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npocpeccop, Cunatn, CLLA
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npogpeccop, Memdme, CLLA

Camouvartosa E.B.
[OKTOP MeAMLIMHCKIX Hayk, npodbeccop, Mocksa, Poccus

CkokoBa 10.B.
LOKTOP MeMLMHCKMX Hayk, TiobuHreH, 'epMaHms

Tep-OsaHecos M.[l.
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Xamun U.T.
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XypHan BknoveH B MNepeyeHb Beaylmx peLeH3npyeMbIx XYpHanoB u usgaHun BAK,
B KOTOPbIX AOJIKHbI 6bITb ONY6JIMKOBaHbl OCHOBHbIE pe3ynbTaTbl AMccepTaumm
Ha COMCKaHMe y4YeHbIX CTeneHen AOKTOpa U KaHAMaaTa Hayk
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Bo3MoHOCTU TEXHONOrUM NPOCTPaHCTBEHHOM
TpaHckpunToMuku Visium 10x pnsa nsyuenuns AKKJI1y petei
[.C. Abpamos, E.B. Bonukos, H.B. MsikoBa

OnbiT npuMeHeHus CbapMaKOSKOHOMW-IGCKOFO MopeniMpoBaHus
ANA pacyeTa 3aTpaT Ha nposefeHne TpaHCMJ1aHTauuu
reMono3Tu4eCKuUX CTBOJIOBbIX KNETOK Yy npeten ¢ reMobnacrosamu
A.b. Abpocumos, [1.C. bnnHos, M.A. MacuaH

HoBoe B neueHun T-KNeTOUYHOU NNENKEMUU:

onbIT rpynnel «Mocksa—bepnun»

M.N. Aby Oxaban, 10.B. PymaHuesa, 0.W. beigaHos, A.M. Monos, J1./. )Xapukosa, C.H. ITaroiiko,
A.T. LanouHuk, A.N. KapauyHckui

[loKa3aTenbHas reHeTUKa: noaxoabl K UHTepnpetauuu
NnaToreHeTMYeCKOMN 3HAaUYMMOCTU HOBbIX FeHETUUYECKUX BapuaHTOB

M.10. Anekcenko, B.B. 3axaposa, B.B. bpunnuantosa, K.P. bytos, A.J1. Xopesa, M.A. KypHukoBa,

A.J1. Koanoga, 10.A. PoguHa, A.10. LLlepbuHa, E.B. PaiiknHa

AYTOHOFWIHaﬂ TpaHCcnJiaHTauua reMono3TUYeCKUX CTBOJI0OBbIX

KNeTOK Npu 3J1I0Ka4YeCTBEeHHbIX HOBOOﬁpa3OBaHMﬂX Yy neTeﬁ:

onbiT HMUL oHkonoruu uM. H.H. BnoxuHa

T.3. Anves, K.M. Kupruzos, 1.0. Koctapesa, K.A. Cepreenko, E.b. MauneBa, H.A. Bypnaka,

H.I". CtenansH, P.P. ®atxynnun, 10.B. IososaH, T.W. MNoTeMkuHa, K.B. Mutpakos,

M.B. PybaHckas, I".b. CarosH, A.M. CyneinmaHrosa, A.C. TémHbIM, 0.M. PoMaHL0Ba,

T.T. Banues, H.A. batmaHoBa, 0.A. Kankosa, B.I". MNonsikos, A.l1. KasaHues, C.P. Bapconomeesa

OueHKa u3MeHeHus cocTaBa Tena y geteu nocne TICK

C MCMONb30BaHUEM MEeTOfa pa3BefeHuUsa fenTepus

M ByX3HEepPreTMYecKou peHTreHoBCKon abcopbumnomeTpum:
NPOMEXXYTOUHbIe pe3ynbTaThl MCCIIEA0BaHUSA

{0.A. AnbiMoBa, A.10. Bawypa, C.I". PynoHes

Tepanusa 3nokayecTseHHbIX nMMMconponucepaTMBHbIX
HoBoobpasoBaHui y naumeHToB ¢ MUl c pecbekramu penapauuu [IHK
J1.X. AHpep»kaHoBa

MonekynsapHo-HanpaBneHHasa Tepanusa HelupobnacToMbi:

OT TapreTHOro CeKBEHUPOBaHUA K NEPCOHUCPMLIMPOBAHHON Tepanum

H.A. AHppeesa, [1.10. KauaHos, T.B. LLlamaHckas, J1.J1. Pabaesa, H.B. Mskosa, [1.B. JlutBnHOB,
H.B. Kykos, A.E. [Ipyit

JNManapockonuueckue pesekuumn neyeHu. Buepa, cerogHs, 3aBTpa
[.I". Axananse, W.B. Teepros, H.H. Mepkynos, H.I". YckoBa, C.P. Tanbinos, A.A. KpneoHocos,
H.C. l'paués

Xupyprusa npu MecTHO-pacnpoCcTpaHeHHbIX OMyXOonsX

C MHBa3nen HUXXHEW Nosoi BeHbl

[.I". Axananse, W.B. Teepros, H.H. Mepkynos, H.I". YckoBa, C.P. Tanbinos, A.A. KpnBoHOCOB,
H.C. 'paués

OpraHusauus MyfbTULIEHTPOBOIO UCCNefo0BaHUA «Xupypruyeckoe
neyeHne HoBoobpa3oBaHUi NOAXKENYAOUYHON Kenesbl y aeTein»
[.I". Axananse, W.B. Teeppos, H.I". Yckoea, C.P. Tanbinos, H.C. ['paués
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OnbIT NnpuMeHeHnss UMMyHoTepanuu OJ1J1 npenapaTtomM
6nuHaTyMoMab B neTckoM MHoronpodunbHOM cTauuoHape

ropopa CaHkr-letepbypra

3.I". bowuenko, N.A. lapbysosa, M.A. MNpyaxukoBa, H.A. ®dunatosa, E.E. YcMaHckas,
H.H. NBaHoB, C.M. MyxuHa

OueHKa KauecTBa peMUCCUM Nocsie OTMeHbl UMaTUHMba
Y NnauneHToB C XPOHUYECKUM MUeNoOUaHbIM NeUKo30M
M.B. bopucesuy

3aMmecTUTeNbHaA NoyeyHas Tepanusa U reMocopbuUUOHHbIe

MeTOAbl B KOMMSIEKCHON Tepanumn HeOTNOXHbIX COCTOAHUMN. OnbIT

LlenTpa petckou oHkonoruu u reMatonoruu O[IKb Ekatepunbypra

C.B. Boposckux, A.A. UrymeHues, M.B. CMupHos, A.WN. Akoenes, A.A. Knewés, J1.I'. PeunHa

Ucnonb3oBaHue MeToAa TpaHcnnaHTauuu pekanbHOM

MUKPOBMOTBI Y pELIUNMEHTOB reMON03TUYECKUX CTBOJIOBbIX KIETOK

I".0. BponuH I".3. CeperuH, [0.A. BecnaTbix, A.B. Nocnopapuk, .M. Kypmanos, 1.0. Bnacosa,
M.P. )KypaBenb, E.A. XypaBenb, B.B. KoHcTaHTuHOBa, A.B. Iucpbumu, M.A. MacuaH

Ponb MMMYHOCbEHOTMHMPOBaHMﬂ B AUarHOCTUKe KOCTHOMO3roBebiXx MeTaCcTa3oB
HereMono3Tu4ecKux onyxoneﬁ Yy HETeﬁ
T.10. Bepskbuukas, XK.B. Mepmukun, A, Layp, J1.I. ®eunHa

NnddysHbie nenToMeHUHreasnbHble rAUOHEWPOHANbHbIE ONYXOJIN
W.I". Bunecosa, E.A. CanbHukoBa, J1.W. Manywa

ToTtanbHoe obnyueHue Tenay peteun ¢ ocTpbiM NuMcpobnacTHbIM

neukosom: onbiT HMULL oHkonorum uM. H.H. bnoxuHa

B.A. 'puropenko, E.C. PaHHes, E.W. LLnpukos, T.3. Anves, 11.0. KocTtapesa, E.O. CaHHukoBa,
T.A. Kpbirosa, C.C. Xpomos, U.M. Jlebepenko, E.WN. EBrpacbosa, 0.C. 3anuenko, A.B. Muxaiinosa,
0.B. Kosnos, [1.B. HeynaxvH, M.B. YepHblix, T.B. MopbyHosa, K.M. Kuprusos, C.P. Bapdonomeesa

MonuTopuHr ocnoxHeHunin nocne CAR-T-kneToyHou Tepanuu
C TOYKM 3peHUs MeANLIMHCKOW CecTpbl
H.M. M'ycnesa, 0.0. MonocTosa, 0.B. MNumexoBa, J1.H. Lenuxosa, M.A. MacyaH

WHIM-cunppom: knuHuKo-nabopaTopHas xapaKTepucTUKa
U HOBble NOAXoAbl K Tepanuu
E.A. [leopawmesa, T.B. KoHioxoBa, A.J1. Jlabepko, 10.A. PoguHa, A.10. LLlepbuHa

Bbicokofo3Has xuMMoTepanus ¢ ayTosIorMYHOU TPaHCNaHTauuen
reMono3TUYECKUX CTBOJSIOBbIX KIIETOK Y aeten ¢ onyxonamu LIHC
10.B. OuHukuHa, A10. CmupHosa, [1.A. Mopradyesa, C.M. YepHosa, 10.K. TowmHa

Heiponcuxonoruyeckoe conpoBoXAeHME NaLMEHTOB nocrne
CAR-T-Tepanuu: paHHSiA AMArHOCTMKA HEMPOTOKCMYECKOro CUHAPOMA
M.A. EBnoknmoBa, M.A. [onoeuHckas, A.E. Xaun, J1.H. Lennxosa

Mpuwno nu BpeMs nepBUYHOM aHTUTPOMOOTUUECKON NPOCOUIIAKTUKM Y AeTeirn?
[.A. EscTpatos, H.B. MsikoBa, [1.A. }Kapkos

MpoTuBOONYXONEBLIA NOTEHLMAN NPOM3BOAHOI0 NUPMANHKAPOOHOBbIX
KWUCHNOT Ha in vivo Mofenyu TPOMHOIro HeraTUBHOI0 paka MOJTIOYHOM Xenesbl
A.A. Envwkuna, 0.H. Jepsibuna, E.B. BrivHosa, E.A. Kypmbiwesa, 0.C. BaBunosa

OuvHaMuKa noKasaTesiel KauecTBa XXU3HU nauueHToB C OCTPbIM
numcobnacTHbIM NEMKO30M Nocrne NpoBeAeHUs KypcoB peabunuraumm
E.B. XXykosckas, T.M. HukntuHa, T.U. NoHosa, A.®. KapenuH

ManouHBa3snBHas racTpoCTOMUS KaK METO/, KOppeKLuu
HYTPUTUBHbIX HapyLLUEeHUN B OHKONeAUaTpUK: ONbIT

u pesynbtatel HMULL AFOU M. AMuTpua Porauesa
N.B. 3axapos, A.I0. Bawwypa, E.C. Bacunbesa, [.B. IlntenHos
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OcTpble neuko3sbl ¢ PICALM::MLLT10 — 6nu3Heubl OCTPbIX
NenKo30B ¢ nepecTpoikamm reHa MLL?
E.A. 3epkaneHkoBa, A.H. bopkosckas, E.B. MaTteees, M.[l. KazaHos, 10.B. OnbLuaHckas

KnuHuueckun cnyuai aprepuanbHoro TpomMbo3a B gebiote
3XMHOKOKKO3a y pebeHka 13 net
[".P. KasapsH

Bbnokapa npomena Al chakropa cpoH Bunnebpanpa

npu npuobpeTeHHoU TpoMboTUUECKOW TPOMBOLUTONEHNYECKOM
nypnype y AeTen: TEOPUS U NpPaKTUKa

N.N. Kanuuuua, A.[l. LLlytoBa, A.A. MacuaH

OcobeHHOCTH BKYCOOLLYLLIEHUS U BKYCOBOCNPUATHA Y AeTEH

C OHKOJIOrMYecKuMu 3aboneBaHUSIMU NOCJIe OKOHYAHUSA OCHOBHOIO JIEYEHHUS.

Ha uto o6paTtuTb BHUMaHue?
T.A. KoBTyH

I'Ipe.qenbl KOMMNeHcauuu NOKOMOL UMK Npu HapyLweHuu
6uoMexaHuyeckou ocu nocne dHAONpoTe3npoBaHuA
CYyCTaBOB HMXXHUX KOHEYHOCTEWU B OHKOJIOrUM

E.A. Kowwko, H.H. Mutpakos, 0.A.Jlanwesa, 1.0. BegepHnkos

HeuHBa3uBHas MP-guarHocTMka KneTo4YHOCTU KOCTHOro Mo3ra
y neTei ¢ annacTuYeckou aHeMuen
H.A. KpuBeHuoBa

BbesonacHas 6onbHMYHasa cpeaa Ana NauMeHTOB B OTAENIEHUM
TPaHCNNaHTauMm KocTHoro Mo3ra LleHTpa peTckoi oHkonorum
u remaTtonorumn ropona Ekatepunbypra

0.B. KpornoToBa

AyTOMMMYHHbIE reMOSIMTUYECKUE aHEMUM Y IeTEN, YTO MOXKHO
npensioXXuTb B JIeHEeHUU
K.A. KysbMrHOBa

I'IauueHT-cneumbuquKoe MOHUTOpPUpPOBaHUe MUHUMasbHOMU
OCTaTo4YHOI BonesHu npuv ocTpoMm MueniongHoM nerkose Yy neteu
Ha OCHOBe faHHbIX BbICOKOMPOM3BOAUTEJIbBHOIO CEKBeHUpPOoBaHUA

E.B. KywHeposa, B.[l. benobokoga, 10.A. Baposckas, A.A. Murac, W.B. MNMaxomosa, M.B. benesues

3apauu MefULIMHCKOW CecTpbl B Nep1of aucnaHcepHoro HabnioneHus
nauueHToB B LleHTpe AeTCKOW OHKOMOrMKU, FreMaTosIorMM 1 UMMYHOSOr UM
T.®. NanwwuHa

OnpepeneHue rpynn pucka HecppobnacToM Ha OCHOBaHMM
KonuyectBeHHou MPT n MCKT
B.A. 'lonatuHa, ".B. TepeLueHko

Bnepsble BbiiBNEeHHbIN BapuaHT HecTabunbHoro remornobuHa

Hb Yoshkar-Ola y naumeHTa ¢ TA)Xenou reMosIMTUYECKON aHEMUEeN.
Knuuuueckuin cnyvan

C.I". MaHH, M.B. KpacunbHukoBa, H.A. KapamsH, E.A. JluteuH, H.C. CMeTaHuHa

CKPMHMHI’ npOTMBOOFIYXOHEBOﬁ AKTUBHOCTU HEKOTOPbIX

HOBbIX a3oTcoAepikallnux retepoLUKIIOB

A.A. Maxpoga, A.W. OcunbsaHu, 0.M. TymyTonosa, H.K. PaTtmMaHoBa, B.A. MakuHa,
E.B. BninHoBa, W.A. Anppees, [1.C. bnvHos

Bo3MOXHOCTH U MECTO HaBUIraLLMOHHOM noanepXKu

B 3HAOCKOMUUYECKOM XUPYprum ocHoBaHusa Yyepenay neten c onyxonsamu
napaMeHMHreaanoﬁ JIOKaJIn3auuu

0.A. Mepkynos, A.l. PoauHa, B.I". MNonskos, T.B. NopbyHoBa
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OcobeHHOCTU CECTPUHCKOrO yXoAa 3a nauMeHTaMu nocne
TPaHCM/laHTauMn KOCTHOrO Mo3ra
t0.B. MupeHkoBa

FeHeTuueckue ocobeHHocTU HechpobnacToMbl B 3aBUCMMOCTU OT TUMA OMYXOJIU
A.M. MutpodpaHoBa, [1.M. KoHosanos, A.E. ipyi, H.H. Mepkynos

CD19-HeraTuBHble B-nuHelHble NnpeALLIeCTBEHHUKN B KOCTHOM MO3re
neten ¢ OJU1 npu CD19-HanpaBneHHON UMMYHOTEpPaNUK

E.B. Muxainosa, A.A. CemueHkoBa, E.A. 3epkaneHkoBa, E.C. 3axaposa, B.B. bpunnvaHtosa,
A.M. MNonos

FemaTonorunyeckue nposiBJyieHud B rpynne nayMeHToB C MOHOreéHHbIMU
ayToBocnanutesibHbiIMU CUHQpOMaMU

3.A. HecTtepeHko, A.J1. Kosnoga, B.W. Bypnakos, M.E. leoHTbeBa, [1.H. banaiuos, A.B. MWoHKuH,
l0.A. Pogunna, A.I0. LLlepbuHa

OCnoMHEHUs LieHTparbHbIX BEHO3HbIX KaTeTepoB Y NaLUeHToB

c cepnoBuaHO-KneTouHoi aHemuei (CCB), neperecumx
TPaHCNMaHTauMI0O FeMONO3TUYECKUX CTBONOBBIX KIETOK B ApMeHuH
T.)K. OBaHHecsH

leHeTHueckan XapaKTepucTuka nauueHToB C HeoONnUCaHHbIMU
repmMuHanbHbiIMu MUCCEHC-MyTaUuUAMU U peBepCUBHbIMU COMaTUYECKUMHU

MyTauusamu B reHax SAMD9/SAMD9L
A.B. MNaenosa, [I.B. ®epoposa, A.f. ABenosa, K.P. byTos, E.B. PaitkuHa, H.C. CMeTaHuHa

3MbpuoHanbHas onyxonb LLHC ¢ BHyTpeHHe# TaHaeMHoM Aynnukauuen
B reHe BCOR
A.B. MNaHdbeposa, M.A. 3aiiuesa, M.A. CeHueHko, A.H. ®neroHTos, J1.W. Manywa, A.E. [ipy#

'MMoMBbI HU3KOM CTeneHn 310Ka4YeCTBEHHOCTU CPeANHHOW NoKanusaumm
y feTen paHHero Bo3pacta
NN, Nanywa, E.A. CanbHrkoBa

Ucnonbsosanue aHtureHos CD27 u CD44 nns nporHo3upoBaHusa Hanuuus
TpaHcnokauuu t(12;21)(p13;q23) y aeteit npu ocTpoM numcpobnactHoM
newkose U3 B-nuHeiHbIX NpeaLecTBEHHMKOB

YK.B. Mepmukun, I.A. Layp, T.10 Bepskbuukas, A.M. Monos, T.0. Purep, E.C. HoxpwuHa,

0.M. KosTyH, J1.I'. ®eunHa

MopdodyHkunoHanbHbie HapyLweHUs TPOMBoOLMTOB NpU 3CCEeHLUMUaNbHOW
TpoMboUUTEMUU U UCTUHHON NONMLIMTEMUU Y fieTEW M NOAPOCTKOB
[0.M. Monoxos., H.M. Epwos, A.A. rHaToBa, E.A. lMoHoMapeHko, 1.A. XKapkos, M.A. MNaHTenees

MpenBapuTenbHbie pe3ynbTaTbl UCMbITAHUA KOMOMHUPOBAHHOM
BaKLUMHbI NPOTUB HeipobnacToMbl
N.B. MNponeckoeckas, A.H. MeneLuko

HasochapuHreanbHas KapunMHoMa y neteu U NOAPOCTKOB
J1.J11. Pabaesa, H.B. Xykos, [1.B. JlnteuHos

FeHeTUuecku naHpwadT CUHAPOMOB KOCTHOMO3rOBOW HELOCTAaTOUHOCTH
E.B. PaitkunHa, A.B. MaBnosa, H.C. CMeTaHuWHa

Mouck HOBbIX aHaNoOros UMMYHOCTMMYJTUPYIOLLIErO NpenapaTta nnepukcadop
H.K. PatmanoBa, W.A. Angpees, M.[l. Monnaes, C.C. JlapuH, O.A. VBaHoBa,
N.B. TpyLukos

MpuMeHeHne MHTpaTeKanbHOW XMMMOTEPANUM Y NALIUEHTOB
c JIM pabpoMnocapkoMbl napaMeHUHreanbHON NIoKanu3aLuuu.

OnbiT HUX OOulr
A.[. PonuHa, T.B. lopbyHoga, B.I". Monskos, C.P. Bapdonomeesa
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Capkoma lOuHra. Yro nsmeHunoco 3a nocnegHee pecatuneTme
0.M. PomaHuoBa, B.B. Xaipynnosa, M.M. EdoumoBa, B.10. MaHapuHa, [1.b. XecTtaHos,
A.3. 1zamnaes, K.W. Kuprusos, C.P. Bapdonomeesa

MccnepoBaHusa coctaBa Tena yenoBekKa: Hayka U UHHOBaL UK
C.I'. PyoHes

nepcneKTMBbI pa3BuUTUA ﬂETCKOFI OHKOJIO'MU U reMaToJiIorum
A.l'. PymsHUeB

Bo3MOXHOCTb BbINONIHEHMS racTpo/naHKpeaToayoAeHaNIbHOW pe3eKumuu
y BeTel C onyxosiiMu NOAXKEeNyA0YHOM Kene3bl
[.B. Pbibakoga, M.A. Kepumos, M.A. Pybanckui, A.C. TemHbin, E.A. MeTpaLu

Ponb comaTuyeckoro Mo3aunuusma B pa3BuTUMN onyxoneﬁ Yy neteu
A.C. CanomatuHa, J1.A. Acbko, 10.M. MapeeBa, M.A. KypHukoBa

Honynspxas numMcoma XoakkuHa ¢ nuMcpouutapHbiM npeobnananmem
y neteit. [IporHocTMyeckoe 3HaYeHUe UMMYHOAPXUTEKTYPHbIX NaTTEPHOB
M.A. CeHueHko, [1.C. Abpamos, H.B. MsikoBa, [1.M. KoHoBanos

YTouHeHMe HeoaHO3HauHbIX pe3ynbTaTtoB onpeaenexdusa MOb

C Ucnosib3osaHuemM HpOTO‘-IHOﬁ COPTUPOBKHU KJTE€TOK

A.A. CemuenkoBa, E.B. Muxannosa, 0.W. WnnaproHosa, C.A. Kawnop, E.A. 3epkaneHkosa,
E.C. 3axaposa, B.B. bpunnunantosa, A.M. lNonos

MeTtaHecppanbHbie onyxonu NoYeKk y AeTen: KIIMHUYeCcKue

M MONEKyNnsapHo-reHeTuYeckue ocobeHHoCTU

J1.A. CmupHoBa, A.M. MutpodhaHoBa, M.B. Tenewosa, H.H. Mepkynog,

[.M. KoHoBanos, [1.I'. Axananse, A.E. [Ipyn, E.B. PaiikuHa, T.B. LLlamaHckas,
H.C. payves, [.10. KauaHos

Ponb MenMLIMHCKOﬁ CeCTpbl B OTAEJIEHUMN nyquoﬁ Tepanuu
0.B. CtenaHoBa

PesynbTaTbl npoTMBOpELMAUBHON Tepanuu MeaynnobnactoM
no npotokony MEMMAT

A.E. Cbicoes, J1.M. Manywa, E.A. CanbHukoBa, W.I". Bunecosa, ".B. TepeLueHko,
AW. KapauyHckuin

PapnoreHoMuka nepucpepmyecknx HeMporeHHbIX ONyxosneun y aeTen
[".B. TepeLueHrko, B.A. JlonatuHa, A.E. Opy#n

OTKNOHEeHus B CIJYHKLI.MOHMpOBaHMM CUCTeMbl reMoCTasa y nauueHToB
¢ cuHpgpoMoM LliBaxmaHa—[lanMoHAa

W.M. Tecakos, E.A. leopaunesa, E.B. I0wkosa, A.A. Wrnatosa, 10.-[1.1. KopobkuHa,
E.A. Cepéruna, A.B. MNonetaes, E.M. KonbLosa, A.10. LLlepbuHa,

A.H. CseluHnKoBa

Bbicokono3Has xumuotepanus u ayto-TI'CK npu pecpakrepHbix
repMUHOreHHbIX OMYXOJAX Y NOAPOCTKOB
M.A. Tonopkos

anMeHeHMe LEeHTpPaJZIbHOro BeHO3HOIro KateTepa npu nevyeHuu
OHKOJIOrn4eCkKux naumMeHToB
A.T. Typnanuesa

BunatepanbHas cpeoxpoMouutToma y peteu

0.T. YTanuesa, [1.I". Axananse, M.A. KypnukoBa, U.C. Kneukas, H.A. Anopeesa, C.P. Tanbinos,

H.". YckoBa, W.B. TBepnos, A.A. KpusoHocos, J1.A fcbko, H.A. Peibanko, B.B. LLlykuH,
t0.H. INukaps, T.B. LLlamaHckas, H.C. paues, [.10. KauaHos

Penkue KoarynonaTtum 'y .queD'l
[.5. ®nopuHckui, M.A. XKapkos, 0.B. AnenHukosa, I".A. HoBrykosa
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PeanumaumoHHoe conpoBoxaeHue Tepanum GD2-HanpaBneHHbIMU 87
MOHOKJIOHasbHbIMK aHTUTenamm (aMHyTykcuMab 6eta, HakcuTamab)

y NauMeHTOB C HelpobnacToMoit rpynnbl BbICOKOro pucka/peuuauBamm

WN.I". Xamun, [.T. YTanuesa, H.A. Anppeesa, C.A. 3agupues, A.I0. ViBaHalwkuH, E.M. KonTesa,

N.J1. Pabaesa, [.10. Kauaros, T.B. LLamaHckas, [1.B. JlntenHoB

Nedunumt nupyBaTKMHa3bl IpUTPOLMTOB: TaK NK peaka ata opMa 88
reMonMTUYECKON aHeMUU?
E.A. Yephsk, C.I'. ManH, H.E. Cokonosa

No3upoBaHue chnanyecknx Harpysok ans pelleHus peabunuTaumnoHHbIX 89
3afay B IETCKON OHKOreMaTosnorum
C.M. YeuenbHuukas, A.B. baepbax, [1.B. XKyk, B.A. LLlapnakos

Pesynbtathl Tepanuu HeMpobnacToMbl rpynmnbl BBICOKOr0 pUCKa: 90
10-netHuit onbit HMUL AFON uM. AiIMuTpusa Porauesa

T.B. LWamaHckas, C.P. Bapdbonomeesa, [1.10. KauaHos, P.A. MounceeHko, M.B. Tenelwuosa,

[0.M. KoHoeanos, B.I0. PowwmH, A.H. Ka3akoga, J1.B. 3emuoBa, A.E. [pyn, A.C. LLIapnan,

M.A. Anrapos, I".B. TepeweHko, A.M. LLepbakos, 10.H. Ilnkapb, M.H. Cyxos, H.C "paues,

O.I'. Axananse, M.A. MacuaH, A.B. HeuecHiok, A.B. MNwoHkuH, E.E. KypHukoea, E.B. CkopoboraTosa,

JT.A. XauatpsH, [1.K. ®omuH, A.A. Macuan, A.l'. PymsaHues, .A. HoBuukosa

HacnepcTBeHHble NONMNO3bl: MyNbTUAMCLUNIIMHAPHDBIA NOAXONA 91
K AMarHoCTUKe U Be[eHUIO NaLueHToB

E.B. LLlapanoga, T.C. benbiwesa, C.H. Muxaiinosa, T.B. HaceakuHa, B.B. CemeHoBa,

0.A. ManuxoBa

MeTtaxpoHHas bunarepanbHas HecppobnacToma. CobcTBEHHOE 92
KIMHUYecKoe HabniogeHne u faHHble NUTepaTypbl
.. Wau, M.B. Benoryposa

CunppomM akTuBauum PI3K3: noaxoabl K aMarHocTuke 93
M naToreHeTu4yeckom Tepanuu

O.A. Wseu, 10.A. PoauHa, [1.B. I0xauesa, 3.A. HectepeHko, [1.B. borparosa, E.B. lepvnana,

H.10. KaHn, A.A. Mounceesa, A.A. MyxuHa, A.J1. NNabepko, [.E. MepiumH, E.B. Paiikun,

[.C. Abpamos, [1.H. banawos, A.10. LLlepbuHa

CtoumocTtb Tepanuu OJ1J1: cpaBHeHUe pacyeTHOM CTOMMOCTHU NleYeHUs 94
neTen U NOAPOCTKOB C NEPBUYHBIM B-nuHenHbIM ocTpbIM NMMd06nacTHbIM

NIeMKO30M C NpMMeHeHUeM KOMBUHMPOBAHHON XMMUO- U UMMYHOTEpPanuu

Ha aTanax UHAYKLMU N KOHCONMMAALMU 1 pearibHOW NPaKTUKK

{0.A. LUndbpuH, E.A. Ty3osa, A.[l. LLyToBa, [1.C. bnvHos, A.N. KapauyHckuit

OtpnaneHHble pe3ynbTatbl Ph- MuenonponucepatueHbix HoBoobpasoBaHui 95
y MonofbiX NaunMeHToB
B.A. LLlyBaes, N.C. MapTblHKeBUY

CumnTurpacbms ¢ 2I-MUBI y neTeii ¢ HelipobnacToMoi: OT BU3yanbHOIA 96
OLIEHKM K KONMMYECTBEHHbIM NpeAnKTOpaM
M.A. Aprapos, 10.H. INnkaps

MepcnekTuBbl hapMaKonorMyeckom aHTMTPOMb6OTUUECKON Tepanum 97
U npochnNaKkTUKm
T.10. Acbowkuna, 10.A. WndopwuH, [.B. Pepoposa, [.b. PropuHckuir, [I.A. EBcTpaTos, M.A. XXapkos

PA3OEN 2. TESUCHl NOCTEPHbLIX AOKJTALOB YYACTHUKOB KOHIFPECCA

KnuHuueckuit onbIT npuMeHeHUsa fapatymymaba B Tepanvmu napumvanbHOW 98
Kp&CHOKﬂeTO‘-IHOﬁ annasuu nocrne anyoreHHou TPaHCMJ1aHTaUUKU

reMono3TU4YeCKUX CTBOJ10BbIX KJITE€TOK

C.K. ApakensH, C.J1. Bnaros, C./. KospbiruH, [1.A. Escees, T.10. Canumosa, J1.H. LLlenunxosa,

[0.0. BanpunbounHa, M.A. MacuaH, A.A. MacuaH



Penkui cnyyai 10BeHUIIbHOW FPaHy1e30KIeTOYHOM ONYyX0JIU AMYHUKOB
y pebeHka. KnuHuueckum cnyyan, o63op nurepatypbl
E.O. BesnonbHoBa, M.C. Kybupos, A.A. Kupunnos, B.B. opes, 3.B. Kymuposa

Koppensuusa reHotuna v cheHoTMNa y NaLMeHTOB C CUHAPOMOM
MNopnuua-Tonbua

T.C. benbiwesa, B.B. CemeHoBa, E.B. LLlapanosa, B.M. Ko3noga, C.H. Muxainosa,
T.B. HacepnkuHa, C.P. Bapconomeesa

KnuHuuyeckuih cnyyan rHouHOro TupeonauTa y naumeHTa

C OCTpPbIM MuenobnacTHbIM JIEMKO30M

J1.A. BensikoBa, E.B. MHiowkunHa, C.B. AHowmHa, M.I0. JlaBpyxuHa, E.B. lopoxoBa,
[.A. Makaposa, E.I0. ApucTosa, B.0O. CtenaHoBa, B.A. ®aTeesa, A.B. CepervHa

UccnepoBaHue cuHeprusma uedprasmauma-asubakraMa u asTpeoHaMa
B OTHOLLUEHUU YCTONUMBBIX K LiepTasuammy-aBubakramy wraMmoB
rpamoTpuuaTenbHbix bakTepui in vitro

A.[l. Boponaes, K.B. MapkoBa, 0.C. KoskyLiHast, B.A. Muukeswny, I'.I. Cononosa

MHpuBupyanbHas u nonynsumMoHHas chapMakokuHeTuka cpakropa Vil
y netei ¢ Taxenoin reMmocounuen A
E.B. IMutpures

Mpodhunaktuka uurubutopHoi chopmbl Taxkenomn remochunuu A 'y peteu
B Pecnybnuke benapycb, 12-neTHui onbIT paboTbl
E.B. ImMutpures

Me3eHxuManbHble CTBOJIOBbIE KIIETKU Yy ieTEU C TAXenon npuobpeTeHHOM

anjlacTM4YecKou aHeMuemn

M.B. EMenbsHoBa, T.A. Yrnosa, 0.W. boiganos, A.W. UcalikuHa, E.I". [Tax, 0.B. AneiHuKoBa

Bbicokopo3Hasa BHyTpuBeHHas cheppoTepanus B NPpaKTUKe AETCKOro
OHKoOJIOra-reMaTtosiora
H.B. WHsikoBa, M.A. JlyHsikoBa, B.I". lemuxos

CuHApOM pacTyluen TepaToMbl Y NaLMeHTa co CMeLUaHHOM
repMMHATUBHO-KJTIETOYHOW ONYXOJIbIO AUUKA
B.A. Kanumynnun, U.B. Ocunosa, B.10. LLlanupo

MMnepnenMkouMTO3 M NNIEMKOCTa3 NPU OCTPbIX JIEUKO3aX Y AeTEu:
0CO6EHHOCTU KITMHMYECKOW KapTUHbI U TepaneBTUYEeCKUX ONUMUiA
A.C. KanyctuHa, E.C. Jlbiruna, A.10. CmupHosa, I.I". Bapatatusunu, 10.B. InHnkuHa

KnuHuueckuit cnyyai BpOKAEHHOro OCTPOro MUESTIOUMAHOIO JIEUKOo3a
N.C. KonuaHos, M.I". HaymoBuy, W.B. Mponeckosckas, H.M. KupcaHoga, 10.A. bapoBsckas,
0.B. Anennukosa

KnuHuuyeckuit cnyyan HeTUNMYHOWU Npe3eHTaLum OCTPoOro
numdpobnacTHoro neukosa
P.H. Kopsrun, I".P. KazapsH

Mouck noTeHuManbHbiX BUONOrMyeckMx Mapkepos

NpY BUHKPMCTUHOBOW NONIMHEBPONATUU Y AeTEN

0.B. Kopsikuna, O.11. KoeTyH, B.B. basapHbin, J1.I". ®eunna, J1.I". MonyLumHa,
M.A. KoneHkuH

CocTosiHue Me,lJ,VILIMHCKOﬁ noMoLuu oeTsM C 3yil0Ka4yeCTBeHHbIMU
HoBoobpasoBaHuaMu B Kypckoit obnactu
I".B. KymeHuoBa, H.B. YanneiruHa, ¥Y.C. CtaHoesny, U.B. 3ops

OLeHKa TOKCUYHOCTH MHAYKLIMOHHOﬁ XuMuoTtepanuu
npuv neukosax y peteu
E.C. INbirmna, E.A. AHpgpeesa, M.A. PycuHa, 10.B. nHnkunHa
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HOTEHLIMan Me3eHXMUMaJibHbIX CTBOJIOBbIX KJIE€TOK MJjialueHTbl

Ans npuMeHeHusa B MMMYHOCYHPECCMBHOﬁ KINeTo4YHOM Tepanuu

E.[". Nax, 4.1. UcaiknHa, M.A. Hoswukoga, 10.B. Casuu, A.A. XepHoceueHko, M.I". LLInTukosa,
t0.E. Mapeiko

Peabunutauusa y peteu ¢ nepBMYHbIMU MMMyHoaedULUTaAMU
3.K. MrocsH, A.B. Abpocumos, 10.A. PoauHa, E.B. XKykosckas, A.®. KapenuH, A.10. LLlepbuHa

MpodunakTMueckas MacTIKTOMMUSA Y HOCUTESIbHULIbI MyTaLMiA B reHax
PTEN v CHEK2

C.H. Muxainosa, T.IN. Kasybckas

FeHeTUUyecKkue hakTopbl pUCKa pa3BUTUA MeTabonnuyeckux HapyLLeHuUN
Yy neteu c I'eMOGHaCTO3aMM, nosfiy4yasLlinx XxuMuoTepanuio
T.B. Hacepkuha, A.P. }enesHsk, C.M. LLlymunoea, E.B. Xykosckas, A.®. KapenuH

3D-nNpUHTUHI M UHAUBUAYaNbHOE NPOTe3upoBaHue
B IETCKO OHKOOPTONEAUU: KITMHUUYECKMNIA Cnyyvai
B.[l. HaymeHko, A.l1. Macnos, 0.M. borpaes

OnbIT Tepanumn pedpakTepHbix chopMm OMJT y peten

C ucnonb3oBaHueM UMMyHoTepanuu EK-knetkamu

M.I". Haymosuu, T.B. LLmMaH, E.IN. Bawkeswny, 10.A. baposckas, H.M. KupcaHosa,
t0.E. Mapeiko, H.B. MuHakosckasi, 0.B. AneiiHnkosa

PasButne conupHoi onyxonu Ha hoHe FMraHTCKOro BPOXAEHHOI0
aucnnactuyeckoro HeByca: OonucaHue KnuHU4Yeckoro crny4vyas
H.10. Muwaesa, 0.B. Cnnyak, 10.A. Aknumos

TpaHcnnaHTaumsa MMKpobuoTbl B knnHuke TICK
(HUM OO uT um. P.M. Nopbauesoit)

A.B. lMnoTtHukoBa, 0.A. Mpokodhbesa

Cnyuau pebiota MMenogucniIacTMYECKOro CUHAPOMa C MyTauumen
B reHe SAMD9 nop Mackoi UMMyHHOIU TpoMbouuToneHuu y pebeHka 6 Mecsues
0.C. CenesHeBa, E.M. lNonosuHa, J1.[1. OpetukuHa, M.P. MorocsH, K.W. Kageiposa, K.C. AcnaHsiH

TpaHCHHaHTaLlMﬂ d)EKaﬂbHOFI MMKpOGMOTbI Y peuunueHTosB annoreHHou
TPpaHCJ1IaHTaUUU KOCTHOro Mo3ra U reMono3TuYeCKmUX CTBOJI0BbIX KJTIeTOK
I".3. CeperuH, .0. BponuH, A.B. MNudowmu, M.P. Xypasens, E.A. XXypasenb,

E.A. Bypues, .M. KypmaHos, B.B. KoHcTaHTvHOBa, 1.0. Bnacosa

3neKTp0|-||-|aﬂ CUCTeMa OLEeHKU KayeCTBa OKa3aHuUsA MG.EIMLI.VIHCKOVI noMoLyum
no npOCtJMHIO «[AeTCKaa OHKOoJiIorma u reMartosfiorna»
A.C. CniHuH, ®.H. KoctuH, 0.B. AneitHukosa, IM.A. HoBMuKoBa

3BonNIOLMUA OPraHOCOXPAHAIOLLEr0 fIeYeHU UHTPAOKYNSIPHOM
peTuHobnacToMbl y peteir. Poccumckuin onbit

T.J1. Ywakoga, B.I". Monsikos, 0.B. Moposuosa, 10.A. Cepos, 0.B. I0rai, 10.A. KioH,

A.A. fposon, C.B. CaaksH, WN.A. JTetsairuH, H.B. MaTuHsH, N.A. Tpocbumos, W.B. MNMorpebHsikos,
0.A. MBaHoBa, B.A. flpoBas, 3.P. Bupwike, b.U. JonrywwuH, C.P. Bapconomeesa

lMpuMeHeHne nocTTpaHcnnaHTauMoHHoro uuknodocdamMmuaa nNpu annoreHHou
TPaHCNaHTaLuMmn reMono3TUMECKUX CTBOSIOBbIX KIIETOK MOCHEe TOTanbHOro
obnyueHus Tena y petei ¢ ocTpbiM NMMP06aCTHBIM JIEUKO3OM.

