb ABNSAIOTCS ManousyyeH-
HbIMU. YTOUHEHME 3MUAEMUOSIOrUU, MOSEKYNAPHO-Te-
HETUYECKMX aCMeKTOB, OCOBEHHOCTEN KITMHUYECKOrOo
TeueHus n nporHo3a XMI3 y neTei 1 NoapoCTKOB MOMKET
“MeTb BonbLIOe 3HauyeHWe Af1A COBEpLUEHCTBOBaHUSA
[VarHOCTVKM U NeYEeHs 3TON KaTeropum NaLmMeHTOB.

Llenb. ONTMMM3NpOBaTb anropuTM OMArHOCTUKM U
BbIBOpa TaKTUKWN BeAEHWs1 NEQMaTPUUECKUX MaLMEHTOB C
Knaccuyeckumm XMrM3.

Matepuanbl u MeTofabl. [1pOTOKON MCCREROBaHUA
0nobpEH yuYeHbIM COBETOM U 3TUYECKUM KOMWUTETOM
®IreY «HMUL Aron um. Omutpus Porayesa» MuH-
3gpaBa Poccun. Bce yyacTHWKM uccnenoBaHnsa nognu-
canu uHcbopMmnpoBaHHoe cornacue. B nccneposaHve
BKIIoYeHb! 48 naumeHTos, obpaTmeLumxca 8 HMULL IFOU
uM. Omutpua Poravesa B 2012-2020 rr. MaumeHTam
MPOBOAMINOCH KOMMMeKCHoe obcrefoBaHve onsa ycra-
HOBKW AvarHo3a XMI13 B COOTBETCTBUM C KPUTEPUAMM
BceMupHoi opraHusaumm sgpasooxpaHenunsa 2016 r.,
BKJTIOYaloLLIee B Ce65 OLIEHKY KITMHUYECKMX JaHHbIX, N1abo-
paTopHble (OBLLEKNMHUYECKME UCCenoBaHUs; MOpdo-
NTOTMYECKME, FEHETUYECKME, UMMYHODEHOTUNMYECKME,
MUCTONOrMYECKe UCCreaoBaHUs KOCTHOMO Mo3ra) u
WHCTpyMeHTanbHble (ynbTpa3BykoBoe UccrenoBaHue,
yrnbTpa3ByKoBas gonnneporpadous, MynbTMCInpansHas
KOMIbIOTepHas ToMorpadpus, 330dbaroracTpoayoaeHo-
CKOMUsI) UCCIEnoBaHws M OLIEHKY OTBETA Ha Teparnmio.

PesynbTatbl. dcceHumanbHas TpombouuTemus (3T)
onarHocTuposaHa y 31 nauvenTa (14 nesouek, 17 Marib-
unKoB), UCTUHHasA nonuumutemus (UM) —y 17 6onbHbIX
(7 neBouex 1 10 ManbumKkos). CpeaHuii BO3pacT MaH1de-
cTaumm npu UM coctaeun 8 net 9 Mecsiues (MeaaHa —
7 net); npu 3T — 9 neT 9 Mecsaues (MeanaHa — 9 net
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6 MecsiLeB). OT MUKPOLIMPKYIATOPHbIX HAPYLLEHWI CTpa-
panv 17 (56%) naumenTos ¢ 3T 1 5 (29,4%) 60nbHbIX C
WM. TpombBo3 HeM3BECTHOM AABHOCTW 3aperMcTpUMpOBaH
y 1 (0,06%) nauvenTa ¢ UM v 11 y oaHoro ¢ JT. Kposo-
TOUMBOCTb OTMevanach y 3 (17,6%) 6onbHbix ¢ M 1 5
(16,1%) uenosek ¢ 3T. OTMeueHa obpaTHasa 3aBUCU-
MOCTb aKTUBHOCTU cpakTopa Bunnebpaxpa (VWF:RCo)
OT KOMMyecTBa TPOMBOLIMTOB C Koppenaumen AaHHbIX ~
0,7 (0,65 1 0,78) B 3aBMCMMOCTM O rPYNMbl KPoBY. OLieHKa
ApanBepHbIX MyTauuii Bbiseuna: 100% naumeHToB C
WM umenu MyTupoBaHHbi reH JAK2 (B 14 (82,7%)
crydasx B 3k30He 14 1 B 3 (17,6%) criyyasx B 3K30He
12). B rpynne ¢ 3T 3 (9,7%) nauveHToB UMy MyTaLio
JAK61TF, 9 (29,0%) uenosek — MyTaumm reHa CALR,
1 (3,2%) pebeHok —MyTaumio MPL 1 18 (58,1%) 605bHbIX
HE WMENW TUMWYHbIX OpaiBepHbIX MyTauuii. OTBET Ha
Tepanuio: nauueHTbl ¢ UMM B nepsoi nMHuM nonyyanu
Tepanuio nerenmMpoBaHHbIM MHTepdbepoHoM (PEG-INF)
Unu ruppokeumouesmHoi (HU). MonHbli remaTonoru-
yeckuit oteeT (CR) mocTurHyT Ha Tepanuu PEG-INF y
3 (33%) uenosek, yactuuHbiit oteeT (PR) —y 5 (55%)
un otcyTcTteune oteeta (NR) —y 1 (11%) naumenTa. Ha
Tepan HU y 3 (100%) naumeHTos otMeueH PR, 5 (29%)
[ieTel He Monyyanu Tepanuio. Bo BTOpoi kWM Tepanum
naumeHTbl nosyyann pykconutnHnb, PR oTMeuyeH y
3 (100%) 6onbHbIX. TOKCUYHOCTb Bbifla OTMEYeHa
TONbKO Ha Tepanum PEG-INF B 5 (55%) cryuasix. Maum-
eHTbl ¢ 3T B NepBow NnHMM Tepanum nonyunnu PEG-INF
unm aHarpenua (ANA). Ha Tepanum PEG-INF y 7 (39%)
naumeHToB nocTurHyT CR, y 7 (39%) — PR u y 4 (22%) —
NR. Ha Tepanuu ANA 3 (43%) uenoseka umenu CR,
2 (29%) — PR, KoTopble BriocneacTeuu ytpatunu ero. MNoa
[MHaMUYECKVM HabniofeHneM be3 neuveHns ocTanvchb
9 (29%) BonbHbIx. Bo BTOpOI NHWM Tepanum NaumeHTam
HasHauanca HU. CR sadoukeuposaH y 1 (20%) naupeHTa
n octanbHble 80% pocturnm PR. TokcuyHocTb Tepanum
Bbiria oTMeueHa Ha Tepanuu PEG-INF B 9 (50%) criyuasix.
HexenatenbHble 3d0dheKTbl Ha Tepanuu MMenu [0303a-
BMCHMbIi XapaKTep W MOSHOCTbLIO MCYe3anu Npu oTMeHe
CreumcyYecKoro NIeYeHus.

BbiBopbl. KnnHMKo-nabopatopHas KapTvHa TeYeHus
XMI3 v 0TBET Ha Tepanuio y NEQVaTPUYECKVIX NaLMEHTOB
OTNMYaeTCs OT B3POCHbIX, YTo TpebyeT nepecmoTpa
MOOXOAa K AMAarHOCTUKE W JIeYeHWIO Y AaHHOW rpynmbl
nauveHToB.



UMM1. PaHHuUe

numdonponucepaTMBHble OCOXHEHUS
obwien BapuabenbHOM UMMYHHOMU

HefAOCTaTOYHOCTMH

H.B. ®epotoBa, XX.J1. PomaHoBa, E.B. ®uu, J1.10. OcMonosckas, W.B. LLlyToBa

Y3 «HayuHo-nccrnenoBatensckuii MHCTUTYT — KpaeBasi kiiMHnYeckas borbHuua Nel
uMm. npocp. C.B. Ouanosckoro» MunmuctepcTsa 3apaBooxpaHeHusi KpacHonapckoro Kpasi, KpacHoaap

naumeHTa 29 net B AOLUKONbHOM BO3pacTe

npu obcnepoBaHWM MO NOBOAY BUTMAUMO

BNepBble BbiiBlEHa CMNfeHoMeranus,
KoTopasi nporpeccuposana B aMHamuke. Obcnepo-
BaHWe Havanochk B BospacTte 24 net. B ®I'BY MHU
MwuH3ppaBa Poccun npoBeneHa TpenaHobuoncus,
BbISIBfIEHa OMCMa3na No TPeM pPoCTKaM KpoBe-
TBOpeHus. ObcneposaH B ®IAY «HMUL, 3popoBbs
petev» MunHsgpasa Poccun: gaHHbIX 3a Hanuume
3aboneBaHnin CUCTEMbI KPOBETBOPEHUS, FEMONN-
TUYECKOro npouecca, NaTonorum NeYeHN n TPOM-
603a Kak NpUYMHbI NOPTaNbHON rUMNEepTEH3UMN,
BonesHu ["owwe nonyyeHo He Bbino. inarHos: cnne-
HOMeranusi HeACHOro reHesa, nopTanbHas runep-
TeH3WA HEeACHOro reHesa. BeposATHasa BpooeHHas
ManbdopMaumna COCYAOB NOPTafibHOW CUCTEMBI,
BTOpUYHan cnneHomeranus. B 2018 r. B ogHow n3
KMuHWK epMaHuu BoisasneH gedpmumnt IgG un IgA.
OunarHos: nepsBuYHbLIN UMMyHOLedOMLMUT. Bapua-
BenbHbIN UIMMyHOAEMUMT C HapyLLEeHEeM CUMHTe3a
MMMyHornobynvHoB. PekoMeHOOBaHa 3aMecTy-
TenbHaa Tepanus BHYTPWUBEHHbIMW MMMYHOI10-
bynuHamu (BBUT). B 2019 r. obcnenosaH B [BY3
«HUN-KKBE Nel mm. C.B. OyanoBckoro» MuHu-
cTepcTBa 3[paBooxpaHeHus KpacHopapckoro
kpas. MMMyHorpamma: B-cells 6% (5-19%); 82
kn/mkn (80-500 kn/mkn), 1gG 0,13 r/n (6,5-16
r/n), IgM 0,52 r/n (0,30-2,90 r/n), IgA 0,03 r/n

(0,65-4,84 r/n). OnarHos: obwas BapuabenbHas
MMMYHHasa HefoCTaTOYHOCTb. [enaTocnneHo-
Meranusa. JlumdoageHonatva MNOAYENIOCTHbBIX,
WehHbIX, HaAKMOYNYHbIX, BHYTPUTPYAHbIX,
MOAB3OOLUHBIX, MaxoBbix NuMdoyanos. Jlumdo-
nponudrepaTuBHoe 3abonesaHne? bpoHX03KTasbl
1 BpoHxnonoakTasbl oboux nerkux. OcTpbIM KaTa-
panbHbIA OTUT cnpaBa. OcTpbI FTHOMHBIA PUHO-
CUMHYCUT. AYyTOMMMYHHbIN TUpeouanT. [epBUYHbIA
rmnotupeos. [mMnepnnactuyeckue nonunbl
)enynoka. Butunuro. MaumeHT HanpasneH B ®I'bBY
MHU «UHCTUTYT nMmyHonorun»> ®MBA Poccuu.
KoHcynbTuposaH rematonorom B KB um. C.II.
BoTkuHa: paHHbIX 3@ cucTeMHoe 3abonesaHue
KPOBM HE NOMyYeHO, MOKa3aHuh ANs AMarHocTu-
yeckoi buoncun HeT. HasHaueHa 3amecTuTeNbHas
Tepanusa BBUI, aHTubBakTepuanbHasn, BpoHxo-
NUTUYECKas, MYKONUTUYECKAa WHransuMoHHas
Tepanusa. B 2020 r. BbisBNEHbI MyTauua B reHe
LRBA ¢.2738T>A B reTepo3uroTHOM COCTOSIHUK
C HeonpeneneHHON KIIMHUYECKON 3HAYMMOCTHIO,
naToreHHast MyTaumsa B reHe MEFV ¢.2177T>C B
reTepo3nroTHOM COCTOAHUU. YUUTbIBas KIMHU-
YeCKYI0 KapTUHYy, HanuyuMe NporpeccupyloLimx
OCIOsKHEHUI (cnneHoMeranus, reHepanusoBaHHas
nuMdbaaeHonaTnsa) no MUM3HEHHbIM MOKa3aHWAM
MAaHUPYeTCs MHULMMPOBATb TapreTHylo Tepanuio
PUTYKCUMMaboM.
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UMM2. lInarHocTnyeckaa 3HaYMMOCTb
TREC v KREC ona puarHocTukm

UMMYHHbIX HapyLUEeHUH
Y HOBOPOXOEHHbIX

J1.10. BapblueBa, J1.C. Xaunposa

®IB0Y BO «CTaBpononbCKuii rocyaapCTBEeHHbIN MeauUMHCKui yHusepcuteT» MuHsapasa Poccuun, CTaBpornornb

pOBEAEH aHanM3 PeTpOCMNeKTUBHOro onpe-

fenenus MapkepoB T-kneTouHbix (TREC) u

B-knetouHbix (KREC) uMMyHoaeduLMTOB
y 43 peten, yMepLUMX Ha MEePBOM FOAY MW3HM OT
TaenbIX MHdekumnn. B 20,9% cnyyaes npu u3HK
W Ha CeKuuu BepuduLMpOBaHbl TAKeble MHeB-
MoHuKn, B 39,5% — cencuc, B 4,7% — rHOWHbIA
MeHWHroaHuedammr, B 30,2% — reHepan13oBaHHas
dopma BUpYCHON MHApeKumn, B 4,7% — A3BEHHO-HE-
KPOTUYECKUIN IHTEPOKONUT. HEOOHOLLEHHbIE AETH
coctaBunu 65,1%, B ToM uncne 21,4% c kpairHen
CTeNeHblo HeJoHOoWeHHOCTH, 32,1% poannmch oT
pPaHHUX MNpexneBpeMeHHbiX ponos, 17,9% — ot
npeskaeBpeMeHHbIX pofos, 28,6% — OT NO3AHMX
npexneBpeMeHHbIX pofoB. BposkaeHHble MOPOKM
pa3BUTUA OMarHoCTMpoBaHbl Y 44,2% petew, B TOM
yucne NOPOKM cepaua M MarncTpanbHbiX COCYAoB
(23,3%), skenynouHO-KULLIEYHOr0 TpaKTa — aTpesnn
nuiesofa U KuwwedHuka (7,0%), aHomanum moue-
BblAENUTeNbHOM M nonosoi cucteM (2,3%),
6poHxoB U nerkux (7%), ueHTpanbHoW HepBHOW
cucTeMbl — 3 (7%), a Takwe cMHOpPOMbI [nopasxKm
(2,3%), Sneapaca (2,3%), Mpucuennm 2 (2,3%),
6onesHb [ayHa (2,3%). Huskue nokasatenu TREC
oTMeuvanuch B 37,2% cnyyaes, KREC — B 4,6%,
TREC n KREC — B 16,6%. CpegHee uncno Konun
TREC nns Bcex obpasuos coctasuno 147/105
L (59,1; 345), KREC — 264/105 L (85,1: 624). Y
11,6% ymepwmx pgeter ¢ natomopcphonoruye-
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CKMMMW MPU3HAKaMU MepBUYHOrO MMMYHoLedmn-
uMTa BbIABNEHO CHuxeHune yposHen TREC n KREC
00 HeonpefensieMblX 3HaYEeHWN NpU BEPOATHOM
TSXENOM KOMBMHMPOBAHHOM MMMyHopeduunTe,
KREC — npu HeCBOEBPEMEHHOM MPOBOM MeTa-
Mopcho3e BUITOYKOBOM ernesbl. Pe3koe CHMxeHue
TREC oTMeueHO y peTei ¢ BPOXAOEHHON runonna-
31ein TUMyca B CTPYKType CuHAPOMOoB Au[skopasku
1 3OBapaca. YCTaHOBMEHO CHMKeHNe ypoBHa TREC
Y HeflOHOLLEeHHbIX aetei — 127,5 (58,4; 372,5) no
CpaBHeHWio ¢ foHoweHHbIMKU — 408,5 (185; 869),
p < 0,01. Mpn 3TOM CTATUCTMUYECKU 3HAUYUMOE
CHUKEHWe onpeaensanoch TONbKo B rpynne riybo-
KOHEeloHOLWEHHbIX aeTen — 59,7 (46,8; 61,1),
p < 0,01. MNoka3aHo cHUKeHWe nokasaTenen TREC
Y YMEepLUMX LeTEeN, UMEeIOLLMX BPOXKAEHHbIE NOPOKM
passutus, — 179 (60,8; 248) no cpasHeHUIO C
neTbMu 6e3 nopokos passutus — 542 (114,5; 248).
Takum obpasom, y 11,6% ymepLunx geTen onpene-
nsieTca 3HaunTenbHoe cHukerne TREC n/wnn KREC
00 HefleTEKTVMPYEMbIX 3HAYEHWIN, YTO NOATBEPKAA-
eTCA KIMHWYECKUMU 1 NaTOMOPAONOrMyecKuMm
NMPU3HaKaMn BPOXAEHHbIX UMMYHOAEPUUNTHBLIX
cocTosHun. CHukerune yposHsa TREC Habniopaetcs
Yy HEOOHOLLEHHbIX AeTei CO CpoKamu rectauuu
MeHee 28 Hef, a Takxe B rpynne nauMeHToB C
BPOXXAEHHbIMM NOPOKaMK CepaLa ¥ MarncTpanbHbIX
COCY[LOB, }KeNyLOYHO-KWULLEYHOr0 TpaKTa, MoYek u
MOYEBbIAENUTENbHBIX MyTeN.