OnbiT opgHoro LleHTpa

t0.I". ®eniokoBa, N.C. 3i03ruH, C.A. Bonyerkos, C.H. HoBuk

MocTTpoMboTMUECKUI CUHAPOM Y fileTel: YacToTa BCTPeYaeMoCTH
M KNMHUYecKue ocobeHHOCTH

T.10. Adowkmua, [.B. ®epoposa, [.b. dnopuHckuin, A.E. PyaHesa,

M.A. }apkos
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OnbIT NPMMEHEeHUsA HOBbIX NEepopasibHbIX aHTUKOAryNAHTOB B KIIMHNYECKON 128
npakTuke
T.I0. AdowwkmHa, 10.A. LLndpwH, O.B. depoposa, [.5. Pnopunckuin, [I.A. EBcTtpaTos, 1.A. }Kapkos

PA3AEN 3. TESUCbI HAYYHbIX PABOT YYACTHUKOB KOHIFPECCA

KoHuenuus nepcoHanusaunu peabunuraumoHHbIX MEPONPUATUIA 129
Ha BTOPOM 3Tane Ha OCHOBAaHUU U3Yy4YeHUs NO3AHUX OCJI0KHEHUM

TPaHCMJIAaHTaAUUU reMOoNo3TUYECKUX CTBOJIOBbIX KJTIETOK U OLI€HKH

cdunsmnueckoro craryca: onbiT ogHoro LleHTpa

A.b. Abpocumos, E.B. PymsiHueBa, E.B. Xykosckas, A.®. KapenuH

I'Iepcuc'rel-lu.uﬂ AOHOPCKUX KJ1eTOK nocgne MMMyHoTepanuu ranJiougeHTU4YHbIiMU 130
€CTeCTBeHHbIMU KUJIJIEPHbIMU KNeTKaMU MNMPU OCTPbIX neukosax
E.W. Nopbau, E.A. Naciokos, M.I". Haymosuy, A.C. lMyHbko, E.M. Bawkesuny, A.A. Murac, T.B. LLiImaH

Bsaumocessb nonumopcuamos reHos b6enkos-nepeHocunkos SLCO1B1 u ABCB1 131
€ ToKcuyeckumu acpcpekTaMm BbICOKOAO3HOro MeToTpeKcaTa npu oCTPoOM
numdobnacTHoM nenkose y geteu

O.0. lN'ypeesa, T.T. Banues, M.W. CaBenbeBa

KnuHuueckuii cnyyait ycnewwHoro fneyeHns MHEeKLMOHHBIX OCIOXHEHMM 132
TpaHCbe:’MﬂMM rpaHynouuToB y nauueHTa C X-cuenneHHbIM TAXeNbIM
KOMBUHMpOBaHHBIM UMMYHOAEPULMTOM

JIM. T'ywwmHa, M.I". Haymosuy, H.I. KupcaHosa, 10.E. Mapeiiko, H.B. MuHakoBckas,

H.A. Matenbckuit, 0.A. Muwkosa, W.B. MNponeckosckas

CuHApOM pacTyLuel TepaToMbl Y NaLMeHTa co CMeLUaHHOM 133
repMMHaTUBHO-KIIETOYHOMW OMYXOJblo IMYKa
b.A. Kanumynnun, U.B. Ocunosa, B.10. LLlanupo

MyTu onTuMMU3aLMKM NUTAHMA B AETCKON OHKOXMPYpPruu B KoHuenuuu Fast-track 134
1.B. KoposuHa

PesynbTaTbl leueHusi oCTpbIX peuuausupyioLmx/pecpakTepHbIxX 135
neiko3os ¢ npumeHenneM TICK (onbiT HMULL oHkonoruu um. H.H. brioxuHa)
1.0. KocTapesa, K.W. Kuprusos, T.T. Banues, H.A. batmaHoBa

AKTyanbHOCTb NPUMEHEHUs TeNleMeAULIMHCKUX TEXHONOruM no npocpunio 136
«[EeTCKas OHKONOrMs U reMaTonorusa»
®.H. KoctuH, E.B. lepunana, A.C. CrivHuH

OnbIT NPUMEHEHUA NTEKTPOHHOU CMCTEMbI OLIEHKU KauyecTBa OKasaHus 137
MeAMLMHCKON NoMoLLM B crny)Kb6e feTCKON OHKOMOruM U reMaTonorum
®.H. KocTtuH, A.C. CnnHmH

MoBo3pacTHasa 3abonesaeMocTb 3n0Ka4YeCcTBEHHbIMM HOBOOOpasoBaHMAMU 138
y neteu Kypckou obnactu
I".B. KyneHuoBa, H.B. YanneiruHa, ¥Y.C. CtaHoeBuy, V.B. 3ops

CpaBHeHMe cTaHAapTHOWU U peAyLMPOBaHHOW A03bl Nnepukcacopa 139
Ana KoMbuHupoBaHHON Mobunusauumn nepucepmyecKux reMono3TUYECKUX

CTBOJIOBbIX KJIETOK Y anJioreHHbIX JOHOpPOB

E.E. KypHukosa, MN.E. TpaxtmaH, WN.B. Kymykosa, 10.H. lapnoesa, P.[1. XucMatynnuHa,

[.E. MNepumH

MonekynapHo-reHeTMyecKas guarHocTuka CUHAPOMOB 140
NpeapacnonoXeHHOCTH K onyxonesbiM 3aboneBaHusaM y netei

(2020-2025 rr.: npoMekyTouHble UTOrn paboTbi)

M.A. KypHukoBa, I0.M. Mapeesa, A.C. CanomaTtuHa, H.B. Knunuuuxa, P.X. Abacos,

E.B. Paiikuna, A.E. [ipy#, I".A. HoBnukoBa, J1.A. ficbko



3HpOCKONMYeCcKMe MeToAbl AMArHOCTMKU PeaKUUu «TpaHCNiaHTaT NPoTUB
X03AUHa» KuweyHoi cpopmbl y peter. Onbir HMULL oHkonoruun

uM. H.H. bnoxuHa

B.B. Jlo3oBas, O0.A. 'ycaposa, P.C. CaBocuH, 0.A. ManuxoBa, A.O. TymaHsH, T.3. Annes, K.W.
Kuprusos, 1.0. Koctapesa

daTtanbHble CUHOPOMBI NMpeapacnosioXXeHHOCTU K onyXonaM: HaneperoHku
c cyabbou
l0.M. MapeeBa, M.A. KypHukosa, A.C. CanomatuHa, J1.A. fAcbko

OcTpbiv nMMcobnacTHbIA NENKO3 Yy roMO3UroTHbIX 65IM3HeL0B.
KnuHuueckuin cnyvau

N.B. Ocunosa, P.3. LLammacos, E.N. HusamytamnHosa, U.H. Yepesosa,

W.H. HypuTomHoB

OnbIT neyeHus numcpobnacTHbIX MMM OM U3 KNETOK-NpeaLeCcTBEHHUL,
y AeTeil 1 NOAPOCTKOB Nno npoTokonam ALL IC-BFM 2002/2009

T.10. MaBno.a, T.T. Banues

Cnyuai pebioTa nepeuyHoro uMMyHopedmumnTa noa MacKou
npuobpeTeHHOWU annacTUYeCKON aHeMum y aesouku 11 ner
M.P. MorocsH, 0.C. CenesHesa, E.M. NonosuHa, K.W. Kagbiposa, K.C. AcnaHsH

Pesynbtatbl neuenuns peteu ¢ 0J1J1 no npotokony BFM-2002
3a nepvwop ¢ 2010 r. no 2019 r.
[.K. NMonocyxuHa, M.A. MopryHoga, M.0. MeTtpyxuHa, B.B. Ceutaues, 1.B. Kypunosa

BbunaTtepanbHas HecppobnacToMa. OnucaHue KIIMHUYECKOro criyyas
M.E. Npokodpbes, M.B. Tenewosa, N.B. JoponuHa, H.H. Mepkynos, A.M. MutpodaHosa,
H.A. KpnseHuosa, [1.10. KauaHos

3soniouua nacnopta cnyx6bl no npochunio
«[eTCKasi OHKONOrMs U reMaTonorus»
A.C. CnmhuH, ®.H. KocTuH

MpuMeHeHne cenekTMBHOM Nna3sModunbTpauum y pebeHka
C TAXeJibIM TeyeHnemM aHTVICI)OCd)OHVIHMAHOFO CUHApoMa
N.U. Cnnuak, C.E. LiseTkoea, C.I". KoBaneHrko, 0.0. Cynapesa

Ponb HacnencTBeHHOM NpeApacnoNioeHHOCTH B pa3BUTUK
MUEeNoOMAHbIX Heonsnasuii ¢ MoHocoMueit/aeneuueii 7 XxpOMOCOMbI
[.B. ®enoposa, A.B. MNasnosa, A.fl. ABepoBa, E.A. [leopavesa, A.B. MNwoHkuH, H.C. CMeTaHuHa

PesynbTatbl neyeHus T-nuHenHoro octporo numdobnacTHoro neukosa
M.A. Wepsawmaze, T.T. Banues, H.A. bBatMaHoBa
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Pasgen 1.

Te3ucbi yCcTHbIX BOK1aA0B y4acTHMKOB KoHrpecca

BO3MOHOCTU TEXHONOrumn

NMPOCTPAHCTBEHHON TPAHCKPUNTOMMUKM

Visium 10x pnsa nsyuyeHus

AKKJ1y peten

[.C. Abpamos, E.B. Bonukos, H.B. MakoBa

@IBY «HaumoHarbHbIi MEANLMHCKNIA MCCIIER0BATENbCKUY LIEHTP BETCKOV reMaTosiormm, OHKOI0rmn u UMMyHoorum uM. [iMmtpus Porayesa»

Munsapasa Poccun, Mocksa

Llenb. M3yunTtb reteporeHHocTs ALK-no3nTtuBHoOM
aHannacTUYeCKoM KPYMHOKIETOYHON MMMAIOMBI y AeTel
ALCL.

Marepuansb! u MeTopbl. 148 nauneHToB ¢ ALK nosu-
TuBHOM AKKJ1. MeTopapbl nccnenoBanus: ructonorunye-
CKWI, MeTOA NPOCTPAHCTBEHHOM TPAHCKPUMNTOMMKM Ha
FMCTONOrMYECKUX Cpesax U3 napachMHoBbIX BIIOKOB.

AKKJT ¢ nepectpoikoin reHa ALK — opHa u3
Havbornee yacTbix T-KNeTOUHbIX NMMMOM y AeTew, OTiu-
YaloLLLaACS XOPOLLUMM OTBETOM Ha MPOBOAMMYIO Tepanmio.
OpHako, HeCMOTPS Ha BHEAPEHWEe HOBbIX MOAXOA0B B
Tepanuu, nNporpeccus v peunanBbl 3aboneBaHus SBs-
I0OTCSH OCHOBHOM npobnemon AnA Takux naluMeHTOoB,
0COBDEHHO B Cry4yasx C PeAKMMU TUCTONOrUYECKUMM
dhopMaMu faHHOM NUMdhoMbI, 1 TpebytoT fanbHenwero
M3YYEHNSI B KOHTEKCTE MOMCKA HOBbLIX TEPANEBTUYECKMUX
onuuin.

TexHONormmn U3yyeHns NPOCTPaHCTBEHHOW TpaHC-
KPUNTOMWKN Ha TUCTOMOMMYECKUX cpesax coBep-

LWMAN PeBOMIOLMIO B U3yYeHUU (DUKCUPOBAHHbLIX B
dopManuHe TKaHen, NO3BONMB M3y4aTb KIIETOYHYIO
reTeporeHHOCTb B uccnepyemoM obpasue. Mol
npeacTaBniseM nepsble pe3yfbTaTbl COBCTBEHHOrO
nccnepfoBaHUs Mo TEXHOMOMMU MPOCTPAHCTBEHHOM
TpaHckpunTomumkuy Visium 10x Ha obpasuax ALK nosu-
TnBHon AKKI1 y petein. B xope noknapa 6yanyT ocse-
LeHbl BOMpochbl AuddepeHumanbHo 3KCNpeccum
reHoB, Kak Mexnay obpasuamu (pedppaKkTepHoe
TeyeHne AKKJ1, MENKOKNETOUHbIA TMCTONOrMYECKUIA
BapWaHT, OMyxosib C OTBETOM Ha Tepanuio), Tak W Ha
YPOBHE KIETOYHbIX TUMOB B paMKax OAHOro cpesa
(onyxonesas monynsauus, MUKPOOKPYskeHue). Mony-
YeHHble faHHble MO3BOJIAT 0OXapaKTepu3oBaTb CreL-
ndryeckne naTtTepHbl SKCMPECCUU B Pa3fIMUHbIX
KMEeTOYHbIX MUHUAX W BbILENWTb KIl0YeBble TMeHbI,
KOTOpble OTBETCTBEHHbl Kak 3a MNPOrpeccuio
ONyXxonu, Tak M 3a B3auMoOelCcTBME OMyXOnu
C MUKPOOKPYKEHNEM.

Pediatric Hematology/Oncology and Immunopathology
2023 | Vol. 22 | Ne 2 suppl 1| 14



OnbIT NnpUMeHeHnsa chapMaKo3KOHOMUYECKOro
MofesiMpoBaHusa AJ1A pacyeTa 3aTpaT Ha
npoBefeHUe TPaHCNIaHTaLUUK reMono3TUYECKHUX
CTBOJI0BbIX KJIETOK Yy fieTeu ¢ remobnacrosamm

A.B. Abpocumos, [1.C. BnnHos, M.A. MacyaH

®IBY «HaumoHanbHbIi MEAVMLMHCKMI MCCIIEeR0BATEeNIbCKUI LIEHTP AETCKOWM reMaTosiorny, OHKOIOrm n uMMyHosorum uM. [immtpus PorayeBa»

Mun3zppasa Poccun, Mocksa

AkTyanbHocTb. CI0KHOCTb MPU pacyeTe CTOU-
MOCTMW TPaHCNIaHTaLMM reMono3TUYECKNX CTBOJIOBbIX
knetok (TIFCK) sakniovaeTca B He0BX0AMMOCTH yueTa
MCNosfb3yeMbIXx KOMBMHALMI NeKapCTBEHHbIX Npena-
patos (JIM), kKNUHUYECKUX 3PEKTOB fleueHus u
BO3HMKAOLWMX Y nauueHTa npobnem, otyero Habop
JIM n3meHsaeTca. AUCKYCCUOHHBIM ABMASETCA U Nepu-
OAM3auus 3Tanos.

Uenb. Onpepnenntb 3aTpaTthbl, UX CTPYKTYPY Ha
1 rop Kypauuu ycpefHeHHol mMogenu pebeHka, KoTo-
pomy bbina BeinonHeHa TI'CK no noBogy remobnacTtosa
C MCMNONb30BaHMEM [IBYX METOAOB MPOMUAaKTUKK
PTNX: TCRa/b/CD19-penneunn (TCR) un genneuun
in vivo BbICOKMMM f03aMu umnKnogocammaa (PtCy)
Ha OCHOBaHWKN PapMaKO3KOHOMMUYECKOro MOAENNPO-
BaHuA. lpoBecTn nepuogmnsaumio 3Tanos. CpaBHUTb
MoJlyYyeHHble 3aTparTbl.

MaTtepuanbl u MeTopabl. PeTpocnekTuBHO No
napamMeTtpaMm. 3aboneBaHue, ero craTyc, HOMep
TICK, Tun poHopa nopobpaxbl aBe “match paired”
rpynnbl getert (n = 101) ¢ remobnacTtosaMu, KOTOPbLIM
nposeneHa TICK ¢ ucnonb3osaHnem TCR (n = 62)
n PtCy (n = 39) B nepuog ¢ Mas 2013 r. no sHBapb
2021 r. B ®I'BY «HMUL, AIOUN nM. OMuTpus Porauesa»
MuHsgpasa Poccuun. 1ns dhapMako3KOHOMUYECKOr o
MOAENMPOBaHUA MUCMNoNb3oBaHa Mopenb MapkoBa
CO CrnefyioLWUMN CYpPPOraTHbIMU TOYKAMU: KyMyns-
TUBHble PUCKW Pa3BUTUSI PELMOMBA, OCTPOA U XPOHU-

BoMpoch! FeMaTonorin/oHKOOr A 11 MMMYHONATONON M B NeauaTpum
2023 | Tom 22 | Ne 2 npun 11 15

yeckoi PTIX, TpaHCcnnaHTaLMOHHO-acCOLMNPOBAHHOWM
netanbHocTH, obLei, BecobbITUNHON BbIsKMBAEMOCTH
n BbiskmBaeMocTun Bes peumomea u PTIX, nocnepHue
TPU UCMOMb30BaHbl TaKXe B KauyeCTBE KOHEYHbIX.
YKa3aHHble NokKasaTenu MpUMEeHeHbl Afa pacyeTta
UaCTOTbl MCMOMb30BaHMA MeAULMHCKUX yenyr (MY) u
JIN Ha Mopenb BecoM 35 Kr, NfoLaabio NOBEPXHOCTH
Tena 1,1 M2 PacueT 3aTpaT NpOW3BOAMIICS Ha OCHO-
BaHUM METOOMKMK, yCTaHoBneHHown lMpukasom Ne556
ot 13.08.2015 MwuH3pgpaBa Poccum n cpepHeB3Be-
LUEHHbIX LleH 3a nepuof. Bce 3aTpaTtbl pa3geneHbl Ha
HenpsiMble, NPSAMblE: MEAULMHCKME U HEMEAWLMHCKME.

PesynbTtatbl. Obwme 3aTtpaTbl 3a 1 roa: TCR
6 702,094 TbIC. pyb.; PtCy 7 325,661 Thic. pyb. Ha
OCHOBAHWUN AVHAMWKN U3MEHEHUS KOHEYHbIX TOYEK BO
BPEMEHW, U3MEHEHNs 3aTpaT Npou3BefeHa Nepuoan-
3aumsa Ha 2 aTana: 1-i — oT MOMeHTa rocnuTanmaauum
B oToenexHue no 30-x cyToK, 2-1 — oT 31-X CyTOK [0
1 ropa. O6wwme 3atpatbl ana TCR 6binn Bbiwe Ha 1-M
3Tane n HUxe Ha 2-M no cpasHeHuio ¢ PtCy.

BbiBogbl. ®apMak03KOHOMUYECKOE MOLENUpPO-
BaHWe MO3BOSIAET paccuMTaTb 3aTpaTbl HA FOLOBYIO
Kypaumio opHoro pebeHka, nepeHecwero TICK,
OMpenenuTb UX CTPYKTYPY, NPOBECTH NEpPUOAM3aLMIo
3TanoB, CPaBHWTb pe3ynbTaTbl MO LBYM MeToLaM
npodpunakTuku PTIMX, mcnonb3oBaTb pesynb-
TaTbl A1 NpoBefeHns dPapMak03KOHOMUYECKOro
aHanusa.



HoBoe B neyeHuun T-kKneTouyHOU NeMKeMUM:
onbIT rpynnbl «MockBa—bepnuu»

M.N. Aby Oxaban?, 10.B. PymaHuesa' 2, 0.W. boinaHos!, A.M. Monog?, J1.M. apukosa® 2, C.H. Jlaroiiko?,

A.MN. Wanounuk®, A.N. KapauyHckui:2

1PIBY «HaumoHasrbHbIk MeauUMHCKUIA UCCIIER0BATETbCKMI LIEHTP AETCKOM reMaTosiorum, OHKOIOr MM U UMMYHOSTOr M uM. [IMuTpus Porayesa»

MuH3gapasa Poccum, MockBa

2QI'b0Y BO «Poccuiickuii HaUuMOHabHbIN NCCrenoBatebCkuii MeanumHeKuii yHuBepcuteT um. H.U. Muporoa» MuHaapasa Poccum, Mocksa
3I'BY3 «OpeHbyprekuii 0651aCTHOM KIIMHUYECKUIA OHKOIOrMYecKuii aucnaHcep>, OpeHbypr

AKTyanbHOCTb. T-K/1€TOYHblE (DOPMblI OCTPOro
numdbobnacTtHoro neikosa (T-0J1J1) sHauMTenbHo
OTNMYaOTCA NO CBOMM BMOMOrMYECKUM xapaKTepu-
CTUKaM OT B-nuHelHbIX BapMaHTOB, @ B KITMHUYECKOM
nnaHe oHu 6onee HebNaronpUATHbI U XysKe NoafalnTCs
Tepanuu.

Uenb. Ontummnsaumnsa tepanum nauneHtos ¢ T-0J1J1
nyTeM pasfeneHvs naumeHTOB Ha rpynnbl B 3aBu-
CMMOCTU OT pUCKa peunamBa C Lenbio BbipaboTky
PUCK-afanTUPOBAHHONM Tepanuu u oueHka addek-
TUBHOCTW PasfMUHbIX TepaneBTUYECKUX OMUUIA B
OTAEeSIbHbIX MOArpynnax nauveHToB.

Matepuanbl 1 MeToabl. B nccnenosaHue BKNIO-
yeHo 763 naumeHTa c nepeuuHbiM T-0J1J1 B Bo3pacTe
oT 1 ropa no 18 net, 3apeructpupoBaHHbiX B base
LaHHbIX MCCNefoBaTeNnbCKOW rpynnbl «MockBa-
BepnuH>» B nepuog ¢ 21.11.2014 no 01.01.2023, u3
59 ueHTpoB Poccuiickon ®epepaunm n Pecnybnvku
Benapycb. Bce nauueHTbl nonyyanu Tepanuio no
npoTtokony ALL-MB 2015. B 2014-2018 rr. nauneHToB
CTpaTMdMUMPOBaIK Ha rpynnbl pucka (Huskoro (LR),
npoMexyTouHoro (IR) v Bbicokoro (HR)) Ha ocHose
WHMLMaNbHOro MMMyHodeHoTuna, akcnpeccun CD1,
0TBETa Ha MHAYKLUMOHHYlO Tepanuio. B 2019-2022
rr. MpUMeHAnacb nepecMoTpeHHas cTpaTudmkauums,
oCHOBaHHasA Ha akcnpeccun CD1 n TCR Ha onyxo-
NeBbIX KIeTKax, paHHeM oTeeTe Ha Tepanuio (15 aeHb).

PesynbTatbl. beccobbiTuitHas BbIXXMBaeMOCTb
(EFS) B uenoM ans Bcex NauMeHTOB cCOCTaBuna
73 + 2%. B 2014-2018 rr., cornacHo 1-Mmy Bapu-
aHTy cTpaTuduKauuu, naumMeHTbl pacnpegenuuch

Ha rpynnbel pucka cneayowum obpasom: LR -
211 (61,7%), IR = 92 (26,9%), HR — 39 (11,4%). EFS
coctasuna 74 + 3% (LR), 66 + 5% (IR) u 69 + 7%
(HR). Mo pesynbTataM paHLOMU3UMPOBAHHOMO MUCCrie-
posaHus B rpynne LR noapybuumnn (IDA) He mokasan
npeuMyLlecTsa nepen fayHopybuumHom (DNR): EFS
cocTasuna 77 + 6% (IDA) n 82 + 5% (DNR), p = 0,34. B
rpynne IR nobasnexune 2-i gasbl MHAYKUMM (MpoToKon
Ib) NpuBEnO K CyLLECTBEHHOMY YBEIIMUYEHWIO BbIXKMBA-
emocTu: EFS coctasuna 78 + 8% n 53 £ 12% cooT-
BeTcTBeHHO; p = 0,24. B 2019-2022 rr., cornacHo
2-My BapuaHTy cTpaTudmkaummn, pacnpenefneHne Ha
rpynnbl 6bin0 crnepylowmM: LR — 144 (34,2%), IR -
175 (41,6%), HR — 102 (24,2%). EFS cocTasuna
82 + 4% (LR), 78 + 4% (IR) n 62 + 5% (HR). B rpynne
HR cpenun naumenTtoB c TIV-OJ1JT oBbHapyxeHbl
pasnnuns B BbIKMBAEMOCTM B 3aBUCMMOCTM OT TuMa
akcnpeccupyembix TCR: EFS y maunenToB ¢ TCRof
cocTtasuna 43 + 13%, Torga npwm akcnpeccum TCRy3d —
77 £ 9%; p = 0,06.

BbiBopbl. [Maunentol ¢ T-0J1J1 asnsioTca rete-
POreHHOW rpynnon, KoTopas MoxeT bbiTb paspe-
fleHa Ha MOArpynmnbl, UMEOLLME Pa3MYHbIA MPOrHO3
n Tpebylowmne pasnnYHON Tepanuu, Ha OCHOBE
MHULUManNbHbIX (DAaKTOPOB WM paHHEro oTBeTa Ha
Tepanuio. Ncnonb3oBaHne 2-n asbl MHAYKLUK
y nauveHToB B rpynne T-IR npuBeno k ysenu-
YeHMI0 BblKMBaeMoCTu. [loarpynna nauuMeHToB C
TIV TCRaB—-0J1J1 nmeeT cambii HebnaronpuaTHbIN
nNporHo3 u TpebyeT BbIpaboTKM HOBbIX MOLXOLOB
K Tepanuu.
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[loka3aTenbHas reHeTuKa: noaxopabl
K UHTeprnpeTauMm naToreHeTUMeCKoOn 3Ha4YMMOCTH
HOBbIX FeHETUYECKUX BapMaHTOB

M.10. Anekcetko?, B.B. 3axapoBa?, B.B. bpunnuarTosal, K.P. bytos!, A.J1. XopeBal!, M.A. KypHukosal,
A.J1. Kosnogal, 10.A. Poaunnal, A.10. LLlepbuHal, E.B. PaiikunHat

1PIBY «HaumoHarnbHbI¥ MEaULMHCKWIT UCCIIeN0BaTETbCKMI LIEHTP AETCKOM reMaTosiorum, OHKOSIOr M U UMMYHOOrum uM. [iMutpus Porayesa»

Mun3zppasa Poccun, Mocksa

2HaumoHarbHbIV MeaVLIMHCKUE NCCIenoBaTeIbCKui LIeHTP SHAOKPUHoIoruM, Mocksa

Uensb. lNpoBectn doyHKUMOHAMbHbIE UCCIIEA0BaHMSA
FeHeTUYeCKUX BapMaHTOB HEACHOrO KIMHUYECKOro
3HaueHus, NOTeHUMaNbHO BNUSIOLLIMX Ha CNnaicuHr u/
nnn ypoBeHb akcnpeccum MPHK.

Matepuansbl n Metoabl. B KayecTBe MaTepuana
ncnonsb3osanu [HK unn MPHK, BbigeneHHyio n3 MoHo-
Hykneapos nepudepuyeckon Kposu. [MOAroTOBKY
OHK-6ubnnoTek ocyLlecTBAANM MeTOLOM CENeKTUB-
HOro rMbpuansaLnMoHHOro oboralleHusi ¢ NpUMeHeHNEM
KaCTOMHOW NaHesnm 30HI0B npoussoacTsa Roche (LUseit-
Lapusi), BkJllovaioLeit 458 reHoB, acCoLMUPOBaHHbIX C
pasfMyHbIMK MMMYyHOLEedIMLMTaMM, COracHO NPOTOKOIY
npoussoputens. CeKBeHnpoBaHWe NPOBOAMAN Ha MnaT-
dopme NextSeq Illumina MeTogOM NMapHO-KOHLIEBOrO
uTeHus (126 x 2). 06paboTKy AaHHbIX CEKBEHUPOBaHUSA
MPOBOAMNM C UCMOJIb30BaHNEM COBCTBEHHOr0 aBTOMaTH-
3VPOBaHHOr0 anropuTMa, BKITIOYAIOLLEr0 BblpaBHUBaHNE
npouTeHuen Ha pedIepeHCHYI0 NOCcCnenoBaTENbHOCTb
reHOMa YesioBeKa M aHHOTALMIO HaiOEHHbIX BapUaHTOB
no BceM TpaHckpuntam Basbl RefSeq. Ins npensapw-
TeSIbHOV OLIEHKM BAMAHWS Ha CNIaWCUHE MCMOMb30Bany
nporpammel SpliceAl n ASSP. Beinenenve PHK Bbinon-
HAMK ¢ noMolublo Habopa TRIzol (Invitrogen), oBpaTHyio
TpaHCKpUMLUMIo - ¢ noMoLLbio Habopa Mint (Esporen).
KoHueHTpauuio PHK oueHunBanu Ha Nanodrop One
(Thermo Fisher Scientific). OueHky akcnpeccun PHK
MPOBOAMIN METOLOM KonuuecTBeHHow MLP B peskume
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peasibHOro BpeMeHu Ha npubope Rotor-Gene Q (Qiagen).
MpaAmoe cekBeHupoBaHue no CaHrepy nNpoBOAMNK Ha
kanunnapHoM cekBeHaTope Genetic Analyzer 3500XL
(Applied Biosystems).

PesynbTaTtbl U obcyxpeHue. o pesynbraTam
cekBeHnpoBaHua K[JHK reHeTMueckux BapuaHToB HesAC-
HOIO KITMHMYECKOrO 3HAYEHWS!, MOTEHLMANBHO BIIMAIOLLMX
Ha cnnancuHr, ycTaHoBfeHo, 4To BapuaHTbl ELANE
¢.570G>A (het) n LCP2 ¢.772+1G>C (homo) npveoasTt
K HapyLLEeHWIo NpoLuecca CnfanucuHra u yKopoYeHuio
TpaHckpunta MPHK Ha 30 n.0. 1 Ha Lenblii 3K30H COOT-
BeTcTBEHHO. [1pu oueHke akcnpeccun MPHK BbiSiBEHO,
uTo BapuaHThl XRCC4 c.25delC (het) n CORO1A ¢.19C>T
(hemi) He MpMBOAAT K M3MeHeHMIO 3Kcmpeccu MPHK
MO CPaBHEHMIO C YPOBHEM 3KCMPECCUMM y 3L0POBbIX
L0OHOpOB. CTOWUT OTMETUTb, UTO HOPMaslbHbIA YPOBEHb
akcnpeccum MPHK y nauueHTa ¢ 3aMeHOl B reHe
CORO1A coueTancs ¢ nMpaKTUYeCKU MOJSIHbIM OTCYT-
cTBveM beslka Nno AaHHbIM BECTPeH-bnoTa.

BbiBoabl. PyHKUMOHaMbHbIE MCCNEfOBAHUA Ha
ypoBHe MPHK MOryT Cny»uTb MCTOYHMKOM AOMOMHU-
TenbHOM MHAOPMaLIMM U MOTYT CYLLECTBEHHO MOMOYb B
MHTEpNpeTaLmmn TOro UM MHOMO FeHETUYECKOr0 Bapu-
aHTa. MiccnepnoBaHus, MPOBOAMMbBIE UCKITIOUMTENBHO Ha
yposHe MPHK, He Bcerpa pailoT 0OCTaTOYHO CBEOEHMUI
0151 OOHO3HAYHON MHTEPMNpeTaLMM U HEPEeLKO HYKOAloTCH
B OOMOSTHEHUM NCCMNENOBaHUAMUN Ha BEMKOBOM YpPOBHE.



AyTonoruyHas TpaHCnJaHTaUUA reMono3TUYECKUX
CTBOJIOBbIX KJIETOK MPU 35I0Ka4YeCTBEHHbIX
HoBOODOpa3oBaHuUAX Y AeTeMu:

onbiT HMWULL oHkonoruu uM. H.H. bnoxuHa

T.3. Anmes, K.M. Kuprusos, M1.0. Koctapesa, K.A. Cepreenko, E.b. MauneBa, H.A. Bypnaka, H.I. CtenaHsH,
P.P. ®atxynnwuH, 10.B. INososaH, T.W. MoTeMkumHa, K.B. Mutpakos, M.B. PybaHckas, I".5. CarosH,
A.M. CyneimaHoBa, A.C. TéMHbIN, 0.M. PomaHuoBa, T.T. Banues, H.A. batmaHoBa, O0.A. Kankoga, B.I". MNonsikos,

A.TN. KasaHues, C.P. Bapcdonomeesa

HayyHo-nccrnenosatenbCkuii MUHCTUTYT AE€TCKOM OHKONOr M U rematosiorm uM. akaa. PAMH JT.A. lypHosa ®I'BY «HaumoHanbHbIi MEANLUMHCKMI
uccnenoBaTenbCKuk LeHTp oHkosorum uM. H.H. brioxuHa» MuHsapasa Poccumn, Mockea

AKTyanbHoCTb. AyTONOrMYHasa TpaHCnaHTaums
remMomnoaTUUYECKUX CTBOMOBbLIX KieTok (ayTo-TICK)
ynyyluaeT UCXOAbl y NaLMEHTOB C remMaTonornyeckumMu
1 OHKOMOrnyeckumn (ConmaHbIMM) 3MoKaYeCTBEHHbIMM
HoBoobpasoBaHuaMu (3HO).

Matepuansbl u Mmetopbl. B ®I'6Y HMUL| oHkonorum
uM. H.H. BnoxuHa 3a nepuop 2020-2022 rr. npoBeneHo
159 ayto-TI'CK nns nauMeHTOB CO 3110KaYeCTBEHHbIMU
HOBOOOpa30BaHMSAMU: FremMaTonormyeckme: MM omsl
(BepkutTta, XomkkuHa) (N6, J1IX) — uentp HXM u 6 B
P®: nomyctuH/aTonosua/untapabui/mMensdanaH;
OHKoflornyeckue: HerpobnactoMa (HB) — npoTokonbl
COG/NB: TpeocynbgaH/MendpanaH; repMMHoOreHHas
onyxonb (FKO) — npotokon MAKEI 2005: TaHAeMHbiIi
PEsKUM TUOTEMa-CoaepaLLmii; onyxosb Bunbmca (0B) -
SIOP RTSG: menbchanaH; capkoma lOunra (CIO) —
npoTokon RESTART, EE: TpeocynbcaH/mMenbdanan;
mepynnobnactomMa (MB) — npotokonbl rpynnbl HIT, ATPO:
TaHOEMHbIV PEXWM TUOTENa-COLepsKaLLuA; peTUHob-
nactoMa (PB) — uenTp Pb B P®: kapbonnatuH/senesnn/
umknodocdomua; nieBpo-nynbMoHansbHas bnactoma
(MMNB) — no cornacosaHuio ¢ PPB-registry: Tpeocynbdan/
MenbdanaH. Bce KOHAMLIMOHMPOBaHUA NPOBOAMIUCH Ha
dhoHe CTaHAaPTHOW COMPOBOAUTENBHON TEpPaN.

PesynbtaTbl. 3a 24 mMec nposegeHo 159 ayTo-
TrCK. Mon M=86, K=73; 1:1,1. MenunaHa Bo3pacTa:
110,5 mecsua (11-210). MaumneHTsl ¢ remMaTosioruue-
ckumm 3abonesaHusamu: J1X u J1b — 17 naumeHToB: ymep —

1, peunnms — 7, nporpeccus — 1. MMaumneHTbl C conua-
HbiMn 3HO: HB-85 nauneHToB: ymMep — 8, peumams — 9,
nporpeccus — 3; ClO — 26 nauveHToB: ymMep — 5, peunans —
8, nporpeccus — 6; OB — 16 nauveHToB: ymep — 2,
peunams — 3, nporpeccus — 1; KO — 8 nauneHToB: ymep —
0, peunpus — 0, nporpeccusa — 1, Pb — 3 naumeHTa:
ymep — 1 naumeHT, peunaus — 0 nporpeccusi — 1; MMNb -
1 nauuenT: ymep — 0, peunaus — 0, nporpeccusi — O;
MbB — 3 nauuenTa: ymep — 1, peumamns — 0 nporpeccust —
0. OcnoxHeHua Ha a3tane ayTto-TICK: Mykosut
1-3 cTenenun (CT.), HEATPOMEHNYECKMIA SHTEPOKONNT
1-2 c71., TokCukopepmusi 1-3 cT., mepuaHanbHbIv
pepMatut 1-2 cT., BTOpUYHasa apTepuanbHas runep-
TEeH3Usl, NHEBMOHWA (0BHOCTOPOHHSASA/LBYXCTOPOHHSS),
umcTut. U3 159 naumentos (100%): yMepnn — 18 nauu-
eHTOB (11%): OT OCIIOKHEHWI1 B paHHeM MoCTTpaHC-
nnaHTauMoHHoM nepuone — 3 (2%), oT OCHOBHOrO
3abonesaHuns — 15 (9%). Mporpeccus ocHoBHOrO 3a60-
nesanusa — 13 naumeHTtoB (8%). Peunans oCHOBHOMO
3abonesaHus: 27 naumenTos (17%). MeanaHa BoccTa-
HOBMeHwWs remMonoasa: 12 aeHb (9-15). Meauara Habsio-
nenus: 13 mecaues (2-24).

BoiBopbl. AyTo-TICK y peTtelt ¢ oHkonoru-
YECKUMU U remaTonormyecknummn 3aboneBaHuamu
ABNSETCA ONuUMen Tepanuu ¢ NPUEMNEMbIMU pe3yslb-
TaTaMu. Kaxpbll naumeHT TpebyeT MHAMBUAYaNbHOrO
nopxopa K BefeHuio Ha aTane TI'CK n nocnepnyioutero
HabnioneHus.
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OueHka n3MeHeHUs cocTaBa Tena y eTeu nocne
TICK c ucnonb3osaHueM MeTona passefeHuUs

NEeUTEePUs U ABYXIHEPreTUYeCKON peHTreHOBCKOMU
abcopbunoMeTpumn: NpoMeXyTOUYHbIE pe3ynbTaTbl

nccrieqpoBaHuA

l0.A. AnbiMoBal, A.I0. Bawypa?, C.I'. PynHes?

1OIBY «HaunoHanbHbIf MEAVUMHCKWI MCCIIEA0BATENLCKUI LIEHTP AETCKOM reMaTonorum, OHKOMOrun U UMMyHoorum uM. [mutpus Porauesa»

MuH3apasa Poccum, MockBa
2Q0IbYH UBM um. I.N1. Mapuyka PAH

Uenb. Anpobauna mMeTopa pasBefeHus nentepus
(MP[I) ons oUeHKK cocTaBa Tena y [eTei C OHKosormye-
ckuMu 3aboneBaHusMM Ha aTane TICK.

MaTepuanbl n Metopbl. [IpocnekTuBHOe uccne-
poBaHue nposoamTcs Ha base ®IBY «HMUL OIOUN mm.
Omutpus Porauesa» MuHagpasa Poccun npu nopaepskke
Me)AayHapooHOro areHTCcTBa aTOMHOM 3Hepruu
(MAFAT3). B nccrnenoBaHne BKITIOYAIOTCSA MaLMeHTbl C
OJ11, OMJ, nuMdboMaMu 1 annacTUYecKor aHeMuen, B
Bo3pacTe OT 5 0o 15 neT, KOTopbIM CREeAyoLLMM 3TanoMm
Tepanuu nnaxvposanock nposeaeHue TICK (Brnepsbie),
a TakxKe C OTCYTCTBMEM MPOTUBOMOKa3aHU ANs npuema
MULLX/SKULKOCTU per oS U NpoBeaeHNs BrionMnenaHcHOro
aHanusa cocTasa Tena (BWMA). MaumenTbl obcnenosa-
nuck nepep TICK 1 Ha paHHKX cpokax nocne ero npose-
nenus: 3a 3010 cyTok go TICK (aTan 1), Meskay —2 u
+2 cyTkamu TICK (atan 2), ot 30 no 45 cyTok nocre
TFCK (stan 3), ot 100 go 125 cytok nocne TICK
(atan 4). MNpouenypa obcrnenoBaHus BKIloYana npume-
HeHne MPL (1, 4 atanbl), peHTreHogeHcutomeTpum (1,
4 3tanbl), BUA (1-4 aTanbl), aHTPONOMETPUYECKUE N3Me-
peHus (1-4 aTanbl) ¢ OLUEHKOM cCoMaToTUNa Mo Cxeme
Xut-Kaptepa (1, 4 atanbl), a Takxe U3MepeHune cunbl
C)aTus KUCTU, OLEHKY noTpebnseMon nuwm, obbema u
KauecTBa HYTPUTUBHOW MOSAEPMKM (MULLEBON OHEBHWK,
LaHHble NUCTA Ha3HaAUeHUs) U OLEHKY TOKCUYECKUX
adpchekToB no wkane CTCAE 5.0

MP[ npuMeHsieTCcs B COOTBETCTBMM C METOAUYE-
CkUMK pekoMeHpauunsamn MATAT3. lMepen Hauanom
ucnonb3osaHua MPL Bbina oTpaboTaHa MeToamKka TUHAA-
mmsaummn Npob fenTepupoBaHHOM Bofbl 418 obecneveHus
BakTepuonorunyeckon besonacHoctu. Ha ocHoBe conep-
aHusa fentepus B npobax CrioHbl nauveHTa yepes 3 v
4 yaca nocrne npvema genTepupoBaHHOM BOfbl, U3MEPEH-
HOro C MOMOLLIbI0 MHCPpaKpacHoro dypbe-cnekTpoMeTpa
Bruker Tensor 27 (Bruker Optics GmbH, T'epmanus),
oLeHvBanu obLumin obbeM Boabl B opraHvame. Ha ocHoBe
3aBUCSALLIEr0 OT BO3pacTa 1 nona koadpdmumeHTa rugpa-
TaLmMu TOLLe MacCbl KONTMYECTBEHHO OLIeHMBasM TOLLLYIO
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Maccy nauueHTa. ConocTaBnany pesynbTaTbl OLEHKU
cocTaBa Tena nauneHToB Ha ocHoBe MP[], peHTreHoneH-
cutomeTpun n BUA.

PesynbTaTtbel. Ha Tekyuwiem 3Tane BKIOYEHO
35 peten. Bce naumeHTbl HysKOanMCh B NapeHTepansbHom
HYTPUTUBHOW MOAMEpPNKKe, KOTOopasd NpoBOAMNACh Ha
atanax 2 u 3 (n = 35) v Ha atane 4 (n = 6). HaunHas ¢
3Tana 3 Bce MauMeHTbl MOfyYanu SHTeparbHYo HYyTpu-
TUBHYI0 nopnepskky. MPL peanusoBaH y 7 maumeHTOB.
MpnunHamu orpaHuyerHoro nposefeHuna MP[ 6binu
Hanafka MEeTOAWKM B MepBble HECKOSIbKO MecsLeB
Habopa nauueHToB (n = 15), KNuHMUecKkne npobnemsi,
NpensTCTBYIOLLME NPUEMY AeNTEPUPOBAHHON BOObI — 5,
0TKa3s popuTenei oT BbiNonHeHus obcnenosarus MP[ B
CBSI3V C pagmodpobuen — 6, 0TKa3 NaLMeHTOoB B NpoLiecce
BbIMONHeHMst obcrnenoBaHna — 2. Y Tpoux NaumMeHToB
MP[] BbINOMHEH TOMbKO Ha aTane 1 (B CBA3KM C HEBO3-
MOMHOCTbIO MpremMa OernTepuMpoBaHHOM BOLbI Ha 3Tane
4 1N3-3a 3METMUYECKOro CMHAPOMA W/UIU AnapenHoro
cuHopoMa). poBefeHne CTaTUCTMUYECKOro aHanmnsa Ha
TEKyLleM 3Tane NpesaeBpeMeHHo, OAHaKo Habmopa-
eTCS TEHOEHUMS K Pa3HOCTU OTAENbHbIX MoKasaTenen
TKaHEBOro cocTaBa Tena npu ucnonb3oBaHun MPL u
PEHTrEHOAEHCUTOMETPUMN 1 COOTBETCTBMIO NMOKasaTenen
npv ucnonb3oBanum MPLl v BUA. Y peTelt ¢ cyLlecTBeH-
HbIMU KonebaHusiMM 0bLLei Boabl 3TV pasnuuusi CTaHo-
BUNMCb BonbLUMMK. BbISBUNOCH CHUKEHME BE3KMPOBOrO
KOMTMOHEHTa M CKefIeTHO-MbILLeYHON Macchl 1 obuias
TEHLEHLMA YBEIIMYEHNS KUMPOBOM MaccChl y feTel Ha
aTanax 2 1 3.