UMM3. PervoHanbHble 0CObeHHOCTH
cuHapoMa HuinmereH B PsisaHCKOM

obnactu

E.B. lemunxoga, 1.0. ®ponosa, B.B. [lebenes, B.I". [lemnxoB

HayyYHO-KITMHUYECKMI LUeHTP reMaTosiormm, OHKos10rm u uMmMyHosiorum ®60Y BO «PsazaHckuii rocynapCcTBeHHbIN
MeanUMHCKWMIA yHuBepcuTeT uM. akag. W.I1. MNasnosa» MuHsapasa Poccum, PsisaHb

MHAPOM HuiiMereH — KOMBUHMPOBaHHbIY
nepeuuHbln MMMyHoneduumnt (MUL) c
pedektoM penapauun OHK, myTauuen B
rexHe HubpuHa (NBN), pacnpocTpaHeHHbIN y CraBsH.
MaumeHTbl MMEIOT XapaKTepHblIA heHOTUN: MUKPO-
uedpanus, «nNTuybe NUL0>, HU3KUIA POCT U BbICOKYIO
NPenpacrosioKEHHOCTb K 3/10KaY€CTBEHHLIM HOBO-
obpasoBaHuaM. B PsizaHckon obnacTu BbiBNEHO 5
MaumneHToB, y 3 anarHo3 bbin ycTaHOBMNEH TOMbKO
nocne pasBUTUA ONyXONW, Yy 2 — Ha OCHOBaHWUK
XapaKkTepHoro cheHoTuna n MMMyHogedumumuTa.
YeTBepo 13 5 nauneHTOB yMepnu OT MOBTOPHbIX
3/10KaYeCTBEeHHbIX HOBOOBPa30BaHWi B BO3pacTe 6,
14, 16 net n 21 ropa.
Knunuueckue cnyvaum. Maument M., 2000 r.p.
C 3-MecauHOro Bo3pacTa YacTble bakTepuarnbHble
nHdekuun. C 2004 r. Habnogancs y HeBponora
no noeogy Mukpouedanuu. B 6-neTHeM BospacTe
HanpaBsfeH K Bpayy MMMYHOSOrY, yCTaHOBMBLLEMY
npefLBapuTeNibHbIA AMarHo3: CMHOPOM HuiiMereH.
leHeTuyeckoe obcneposanve B HMUL OO
M. IMnTpua Porayesa noATBepanno MyTaLlmio
c.657del5 B reHe NBN (NBS1). MauveHT perynsipHo
nonyyan 3amMecTUTeNbHyl0 Tepanuio BHYTPUBEH-
HbIMM MMMyHOr06ynMHamu (BBUI), aHTMbakTepu-
anbHble 1 NPoTUBOrprbKoBble Npenapatsl. B 2009 r.
AMarHoctTMpoBaHa AnddysHasa KpynHOKNeToYHas
B-numdhoma 3abpioumHHoro npocTtpaHcTsa. [pose-
OeHa XuMuoTepanusa, BOCTUrHyTa pemuccus. B
aHBape 2021 r. nossunuch yBenuyexnne un bones-
HEHHOCTb LWEeNHbIX, NaxoBbIX U MOAMbILLEYHbIX

numdpoysnos. lNpu obcnepoBaHMM guarHocTu-
poBaH T-KNeToYHbIM NPONMMAIOLIMTAPHBIN NENKO3,
nposepeH 1 uMkN xuMmnoTepanum 6eHaamMyCTUHOM.
Bo BpemMsa cTaunoHapHOro fieyeHus B reMaToso-
rnueckom otneneHun OKB 3abonen kopoHaBu-
PYCHOM MHpeKumen, Bbin BbINUCaH U Yepes Hepenio
yMep Ha (oHe MoMOpraHHOW HeJoCTaTOYHOCTH,
pa3BMBLLEWCA HA DOHE [EKOMIMEHCALIMM OCHOBHOIO
3abonesaHus. MNMaunentka M., 2010 r.p., ubiraHka,
poaumBLuasncs oT bnuskoponcTeeHHoro bpaka. B
2016 r. koHcynbTUpoBaHa rematosnoroM HKL, TOU
Ps3'MY no noBogy aHeMuu v NenKoneHun, passus-
LuMXcA Ha dooHe ocTporo BpoHxmTa. Ha ocHOBaHMK
XapaKTepHoro heHoTMNa U U3MEHEHUN B UMMYHO-
rpaMMe yCTaHOBMEH MpeaBapuTeNbHbIA AMarHO3!
MUO: cuuppom HuinmereH. B 2017 r. BbiABneHa
MyTaumsa c.657del5 B reHe NBN. MNMonyuyana pery-
NApHYI0 3aMecTuTenbHylo Tepanuio BBUIT, aHTu-
BaKTepuanbHylo 1 NMpoTMBOrpuBbKOBYIO Tepanuio.
Yepes 1 rop nocne nocTaHOBKM AuarHo3a obHapy-
)KEeHa KpynHokneToyHas B-numdboma cpepoctenus,
npoBefeHa nonuxmMuoTepanus, AOCTUMHYTa
pemuccus. OT TpaHCNNaHTauMM remMonoaTmye-
CKMX CTBOJIOBbIX K/1ETOK POAUTENN MaLMEeHTKH
oTKasanucb. CobCTBEHHBIV ONbIT U NIUTEpaTypHble
OaHHble CBUAETENbCTBYET O MOSIOXUTENBHOM
BNUAHWUN PErynapHOM 3aMeCcTUTENbHOW Tepanuu
BBUI" Ha NnpoponsKMTenbHOCTb KM3HU NaUMEHTOB C
CUHLPOMOM HuiMereH, KoTopas TeM He MeHee He
NPenoTBPaLLAET Yy HUX PA3BUTUE 3M10KAYECTBEHHbBIX
HOBOOBpa3oBaHmil.
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TICK1. PesynbTaTbl TpaHCnNaHTauum
reMono3TUYECKUX CTBOJNIOBbIX KJIETOK

y neten. Utorn pabotbl otaeneina TKM
LleHTpa geTckoin oHKONOrmu

u rematonorum 0bnacTHOM fEeTCKOM

KIIMHUYeCKou 60nbHULLbI
r. EkaTepuHbypra

I.B. BaxonuHa'-?, A.A. Bnacosa® ?, H.I'. Maiwesa’ 2, A.A. ryMeHLues* ?,
N.N. Casenbes™™, I'.A. Llayp®2, T.I0. Bepsbuukas® 2, A.C. emuHal 2, J1.I. deunHal 2

IFAY3 CO «0bnacTHas BeTcKasi KimHuyeckas bornbHula», EkatepuHbypr
2[AY3 CO «MIHCTUTYT MEaULMHCKMX KITeTOYHbIX TeXHONOoruii», EkaTepuHbypr

S@IrBOY BI0 «Ypanbckuii rocynapCTBEHHbIN MEAULMHCKUI YHUBEpCUTET», EkaTepuHbypr

Lenb. OueHka 3hdHEeKTUBHOCTM MCMONbL30-
BaHWs METOAa TPaHCMNaHTaLMU reMono3aTUYECKMX
cTBOMOBLIX Knetok (TFCK) y nauneHToB AeTCKoro
BO3pacTa C pPasnnyYHbIMU OHKONOMMYECKUMU U FremMa-
Tonornyecknmu 3aboneBaHnsaMM.

Marepuansbi u MeTopbl. OToeneHve TpaHcnaH-
TauWm KOCTHOrO Mo3ra LleHTpa aeTcKow oHKonormm
n rematonorum OJKB r. Ekatepunbypra 6bino
oTkpbITo B 2006 . K pekabpio 2020 r. BbINONHEHO
270 TI'CK 230 naumneHTaM ¢ pasnnyHbIMU OHKOMO0-
FMUYECKUMU 1 FeMaToNIorMyecknuMm 3abonesaHnsamMu.