BbiBopbl. OBHapyskeHO, uTO npumeHeHne MP[ y
BblBpaHHOM KOropThl MaLMEHTOB OFPaHUYEHO B CBSI3U
C OCII0KHEeHUsIMW Tepanuu OCHOBHOro 3aboneBaHus u
papnochobuent. Y naumeHToB, obcnenoBaHHbIX BCEMU
MeTonaMu, 0BHapysKeHO TeCHOe COOTBETCTBUE CPefHUX
3HayeHU oLEHOK cocTaBa Tena Ha ocHose MP[ u
BWA, B TO BpeMsa Kak COOTBETCTBYIOLLME OLEHKM Ha
ocHoBe MP[] # peHTreHOLeHCUTOMETPUMN 3HAYUUTESBHO
pasnuyanuce.



Tepanusa 3nokavyecTBeHHbIX
numchonponucepaTMBHbIX HOBOOOpa3oBaHUM
y nauueHnToB ¢ U] c pedpektamu penapauuu IHK

J1.X. AHpepxaHoBa

GIBY «HaumoHasbHbIA MeaULUMHCKUI MCCIIEA0BATETbCKUI LIEHTP AETCKOM reMatosiorum, OHKOTOM MM U UMMYHOSTOr M uM. mutpus Porayesa»

MuH3gapasa Poccum, MockBa

Lenb. M3yueHne ocobeHHOCTeW Tepanum 31oKaye-
CTBEHHbIX HOBOOBpa3osaHuit (3HO) y naumenTos ¢ NMAC.

MaTtepuansbl n Metopbl. B nccnenosanne BKIio-
yeHbl 14 naumenTos ¢ AT v 10 naumenTos ¢ CH, koTopble
Habmoganuce M MONHOCTbLIO 3aBepLunnu Tepanuio 3HO
B nepuop ¢ 01.01.2007 no 31.12.2022 8 HMUL, ArON
nMeHu [1. Porauesa.

Pesynbtatbl u 06cyxpaenue. Cpean 14 nauneHToB
¢ AT BbisiBneHo 16 crnyyaeB OHKOMOrnyeckunx 3abone-
BaHwWin: 3 cryyas - T-kneTouHoro octporo numdobnacT-
Horo neiiko3a (OJ1I1), 2 - B-kneTouroro OJ1J1, 6 - 3penbix
B-KMETOUHbIX HEXOMMKMHCKMX NuMdpom (B-HXTIT), 2 —
numdbombl XomkuHa (J1X), 1 — NK/T-kneTtouHoi
numdoMbl, 1 — T-numdpobnacTHol numdombl, 1 —
menynnobnactomsl. Cpeaun 10 nauveHTos ¢ CH BbifBREHO
Bcero 12 cnyuaes 3HO: 6 — gudpdysHon B-kneTouHom
KpyrnHoKneTouHoi numcbomsl (ABKKI), 1 - J1X, 2 - nepu-
dhepuyeckor T-KNeTouHon NMMApombl, 2 - T-KNeTouyHoro
NponMMAOLMTapHOro neikosa, 1 — anuTennMounaHom
pabnomMuocapkombl. Cpean Bcex 3HO npeobnapanu
3penble B-HXJ1 - 42%, 13 Hux yaLle BCcero BCTpeyanachb
OBKKJT = 91%. Cpenu Bcex MNOC oTMeyeHo 4 cnyyas
pa3BUTUA BTOPOW OMyXOmnun: 2 crydyasi y MaumeHToB C
AT, 2 — y naumenToB ¢ CH. lnarHos MUAC po Hauana

Tepanun 3110Ka4YeCTBEHHOM OMyXonu bbi 3anofo3peH
WK NOATBepPKAEH B 62% cnyyaes y naumeHToB c AT, B
100% cnyuaes y nauveHTos ¢ CH. Tepanus nposoaunach
COrflacHoO NpPOTOKOf1aM MO HO30M10rnYeckuM chopmam ¢
MoamdhrKaumsaMmn 103 xumuonpenapaTos. Cpenun naum-
eHToB C AT penykuusi [Oo3 XMMuonpenapaToB NpoBO-
ounacb B 93% cnyvaes, cpeon CH — B 80% cnyuaes.
YpoBeHb AOCTUNKEHWS peMuccum bbln [OCTAaTOYHO
BbICOKMM: naumneHTbl ¢ AT — 81%, naumeHTsl ¢ CH — 58%.
Mo HalMM [JaHHbIM MCMOMb30BaHME CXeM Tepanuu ¢
pefyLMpoBaHHbIMK [03aMW XMMUOMPENnapaToB No3BO-
NS0T NOSTYYNTb YAOBMETBOPUTESIbHBIN MPOONIIb TOKCHY-
HOCTW Be3 CHMKeHUs 06LLen 3EKTUBHOCTM NeYeHUs.

BoiBopbl. [pvMeHeHWe CTaHAapTHbIX NpPOTO-
KonoB Tepanuu y nauuneHtoB ¢ [MUOC Moxert
NPUBECTU K NeTanibHOMY WMCXOAY, MO3TOMY BaHO
uckniovatbe unu nopateepxkpatbh MNAC y pebenka
0O Havyana cneuudpuyeckon Tepanuu 3HO. Onsa
BOCTUMXeHUsA pesynbTata npu neyenumn 3HO vy
naumeHToB ¢ MNIOC TpebyeTca nonTBepskoeHue
OMarHosa MMMyHopeduMuuTa, UHTEHCUBHAS COMPO-
BOAMTENbHasA Tepanusa u obsasaTenbHoe B3auMoLen-
CTBME AEeTCKOr0 OHKOJIOra-reMatoniora, MMMyHoOsora
W TpaHcnnaHTosora.
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MonekynsapHo-HanpaBfeHHas Tepanus
HenpobnacToMbl: OT TapreTHOro CeKBeHMpoBaHUSA
K NnepcoHUMUUpOBaHHOU Tepanuu

H.A. Angpeesa, [0.10. KayaHos, T.B. LLIamaHckas, J1.J1. Pabaesa, H.B. Mgkoga, [1.B. JluteuHos, H.B. Xykos, A.E. [pyn

®IBY «HaumoHanbHbIi MEAVLMHCKMI NCCIIEeA0BaTeNIbCKUK LIEeHTP AETCKOM remMaTosiorny, OHKOIOrumM u uMMyHosiorum uM. [imutpus PorayeBa»

Mun3zapasa Poccun, Mocksa

AkTyanbHocTb. Hanbonee xapaktepHbiMU Mone-
KYNSPHO-TeHEeTUYECKUMU U3MEHEHWUAMMW MPU HENPO-
6nactome (HB), 3HauUMMbIMK ANl MPOrHO3MPOBAHMSA
3aboneBaHns, ABMAITCA XPOMOCOMHbIE HapyLUEHUS.
HecMoTpa Ha Bonee penkoe BbISIBMEHWE HYKIEO-
TUOHbIX BapMaHTOB, MHTEPEC K MPOBELEHMIO BbICOKO-
MPOM3BOAMTENIbHOMO CEKBEHUPOBAHWUSA TKaHW OMyXOsn
onpepenseTca HeobxoOMMOCTbIO MOMCKa MULLEHEN
LJ15 NepCcoHanM3npoBaHHON Tepanuu NS NauWMeHTOB C
KpaviHe HebnaronpuaTHbIM NPOrHo3oM. [pu 3ToM onumm
L5 TapreTHow Tepanuu npu HB nsyyeHbl HEAOCTATOUHO.
Hapsagy ¢ OTHOCMTeNbHO 4acTblM BbIBMIEHMEM OHKO-
FEHHbIX BapuaHToB B reHe ALK, aBnsiomxca Hambonee
M3YYEHHOW MULLEHbIO AnA TapreTHon Tepanuu HB Ha
[aHHbIA MOMEHT, 0BHapyskuBaloTCa 1 opyrue abeppaumu
C M3YYEeHHOW COOTBETCTBYIOLLEN MONEeKynApHO-HanpaBs-
NEHHOV Tepanuei nNpu opyrux 3abonesaHusx.

Llenb. M3yuntb YacTOTy BbIABMEHNSA MULLEHEN ANS
NMepcoHMMULMPOBAHHON Tepanun v NepeHoCUMMOCTb
MHTeHCcMPULUMpOBaHHOM Tepanuu y naumeHToB ¢ Hb.

MaTtepuanbl u MeTtopbl. 3a nepuoa ¢ 2018 no
2023 r. Ha base HMWUL OrON wvm. Omutpua Porauesa
161 naumeHTy ¢ BepudMUMPOBaHHbIM AnarHosom HbB/
"HB 66N ocyLLecTBIEH MOUCK MyTaLMWi C MOMOLLbIO
LIeNeBOro BbICOKOMPOU3BOAMTENBHOIO CEKBEHMPOBAHWS
QIASeq (Qiagen, Fepmanus). OnpegeneHve amnnu-
doukaumm reHa ALK npoBogmMnocb MeTogaMm MynbTu-
MAeKCHOW aMnnnduKaLuum NUrMpoBaHHbIX 30HAOB U
donyopecueHTHoW rmbpuansaumm in situ. NepcoHanunsu-
pOBaHHasA Tepanwsi Ha3Havyanacb MCXOAS U3 UMEIOLLIMXCSA
Ha MOMEHT MHULMaLMN Tepanuu nuTepaTypHbIX AaHHbIX
no 3deKTMBHOCTM pasfMuHbix npenapaTtoB. Addek-
TUBHOCTb M NEPEHOCUMMOCTb Tepanuu oLleHMBanach no
cocTosiHmio Ha 12.04.2023.

PesynbTatbl. ¥ 18,6% (30/161) nauneHToB BbisiB-
NEHbl MapKepbl YyBCTBUTEMbHOCTU K MOMNEKYNAPHO-Ha-
MpaBfieHHOW Tepanuu, KnaccuULMpoBaHHbIE HE HUXE
yposHs lIC, cornacHo knaccudmkaumm coMaTuyeckmx
reHeTuyeckux sapuaHTos, AMP/ASCO/CAP: 11,2%
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(18/161) — muccenc-myTaumn ALK, 1,9% (3/161)
amnnudpuraumna ALK, 3,7% (6/161) — abeppauunn
reHax cemMencTsa TUposuHknHas (MAP2KI1, BRAF (n
2), PDGFRA, FGFR3, EGFR), 1,9% (3/161) nauueHToB
XapaKTepu3oBanuchb YCrMOBHO BbICOKMM ypoBHeM TMB
(>10 MyTaumit Ha Mb). 10% (16/161) naumeHToB B
nocregyiolieM HasHadyeHa Tepanus: 13/16 — ALK-uH-
rmbutopamu (1 — anekTuHu6, 3 — nopnatuuub, 4 —
KpW30TUHMG, 5 — LepnuTnHMB), 2 — nembponuaymab, 1 —
nMaTuHWG. MMepcoHanuanpoBaHHasa Tepanusa HasHava-
nacb [OMOSHUTENBHO K OCHOBHOM Tepanum (B 5 criyuasx —
B 1 nuHum, B 11 — B Tepanuu 2 1 NOCEAYIOLLMX NINHWIA).
MenvaHa ONWUTENBHOCTM MEPCOHaNU3UPOBAHHON
Tepanuu coctasuna 4,8 Mec (pasbpoc 0,3-46,4 mec).
[MeyeHouHas TOKCMYHOCTb 3—4 cTeneHun Habniopganack
B 2 CryYasx npv NpUMeHeHun LeputnHmba, HMBenmpo-
BaBLUAACA MOCIe 3aMeHbl nMpenapaTta Ha nopnatuHnb
B OJHOM Cllyyae, U NOCMEA0BaTENIbHOM MPUMEHEHUM C
OVMHYTyKCMMaboM BeTa B Apyrom. Y OfHOro nauueHTa
Habnioganack racTpoMHTECTUHANIbHAsA M HEBPOJIOrMYe-
CKas TOKCUYHOCTb 3—4 CT. Npu coyeTaHun nembponms-
ymaba c ouHyTykcumabom BeTa. B HacToswee Bpems
8 MmaumeHTOB MpOLONKAIOT TapreTHylo Tepanuio Bes
NpY3HAKOB Nporpeccumn 3abonesanus: 3 — B KOMBUHaLMK
¢ 1 nuHuew Tepanuun, 2 — c NPOTUBOPELMAMBHON MOMN-
XMMHoTepanuen, 3 — B MOHOpeX1Me B TeueHue 6, 24 n
39 Mec. CeMb NaumeHTOB NpepBany Tepanwuio B CBA3N C
pasBuTMEM Nporpeccun 3abonesaHnsa 1 OAnH — B CBA3M C
pa3BUTMEM HEBPOSOrMYECKOM TOKCUYHOCTU 3-4 CT.
BoiBoabl. B xone npoBefeHnst BbICOKONPON3BOAN-
TENIbHOr0 CEKBEHMPOBaHWSA OMyxofn y nauueHToB ¢ Hb
abeppaumn ALK, Kak MULLEHb ANA TapreTHOW Tepanuu,
BbisiBnseTcs B 13%. [lepeHoCUMOCTb KOMBMHMPOBAHHON
Tepanuun ¢ ALK-uHrnbutopamun ynosnetsoputenbHas.
3HaunTenbHo pexe (B 5,6% cnyuaes) obHapysKeHbl
OpYyrue MULLEHW ANA Tepanuu, Ans oLeHKn adpdekTvs-
HOCTU 1 BesonacHOCTN KOTOPbIX HEOBX0AMM cucTeMaTn-
yeckuin cbop MHdopMaLMM 0 NauMeHTax, NonyyaloLmx
nopobHoe fleueHne BHE KIIMHUYECKMX UCCEeLoBaHWM.

w



Jlanapockonuyeckue
pe3eKLuUUn NeyeHu.
Buepa, cerogHs, 3aBTpa

[.I". Axananse, W.B. Teepnos, H.H. Mepkynos, H.I". YckoBa, C.P. Tanbinos, A.A. KpusoHocos, H.C. 'paués

GIBY «HaumoHasbHbIA MeaULUMHCKUI MCCIIEA0BATETbCKUI LIEHTP AETCKOM reMatosiorum, OHKOTOM MM U UMMYHOSTOr M uM. mutpus Porayesa»

MuH3gapasa Poccum, MockBa

Jlanapockonuyeckne peseKkuun nevyeHn B LeTCKOM
OHKONOrMM 0CTaloTCs ManousdyyeHHOM npobnemoi
BCMeLNCTBME HWU3KOW pacnpocTpaHEeHHOCTW HoBoobpa-
30BaHWUI MEYEHW y OeTeN B CPABHEHUM CO B3POCITbIMU
naumeHTaMu. HesHauuTenbHoe KonuyecTBo nybnu-
KaLui, NOCBALLEHHbIX AaHHOM TeMe, OrpaHUYeHo onuca-
HUEM OTLENMbHbIX KIIMHUYECKMX HabriogeHuii nnu cepui
CryYyaeB C MaKCMMarslbHbIM KONTMYECTBOM 36 MaLMeHTOB.
Ha ceropHsLLHWA feHb He CYLLeCTBYeT eauHOro MHEHUs!
0 MOKa3aHUsIX K MPUMEHEHWIO NanapoCKONMYecKoro
LOCTyna npu HOBOOBpa30oBaHUAX NeYeHu, onepaTuBHbIe
BMeLLaTeNbCTBa Pa3fiMyaloTCs Mo YPOBHIO CITIOMHOCTU B
3aBMCHMOCTU OT pa3MepoB U NTIOKanu3aumm HoBoobpaso-
BaHWsA, obbeMa pesekuuu neyeHun, aHamHesa bonesHu,
BO3pacTa NauMeHTa, OfbiTa XMPypra v nHbIXx (DaKTopoB.

3a nepuop ¢ 2018 no 2023 r. 8 HMUL, AFON wm.
OMutpua PorayeBa M3 MWHMMANbHO WMHBA3MBHOMO

[oCTyna npoonepupoBaHbl 46 NauneHTOB B BO3pacTe OT
2 Mecsues go 17 nert. lNpoaHanusnpoBaHbl brinxkanLumne n
OTAaneHHble pe3ynbTaTbl IeYEeHNs, B TOM Y1Crie B CpaB-
HEHUN C OTKPBITHIMU PE3EKLMAMU NEYEHN C UCMONb30-
BaHMeM MeTOAa NceBfopaHaoMM3auun, paspaboTaHa
LIKana Cr0KHOCTM fanapoCKOMMUYEeCKUX pe3eKLui
neyeHn y OeTen, onpenensioLwas nokasaHus oas MuHU-
MasibHO MHBA3MBHOMO AOCTYMNa B 3aBWCMMOCTY OT OMbITa
X1pypra, NpoBOANTCA UCCrefoBaHWe KpuBbIX 0Byya-
€MOCTM anapoCKOMNYECKUM PE3EKLUMAM MeyYeHn B
3aBMCHMMOCTM OT YPOBHS CITOMHOCTM Pe3eKLMn MeyeHu.
Mony4eHHbIN ONbIT MO3BOMSAET B BrvxaniLen nepcnex-
TMBE pacLUMpUTb MOKa3aHWsA AN anapoCKonMyeckux
BMELLATENbCTB, B TOM YKCIIe AN NPOBELEHNS NapPEHXMU-
MocbHeperaloLLmnx U LeHTPanbHbIX PE3EKLUIA MeYEHH, UTO
MOJKEeT YNyYlLUUTb pe3ynbTaTbl JIeYeHWst AeTen C HOBOO-
Bpa3oBaHMAMM NeYeHU.
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Xupypruvsa npum MecTHo-

pacnpocTpaHeHHbIX ONYXOsAX
C UHBa3uen HUXHeu Nosiou BeHbl
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Mun3zapasa Poccun, Mocksa

MNHBa3ns HUKHEW Nofon BeHbl Npu HoBoobpasosa-
HUAX aboOMUHANbHOM NOKaNM3aUum CYATAeTCa PeskuM
M Manousy4yeHHbIM COCTOAHWEM B [ETCKOW CONUOHON
OHKOSOrMU. XMPYpPruyeckoe nevyeHve nopgobHbix naum-
€HTOB COMPSKEHO C BbICOKUMU PUCKAMU OCIOKHEHUIN
1 HebnaronpmsATHONO UCXOAA, @ TaKKe TEXHUYECKUMU
TPYLHOCTAMMU, CBA3AHHbIMW C MHTPa- M Nocneonepaum-
OHHbIM BefileHMeM nauneHToB. OnepaTvBHblE BMeLLa-
TenbCTBa Npy HOBOOBPA30BaHUAX C MHBA3MEN HUNKHEW
MOS0 BEHbl OTNMYAIOTCA MO CTEMEHU CIIOXKHOCTU U
0cOBEeHHOCTAM 3TanoB onepauuv B 3aBUCUMOCTU OT
fIOKanu3aumum 1 NpoTSAXKEHHOCTU UHBA3WUK OMYyXOSu, YTO
TpebyeT TLlaTenbHOM NpeaonepaunoHHON NOArOTOBKM,
CrnakeHHow paboTbl XMPYProB pa3fiMyHbIX crneunasb-
HOCTeN, aHeCTe3MOoNoroB-peaHMaTonoroB, AeTCKUX
OHKOJI0roB, reMaTosfioroB, SHAOKPMHOMOMOB, Crneuu-
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anuCcTOB YNbTPa3BYKOBOW W JyYeBOW OMArHOCTUKM M
CneumnanucToB MHbIX npodounein. Hanbonbluen KOHLEH-
Tpauuu pecypca TpebyeT neyeHne HoBoobpasoBaHuii C
MHBA3WEW HWKHEN MONOW BEHbl HA YPOBHe OT renatu-
KOKaBasIbHOro KOHl0eHCa [0 MPaBoro npencepaus
(skenymouka).

NaHHoe cooblleHne NOCBALLEHO PeTPOCNEeKTUB-
HOMY aHanuay BrnxamnLLMxX U OTHANEHHbIX Pe3ysbTaToB
XMPYPruyecKoro fevyeHns naumneHToB C OMyXoseBou
MHBa3MeWn HWKHeN MOMoN BEHbl U KaMep ceppua 3a
nepuop ¢ 2018 no 2023 r. OnucaHbl OCHOBHbIE 0COBEH-
HOCTM MNOJODOHBIX OMepaTUBHbIX BMeLlaTenbCTB,
MoKasaHus ANA PEeKOHCTPYKUWWM MarucrpasbHbiX
COCYLOB, Ha3HaYeHWs aHTUKOArymnsaHTHOM Tepanuu,
AeTanu BeAEeHUs MauueHTOB B nocneonepauvoHHOM
nepvioge.



OpraHusauusi MyfbTULLEHTPOBOIO UCCIIeAOBaHUS
«Xupypruyeckoe fnieueHne HoBoobpasoBaHui
NoAKeNyAoUYHOM XKefe3bl y AeTen>»

[.I". Axananse, WU.B. Teeppos, H.I". Yckosa, C.P. Tanbinos, H.C. ['paués

GIBY «HaumoHasbHbIA MeaULUMHCKUI MCCIIEA0BATETbCKUI LIEHTP AETCKOM reMatosiorum, OHKOTOM MM U UMMYHOSTOr M uM. mutpus Porayesa»

MuH3gapasa Poccum, MockBa

HoBoobpa3oBaHWsi MOAXKENYAOYHON Kenesbl PeaKo
BCTpevaloLLlasncsa naTonorusa B eTckon npaktuke (0,018
cnyyas Ha 100 000 HacerneHnws). B cBA3K C HEBO3MOX-
HOCTblo Habopa B0osbLUION BbIBOPKM NALMEHTOB B OQHOM
LleHTpe He cyLlecTByeT YeTKo pa3paboTaHHbIX NpoTo-
KOJOB M CXEM Tepanuu Ans BeLeHWUs! TaKUX NauneHTOoB.
EQVHCTBEHHBIM METOOM fleyeHus, AoKasaBLUUM CBOIO
300 PEKTUBHOCTb, ABMSETCSH XMPYPrUYECcKoe feyeHne, a
MMEHHO MOJIHOE yfaneHne HoBoobpa3oBaHWA C pesek-
LMew NoaxenynoYyHon xenesbl.

Xvpyprusa nopxenynoyHow sKenesbl y feTen uMeeT
MHOXeCTBO 0COBEHHOCTEN, OHOM U3 OCHOBHbIX SIBSISA-
eTCs TO, YTO MapeHXMMa MoAXKesnyLdoYHON enesbl B
neanaTpuMYeckomn NpakTuke oTnnyaeTcs bonee MArkon
KOHCUCTEHLIMEN, YTO, B CBOIO 0YEpe[b, OCIOKHSAET Haso-
)KEHWMEe NMaHKpeaToLMreCTUBHOrO aHaCTOMO3a, Bbi3blBas
TEXHUYECKME TPYOHOCTHU, U CHUMKAET ero repMeTUYHOCTb.

JlanapocKonuyeckuii [OCTYN NpY Pe3eKLMUsX MOAKe-
NYAO0YHOW Kene3bl ABNAeTCS NpuopuTeTHbIM. Mcxons
M3 [aHHbIX, NPefCcTaBfeHHbIX Ha nnaTdgopme «Bing
Australian Bureau of Statistics, GeoNames, Microsoft,
Navinfo, OpenStreetMap, TomTom, Wikipedia», 3a
2021 rop 6bina BbimonHeHa 41 nanapockonuyeckas
PE3EKLMSA MOMKENyN0UYHOW enesbl (0oHa M3 KOTOpbIX
aBnseTca poboTaccucTupoBaHHoit). Mogasnsiolwee

B0MbLUMHCTBO NMPOBOAMMbIX PE3EKLMIA MOAXKENTYA0UYHON
enesbl U3 MWHUMMaNbHO WHBA3WBHOrO AoOCTyna —
LVCTanbHble Pe3eKLUMN C COXPaHEHNEM Cefle3eHOYHbIX
cocynos (~83,5% OT uMcna NPoOBOAUMbIX flanapoCKonu-
UeCKMX pesekumin). Kpusoit 0byyaeMocTv nanapocKonm-
YECKMM PE3EKLMAM NOMKENYAOYHOM XKenesbl Ha JaHHbIN
MOMEHT He CYLLIECTBYET, 9TO TaKe CBSi3aHO C Heobxoam-
MOCTbIO HaKOMMEeHUs 3HAUMTESIBHOMO OMbiTa BbIMOSHEHMS
TaKMX onepaTyBHbIX BMELLATebCTB.

OTneneHve oHKonoruv u fetckon xupyprum ®IrbY
«HMUL, OMON nmenn Omutpua PoraueBa» B cBOUX
CTeHax HaKamnmMBaeT U KOHLEHTPUPYET OMbIT BEAEHNA 1
neyeHns naumeHToB c 0bpa3oBaHUAMK MOAKENYAOYHOM
»enesbl Co BCcew cTpaHbl. 3a nepuog ¢ nions 2019 r. no
MapT 2023 r. 6binu onepuposaHbl 18 nauneHToB Be3
neTanbHbIX UCXOQO0B.

Ha paHHbIi MOMEHT OpraHvMsauus MynbTULLEH-
TPOBbIX MCCNENOBaHUN SBAAETCH MPUOPUTETHOWM
3ajayenn C TOYKM 3peHusA AarnbHenlero pasBuTUS
XUpypruyeckoro neveHns obpasoBaHU momgxeny-
OOYHOW Xenesbl y aetein. IMeHHo HakonneHne 6onb-
LIOr0 Myna NauveHTOB C AaHHOW NaTofiornein MoxeT
NMPUBECTM K CO3[aHMI0 OBLUMX MPOTOKONIOB BEAEHWS,
a TakXke YBEIMYEHMWIO YWucria 1anapoCKOMUYeCcKnx
pe3eKuui.
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OnbIT npuMeHeHus uMMyHoTepanuu OJ1J1
npenapaTtoM bnuHatyMoMab B feTCKOM
MHoronpoduMnbHOM CTauuoOHape ropoaa

CaHkrt-lleTtepbypra

3.I'. boiyenko, WN.A. Tapbysosa, M.A. lMpyaHukoBa, H.A. ®unatosa, E.E. YcmaHnckas, H.H. MeBaHos, C.M. MyxuHa

CIl16 'bY3 «[leTcKu¥i ropoACKOM MHOrOMPOGOUIIbHBINM KITMHNYECKUI CeLnann3npoBaHHbIN LEHTP BbICOKMX MEANUMHCKUX TexHomorni», CaHkT-[le-

Tepbypr

Matepuanbl u MeTopbl. 3a nepuop c 08.04.2016 no
08.12.2022 B oToeneHun oHkorematonorum Cr6 Mpy3
OrMKCLUBMT uMmMmyHoTepanuio npenapatom bBnuHa-
TymoMab nonyuunu 34 naumeHta (20 ManbuvMKkoB U
14 pesouek) ¢ oCTpbIM MM OBIACTHLIM NENKO30M
(Onn) s sospacte ot 2 net no 17,5 roga (MeanaHa
Bospacta 11 net). [leBaTn naumeHTam notpebosanoch
npoBefeHVe MOBTOPHOIO Kypca MMMyHOTepanuu, BCero
nposefeHo 43 kypca bnuHaTyMmomaba. lMpuunHamu
ONsi NepeBofa MauMeHToB Ha UMMyHoTepanuio bbinu
peunausbl 3abonesaHua (17 nauneHToB, U3 HUX Y 6 —
nocne TI'CK), pedbpaktepHoe Teuenne ONI1 (9 naum-
EHTOB: NepBUYHasi pecppakTEPHOCTb — 2, MEPCUCTEHLMS
MOB — 7), Taskenble 0CMoMHeHUs xuMmuotepanim (4 naum-
eHTa) u BeaeHune no MunotHomy npotokony OS1J1-MB
2019 (4 naumerTa). [losa npenapata Ans OeTel BECOM
0o 40 kr cocTaBuna: nepsas Hegens — 5 MKr/ke.M/cyT.,
2—4 vepern — 15 Mkr/kB.M./cyT.), Bonee 40 Kkr: nepsas
Hepmens — 9 Mkr/cyT., 2-4 Hepenu — 28 MKr/cyT.

PesynbTaTtbl. Ha poHe Tepanuu bnmHaTymoMabom
Habnopganuch cnepymolmne ocrnoxHeHusa: cybde-
BpunbHas nuxopanka (n = 10, 23%), debpurnbHasn nmxo-
pagka (n = 14, 33%), cMHopoM BbiBpoCa LMTOKMHOB
(n =6, 14%), debpunbHasa HeiTponenns (n = 3, 7%),
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nHdekumnmn (n = 7, 16%), nHentponenua 1-2ct. (n = 8,
19%), Heittponenua 3—4 cT. (n = 10, 23%), TpomBouM-
ToneHua 1-2ct. (n = 3, 7%), TpombBoumnToneHns 3—4cT.
(n =5, 11,5%), 6onun B rpyaHoit knetke (n = 1, 2%),
muanrum (n =5, 11,5%), 3anop (n =5, 11,5%), Hespo-
noruueckas cumntoMatuka (n = 6, 14%), HapyLieHue
cosHanus (n = 2, 4,5%), ronosHble 6omm (n = 7, 16%).
Mocne nepsoro Kypca UMMyHoTepanuu y 25 (73,4%)
nauveHToB bbina pocturHyta MOB — HeraTuBHas
pemuccus, y 8 3apeructpmposaHa MOB-nonosxkutensHas
pemuccus, y 1 nauneHta MOb He Bbina onpepeneHa.
o 3aBepweHun MMMyHoTepanuu 16 nauneHTaM bbina
BbinofiHeHa TICK (B T.u., 2 — noBTOpHasA), ABYM mauu-
eHTaM NpPoBOAWIAaCch MMMYHOAfaNTMBHAA Tepanus, Ha
NOJLEPKMBAIOLLYIO TEpanuio nepeBefeHo 15 naumeHTos,
y OOQHOW MaLMeHTKM MMen MecTO NeTanbHbIi ucxon. B
HacTosLee Bpems 30 (88%) nauneHTOB skuBbI, 4 Naum-
eHTa normbnm (1 — oT MHIEKUMOHHBIX OCIIOKHEHMUIA
nocne Kypca bnmHatymoMaba, 3 — OT OCIIOMKHEHWIA mocne
TICK).

BeiBoabl. BnivHaTyMomab siBnsieTcA adhPeKTUBHbIM
npenapaToM B feYeHUn peddpakTepHbIX U PeLMOMBHbIX
dhopm OJ1J1, cnOcoBHbIM yNyyLLNTb YPOBEHb U3MEYEHMS
M KaYeCTBO KM3HW NaLMEHTOB.



OueHKa KauecTBa peMUuccum nocsie OTMeHbl
uMaTuHuba Yy nauneHToB C XpOHU4YeCKUM

MUerNouaHbIM NTIeMKO30M

M.B. Bopucesny

Y «PecrnybimKaHCKuii HayYHO-NPaKTUYECKME LIeHTP BETCKOK OHKOOrm, reMaToriorum v uMMyHoslorum», Mukck, Pecriybnvka benapych

AKTyanbHOCTb. Pe3ynbTaTbl JIeUEHUst XDOHUYECKOrO
MuenonaHoro neikosa (XMJ1) y meTeit CyllecTBEHHO
YAYYLLXAUCH C NPUMEHEHWUEM UHTMBUTOPOB TUPO3UNHKM-
Ha3sbl (UTK). DocTumweHne rnybokoro ctabunbHoro Mose-
KynsipHOro oTBeTa y naumeHToB ¢ XMJT Ha cerogHALWHNUIA
LeHb BMAETCA He eAMHCTBEHHON Lenbio Tepanuu UTK.
OBHUM U3 NPUOPUTETHBIX HamnpaBfleHWN UCCIeLOBaHNUM
CTaHOBUTCS NOBbILIEHNEe Be3peLaANBHO BbIXKMBAEMOCTM
nocne otMeHbl UTK ¢ Lenbio MUHUMU3aLmMK 0ThaNeHHbIX
NOCNEenCcTBUN AMTENbHON Tepanuu U COXpaHeHNs Kaye-
CTBA KU3HW NaLMEHTOB.

Llenu n 3apaumn. OueHnTb KayecTBO pemMuccum y
naumeHToB ¢ XMJ1 nocne oTMeHbl UMaTUHKbA.

MaTtepuansbl n Metoabl. B nccnenosaHne BKIIIO-
yeHbl 6 naumeHtoB ¢ XMJT ¢ rnybokuM cTabunbHbIM
MOJEKYMAPHbIM OTBETOM Ha Tepanuio MMaTUHMBOM.
[OnvTtenbHocTb Tepanum cocTaBwna He MeHee 3 neT. log
rnyboKow MONEKyNApPHON peMUCCUei MOHManu Heornpe-
LenseMblil YPOBEHb MOJEKYIISIPHOO TPAHCKPUMTA B ABYX
nocrnefoBaTenbHbIX 0bpasLax ¢ NCMoSIb30BaHMEM KOMU-
YeCcTBEHHON 0BpPaTHO-TPaAHCKPUMNTA3HOM NOSIMMEPA3HOM
LenHon peakunn Ha PHK 13 knetok nepudpepuyeckon
KPOBM WM KOCTHOrO0 MO3ra C YyBCTBUTENIbHOCTbIO
>10* wnu oTHoweHne BCR-ABLI1/ABL1 < 0,01%.
CTabunbHbii rnybokuin MonekynsapHbI OTBET Bbin onpe-
OeneH Kak pemuccus, gnsawascs bonee oByx net wu
MOLTBEPMKAAIOLLAACS HEe MeHee 4-Msi U3MEePEHUSMUN YPOBHS
aKcnpeccum reda BCR/ABL 1 B TeueHue 3Toro nepuopa.

OTMeHa uMaTMHMba nponcxoauna OfLHOMOMEHTHO
nocrne noanvMcaHns MHPOPMUPOBAHHOMO COrflacus nawu-
€HTOB (3aKOHHbIX NMPeacTaBuTenen).

lMocne oCTaHOBKM Tepanuv BCEM MaLMeHTaM BbINos-
HSANCS MOHWTOPWHI YpOBHS reHa BCR/ABLI kasnablit
MecsiL, Ha MepBoM rogy Habniofexus, fnanee — 1 pas B
2-3 Mec. 3a MOMeKyNApHbIA peunanB NpMHUManm oTHO-
wenue BCR/ABL1 k ABL1 > 0,01% npu onpeneneHum
YPOBHSI MOMEKYNAPHOro TpaHckpunta metogom OT-TMLP
B BYX MOC/IeA0BATENbHbIX M3MEPEHUAX C MHTEPBAsIOM B
2 Hen. B cnyyae MonekynspHoro peumavea Bo306HOBNSA-
nacb Tepanusi UMaTUHUBOM.

PesynbTatbl U obcyxpenue. MegnaHa onurtens-
HOCTU MOMNEKYSAPHON PEMUCCUM NOCSIe OTMEHbI UMaTKU-
Huba coctasuna 19,5 Mec (min—max — 4-84 mec).
MoaTBEPKAEHHBIN MONEKYNAPHbLIA PELMANB NPOU3OLLEN
y 2 n3 6 naumeHToB crnycTa 4 u 6 Mec. COOTBETCTBEHHO.
Tepanuss UTK bbina Bo3obHOBMEHa y 2 MaUMEHTOB C
MOSeKYMAPHbIM peunanBoM. locne Bo30bHOBNEHUS
Tepanuu 0TMevanocb BOCCTaHOBIIEHWE MOSHOW MoJie-
KynsipHon pemuccun: y 1-ro naumeHTta cnycTs 2 Mec, y
2-ro naumeHTa cnycTta 3 Mec.

BbiBopabl. 3T pe3ynbTaTbl MOKa3biBalT, YTO
npekpaLleHne Tepanum UMaTMHUBOM Mocsie yCTONYMBOM
MONEKYNSPHON peMUcCcuM MOKET BblTb yCMEeLWHbIM Y
nauuenTos ¢ XMJ1.

YuntbiBas Hebonbwoe uucno cnyyaes XMII
B AETCKOM nonynauuu, byayuwime npoCneKTUBHbIe
nccrnepfoBaHMa MO OTMeHe WMMaTUHUBa [OJKHbI
NMPOBOAMTLCS TOMbKO B KOOMEPaATUBHbIX NMeanaTpu-
Yeckux Koroptax. 3To HeobXxoOMMO ANS HaKOMMEHUs
AaHHbIX, MO3BONSAIOWMX NMPOrHO3MPOBATb BO3HWKHO-
BeHve peumpma XMJ1 nocne npekpalleHus npuema
uMaTuHuba.
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3aMecTuTeNbHasA NoyeyHasa Tepanus u
reMocopbunoHHbIe MeTofbl B KOMIMSIEKCHOW
Tepanuu HeOTNOXHbIX COCTOSHUWN.

OnbiT LleHTpa AeTCKOM OHKOSOrMuM U reMaTosioruu

O[IKb EkaTtepuHbypra

C.B. boposckux, A.A. rymeHwues, U.B. CmupHoB, A.W. fkoBnes, A.A. Knewés, J1.I. ®eunHa

LeHTp petckoii oHKkonorum n rematosorm [AY3 CO «0bracTHasi AeTCKas kKMHnyeckas bonbHuLa», EkatepuHbypr

AKTyanbHOCTb. 3aMeCTUTENbHAA NoYeYHas Tepanus
(3MNT) 3aHMMaeT KrioueBoe MECTO B JIeYeHUU OCTPOro
noyeuroro nospexaeHns (OMNM) B T.4. cencuc-acco-
LMMPOBaHHOI 0, HAXOAUT CBOE MPUMEHeHWe B Tepanuu
TAKeSbIX (POPM CMHOPOMa JIM3nca OMnyXosu.

CoBpeMeHHble MeToAbl 3KCTpPaKopnopasibHOro
OUMLLIEHMS KPOBU UCMONb3YIOTCA ANA SNIMMUHALMK Meau-
aTopoB BOCMasfieHUst U TOKCMHOB, MO3BOMIAA CHU3UTb
BbIPaXKEHHOCTb MPOSIBIIEHWI CUCTEMHOIO BOCMANMTENb-
Horo oteeTa (CBO) v npenoTepaTuTb pa3BuUTUE MOSMOP-
raHHoi HegocTaTouHocTy (MOH).

Uenb. OueHKa BO3MOKHOCTU U 3(PPEKTUBHOCTH
nposepeHusa panHen 3T npw OMM, a TakKe BO3MOXK-
HOCTU U 3P PEKTMBHOCTU 3IKCTPAKOPNOpPanbHOro
OUMLLIEHMSI KPOBW NPU CENcUCe C Lenblo NpenoTspa-
LLeHMsA MaHudecTaumMm CENTUYECKOrO LLIOKa A0 ero
pasBUTHSA.

Matepuanbl u Metopbl. 30 peTert B BO3pacTe
oT 6 MecAueB [0 18 neT, HaXOAMBLLMXCHA Ha feYeHUu
B LleHTpe meTckol oHkonoruu u rematonorun OOKB
EkaTepuHbypra, kotopbiM B nepuog ¢ 2018 no 2022 r.
nposogunack 3MT v aKCTpakopnopanbHOe OYULLEeHWE
KpoBW. [oka3aHUSMM K MPOBEAEHMIO KOTOPbIX BbICTYMUN
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OMM, B T.u. cencuc-accounmnposaHHoe (24 pebeHka),
CUHLPOM OCTpOro nunauca onyxonu (3 pebexka), cencuc
6e3 OMMM (3 peberka).

PesynbTaTtbl M obcyxpeHune. o pesynbraTam
aHanu3a NpoBEefEeHHbIX CeaHCOB 3aMeCTUTESbHOM
MOYEYHOW Tepanuu MOXHO CYAWUTb O TOM, YTO paHHee
Hauano 3MT (-1l ct KDIGO B coueTaHum ¢ TeHpeHuUmen
K 3aepxKe suarkocTn ot 10%) bbino accoumnnpoBaHo
C YMEHbLUEHWEM ASIMTESNbHOCTU HaxoaeHusa Ha UBIJI,
CHWXXEHWEM pUCKa NMPOrpecCUpoBaHUS MOSIMOPraHHOM
HeLOCTaTOYHOCTU U KaK CNeAcTBue ASIUTENbHOCTU
HaxoxaeHusa B OAP. SkcTpakopnopanbHoe ouuLleHune
kpoBu npu cuHapome CBO, npoBeneHHoe 0o MaHude-
CTauuu cencuca, B pafe CryyaeB Nno3sBonano nsbexartb
pa3suTusi MOH 1 cenTnyeckoro LIokKa.