PesynbTatbl. Bcero 6bino BoinonHeHo 163
annoreHHbix 1 107 aytonorunyHbix TICK. B kaue-
CTBE WMCTOYHWMKA FeMOMO3TUYECKUX CTBOJIOBbIX
KINEeTOK NPenMyLLeCTBEHHO UCNOMb30Banncb Mobu-
NM30BaHHbIE CTBOJMOBbIE KMETKU Nepudiepuyeckon
KpoBM (n = 236), peske KoCTHbI Mo3r (n = 32), B
2 cnyyvasix — NynoBMHHasA KpoBb. [pu rannonaeH-
TnuHbix TICK npoBogmMnucb MaHUNynsaumm ¢ TpaHe-
nnaHTaToM (CD34*-cenekumsa v CD3/CD19, nosnHee
TCRoB/CD19-penneums). TpyHaguatv nauneHTam
npoBefleHa TpaHCNNaHTauus HeMaHUNynupo-
BAHHOr0 KOCTHOro MO3ra OT ranfoMAeHTUYHbIX
AOHOPOB. [leBSHOCTa CEMM MauMeHTaM NpoBefeHo
107 aytonoruuynbix TICK. [MpeumyLlecTBeHHYy0
rpynny cocTaBnsioT NauWMeHTbl C COMUAHbIMMI
HoBoobpa3oBaHuaMK (N = 74), numdboMoit Xoax-
kuHa (n = 15), onyxonsaMu LeHTpasibHoMn HEepPBHOM
cuctemsl (n = 8). Kuebl B pemuccun 65 (67%)
60nbHbIX. OCHOBHOW MPUYMHOW CMEpTU Y nauu-
EHTOB C CONMAHbIMK HOBOOBpasoBaHuAMYK nocrne
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ayTonornyHon TICK sBnsetcs peumanB OCHOB-
Horo 3aboneBaHus. [poeeneHo 160 annoreHHbIx
TrCK: 30 ot popctBeHHoro HLA-coBmecTuMoro
AoHopa, 50 ot HepoacTeeHHoro HLA-coBMecTMOro
poHopa, 80 rannonpeHTnyHbIX TICK. Cpean naum-
EHTOB C OCTPbIMU JIeMKO3aMu NPenMyLLECTBEHHOE
4MCNO NauUMEHTOB TPaHMNMaHTUPOBaHbI B 1-1 1 2-i
peMuccusax u nuwb 4 naumeHTa BHE PEMUCCUW.
Kuebl B pemuccun 105 (64%) nauneHToB npu
MaKcMMarnbHOM cpoke HabniopeHus 11 net. Octpas
peakuusi «TpaHCnyIaHTaT nNpoTuB xo3sauHa» (PTMX)
passunacb y 25 naumeHTtoB ctenenun I-lll: nopa-
MEHMe KOXM, KULIEeYHUKa, nevyeHoyHas dopmMa.
B 3 cnyuasx Taxenoe TeyeHue ocTtpon PTIX
SIBUINOCH NMPUYMHON CMepTK NaumneHToB. MNpobnemon
ocTaeTCsi pa3BuMTMe peunanmBoB Mocne asnno-
reHHon TI'CK y nauMeHToB C OCTPbIMU fierKo3amu
(n = 35). PasBuTve peumanBa OCHOBHOrO 3abo-
neBaHusl (PMKCUPOBANoOChb B CPOKM OT 3 Mec Ao
2 net nocne nposefeHus TICK. 3To nauneHTbl
M3 rpynnbl BbICOKOrO pUCKa, uMmelowme Hebna-
ronpusitHole Buonoruyeckne Mapkepol 3abone-
BaHuWs, U C pedopakTepHbIM TeyeHneM. OTcyTCcTBME
PEMUCCUN N HanWune MUHUMaNbHOW OcTa-
TOYHON OONE3HW Ha MOMEHT TpaHCnnaHTauuu
SBMSINCb OCHOBHbIMU (DaKTOpPaMu puUCKa pasBuUTUS
peumnavBea.

BeiBopbl. Bnaronaps nposepexuio TICK B
Hallen KINUHWKEe CTano BO3MOMHO YryylleHue
pe3yfnbTaToB BbIXMBAEMOCTM Y MaLMEHTOB rpynn
BbICOKOIMO pPUCKa.



TICK2. OnbiT neyeHusa TaXenbixX

BMPYCHbIX OCJIO}KHEHUI Y

nauueHTa nocJsie TpaHCcnJiaHTauuu
reMono3TUYEeCKUX CTBOJTIOBbIX KJITETOK

A.A. Bnacosa' 2, J1.B. BaxoHuHa® 2, H.I'. Maitwesa® 2, A.A. UrymeHiues® 2, J1.M. CaBenbes®™,
.A. Uayp*?, T.I0. Bepwbuukas2, 0.10. Mensenes?, J1.I'. deunHal-?

I[AY3 CO «0bnacTHas BeTcKasi kiHudeckas bonbHuLa», EkatepuHbypr

2[AY3 CO <MIHCTUTYT MEAUUMHCKUX KITIETOYHbIX TEXHONIOruii»>, EkaTepuHbypr
SIrb0Y Bl10 «Ypasnbckuii rocynapcTBeHHbIN MEAULIMHCKUI yHuBepcuTeT», EkatepuHbypr

Uenb. AnnoreHHas TpaHcnnaHTauusa remo-
NO3TUYECKUX CTBOMOBbIX KneTok (TICK) — eamH-
CTBEHHbIN BapMaHT nevyeHua 6onblKHCTBA
OHKOJIOFMYECKUX, reMaTofiornyeckunx sabone-
BaHWIN U NEPBUYHBLIX UMMyHOoEUUMTOB. HecMoTps
Ha 3HauWTenbHbIM Mporpecc B 3ToM obnactu,
BMPYCHblE MH(PEKUMN OCTAIOTCH OMacHbIMU ANS
MU3HW OCMOXHEHUAMU.

Matepuansbl u MeToabl. [launeHT — 13-neTHun
MasnbuMK C yCTaHOBIEHHbIM B OKTs6pe 2017 r.
peuunaunsom BCP-ALL. B aerycte 2018 r. BbinonHeHa
annoreHHas TICK oT NONHOCTbIO COBMECTUMOrO
HepoLcTBEHHOr0 faoHopa ¢ TCRof- n CD19-penne-
uven nocne npoBefeHHOro MuenoabnaTMBHOIO
KOHOMUMOHMPOBaHUA. JIeMKoUMTapHOE MpPUMKMUB-
NeHMe KOHCTaTUpOoBaHO Ha fieHb +12. LIMB-BupemMus
Bbina guarHocTMpoBaHa Ha fAeHb +19 u HauaT Kypc
raHuuknosupa. Ha geHb +29 passunacb reMaTypus
| ctenenn. OHK BKV bbina obHapyskeHa B Move.
Ha doHe BBefeHUA BHYTPUBEHHbIX UMMYHOr100y-
nuHoB (BBUIM) 1 raHUMKNoOBMpa CUMMTOMbI FeMop-
parMyeckoro UMCTMTa CoxpaHsanuce. locteneHHo
yrnybnsnacbk naHUMTONEHUS U TpaHCPy3nMOHHas
3aBUCMMOCTb. M13-3a HepOCTaTOYHOCTM TPaHCNIIaH-
TaTa Ha +50-e cyTku bbin BBegeH BOOST CD34*
11 x 10%/Kr oT npeskHero foHopa. Mpu 3ToM pa3su-
nacb uepebpanbHaf HefoCTaTOYHOCTb, KOTOpas
Ha +49-e cyTku nepeLuna B KoMy. bbinu guarHo-
ctuposaHbl HHV-6- n LUIMB-BupemMus. BeinonHeHa

AvarHocTuyeckas niombanbHan NyHKUWSA, OAHaKO
BMPYCbl B CMIMHHOMO3rOBOM YKMAKOCTN 0BHapY»EHbI
He bbinn. Kypc umpodpoBupa HauaT Ha feHb +49.
CMMNTOMBI FeMopparnyeckoro uuctuta u koma |-l
CTeneHn coxpaHsanucb. Ha +69-e cytku JHK BKV
Bbina obHapyeHa B KPOBM Ha GOOHE NeYeHns Lmpo-
dosupom. Bo Bpemsa atoro neyenmsa JHK HHV-6 u
CMV-Harpyska B KpoBW CHU3MNach, HO ypoBHu [HK
BKV B Moue v KpoBu ocTaBanncb CTabumnbHbIMK.

PesynbTatbl. B nanbHeiiwem TeueHne BKV-uH-
dekunn ctabunusuposanocb, Habnwopanach
MONOXKMUTENbHAA OMHAMWKa HEBPOSTOrMYECKUX
cumnTomoB. Ha +130-11 peHb — nporpeccmpoBaHue
CeMNTUYECKOro LLOKA C KITMHUKOW MOYEYHON HE[o-
cTatoyHocTM. OQHOBPEMEHHO YPOBEHb CO3HaHMSA
cHu3unca oo koMol lll cteneHn. HecMoTps Ha Bce
MOMNbITKKA, MaUMEHT CKOHYancs Ha +162-i peHb
nocne TpaHcnnaHtauuu. lpu aytoncuu Mosra,
MOUYEBOro nysbipa u NoyknM obHapyxeHa OHK
BKV.

BoiBoabl. BaXHbIM MPOrHOCTUYECKUM
hakTopoM ABNAIOTCA BO3PACT NauUMeHTa M yaoB-
netBopuTenbHaA YHKUMA TpaHcnnaHTata ¢
nocnepnytoLlein UMMYyHHON PEKOHCTUTYUMEN. TaknM
0bpa3oM, cMeLLaHHas BUpYCHas MHAPeKUMA C Bbipa-
eHHbIM BKV B couyeTaHun ¢ He0CTaTOUYHOCTbIO
TpPaHCNMaHTaTa NpuBena K TAMKEeNbIM HEBPOSIOrU-
YECKMM OCMOXHEHMSM Y NaumeHTa NoLpoCTKOBOro
BO3pacTa nocre TpaHCcnaHTauuu.
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TICK3. Npadhuk BakunHauum pebeHka
C BPOXKAEHHbIM rPaHysIOMaToO30M nocrse
TPaHCN/aHTaUuM KOCTHOIo Mo3ra

0.B. Monogat, A.M. Kouepruxa?

14Y3 «llonmknmuHuka OBYM», KemepoBo

2QI'b0Y BO «KemepoBckuii rocyaapCTBEeHHbIN MEAUUMHCKUIT YHUBEPCUTET>, KeMepoBo

na uMMMyHonora ambynaTopHoOW ceTu

BeleHWe MaLMEeHTOB C NEPBUYHBIM UMMYHO-

necouumToM (MUL) ABNsSETCA LeHHbIM ons
npakTuyeckon pgeAtensHocTu. Beop pacnpoctpa-
HeHHocTb N[ B HacToAWee BpeMs cocTaBnseT
1:10000.

Knunuueckui cnyuant. Maument, 5 net, obpa-
TUNCA ANS NPOBEAEHUS MMMYHOMPOMUIAKTUKM.
OcobeHHOCTbIO JaHHOrO Cryyast ABNAETCSH PaHHUM
knuHunyeckun pebiot MU y pebenka. B 2018 r.
B HMWU OArOWN mum. Omutpus Porauesa pebeHky
MPOBENMW anfIoreHHylo TPAHCMaHTaLMI0 KOCTHOMO
MO3ra OT HepOLACTBEHHOMO fIoHopa, npoTokon FLU/
Nreo/Mel ¢ nocT-TpaHcnnaHT Cyclophosphamide.
B TeueHue roga dpukcupoBanocb nocteneHHoe
CHUKEHWEe AOHOPCKOro XMMepwusMa Ao NOSIHOro
oTTopxkeHus. B 2019 r. npoBeneHa TpaHcnnaHTauus
KOCTHOr0 MO3ra OT YysKepOAHOro foHopa, NoAaxo-
pawero 10/10 n3 KocTHOro Mosra, NOCTTpaHC-
MMaHTaUMOHHBIM Nepuog npotuen 6e3 0CNoKHEHW.
B mae 2020 r. npekpalieHa MMMyHOCYnpeccus.
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OoHopckuin xumepusm — 100% ¢ MOMeHTa NpUsKM1B-
neHus knetok. BakuuHauua bbina HavaTa no
WHOMBMAYANbHOMY rpadouKky, nonyyaeT NOSIHbIN
KOMMIeKC NpodnNakTMYeCKUX NpUBMBOK NPOTUB
ondpbTepun, Kokmowa, cTonbHsaka, nofaMomMmenuTa,
renatuta B, renatuta A, KOHBIOrMPOBaAHHOM MHEB-
MOKOKKOBOM MHADEKLMU, rpunna, reMounbHom
Hpekunn. bbinn nposefeHbl CpaBHUTENbHbIE
nccnenoBaHna No OUEHKe BbIPaboTKM MMMYHHOIO
oTteeTa IgG K Kokniowly, renatuty B Ha BakuMHaUmio
C YCMOBHO 3[0pPOBbIMK €TbMK 3TOr0 BO3PacTa,
TEPPUTOPUANbHOM MPUHAAMENKHOCTU, 3HAYEHUS
noKasanu NoSTHOCTbI0 COOTBETCTBME UMMYHHOIO
OoTBETa K YCINOBHO 3[0POBbIM AeTAM. [lpeacTtas-
NEeHHbIN KNMHUYECKMI Ccryyal nokasbiBaeT 6e3o-
MacHOCTb NPOBEAEHMA BaKLMHOMPOMUNAKTUKM
ans naumenTta c MU, obecneunBas BO3MOKHOCTb
MMMYHHOIO OTBETA, CHUXXEHWE PUCKOB MHADEKLM-
OHHbIX 3abonesaHunin. OnbIT BakuMHoNpodunak-
Tukn peten ¢ MU akTyaneH ONs KIIMHUYECKOM
MPaKTUKM.



TICK4. OnarHocTuka

uMTOMerasioBupyCcHoro petTuHmnTa

y AeTen-peLmnnueHToB

reMono3TUYEeCKUX CTBOJTIOBbIX KJITETOK

B.C. NepwwH, A.A. MacuaH, M.A. UniowwuHa, P.[l. XucMaTtynnuHa

@IBY «HaumoHarbHbIi MEANLMHCKNIA NCCIIER0BATENIbCKUY LIeHTP BETCKOV reMaTosiormm, OHKOSI0rm

n ummyHosnormm uM. [imutpus Porayesa» Mun3gpasa Poccun, Mocksa

MTOMEranoBMPYCHbIN PETUHWUT — 3TO HEKPO3
ceTyaton 060nouKkM, BReKywmi 3a cobon
pa3suTve HeobpaTuMon crnenoTbl. 3TO
3aboneBaHune pa3BMBaeTCA BCNEACTBME UMMYHO-
cynpeccuu. 3anorom ero bnaronpusaTHOro Mcxona
ABMSAIOTCA PaHHAS AMArHOCTMKA U CBOEBPEMEHHOE
Hayano neyenus. B HMUL OTON wvM. Omutpus
Porauesa 6b11 pa3paboTaH v BHEOPEH B KIMHUYE-
CKYIO MPAKTUKY NPOTOKOM AMArHOCTUKM U NeYeHus

umToMeranosupycHoro petuHnta. C 2014 no 2021 r.
B HaweM LleHTpe BbiiBrEH 81 KIMHUYECKWA Criyyai
LUMTOMEranoBUpyCHOr0 peTuHUTa y AeTen nocne
TpaHCNAaHTaLMN reMono3TUYECKUX CTBOJSIOBbIX
KneTok. HabnogeHve 3a IMHAMUKOWM 3HaYeHWA Nonn-
Mepa3HOM LEeMHON peakumn KpoBM, aHanv3 TUMOB
TpaHCnaHTaumumn n ctatyca napbl QOHOP—PELMNNEHT
MO3BONUIN BbISIBUTb KpUTEpUanbHble 3HaYeHUs
PUCKa Pa3BUTUS PETUHMHOHEKPO3a.

T CKS. JleueHne uutoMeranoBmpycHoro
peTUHUTa Yy AeTen-peLmnnmeHToB
reMono3TUYECKUX CTBOJTIOBbIX KNETOK

B.C. NepwwH, A.A. MacuaH, M.A. UniowwuHa, P.[l. XucmatynnuHa

@IBY «HaumoHarbHbli MEAULMHCKNIA NCCIIER0BATENIbCKUY LIeHTP AETCKOM reMaTosiormm, OHKOSI0rm

n ummyHornormm uM. [imutpus Porayesa» Mun3gpasa Poccun, Mocksa

MTOMEranoBUPYCHbIA PETUHUT — 3TO peTu-

HOHEKPOTUYECKOe BOCManuTenbHoe

3abonesaHue, cnocobHoe npuBecTwH
K Heobpatumon cnenote. Hanbonee nopsep-
)KEHHbIMWU OaHHOW NaTonoruu SABNAITCA Nuua
CO CHUXeHMEeM (PYHKUWUA MMMYHHOW CUCTEMBI.
CnenoTa npu UMTOMEranoBUPYCHOM PETUHUTE
pa3BMBaeTCA Kak BCMeACTBME HEMOCPeAcTBEH-
HOrO MOBPEXAEHUA PeTUHANbHON TKaHW, Tak U B
pesynbTaTe OTCIIOMKM CEeTYaTKK, pa3BuBaloLLeincs
nocne 3aseplueHns Bocnanexwus. B HMUL OOU
uM. MnTpua Porauesa bbin paspaboTaH 1 BHeopeH

B KITMHUYECKYIO NPaKTUKY MPOTOKON AMArHOCTUKM
W NeyYeHns LMTOMEranoBUPYCHOro peTUHUTA.
ABTOpamu paspaboTaH MeToL KOHTPONMPYEMOro
reveHnsa faHHoro 3aboneBaHus, KOTOPbLIN 3aKio-
4yaeTCcAa B HaACTPOMKe A03bl NMPOTUBOBUPYCHOMO
npenapata, BBOAMMOI0 B BUTPearibHylo MosiocTb
MO JaHHbIM MNONMMEPA3HOM LIENHON peakLuun Boas-
HucTom Bnaru. CpaBHeHne 3dHEKTUBHOCTH 3TOrO
MeToAa C OBLLEenpPUHATLIM NPOBEAEHO NO Konuye-
CTBY peuvavnBoB 3abonesaHus U Mo KONUYECTBY
OTCOEK CeTYaTKW, Pa3BUBLUMXCA B OTCPOYEHHOM
nepuoae.

Pediatric Hematology/Oncology and Immunopathology
2021 Vol. 20| 2 suppl 1 | 144



Oprl. OnbIT BbIe3AHON PaboThl
O6nacTHOro oHKOreMaTosIoruyecKoro
LleHTpa ana aeteun n nogpoctkos 'bY3
YOAKB ¢ KOHTaKTHbIMU B YCIIOBUSAX
noabeMa 3abonesaeMocT HOBOM
KopoHaBupycHou uHdpexkumneun COVID-19

N.MW. Cnnyak® 2, M.B. BoHpapeHko?, C.B. ny6okosckux?, C.I". KoBanexko! 2,

H.B. TapacoBal, [.H. Kupeesa!