BbiBoabl. PaHHee Hauano 3T npu OMM accouun-
MPOBaAHO C NyYLIMMK pe3yfbTaTaMu fevyeHus nauu-
eHTOB (yMeHblueHMe BpeMeHW HaxomeHus Ha VB
W OnMTenbHOCTb rocnuTanusaumm B OAP). JkcTpa-
KoproparnbHble MeTOfbl OYMLLEHUS KPOBW, HauaTbie
Ha paHHeM 3Tane passutua CBO, BeposiTHo, nMosBo-
MA0T CHM3WUTb puck passutua TOH y nauuneHTOB
B OAP.



Ucnonb3oBaHne MeTofa TPaHCNJIAaHTALUK
thekanbHOW MUKPOBUOTBI Y pELIMNMUEHTOB
reMono3TUUYECKUX CTBOJIOBbIX KITETOK

I.0. bpoHuH?!, '.3. Ceperun?, 10.A. BecnaTbix?, A.B. Mocnopapwuk?, B.M. Kypmarog?, /1.0. Bnacoga?, M.P. Xypasesb!,
E.A. Xypasenb?!, B.B. KoHcTaHTuHOBa!, A.B. Jucbumu?, M.A. Macuan® 3

I'6Y3 «Mopososckas Kb [J3M>, Mocksa
2QPrbY «@®HKL ®XM dMBA», Mocksa

S@IrbY «HMUL AIrOU um. Imutpus Porauesa» Munsapasa Poccun, Mocksa

AkTyanbHocTb. TpaHcnnaHTauumsa dekanbHown
MuKpobuoTbl (TPM) npencrasnser coboit npoue-
LYpy MepeHoca KuLleyHoro MMkpobHoro coobuiecTsa
3[,0POBOr0 AOHOPA B KULUEYHbIA TPaKT peLunueHTa c
Lenbio Tepanuu unv NpodmnakTukM psiga 3abonesaHui
MOCpPeAcTBOM M3MEHEHMA MUMKpobuoma peumnnueHTa. B
nocnepHee Bpemsa nybnukyetcsa Bce Bosnblue pesysb-
TaToOB MCCRefoBaHUin, noaTBepxialowmnx addek-
TUBHOE MpvMeHeHve TOM y peuMnMeHTOB annoreHHowm
TPaHCNAaHTaUuM reMonoaTUYECKNX CTBOJTOBbIX KIETOK
(anno-Tr'CK) ¢ tamxernon (B ToM uncne, «cTepona-ped-
PaKTepHO>) HOPMON sKeNyLOUYHO-KMLLEUHON peaKkLmu
«TpaHcnnaHTaT npoTuBe xo3auHa» (PTIX), saenaoLencs
Hapsaay C MHMEKUMOHHBIMU OCITOKHEHUAMU OHON 13
OCHOBHbIX MPWUYMH MOCTTPAHCMIAHTALMOHHOW NeTanb-
HOCTW.

LUenb. Tepanua v npodunnakTKka KenyaoyHO-Kn-
LLIEYHBIX OCTIOXHEHWI Y NaumeHToB oT 3 Ao 18 neT nocne
annoreHHoM TPaHCMNIaHTaLMn KOCTHORO MO3ra METOAOM
TpaHcnnaHTaumm doekanbHoN MUKPobKoTh.

3apauu. 1. Tepanusa skenynoyYHO-KMLLEYHOW HOPMBI
OCTPOW 1 XpOHWUYECKon «cTepona-pedopaktepHomn» PTIX
[l = IV cTeneHun. 2. Tepanusa pe3nCTEHTHbIX UHADEKLN-
OHHbIX }KEeJyAOYHO-KMLLIEYHbIX OCMOXHEHWIA Y peLmnnu-
eHToB anno-TICK. 3. MNMpodunaktnka MHHEKLUNOHHbIX
OCIOHEHUIN N XenyaouYHO-KuweyHon dopmbl PTIX
nocne anno-TICK y mauMeHTOB C KOMOHM3auuen
crmauncTbix obonouek XKKT pesncTeHTHbIMU LUTaMMaMu
BakTepuit.

PesynbtaTtbl. 3a Bce BpemMa ¢ uioHa 2022 r. no
AHBapb 2023 r. B uccnefoBaHue BKIOYEHO 9 nauu-
eHTOB. M3 HMX: naumeHToB ¢ «cTepona-pedopakTepHon»
chopmoit kueyHon PTTIX — 3, ¢ MHDEKLMOHHBIMU sKeny-
LOYHO-KULLEYHBIMW OCTNOXHEHUAMKU — 5. OgHOMY naum-
eHTy T®M npoBogunacb B KayecTBe NpodniIakTUKm
Pa3BUTUA CUCTEMHbIX CEMTUYECKUX OCIOMKHEHWUI Nepeq
anno-TICK. 5 naumeHTam npoBefeHbl NOBTOPHble TOM.
B obuien cnoskHocTn npoBefeHo 14 TOM. Knunuye-
CKUA 3dpheKT foCTUrHyT y 8 u3 9 naumeHToB. Y nauu-
EHTOB CO «CcTepoua-pedopakTepHor» PTIX KueyHnKa
OTMeuasniocb KynvpoBaHWe [MaperHoro CMHOpOMa B
CpenHeM Ha 5 CyTKM. Y BCEX NAUMEHTOB C TAMKENOW
kuweuHon goopmont PTIX nocne TOM ynanock oTMme-
HWUTb CUCTEMHbIE FTIIOKOKOPTVKOMABI. Y 4 nauneHToB C
pepaKTepHbIMU KULLEYHBIMW MHADEKLMAMM O0TMEUaNoch
KynvpoBaHWe OMaperHoOro CMHAPOMa C JOCTUKEHUEM
3pagMKaLmMn NaToreHoB. Y OQHOrO MaLueHTa COXpaHs-
€TCS NepPCUCTEHLMA IMapEN C ANUTENbHBIM BblAESIEHNEM
HopoBwpyca nocne TOM. Hu y ogHOro 13 naumMeHToB He
BbIN0 3aPUKCUPOBAHO THAKENMBIX MU3HEYTPOKAIOLLUX
OCIOXHEHUI.

BbiBoabl. TpaHcnnaHTaumsa doekanbHON MUKpPO-
BunoTbl ABnAeTca MHoroobeuwalowmm u Beso-
nacHbIM MeTOAOM Tepanuu peunnueHtos anno-TICK
CO «cTepoua-pedpaKTepHONn» KeNyAOoYHO-KU-
weyHon cpopmont PTIMX n MHEKUMOHHBIMK Keny-
BOYHO-KMLIEYHBIMU OCITOXHEHUSAMU MoOCne
anno-TrCK.
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Ponb uMMyHOheHOTUNUPOBAHUSA B AUArHOCTUKE
KOCTHOMO3rOBbIX METACTA30B HEreMono3TUYECKUX

OonyxoJsien y neteu

T.10. Bepxbuukan' 2, }K.B. Mepmuknu®=, [.A. Layp*=, J1.I". deunnal

IFAY3 CO «0bnacTHas netTcKkas KimHnyeckas bornbHula», EkatepuHbypr

2[AY3 CO <MIHCTUTYT MeaMLMHCKUX KITeTOYHbIX TeXHOMOoruii»>, EkaTepuHOypr

SOIB0Y BO «Ypasbckuii rocynapcTBeHHbIN MEAULIMHCKUIA yHuBepeuTeT»> MuHaapasa Poccuy, EkatepuHbypr

AkTyanbHocTb. ConmaHble 3110Ka4YeCTBEHHbIE HOBO-
obpasoBaHuA y peTen NpeacTaBneHbl FreTEPOreHHOM
rpynnov 3aboneBaHui, AfA AMArHOCTUKU U KNaccu-
duuMpoBaHMA KOTOPbLIX UCMOMb3YIOTCA PasfMyHbIe
TexHonoruv. VMIMMyHodeHoTMNMpOBaHne MeTOLOM
MPOTOYHON LIMTOMETPUM He BXOAUT B CTaHOApT AMarHo-
cTuku conupHbix 3HO y neTei, HO MoXeT bbITb UCMOSb-
30BaHO Ans andodhepeHUmanbHON LMarHOCTUKM MeXaY
reMaTonormyeckuMun n He-rematonornyeckumm 3HO,
a TakXe [na onpepenenHus ctapguu 3abonesaHus.
Pasnuuua B aHTureHHom npodomne conupHbix 3HO
Mo3BOAIT NPoBecTU AvddepeHUnanbHbii GUarHo3
METOAOM MPOTOYHOW LIMTOMETPUM AN1A HepobnacToMsl
(GD2*CD56*CD81*), MPUMUTMBHOI HENPOIKTOAEPO-
ManbHoi onyxonu (CD99*CD56*CD271*), pabnoMuocap-
koMbl (nuMyogenin®).

Uenb. OueHnTb guarHocTuuyeckyio 3ppeKkTus-
HOCTb MeTofa NPOTOYHOW LMTOMETPUM B AMArHOCTUKE
HeNpobnacToMbl, MPUMUTUBHBIX HEMPOIKTOAEPMATbHbIX
onyxonen, pabooMmMocapkoMbl y OeTew.

MaTepuanbl u MeTonbl. B nccnenoBaHune BoLLMK
netv B BospacTe oT 0 go 17 neT BKMOUMTENBHO C Hampa-
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BUTENbHBIMW AMarHo3aMu HenpobracToMbl, CapKoMbl
lOnHra, pabnomMmnocapkoMbl, NuMoMbl. MMMyHode-
HOTUMUPOBaHWE METOAOM BOCbMULBETHON MPOTOYHOM
unTomMeTpum BbiNno npoBefeHo Ha npubope BD FACS
Canto Il (BD Biosciences, CLLIA). MaHernb ncnonbayembix
MKAT: CD99 knoH 3B2/TA8 FITC (Invitrogen CLLIA), GD2
krnoH 14.G2a PE (BD Biosciences, CLLUA), CD45 knoH
2D1 PerCP (BD Biosciences, CLUA), CD90 krnoH 5.E10
PE-Cy7 (BD Biosciences, CLUA), CD9 knon M-L13 APC
(BD Biosciences, CLLIA), CD81 knox JS-81 APC-H7 (BD
Biosciences, CLLA), CD271 knon C40-1457 BV421 (BD
Biosciences, CLLIA), CD56 knoH NCAM16.2 BV510 (BD
Biosciences, CLUA), nuMyogenin* F5D (BD Biosciences,
CLLA).

Mcnonb3oBaHne 8-LBETHOW NPOTOYHON LUTOME-
TPMU MO3BOSUIIO CY3UTb anropuTM AMAarHOCTUKU A0
2 npobupoK, YTO 3HAUMMO LIS BPEMEHU MOJyYEHUs
pesynbTaToB M 60flee KOPPEKTHOIO ONPENENeHNs OMyxo-
NEBbIX KMETOK C HEMPOCTbIM DEHOTUMOM.

Takum obpasoM, MeTOA MPOTOYHOM LUTOMETPUU
3HaUYMM B AMArHOCTMKEe KOCTHOMO3rOBbIX METacTa3oB
HEreMono3TUYECKUX OMyXONen y feTen.



OuddpysHble nenToMeHUHreasnbHble
rMUOHEeWpPOHasIbHbIE OMYXOSK

WN.I". Bunecosa, E.A. CanbHukoBa, J1./. MNanywa

®OIBY «HaumoHarbHbIi MEAULMHCKUIA UCCIIEN0BATENbCKUM LeHTp [ETCKOV remMaTosiormm, OHKOSI0rm 1 UMMYHOJI0r N UM. ﬂMMTpMﬂ Porauyesa»

MuH3gapaBa Poccun, MockBa

AxktyanbHocTb. [lndpdysHas nenToMeHHreanbHas
rnvoHenpoHarnbHas onyxosb (AJTTHO) — peako BcTpeua-
loLLLasCA OMyXorb, BNepBble BblAefIeHHas B OTAENbHYIO
HO30M0rnYeckyio eamHuly B Knaccmdpukaumm onyxonen
LleHTpanbHON HepBHOM cucTeMbl BceMupHoOn opraHu-
3auumn 3gpaBooxpaHeHnsa 2016 .

Lenb. AHanna KMMHUYECKUX U MOMEKYNAPHO-Te-
HeTuyeckux xapaktepuctuk OJITHO, a Takse oueHka
30 PeKTUBHOCTM TapreTHON Tepanuu.

Martepuansi u Metoabl. C 2013 no 2022 r. 3adpuk-
cupoBaHo 6 naunenTos ¢ AJTTHO (Bce naumeHTbl - Marb-
YMKM, BO3PACT Ha MOMEHT NOCTaHOBKM AnarHo3a ot 1r
9 Mec 0o 9 net). Y 5 naumMeHTOB BbISIBNEH XUMEpHbIit
TpaHckpunT KIAA1549-BRAF (13 Hux 15-9f B 4 crniyuasx
1 10-9f y 1 naumenTa), y 1 naumeHTa BbiiBNeHa MyTaLus
BRAF V600E. BceM nauueHTaM npoBogusiach TapreTHas
Tepanusa (5 — TpamMeTnHMb, 1 — BeMypadpeHunb): B Kaue-
CTBe NepPBOV IMHUM NeYeHnsa TapreTHas Tepanua Boina
Ha3HayeHa TpeM BonbHbLIM, NMOCHEe MPeALeCcTBYIOLWMNX
NMHWIA CTaHLAPTHOM Tepanuu TakKe TPeM naumeHTam
(2 nauvenTa nonyuyanu Carbo/VCR, ogHOMY naumeHTy
00 Ha3HayeHust TpaMeTuHNba BbiNo NPOBEAEHO S5 NUHWIA
xummoTtepanun (Carbo/VCR, mMoHoTepanusa BuHbMa-
CTWHOM, umcnnatuH/atonosua, VB/BVC, aseponumyc/
TeM030/10MUA) ¥ NlyueBas Tepanus).

PesynbTaTtbl 1 0bcykaeHue. Bce naumeHTbl KuBbI.
[MpopomkaloT TapreTHyto Tepanuio 4 naumeHToB. Y S5 u3 6
naumneHToB 3adIMKCUPOBAH OTBET Ha TapreTHyIo Tepanuio
(nonHbI oTBeT - 1, cTabunusauus GonesHn - 4).
porpeccusa 3abonesaHusa Ha hoHe TapreTHOM Tepanum
TpamebuHnboM Bbina BbiBNEHa Yy OLHOrO MaumeHTa
nocre NpepLecTsyOWMX 7 NuHWA Tepanuu (BapuaHT
XUMepHoro TpaHckpunta KIAA1549-BRAF (10-9), Ki-67
ouaroso Ao 30%). OCHOBHbIMU HesKenaTenbHbIMU siBfe-
HUAMKU Ha hOHe MPOBELEHWS TapreTHOW Tepanumn Beinu:
KOMHasi TOKCUMYHOCTb (N = 5), XpOHUYECKMIN NaHKpeaTuT
(n = 1), ractponyonerut (n = 1).

BbiBoAbl. Ha HacToAwMA MOMEHT BPEMEHU He
YyTBEPKOEH eAVHbli CTaHAapT BefeHWs MauueHTOoB C
OJTHO. MNpwn nogo3pexun Ha passutue OJITHO obsasa-
TeNbHbLIM ABMAETCA nposBefeHne Buoncumn Hanbonee
LOCTYMHOrO OMyXOfieBOro ovara, C Mocfiefyiowmm
obsA3aTenbHbIM MONEKYNAPHO-TEHETUYECKUM ncche-
AOBaHMEM C LENbio NOMCKa MULLEHEN ANA TapreTHOM
Tepanuu (aHanu3 Ha onpegefieHMe XMMEPHOro TpaHc-
kpunta KIAA1549-BRAF, npu oTpMUaTelbHOM 3HauYeHum
nouck MyTauum BRAF V600E). B 6osibLuMHCTBE Cryyaes
HasHaueHue TapreTHoi Tepanun BRAF- n MEK-uHru-
BuTopamu sBnfeTcA aPPeKTUBHON TepaneBTUUYEeCKON
onuuen.
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ToTtanbHoe obnyyeHue Tena
y Aeteun ¢ ocTpbiM nuMgpobnacTHbIM
neunko3oMm: onbiTt HMULL oHkonorum

uM. H.H. BnoxuHa

B.A. I'puropenko, E.C. PaHHes, E.W. LLnpukos, T.3. Anues, N.0. Koctapesa, E.O. CanHukoBa, T.A. KpbinoBa,
C.C. Xpomos, U.M. JlebeneHko, E.WN. Eerpachosa, 0.C. 3aituerko, A.B. Muxannosa, 0.B. Koanos, [I.B. HeynaxuH,
M.B. YepHbix, T.B. MopbyHoBa, K.W1. Kuprusos, C.P. Bapdonomeesa

®IBY «HaumnoHanbHbIi MEANLMHCKMI NCCER0BaTeNIbCKMI LIeHTP oHKonorum uM. H.H. broxuHa» MuHsgpasa Poccun, Mocksa

[letn ¢ ocTpbIM NIMMdpoBacTHbIM neikosom (ON111)
FPYNMbl BbICOKOrO PUCKa UMEIOT MII0XOM NPOrHO3 BbIXKMU-
BaeMocTu. ToTanbHoe obnydenve Tena (TOT), ucnosb-
3yeMoe B 00beMe KOHOMLMOHWPOBaHUS Ha 3Tane
annoreHHoN TpaHcnaHTaLuuM reMonosTUYeCKnx CTBo-
noBbix KneTtok (anno-TIrCK), ynyuywaer nokasatenu
BbIXKMBaeMocTu ans naumeHTos ¢ Of1J1. B naHHon paboTe
OMMUCaH OMbIT MPUMEHEHUsT faHHOW TexHonorun B HMUL
oHkonoruu uM. H.H. brioxuHa.

Marepuanbl u metogbl. B HMUL oHkonorum um.
H.H. BnoxuHa 3a nepwopg 2022-2023 rr. TOT npose-
neHo 18 (100%) naumenTam c OJI/1. CpenHuin BospacT
cocTasun 9,6 roga (ot 5 no 17 net), pacnpeneneHue
no nony (M:X - 2,6:1). Bce naumeHTsl, Ha MoMeHT TOT,
MMenu oTpuuaTenbHbId CTaTyC MUHUMasbHOW OCTa-
TouHoI BonesHn (MOB). C nepBuyHoi pemuccueit no
ocHoBHOMY 3aBonesaHuio N = 6 (33%), BTopoit pemuc-
cueit no ocHosHoMy 3abonesaHuio n = 12 (66%). Bcem
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naumeHtaMm nposogunock TOT B cymmapHoi go3e 12 I'p
3a 6 dhpakumii 2 pasa B [ieHb.

PesynbTtatbl. Bce nmaumentsl nonyumnu TOT B
nonHoM obbeMe. Bbinv 0TMeyeHbl 0CMOXHeHUA: opoda-
pUHreanbHbIin MyrkoauT 1-2 ctenewn n = 8 (44%), ameTu-
YeCKMit cuHapoM n = 6 (33%), nynbMoHUT (Ha 15 cyTku
ot TOT) n = 1 (6%). NporpeccrpoBaHne OCHOBHOIO
3aboneBaHunsa BbINO YCTAHOBMEHO Yy ABYX MaLMEHTOB
(11%) (cnycTa 3 n 4 Mec ot anno-TICK). BbiskmBaeMocCTb
Be3 mporpeccupoBaHMs N0 OCHOBHOMY 3abonieBaHuio
coctasuna 89% (n = 16) npu mMeanaHe HabriopeHus
7,5 mecsiues (ot 1 go 13) nocne anno-TrCK.

BbiBoabl. MnenoabnatueHble pPeXnMbl KOHOMLN-
oHupoBaHusa ¢ TOT B Hallel KOropTe mokasanu CBOIO
3hpekTmBHOCTL Y mauuneHToB ¢ OJ1J1, HecMoTpst Ha
ocnoxHeHus. OpHaKo, yunTbiBas Manbli nepuog Habnio-
OEHWA 1 KONWYECTBO NaLMEHTOB, faHHbIA MeToq TpebyeT
Bonee pnuTenbHoro HabnogeHus.



MoHuTopuHr ocnoxHeHun nocne CAR-T-kneTouHou
Tepanuu ¢ TOYKU 3peHUs MeAULIMHCKOWU CeCcTpbl

H.M. N'ycneea, 0.0. MonocTosa, 0.B. MNumeHosa, J1.H. LLennxoea, M.A. MacuyaH

®OIBY «HaumoHarbHbIi MEAULMHCKUIA UCCIIEN0BATENbCKUM LeHTp [ETCKOV remMaTosiormm, OHKOSI0rm 1 UMMYHOJI0r N UM. ﬂMMTpMﬂ Porauyesa»

MuH3gapaBa Poccun, MockBa

AkTtyanbHocTb. CAR-T-Tepanusi — HOBbI MeTO[
neyeHuss ocTporo NuMdobnacTHOro Nenkosa y netew
1 B3pocChbIX. ITOT MeTon pa3paboTaH Ans NauneHToB,
Y KOTOPbIX HY OOWH M3 CYyLLECTBYIOLLMX METOLOB fEKap-
CTBEHHON Tepanuu He MO3BONSET AOCTUYL PEMUCCUM
3abonesaHua. CAR-T-Tepanua cBA3aHa C puckamu
TAXKENbIX W KU3HEYTPOMKAILNX OCMOXHEHUA —
CUHOPOMOM Bbibpoca LunTokMHOB (CBLL) 1 HeipoToKeKHy-
HocTu (HT), nosToMy AfA UX CBOEBPeMEHHOMN auarHo-
CTUKM KpaiHe HeobxoanMo TLlaTenbHOe M NOCTOSHHOE
HabnofeHve 3a nauveHToM. MeguuMHCKMe cecTpsbl
OCYLLLeCTBMAIT HenpepbiBHOE HabnioneHve 3a nauu-
€HTOM M YaCTO KOHTaKTUPYIOT C HAM B TEYEHNE CMEHbI,
4TO NO3BOMAET CTaTb UM MEPBbIM U OYEHb BAXKHbIM
3BEHOM B [MArHOCTWMKE OCITOMHEHWW OaHHOro BMAa
Tepanuu.

Uenb. M3yunTb BO3MOKHbIE OCIOKHEHUSA NMPU NPOBE-
OEeHUM HOBOIO MeTOAa fleveHuns; paspaboTaHHble LKasbl
BHEOPUTb B CUCTEMATU3MPOBAHHYIO OLIEHKY COMaTu-
4YECKOro ¥ HEeBPOJSIOrMYECKOro CTaTyCOB MaLMeHTOB,
nonyumnslinx CAR-T-Tepanuio, B exxefHeBHyl0 paboTty
MEeOMLMHCKUX CecTep.

Matepuansbl u MeToabl. HaunHas ¢ cpespana 2018 r,
B «<HMWUL OIOWN nmenn Omutpus Porayesa» B pamMkax
KITMHUYECKOro UCCMefoBaHNA Havyanocb NpUMeHeHne
CAR-T-Tepanuwu, Bcero nedyeHue nonayuunu 95 naum-
eHToB. C AHBaps 2021 rofa no nHMLMATMBE MeOULIMHCKMX
cecTep, B eefHeBHylo paboTy nanaTHow cecTpbl Bbinu
BBELEHbI LLKasbl OLEHKM cTaTyca naumeHTa, nonyyato-
wero CAR-T Tepanuio, corniacHo KOHCeHcycy AMepuKaH-
CKOro 06LLIecTBa TPaHCMIaAHTaLUMM U KNIETOYHOW Tepanuu
(ASTCT). BBefeHbl LKarnbl OLEHKN HePOTOKCUYHOCTH

BNS [eTei pasHbiX BO3PACTOB M KPUTEPUW CHMHAPOMA
Bblbpoca LMTOKMHOB. HaumHas co oHsa BBeneHuss CAR-T
KIIETOK B TeueHne 28 nocnenyoLmx GHel MegULIMHCKUMM
CecTpaMu BEAETCH eXefHeBHas OLEHKa apTepuanbHOro
LaBrieHWsl, TeMNepaTypbl Tefa 1 caTypauuu Kasiple 6
yacoB ana amarHocTvku CBL,. [Ins oLeHKM HeMpoToKCUY-
HOCTU CeCcTpaMu UCMOMb3YIOTCA TPU LUKanbl: ANS nauu-
€HTOB B Bo3pacTe 1-2 roga, Anst naumeHToB 0o 12 net u
Ans nauneHTos cTtapwe 12 net (wkansl CAPD, ICE). C
MOMOLLIbIO CrieLymarnbHbIX BONPOCOB, HabnioaeHnsa n B3au-
MOLENCTBUSA C MaLMEHTOM B TeYEHUE CMEHbI, NPOBO-
anTCA 3anuck bannos, B pesynbTaTe Yero BbICTaBAAETCS
CTEeNeHb TANKECTW HEeWpPOTOKCUYHOCTW. PesynbTaThl
OLIEHKM (PMKCUPYIOTCS C MOMOLLbIO EXKEAHEBHOMN 3M1EK-
TPOHHOM 3anucK B UCTopum BonesHun naumneHTa.

PesynbtaTbl. C siHBaps 2021 roga MeauUMHCKMMK
CecTpaMu LeHTpa BefeTcsl akTMBHOe HabrogeHue 3a
nauvernTamu nocne CAR-T-Tepanuu ¢ BeAeHWEM 3MeK-
TPOHHbIX 3anucen. 3a npoLlefLlee BpeMs NPOBEAEHO
HabnoneHve 3a 30 maumeHTamm B BO3pacTe OT 2 [0
15 nert. Mo pe3ynbTaTtam HabnoaeHWs y BCex NaLneHToB
Bbinn BbIABMEHbI Npn3Hakn CBLL n HeMpoToKkcHyHoCTU.

3aknioueHue. AKTMBHOE, fleTanbHOE U CTPYKTY-
pvpoBaHHOe HabniopeHne MefULMHCKMMKU cecTpamu
nauneHToB nocne CAR-T-Tepanuv no3BonseT pacnos-
HaTb MPU3HAKM CUHAPOMA BbIBpPOCa UMTOKUHOB M
HEMPOTOKCMYHOCTU Ha PaHHUX 3dTamax WX MNposB-
neHus, obecneunsaeT bonee TWaTENbHbIA KOHTPOIb
3a COCTOfIHMEM nauumeHTa, bbICTPylD U YeTKylo
MHPOPMUPOBAHHOCTb Bpaya 06 M3MEHEHMAX B HEM,
4YTO MO3BOSIAET CBOEBPEMEHHO HauMHaTb Tepanuio
OCIOXHEHUI.
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WHIM-cuHpapoM: KnuHuko-nabopatopHas
XapaKTepucTUKa U HOBble Noaxoabl K Tepanuu

E.A. [leopaumesa, T.B. Konioxosa, A.J1. J1labepko, 10.A. PoanHa, A.10. LLlepbuHa

®IBY «HaumoHarbHbIN MeaULIMHCKWE MCCIeR0BaTeIbCKUI LIeHTP AETCKOM reMaTosiorum, OHKOMOrMM U UMMYHOSIOMMM uM. [mutpus Porayesa>

MwuHsapasa Poccumn, Mocksa

Uenb. OueHuTb knNuMHuYeckme n nabopatopHble
nposereHus B rpynne nauueHtos ¢ WHIM-cuHopomowm,
a TakKe 0OXapaKTepu3oBaTb NPOBOAMMYIO Tepanuio.

Martepuanbl n MeTofbl. bbiv NpoaHanuanpoBaH.l
pgemorpacdhuyeckue, KIMHUYECKNEe, MMMYHOMOMMYECKHe,
MOpPCPONOrnyeckune u MonekynspHble AaHHbIe NaLMeHTOB
¢ WHIM-cungpomMomM, Habniopatowmxca 8 HMULL AFOU
uMm. [OImutpust Porauesa. BkmioueHo B nccnenosanne 10
nauneHToB, ¢ MyTauuel B reHe CRCX4, cpeou Hux 1
CeMeWHbIN CryyYa.

PesynbTaTthl U obcyxpenue. B nccnepyemon
rpynne nauueHTbl BbiMM paBHOMEPHO pacrpefeneHsb
no nony (M/X = 5:5). BospacT Ha MOMeHT nocTa-
HOBKM [MarHosa coctasfan ot 7 mecsaues fo 39 ner.
B knuHMueckon kapTvHe Haubonee yacTo BCTpeyae-
MbIMU MHCDEKLIMOHHBIMW NPOSBMIEHWSAMUN ABMSNNUCH MHEB-
MoHun — B 80% cnyyaes, peunamnsupyloLime oTuUTbl - B
60%, 6poHXMTbI U dypyHKYNe3 BCTpeyanuch ¢ oauHa-
koBou yactoton B 40% cnyyaes, cuHycuTbl - B 30%.
Cpenu conyTcTByloWeW NaToNorMm NpMCyTCTBOBANM
pasnnyHble aHOManuu pas3BuUTHSA: CO CTOPOHbI Cepaey-
HO-COCyaMCcTO cucTemsbl y 8/10 naumeHTOB, naTonorus
CO CTOPOHbI MOYenosioBoi cucTemsl y 6/10 naumeHTos,
y 5/10 nauneHToB 3aMKCMPOBaHbI PasfIMUHbIE OTKIIO-
HEHWS B YMCTBEHHOM W MCUXMYECKOM passutun. bopo-
[aBKW 3aperncTpupoBaHbl y 2 nauneHTos. [pu aHanuse
nabopaTopHbIX AaHHbIX Y BCex naumneHTos (10/10) BbisB-
nexa neiikonexns Me 1,03 x 10%/n (0,4; 1,45) n HeirTpo-
nexns Me 0,09 x 10°/n (0,05; 0,10). ¥ 9/10 naumeHTos
oTMeuanach nuMdponenus Me 0,74 x 10°/n (0,66; 0,84).
MnorammarnobynuHemms otMedera y 7/10 naumeHToB.
Mpu nccnenoBaHUM OCHOBHbIX Nokasatenen UOT: CD3*
NMMAOOLMTBI BbINK CHUMKEHBI Y 9/10 nauneHToB, NpeuMy-
LLLlecTBeHHO 3a cyeT CD8". BoipaskeHHoe cHuxeHve CD19*
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oTMevanoch y 8/10 nauueHToB. Takke Hamu Bbinu npoa-
HanmauposaHbl TREC, KREC, cHusenmne TREC 5/9, KREC
7/9 nauMeHTOB COOTBETCTBEHHO. [pU LMTONOrMYECKOM
nccrenoBaHUM KOCTHOMO MO3ra MUeNoKaTeKcmec oTMe-
yasicst y BCex nauueHToB. 9 nauueHTaMm bbina MHULK-
nposaHa Tepanus -KC® B fose ot 3 MKr/kr/cyT no
50 Mmkr/kr/cyT, eskegHeBHo. 8/10 nauueHToOB nosyyanm
Tepanuio BBMI 1 pas B 4 Hegenu B no3se 0,5 r/kr. Tpem
mauveHTaM NpoBefeHa anfioreHHas TpaHCnaHTauus
reMonoaTMyecknx cTeososbix KneTok (TFCK) ¢ TCRap*/
CD19* penneumen TpaHcnnaHTaTa, B CBA3WM C OTCYT-
CTBMEM aleKBaTHOIO KOHTPOSIS Haz 3abonesaHueM (oTcyT-
CTBME CTOMKOrO reMaToniornyeckoro otseta Ha [-KCO,
HapacTaHWe LMTOMNEeHWW, ayTOUMMYHHbIE OCIOKHEHUS).
[Ba nauveHTa B 3 hase paHLOMM3MPOBAHHOMO, JBOMHOMO
cnenoro, nnauebo-KOHTPONMPYEMOro, MHOMOLIEHTPOBOIO
MCCnefoBaHUA MO UCMOMb30BaHWIO NMpenapaTa MOBapUK-
cacpop y naumerToB ¢ WHIM- cuHgpoMoM, B HacTosiLLee
BpeMsi MPOXOAUT OTKpPbITas dhasa NCCeNoBaHuS.

BeiBoabl. ViccrnenoBaHne nokasano 3HaunTesnbHYo
3a0epKKy B MOCTAHOBKe AMarHo3a, HeCMOTPSA Ha To,
YTO HEWTPOMEHUs OTMevanacb y NauueHToB C MepBbiX
MEeCALEB M3HW. Bo MHOrom 3710 0BycnoBneHo TeM, 4To
y Bonblien yacTu NauUMEHTOB B HalleW rpynne gaxe
Ha MOMEHT MOCTaHOBKM AvarHo3a OTCYTCTBOBaNu BCE
yeTblpe npu3Haka knaccuyeckoro WHIM-cungpoma. B
Tepanuu nauneHToB mcnonb3osasncs [-KCP, a Takxke
3aMecTuTenbHaa Tepanuu BBUI, opoHako pmaHHOM
Tepanuu He bbI10 JOCTATOYHO A1 KOHTPONs Hapf 3abo-
neBaHneM, B CBA3N C YeM noTpeboBanoch NposefeHne
TIrCK. Uccnepnosanusa nnrnbutopos CXCR4, B uacTHOCTH,
npenapaTta MoBapvKkcodhop, Noka3sbiBaloT 0bHaLexmBa-
loLLme pesynbTaTbl U, BO3MOMKHO, OTKPOIOT HOBYIO CTpa-
HULYY B NTEYEHWUMN 3TUX MNALMEHTOB.



Bbicokofo3Has xuMuoTepanus ¢ ayTosIorM4yHou
TpaHCMlaHTaunen reMono3TUYECKUX CTBOSTOBbIX
KneTok y peteu ¢ onyxonsamu LUIHC

{0.B. OnHukuHa, A.10. CmupHoBa, [1.A. Moprauesa, C.U. YepHosa, 10.K. TowunHa

®IrbY «<HMUL um. B.A. AnmasoBa», CaHKT-lleTepbypr

AkTyanbHoCTb. Bbicokofo3Has xuMuoTepanus
(BOXT) c ayTonoruyHoi TpaHcnnaHTauuen remMono-
3TUYECKUX CTBOSMOBLIX KMeTok (ayTo-TICK) sens-
eTCs METOAOM MHTEHCMDUKALMN NPOTUBOOMYXONEBOr0
neyeHns 3MokavecTBeHHbIX HoBooBpa3osaHuit LIHC (3HO
LLHC) nyTem npeoponeHus reMaToaHuUedanmyeckoro
Bapbepa 1 NeKapCTBEHHON PE3UCTEHTHOCTH OMyXose-
BOro KfloHa. TeM He MeHee Npoduiib TOKCUYHOCTH U
HeybeauTenbHble AaHHble 3MEKTUBHOCTH [AHHOMO
Noaxofda Npv psaae Ho30J10MMI aKTyanuanpytoT npobnemy
BblbOpa NoKasaHWi K ero NPUMEHEHWIO.

Llenu n 3apaun. OnpenenuTb 3HauyeHne, achdek-
TMBHOCTb M TOKCMYHOCTb BOXT ¢ ayto-TICK y nauu-
entoB ¢ 3HO LIHC.

Matepuanbl u MeTopbl. [TpoaHanu3nMpoBaHsbl
LaHHble MeXOyHapOLHON nuTepaTypbl MO CyLLeCTBY-
oMM noaxoaaM no mcnonb3oBaHuio BOXT y peten ¢
3HO LUHC n ero adhdekTBHOCTH, @ Takke anbTepHa-
TUBHbIE OMLUMMN FTIEYEHUST YKa3aHHOM KOropTbl BOSbHBbIX.
PeTpocnekTvBHO MpoBefeHa OLeHKa COBCTBEHHOro
onbita BOXT ¢ ayTo-TICK (2016—2023rr.) Kak B Kaue-
CTBe MEepPBOW, Tak ¥ NOCMERYIOLLMX IMHWIA Tepanuu.

PesynbTtathl U 06cyxpeHue. Obuiee KonnyecTso
cnyyaes BOXT coctaBuno 51y 34 naumeHToB € pa3nuu-
HbiMn 3HO LUHC. Mepwmana BospacTa cocTaBuna 3 roga
(11 Mec — 18 net), npeobnaganu Manbumku (70,6%).
B kauectBe nepsoi nuHuu neyenuns 3HO LHC BOXT
Bbina nposeneHa y 28 naumeHToB, n3 HUX y 10 B pexnme
TaHnnemuon BOXT; 6 nauneHTam — npu peumamsax 3abo-
nesanusi. Cpean Hosonorun npeobnaganu Menynnob-
nactoma (10), amBpuoHanbHasa onyxonb LIHC, NOS/
ETMR (7/7), ATPO (7). Nepudbepnueckne CTBOMOBbIE

kneTkun kposw (MCKK) ucnonbsosanuck B 44-x cryyasx,
B 7 — KOoCTHbI Mo3r. 3abop MNCKK ocyuiecTtensncs 3a
1 ceaHc neiikacpepesa B 88,8% cnyyaes, B 0CTasIbHbIX —
3a 2. CpepHee konmuecTBo CD34* KNeTok/Kr Beca peun-
nueHTa coctasuno 9,9 x 10° (2,74 — 26,6). Y 12 us
34 naunenToB BOXT npoBogmnacb B MOHON peMUccum.
Haunbonee pacnpocTpaHeHHbIMU OCMOMKHEHUAMM Bbinn
muenocynpeccusa (100%), ctomatut Il — Ill cTeneHu
(64,4%), nnapes II-lIl ctenenn (61,1%). Meanara
BPEMEHW [0 BOCCTAHOBMEHUA HEWTPOGMIOB M TpoMbo-
untos coctasuna 11 (8-17) u 13 gHeit (9-29) cooteeTt-
CTBEHHO. Henmpwsk1BNeHne TpaHcnnaHTaTa uMeno MecTo
B 5,5% cnyyaes, uto noTpeboBano NpPoOBefEHUS PEVH-
doysum ayTo-TI CK. Bbin 3aperncTpupoBaH oauH cryyan
paHHeW TpaHcnnaHTaT-acCouUMPOBaHHOW cMepTu. B
noCTTpaHCnNaHTaunoHHoM nepuope 58,3% nauneHToB
nonyunnu nyyesylo Tepanuio. MenmaHa HabniogeHus
coctasuna 16 Mec (2-45). OgHonetHsisi OB 1 BCB cocTa-
BUnn 97% n 88,2% COOTBETCTBEHHO.

BbiBopbl. Hall onbiT 1 MexayHapoLHble JaHHble
noaTeepxaaT, uyto Meton BOXT sasnsietca adpcpek-
TuBHbIM 3TanoM nevennsa 3HO LLHC y peTeit ¢ yonoeneTso-
pUTENIbHON MEPEHOCUMOCTBIO B KaueCcTBe NepBOv MTMHUM
npv ambpuroHanbHbix 1 'KO LLHC, ogHako TpebyeT 6onee
LEeNMKaTHOro MoAXofa K onpefeneHuio KaHaMaaToB Ha
BIOXT B peumavse 3abonesaHus. OoHUM U3 IMMUTUPYIOLLIMX
chakTopoB BOXT siBnsieTcs accouumpoBaHHas TOKCUY-
HOCTb, Mpeskae Bcero 0bycnoBneHHas NopaBieHMeM reMo-
M033a, PUCKaMN MHADEKLIVIOHHBIX OCIIOMKHEHWI U Pa3BUTUEM
LNIUTENbHOW KOCTHOMO3rOBOM HELOCTaTOYHOCTW, 4TO
MOSKET SIBMATLCS NPOTUBOMOKA3aHWEM K UCMOSb30BaHMIO
OpPYr1X METOLOB NMPOTUBOOMYXOSIEBOMO NTEYEHUS.
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Henponcuxonoruyeckoe conpoBoxaeHune
nauuneHToB nocrsie CAR-T-Tepanuu: paHHsas
AVMArHoCTUKa HEMPOTOKCUYECKOIr0 CMHAPOMA

M.A. EBooknuMoBa, M.A. NonosuHckas, A.E. Xaun, J1.H. LLennxosa

®IBY «HaumoHanbHbIi MEAVLMHCKMI NCCIIEeA0BaTeNIbCKUK LIEeHTP AETCKOM remMaTosiorny, OHKOIOrumM u uMMyHosiorum uM. [imutpus PorayeBa»

Mun3zapasa Poccun, Mocksa

LUenb. 0b0bLLEeHNE MeROYHApOAHOrO OMnbiTa Ucce-
[OBaHuUi B 0611acTN AMArHOCTUKMN HEPOTOKCUYECKOro
CMHOPOMA y MaUMEHTOB, MPOXOAALLMX NTEYEHUE OHKOre-
MaTonornyeckux sabonesaHuit. PopmMmpoBaHne MeToan-
YECKOr0 MHCTPYMEHTApWs A1 HEVPOMCUXOOrMYECKOro
COMPOBOMOEHNUS U PaHHEW OANarHOCTUKM SIBIIEHWA HEMPO-
TOKCUYHOCTH.

Marepuanbl n MeTopbl. AHanM3 aKkTyanbHbIX UCCIe-
LOBaHuUi B 0611acT¥ LMArHOCTUKMN HEPOTOKCUYECKOro
CMHAPOMA Y NaLMeHTOB, NPOXOAALLMX feYeHne rema-
TOMOMMYECKMX U OHKOreMaTonornyecknx 3abonesaHui
metonom CAR-T Tepanuu, npu NOMOLLM BbICOKOLO3HOW
xumuoTtepanum n TICK.

Pesynbtathl u 06cyxpaeHue. Tepanmsa Cc NOMOLLbIO
CAR-T kneTtok ABNAETCA WMHHOBALMOHHbLIM, BbICO-
KoCneunanuanpoBaHHbIM METOLOM fleYeHUs OHKOorema-
TONMOrnyecKunx 3abonesaHunii Kak B3pOCHbIX, Tak U AeTew.
OCHOBHbIM NPenMyLLIeCTBOM AAHHOro BMAa Tepanum
ABNAETCA NPOAOIKUTENbHAsA cnocobHocTs CAR-T kneTok
COXPaHATbCA, AENMUTLCS U PacTU B OpraHn3Me naumeHTa
¥ NPOJOJIKATb aTaKoBaTb 3/I0KAYECTBEHHbIE KIETKM B
TeyeHne AnuTenbHoro spemMenn. 0gHako nNpuMeHeHne
CAR-T Tepanuu cONpsiskEHO C BO3MOXHbIM Pa3BUTUEM
nobouHbix achdhekToB, Hanbonee pacnpocTpaHEHHbIM
13 KOTOPbIX SBMASAITCH CUHAPOM BbibpOCa LMTOKMHOB
(CRS), a Takse KOMMMEKC M3MEHEHWI, 3aTparvea-
ioLWMX paboTy HEPBHOM CUCTEeMbl (HEMPOTOKCUMYHOCTD).
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fBNeHNA HeMpPOTOKCMYHOCTM, XOTA U TECHO CBSA3aHbI
¢ CRS, MoryT Bo3HuKaTb BHe 3aBucuMocTu oT CRS. K
NPOSIBNEHUAM HEMPOTOKCUYHOCTU OTHOCAT LeSbIf Psg
CMMMTOMOB PasfnMyHOM cTeneHu TaxecTn. B Hanbonee
TAXKESbIX CIyYasX y MauMeHTOB MOTyT OTMeYaTbCs TOHW-
KO-KITOHMYECKMNE CYAOPOru, BHYTPMYEpPErnHble KPOBO-
M3nusiHKUA, BbICTPO HacTynalowmin andddy3HbIA OTeK
Mo3ra. BasxHo otMeTuTb, uto MPT 1 KT nccnepoBanusa
FOJSIOBHOTO MO3ra MauMEeHTOB C 0YEBWMAHLIM 0YaroBbiM
HEBPOIOrNYECKUM AeDULIMTOM, BbISBMISEMbIM NPU (N3N~
KanbHOM OCMOTpe, MOryT He 0BHapysKvBaTb OTKIOHEHUA
Ui ABMATLCSH MHCDOPMATUBHBIMU B TAMKENbIX CITyYasX.
C uenblo onHaMmyeckoro HabriogeHns 3a COCTOSHUEM
naumeHTa MCMOMb3YITCA CKPUHWHIOBbIE OMPOCHbIE
MeTOLMKM, BKIoYalolme B ceba Bonpochkl o dmanye-
CKOM U1 MCUXONOrMYECKOM COCTOAHUM NaLMeHTa, a TakKe
pasfiMyHble METOAbl OLEHKN COCTOSHWUA KOrHUTMBHBbIX
OYHKLMIN, aKafeMUYECKNX HaBbIKOB, MEJTKON MOTOPUKM,
NMPUMeHsieMble Ha PasfIMYHbIX BPEMEHHbIX 0Tpe3Kax
neyeHus.

BbiBopbl. AHanM3 aKTyallbHblX MCCIeA0BaHWM
no3Bonun ybeanTbCa B TOM, YTO AMHAMUYECKas OLeHKa
HeVpPOMNCUXONOrMYeCcKoro cTaTyca nauveHToB, MPoXo-
pALwmx neyenne mMetopoM CAR-T Tepanwuu, Bynet umetb
BbICOKYIO 3HaUMMOCTb U 3(PFEKTUBHOCTL B KauecTBe
MeTofa [MarHOCTUKM faxke MUHUManbHbIX HEMPOTOKCU-
YECKMX U3MEHEHWI B COCTOSIHWM FOJI0BHOIO MO3ra.



Mpuwuno nu BpemMsa nepBUYHOM
aHTUTPpoMbBoTHMUEeCKOU NpochUNaKTUKK Yy feTen?

[.A. EscTtpatos, H.B. MsikoBa, [1.A. }Kapkos

®OIBY «HaumoHarbHbIi MEAULMHCKUIA UCCIIEN0BATENbCKUM LeHTp [ETCKOV remMaTosiormm, OHKOSI0rm 1 UMMYHOJI0r N UM. ﬂMMTpMﬂ Porauyesa»

MuH3gapaBa Poccun, MockBa

AkTyanbHoCTb. BeHo3Hble Tpombosbl (BT) sasna-
I0TCA OOHUM M3 YACTbIX OCIIOKHEHWI Tepanuu 3noka-
YeCTBEHHbIX HOBOODpa30BaHWM y JeTei U MOJPOCTKOB.
Hanbonee yacTo OHM BCTPeYaloTCs Y MaUMEHTOB C
OCTpbIM NIMMcPoBacTHLIM NEeNko3oM 1 anmdpomamu. BT
y BeTeln 1 NOAPOCTKOB C NMMPOMaMU U3yyeHbl HeQoCTa-
TOYHO: He ornpeneneHbl )aKTopbl pUCKa M He paspabo-
TaHbl NPOrHOCTUYECKME MOLENMU OLEHKU PUCKa 3TOrO
OCTOXHEHMUS.

Uenb. BbisiBneHne akTopoB pucka pas3BUTUS
CUMNTOMATUYECKUX BEHO3HbIX Tpombo3os (cBT),
MOCTPOEHME MPOrHOCTUYECKON MOLENN U BHYTPEHHEN
BanuauuyM NporHOCTUYECKON MOAENU B MOMynsuum
nauneHToB ¢ nMMd)oMamu B Bo3pacTe fo 18 ner.

Martepuanbl u MeTopbl. [laHHOe uccnepoBaHue
SIBNAETCA peTpocnekTMBHbIM. CHop MaTeprana npoBo-
OMIICA Yepes MeOULIMHCKYI0 MHZDOPMALMOHHYIO CUCTEMY.
Bkniouanuce naumenTtol 0—-18 net ¢ numdomamu,
nonyvaswue Tepanuio B ®IBY «HMUL, OFOUN nmenn
Omutpua Poravesa» Munagpasa Poccum ¢ 1.01.2013 po
1.09.2022. Wcknioyanucb NauMeHTbl C NEPBUYHBIM
MMMYHOAEeOULNTOM; yMepLUMe B nepBble 7 JHeN oT
rocnuTanusaumun B LleHTp; monyvaBliune Tepanuio B
obbeMe, MpeBbILLIAOLWEM LUMTOPENYKTUBHYIO dhasy Ao
rocnutanuaaumun B LleHTp. MauneHTbl Bbinn cnyvaiHbiM
06pa3oM pasgaeneHbl Ha 2 KoropTbl: obyvatowasn (67%)
n TectoBas (33%). 3a cobbiTMe NpuHUMArCA cryyau
cBT. Ctatuctnueckasn obpaboTka nonyyYeHHbIX AaHHbIX
nposofunacbk ¢ nomotbio nporpammbel XLSTAT 2020
(Addinsoft, ®paHums). CpaBHeHME KOMMYECTBEHHbIX
NnepeMeHHbIX MPOBOAWMMIOCH METOAOM MaHHa-YWTHu,
CPaBHEHWE KaTeropuarnbHbIX NEPeMEHHbIX MPOBOAMIOCH
mMeTonoM Xu-kBappaT. OnpeneneHne hakToOpoB p1CKa
NMPOBOAMIIOCH METOLOM JIOFMCTUYECKOW perpeccuun
B MHOrodpaktopHoM aHanuse. OnTuManbHoe Mopo-
ropoe 3HauveHue onpepensnocb ROC-aHanusom.

Pasnuuusi MexLy CpaBHMBaeMbiMU NapaMeTpamu
cUMTanM CTaTUCTUYECKU 3HAUYMMbIMU NPU 3HAYEHUU
p <0,05.

Pesynbtatbl. [1py yHMBapHaHTHOM aHanuse crneny-
loLe dhaKTopbl MMENWU JOCTOBEPHOE BIIUSHWE Ha PUCK
cBT: BospacT, He-0(I) rpynna kposu, 06beM onyxonu
B CPEAOCTEHWU, FrOCMUTaNM3auns B OTAENIeHUe peaHu-
MaLuW U MHTEHCMBHOM Tepanuu B nepsbie 30 gHen oT
rocnutanusaumu B LIeHTp B CBA3K C pa3BUTUEM KU3HE-
yrposxatouiero coctosHua (OPUT+). [na konnye-
CTBEHHbIX MepeMeHHbIX (06beM onyxosin B CpeaocTeHmm
u Bo3pacT) MeTonoM ROC-aHanusa Gbinu BbiSBREHDI
NMOPOroBble 3HAUYEHUSI U B MHOrODaKTOPHOM aHanuse
OHW aHanW3MpoBaNMCb KaKk KaTeropuasbHble nepe-
MeHHble. Takke OoTMeuasncsa TpeHn B Bonee BbICOKOM
yacToTe cBT y petet n nogpocTkoB ¢ NuMdpobrnacTHoM
numdpomont (p = 0.06), naHHbIN hakTop Takxe Bbin
BbibpaH AN MHorodakTopHoro aHanusa. OcHOBbI-
BasiCb Ha pesynbTaTax MHOroaKTOPHOro aHanusa
chakTopaM, OCTOBEPHO BAMSIOLLMM Ha pucK CBT, Bbinm
npvceoeHbl 1 nnu 2 6anna B 3aBUCUMOCTH OT YacTOThl
cBT: BospacT = 12 net, He-0(l) rpynna kposu — 1 6ann;
obbeM onyxonu B cpepocTenun > 250 mn, OPUT+ — 2
6anna. Metogom ROC-aHanusa 6bino BbIABNEHO OMNTU-
MasibHoe KonuyecTBo BannoB Ans rpynnbl «BbICOKOM0>
pvcka — 4.

lMpn aHanM3e faHHOM MOAENN Ha TECTOBOM KoropTe
yyBCTBUTENbHOCTb cocTaBuna 0,38, a cneundnyHocTb
0,96. OTHOCKUTENbHbIN WaHC pucka passutua cBT B
rpynne «BbICOKOro» pucka coctaeun 5,9 (95% AN: 1,3 -
25,6, p=0,019).

3aknioueHue. [laHHasi NporHocTMYeckas Momenb
MOsKeT BbITb MCMOMIb30BaHa A1 BbIABIEHUA MaLMEHTOB
C BbICOKMM PUCKOM pa3BuTus cBT, koTopble NoTeHLM-
afnbHO HYXOAloTCs B NEPBUYHON aHTUTPOMBOTMYECKOM
npodonnakTuke.

Pediatric Hematology/Oncology and Immunopathology
2023 | Vol. 22 | Ne 2 suppl 1| 36



MpoTuBOONYXONEBbIN NOTEHUMUAN NPOU3BOJHOIO
nUpPUAMHKapPbOHOBLIX KUCNOT Ha in vivo Moaenu
TPOMHOr0 HEraTMBHOIrO paka MOJSIOYHOM Kene3bl

A.A. EnnwkuHal 2, 0.H. Oepsibuna?, E.B. brimHosa® 2, E.A. KypMbiwesa?, 0.C. BaBunosa?

1prA0Y BO Mepsbii MIMY um. U.M. CeueHosa Munsapasa Poccun (CeuyeHosckmii YrnsepceuTeT), Mockea

2PlAOY BO HUSTY MU®U, Mocksa

Llenb. /13yyeHne nNpoTvBOOMYXONEBON aKTUBHOCTM
NPOU3BOAHOMO NMUPUAMHKAPOOHOBLIX KucnoT JIXT-17-19
Ha KceHorpadTHOW Mofenu TPOMHOro HEATUBHOMO paka
MOJTOYHON enesbl

MaTepuanbl u meToabl. ViccrnenoBaHua Bbinon-
HeHbl Ha 46 caMKax r'yMaHM31poBaHHbIX Mbileit BALB/c
nu/nu, KOTOPbLIM MPUBMBASIM TPOMHYID HEraTUBHYIO
OnyxoJ1b MOJTOYHOW sKefle3bl, No MeTogy Powell B Halen
MoaMOUKaLMU, NOMYYEHHYI0 OT MaLMEHTKU B KITMHKKE
CeyeHoBckoro YHuepcuteta. KUBOTHBIM €XXEeLHEBHO
B TeyeHue 5 CyTOK BBOAMNU. Fpynne KOHTponb 6es
nevyenns — BHyTpubplownHHo 0,2 mMn dusmonorun-
yeckoro 0,9% pacTBopa xfopvaa HaTpus U BHYTPb
0,2 Mn 2% KpaxManbHOro KnencTepa; rpynmne KOHTPOslb
C 3pnoTMHNBOM — BHYTpUbpIoWwmMHHO 0,2 M donsnono-
rnyeckoro 0,9% pacTtBopa xnopuga HaTpus U BHYTpb
0,5 Mr/kr apnotuHmba B 0,2 Mn 2% KpaxMmanbHOro
KnemncTepa; TpeTben rpynne — JIXT-17-19 BHyTpubpio-
WMHHO B CyTOuHOM po3e 3,7 mr/kr B 0,2 Mn chusuo-
noruyeckoro 0,9% pacTBopa xnopuaa HaTpust U BHYTPb
0,2 Mn 2% KpaxmarnbHoro knerctepa. [NpoTrBooNyXonesbiIi
3dhheKT oLeHnBanm No 06 bLEMY NEPBUYHOIO OMYyXONEBOr0
y31a 1 MPOAOIIKNUTENBHOCTU U3HN KUBOTHBIX B KOHLE
3KcnepuMeHTa. VccrenoBaHus BbINOSHEHbI NPUY MOAAEPIKKE
rpaHTa npesvpeHTa P® HLL-843.2022.3 cornawexne
Ne075-15-2022-842 ot 12 mas 2022 1.
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PesynbTtaTtbl n obcyxpeHne. B KOHTPONbHOM
rpynne sKMBOTHbIX 06beM omnyxoneBoro ysna k 35-m
cyTkam cocTaBun 1546 MM®, cpenHss Macca - 1,36 1.
Ha choHe BBefeHusa apnoTuHuba Habnioganu Topmo-
)KEHMe pocTa OMyxofieBOro ysma: K 35-M cyTkam
obbeM cocTaensn B cpegHeM 787 Mm2 n Macca — 0,83 1
(p = 0,001 1 0,005 COOTBETCTBEHHO MPU CPaBHEHUM C
KoHTponeM 6e3 neuenns). Beegerne JIXT-17-19 k 35-M
CYTKaM yMeHbLLano B CPEAHEM OMyXONeBbli y3en 00
504 mMm? , Macca cocTaensana 0,52 r (p = 0,001 w
0,005 cooTBETCTBEHHO C KOHTponeM 6e3 neveHwus
W Npu fNeyeHun apnoTuHubom). MepmnaHa BbiMMU-
BAaeMOCTU MbIlIEN — HOCUTEeNewW OMyxonu B
KOHTPONbHOW rpynne 6e3 neyeHusa cocTasBuila B
cpegHeM 42 cyTOK, B rpynne »KMBOTHbIX, MOy~
YaBLMUX B KayecTBe npenapaTt 3ploTUHME -
60 cyTOK, B rpynne }MBOTHbIX C Tepanuen JIXT-17-19 -
73 cyTOK.

BbiBopgbl. TakuMm 0bpa3om, coennHeHune JIXT-17-19
NpU KYpCOBOM BHYTPWUOPIOLLUIMHHOM BBELEHUWN Mpode-
MOHCTPMPOBaNo NMPOTMBOOMYXONEBYI0 aKTUBHOCTb Ha
KCeHorpadpTHOM MOAenu TPOMHOIrO HeraTMBHOIO paka
MOJIOYHOW 3Keme3bl N0 MOAABMEHMIO pOCTa onyxosne-
BOrO y3ra MpW CPaBHEHWUW C KOHTPOSEM U C TapreTHbIM
npenapaToM 3pfoTUHWOOM, MOBBILLAMO BbIKMBAEMOCTb
YKUBOTHbIX.



[InHaMuKa noKasaTesrie KauecTBa KU3HU
NauMeHTOB C OCTPbIM NIMMc0651aCTHBIM NENKO30OM
nocre NpoBefeHUs KypcoB peabunurauuu

E.B. Xykosckas?, T.M. HukutnHa?, T.U. MoHosa?, A.®. Kapenuh!

leuebHo-peabumTaLmMoHHbIN HayuHbIi LEHTP «Pycckoe none» ®IbY «HaumoHanbHbIi MeAULMHCKUIA UCCIIEA0BATEbCKUI LIEHTP €TCKOM reMa-
TOS10r MM, OHKOITOrMM M MMMYHOoIorn uM. [muTpus Porayesa» MuH3apasa Poccun, Mocksa

2CaHKT-lNeTepbyprekuii rocyaapcTseHHbiNi yHuBepcuteT, CaHkT-leTepbypr

AKTyanbHocTb. KayecTBO KM3HU MaLMEHTOB CO
3/10KaYeCTBEHHbIMU HOBOODPa30BaHMAMM MOCSIE OKOH-
YaHUsA NPOTMBOOMYXOJIEBON TEPanM BO MHOMOM Onpeae-
NSAETCS COYETaHHbIM BO3LENCTBMEM MELMKO-COLMATIbHbIX
dhaKTopoB.

Lenb. OueHnTb BO3MOMHbIE KOPPENALMOHHbIE CBA3M
KayecTBa XM3HW C MHOEKCOM MaccChl Tena, TKaHEeBbIM
cocTaBoM Tena, uigekcoM HOMA v ypoBHeM BUTaMuHa
[ y naumeHToB C oCcTpbIM NMMMAOBNACTHLIM NENKO30M B
COCTOSIHUM PEMUCCUMN.

Matepuanbl u MeToabl. KauecTBO XU3HWU nauu-
EHTOB fleyebHo-peabnnNUTaLMOHHOr0 HayYHOr o LEHTPA
«Pycckoe none» HMUL, OO wum. Omutpus Pora-
yeBa C OCTpbIM NUMdpobracTHbIM neitkosom (OJ1N1)
(n = 209) ouenuBanu 0o 1 nocne peabunuTtaumu,
npumeHsas OBLUMIA OEeTCKMIN OMPOCHUK KayecTBa MU3HM
(PedsQL™4.0 Generic Core Scales) — neTckue u pogu-
TenbCckue dhopMbl B COOTBETCTBUM C BO3PAcTOM JETeN.
[nsa oueHkn BkNaga akTopoB, KOTOpble MOTYT BUATb
Ha McxoaHoe KauyecTBO u3Hu peten ¢ OJ1J1, ucnonb-
30BanM MHOrODAKTOPHbLIN PErpPeCCUOHHBIN MUHENHDBIN
aHanus. CTaTUCTUMYEeCKniA aHanm3 NpoBeAeH C UCNosb-
30BaHueM nporpamMmHoro obecneyenus SPSS 23.0.

PesynbTaTbl. B COOTBETCTBMM C MHOMODaKTOPHOM
perpeccuoHHON MOLENbIO Ha MOoKasaTenu CyMMapHON
wkanbl y petei ¢ OJ1/1 okasbiBaloT BAMSAHWE criefyloLme
dhakTopbl 1 coveTaHus PakTOPOB: BO3PACT Ha Hayano
Tepanumn (p < 0,001), non (p = 0,014), abconioTHoe

3HaueHue ButamuHa 1 (p = 0,014), cpok pemuccuu
(p = 0,003), a TakKe 3HAUMMbIM OKa3anocb B3aUMO-
LencTBME TNa NpPoToKoNa neyvenHusa. Kpome Toro, no
oueHkaM popuTtenen y petei ¢ OJ1J1 Ha mokasaTtensb
KU3HW B LUKOMEe HeraTuBHO BnusaeT UBXKM; y Manb-
YMKOB ¥ [0, 1 nocne peabunutauum XL nyywe, yem
y nesouek. [lononHuTensHo No oueHkam petent ¢ OJJ1
BbISIBIEHA MOJIOMMUTENIbHAs CTaTUCTUYECKM 3HaYMMas
cBsA3b Mesxkpy MBXXM u nokasatenem ncuxocounanb-
HOro (PyHKLMOHMPOBaHMA 0O W nocrne peabunutaumm
(p = 0,016); y neten ¢ HopManbHbiM MMT u fo, v nocne
peabunuTauum nokasaTenb NCMXOCOLMANbHOr0 OYHK-
LUMOHMpOBaHuA bonblue, Yyem npu NoBbileHHoOM UMT
(p =0,017). Mo ouexkam poauteneit netei ¢ ONJT, ynyu-
LLEHMEe NCUXocoumanbHoOro yHKLMOHMPOBaHUS nocne
peabunutaumy 3Hauumo Bonblue Npu HOPMasbHOM
HOMA, uem npu noBbileHHOM nokasatene HOMA
(p =0,05).

BoiBopbl. Y geten un nogpoctkos ¢ OJ1J1, 3aBep-
WMBLIMX MPOTUBOOMYXONEBOE JleyeHune, nocne
nposefeHns peabunutaumn nNpofeMOHCTPUPO-
BaHa 3HauyMMas MONOMKMUTEeNbHaaA AUMHAMUKa Kaye-
CTBa KM3HM MO BCEM LIKanaM onpocHuka PedsQL c
y4yeToM rona, Bo3pacTa Ha Hayano Tepanuu, CpoKa
pemuccun, nokasaTenen Metabonuueckoro romeoc-
Tasa, a TakKe UCXOJOHOr0 KayecTBa $KU3HU MO OLEeHKaM
caMux OeTen 1 No OLEeHKaM poauTenien Kak B rpynne
c OIJ1.
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ManouHBa3nBHas raCTpOCTOMMUSA KaK MeToA
KOPPEKLUUN HYTPUTUBHBIX HapyLLUEHUW B
OHKOMeauaTpuu: onbIT U pe3ynbTaThl
HMULU ArOU uM. AiMutpusa Porauesa

N.B. 3axapos, A.10. Bawwypa, E.C. Bacunbesa, [1.B. IlutsnHos

®IBY «HaumoHanbHbIi MEANMLMHCKMI MCCIIER0BATENbCKMI LIEHTP AETCKOM remMaTosiorny, OHKOIOrm u uMMyHosnorum uM. [imutpusa Porayesa»

MuH3apasa Poccum, MockBa

Uenb. N3yuntb 3dhdheKTUBHOCTb METOAMKMN MYHK-
LIMOHHOM racTPOCTOMUM MPU KOPPEKLIMN HYTPUTUBHOMN
HEAOCTaTOYHOCTM Yy NALMEHTOB remMaToIornMyeckoro un
OHKOJTOrMYeckoro npodpunei.

MaTtepuansl u MeTtopbl. B paboTte npencrasneH
OMbIT MNOCTAHOBKM HWU3KOMPOMUIbHBIX FracTPOCTOM B
HMUL OFON wum. Omutpus Porayesa. [locTaHoBKa
racTpoCTOM OCYLLeCTBMAANacb 3HAOCKOMUYECKUM
MeToaoM (n = 402) 1 PeHTreHXMpypruieckuM MeToaoM
(n = 2) nauveHTam c 3aboneBaHMUAMU OHKOMOTMYE-
CKOr0 UM remMaTonornyeckoro npodwmnenn. Bospact: ot
27 pHeit po 17 net 8 Mec. Manbuukos 247 (61%),
nesouek 157 (39%). ConuaHble onyxonu cOCTaBUMM
84%, MNAOC 10%, remobnacTosbl 6%. Bce nauuneHTs
(n = 404) vMenu nokasaHMs K BbIMOSIHEHMIO FacTPO-
ctoMun. OCHOBHbIe MPUYKHBI: BENKOBO-3HEPreTNYECKas
HEAOCTaTOYHOCTb, BbIPAKEHHbIE HAPYLLUEHWUA anneTuTa
WY OrpaHWUYEHNE BO3MOKHOCTM NepopasibHOro NUTaHus.

PesynbTatbel u obcyxpeHue. Bo Bcex crnyvasx
racTpocToMmnyeckasa Tpybka Bbina ycneLwHo ycTaHoB-
neHa. ¥ 1% naumeHTOB 0TMeYanocb pasBuUTUE paHHUX
nocrneonepaunoHHbIX OCMoXHeHuin (nepdpopauus,
KpOBOTeUeHUe, MHEBMONepUTOHeyM). Y ocTarbHbIX AeTeit
He OTMeyanocb 3TWUX OCJIOKHEHWM, YTO MoKa3sblBaeT
3dhheKTnBHOCTL 1 Be3onacHOCTb MeToga NPSMON MyHK-
LIMOHHOM racTpocToMun. KopMneHue naumeHTta yepes
racTpoOCTOMY HauuMHanocb yepes 6-12 uyacos nocne
onepauuun. PacyeTHbi 00bEM 3HTEpanbHOro MUTaHUS
3a nepBbl MecsL, Nocrne NOCTaHOBKM YAANoCh JOCTUr-
HyTb y 82% peTten. COOTBETCTBEHHO, Yy AaHHbIX Nauu-
€HTOB /IMB0 BbINI0 OTMEHEHO NapeHTepanbHoe nuTaHue
(ecnn oHo npoeopunock), nnbo ypanoch usbexaTtb
ero npuMeHeHus. Y octanbHbix 18% 310 6bIN0 HEBO3-
MOXXHO MO MPUYNHE FraCTPOUHTECTUHAMbHBIX HAPYLLEHWUN
M CIOMHOCTEN C noabopoM nutauus (M3-3a uHomMBMay-
arnbHOW HernepeHoCUMMOCTH). KonmuecTso aeTeit ¢ Hapy-
LUEHUAMM anneTuTa COKPaTUIOCh BABOE KO 2-My MecsiLly
rnocre nocTaHoBKM, Ho fanee (mo 12 Mec) npakTuuecku
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HE MEeHAI0Ch; TOLWHOTa U PBOTA MaKCMMasibHO MPOsiB-
nanuch Ha nepesoM Mecdaue (81%) v nonHocTbio He
KynupoBanucb 0o 6-ro mMecsaua y 27% peten, yactoTta
KuLeuyHon aucnencum y BonbwmHcTea (64%) Gbina
BblLLE Take B TeyeHue 1-ro mMecsua v fanee nnasHoO
CHuskanacb Kk 3-6 MecsuaM. Yactb peten (11%) K
12 Mec nocne NOCTaHOBKM MOSIHOCTbIO OTKa3biBanach o1
npuema nuLum. bonblumHeTeo (79%) nomydanu 06bluHyi0
ey nepoparbHO 1 CMeCb Yepes racTpocToMy. B Teuenne
3 MecsiLeB Nocre MOCTaHOBKM y DOMbLUMHCTBA feTen
oTMeyanocb ysenuuenve UMT, npeumyLLeCcTBEHHO 3a
CyYeT }MpoBoOI Macchl Tena. danee, kK 6 n 12 mec, oTMe-
Yyanacb nprbaska 6e3KMPOBOro KOMMApTMeHTa. Y YacTu
LeTel )unpoBasi Macca K 12 Mec CHM3MnNach, 4to oTpas-
nnocb B yMeHbLUeHun VIMT. Jlyywe un bbicTpee Bcero Ha
koppekumio 3l 0TBETMNM AETU C UCXOLHO HOPMASIbHbLIM
HYTPUTUBHBIM CTaTYyCOM M HELOCTATOYHOCTBIO JIerKon
cteneHn. Xyske Bcero (c HecTabunbHOM M pasHo-
BEKTOPHOM AMHAMUKOM) — AeTU C HeJOCTaTOYHOCTbIO
TSKENON cTeneHn. Y oeTen ¢ yMepeHHoON HepocTaTou-
HOCTbIO 1 OXMPEHNEM IMHAaMUKa HYTPUTUBHOMO CTaTyca,
B LienioM, Bbia no3uTuBHOW. B Lienom, npu cpaBHeHWUK
C NauMeHTaMu, MUTAIOLLMMUCA Yepe3 Ha3oracTparibHbIM
30HA, OTMeyanachb JlyyLlas KOMMIaeHTHOCTb K NMPOBOAM-
MoMmy 3l v HYTPUTUBHOW Tepanuu.

BoiBopbl. 1. MeTonMKka MOCTAHOBKU HW3KOMPO-
ubHBIX FACTPOCTOM ABMSETCA BbICOKOIDPEKTUBHOM.
2. KopMneHune B paHHMe cpoku crnocobcTByeT ynyu-
LUEHUI0O HYTPUTUBHOIO cTaTyca v obLlero cocTosHuA
naumeHTa, YTo No3BONSET BbICTpEe OTMEHWTL NapeHTe-
panbHOe NMUTaHWe UMM CHU3UTb ero 06beEM — SKOHOMUYe-
ckas a(pdheKTUBHOCTb. 3. HyTpuTUBHAA 3h(PEeKTUBHOCTb
racTPOCTOMbI HUXE Y NALMEHTOB C MCXOLHOMN TSXEN0n
B3H, noaToMy HeobxoguMo paccMmaTpuBaTb 3TOT TUN
MUTaHWs 3apaHee, He AOMWOAACb Pa3BUTUS THXKEN0oN
HepfoCcTaTo4yHoCTH. 4. MafnouMHBa3UBHOCTb M racTpo-
MEKCUA CHUXAET PUCK Pa3BUTUS OCMOKHEHUN W yryy-
LUAeT coumarnbHyIlo aganTaLmio NaLnMeHToB.



OcTtpblie neukosbl ¢ PICALM::MLLT10 - 6nusHeubl
OCTPbIX JIEMKO30B C NepecTpoMkamu reHa MLL?

E.A. 3epkaneHrkoBa’, A.H. bopkoBckasit, E.B. MaTeees! 2, M.[l. KazaHos', 10.B. OnbluaHcKas®

1@IbY «HaumoHasnbHbIf MeaUUMHCKWI MCCIe[0BaTeIbCKUI LeHTp [ETCKOV reMaTosiormm, OHKOSI0rm 1 UMMYHOJI0run UM. ﬂMI/ITpMFI Porauyesa»

MuH3gapaBa Poccun, MockBa

20I6YH UHcTtutyT npobriem nepenayn nHgpopmaumm uM. A.A. Xapkesudya PAH, Mocksa

SCKOIKOBCKMIA MHCTUTYT HaYKu M TexHoMorui, Mocksa

Uenb. AHanua CTpPyKTypbl XMMEpPHOro reHa
PICALM::MLLT10, a Takxe penepTyapa nepecTpoek
reHoB UMMyHornobynuHos (IGH) n T-kKneTouHbIxX peuen-
Topos (TCR) npu ocTpbix neikosax ¢ t(10;11)(p12;q14)
y neTei B cpaBHeHuu ¢ rpynnon KMT2A-nosuTuBHbIX
NEeVKO30B y AeTeN.

Matepuanbl n metopbl. B uccnepgosanune Bowwmm
36 nauvenToB (3-16 net, MeanaHa 10) ¢ guarHosamu
T-kneTouHblit numdpobnacThbiit OJ1 (T-ON1JT; n = 16,
MK = 3:1), MuenonaHbiin OI1 (OMJT; n = 16, Mk = 1,29:1)
u apyrumu ON (n = 4, Mk = 3:1). Bcem naumeHTaM Bbisio
NpoBefeHO CTaHLapTHoe KapuoTunupoBaHue u FISH c
npo6oit PICALM::MLLT10 DCDF (CytoCell, Benukobpu-
Tauus). MonekynapHoe npounMpoBaH1e BKIIOYUAo
aHanus nonHoro tpaHckpuntoma (NEBNext Ultra I
Directional RNA, NEB, CLLA; n = 30) u KnoHanbHoro
penepTyapa nepectpoek TCR v IGH (n = 24; Komkov et
al., 2020). XnMepHble TPaHCKPUMTbI aHaNM3MpPoBanu
nomotubio anroput™ma Arriba (Uhrig et al. 2021). Ananus
ondbdepeHLManbHOW 3KCMPECCUM TEHOB NPOBOAMIN
¢ nomowplo anroputma Deseq. B kauecTtse rpynnbl
CpaBHeHUst ucnonb3oBanu rpynny u3 53 obpasuos
KMT2A-nosnTtuBHbix OMJ1. B KauecTBe KOHTPOMbHOM
rpynmnbl ucnonb3osanu rpynny u3 43 obpasuos OMJ1 ¢
nepecTpoiikoi t(8;21)(q22:q22)/RUNX1::RUNX1TI.

PesynbTathl. B cocTaBe XxuMepHOro reda
PICALM::MLLT10 Toukmn paspbiBa PICALM nesxanu
B MHTpoHax ¢ 17 no 19, B MLLTI0 — B MHTPOHax C
3 no 9. Ctpyktypa PICALM::MLLTI0 bbina bonee
reteporeHHonn y OMJ1, uem y T-0M1J1 (6 BapuaHTOB
TpaHckpunTa npoTus 3). Mpeobnapaiowero Bapu-

aHTa TPaHCKpPUMTa He Obif10 BbISBIEHO HU NPU OAHOW
Ho3onorun. PICALM::MLLT10-accounmpoBaHHble
OJ1 xapaKTepusyloTCA MNOBbLILEHHOW 3KCnpeccuew
reHoB HOXA-knacTepa, ocobeHHo HOXA3 n HOXAS.
3kcnpeccusas HOXA-reHoB Bbina onucaHa Takxe Ans
KMTZ2A-no3nTtuBHbix OJ1, UTO yKa3biBaeT Ha CXOXECTb
naToreHeTUYeCKNX MexaHu3moB npu 3tux Tunax OJ1.
OpHako B CTPYKTYpe KIOHasIbHbIX MepecTpoek Habnio-
[annchb CyLLeCcTBeHHble pasnunuusi. KnoHasnbHble nepe-
CTpoiiku TCR w/vnu IGH 6binn o6Hapy)eHbl y Bcex
uccneposaHHbix T-0OM1J1 (17 n3 17) n y 60onblUMH-
ctBa OMJ1 (13 us 16). MpakTuueckn sce obpasubl C
MaOPHbIMU KIOHaMKU UMenu nepecTpoiku D-uenu,
YTO roBOpPUT 06 MX PaHHEM MPOUCXOXAEHUWU. TaknM
obpasom, PICALM::MLLT10-accoummpoBaHHbie OMJ1
oKasanucb cxoxumu ¢ PICALM::MLLT10-accounmpo-
BaHHbiMK T-OJ1J1 n pesko otnmyanuce o1 KMT2A-no-
3uTmBHbIX OMJ1, roe knoHanmbHOCTb Oblna BbIABEHA
Tonbko B 8% cnyvaes (4 us 53). KMT2A-no3uTuBHbIE
OMIJT no paHHOMyY napameTpy okasanmcb CXoxu ¢ bonee
s3penbiMn RUNXI::RUNXITI-nosutueHbiMM OMIJ, y
KOTOPbIX KMOHaNbHOCTL Bbina BbigBReHa B 7% cnydyaes
(3 n3 43).

BbiBopbl. PICALM::MLLT10-accoummnpoBaHHbie OJ1
XapaKTepu3yloTCA BbICOKOW reTeporeHHOCTbIO XUMep-
HOIO FEHa W HanuuuMeM KIoHanbHbix nepecTpoek TCR
n IGH kak B T-0J1J1, Tak u B OMJ1, a Takxke yBenunue-
Huem akcnpeccumn reHoB HOXA3 n HOXAS n ymeHb-
lweHneM skcnpeccun reHos LINCO0472 v ADAMZ23.
NccnepoBaHue BbIMOSIHEHO 3a cyeT rpaHTa PHO
Ne22-25-00367.
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KnuHuueckuun cnyuan

apTepuanbHoro TpoMbosa

B 1ebioTe 3XMHOKOKKO3a
y pebeHka 13 nert

I".P. KasapsH

BY XMAO — I0rpbi «HnHeBapTOBCKas OKPYKHas KNMHNYecKas neTckas bonbHuua», HuwHeBapToBCK

B noknape Bynet npencTaBfeH KIMHUYECKMWIA Cryyain
apTepuanbHoro Tpombosa B AebioTe 3XMHOKOKKO3a Yy
neBouku 13 neT. PebeHok nocTynun B oToeneHne peaHu-
Mauum BY «HOK[OB» c KMUMHWMKOW MYNbTUCUCTEMHOIO
apTepvasnbHOro TPoMB03a, KOTOPbIA OCIIOMHUIICS BHYTPU-
MO3roBbIM KPOBOM3MIUAHMEM Ha CDOHE HaYaToM aHTMKoary-
NAHTHOM Tepanuu, bbina npoBefeHa TPOMBIKTOMUA NeBoM
obLen begpeHHon apTepumn Be3 NpoBeAeHNs MMCTONOrn-
YECKOro MCCrefoBaHWs M3BneveHHoro Tpomba. Ha choHe
NPOBOAMMOW Tepanuu cocTosiHne pebeHka C MonoMu-
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TeNbHOW OMHAMWKOW, OCTUIHYTa peKaHanmu3auwms B nopa-
eHHbIX cocynax. OnHako, yepes 6 MecsLeB nocre aebiota
TpoMbo3a pasBuiach 06LiemM0o3roBass CMMMNTOMAaTUKA
(cynopoHbIit CMHAPOM), MO pesyribTaTaM NPOBEAEHHOr0
obcnepoBaHus 0BHapyeHbl KUCTbI B FOSTOBHOM MO3re,
MSIFKUX TKaHsX CMIvHbI U ap. BbiNoIHEHO HeMpoXupyprive-
CKOe BMELLATENbCTBO B 0O6beMe yaaneH!st SXMHOKOKKOBbIX
KMCT 13 BeLLecTBa rofioBHOro Mo3ra, pebeHok nonyyaer
Tepanwio No noBody refbMWHTO3a Ha hOHE NOCTOSIHHOMO
npvema BapchapuHa.



bnokapa pomeHa Al cpakTopa choH BunnebpaHpa
npu npuobpeTeHHON TpoMboTUUECKOM
TpoMboLuTONEHUYECKON Nyprype y AeTen: Teopus

U NPaKTUKA

N.N. Kanununa, A.[. LLyToBa, A.A. MacuaH

@IBY «HaumoHabHbIi MEANLMHCKNIA MCCIIE[0BATENbCKUY LIEHTP BETCKOV reMaTosiormm, OHKOI0rmn u UMMyHo1orun uM. [imutpus Porayesa»

MuH3sgapasa Poccum, Mocksa

AxkTyanbHocTb. TpomMboTHMUeCKas TPOMBOLIMTONEHN-
ueckas nypnypa (TTM) — 3abonesaHune ¢ KpaiHe BbICOKO
NeTanbHOCTbIO, XapaKTepu3yeTca NpPenMyLLLECTBEHHO
apTepuasnbHbiM1 TPOMB03aMK1, MUKPOAHTMONATUYECKUM
reMonn3oM, TPOMBOLIMTONEHNEN Y KPUTUUYECKUM CHUXE-
HWeM aKTMBHOCTW MeTannonpoTenHassl ADAMTS13. TTI
BCTpeYaeTCs KpaiHe PefKo 1, B OTIMUME OT B3POCHbIX, B
LEeTCKOM NonynauMm crnerka npeobnapatoT BPOXAEHHbIe
chopMbl 3abosnesaHust. MprobpeTeHHble (ayToMMMyHHbIE)
dopmbl TTI y peTeit He OTAMYAKOTCA OT TAKOBbIX Y
B3pOC/bIX 1 TpebyloT HEMEeASIeHHOro Hayana bonblue-
o6beMHoro (1-1,5 obbeMa LMpKyIUpyloLLEi niasmbl
eskeaHeBHo) nnasmoobmena (M0) ¢ uenbio BbiBeAeHNS
MHrMBMTOPa M BOCMOJSIHEHUA Myfna (PYHKLMOHANbHOMO
ADAMTS13 1 MHTEHCUBHOMN MMMYHOCYMpPECCHBHOWM
Tepanuu C LEeNblo CHUKEHWUA CUHTe3a MHrmburtopa.
HecMOTps Ha CyLLeCTBEHHbIE YCMEXN B NIEYEHUM, YacTb
nauveHToB ¢ TTI no-npeskHeMy ymupaeT OT TPOM-
60308B; KpOMe TOro, CyLLeCTBEHHas AONS NaLUeHTOB,
OOCTUTLLIMX PEMWUCCUK, B faSibHENLLEM peLnanBmpyer.
Brnokapa nomeHa Al chaktopa doH Bunnebpanga MoHo-
KIIOHambHbIM HAHOAHTWUTENOM Kannauusymabom npendr-
CTBYyeT afre3vv v arperaumv TpoMboOLUMTOB 1 MO3BOMAET
3HAUMTENBHO CHU3UTb PUCK TPOMDO30B, CHUXKAET TEMMbI
reMonunsa u ynyullaeT BbXXMBAEMOCTb B3POCSIbIX NaLm-
€HTOB.

Llenb. VI3yunTb napamMeTpbl AOCTUXKEHUA FrEMATONO-
FMYECKOr0, «3H3MMATUYECKOr0» U UMMYHOTTOMMYECKOro
oTBeTa y fieTen ¢ npuobpeTtenHon TTT1.

Matepuanbl n MeTtopnbl. B uccneposanme 6bino
BkMioueHo 17 netert (11 Manbumkos, 6 nesouek) ¢ TTI, y

11 TTN 6bina BpoxaeHHoi (y 8 anarHo3 BepudmLMpoBaH
obHapyeHneM BrannenbHbIX NaTOreHHbIX MyTauui B
reHe ADAMTS13) ny 6 - npuobpeTeHHoi. MMaumeHTbl ¢
BpoxaeHHoW TTI nonyyanu TpaHcy3mmn cBexe3aMo-
poskeHHoi nnaambl (C3MM) 10-15 Mn/Kr Kaskable 14 oHei,
10 13 HUX KMBbI.