1I[BY3 «YenabuHckas 0bnacTHas AETCKasA KIMHMYecKas bonbHuya», YensabuHck
2QI'b0Y BO «l0sHO-Ypanbckuii rocyBapCTBEHHbIN MeaULMHCKUI yHUBepcuTeT» MuH3apasa Poccuu, YensbuHck

aHoeMus, CBA3aHHas C pacnpocTpaHe-

HWEM HOBOMN KOPOHABMPYCHOW MHADEKLMM Ha

TeppuTopun Poccumn, BHecna CBOM CROX-
HOCTW B paboTy MEAMUMHCKUX OpraHmnsaLmni. 3aHoc
MHpeKuMn B CTaLMOHapbl ONs feTen ¢ oHko3abone-
BaHWAAMUW NPUBOAWMI K NPEPbIBAHMIO NTEYEHUSI OCHOB-
HOro 3abonesaHus, yrposan TAKemnbiM TeYeHneM
MHpeKUMn y ocnabneHHbIX NauneHToB, nevebHole
noapasfeneHns 3akpbiBannMCb Ha KapaHTuH. B
nepvon MoBbileHHOW 3aboneBaeMoOCTV HOBOWM
KOpOHaBupycHon uHdekumen B YenabuHckow
obnactv yBenMunnocb YMCNO OHKOMOrMYECKMX
NauMeHTOB AETCKOr0 BO3PacTa, CTaBLUMX KOHTAKT-
HbiMu o COVID-19, BosHuMKa yrpo3a BHyTprbob-
HWYHOrO 3aHOCa W pacnpocTpaHeHus. B uenax
npodounakTMku 3aHoca COVID-19 B cTaumoHap
OETCKOr0 OHKOMOrnM4yeckoro otaeneHuns bbina
paspaboTaHa cuctemMa NpPoOTUBOINUAEMUYECKNX
mMep. MapLupyT1sauma naumMeHToB JHEBHOIO CTaLM-
oHapa bbina BbiBefeHa B aMBynaTopHyio Crnyskoy.
MauneHTbl 0BCNyXMBaANUCh TOSMBKO MPU YUCTOM
3NUOOKPYKEHUN WM OTCYTCTBUM NUXOpapku. Ons
HUX BbINK BblAENEHbI MOMELLEHME W Yacbl NpMeMa.
B 3Ty rpynny BXoAunu HEKOHTaKTHble BonbHbIe,
Hy)KOaloLMeCs B NePeBA3KE LEHTPanbHOr0 BEHO3-
Horo kaTeTepa (LIBK) unu BBepeHun xummonpe-
napaTtoB, a TakXe AeTW M3 rpynnbl OpaHHbIX
3aboneBaHuin, nonyvaiowmnx aroHncTel TMO-pe-
uentopoB. KoHTakTHble nauneHTbl Bbinn n3onu-
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poBaHbl Ha foMy. o nx HabnioaeHWIo COTPYAHNUKM
LleHTpa opraHvsoBanu 4YeTKOe B3avMOJENCTBUE
C YYaCTKOBOW CNYy)BOMN: aKTuBbI, aHan13bl KPOBU
n MNLUP-TecTupoBaHuMe B HysKHble cpoku. Ins
ycuneHus paboTbl ¢ 3TUMK 37 naumeHTamm Bblae-
nvnu Bpuragy Bble3OHON MANMATUBHOW CIyKObI,
B COCTaB KOTOPOW BOLUMM neguaTtp U MeacecTpa
OHKOreMaTonorunyeckoro ueHtpa. Oum obecne-
yunu yxop 3a LIBK y nsonupoBaHHbIX NauueHToB,
NpeeMCcTBEHHOCTb PaboTbl C NEPBUYHLIM 3BEHOM,
MHoraa npvenekancs ncuxoror. MauneHTos obecne-
YANM  NPOTMBOBMPYCHbIMU cpeacTBamu (MHTep-
depoH-anbtha-2b, yMudeHoBuMp), HasHaueHUs K
HabrofeHMe KOPPEKTUPOBANMCH JIeYaLLMM AETCKUM
oHkormoroM. MNepesasku LIBK nposogunuck Ha pomy
pa3 B Hedeno, No NnokasaHusaM — valle, NpocBeT
KaTeTepoB 3anonHAncsa npenapatom Taypollok. 3a
48 nepeBA3oK y 23 naumeHToB Bbino yTpayeHo OBa
LIBK no npuynHaM OKOHYaHWUA NeYeHns U HapyLLEHWs
npoxognMMocTu. B pesynbTaTte npoBeneHHbIX Mepo-
NpUATUIA BCE NaLMeHTbl, KOHTaKTHble no COVID-19,
NPUCTYNWUNY K MPOAOIIKEHNIO TIEYEHUS B KPYrnocy-
TOYHOM CTaumMoHape 6es3 KaTeTep-acCoLMMPOBaHHbIX
MHAEKLUMN N C MUHUMAmNbHbIMU HapyLUEHUAMM
TalMuHra. 3a BpeMs M30naLUMKU Ha oMY NnauveHTam
3ToW rpynnbl He NoTpeboBanock rocnUTanu3aumm B
OpYyroe MeaMumHCKoe yupexaerune. Pabota crneuva-
N3MPOBaHHOIO CTaLUMOHapa OT MPOTUBO3NMUAEMUYE-
CKUX MEPONPUSTUIA HE NOCTpagana.



Opr2. MAaTMneTHUM ONbIT OKa3aHus
MeAULIMHCKOMN NOMOLLUM AETAM

C OHKOreMaToJs1I0ru4ecKumMm
3abonesaHuamu B [1HP B ycnosusx

BOEHHOIro BpeMeHu

C.A. lOnpawesa, 0.M. CeMuruna

VIHCTUTYT HEOTIIOMHOM M BOCCTaHOBUTENbHOM Xxupyprim uM. B.K. ycaka, [JoHeuk

Ka3aHne COBPEMEHHOW MEeOULUHCKON

MOMOLLUM JETAM C OHKOreMaTonornyeckom

naTonorne B yCroBWsiX BOEHHOIO BPEMEHM
ABNseTCA TPYOQHOM 3ajavent.

Uenbio nccneposanus bbin aHanvs nokasa-
Tenev paboTbl OTAENEHUS OHKOreMaTonoruu ans
peten MHBX um. B.K. lNycaka, kKoTopoe aBns-
eTCA eAMHCTBEHHbIM [N1 OKa3aHus KBanudu-
LMPOBaHHOW MOMOLLM 3TOM rpymnne nauveHToB B
OHP, n BbisBneHne ocHoBHbIX NpobnemM. 3abone-
BaeMocTb BonesHAMM cuctemol Kposu B 2015 u
2016 rr. coctaBuna 62,3 n 63,2 Ha 10 000 Hace-
neHus cootsBeTcTBeHHo, B 2018 n 2019 rr. -
63,3 n 67 cooTBeTCcTBEHHO. POCT 3aboneBaemMocT
MOMHO CBSi3aTb C YBEJIMYEHMEM [eTCKOro Hace-
neHWs B CBA3KM C BOo3BpalleHneM cemen B [IHP Ha
choHe cTabunusaumm obctaHoBKU. B oToeneHun
oHkoremaTonorum gna geten MHBX um. B.K.
l'ycaka ¢ 2015 r. B CpeOHEM EXErO[HO BbISIBNAETCS
19 6onbHbIX C OHKOreMaToNorMyYeCcKom NaTonoruen.
B otneneHwv nponeumnsatotca go 270 yenosek B rog.
B cTpykType natonoruu 27% cocTtaBnsioT 6osbHbIE
oCTpbIM NuMcbobacTHbIM neiiko3oM (0J111), Bcero
¢ remobnacto3amu — bonee 50% 6onbHbIX. JleTans-
HOCTb B OTAENEHNN OHKOreMaTofiornn ans neten
MHBX um. B.K. N'ycaka B 2015 r. - 1,1, 8 2016 . -
2,0,82017r.-0,7,82018r.-0,6,82019 . -
0. O-rpynna B 2015-2019 rr. B cpegHeM HacuuTbI-
BaeT 170 yenoBek, MOMIOBMHY U3 HUX COCTaBNseT
rpynna 6onbHbix ¢ OfJ1. OTMeyaeTcs TeHAeHUMS
K yMeHbleHuio O-rpynnel ¢ 2014 no 2019 r. ¢
211 po 139 yenoBek, YTO CBA3AHO C OTpULATENb-
HbIMW MWFPaALMOHHBLIMK NpoueccamMu B pecny-