MauneHTbl ¢ npuobpetenHon TTIM nonyuvanu
exxeaHeBHble 6onblweobbeMHble M0, nynbc-Tepanuio
BbICOKMMM [03aMKU MeTunnpeaHnsonoHa (30 Mr/kr) u
puTykcuMab (375 Mr/M? x 2 pasa B Hefesnio B TeUYeHue
4 Heflenb). Y ABYX NaLMEHTOB NapasiensHo NpUMeHsiscs
Kannauuaymab 10 Mr/cyT BHYTpUBEHHO, HauMHas ¢ 1-ro
OHA Tepanuu. BoccTaHoBneHWe ypoBHA TpoMbounToB
AoCTUranochb Ha 4-i fieHb OT Havyana Tepanuu, ncuyes-
HoBeHue uHrnbutopa ADAMTS13 no3BonsAn0 OTMEHNUTb
kannaumdymab bes pucka peumgusa TTI. U3 6 naum-
EHTOB — 2 nauueHTa peunanBmMpoBanu n notpebosanu
noBTopHbIX KypcoB 0 un UCT. MobouHbIM ABRNEHUEM
Tepanuu KannaunaymaboM bbinv HOCOBble KPOBOTEUEHWS
Ha hoHe HOpMarnbHOro YMcna TPOMBOLMTOB.

BoiBopbl. [lpyMeHeHne kannauusymaba y geten ¢
npuobpeteHHon chopmon TTI BesonacHo u npuBoauT
K BbICTPOMY BOCCTaHOBMEHMIO yncna TPoMDOLUMTOB.
BoccTaHoBneHne ypoBHs TPOMBOLIMTOB Y peLMNMEHTOB
Kannauvsymaba B oTiMuMe OT PeuMnUEeHTOB TOSbKO
NCT n nnasmoobmeHa HacTynaeT paHbLUe, YeM INUMU-
HupyeTca mHrubutop ADAMTS13, cOOTBETCTBEHHO
nabopaTopHbIM TPUITEPOM A5 NMPEKPALLEHNS TEYEHMS
ABMAETCS He CTOMKas HopManu3auus TpoMboumToB, a
HopManuaauust aktueHocT ADAMTS13 1 anuMuHaLms
nHrnbuTopa.
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OcobeHHOCTU BKYCOOLLYLLLEHUS] U BKYCOBOCNPUATUSA
y AeTel C OHKOJoruyeckumu 3abonesaHusaMu
nocsie OKOHYaHUs OCHOBHOIO JIEYEHMUS.

Ha uto obpaTuTh BHUMaHue?

T.A. KoBTyH

®IBY «HaumoHanbHbIi MEANMLMHCKMI MCCIIER0BATENbCKMI LIEHTP AETCKOM remMaTosiorny, OHKOIOrm u uMMyHosnorum uM. [imutpusa Porayesa»

MuH3apasa Poccum, MockBa

AKTyanbHocTb. B HacToslwee BpeMsA He BbI3bl-
BAET COMHEHWSA CYLLLeCTBOBaHWE NpobnemMbl HapyLLEHW
BOCMPUATUA BKYCOB Y NMaLMEHTOB [ETCKOro Bo3pacTa C
OHKONOrMYecknMmM 3aboneBaHNAMM, Kak Ha 3Tamne OCHOB-
HOrO MeYeHus, Tak U B Nepuof peabunutaumu. JaHHble
OLIEHKM BKYCOBOW YyBCTBUTENbHOCTW Y IETEW C OHKOSIO0-
rMYeckKnMm 3aboneBaHUsIMK MOCSle OKOHYaAHUS OCHOB-
HOr 0 NIeYeHWsi BO3MOXHO WMCMOJIb30BaTb ANA NMOAAEPKKM
VNV KOPPEKLMN BbISBIISEMbIX OTKIOHEHUI HY TPUTUBHOMO
cTaTyca feTevi nyTeM COCTaBfIeHWs UHAMBUAYATbHbIX
PEKOMEHJaLMI Mo MUTaHuio, YTo BesycrnoBHO ABMseTCA
BaXXHOW cocTasnsoLwen peabunutaummn 1 nosbiLLEHKs
KauecTBa sKM3HW [LaHHOW rpynnbl NaLMEHTOB.

Uenb. AkTyanusmpoBaTb npobneMy HapyLleHui
BKYCOBOW YyBCTBUTENBHOCTN U 0COBEHHOCTEN BKYCOBOC-
MpUSATUA Y BeTei C OHKOIOrMYeCKMM 3aboneBaHNsaMM
Ha 9Tane peabunuTauuu, Nocne OKOHYaHUS OCHOBHOIO
neyeHwusn. MNpeactasutb 0630p BO3MOXHbIX cnocobos
KOPPEeKLMY BbISIBNEHHbIX HApPYLLEHWH.

MaTtepuanbl n MeTtopbl. [1na pelueHua nocrtas-
MEHHbIX 3a[ila4 BO3MOXHO MCMONb30BaHME METOAWKM
OpraHonenTUYecKoro aHanu3a, aganTMpOBaHHON ANs
mauMeHTOB AETCKOro Bo3pacTta. [laHHasi MeToAuka
Mo3BOMAET BbIBMATb MHAMBMAYaSbHble 0COBEHHOCTU
OLLYLLIEHMS1 U BOCNPUATUA OCHOBHbIX BKYCOB, 3adOMKCU-
poBaTb HapYLUEHWS ¥ ONpeaenuTb fanbHENLLYI0 TaKTURY
BO3MOXXHOW KOPPEKLUMMN BbISBIIEHHbIX 0COBEHHOCTEN.
Tak, HanpuMep, B X0fe HYTPMLMOMOrMyeckoro obcne-
nosaHus nauneHTtos B JIPHLL «Pycckoe none» (n = 45) B
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2022 r., B KOTOpPOEe BXOAMS1a OLIEHKa BKYCOBOMW YyBCTBU-
TENbHOCTU, HapyLUEHWEe BKYCOBOW YyBCTBUTENbHOCTU B
TOW nnn nHon doopme Bbino BoisiBreHo y 88,9% nauun-
€HTOB, 3aKOHUYMBLUMX MPOTVMBOOMYXOSEBOE NleYeHne, B
Bo3pacTe oT 7 oo 18 net. Hanbonee yacto BCTpeyanucb
LMCreB3un (MCKasKeHUst BKYCOBOI UyBCTBUTENBHOCTH) K
0QHOMY BKyCY — B 28,9% HabsniogeHuin, Npu 3TOM KUCbIA
Kak comneHbiv Bbin pacnosHaH B 15,6% crnyvyaes, ropbkuin
KaK COMEHbIN, COMEHbIN Kak KUCMbIA UK CMaKnin Kak
KUCNbIN — B 6,7% COOTBETCTBEHHO. B CTpyKTYype aresaui
Hambonee yacTo BCTpeyanacb MOTeps BKYCOBOM
YyBCTBUTENBHOCTM K ropbkoMy BKycy — B 20,0%, Ha
BTOPOM MeCTe BCTpevasiacb NoTepsi BKYCOBOW YyBCTBU-
TenbHOCTU K Kucnomy — B 13,3% Habniopenui, B 8,9%
BbISIBIIEHa areB3uns K CIafiKoMy WM CONEeHOMY, COOTBET-
CTBEHHO, NPV 3TOM KakK FOPbKUM, TaK W KUCHbIA BKYCbI
Bbinn pacnosHaHbl afekBaTHO. oHas noTeps YyBCTBU-
TESIbHOCTM K HECKOJSbKWUM BKyCaM OBHOBPEMEHHO OTMe-
yaetcs B 5,6%.

BoiBopbl. 1. lpobnemMa HapyLLueHUit BKYyCOBOW
YYBCTBUTENBHOCTWN Yy AETEW C OHKOJOTMYECKUMMU
3aboneBaHMAMM nocfie OKOHYAHUA OCHOBHOTO
fleyeHna SABMAETCA akTyalbHOW. 2. B cTpykType
HapyLeHWN BKYCOBOW YYBCTBUTENIbBHOCTM — WUCKa-
JKEHWEe BKYCOBOrO BOCMpUATWS (aucressus) BCTpe-
yaeTcsA uvalle, 4eM MoOSiHaA MOTepsA BKYCOBOW
uyBCTBMTENbHOCTM (ares3ws). 3. Yalule ocTanbHbiX
HapyLeHns 3aTparuBaloT BOCMPUATUE TOPbKOIO
BKycCa.



Mpenenbl KOMNEHcaLUU JIOKOMOLMK NpU
HapyLueHun buoMexaHMYeCKou ocu nocrne
SHAOMPOTE3UPOBAHUA CYCTABOB HUMHUX

KOHEeYHOCTeu B OHKOJIOruum

E.A. Kowkol, H.H. Mutpakosl, 0.A.JTanwesa?, N.0. BegepHnkos?

1PIBY «HaumoHanbHbIVi MEANLMHCKUI MCCIIe[0BATENbCKMI LUEHTP AETCKOM reMaTosioru1, OHKOIOrum u uMMyHonorum uM. [mutpus Porayesa»

MuH3sgapasa Poccum, Mocksa

2Poccurickas netckas KimHndeckas bonbHuya @rb0Y BO «Poccuiickuii HaLMOHabHbIN MCCIIER0BATENIbCKMI MEANULMHCKUMI yHuBepcuTeT uM. H.U.

luporosa» MunaapaBa Poccum, Mocksa

AktyanbHocTb. OfHMM M3 3TanNoOB NEeYEHUsT HOBO-
0bpa3oBaHui MPOKCUMASbHbIX ¥ OUCTanbHbIX OTOEMNOB
LJIMHHBIX KOCTEN HUMHMX KOHEUHOCTEW SIBIISIETCS XMPYpP-
rMYeckoe fleyeHne — 3HOONPOTE3MPOBaHNE CYCTaBOB.
B oTnMuMmM 0T KnaccuMyeckoro 3HJOMPOTE3NPOBAHMUS
CYCTaBOB OHKOJIOrMYECKME onepaLyn UMeIOT P BasKHbIX
oTnnymii. OCHOBHBIMU OTIIMUUAMM SABNSIOTCSA: cCOMaTUye-
CKOE COCTOsIHME MaLMeHTa Ha MOMEHT onepaLum, BpeMs
BbIHYXX[€HHOW [IBUraTeNbHON OenpuBauMu B npen- u
nocrneonepauyoHHOM nepuoae, 0bbeM peseunpyembix
TKaHew, npef- 1 NocTonepaLnoHHas XMMWMO- 1 fyyeBas
Tepanus.

[ocne BocCTaHOBMEHUS OCEBOM HArpy3KM Ha onepu-
poBaHHylo Hory (B cpeaHeM 6—8 Hepmenb C MOMEHTa
OomMepaTUBHOr0 BMeLLIaTeNbCTBa) YacTo 0BHapyK1BalTCS
HapyLUeHWs naTTepHa MOX0AKM, NOX0 MmojpatLLmecs
KOMMEeHCaLUWn, KOTopble MOTYT NMPUBECTM K Meperpyske
CYCTaBOB OMEPUPOBaHHON U/ MPOTUBOMONOMHOW
KOHEYHOCTW, HapyLUeHuIo ocaHku. Hamu npepnnosxeHa
rMnoTesa 0 KpUTUUECKOM HapyLLeHun BroMexaHnuyeckon
0CV OMEepUpOBaHHOM KOHEYHOCTH.

Uenb. OnpenenexHve Buaa HapylieHuns buomexa-
HWYECKOM OCU; onpepesieHne MpenesioB OTKIIOHEHUSA
BromMexaHnyecKomn ocu, NpU KOTOPbIX BO3MOXKHA KOMMEH-
caumsi maTTepHa xonbbbl.

Martepuanbl u Metoabl. OBBEKTBI UCCNELOBaAHUSA:
naumneHTbl, npoxopsme nevenve 8 HAML, OFOW, POKB,

INPHL, «Pycckoe none» ot 12 po 18 net oHkoopToneam-
YeCcKoro nNpodhmns nocre 3HLONPOTE3MPOBAHKSA CYCTaBOB
HURHUX KoHeuHocTel co 100% oceBoW Harpyskom Ha
MPOOMNepUpPOBaHHYIO HOTY, PasHMLA AMUHbI KOHEYHOCTEN
KOTOPbIX HE MPeBbILLAET 2 cM, Be3 BblpaeHHbIX HEBPO-
NOTNYECKMX HaPYLLEHWI HUKHMX KOHEYHOCTEN. MeToapbl:
cbop aHaMHeCTUYEeCKMX AaHHbIX, aHTPOMOMETPUYECKOe
obcnepoBaHue, cucTeMa Ans oUeHKM OYHKUMKM XOabObI
c ceHcopamu IMI «Ctagmc» HenpocodT, oueHkKa
OBWKEHWI B CycTaBax, cTabuioMeTpuyeckoe nuccneno-
BaHWe C Ucnonb3oBaHueM nnatdopmsl «ProKin-PK 252»
TecnoBody, BuneoaHanua noxoakun «Knasup»

PesynbTaTtbl. [TpoMexyTouHble utoru: MNpu uccne-
LOBaHUW MaTTepHa NMOXOLKM Y YacTu MauUMEeHTOB Mocre
3HOMPOTE3NPOBAHUS CYCTaBOB HUMKHUX KOHEYHOCTEN
BbI10 BbISBMIEHO HECKOJBKO TUMOB HAPYLLEHUA NaTTEpHA:
HapyLleHne BPEMEHW OMopbl B MEPUOA OOUHOYHON
onopsbl, HapyLleHne BpeMeHn asbl NepeHoca MaxoBom
HOMW, OTKITOHEHWE KOpnyca OT BepTUKamnbHoW ocu. [pu
3TOM, MPU UCCNEfOBaHUM MaLMEHTOB Ha CTabunomeTpu-
4eckom nnaTopMe faHHble CTAaTOKMHE3NOrPaMMbl Bbinm
Bnn3KM K HopMarnbHbIM NOKa3aHUAM.

BbiBoabl. [TpoaonKeHne nccnenoBaHus HapyLLeHui
naTTepHa NoXoaKM Y MaLMEHTOB NOCI1e OHKOMOrNYECKOro
3HAONPOTE3MPOBAHUSA NMOMOKET OMPEREnUTb Npenernbl
KOMMEHCATOPHbIX BO3MOMHOCTEN MPWU HapyLUEHUM
BMOMEXaHMUECKON OCU HUKHUX KOHEUHOCTEW.
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HeuHBa3uBHaa MP-guarHoctuka KneTtoyHocTHU
KOCTHOIO MO3ra y fieTeu C anyacTuuyecKou

aHeMueu

H.A. KpmBeHLoBa

®IBY «HaumoHanbHbIi MEAVMLMHCKMI MCCIIEeR0BATEeNIbCKUI LIEHTP AETCKOWM reMaTosiorny, OHKOIOrm n uMMyHosorum uM. [immtpus PorayeBa»

Mun3zppasa Poccun, Mocksa

AKTyanbHocTb. TpenaHobuoncus 3To MHBa3MBHas
MaHWMynaums, kotopas Heobxoauma Ans BepudomnkaLmm
OMarHosos annacTuueckas aHemus (AA) n xpoHuue-
CKve MuenonponudepaTtueHble 3abonesanns (XMM3),
KOTOpas y OeTew BbIMOMHAETCA nop Hapko3oMm. [ns
omdbdepeHLmManbHON AnarHoCcTUKK 3Tux 3abonesaHui
Ba)XHYIO POJib UrPaeT KeTOYHOCTb KOCTHOIO MO3ra.
OBHWM 13 anbTepHaTUBHbIX METOAOB KOCBEHHOW OLIEHKM
KNEeTOYHOCTM KOCTHOTO MO3ra AIBMSETCA METOA KOnu-
yecTBeHHOro nofcyeTa dopakummn skupa (OXK) KocTHOro
Mos3ra.

LUenb. OueHka TOUHOCTM HeuHBa3vBHOM MPT oueHku
KIIeTOYHOCTM KOCTHOIO MO3ra y MauMeHTOB C aniactu-
YECcKo aHeMWeN B CpaBHeHUW C pe3ynbTaTaMu Tpena-
HoBuoncuw.

MaTepuanbl u MeTopabl. B nccnenosaHune BoLunu
50 naunenToB Bo3pacTa 11,31 + 4,39 ropa ¢ HannumeMm
MOATBEPKAEHHOIO AMarHo3a anfacTuyeckas aHeMus;
n 45 nauneHToB be3 annasuv remMomnoasa B Bo3pacTe
112,05 + 2,53 ropa. ®pakums skupa paccuuTbiBanacb
Ha ocHoBaHuM nocrnefosaTtenbHocT mDixon-Quant
B 0BrmacTu KocTel Tasa M NOACHWYHbBIX MO3BOHKOB MpU
MOMOLLM MOCTPOEHUA KapT Ha MarHUTHO-PE30HAHCHOM
Tomorpadpe Philips Achieva 3T. bbinv onpenenexbl 4
pernoHa uHTepeca pasmepoM 100 MM2 B Tene npasoin
W Tene NeBoW NOAB3AOLLHbIX KOCTEW, a Takke B Tenax
Mo3BOHKOB L4 1 L5.

PesynbTaTtbl. [Ina Kaxpow rpynnbl U pervoHa
nHTepeca OblMO pacCynTaHo CpeAHee 3Ha4vyeHue
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dopakumm xupa. B rpynne naumeHTOB C annacTnyeckom
aHeMuel nokasaTtenu bbifM camble BbICOKME: B Tenax
noaB3aoLUHbIX KocTen 81,2 + 7,61% un 82,55 + 8,50%
CreBa ¥ crnpaBa COOTBETCTBEHHO M B TeNax NO3BOHKOB L4
nlL574,51+14,7%wn 73,89 + 12,4% cooTBeTCTBEHHO. B
rpynne nauueHToB Be3 annasvMm KOCTHOrO MO3ra noka-
3aTenun No TeM ke ToukaMm cocTasunu: 35,9 + 15,2%;
36,2 + 16,1%; 18,2 + 11,5%; 21,1 + 11,6%. [aHHble
MomnapHo CpaBHMBANMUCb U BbINIO MOMyYeHo CTaTUCTU-
Yecku 3HauMMoe pasnuune LNns BCeX TOUeK uaMme-
peHuns (p < 0,01). Mpu cpaBHEHUM [aHHbIX 3aKIIOUEHUSs
TpenaHobMonNCumn 1 JaHHbIMU OLLEHKM KOCTHOrO MO3ra
Ha MPT 6binu nony4yeHsl nokasaTtenu 98% uyBCTBU-
TenbHocTH, 97% cneundpmuHocTvt n 97% ToYHOCTH Anst
MeTofa KonmyectBeHHon MPT B gmMarHoCcTUKe annasun
KOCTHOr0 Mo3ra C NoporoBbiM 3HayeHneM B 57% XK B
Tenax noaB3aoLLHbIX KocTen 1 40% B Tenax NosiCHUYHbIX
MO3BOHKOB.

BbiBoabl. HenvHBa3nHaa oueHka dopakuumn xupa
B KOCTHOM Mo3re MetogoM MPT MoxeT no3BonunTb C
BbICOKOM TOYHOCTbIO OMPEAenuTb KNeTOYHOCTb Y nauu-
€HTOB C annacTUYeCcKon aHeMuen.

®duHaHcupoBaHue. OuHaHCMpPOBaHME MPOEKTA
NMPOBOOMIIOCH B paMkax rpaHta PoccuicKkoro Hayu-
Horo dooHpa Ne22-25-00553 «Hoeble MPT TexHonoruu
B UCCJIEA0BAHNN TKaHEBbIX XapaKTePUCTUK KOCTHOrO
MO3ra npu annacTUYeCKON aHEeMWUWU: BO3MOMKHOCTU
KOHTpONsA 3(P(PeKTUBHOCTM Tepanuu 1 CpaBHEHUE C
pesynbTaTamMu rmctonatoMoponorum».



be3sonacHasa 6bonbHUYHasA cpena

ANA NaLUeHTOB B OTAENIeHUU
TPaHCMJIaHTaLUUM KOCTHOro Mo3ra
LleHTpa geTckon oHKONOrmu

U remaTtonoruu ropopa EkarepuHbypra

0.B. KponoToea

[AY3 CO «0bnacTHasi neTckasa KnmHnyeckas bonbHuua», ExkatepuHbypr

MN3yyeHnne ocobeHHOCTEN yxopa 3a nauMeHTamu
nocne TpaHCMaHTaLMn reMono3TMYecKx CTBOJIOBbIX
KIEeTOK.

Micnonb3oBaHve faHHbIX MUKPOBMOMOrMyeckoro
MOHUTOPUHIa AN aHanusa (BbifBIEHMA) NPobNeMHbIX
(MOMeHTOB, MeCT, 30H, acrneKToB) B paboTe CeCTpuH-
CKOro nepcoHana ¢ nauveHToM (HanpasneHue Ha
cobniofieHne HOpM CaHUTapHO-3MUAEMUONONMYECKOrO
peskMMa), HanpaBieHHbIX Ha NPodoUNakTUKy MCMI

PaspaboTka COlMoB B pamkax CMK (pabota ¢ BeHo-
3HbIM LOCTYMNOM, MAEHTUMKALMA NaUMeHToB, Npodu-
NaKTVKa pUCKa nafeHunst, MPouaKkTUKa NposneskHen).

BHyTpeHHu ayauT.

PesynbTaTtbl. [lpn npaBunbHOM opraHuMsauun
paboTbl MeoMUMHCKOro nepcoHana, cobniogeHun
CanlluHoB, COMoB MaKcKMManbHO COKpallaeTcs BpeMs
npebbiBaHna naumeHTa B Brioke TKM.

HenpepbiBHbIN y4ebHbIN NpoLece No HanpasBneHUsM:
«0bpaboTka pyk», «PaboTa ¢ BEHO3HbIM AOCTYNOM>,

BeiBoabl. Taknum obpasom, npumeHeHne B paboTte
MEOMLMHCKON CeCcTpbl LaHHbIX MOHWUTOPUHIA, BHYTPEH-
Hero ayauTta, y4yebHbIX 3aHATUIA NO3BOMAET yNy4llUTb
KayecTBO U COKpaTUTb Bpemsa npebbiBaHUA nNauveHTa B
Brioke TKM.
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AYTOMMMYHHbIe reMmoJiunTu4eCkme aHeMmun y netemn,
4YTO MOXXHO NPeasfioXnTb B JIeHeHUu

KA. KysbMrHOBa

®IBY «HaumoHanbHbIi MEAVLMHCKMI NCCIIEeA0BaTeNIbCKUK LIEeHTP AETCKOM remMaTosiorny, OHKOIOrumM u uMMyHosiorum uM. [imutpus PorayeBa»

Mun3zapasa Poccun, Mocksa

AyTOMMMYHHasi reMonuTuyeckas aHemusa (AUFCA)
cBsizaHa C 06pa3oBaHMeM ayTOaHTUTEN K aHTUreHaM Ha
MOBEPXHOCTV 3PUTPOLMTOB, YTO MPUBOAUT K MX paspy-
weHuio. AUIIFA aBnseTcs 0fHOM M3 OCHOBHbIX NMPUYMH
Pa3BUTWSI OCTPOr0 BHEKIETOYHOrO FEMONM3a y AeTeN.

Uenb. AHanus knNuHU4YeckuMx M nabopaTopHbIX
OaHHbIX, @ TakXe OTBET Ha Tepanuio y MauWeHTOoB
petckoro Bo3pacTta ¢ AUTA. lNpeactaBneHbl gaHHble
aHanu3sa geten ¢ AUICA B paMKax OFGHOMO LieHTpa.

MaTepunan un MeToabl. PeTpoCneKTUBHbIN aHanu3
71 pebenka ¢ gnarHosom AUTA.

PesynbTatbl. MegnaHa Bo3pacTa gebiota ayTouMm-
MYHHOrO remMonusa coctasuna 3,5 roga (MUHUManbHO
2 MecsAua, MakcuManbeHo 17,5 ropga), y 27 nauueHToB
(38%) nepBUYHLIA KpWU3 pasBUIICS Ha MEepBOM roAay
U3HW. COOTHOLLIEHWE MasIbUMKOB M [EBOYEK COCTaBUIIO0
npaktuueckn 1:1 (37:34). OTATOLEHHbIA CeMeitHbIi
aHaMHes 6bin BbigBneH y 13 peteit (18,3%). Mposo-
uMpylowmin dpaktop (MHdekums, BakumHaums) Habrio-
panca y 29 nauventos (40,8%). BTopuuHas AUTA
Bbina gmarHocTuposaHa y 10 naumentos (14%), 1 eule
y 4 neten Hanbonee BepoOSATEH BTOPUUHBIA XapaKTep,
OaHHble NauMeHTbl HaXo[ATCs Ha 3Tane obcnenoBaHwus.
Y netew co BTopuuHoh AUIA Bbinn pmarHocTmpo-
BaHbl CUHAPOMbI BPOXAEHHbIX NE(DEKTOB UMMYHUTETA,
CUCTEMHasi KpacHasi BOfYaHKa, OCTPblii MUENOULHbIN
nevikos. OnHoMy peberky 13 71 (1,4%) 6bin ycTaHoBMEH
AMarHos XosiofoBas arrnioTUHUHOBaHWs GonesHb (XAB).
lMepBuYHas Tepanus y aHanuaMpyeMbix NaLUEHTOB BKITIO-
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uana rnokokopTukocTepouabl (FTKC) n BBUI. 3dbdpek-
TUBHOCTb Tepanua nepBow nuHum coctasuna 89%,
OfHaKO CTOWKas pemMuccus bbima OTMeYeHa TOMbKO Y
18,75% nauueHToB. [ipyrvie npenapatbl, Hambornee YacTo
ncnonb3yemble y nauneHtos ¢ AUICA n nokasaswwue
XopoLyto 3dEeKTUBHOCTb U CTOWKUM pesynbTaT, —
putykcumab (69% oTteetunu, us Hux 21,7% — cToikas
pemuccusa), MukodpeHonata modpetun (MM®) (81%
OTBETWUIN U COXPaHAIOT peMuccuio Ha dhoHe ANuTenb-
HOrO fleyeHns), a Takske KOMBMHAUMA PUTYKCUMAB
“n MM® (100% OTBETUNM M COXPAHAIOT ASINTESbHbIiA
oTeeT Ha poHe BasoBoi Tepanuu MM®). Y Hebonb-
LLIOr0 Yncrna feTer NPUMEHANCA Takke umknodocdaH
(adpchekTmBHOCTL 66%, CToMKan pemuccus — 33,3%),
cuponumyc (oTeeT y 66%), Y eaMHUUHbIX NauneHToB
MCNONb30BanUCb JPYyrne MMMYHOCYNpPECCUBHbIE
npenapatbl (a3aTvonpuH, umknocnopuH A, botesamud)
W CMSIEHIKTOMUS.

BeiBopbl. AVIM'A 'y feTen ABNAeTCA penKor naTono-
rMen, B CBSA3N C YEM HET NMPUHATLIX PEKOMEHJaLuiA Mo
Tepanuu, OCHOBaHHbIX Ha AOCTOBEPHbIX KITMHUYECKUX
nccnepnoBaHusx. Micxons n3 noslyueHHbIX pesynbTaToB
aHanusa nauueHToB, npenapatamu Bbibopa nepBou
nuHum Tepanuu npu AUCA B HacToALWMIA MOMEHT oCTa-
totca KC. B kauecTBe crefyiolmx onuuii Tepanuu,
COrfacHo MoJlyYeHHbIM Hanboriee BbICOKMM MOKa3a-
TensM 3ppeKTUBHOCTM, LienecoobpasHo MCMob3oBaTh
puTykcumab n MM® B kauecTBe MOHOTEpanuu UnNu B
KOMBUHaLMK.



MauneHT-cneuucmyeckoe MOHMTOPUPOBaHHUE
MWHMMasibHOM OCTaTO4YHOU 60se3HU Npu OCTPOM
MUESIOMAHOM JIeMKOo3e Yy fieTe Ha OCHOBE flaHHbIX
BbICOKOMPOU3BOAUTENIbHOIO CEKBEHUPOBaHUS

E.B. KywHeposa, B.[l. benobokosa, 10.A. baposckas, A.A. Murac, W.B. lNaxomosa, M.B. benesues

'Y «PecnybriMKaHCKui HayYHO-NPaKTUHYECKMI LUeHTP AETCKOV OHKOSI0Mr UM, reMaToniornm n uMMyHosnorum», MuHck, Pecrniybrinka benapyce

Llenb. OxapakTepn3oBaTb MyTaLMOHHbIA Npodniib
onyxonesbix 61acToB Npu NePBUYHOM OCTOM MUENO-
naHoM neikose (OMJ) y peTeit ¢ mocnepyloLlen
pa3paboTKoN MeTOROMOrMYeckoro Noaxoaa KIoH-cnew-
MOMYECKOro MOHUTOPMPOBAHUS MUHUMAIbHOW OCTa-
TouHol BonesHn (MOB) ¢ ucnonb3oBaHMeM MeTOLOB
BbICOKOMPOU3BOAUTENIbHOTO CEKBEHMPOBAHUA U
ACO-MUP.

MaTtepuan u Metoabl. Matepuanom ans uccne-
AOBaHMA MNOCAYXunuM obpasubl KOCTHOro Mo3ra
109 naumeHTOB OETCKOro Bo3pacTa C nepauyHbiM OMJT,
MPOXOAMBLLMNX fleyeHne B LieHTpe BeTCKOM OHKOMOruu,
reMaToniorum u UMMyHOOrMK. MyTaLMOHHbBIA CKPUHWHT
NPOBOAMIICS MYTEM BbICOKOMPOW3BOAMTENBHOIO CEKBE-
HWPOBaAHWA C UCMOMb30BAHMEM TapreTHbIX NaHenen
TruSight Myeloid panel (Illumina) (54 rena) (n = 59)
u Qiaseq (141 rex) (Qiagen) (n = 50) ¢ nocnepytoLueit
BepumKaLmen BbISBIEHHbIX N3MEHEHWNI CEKBEHWUPO-
BaHWeM no metofy CeHrepa. KonmyecTBeHHast OLEHKa
MOB metonom ACO-TILP B pesknMe peanbHOro BpeMeHu
C WUCMONb30BaHMEM B KayeCTBe MapKepOB BbISABIIEHHbIX
COMaTUYEeCKUX MyTauui npoBefeHa ons 6 naumeHToB.
MnasMupHble CTaHAapPTbI BbiNy NONyYeHbl MyTeM More-
KYNAPHOIrO KITOHMPOBaHWA MaumeHT-cneumdunyHbix MLUP
dhparMeHToB, COAEPKALLUMX BbISIBIIEHHbIE MYTaLMOHHbIE
N3MEHEHMS.

Pesynbtathl u obcyxpeHue. B pesynbTaTe
MYTaUMOHHOIO CKpUHUHra 6biN0 mpoeHTUduumMpo-

BaHo 190 myTauui B 52 reHax. Haubonee uvacto
MyTaUMOHHblE U3MEHEHUA ObliM AEeTEKTUPOBaHbI B
reHax NRAS (26/109), WT1 (9/109), TET2, CEBPA u
GATA2 (8/109 nnsa kaxporo reHa), NPM1, NOTCHI w
EZH2 (7/109 nnsa kamporo rexa), KIT n FLT3 (6/109
ANs Kawporo reHa). B kauecTBe AMArHOCTUYECKUX
MapkepoB MOB 6binn mMcnonb3oBaHbl coMaTuue-
cKkue MyTaumm B reHax ASXL1 (ASXLI c.2917delA),
ASXL2 (ASXL2 c.2219_2220insCCCC), GATA2 (GATA2
c.961C>T), WT1 (WTI1 ¢.1134_1138dupTGTAC;
WT1 ¢.1092_1093insTACGGTCG), SMC3 (SMC3
€.1980_1981insCGC). Bo Bcex cryyasax NMMUT KOMW-
yecTBeHHoro obHapyskenuns ACO-TLUP cocTasun
0,05%, uyscTtBuTensHoctb — 0,005% MyTaHTHbIX
annenen. [luHammka MOB BO Bcex cnyyasix cooT-
BETCTBOBAsa KIMHMYECKOMY OTBETY Ha Tepanwio, a
TaKKe OMHaMuke Opyrux mapkepos MOB (AML1/ETO
M KOSIMYECTBO KIETOK C JIeK03-aCCOLMMPOBAHHBIM
MMMYHOCDEHOTHMOM).

BbiBopbl. Vicnonb3oBaHye TapreTHOro CeKBeHMpO-
BaHWS NPV NEPBUYHOM AMarHOCTUKe nepBuyHbiX OMI]
MO3BONSET PACLUIMPUTb MOMEKYAPHO-TEHETUYECKME
XapaKTEPUCTUKN NEWKO3HOIO KiloHa. BbisBMeHHble
KMOH-crneundunyeckne coMaTU4ecKme U3MEeHeHuA
MOryT BbITb MCMOMb30BaHbl B KauecTBe Mapkepos MOB,
a ucnonb3oBaHme ACO-TLP obecneunBaeT BbICOKYIO
AVMarHOCTUYECKYIO YyBCTBUTENBHOCTb pa3paboTaHHoro
noaxona.
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3afaun MeguLMHCKON cecTpbl B Nepuop,
AUcnaHcepHoro HabnogeHus nauneHToB B LleHTpe
AETCKOW OHKOJIOrMKU, reMaToNiorum 1 UMMYHOJ10r UM

T.®. lanwwnHa

'Y «PecnybrimKaHCK1i HayYHO-NPaKTUYECKMIA LLeHTP AETCKOM OHKOSIOrMn, reMaTosiornm n uMmyHosormm>, MuHck, Pecrybnivka benapyce

AkTyanbHocTb. ObLleHNe MeOuLMHCKON CecTpbl
C NaUMEHTOM U POAUTENAMM MaLMEHTa — BaXKHEWLINN
3/1eMeHT B3aMMOAENCTBUS, BO BPEMSI OKa3aHUsi Mefu-
LIMHCKOW NMOMOLLM B HernpepbIBHOM MpoLecce fedyeHus 1
BbI3AOPOBIEHMS.

LUenb. YnyyweHne kayecTBa NOMOLLM NaLMeHTaM
C OHKOJIOMMYECKOW, reMaTonorMyeckor naTonoruen,
NepBUYHbIMU UMMYyHOLEULMTAMU U NaLMeHTaM nocne
TpaHCMaHTaLUMn KOCTHOro Mo3ra Bbrnarogaps BasHOWM
POJIM MeAMLIMHCKOW CeCcTpbl AnCnaHcepHoro HabsiopgeHus
LS BbIMOSIHEHUS MOSIHOM MPOrpaMMbl NeveHus, nocne
OKOHYaHUs CTaLMOHapHOro aTana.

MaTepuanbl u MeTogbl. HopMaTuBHbIE MPaBOBbLIE
aKTbl U OOKYMEHTbl MUHMCTEPCTBa 34paBOOXPAHEHUS
Pecnybnukn benapycb. OCHOBHble 3anugeMuonoruye-
CKMe [iaHHble MO 3/T0KaYeCTBEHHbIM HOBOODPa30BaHWSAM
y neten B Pecnybnuke Benapycb. [laHHble feTckoro
KaHuep-cybpeructpa Pecnybnukun benapycbh, AUC
«KnunHmKa».

PesynbtaTbl. OCHOBHbIE NMOKa3aTeNM U pesysnbTaThl
LEesiITeNbHOCTU KOHCYNbTaTUBHO-MOSIMKITUHUYECKOT O
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oTnenexus LleHTpa [NeTCKOW OHKOMOruW, reMaTonorum
M UMMYHONOMMU: YMCO aMBynaTOpHbIX MOCEeLLEeHNN
2022 r. — 41361; cpenHee YMCNO NOCELLEHWUNA B fieHb —
170; B cpeaHeM Ha OQHOMO Bpaya U MeOMLMHCKYIO CecTpy
npuxonutcs 18 nauneHToB B CMeHy. Ha npuem ogHoro
naumeHTa 3aTtpaumBaeTcsi okKono 30 MUHYT, M3 HUX
15 MWHYT NPUXOAMTCA Ha B3aMMOAENCTBME MEONLIMHCKOM
cecTpbl ¢ nauneHToM (poautensmu). [laHHble [eTCKOro
KaHuep-cybperucTpa PB: B 2022 r. — 3apernctpupoBaHo
217 HoBbIx cnyyaes 3H B Bo3pacTe 0—17 neT, npoBeaeHo
75 TKM.

BbiBoabl. MeaoyumMHCKas cecTpa SBAETCSH OCHOBHbBIM
3BEHOM B NPefoCcTaBieHnn MHopMaLmMmW Anst NaLMEHTOB!
03HaKOMJIEHMSI C HOBbIMW METOAAMW [MArHOCTUKU U
fleYyeHuns, NoAroTOBKOM K MUCCNEAOBaHMUAM, a Takxke
CaHWTapHO-NPOCBETUTENBHON paboTbl cpean 6onbHbIX
OeTein n ux poauTenen nyTeM UHAMBMAYanbHbIx Becen.
HenocpepcTBeHHOe yyacTue MeLULMHCKOW CecTpbl B
AMCMaHCepHOM HabriofeHUM OKasbiBaeT MONOKUTENbHBIN
pesynbTaT Ha KauecTBe NeyeHns mauveHTa n bnaronpu-
ATHOM paboTbl nevallero Bpayva.



OnpepneneHue rpynn pucka HedopobnacToM
Ha ocHoBaHuMu KonuyectseHHou MPT n MCKT

B.A. ITonatuHa, ".B. TepeLueHko

®OIBY «HaumoHarbHbIi MEAULMHCKUIA UCCIIEN0BATENbCKUM LeHTp [ETCKOV remMaTosiormm, OHKOSI0rm 1 UMMYHOJI0r N UM. ﬂMMTpMﬂ Porauyesa»

MuH3gapaBa Poccun, MockBa

Llenb. Pa3pabotka MeToamkun paspeneHus Hedppo-
BrnacToM Ha KIMHUYECKME FPYMbl PUCKa HA OCHOBaHWUU
MPT 1 KT ¢ KOHTPaCTHbIM YCUIEHNEM.

MaTtepuanbl n Metoabl. Viccnenosanune BrnovaeTt
73 naumeHTa ¢ BepudmumnpoBaHHon HedpobnacToMom
nocne Kypca xuMuoTepanuu, nepepn NpoBefeHUEM
XUpypruyeckoro neveHusa 3a nepuopn c 2018 no
2022 r. MaumneHTsl 6binn 0bcnenoBaHbl Ha ToMorpadax ¢
UHOyKUmei MariutHoro nons 3,0 Tn (Philips Achieva)
1,5 Tn (Signa GE) u 16 cpesosoM MCKT General
Electrics. MNauneHTbl BbiM pasneneHsbl No rpymnnam pucka
Ha 3 rpynnbl; 1 rpynna - ¢ onyxomnsamu HuaKkoit (13 naum-
eHTOoB), 2 rpynna - cpeaHeit (46 naumeHToB) 1 3 rpynna —
BbICOKOIA CTerneHun 3nokadectseHHocTv (14 nauveHTos).
MpoBepka BbIBOPKM Ha HOPManbHOCTL pacnpeneneHns
ocylecTsnanach ¢ noMolybio tecta LLanupo-Yunka.
Mo pesynbTaTam KoTOpoOW bBbiN NpoBeaeH HemapameTpu-
ueckuit aHanns ANOVA (kputepuin Kpackena-Yonnuca)
0151 CTaTUCTMYEeCKOro aHanusa napametpos VK[ n Hako-
MIEHWsT KOHTPACTHOroO Npenapata. [Lnst oLeHKu pasnuuus
rpynn pucka Mbl ucnonb3osany Meton ROC-KpuBbIX.

PesynbTaTtbhl u obcymxpeHue. Onyxonu 1-u
FPYnNMbl C HA3KOWM CTEMEHbIO 3MTI0KAYECTBEHHOCTUN OTU-

YnMbl 0T 2-1 1 3-i rpynn. 3Hauenne VKM B 1-i rpynne
(756,6 + 74,08 x 10—-6 MM?/C) DOCTOBEPHO HUKE, YEM
Bo 2- rpynne (1099 + 31,17 x 10-6 mm?/c) (p < 0,001)
u He otninuaetcs oT UKL B 3-it rpynne (786 + 41,56 x
10-6 Mm?/c) (p > 0,999). 3HaueHue HakonneHus
KOHTpacTa no pgaHHbiM MPT n MCKT B 1-# rpynne oTmu-
yaetcs o1 2-i n 3-i rpynn (p < 0,01, p < 0,001). Meskay
2-n »n 3-1 rpynnaMu 0OCTOBEPHbIX PasfMuuil B HaKO-
MAEHWUN KOHTpacTa He Bbino BbisiBeHo. [pu cpaBHeHUM
1-1 » 2-1 rpynn nopor 3HayYeHUs KOHTPACTUPOBAHWA Ha
MCKT coctasun > 0,4982 (uyscTBuTEenbHOCTL 84,78%,
cneundomuHocTb 92,31%). Mpu cpaBHeHUn 2-i n 3-i
rpynn nydlinM MapkepoM okasancs MK[ (< 818,1 x
10-6 mMM?/c, uyBcTBUTENBHOCTL 64,29%, cneundny-
HocTb 91,3%). Mpu cpaBHeHun 1 u 3 rpynn nopor
3HaueHua KoHTpacTupoBanua Ha MCKT cocTasun >
0,5166 (uyscTBuTENbHOCTL 100%, CNEUMUYHOCTD
92,31%).