6nuke. MNpu aHanuse ANUTENBHOCTU pPEMUCCUU
y [-6onbHbix ¢ OJ1J1 B pemuccum 10 net u Boiwe
HaxopaTca 33% 6onbHbIX, 5 neT u Bbiwe — 41%, oo
5 net — 26%. TakuMm 06pasoM, B ANUTENLHOW U
CBEPXANUTENbHOM pemMuccum HaxogaTtcesa 74% naum-
eHToB. ObecneyeHHOCTb BpayebHbIMU Kagpamu
oueHb Huskas (53%), uto cospaet Bosnblune Tpya-
HocTu B paboTe. NaBHon npobnemon B aMarHo-
CcTuke remobnactosoB ABNSiETCA OTCYTCTBUE
MMMYHOOFMYECKOr0 U MOMEKYNSAPHO-TEHETHN-
Yeckoro MeTonoB uccnenoBaHus. Mo TexHuue-
CKMUM MpPUYMHAM OMArHOCTMKa NEMKO30B METOLOM
npoToyHon umtomeTpumn ¢ 2014 r. B MHBX wnm.
B.K. 'ycaka He BbinonHsetcs. Mpobnemy pewmnu
C nomoLubio 61aroTBOPUTENbHBLIX OpPraHU3aUuii.
Tenepb BCe OCHOBHbIE BMIbl COBPEMEHHBIX UCCHIe-
LOBaHWM BOMbHBIM C OCTPbIMK JIEMKO3aMU U
numdboMamm BbINOMHATCA B Nabopatopusix OIBY
«HMWL, OO wm. OmuTtpuma Porauesa» MuHanpasa
Poccuu. CrnosHble KIMHUYECKUE Clyyau BbIHO-
CATCS Ha TeneMeKOHCYNbTauun ¢ NpounbHbIMU
KnMHUKaMn Poccun Ha 6ase Munsgpasa [JHP. B
pesynbTaTte 8 maumeHTaM yCMeLwHOo NpoBefeHbl
annoreHHble TpaHCMAaHTauMM remMonoaTuye-
CKMX CTBOJIOBbIX KMETOK B NMPOGUIIBbHBIX KIMHMKAX
Poccuun. TakuM obpasoM, cnyskba okasaHus cneum-
anuM3MpoBaHHON MEOULMHCKOW MOMOLLM LeTAM
C OHKOremaTonorumyeckumun sabonesaHusamu B
YyCNoBusx BoeHHoro BpeMeHun B [IHP coxpaHsa-
eTcsi. HecMoTpsl Ha CrOMHbIE BOEHHO-MONUTMYE-
CKMe, 3KOHOMUYECKMe yCcnoBus, eduumT Kagpos
MeOMUMHCKasn NOMOLLb OKa3blBAETCA Ha BbICOKOM
YPOBHe.
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Opr3. AHanus cny4yaeB nHpekuum

SARS-CoV-2 y petet ¢

OHKOJlormyeckumu 3abonesaHunamMu

B YensabuHckou obnactu

C.I". Koeanenko™?, 0.C. Conosbesal, K.B. Bonkosa!, M.B. Borauesa?, B.l10. Benosa?,

H.B. 3y6*%, N.U. Cnnyak®2

IIBY3 «YensbuHckas obracTHas BETCKasi KIuHUYecKas 6onbHuLa», YensbuHck
2¢I'b0Y BO «l0sHO-YpanbCkuii rocyaapcTBEHHbIN MEANUMHCKMIA yHUBepCUTET> MuHaapasa Poccum, YensbuHek

0Basi KOPOHaBMUPYCHas MHAPeKLUMs ABnAeTCA

NoTeHUManbHO ONacHbIM COCTOSIHUEM ANs

MauMeHTOB OHKOMOrMYeckoro npoduns. Ha
CErofHSALLHNA MOMEHT MAET aKTUBHOE HaKoMneHue
LAHHbIX KaK O TAMECTV CaMoi MHADEKLMW Y fleTel C
OHKONOrMYyeckMMmn 3aboneBaHnAMU, Tak 1 O PUCKaxX
ONS LaHHON KaTeropuv nauuveHTOoB, CBSA3aHHbIX C
CaMOMN MHEeKUMEN 1 NPOBOAUMBIMU MPOTUBOINU-
OEMUYECKMMU MEPONPUATUAMM.

Llenbio Hawero uccnenosanna bbin aHanus
cnyyaeB nHduumnposaHus SARS-CoV-2 peten ¢
OHKONOrMyecknmun 3abonesaHusMn B pervoHe B
nepuon OByX nopgbeMoB 3abonesaeMocTu (Mait—
HoAbpb 2020 r.). Bcero 3a yKasaHHbI nepuon
nHdekuus boina BbisBneHa y 16 nauuneHToB. U3
HWUX 9 6onbHbIX BbINK ¢ Neikosamu (7 — ¢ ocTpbIM
nuMmdobnacTHbIM NENKO30M, 1 — ¢ OCTPbIM MUENO-
WOHbIM N1eKO30M, 1 — C XpOHWUYECKUM Muesionen-
K030M), 2 — ¢ nuMcboMamMu (1 — C HEXOOMKKMHCKOM
numdbomoit, 1 — ¢ nuMcboMoit XoamKuHa), 3 — ¢
MAFKOTKaHHbIMU CapKOMaMn U 2 — C OCTeOreH-
HbIMKM capkoMamu. Y 9 naumeHToB 3aboneBaHue
npoTekano 6eccuMnToMHO, y 6 NauMeHTOB — B
nerkon dopme C NpenMyLLECTBEHHbIM MOpaxe-
HUEM BEPXHUX ObiXaTenbHbIX NyTen, Y 1 pebeHka
(cocTosHMe mocne NMpOTUBOPELMAMBHOIO Kypca
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nonuxummotepanuu no cxeme FLAI) B cpean-
HeTaxenon copme c pasBuTuem cneumduye-
CKOM NHEeBMOHMKW. Y 3 peTen neyeHne nHdekumn
MPOBOAMIIOCH B YCIOBWSIX CTauMoHapa (M3 HUX B
KWUCIIOPOAHOW MOAAEpMKe Hyxpancs 1 naumeHT),
ocTallbHble Mmoflyyanu Tepanuio ambynaTopHo.
CpOK OT MOMEHTa BbISIBIIEHUSI HOBOW KOPOHaBM-
PYyCHOW MHAeKUUM 00 BO30OHOBNEHMSA XMMUOTE-
panuun BapbupoBsan oT 9 oo 38 gHei. Y 2 naumeHToB
NOAAEPKMBAIOLLAA XMMUOTEpanusa NPakTUYECKK He
oTMeHsinacbh. B cpenHem Tepanusa Bbina Bo306HOB-
neHa Ha 21-n geHb. Y NaumeHToB, HAXOOMBLUUXCS
B peMUCCUM, NPOrpeccum 0CHOBHOMO 3aboneBaHus
3aperncTpmMpoBaHo He Bbino. HM oavH nauveHT
He nornb oT nHdekuun, BoidBaHHON SARS-CoV-2.
CknapbiBaeTca BneyaTfieHWe, 4To TeyeHue
MHGEKLUMM Y NauveHTOB LeTCKOro Bo3pacTta C
OHKOJIOrMYyeckMMmn 3abonesaHnsaMU CyLLECTBEHHO
He OTnM4Yanocb OT NeauaTPUYECKOW KOropTbl B
LenoM U XapakTepu3oBanoCb MUHMMANbHbLIMM
KITMHUYECKMMUN nposiBNeHnamMun. McknioyeHnem
CTan NauueHT C OSIMTENbHbIM TSXKENbIM arpaHy-
noumTo3oM. [laHHasa rpynna BonbHbIX HyskpaeTcs
B fafbHeiweM HabrioaeHnn Ana OUEeHKW JoNro-
CPOYHbIX MOCNEACTBUIA KaK CaMOn MHADEKLUMK, Tak
1 CBA3AHHbLIX C HEN 3afePXKEK Tepanuu.



Opr4. CospaHue AONOSIHUTESNIbHOMU
npodpeccroHanbHOM NporpamMmmbl
NoBbILLEHUA KBanupukaumm
«Acnonb3oBaHne MOHOKMOHaNbHbIX
aHTU-GD2-aHTuTeENn B Tepanuum
HenpobsacToMbl rpynnbl BbICOKOIO

pUCKa»

C.A. Kynesa'?, C.B. MBaHoBa' 2, E.A. Muxaiinosal, P.1. Xabaposal, M.B. Poraues!?,

AM. Benses!

@IBY «HaumoHarbHbIi MEANLMHCKNIA MCCIER0BATENbCKMU LeHTP oHkonorum uM. H.H. MetpoBa» MuH3gpasa

Poccum, CaHkT-[leTepbypr

@Irb0Y BO «CaHKT-lleTepbyprckuii rocyaapCTBEeHHbIN MeanaTpudeckuii MeaUUMHCKMIA yHusepcuteT» MuH3npasa

Poccum, CaHkT-[leTepbypr

AkTyanbHocTb. MIMMyHoTepanusa (MUT) oHko-
nornyeckux 3aboneBaHWi, OCHOBaHHasA Ha
MPUMEHEHUW MOHOKIMOHAMbHLIX aHTuTen (MA)
npencraenseT cobon ofMH M3 CaMbIX YCMELUHbIX
NMoAxXof0B, UCMOSMb3yeMbIX ANSA NeyYeHus nauu-
EHTOB C reMaTosIorMYeCKUMM 1 CONMAHBIMM OMyX0-
namu. CnosHOCTW NpefcTaBnsAoT npakTuyeckas
CTOpOHa ucnonb3oBaHus MA, ycrnosusa npume-
HEHWA U NleYeHre HexenaTenbHbIX ABNEHUN nocne
UX BBELOEHMS.

Lenbio nccnenosanna ssnseTcs npmobpeTtexune
HOBbIX 3HaHWUIN U YMeHWin B 06nacTn NnpUMeHeHus
naccvsHon UT aHTn-GD2-MA y naumeHToB € HeMpo-
6nacTtomoit (HB) rpynnbl BbICOKOMO prcKa.

MaTtepuanbl n Metopabl. [lononHuTenbHasn
npodpeccroHanbHas nporpamMMma MoBbILLIEHNS
kBanumkauum «Mcnonb3osanne aHTn-GD2-MA B
Tepanuu HB rpynnbl BbICOKOrO pUCKa» peanuayeTcs
B O4YHOW doopMe 0ByueHns C OTPbLIBOM OT paboTbl Ha
6a3e HMWL onkonorum um. H.H. MeTtposa. Tpyno-
eMKOCTb ee 0CBOeHWs cocTasnseT 18 akapeMuye-
CKMX 4acoB. K 0CBOEHMIO NpOrpamMMbl AOMyCKaloTCs
Bpauv Mo CMeunanbHOCTAM «AeTCKast OHKOSOrns»,
«aHecTes3noNorna 1 peaHMMaTonorusa» n «OHKO-
norua>. CopepsaHve nporpamMMbl NMOCTPOEHO B
COOTBETCTBMUM C MOAYNbHLIM NMPUHLMMOM, CTPYK-
TYPHbIMK eauHuLaMmn yuebHoro Moayns sBRSIOTCS
paspenbl. Kaxabii pasgen gucuunivHbl Nnogpas-
OenAeTca Ha TeMbl, 31eMEHTbl U NOA3NEMEHTHI.
AKLEHTbl cpenaHbl Ha cnefyloLwmnx MOMEHTax:
MeToAbl UT; nokasaHWsa 1 NpoTUBOMOKa3aHUA AN

naccuBHon UT, ocobeHHocTu akcnpeccum GD2
reHa; MexaHusm pencteus MA; Kputepuun Havana
WUT; nosbl n peskuMbl BBeaeHUs aHTU-GD2-MA;
CONpOBOAMUTENbHAA Tepanusa; HexenaTtesbHble
ABMEHNA N MOANdOMKaLIMA [03; ONpeaerieHne akTy-
anbHOM TOKCMYHOCTU; OLeHKa 3(PEKTUBHOCTH
NT. KognpoBKka BHOCUT onpeneneHHbI Nopsaok
B MepeyeHb BONPOCOB W MO3BOMAET KOAUPOBATb
KOHTPOIIbHO-N3MepuTeSibHble MaTepuarbl B yyeb-
HO-METOANYECKOM KOMMIEKCeE.

PesynbTratbl. Pesynbratammn obyyeHns HOBbIM
KOMMETEHLMAM B AMArHOCTUYECKON AeTENIbHOCTU
ABNSIOTCA CNOCOBHOCTb M FOTOBHOCTbL K 0THOpY
BonbHbIX ANA NPOBEAEHMS COBPEMEHHbIX METOA0B
neuvenuns HB rpynnbl BbICOKOro pucka; B fievebHoM
0eATeNbHOCTM — CNOCOBHOCTb M FOTOBHOCTH
npoeoauTb naccusHylo UT aHTn-GD2-MA; BbisiB-
nATb 1 neynTb ocnoxHexus UT aHtu-GD2-MA. Mo
nporpamMme Bbinio npoyyeHo 15 Bpauei. [poseneHo
obyuyeHune B BUAE CTaXMPOBKM Ha pabouem mecTe
5 Bpaueyr n cpefHero MeaMLUMHCKOro nepcoHana
(UensbuHck). PesynbTaToM CTano BHeapeHue B
pervoHax HaBbIKOB MCMonb3oBaHua UT y naumeHToB
¢ HB rpynnbl BbICOKOrO puCKa.

BbiBogbl. TeopeTuyeckne uM npakTUyeckue
HaBblKM ucnonb3oBaHns MA no3BonsawT peru-
OHaNbHbIM KAWHUKAM <«Pas3rpy3nTb>» yupex-
LeHus pepepanbHOro NOgYMHEHWs, B3AB Ha cebs
OTBETCTBEHHOCTb 3a MOCTKOHCONUAMpyloLlee
neyeHne ITOW CIIOXHOM KOrOPTbl ManeHbKUX
MauneHToB.
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Opr5. 3aboneBaeMocTb

U CTPYKTYpa OHKOMNATOJIOrUU fieTen
CtaBpononbCKOro Kpas 3a nepuon

c 2001 no 2020 r.

A.A. NaBpuHeHko, I".B. BeikoBa, U.A. CTpeMeHkoBa, 0.H. CamkuHa, J1.A. PomMaHeHko

Y3 CK «KpaeBas petckas kiimHnyeckas bosbHuua», CTaBpornosbs

€TCKas OHKOSOrna OTHOCUTCH K COLManbHO

3HaunMou npobreme. B cTpykType 3abone-

BAEMOCTMW HaceneHus 3a NocfiegH1e rombl
OTMEYaeTCHA HEYKIOHHbIA POCT OHKONaTONoruu
OeTCKOro Bo3pacTta. M3yueHne anuaemMmonoru-
YEeCKUX acneKTOB AETCKOW OHKOMOrnv SBAAEeTCH
BeCbMa aKTyanbHoW npobnemMon, panbHenwee
COBEpLUEHCTBOBaHWE CrneunanM3vpoBaHHON Meau-
LIMHCKOM NMOMOLLUM OeTsIM HEBO3MOXHO De3 npose-
LEHWUS OMHAMUUYECKUX 3MUAEMUONOrUYECKUX
nccnenoBaHum.

Uensb. MonyunTb AaHHbie 0 3aboneBaemMocTy,
CTPYKTYpe OHKOMNATOMoOrMmM u CMepTHOCTU AeTeW
CraBpononbckoro kpas B Bo3pacTe oT 0 no 18 net
3a nepwmog ¢ 2001 no 2020 r.

Matepuanbl u MeTopabl. [IpoBefeHb! peTpocnek-
TUBHbIE 3NUAEMUONOrMYECKNe UCCNEenoBaHNsA no
n3yyeHuio 3a60neBaeMoCT [eTeN 3N0KaYECTBEH-
HbIMW HOBOOBPAa30BaHNUAMM.

PesynbTatbl U obcyxpeHue. 3a uccneny-
eMbln nepwof 3apeructpuposaHo 1089 cnyuaes
3/10KaYeCTBEHHbIX HOBOOBpa3oBaHuin. M3 Hux 648
ManbunkoB u 441 peBouyka. [lokasaTenn OHKOMO-
rmyeckon 3aboneBaeMoCTV AETCKOr0 HaceneHus
Craspononbckoro kpas konebanucs ¢ 10,4 8 2004
r. go 11,2 8 2020 r. Ha 100 Tbic. geTckoro Hace-
nenuns. CpenHeronoBor nokasatenb 3abonesae-
MOCTU OHKonaTosormen B CTaBpONosbCKOM Kpae
coctasun 11,27 + 0,87 Ha 100 Tbic. peTckoro

Hacenexus. CTPyKTypa OHKONATONOrMn Kpas npeq-
CTaBJfieHa criegyioLmMm o6pa3oM B MOpsiAKe Nokasa-
Tens 3aboneBaeMoCTV N0 YacTOTe BCTPEYAEMOCTH:
ocTpble neikosbl — 479 (44,0%) cnyuaes, nuMdioMa
XopwkuHa — 122 (11,2%), onyxonu LeHTpanbHo
HepBHOM cucteMbl — 106 (9,7%), HeXOmMKMH-
ckune numdpomsl — 79 (7,3%), HeltpobnacTtoma —
75 (6,9%), HedopobnacToma — 63 (5,8%), onyxonu
kocTeit — 41 (3,8%), repMUHOreHHble OnMyxonu —
33 (3,0%), petuHobnactoma — 23 (2,1%), renato-
6nactoMbl — 11 (1,0%), onyxonu pasfnnuHoii foka-
nusaumu — 57 (5,2%). Ananus 3abonesaemocTu
OMyX0JIIMU LLeHTPasnbHON HEPBHOM CUCTEMbI Cpeau
peten CtaBpononbckoro Kpasi Havat B 2006 .
YpoBeHb cMepTHOCTH feTert CTaBpononbCKOro Kpas
OT 3/10KaYeCTBEHHbIX HOBOOBpa30BaHWUI 3a nccne-
nyeMblii nepuog cHusunca ¢ 3,9 8 2001 r. po 1,6 Ha
100 Toic. neten B 2020 T.

BbiBogbl. 3aboneBaeMoCTb 3510KaYe€CTBEH-
HbIMX HOBOOBpa30BaHMSAMU AEeTeN, NPOXMBAIOLLUX
Ha TeppuTopumn CTaBpONONbCKOro Kpasi, ABNseTcs
CpenHel 1 cConoCcTaBMMON ¢ MoKasaTenamu Poccuii-
ckon depepaumnn. M3aMeHeHus cTPyKTypbl 3abo-
neBaeMoCTu He 0TMeyveHo. 1o Mepe BHeapeHus B
cneunanvM3MpoBaHHOM OTAEMEHWN COBPEMEHHbIX
KIMHUYECKMX NPOTOKOSOB IMArHOCTUKMN U NIeUeHus
OHKOMOrnyecknx 3abonesaHuni B AETCKYIO NMPaKTURY
B Kpae 0TMeYaeTCa CHUKEHWE MOKa3aTens cMepT-
HOCTW OT 3TOMN NaTosIor M.
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