BoiBoabl. K[l 1 3HaueHUss KOHTpPACcTUMPOBaHWMS
MO3BOMAIOT PA3fMYUTb KIIMHUYECKME FPYNMbl pUcCKa
HedhpobnacToMbl MoC/e Kypca XMMMOTEpPanuu HeUMHBa-
31BHO ¢ noMoLbio MPT 1 MCKT ¢ KOHTpacCTHbIM ycuse-
HUEeM.
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BnepBble BbiiBIeHHbIA BapUaHT HecTabusnbHoro
remornobuHa Hb Yoshkar-Ola y nauueHTta
C TAXKEJSION reMOSIUTUYECKOU aHEMUEM.

KnuHuueckuun cnyuan

C.I". MaHnH, M.B. KpacunbHukoBa, H.A. KapamsH, E.A. JlnuteuH, H.C. CMeTaHuHa

®IBY «HaumoHanbHbIi MEANMLMHCKMI MCCIIER0BATENbCKMI LIEHTP AETCKOM remMaTosiorny, OHKOIOrm u uMMyHosnorum uM. [imutpusa Porayesa»

MuH3apasa Poccum, MockBa

Uenb. lpeactaBneHne KAMHWYECKOro cnydas
BrepBble BbISIBIIEHHOr0 aHOMarnbHOro remornobuxHa Hb
Yoshkar-Ola y naumeHTa ¢ TSKeNon reMonuTuYecKom
aHeMuen.

Matepuansbi u MeTopfbl. B aHanu3 BknoyeHa ceMbs
13 3 yenoek: npobaHn — Manbumk 9 net ¢ pedpak-
TEPHOM K npenapaTtam sKefesa TAKenon TpaHcdysun-
OHHO-3aBWCUMOIN aHeMuel, MaHudecTUpoBaBLLEN B
BO3pacTe TPex MeCALEB XU3HW, 1 poanTenu pebexka
(MaTb — 46 nert, oTeu — 45 neT) 6e3 KNMHWUYECKUX K
nabopaTopHbIX NPU3HAKOB aHeMuu. [0 MecTy KuTenb-
CTBa Ha OCHOBAHUW KITMHWYECKUX JaHHbIX pebeHKy bbin
YCTaHOBSIEH AMAarHo3 HacneacTBeEHHas cdpepounTapHas
remMonmMTMyeckas aHemust Munkosckoro-Lodpdpapa. Mo
AOCTMKEHUM 4 NEeT NauMeHTy NpPoBefeHa CMITEHIKTOMUSA
COrflacHO PEKOMEeHLALMAM N0 AMArHOCTVKE U IEYEHMIO
HacnencTBeHHOro cdepounTosa, Mocse KoTopoWn
MPU3HaK1 FreEMOJIM3a COXPaHAUCh, BCNEACTBKUE Yero bbin
VHULIMMPOBAH MOUCK MEHETUYECKON NMPUUUHBI, OBBACHSA-
IOLLIeH KITMHUYECKYIO KapTUHY FEMOSIMTUYECKOW aHEMUN Y
naumneHTa. Ha 6ase HMUL, IFON um. mMnTpusa Poravesa
MPOBeEHO MOJIEKYNAPHO-TEHETUYECKOE WUCCIefoBaHNe
[OHK 13 nenkounToB nepudoepuyeckoin KpoBu NaumeHTa,
C WCMOJIb30BaHWEM METOAA BbICOKOMPOWU3BOLUTENBHOIO
cekBeHupoBaHus (NGS) ¢ npuMeHeHWEeM KacTOMHOM
naHenun «[ eMonuTMyeckne aHemun>. [Ing ycTaHoBNEeHUA
rePMUHANIbHOO MPOUCXOMKAEHWS BapnaHTa, 0BHapysKeH-
Horo MetopoM NGS, nccnepoBanace nepudepuyeckas
KPOBb poAWTesNe nauueHTa MeTogoM CEKBEeHUPOBaHUA
no CeHrepy. KpoMe Toro, nauveHTy v ero poguTensm
MPOBOAMSIUCH AOMOSHUTESbHbIE UCCIIef0BaHUA: Kanus-
NAPHBbIN 3nekTpodhopes remMornobuHoB, nccnepgoBaHne
rmobuHOBBLIX Lilenei MeTOAOM BblCOKOI(hEEKTUBHON
KMOKOCTHOW xpomaTtorpadum —B3XKX, N-ByTaHONbHbI
TeCT Ha HeCTabunbHOCTb MOMNEKYSIbl FeMOrnobuHa.
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Pesynbtathbl M 06cyxaeHue. B pesynbtate nccne-
O0oBaHuA Kposu nauneHTa metonoM NGS B reHe HBB
oBHapysKeH HOBbIN, paHee He OMUCaHHbIA FreHeTuue-
ckuin BapuaHT [B141(H19)Leu—Pro (CTG>CCG); HBB:
€.425T>C], Np1BOAALUMIA K BOSHUKHOBEHMIO aHOMarlb-
HOro reMornobuHa, KOTOpbI MOATBEPXKAEH Y MaLMeHTa
MEeTOAOM CekBeHupoBaHuA no CeHrepy v He obHa-
PYKEH y poauTenen, Yto roeoput o de novo npouc-
XOMOEHWN MyTauun. BapuaHTy npucBOeHO HasBaHue
Hb Yoshkar-Ola, no mecTy poxneHusa npobaHpa.
Hb Yoshkar-Ola aBnsietca cBepxHecTabumnbHbIM
aHoMarsbHbIM reMorfiobMHOM No pesynbTaTam nNpose-
neHHoro N-ByTaHonbHoro Tecta. Mbl npegnonaraem, Yto
OaHHbIV BapuaHT remMornobuHa paspyLuaeTcs B KreTkax
NpeaLIecTBeHHWKaxX KOCTHOr0 M0O3ra, 0 YeM KOCBEHHO
CBMAETENbCTBYET OTCYTCTBME [ETEKLUWU aHOManb-
HOMO MWKa MO JaHHbIM KaNWUMMSPHOro anekTpodhopesa
reMornobmHoB n BIXKX.

BbiBoabl. B pesynbTate npoBefeHHOro uccnepo-
BaHWA MaLMEHTY yCTaHOBMEeH anarHo3 «[emornobuHo-
naTus, obycrnoBneHHas HOCUTENIbCTBOM HeCcTabunbHOro
aHoMmanbHoro remornobuHa Hb Yoshkar-Ola», uto
00DBSACHAET CcOoXpaHeHWe MPU3HAKOB remMonunsa mnocne
NpoBEeLeHMA CNieH3KTOMUKU. B npepctaBneHHOM
HaMW crny4yae nauueHT LEeMOHCTPMpOBasl paHHWI
nebiot 3aboneBaHus ¢ TAKeNoW TpaHCY3MOHHO-3a-
BMCMMOM aHeMMueln, reMosIMTUYECKUMMU KpU3aMu Ha
oHe MHEKLMOHHBbIX 3N1M30L0B. BaxHO O0TMeTUTBb,
YTO PYTUHHbIE METOAbl AMArHOCTUKM, TaKMe KaKk 3MeK-
Tpochopes remornobuHoB n BIXKX, yacto He no3so-
NS0T pacnosHaTb AaHHYI0 naTosioruio. Takum obpasom,
TOMbKO WCMNONb30BaHWE MOJNEKYNAPHO-TeHeTnye-
CKMUX MeTO[0B MO3BONsieT BepUULMPOBaTb AMarHo3
1 nonobpaTb BEPHYIO TaKTUKY LanbHEWLLEro BEAeHUs
nauueHTa.



CKPUHUHI NPOTUBOONYXOJSIEBOU aKTUBHOCTH
HEKOTOPbIX HOBbIX a30TCOAEPKALUMX FreTEePOLMKIIOB

A.A. Maxposa!, A.W. OcunbsHu?, 0.M. TymyTtonosa?, H.K. PatmMaHoBa?, B.A. MakuHa?, E.B. BrinHosa?,

W.A. Anppees?, [1.C. BrinHos?

1PIBY «HaumoHasrbHbIk MeauUMHCKUIA UCCIIER0BATETbCKMI LIEHTP AETCKOM reMaTosiorum, OHKOIOr MM U UMMYHOSTOr M uM. [IMuTpus Porayesa»

MuH3gapasa Poccum, MockBa

20rA0Y BO Mepsbii MITMY um. U.M. Ceyerosa Muxsapasa Poccum (CeueHoBckusi YHusepcuTer), Mocksa

LUenb. OueHWTb CNeKTp MPOTUMBOOMYXONEBON aKTUB-
HOCTM LUECTW HOBbIX OPUTUHANbHbIX COEAUHEHUNA —
a30TCoAepKaLLMX FETEPOLMKIIOB U UX CUHTETUYECKMX
NPEeALLECTBEHHUKOB — B KYJIbTypaXx OMyXOSeBbIX KIETOK,
B TOM UnCIie AETCKMUX CONMMUELHBIX OMyXOne.

Matepuanbl n MeTofbl. B nccnenoBaHm n3yyeHsl
LLIECTb HOBbIX CTPYKTYP, CUHTE3UpOBaHHbIX B Nlabopa-
TOpUM XMMmUyeckoro curtesa ®rby «HMUL OO um.
Omutpus Porauesa» Munanpasa Poccun, oTnnyaioLmxcs
PasnUuHbIMK pajukanamu npu retepoumkne. MNpotu-
BOOMYXOSEBbIA NOTEHLUMAN BeLLEeCTB U3yyanu B TecTe
LMTOTOKCUYHOCTH C TPUCADEHUITETPA30NUS XITOPULOM
(MTT-TecT) B KynbTypax HeitpobrnactoMbl SH-SY5Y,
renaTouenionapHon kapumHomel HepG2 u ypotenu-
anbHOM KapuuHoMbl T24 (ATCC, CLUA). KnetouHble
KynbTypbl MHKybBupoBanucb B 96-A4eeyHblX MnaH-
wertax (Thermo Fisher Scientific, CLLA) B cpene DMEM
(Thermo Fisher Scientific, CLLUA) ¢ npubasnexnem 10%
aMbproHanbHoi Tensubeit coiBopoTku (FBS, Thermo
Fisher Scientific, CLLIA) n 1% nenuunnnuHosoro/cTpen-
ToMuumMHoBoro pacteopa (Thermo Fisher Scientific,
CLUA). MHKyb6aumio oCyLLEeCTBAM BO BriaskHOW cpeae
CO2-unHkybaTopa npu 5% KOHLEHTPaLMU YrIIEKUCITOro
rasa v Temnepatype okpyxaiwowen cpenbl 370C. Ona
OLIEHKN LIMTOTOKCUYHOCTM UCCIEefYEMOr0 COEAVNHEHUS
¥ pedhepeHTHbIX MpenapaToB UCMOJb30Banu ABafLAaTYIo
reHepaumio KneTouHoi KynbTypbl (He MeHee 3 Mec.
rocsie Nosy4YeHnst 3aMOPOKEHHOM KynbTypbl). Mccneny-
eMble coefiHeHusi [06aBnsAnM B MHKYBaLMOHHYIO cpeny
B IMana3oHe KoHueHTpaumin ot 10-12 no 10-3 M B Buge
BOLHbIX PaCTBOPOB.

PesynbTaTbl U 06cyxpenue. NHkybaumns kynbTyp
OMyXOSieBblX KMNETOK B MPUCYTCTBMM COEQUHEHUN
Rog001 n Rog004 He conpoBoxaanacb hopmupoBa-
HUEeM LIMTOTOKCMYECKON pPeakLmn U He Nopaensna pocT
KNEeTOYHbIX KyNnbTyp. BBeaeHve B cpepy KynbTuBauum
BewecTBa Rog014 nopaBnsano pocT KAeTOK Henpob-
nactoMbl SH-SYSY, HaunHasi ¢ KoHuUeHTpauun 108 M,
IC,, coctaBuna 130,65 x 10 M. Coeanrerne Rog023
NPOAEMOHCTPUPOBANIO MOAABMAAIOLLYIO aKTUBHOCTb B
OTHOLLIEHWM KyNbTYp HepobnacToMbl SH-SYSY u ypoTe-
NManbHOW KapuMHOMbI T24, Npu 3TOM, Ha4yano aKTuB-
HOCTW YCTAHOBIEHO Af1A KOHUeHTpauwmii 1071 — 10710 M,
alC,, bbina pasHa 3,82 1 0,32 x 1077 M coOTBETCTBEHHO.
HanbonbLuen LUMpOTOM NPOTUBOONYXOSEBOM aKTUBHOCTM
obnapaet BewectBo Rog012, adhdpekTnBHO Nopasns-
joLLlee POCT OMyXONEBbIX KETOK BCEX BKIIOYEHHbIX B
nccrenoBaHue KynbTyp, Npy 3ToM 3dODeKT NPosBAAETCS
B NOCTaTOYHO BbICOKMX KOHLEHTpauusax. lMokasaTenb
IC50 Monekynbl B oTHoLeHUn kneTtok SH-SYSY, HepG2
N ypoTenuanbHoM KapuuMHOMbl T24 cocTaBui COOTBET-
cTBeHHO 27,6; 78,51 81,8 x 10° M.

BbiBopbl. 1. A3oTcopnepallume reTepouUmKibl U UX
CUHTETUYECKME NPEeALIEeCTBEHHUKM 06MafaloT PasnMyHon
Mo CWIe v WKpoTe NPOTUBOOMYXONEBON aKTUBHOCTBIO.
2. Hambonblunii cnekTp aKTMBHOCTM YCTaHOBMEH ANA
coeamHeHun ¢ nabopaTtopHbiM wndgpom Rog012 u
Rog023. 3. LutoTtokcuuecknin adppeKT B MeHbLUUX
KOHLIeHTpaLmaX oKasbiBaeT BelllecTBo Rog023.

WccnenoBaHue BbINOSIHEHO 3a cYeT rpaHTa Poccuii-
CKoro HayuHoro dooHpga Ne23-25-00097, https://rscf.ru/
project/23-25-00097.
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Bo3MOXHOCTU M MECTO HaBUraLMOHHOMU NMOAAEPIKKHU
B 3HAOCKOMUYECKOU XUPYPruM OCHOBaHUA Yyepena
y AeTen C onyxosiiMuU napaMeHUHreasibHOM

noKasnn3auuum

0.A. Mepkynos!, A.[l. PoguHal, B.I". Monskos!3, T.B. MopbyHosal'®

1OIBY «HaunoHanbHbIfi MEAUUMHCKWI MCCIEA0BATENBCKMI LIEHTP oHKosorum uM. H.H. broxuHa» MuHsapasa Poccum, Mocksa
2¢rb0yY A0 «Poccuiickas MeaLMHCKAs akaaemusi HenpepbIBHOro MpogheccroHanbHoro obpasosanns» MuHaapasa Poccum, Mocksa
S@Irb0Y BO «Poccuiickuii HauMoHarlbHbIN UCCIeN0BaTeNTbCKUA MeauUMHCKuIA yHuBepcuteT uM. H.W. Muporosa» MuHsapaBa Poccum, Mocka

AKTyanbHoCTb. 31I0Ka4YeCTBEHHblE ONyX0nu napa-
MEHUWHrearnbHOM Nokanu3aumm — pasnunyHble no Mopgo-
norun HoBoobpa3soBaHusi. PabgoMmocapkoMa — camblii
pacnpoCTpaHEHHbIN BapvaHT CapKOM MATKWUX TKaHewn.
MokasaTenb 3abonesaemMocTn pabgoMumocapkoMon —
0,9 Ha 100 Tbic. peTckoro HaceneHusi. AHaTOMUYECKHM
CIOXKHOE CTPOeHWe CTPYKTYP Yepena y feTel NpuBoanT
K HEBO3MOMHOCTM NPOBEAEHWS aA€KBATHOMO XMpypruye-
CKOro NneyeHust pabaomMmocapKoMbl NapaMeHUHreansHoM
NOKanusauuu, 4To NOAYEPKMBAET BaXHOCTb TPaHCHa-
3abHOM 3HAOCKOMUYECKOW XMPYPIun.

Lenb. MokasaTb BO3MOXHOCTU TpPaHCHa3anbHOM
3HOOCKOMUYECKON XMPYPruu Mpu feyeHun peTen C
pabnoMnocapKoMoi NapaMeHVHreanbHOW NIoKanusaumm.

Matepuansbl n MeToabl. B nccnenoBaHue BKOYEHbI
36 nauuneHToB B Bo3pacTe oT 9 MecsAueB oo 14 ner, ¢
OMarHo3om pabpomMuocapkomMa napaMeHWHreasnbHOW
fiokanusaummn, KoTopbiM NPOBOAMIIOCH CreuunanbHoe
neyveHve B nepuop ¢ 2017 no 2022 r. Cpeav naLmneHToB,
BKITIOYEHHbIX B MCCefoBaHue, Npeobnafanyt Manbumku -
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20 (56%). BceM naumeHTaM nNpoBoOaMoCh NMPOTUBOO-
MyXoneBOe MeYeHne COrfacHoO NpPOTOKOaM, YTBEPK-
0eHHbIM Ha YyeHoM coseTe HUW O0ulr ®I'BY «HMUL,
oHKkomnorun uMm. H.H. bnoxunHa» Munappasa Poccuu.

Pesynbtatbl. 3a nepuon HabniopgeHus ot 1 Mecsaua
0o 5 net suebl 25 (68%) nauneHtos. Ymepnu oT
nporpeccum onyxonm — 9 (26%), 0T 0CMNOMHEHWI crieum-
anbHoro nevenuns — 1 (3%). BbiBbinn 13 nccrnenosaHms —
1 (3%) naumeHr.

BbiBoabl. MeTof TpaHCHA3ambHOM 3HAOCKOMNYECKOM
XUPYprum cTaHoBUTCS BCe Bonee NomynsapHbIM B fieYeHum
[eTein ¢ pabooMMOCapKOMOM NapaMeHUHreanbHOM fIoKa-
nusauum, brnaropapst AOCTVKEHMIO MOMHOMO BU3yarbHOro
KOHTPOIS BbINMOJTHAEMbIX MaHUMYNALWA, PafMKanbHOCTU
BMeLLaTeNbCTBa C MakCMMaslbHbIM COXpaHeHEM aHaTo-
MUYECKUX CTPYKTYP NP MUHUMASIbHON TPaBMaTUUHOCTMU.
3HOoCKoNMYeckasa TpaHCHa3anbHas XMpyprus y neten
c pabpooMunocapKoMoli napaMeHuHreasnbHOW Nlokanu-
3auun passuBaeTcsA bnarogaps MeXAUCUMNIMHAPHBLIM
KOMaH[OHbIM NMOAXO0AAM M MOCTOSIHHBIM MHHOBALIMAM.



OcobeHHOCTU CECTPUHCKOro
yXxofa 3a nauMeHTaMu nocre
TPaHCMJIaHTaLUUM KOCTHOro Mo3ra

10.B. MupeHkoBa

Y «PecrnybimKaHCKuii HayYHO-NPaKTUYECKME LIeHTP BETCKOK OHKOOrm, reMaToriorum v uMMyHoslorum», Mukck, Pecriybnvka benapych

AKTyanbHOCTb. TpaHCnnaHTaumsa KOCTHOr0 MO3ra
CerogHs — MeTof fleuveHuss MHorux 3abonesaHui. B
nocnepHue pecatunetna TKM Bbina getansHo paspa-
BoTaHa, cTana LWMPOKO MPUMEHATLCHA NPU NeYeHun
LECATKOB ThICSY YENOBEK B MUPE €KErofHoO, B TOM uucre
n B LleHTpe oeTCcKoM OHKOMOruM, reMaTonorum u UMMy-
HOMOMMK, TAe UMeeTCs OTAefIeHne TpaHCnnaHTauum Ha
8 KOMKO-MecCT. YuacTue MeauLMHCKOM CecTpbl B MOAro-
TOBKE NaUMeHTa K TpaHCMaHTauuuM KOCTHOrO Mo3ra
W BbIXaXXMBaHWM €ro rnocne TpaHCMnaHTauuu urpaet
OrpOMHyI0 posib. HabrioneHne u yxon 3a TakuMu naumeH-
TaMu TpebyeT OT MEAMLMHCKMX CECTEP KOMMETEHTHOCTH
W MHOMBMIYASIbHOO MOAXO0LA K KaAOoMy M3 NaLMeHTOB.

Lenb. YcoBepLueHCTBOBaHME KayecTBa CECTPUH-
CKOro yxofa 3a naumeHTaMy C OHKOremMaToslorMyeckom
naTofniornen, 0o U Nocfie TpaHCnaaHTauum KOCTHOro
Moa3ra.

Marepuanbl u Metopbl. HopMaTuBHbIE NMpaBOBbIE
aKTbl U JOKYMEHTbl MUHUCTEpCTBa 3LpaBOOXpaHEHUs
Pecnybnukn Benapycb, gaHHble 0eTCKOro KaHuep-cy-

BperncTpa Pecnybnvku benapycb, nokanbHble HopMa-
TUBHbIE [JOKYMEHTbI.

PesynbtaTtbl u obcyxpeHue. CTpykTypa oTae-
newusa TpaHcnnaHTauum (panee - OT); sagaun u uenm
OT; ocobeHHOCTU OpraHM3aLMOHHbIX MEPONPUATUN.
Buvinobl TpaHCNNaHTauwmi; TaKTUKa UX MPOBEAEHUS; OCIIONK-
HEeHWs 1 NoBOYHbIE peakUmK; CTaTUCTVMKA NPOAeNaHHbIX
npouenyp. Pabota MeamumHckon cectpbl B OT: Habnio-
LeHVe U YXOf 3a MauMeHTOM, BbINOSIHEHNE BpayebHbIxX
Ha3HauyeHW, NpuUHUMNbLI paboTbl C LEHTPanbHbIM
BEHO3HbIM KaTETEPOM, FMIMEHA MOMOCTN PTa U KOXMK,
neyebHoe nuTaHue.

BbiBoabl. BoccTaHoBNeHne mauueHTa B mepwvof
nocne TpaHCNaHTaLuuMM BO MHOIOM 3aBUCUT OT Kaue-
CTBEHHOIr0 CECTPUHCKOr0 YXOA4a W CBOEBPEMEHHOM
M FPaMOTHO OKa3aHHOW MEeAMLMHCKOW MNOMOLLM,
KOTOpYyl0O MpepocTaBnfeT MeAMLMHCKas cecTpa.
MpocheccnoHannaM MemWUMHCKOW CecTpbl ABA-
eTCs HEemnpeMeHHbIM YCIOBMEM BbI3AOPOBIEHMUA
nauueHTa.
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feHeTMuyeckue ocobeHHocTn HechpobnacToMbl B
3aBUCUMOCTM OT TUNA ONYyXOJIu

AM. MutpochbaHosa, [1.M. Konosanos, A.E. ipyin, H.H. Mepkynos

®IBY «HaumoHanbHbIi MEAVLMHCKMI NCCIIEeA0BaTeNIbCKUK LIEeHTP AETCKOM remMaTosiorny, OHKOIOrumM u uMMyHosiorum uM. [imutpus PorayeBa»

Mun3zapasa Poccun, Mocksa

AkTyanbHocTb. Hedpobnactoma (onyxonb
BunbMca) — camMas YacTas 3nokavecTBeHHas Onyxosb
nouek y petent. MNopsagka 90% onyxonew xapaktepu-
3yl0TCSt XOPOLUMM NPOrHO30M, OTBETOM Ha Tepanwuio u
BbICOKOW BbIXMBaeMOCTblo. OflHaKO 0CTaeTCs BbICOKUN
MPOLEHT NauMeHTOB C peuuanBamMn U OTCYTCTBUEM
0TBETa Ha NpoBOAMMYylO Tepanwuio, nopsgka 15% ot
obLero uncna cryvyaes B pasfiMuHbIX UCCMENOBAHUSIX.
B HacTosee BpeMs BblLeNIEHO HECKOSbKO MPOrHo-
CTMYECKM 3HaAUMMbIX (DaKTOpPOB AfA CTpaTUdIMKaLmum
rpynn pucka npu Hedopobrnactome (pacnpocTpaHeHHas
noKanbHas CTaausa, rMCTONOMMYECKM rpynna BbiCO-
KOr0 puCKa, yTpaTa reTepo3uroTHocTn 1p u 16q), aTu
MPW3HaKM BCTPeYalnTCs B TPETU PELMONBUPOBABLLMNX
onyxonen. B pamkax npotokona SIOP 2016 BbigeneHsl
LOMNOSHUTENbHble BMOMapKepbl U NPU3HaKKU, KOTopble
MOTyT MOTEHUMANbHO ONpefensaTb XyAlWui NporHo3
(1g gain, MycN gain, 17p loss BKkntovas nokyc TP53,
obbeM brnacTemsl).

Lenb. OxapakTepn3oBaTb reHeTMUeCcKkuiA npodousib
HedopobnacToMbl B 3aBUCUMOCTH OT FUCTONOMMYECKOro
TVNa onyxonw.

MaTtepuanbl n MeTopbl. [IpoBefeH nepecmoTp
OOCTYMHBIX TUCTONIOMMYECKUX MpenapaToB nauu-
€HTOB, AMarHo3 KOTOPbIM Dbl YCTaHOBMEH B LieHTpe C
2014 no 2022 r. (n = 158). Matepuan otbupancs BHe
3aBMCUMMOCTM OT BO3pacTa nauueHTa. [Ina reHetuve-
CKOro mccriefoBaHuns bbiav oTobpaHbl oparMeHThl €
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BWUTaNbHOM ONyxoneBoi TKaHbto. C napadpmHoBbix 6110K0B
Bbina NpuUroToBneHa CTPYsKKa v OTMpaBneHa B nabopa-
TOPMIO MOSEKYISPHOM OHKOMNOM MKW LeHTpa. Llenbio ncene-
noaHust MetonoM MLPA Bbino obHapyskeHne B onyxonu
del 1p n del 16q, 1q gain, MYCN gain, del 17p TP53.

PesynbTaTbl. B 06ieit rpynne onyxoneit (n = 158)
pacnpepeneHne no BbiSBNIEHHbIM FeHETUYECKUM CODbI-
TuaM cnegyiowee: del 1p — 21/158 (13,3%), 1q gain —
32 (20%), MYCN gain — 14 (8,8%), del 16q — 33 (20,8%),
del 17p TP53 — 20 (12,6%). PacnpeneneHue reHetnue-
CKMX CODBITUI B ONyXOnu B 3aBUCUMOCTW OT MMCTONO-
rMYeckoro Tuna cnepyollee: oudpdysHas aHannasus —
23 (del 1p — 2, 1q gain — 4, MYCN gain - 2, del 16q — 6,
del 17p TP53 — 9); dookanbHas aHannasus — 1 (del 16q);
6nactemHblit TuN — 42 (del 1p — 6, 1q gain — 15, MYCN
gain — 5, del 16q — 11, del 17p TP53 — 5); cTpoMarnbHblit
™n — 6 (del 1p — 3, del 16q — 3); snuTenuanbHbIi TMN —
1 (1q gain); cMeluaHHbIi Tvn — 13 (del 1p — 2, 1q gain —
6, MYCN gain — 2, del 16q — 3); perpeccmsHbliit TMn —
16 (del 1p — 4, 1q gain — 4, MYCN gain — 1, del 16q - 6,
del 17p TP53 - 1).

BoiBopbl. Havbonbluee KonmMyecTBo reHeTuye-
CKMX COBBITWUI HECYT OMyX0JIM BbICOKOM IPynMbl pUcKa
(amdbdbysHas aHannasus, 6rnacTeMHbIid TUM), 4TO coBra-
LaeT ¢ 00LLeMMPOBLIMU pe3ynbTaTamMu UCCRefoBaHuin. B
rpynne MpPOMEXYTOYHOrO pUCKa Havnbonbluee Konuye-
CTBO CODBITUI HECYT OMYXOMNK CMELLAHHOIO U perpec-
CMBHOrO TWMa, YTo TpebyeT JanbHEeNLLEero n3yyeHus.



CD19-HeraTtusHble B-nuHenHble npeALleCTBEHHUKU
B KOCTHOM Mo3re aeteu ¢ OJ1J1
npu CD19-HanpaBneHHOU UMMyHOTEpanuu

E.B. Muxamnosa, A.A. CemueHkoBa, E.A. 3epkaneHkosa, E.C. 3axaposa, B.B. bpunnnaHtosa, A.M. [Monos

GIBY «HaumoHasbHbIA MeaULUMHCKUI MCCIIEA0BATETbCKUI LIEHTP AETCKOM reMatosiorum, OHKOTOM MM U UMMYHOSTOr M uM. mutpus Porayesa»

MuH3gapasa Poccum, MockBa

AktyanbHocTb. [lpyMeHeHne CD19-HanpaBneHHbIx
MMMYHOTEpaneBTUYECKMX MpenapaToB MpU JeYeHnm
ocTporo nuMdobnactHoro nerkosa w3 B-npepwe-
cTBeHHUKOB (BIM-0J1JT) MoskeT cTaTb NpUUMHOI NoTepw
akcnpeccun CD19 onyxonesbiMu KneTkaMu. MNockonbky
NPUMEHEHWE MHOMOLBETHON MPOTOYHON LUTOMETPUM
LN OLeHKM MUHWMarbHOW ocTaTouHol 6oneanu (MOB)
npv BM-0/1J1 ocHoBaHo Ha uccrenoBanum CD19(+)
B-kneTok, 3TO MOXeT 3aTpyAHWTb MoHuTOpuHT MOB
nocsnie TapreTHou Tepanuu. Micnonb3oBaHne BMeCTO
CD19 ppyrux 6onee paHHux B-nuHenHbIx MapkepoB Ans
Bbloenexust B-knetok nossonset apeKkTMBHO onpe-
penstb CD19(-) onyxonesbie Knetku. Mpn 3TOM BaskHO
TOYHO 3HaTb O TOM, Kak oTnMunTb CD19(-) onyxonesble
KIIeTKM OT WX HEOMyXONEBbIX aHANIOr0B — OYEHb PaHHUX
CD19(-) BI, KoTopble ABNSOTCA OAHOW U3 CTaauit cospe-
BaHua B-numdboumTos.

Lenb. V3yuntb n nonpobHo onucaTb HOpMarnbHble
CD19(-) BM B kocTHOM Mo3re peTeit nocne CD19-Ha-
NpaBrieHHOM Tepanuu.

MaTepuanbl u MeToabl. B nccneposanune 6bino
BkMoueHo 106 nauMeHTOB C peuunamBaMu unun pedppak-
TepHbiMu chopmamu BIM-0J1JT nocne CD19-HanpasneHHoM
Tepanuu 1 105 naumeHToB ¢ nepsuyHbIM BI-01J1, nony-
YMBLLMX Tepanuio brimHaTyMoMaboM Ha 3Tane KOHCOomu-
pauun. B obpasuax KOCTHOr0 MO3ra MeTOAO0M MPOTOYHOM
LMTOMETPUM M3yYannCb KONMYECTBEHHbIE NMOKa3aTenu
1 MMMyHOGbeHoTUNMuYeckne ocobeHHocT CD19(-) BIM

B KOHTekcTe onpepenenns MOB. [Ina gokasaTenbcTBa
HEOMyXxoneBOM NPUPOAbI UCCIERYEMbIX KITETOK UCMOMb-
30Banoch BblfefieHne YNCTOW KMEeTOYHOM NOonynsauum
npY NOMOLLM MPOTOYHOW KNETOYHON COPTUPOBKK AJS
[anbHenLwero TeCTMPOBaHUA FrEMONO3TUYECKOrO XUMe-
pu3Ma, 0BHapPYXEHWNSA XMMEPHbIX FEHOB U TPAHCKPUMTOB
n MNLP-TecTpoBaHua Ha peapaHKUPOBKM FEHOB UMMY-
HOrnobynuHOB.

PesynbTaTbl u obcyxkaenune. CD19(-) Bl obHapy-
YMBAIOTCHA B KOCTHOM MO3re naumeHTos nocne CD19-Ha-
NpaBfieHHON Tepanuu Yallle, YeM y 3LOPOBbIX 4OHOPOB
n petew ¢ BI-0J1J1 Bo BpeMsa xuMmoTepaneBTUYecKoro
neuenus n nocne TFCK. MiccnenoBaHHble KMETKM SBNS-
lI0TCH HOpPMaribHbIMU KNETKaMU KOCTHOIO MO3ra U He
MOFyT CUMTaTbCA BO3MOMHBIM CyDCTPaTOM A1 pasBuUTUS
CD19-HeratueHoro peumpmsa BI-0J1J1, uto nokasaHo B
MCCNefoBaHUAX Ha COPTUMPOBAHHbLIX MOMYNALUMUAX ITUX
KneTok. AHanus npoduna 3KCnpeccun nokasan, yto
HopMarnbHble CD19(-) BM MoryT BbiTb NOXKHO MHTEP-
NPETUPOBaHbI KaK NnenkeMuyeckne brnacTbl Aaxe npu
MCMonb30BaHUM BMOMHGIOPMATUYECKOr0 aHanmnsa LuTo-
METPUYECKMX [aHHbIX.

BbiBopbl. Pe3ynbTaTbl MCCNefoBaHWUA [OJIKHbI
nomoub bonee rpamoTHoMy uccreposaHunio MOB nocne
CD19-HanpaBneHHOW UMMyHOTEpPanuMu faxe B Criyyae
npuCyTCTBUA B 0BpasLie KOCTHOrO MO3ra 3HAUYUTENBHOMO
KonunuyecTBa HopManbHbix CD19-HeratusHbIx B-kne-
TOYHbIX MPeALEeCTBEHHUKOB.
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"eMaTonorunyeckue nposiBJIEHUS B rpymnmne
NauMeHTOB C MOHOreHHbIMU ayTOBOCMaNUTESIbHbIMU

CUHOAPOMaMMU

3.A. HecTtepeHko, A.J1. Kosnosa, B.W. Bypnakos, M.E. IleoHTbeBa, [1.H. banaios, A.B. MwoHkwuH, 10.A. PoanHa,

A.l0. LLlepbuHa

®IBY «HaumoHanbHbIi MEANMLMHCKMI MCCIIER0BATENbCKMI LIEHTP AETCKOM remMaTosiornm, OHKOIOrm u nMMyHosnorum uM. [imutpusa Porayesa»

MuH3apasa Poccum, MockBa

AKTyanbHOCTb. AyTOBOCNanuUTeNbHble CUHAPOMbI —
rpynna 3abonesaHuit, 0ByCnoBNEHHbIX HapyLUEHWEM
PerynaumMm MexaHM3MoB, KOHTPONMPYIOLLMX BPOKAEHHbIN
MMMYHHbIA OTBET, XapaKTEPU3YIOLMXCH CUCTEMHBIM
BOCMasieHMeM U OrpOMHbIM pa3Ho0bpasneM KnnHuue-
CKUX MPOSIBIIEHUI, B TOM YMCIIE FEMATOSIOMMYECKHMX.

Llenb. AHanna reMaTonorMyeckux NposiBNeHUN 1 nx
0TBeTa Ha Tepanwuio y NauMeHTOB C MOHOTE€HHbIMU ayTo-
BOCManuTeNbHbIMU CUHAPOMaMK

MaTtepuanbl n MeTopbl. PeTpocnekTuBHO Bbinu
NpoaHanu3npoBaHbl KIIMHUKO-NabopaTopHble faHHble
31 naumenTa (13 — skeHckoro nosa, 18 — MyMcKoro
nosa) ¢ NepcUCTUPYIOLLMMM reMaToNIOrMUeCKUMIU NPOsiB-
nexHunaMu Ha poHe AB3

PesynbTtathl n 06cyxpenue. B rpynny AB3 c rema-
TONOrMYECKUMU NPOSIBNIEHUSIMU BXOLUIIU ClefyioLime
Hosonoruu: PSTPIP1-accounmpoarHbiit cuHapom (PAID) —
9, nedpmumnT aneHosnHpesamuHasbel 2 (DADA2) — 8,
nHTepdepoHonatuu | Tuna — 8, nedouunuT MeBanoHaTKu-
Ha3bl (MKD) — 4, rannonenocTtatouHocTs A20 (HA20) -1,
ayToBocnanuTensHoe 3abonesaHune, acCOLMMPOBAHHOE C
nechektom NLRC4 — 1 (AIFEC).

MeauaHa Bo3pacTa nosiBreHus niobbix CMMNTOMOB
3abonesaHus cocTasuna 2 mecsita (0-16 net), a
MeduaHa Bo3pacTa AebioTa reMaTonornyeckux nposie-
newuin coctaeuna 3 roga (0-33 ropa).

MenunaHa Bo3pacTa MOCTAHOBKM AvarHosa cocTa-
Buna 8 net (amanason 0,5-33), npu 9TOM MeauaHa
3a0epsKKM NOCTaHOBKM AmarHosa — 4,5 ropa (ananasoH
0,5-32).

emMaTofornyeckne nNposiBNEHNS B KayecTBe
nepeoro cumntoma AB3 oTMeueHbl y 23/31 6onbHbIX. Y
9/31 BornbHbIX Habniofanack TPEXpPOCTKOBAs LIMTOMEHWS,
y 13/31 — nByxpoCTKOBasi uMToneHus ny 5/31 — usonm-

BoMpoch! FeMaTonorin/oHKOOr A 11 MMMYHONATONON M B NeauaTpum
2023 | Tom 22 | Ne 2 npun 1 | 57

poBaHHas uuToneHus. Takske y 1/31 nauveHTa oTMeua-
NoCb pa3BUTME MUENOLMCMIIACTUYECKOrO CUHAPOMA U Y
3/31 - reMogparounTapHblit IMMADOrMCTUOUMUTOS.

MoHoTepanusa Jak-unrnbutopamm beina acpdpex-
TueHa B 3/10 cnyyaes npu nHTepdpepoHonatusix, 8 1/10 —
npu DADA2 , 1/10 — npu PAID u 8 1/10 — npu HAZ20.
KombuHauus nirnbutopa ®HO n uurnbutopa JAK noka-
3ana csoto adpchekTnBHOCTb y 1 naumenTta ¢ DADA2.

Tepanus aHTu-IL1 6bina ycnewHow y 3 naumeHToB
¢ MKD n y 1 naumenTta ¢ AIFEC. IMMyHOoCynpeccuBHas
Tepanus (cTepouabl, BbICOKOLO3HbIM BBUI, MukodbeHo-
nata MogheTun, UMKIIOCTopuH A, MeToTpeKcaT) He Bbina
30P(PEKTUBHOM HU Y OBHOMO M3 MaLMEHTOB.

TpaHcnnaHTauus reMonoaTUYEeCKUX CTBOJOBBIX
kneTok (TI'CK) BbinonHeHa 6 GonbHbiM (3 — ¢ PAID, 2 -
MKD n 1 — ¢ uHTepdpepoHonatueit | Tuna), MeamaHa
HabnioneHus nocne TFCK — 3,9 ropa (2-5,5). B HacTo-
sillee BpeMsi MNSATb MALWEHTOB KUBbI, Y HUX OOCTUr-
HyTa MofiHas KnuWHMKo-nabopaTopHas pemwuccus
3aboneBaHus, B 0gHOM cryyae naumeHT ¢ MKD ymep B
pesynbTaTe PasBMBLUMXCH MOCTTPAHCNNAHTALMOHHbIX
OCIIOKHEHWI.

BboiBoabl. ['eMaToONOrMyeckme MNpPOSABIEHUSA He
SIBMAIOTCA TUMUYHBIMU NPOsiBNeHuaMu AB3, uto ycrnosk-
HAET W YOJIMHAET CBOEBPEMEHHYI Bepudmkaumio
OMarHosa, a Take HeobxoauMbi BbibOp maToreHe-
TMyeckow Tepanuu. [na BonblWMHCTBA NALMEHTOB C
umToneHnyeckummn nposieneHnamu AB3 TICK sasnsetcs
pagvKanbHbIM MeTogoM Tepanuu. LLlupokoe pasHoo-
Bpasune kKNMHMKO-NabopaTopHbIX NPOABMEHNA 3aTpyA-
HAET AMarHOCTMKY WM BepudMKauuio AnarHosa, uTo
TpebyeT Bonbluein 0CBeLOMSIEHHOCTM Bpayen 1 nocne-
OYIOLLEro MeXaUCUMNIIMHApHOro NOAXoAa K BeAeHMIo
NaLMeHTOB.



OCnoXHeHUs LeHTPasbHbIX BEHO3HbIX KaTeTepoB
Y NaLUeHTOB C CeprnoBUAHO-KIETOUHOW

aHeMuel (CCB), nepeHecLuMx TpaHCNNaHTaUMIO
reMono3TUUYECKNX CTBOJIOBbIX KIIETOK B ApMeHuu

T.)K. OBaHHecsH

[JleTckuii LeHTp paka n bonesHel kposu Apmerun, ['ematonornyeckuii LeHTp uM. npocp. P. EonsHa, EpeBaH, ApmeHuns

AKTyanbHocTb. LleHTpanbHble BeHO3Hble KaTe-
Tepbl (LIBK) sBRAI0TCA BasKHbIM KOMMOHEHTOM TpaHc-
naHTaumm KoctHoro Mosra (TKM) ons xumuoTepanuu,
napeHTepasnbHoro nutanus (MM) v nepenvBaHWs KPoBMu.
OnuTenbHbin poctyn k LUBK cBA3aH ¢ NOBbILIEHHBIM
PUCKOM MHDULIMPOBaHUA U AUCIYHKLMM YCTPOWCTBA.

Matepuanbl u MeToabl. PaccMOTpeHbl 1 NpoaHa-
N3MPOBaHbl MeAMLUMHCKME KapTbl NATY NaUMEHTOB LS
OTCIEXMBAHNSA OCIOXHEHW, CBA3AHHbIX C KaTeTepoM,
B OTAENIeHWN TPaHCNAaHTauuM KOCTHOro Mosra [ema-
TOSIOrMYecKoro LeHTpa uM. npodp. P. EonsHa, EpeBaH,
ApMeHus.

OcMOTp UEHTPanbHOW JIMHUX MPOU3BOAMIICS
exefHeBHo. NoBaska CVL 3aMeHsAnach exxefHeBHO Ans
HETYHHEIbHbIX KaTETEPOB W KaXAbl TPETUI feHb ANns
TYHHENbHbIX KaTeTepoB. [1Ns NepeBA3KM LeHTpasbHbIX
NMHWIA UCNIONb30BanM Npo3pauHyio noeasky (Teragepm).
BaTHbI TaMNoH, NponuTaHHbIN 2% XTOPreKCUAVHOM U
70% cnupToM, ncnonb3oBanu He MeHee 30 cekyHA ons
ne3unHdekumn Bokpyr katetepa. 06a Tuna CVL npoMbi-
Banu 2,5 M1 renapuHU3MpoBaHHOr0 PM3NONOrMYecKoro
pacTsopa (10 en/mn) aBa pasa B fieHb.

PesynbTatbl. TTCK nposeneHo 5 getam (MemmaHa
BO3pacTa 3 rofa, BO3pacTHoit amanasoH [1,5-10] net). Y
BCEX NaLMeHTOB Bbina ceprnoBuaHO-KIETOYHas aHeMus, 1
1M Bbina NpoBeaeHa annoreHHas TpaHCmnaHTaumusa reMmo-
MO3TUYECKNX CTBOSIOBbIX KIIETOK. bbin yCTaHOBMEH 0OHO-
MPOCBETHbIN TYHHEmNbHbIN KaTeTep XukMaHa, y 2 (40%)
LeTeln pasBUIMCh OCMOXHeHUs; 1 nHdbekumsi, cBA3aHHas
C LeHTpanbHOM NHWen KpoBOTOKa, U 1 naumeHT umen
nokanbHyto rematomy. CVL 6bin yoaneH npu konuyecTse
TpomBoumTos > 30000/Mkn 1y 1 naumeHTa KoM4yecTBo
TpomBoumTos < 30000/MK/1. ANM3000B KPOBOTEUEHNS He
3apernctpupoBaHo. ¥ 1 nauveHTa Ha MOMEHT yaaneHus
NBN 6bina nuxopapka. MonosxuTenbHble reMoKyfb-
Typbl 66111 0B6HapyskeHbl B KBJT 1 naumeHTa, y koToporo
OTCYTCTBOBana fMxopajka B TeueHue 2 [HeW nocne
yoaneHus katetepa.

BeiBopbl. [epBas annoreHHas TpaHCNnaHTauus
6bina nposepeHa B 2021 roay, v 3pecb Mbl coobLmMIM
06 ocnosHeHusix, cBsadaHHbIx ¢ CVL, y Halwmx nepsbIx
5 naumneHnToB. OcnoxHexus, ceasaHHble ¢ CVC, yacTbl
Bo Bpemsa TICK, n yxon 3a 60nbHbIMK SBNSIETCA BOCXO-
OALWmMM koMnoHeHToM TICK.
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[eHeTMUeCKas XapaKTepUCTMKa NaLUeHTOB

C HEONMUCaHHbIMU repMUHasNIbHbIMU MUCCEHC-
MyTaLUUAMU U PeBEePCUBHbIMU COMATUUYECKUMMU
MyTauusMu B reHax SAMDY/SAMD9L

A.B. Maenoga, [1.B. ®epoposa, A.fl. ABenosa, K.P. bByTos, E.B. PaitkuHa, H.C. CMeTaHuHa

®IBY «HaumoHanbHbIi MEANMLMHCKMI MCCIIER0BATENbCKMI LIEHTP AETCKOM remMaTosiorny, OHKOIOrm u uMMyHosnorum uM. [imutpusa Porayesa»

MuH3apasa Poccum, MockBa

AkTyanbHocTb. eHbl-napanoru SAMD9/SAMDIL
pacnonosKeHbl Ha AJIMHHOM Mfieye XpoMocombl 7g21.2
n xapaktepuayiotca 60% aMWHOKUCIIOTHON FOMOMO-
rmen. epMuHanbHble MyTauuy npuobpeTeHns yHKLMK
MPMBOAAT K YCWIIEHWMIO aHTUNPONMepaTnBHOro
addhpeKkTa NPOAYKTOB AaHHbBIX FTEHOB U BO3HUKHOBEHMIO
COOTBETCTBYIOLLMX ayTOCOMHO-AOMWHaHTHbIX 3abone-
BaHWI, XapaKTepU3YyIOLLMXCA NaHUMToNneHnen n obemn
3afepskKoi pocta: cuHapoM MIRAGE (OMIM #617053),
CMHAPOM aTakcuu-naHumtonenun (OMIM #159550), a
TaKKe CYHOPOM MUENoAMCMIasuM 1 NenKeMn ¢ MOHO-
coMueit xpomocoMbl 7 (OMIM #252270, #619041). B
psioe cnyyaes Bo n3beskaHne MHrnbumpyioLlero adpdoekTa
repMUHanbHbIX MyTauWA Ha KINEeTOYHbIA POCT W AnA
BOCCTAHOBIEHWSI KNETOYHOCTU KOCTHOIO MO3ra y nauu-
€HTOB C [aHHbIMU CMHAPOMAaMMU BO3HUKAET KIOHAMbHbIN
FeMOomMoa3 C BTOPUYHBIMWU COMaTUYECKMMU COBBbITUAMY,
TakMMU Kak MOHOCOMWS/Leneumst XpoMoCOMbl 7 Wnu
MyTauuu noTepy oyHKLUMM, BO3AENCTBYIOLLME Ha TOT Xe
MYTaHTHbI anfieflb ¥ NPUBOASALLME K HOHCEHC-0Mocpe-
LOBaHHOMY pacnafly MyTaHTHoro benka, obnagatoLiero
MOBbILLEHHbIM aHTUMPONUdepPaTUBHLIM 3CPEEKTOM.

Llenb. OxapakTepn3oBaTb CNEKTP repMyHasbHbIX 1
COMaTMUeCK1X MyTaLuit B reHax SAMDS/SAMD9L cpenn
MauMeHTOB C CMHAPOMaMMU MUENOAMCINAa3nK 1 Npeapac-
MOJIOMKEHHOCTH K Pa3BUTMIO KOCTHOMO3rOBOW HefocTa-
ToyHoCTH (KMH) 1 ocTpoMy MuenonaHoMy NeitKkosy.

Matepuansbl u MeTopbl. Viccnenoanue [JHK nposo-
ounocb Ha obpasuax nepudepryeckon KpoBM nawu-
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EHTOB C nopo3peHreM Ha KMH, Mnenogmcnnactmyeckui
cuugpoM (M[C), BpoXOEHHYID TPOMBOLMTOMEHMIO U
NepBUYHbIN MMMYyHOReuunT. [INS NoATBEpPsKAEHMUA
rePMMHaNbHOr0 CTaTyCa BbISBMIEHHbIX BAPUAHTOB UCCIe-
poBanvcb 0bpasLbl ByKKanbHOro aNUTENNst U HOFTEBbIX
nnacTuH. MonekynAapHO-reHeTUYeCKnii aHanm3 nNpoBo-
OMIICS MeTodaMW BbICOKOMPOU3BOANTENBHOIO CEKBEHM-
poBaHus NaHenn «KocTHOMO3roBasi HEAOCTaTOUYHOCTb>
1 cekBeHnpoBaHusa no Cexrepy.

PesynbTaTtbl u 06cyxpeHne. MonekynspHo-reHe-
TUYecKoe TeCTUPOBaHWE BbIABMIO MyTauun y 15 naum-
eHToB (9 cnyyaes SAMDY v 6 crniyuaes SAMD9L). Becero
HavoeHo 18 myTaumi, 14 n3 KOTOpbIX paHee He OnucaHsbl
B nuTepaTtype. Cpeaun 4 nauMeHTOB BbISIBMIEHHbIE Bapu-
aHTbl ABMAIOTCA YHACNeAoBaHHbIMU, y 5 BbifiBMIeHbI de
novo. 'epMUHanbHbIi XapakTep 0BHapysKeHHbIX reHe-
TUYECKMX BapuaHTOB MOATBEPXAEH y 9 nmaumeHToB. B
4 cnyvyasx BbISIBNEHbl PEBEPCHBHbIE COMAaTUYeCKue
MyTalWW, BEPOSTHO NPVBOASLLME K NMOTEPE MyTaHTHOIO
annens.

BbiBoabl: BbisBneHve repMuHanbHbIX MyTauuii B
reHax SAMD9/SAMD9L, npusoasamx K passutuio KMH
1 pa3Ho0bpasHOMy CMEKTPY MOMMOPraHHbIX HApYLUEeHWUN,
HeMOCPeACTBEHHO BMMAET Ha TaKTVKYy BeAEHWUA nauu-
EHTOB [IeTCKOro BO3pacTa, UMEIOLLMX BbICOKUN PUCK
pa3suTua runoknetouHoro MIAC. N3yueHne dyHKUmM
BenkoBbIX MPOLYKTOB faHHbIX reHoB ByneT cnocob-
CTBOBaTb MOHVMMAHMIO MEXaHW3MOB, NEaLLUMX B OCHOBE
pa3BUTUS laHHbIX 3ab0MeBaHuii.



AMbpuoHanbHas onyxosb LULHC ¢ BHyTpeHHe#M
TaHgeMHou pynnukauueun B reHe BCOR

A.B. MaHdoeposa, M.A. 3aiiuesa, M.A. CeHueHko, A.H. ®neronTos, J1./. Manywa, A.E. [pyn

®OIBY «HaumoHarbHbIi MEAULMHCKUIA UCCIIEN0BATENbCKUM LeHTp [ETCKOV remMaTosiormm, OHKOSI0rm 1 UMMYHOJI0r N UM. ﬂMMTpMﬂ Porauyesa»

MuH3gapaBa Poccun, MockBa

Llenb. OnucaTb gMarHoCTUYECKME XapaKTepUCTUKM
onyxonew LIHC c BHyTpeHHel TaHLEMHOW oynnukauuen
BCOR (BCOR ITD) v npoaHann3npoBaTh UX KITMHUKO-3Mi-
AeMuosiornyeckne ocobeHHocTH.

Matepuanel U Metopabl. BoceMb nmauumeHTOB,
HanpaBsneHHbIX B nabopaTopuio MoneKkynsapHON OHKO-
noruv HMUL, OON um. OmuTpus Porauesa ons mone-
KYNSIPHO-TeHeTUYeCcKow BepudmKaummn aMarHosa: Tpu
nauueHTa c AMarHo3oMm Mepynnobnactoma Ha onpege-
NEHVEe MOMEKYNSAPHO-TEHETUYECKOW NOLrPYNMbl, OAWH -
¢ andchbepeHumanbHbiM aMarHo3oM ambpuoHansHas
onyxonb LUIHC (NOS)/rnuobnactoMa 1 4 nauueHTa c
OomarHo3oM ambpuoHaneHas onyxonb LLHC ¢ BCOR ITD.
[na MonekynspHO-reHeTUYECKOM ANarHOCTUKN NCMOMb-
30BasIM TapreTHOe 3KCMPeCcCMOHHOe NPouIMpoBaHne
Cc noMoubio TexHosorum Nanostring u knaccuueckyio/
undgposyio MLUP ¢ npaimepamu, dnaHkmpylowmMm
15-bi1 3k30H BCOR.

PesynbTaTthl n obcyxpeHue. [pn uccneno-
BaHWM Tpex 0bpa3uoB C AnarHo3oM MepynnobnacToma
TapreTHoe 3KCMPeCcCUOHHOEe NpodunnpoBaHune ¢
nomoLLbio TexHonorum Nanostring BbisBUIIO OAHOBpE-
MEHHyI0 akTuBaumio curHanbHbix nytern WNT n SHH,
4TO He MO3BONWIIO BEPUULMPOBATL MOMEKYAPHYIO
noarpynny. Ha oCHoBaHWM MUTepaTypHbIX AaHHLIX Bbina
3anofo3peHa HerpoanutenuanbHasa onyxons LHC c
BCOR ITD. lNpuHaanekHOCTb 3TUX OMyXONen K faHHOM
HO30/10rMyeckon hopMe NOATBEPAMIIN Ha OCHOBAHWK
BbisiBneHus ITD B 15 ak3oHe reHa BCOR metopom MUP,
4TO B AanbHenweM 6bino JOMNONHEHO UMMYHOMUCTO-
XMMUYECKMM nccnenoBaHneM Ha akcnpeccuio BCOR.
B ocTanbHbix yeTbipex crnyyasx ¢ nomolubio MUP Bbin
MOATBEPXKAEH TMCTONMOrMYeCKU gmarHos. BospacT
nauneHToB coctasun oT 1,4 po 6,6 roga, ¢ npeobna-
[aH1eM nuu Myskckoro nosna (7/8 Manbumku), onyxonu
NoKann3oBanncb B OCHOBHOM MHppaTeHTOpHUanbHo
(MO3sKeUOoK), y 04HOr0 MauMeHTa — OMyXoslb TEMEHHO
ponu. Onyxonm nMenu xapakTepHble MopdoNorniyeckme
0COBEHHOCTU: COMMAHOr0 CTPOeHUs, ¢ OMBPUNNSPHBLIM
MaTPMKCOM, 0YaroBbIMW MUKPOKUCTO3HbIMU M3MEHE-
HUAMKU 1 0BUNbHOW BacKynsapusaumen, oyaramu nanu-
capoobpasHoro Hekpo3sa. Knetku HebonbLune, Nnoxo

omddbepeHLMpoBaHHble Unn HeandddepeHLMpPOBaHHbIe
OKPYTJ10/, OBOMOHON W NOMMIOHANbHOM POPMbI, YacTo
HabnioganMcb NepuBacKynspHble aHyKIeapHble 30HbI 1
TUNWYHbIe rMuanbHble dmMbpunnsapHele oTpocTku. Pacno-
NOMEHNE KIETOYHbIX 3/IEMEHTOB MepMBaCKYIISAPHOE,
BMMOTb 1O POPMMPOBAHKSA INEHAUMOMONOAOOHbBIX NCeB-
LOPO3eTOYHbIX CTPYKTYp. Mpu UIMX-uccneposanmm Bo
BCEX MPEeACcTaBfieHHbIX Cryyasx bbina oTMeyeHa sipkas
uMTonnasMaTuueckas akcnpeccus Vimentin, Bbipa-
eHHas anddpy3Has anepHas akcnpeccus BCOR, TLE-1,
ToTanbHas, MeMbpaHHaa akcnpeccua CD99, a Takke
AnepHas akcnpeccus Satb2. Skcnpeccus GFAP, S100,
Olig2 - NpenMyLLeCTBEHHO B KIETKaX, pacnonosKeHHbIX
BOKPYI MUKPOKWCT.

Onyxomm LIHC ¢ BCOR ITD KpailHe pegkue - B nnTe-
paType Ha HacTOsiLM/A MOMEHT onucaHo Bcero 48
CrnyyaeB, MPOrHO3 y NauMeHToB - HebnaronpuATHbLIN,
ONyXosnn UMeIOT TEHAEHLMIO K PELMANBY 1 MeTacTasu-
POBaHMIO, MEANaHa BbIKMBAEMOCTW COCTaBIAET OKOMO 6
net. CTaHpapToB Tepanuu nauueHToB ¢ onyxonbio LIHC
c BCOR ITD Ha CeropHsiLLIHWA MOMEHT He CYLLEeCTBYET,
neyeHve NPoOBOAAT B COOTBETCTBMM C MPOTOKOSIaMu
LJ151 BBICOKOArpecCmMBHbIX MIMOM, UM 3MBpPUOHANBHbIX
onyxonei. B Hawen rpynne wecTepbiM naumMeHTaMm
onyxonb bbiNna ypaneHa ToTanbHO, BCe MOsy4vanu
neyeHve no npotokony HIT-MED2014 (sepcusa 2017),
npv 3TOM Nocrie NepPBOW NIMHUM Tepanuu, NPOBEAEHHOM
7 naumeHTaM, Tpoe MMesn JIoKarnbHbIA PELMANB, OOMNH —
MeTacTaTUYECKUA B NpaBylo NOBHO-BUCOYHYIO 06nacTb
W elle OOMH NauMeHT — MPOLJOSIKEHHbIN pocT. Mocne
KypCa NpOTMBOPELMOMBHOW Tepanuu y 5 nauMeHToB
BbIN NOMHBIN OTBET C NEPUMOAOM HabnogeHus oT 3 0o
20 MecsiueB, gBOe MaLMEHTOB Mornbnu: ogWH OT
nporpeccum ocHoBHOro 3aboneBaHusa, opyron — oT
MPWUYMHBI, HE CBSI3AHHOW C OMYXOJblo.

BeiBopabl. Penkasn BctpeuaemocTb onyxonen LIHC ¢
BCOR ITD aBnsieTCst NPUUMHON AMArHOCTUYECKUX CIIOMK-
HOCTen, uTo TpebyeT NpoBefeHNs MOSIEKYSPHO-reHeTU-
YECKOro UCCrefoBaHWs 419 OAHO3HAYHON BEpPUMKaLIMK
OomarHosa. Belbop onTuManbHoOM TepaneBTUYECKON CTpa-
Ternn TpebyeT OONONHUTENBHBIX KIMHUYECKUX Uccie-
AOBaHUN.
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(MMOMbI HU3KOM CTENeHU 35I0KaYeCTBEHHOCTHU
CpeﬂMHHOﬁ JIOKain3auun y nerteun PaHHEero

BO3pacTa

NN, Nanywa, E.A. CanbHrkoBa

®IBY «HaumoHanbHbIi MEAVMLMHCKMI MCCIIEeR0BATEeNIbCKUI LIEHTP AETCKOWM reMaTosiorny, OHKOIOrm n uMMyHosorum uM. [immtpus PorayeBa»

Mun3zppasa Poccun, Mocksa

AKTyanbHOCTb. [TIMOMbI HU3KOW CTEMeHN 3r10Kave-
CTBEHHOCTUW COCTaBMsoT Hanbonee pacnpocTpaHEHHYIO
rpynny nepsuuHbix onyxonei LIHC B negnatpuyeckon
KoropTe nauueHToB. Cpean HUX BbIAENAITCA Cryyaun
MHC3 cpenvHHOM nokanu3auuv y QeTen Mnapliero
BO3pacTa, KOTOpble XapaKTepu3yloTcs KpaviHe Hebna-
ronpuATHbIM TeueHneM. Bepyllas ponb B natoreHese
HC3 npvHapnexuT abeppaHTHOWM aKTMBALMKU OHKOMeH-
Horo curHanbHoro nyt RAS-RAF-MEK, cdapmakono-
rMyeckoe MHrMbrposaHMe KOTOPOro NepCnekTUBHO ANA
YNyULLEHNS BbIXKMBAEMOCTU NaLMEHTOB

Llenb. AHamus KIMHUYECKMX U MOSIEKYNAPHO-TeHe-
TUYeCKux xapaktepucTmk M'HC3 cpemunHHoOM nokanmnsaumm
y [eTel MnapLlero Bo3pacTta 1 oueHKa 3dheKTUBHOCTH
¥ NEPEHOCUMOCTM TapreTHOM Tepanuu.

MaTtepuanbl u Metoabl. B uccnepnosanune 6binu
BkIoYeHbl 40 mauneHToB ¢ Mopdhonornyecku sepndou-
uMpoBaHHoi MTHC3 cpeamHHO nokanuaaumm (xmasmarsb-
HO-cennsipHas obnacTb 28 nauneHTOB; CTBOM FOSIOBHOIO
Mo3ra — 7, TaniaMuyeckas nokanusauus — 5). fmcroso-
FMYEeCKUI BapWaHT OMyXomnu BO BCEX Cryyasx bbin numo-
LUMTapHas acTpouMTOMa, B UCCMEAO0BaHME BKIIOYaIUCh
TonbKO crnopaanyeckue (non-NF1) crnyyam MHC3.

PesynbTaTtbl. OCHOBHbIM MOMEKYNAPHO-TEHETU-
YeCKMM [paviBepOM WUCCrefoBaHHbIX OMyxonen bbin
xuMmepHbin TpaHckpunT KIAA1549::BRAF, BbISiBNEHHbIV
y 26 nauneHnToB, mucceHc-myTaumna BRAF V600E onpe-
penanace y 6, TpaHckpunT FGFR11::TACC1 — y nByx
BonbHbIX. Pefkne xumepHble TPaHCKPWNTbI, MPUBO-
OALME K aKTVMBaUMKM NponmcepaTMBHOrO CUrHaNM3npo-
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BaHus (MEF2D::NTRK1, BCAN::NTRK1, KCTD16::NTRK2,
RINZ2::BRAF) BbISBRANUCL B MHAMBULYASIbHbIX CIyYasX.
CtaHpapTHasa xuMuoTepanua nposogunack 30 nauu-
eHTaM M y 22 3akoHuunacb Heypauven. TapreTHas
Tepanua HasHavanacb Npu HamMumMmn pedppakTepHoro K
CTaHfapTHOW Tepanuu TeYeHUs Onyxosnu, NPorpeccu-
poBaHUM Ha hoHe CTaHAapPTHOM Tepanuu UM AMHaMU-
YecKoro HabsofeHNs M HaNMUUA MULLEHU — XUMEPHOTO
TpaHckpunTa unu mytaumn BRAF V600E. 20 nauneHToB
C HanuuveM xuMepHoro TpaHckpunta KIAA1549::BRAF
nonyyanu Tepanuio MEK-uHrnbutopom tpameTmHmbomMm B
MoHopexume, 4 naumeHTta ¢ BRAF V600E — kombrHaumio
BRAF- # MEK-uHrubutopos (nabpadeHnb u tpame-
TnHMB), 1 BornbHoOM Takske ¢ BRAF V600E — MoHoTepanuio
BeMypacheHnbom. MenmaHa AANTENBHOCTU TapreTHOM
Tepanuu cocTasuna 11 Mec, nyywmM oTBeToM b6bin
YaCTWUYHbIV OTBET, 3aNKCMPOBaHHbLIN Y 12 nauneHToB.
Cepbé3sHble HexkenaTtesbHble ABMEHUA Tepanun oTMeva-
FINCb TOJbKO Ha dhoHe Tepanum TPaMeTUHMOOM 1 BKITIoYanm
nopaseHue crnmnancToix obonouek KT 1 MOUEBbLIBOAALLMX
nyTen y 4 NauMeHTOB, BO BCEX CIyyYasix OCIIOMHUBLLMECSA
pasBuUTMEM TPaHCHY3MOHHO-3aBNCUMON aHEMUM, @ TaKxKe
MOBPEKAEHNE KO Y TPEX MaLMEHTOB.

BeiBopbl. [HC3 cpenmHHOM Nokanusaumm y aeten
MrafLLero Bo3pacTta NpefcTaBnsioT cobon arpeccuBHble
3aboneBaHus C NNOXMM OTBETOM Ha CTaHLAPTHYIO XMMU-
oTepanuio. B BonbluMHCTBE CryyaeB yoaeTcs BbISBUTb
MULLEHb ANA TapreTHOW Tepanuu, NpoBEfeHNE KOTOPOK
3pheKTBHO, HO TpebyeT TLaTenbHOro MOHUTOPUHIa
TOKCMYHOCTH.



Ucnonb3osaHue anturedos CD27 u CD44 pns
NPOrHO3UPOBaHUA HaNMuus TpaHcnokauum t(12;21)
(p13;923) y neteii npu ocTpoM numdobnacTHOM
newko3se u3 B-nuHenHbIX NpeaLecTBEHHUKOB

YK.B. Nepmuknut=, A, Llayp?=, T.I0 Bepwbuukas® 3, A.M. Monos?*, T.0. Purep® 3, E.C. HoxpuHal, 0.M. KoBTyH?,

J1.I'. ®eynnal-?

I[AY3 CO «0bnacTHas BeTckasi kimHuyeckas bonbHuLa», EkatepuHbypr

2QI'b0Y BO «Yparnbckuii rocynapCcTBeHHbIN MeaUUMHCKWI yHuBepcuTeT»> MuHaapasa Poccum, ExkaTepuHbypr

STAY3 CO «MIHCTUTYT MEAULIMHCKUX KITETOYHbIX TeXHOSI0rnii», EkatepuHbypr

‘OIBY «HaunoHanbHbIi MEAVLIMHCKMI NCCIER0BATEbCKMI LIEHTP AE€TCKOM reMaToiorum, OHKOIOru1 v UMMyHOSIorum uM. [imutpus Porayesa»

Munsapasa Poccun, Mocksa

Lenb. OueHWTb BO3MOXHOCTb MPOrHO3MPOBaHMS
Hanuumsa TpaHcnokaumm t(12;21)(p13;q22)/ETVé6::RUNX1
MeTOLOM NPOTOYHON LUMUTOMETPMU C UCMOSIb30BAHUEM
aHturenos CD27 n CD44 y peteln c ocTpbiM numdob-
NacTHbIM NIeKO30M 13 B-nnHenHbIX NpeaLLeCTBEHHNKOB
(BM-0mn).

Martepuanbl U MeToabl. B nuccrnenosanune BoLWO
437 cnyyvaes BI1-011J1 y netert B Bo3pacTe oT 1 go 18
net. MNMpoueHTHoe konuuectBo CD27 n CD44 nosu-
TUBHbIX OMYyXONEBbIX KIETOK, a TaKKe CPefHsA UHTEH-
cuBHOCTb donyopecueHumn (MFI) Bbinu conocTaeneHbi
C pesyrnbTaTaMu MOJIEKYSIPHO-TEHETUYECKUX METONO0B
nccnepoBaHus. ONTUMMU3aLMS NOPOroBOro YPOBHS LS
onpeneneHns No3UTUBHOW IKCMpeccun aHTureHos CD27
n CD44 bbina npoeefeHa ¢ noMolubio ROC-aHanmsa.

PesynbTatbl. bbino pgokasaHo, 4To TpaHcho-
kaumsa t(12;21)(p13;q22)/ETV6::RUNX1 accouumpo-
BaHa C CoYyeTaHWEM MO3WUTUBHOM 3kcnpeccun CD27 u
CHWKeHHOW, Nnbo oTcyTCcTBYlOLWEN akcnpeccuen CD44.
TeM He MeHee OMTMManbHbIMU NOPOrOBLIMU YPOBHSAMM
LA onpefeneHns nosuMTuBHoW 3kcnpeccum CD27 wn
CD44 B npoueHTax okasanucb 80,7% u 86,1%, cooTtBeT-
cTBeHHO. Vicnonb3oBaHue oTHoleHnus MFI CD27 k MFI
CD44 noka3sano Hanbonee BbICOKMI MapaMeTp AuarHo-
CTMYECKOro OTHOLLEHUS LWaHcoB — 953, 1.

BbiBoabl. Micnonb3oBaHne coveTaHWs aHTUIeHOB
CD27 v CD44 no3Bonumno C BbICOKOW JMarHOCTUYECKON
3p(heKTUBHOCTbIO MpefCcKasbiBaTh Hanuume t(12;21)
(p13;q22)/ETV6::RUNX1 npw BM-0MJ1 y peTeit MeTonom
NMPOTOYHOMN LIUTOMETPUM.
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MopdohyHKLMOHANbHbIE HapYLUEHUS
TpoMboLUTOB NpU acceHUUanbHOU TpoMbounTeMun
U UCTUHHOW NOSILUTEMUU Y flIeTEN U NOAPOCTKOB

[0.M. Monoxos, H.M. Epwos, A.A. rHaToBa, E.A. lMoHoMapeHko, 1.A. }Kapkos, M.A. MNaHTenees

®IBY «HaumoHanbHbIi MEAVLMHCKMI NCCIIEeA0BaTeNIbCKUK LIEeHTP AETCKOM remMaTosiorny, OHKOIOrumM u uMMyHosiorum uM. [imutpus PorayeBa»

Mun3zapasa Poccun, Mocksa

Llenb. BbisiBUTb BO3MOXHbIE HapyLLUEHNSA PYHKLMO-
HanbHON aKTUBHOCTM TPOMBOLMTOB Npu 3cceHumanbHON
TpomBoumtemun (3T) 1 UcTuHHOM nonmumutemun (UM) ¢
MCMONb30BaHWEM MeTofa NPoToYHON UmToMeTpum (ML)
C aKTUBaLMen.

Marepuansl u Metopbl. O6cnepnosaHo 40 naum-
€HTOB C MeamaHoit BospacTa 13 net (onanasoH 1,5-18).
pynny ¢ amarHo3om 3T cocTaBunu 27 NaLMeHTOB, C
omnarHosom UMM 13 naumenTos. Y 21 (52,5%) naumeHTa
3aboneBaHne MpoTekano ¢ CUMNTOMaMu HapyLLeHWR
remocTasa. Cpenun Hux, y 14 Habniopanuch nwemnye-
CKME CUMMTOMbI: FOf1I0BHble BOMK, HapyLUeHUst 3peHus,
MPexoasLLye TPaH3UTOPHbIE ULLEMUYECKUE aTaku, nape-
cTe3uu v ap. Y 4 naumeHToB UMENWCb FEMOpparnyeckmne
MPOSIBMEHMS: 3KXMMO3bI U / UM KPOBOTEUEHHMS U3 Hoca. Y
3 naumeHToB Habropganachk CMeLlaHHas CUMNTOMaTUKa.
XapaKTepucTukun TpoMBOLMTOB M3yyanucb MeTOLOM
ML, B nokoe u nocne aktneauum cMecbio CRP+TRAP-6.
KoHTtponbHaa rpynna (KI) coctosana us 40 peteit, ¢
MeauaHoit BospacTa 10 net (amanasoH 2-17 ner).

PesynbTtaTtbl. Pasmep TpomMbounToB onpepensancs
no npsamMoMy ceetopaccesHuio (FSC) 1 B obenx rpynnax
naumeHToB bbin yMeHblueH (p < 0,001). 3ddekTnBHOCTL
KOHTPaKLMM TPOMBOLMTOB MPU akTUBaLMKM (M0 MHOEKCY
FSC B nmokoe/nocrne akTusauuu) bbina ocnabnexa
(p <0,01). MpaHynapHOCTb TPOMBOLMTOB OMpenenanach
no 6okoBoMy caeTopaccesHunio (SSC) u Bbina cHueHa
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B 06eux rpynnax nauneHTos (p < 0,001). CooTHoLleHME
pasMepa v rpaHynspHOCTM Bbino HapyLweHo y 23 (57,5%)
naumneHToB (nHaekc FSC/SSC <1,1, p < 0,001), ykasbisas
Ha BO3MOXXHble HapYyLUEeHWUS BHYTPUKIETOUYHON apXUTeK-
Typbl. Korinuectso I Ib (CD42b), B nokoe, Ha MeMBpaHe
He otnnuanoch ot KI™ (p > 0,05), Ho 6bisi0 NOBbILLEHO MpH
aktuBaumm (p < 0,001). Konnuectso M lib/llla (no CD61)
Ha MemBpaHe Bbino cHuskeHo (p < 0,001), Ho akTvBaLMA
M lib/llla (no PAC1) B obeux rpynnax nauveHTOB He
otnnyanack oT KI (p > 0,05). KonnyecTBo MoTHbIX
rpaHyn TPOMBOLMTOB BbINO CHUXEHO W ferpaHynaums B
obeux rpynnax naumeHTos bbina ocnabnexa (p < 0,05).
KonunuecTso a-rpanyn (no CD62P) 1 nx nerpaHynsaums,
B 0beunx rpynnax He otnmuanuce ot KI (p > 0,05). Jons
MPOKOarynsHTHbIX TPOMOOLMTOB B NMOKOE M MOCNE aKTU-
BauUmMm He oTnnuanack ot Kl (p > 0,05).

06c¢cyxpaeHue u BbiBOAbl. TpombounTbl npu 3T u
NI nmeloT cxoaHble OTKIOHEHUs. BbisiBeH KOMMeKc
HapyLLEeHW TPOMBOLUMTOB B BUAE TEHAEHLUMN: K YMEHb-
LLEHMIO pa3Mepa; 0cabieHnio KOHTPaKLIMK, 3KCNO3ULMK
M lb/llla u pacTeopeHuio/uHTepHanusaumm M 1b npw
akTvBaumn. OTKNOHeHUA MOryT 0BBACHATLCS HapyLue-
HUAIMU NEPECTPOVKMN LMTOCKeneTa TpoMboumToB. Y naum-
EHTOB ObIfIM COXpaHHbI NokasaTenu aktvsaumm M b/
llla, o-rpaHyn 1 NPOoYKUMM NPOKOArynsHTHbIX TPOMBO-
LIMTOB, YTO MOKET YKa3sbiBaTb Ha OTCYTCTBME MPEAaKTU-
BaLMu TPOMBOLMTOB in Vivo.



[pepaBapuTenbHble pe3yrnbTaTbhl UCNbITAHUA
KOMBMHMPOBAHHOW BaKLMHbI MPOTUB

HeupobnacToMbl

N.B. MNponeckosckas, A.H. Meneluko

Y «PecnybriMKaHCKui HayYHO-NPaKTUHECKMIA LLeHTP AETCKOV OHKOSI0M MM, reMaToiornm n uMMyHonorum», MuHck, Pecriybrinka benapyce

AkTyanbHocTb. 3 PeKTUBHOE NeyeHne peun-
ouBoB HelpobnacTtoMsl (HB) ocTaetcsa cepbesHoit
npobrnemow feTcKow oHKkonoruu. MNepcnekTMBHbIM Bapu-
aHTOM JleYeHust 3TOW rpynnbl SABAETCA UMMYHOTepanus,
BKIIOYas NPOTUBOOMYXONEBYIO BaKLUMHALMIO. Mbl Hauanu
MUIOTHOE KITMHUYECKOE UCMbITaHNe KOMBUHMPOBaHHOM
JHK-BaKLUMHbI, KOTOPOMY MpepLLecTBOBaN AMTESbHbIV
nepuon OOKIMHUYECKUX UCCIIeNOBaHWiA in Vitro v in vivo
Ha KMBOTHOM MOJEnM.

Llenb. Ouenka 6e30MacHOCTM U UMMYHOMEHHOCTH,
npenBapuTenbHble pedynbTaTbl NeYeHUst NaLMeHToB.

MaTtepuanbl M MeTopbl. B uccnepoBaHue
BbINN BKMIOYEHblI NALMEHTbl B PEMUCCUU B TEUYEHMUE
2-4 mecsAueB nocrie 3aBEpLUEHUA TeYeHns peunanea.
MaumeHTbl Nonyyany BakLMHy NPOTMB TPEX OMyX0Sb-ac-
COLMMPOBAaHHbBIX aHTUIFEHOB M3 6 KaHAMAATOB. TUPO-
auHrugpokeunasa (TH), Phox2B, Survivin, MAGE-AL,
MAGE-A3, PRAME, crnuTbix ¢ reHom Benka o0b6omouku
Bupyca KapTtodhens X (PVXCP). Bbibop aHTMreHoB bbin
OCHOBaH Ha MOATBEPNKAEHUWN 3KCMPECCUM aHTUreHa B
onyxonun Metopgamu UIMX n OT-TLP.

BHyTpuMbIweyHan nHbekuna OHK-PEI (500 mkr)
Bbina ycuneHa opasnbHbIM aTTEHYMPOBAHHBIM HOCU-
TeneM BakumHbl Salmonella enterica (10 KOE). Kypc
BaKLMHALMM BKITIOYaN TPW BBELEHUS €XKeHeLeNnbHO AJs
Kaporo aHtureHa. lMauuneHTbl nonyyanu umuknodoc-
thamug 300 Mr/mM? Tpu OHA 0O Hayana BakUMHALMK W
neHanuaomua 25 Mr/m? geHb, HauMHas 3a 7 OHel [o
nepBON BaKLMHaLUW, NPOMNPaHONON U Lenekokcnb B
COOTBETCTBUW C PEKMMOM METPOHOMHOW Tepanuu.

MoHuTOpMHI BkJlOYan oueHky MOb mMeTtopom
RQ-PCR, nponykuuun INF-o B TecTe ELISpot n aHTuK-
TenbHbln oTBeT MeTonoM MDA, [Ins oueHKM BbixMBa-
eMOCTU ucnonb3oBaH Meton KannaHn-Manepa, oueHka
LOCTOBEPHOCTU pasnunuma Mexiy uccrnefyembiMu
rpynnaMu NpoBOAMMACh C MPUMEHEHWEM KpUTepus x>
KBapgpar.

PesynbTatbl. [TpoTokon nofyuunn ogobpenvie atnye-
cKoro komuteTa 9 aHBaps 2019 roga. Ha cerogHsaLwHMi

LeHb B NPOrpamMMe y4yacTBYIOT CEMb MaLMEHTOB U LLeCTb
MPOLUAN MOJMHBIA KypcC. lauueHTbl XOpoLOo MepeHo-
CUIN BaKUyMHy Be3 BbipaskeHHbIX MOBOYHbIX 3dhdeKTOB.
Bce nauveHTbl n3HavyanbHo umenu 4 ctapuio 3abone-
BaHWA M OTHOCWUIUCH K FPyMne BbICOKOro pucKa. YeTbipe
nauvenTa (B2, K3, M5, S6) ceobofHbl OT onyxonu no
pesynbTataM cumHTMrpacoumn MRT/MIBG 1 MOB MLP-oT-
puuaTesbHbl B BM, 3a ncknioueHnem opHoro (S6). Yepes
6 Mec nocne BakuMHauuu y nauneHTa B1 npousowen
n3onmpoBaHHbivi peunams LIHC. M4 - uMen ocTaTouHbIN
MIBG-no3nTuBHbIN yyacTok B napaBepTebpanbHoin
obnactu. 0ba ouara onyxonu Bbinm NOMHOCTLIO YOaneHs.l
XMPYPruyeckum nyTeMm, Habmopanacb MHWUIbTPaLMS
onyxonu CD8* numdpoumTamu.

MOSIOSKMTENbHBIN KIETOUHBIN UMMYHHBbIA 0TBeT CD4/
CD8 npoTus bubnunotekn nentunos PVXCP/aHTureHos
Bbin BbisBrEH y 5/6 (83,3%) NauMeHTOB Kak MUHUMYM
Ha oaMH aHTureH, npu atoM y 3/3 (50%) naumeHToB
Ha BCe MCMONb3yeMble aHTUreHbl. AHTUTENbHbIA OTBET
Obin BbISBMIEH TOMbKO Y OQHOMO MauueHTa. Tpu nauu-
eHTa BblMM NOBTOPHO BaKLMHUPOBAaHbI C YCUIIEHUEM
MMMYHHOr0 oTBeTa. HanpsiskeHHOCTb UMMYHUTETA OTHO-
CUTENbHO He BbICOKas, Yepes MecsL, nocse nocnenHen
BaKLMHbI HabMioganoch CHUXKEHNE MMMYHHOMO OTBeTa y
OBYX MaLMEHTOB.

Mbl cpaBHMNM 6eccobbITUIHYIO BbIXKMBAEMOCTb
nocne peuuavMea nauMeHTOB C peLuaMBOM Helpob-
nacToMbl, NofyyaBLwmMX xummuoTtepanuio + ayto TICK
+/- MIBG-Tepanuio nnioc BakuuHoTepanuio (rpynna 1,
n = 6) ¥ NaLUWeHTOB, NOMyYaBLLMX XMMUOTEpanuio + ayTo-
TFCK +/- MIBG-Tepanuio (rpynna 2, n = 11) (rpynnsl
BbIM conocTaBMMbl MO BO3pacTy MaUMEHTOB, CTaaum
3aboneBaHWs, NonyyaeMoit Tepanuu) No COCTOSHUIO
Ha 1 ceHTabpa 2022 ropa. EFS B rpynne 1 coctasuna
82 + 18% npoTus 29 + 11% B rpynne 2 (p = 0,03).

BeiBopbl. [IHK-BakuuMHaUmWsi IPOTMB HelpobnacToMsl
XOpOLUO NepeHoCUTCst nauneHTamu, besonacHa, MMMy-
HOreHHa 1 MOKeT yNyuLnTb BeccobbITuiHYIO BbiKM1Bae-
MOCTb NaUMEHTOB C HenMpobnacToMon.
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HasocpapuHreanoHas KapuMHoMma y neTteu

U NOAPOCTKOB

.11, Pabaesa, H.B. Xykos, [1.B. JlutBnHoB

®IBY «HaumoHarbHbIN MeaULIMHCKWE MCCIeR0BaTeIbCKUI LIeHTP AETCKOM reMaTosiorum, OHKOMOrMM U UMMYHOSIOMMM uM. [mutpus Porayesa>

MwuHsapasa Poccumn, Mocksa

Uenb. OueHka 3hhEKTUBHOCTM CYLLECTBYIOLLNX
PEXMMOB fleyeHnst HazohapuHreanbHON KapLMHOMbI Y
peTen.

MaTepuanbl u MeTopbl. B nccneposanune BKio-
YeHO 26 MauMeHToB, nmony4yaBlunx feveHne B8 HMUL
OOV wm. OmuTpua Porauesa B nepuop ¢ despans
2012 r. no anpenb 2023 r. (134 mec). Bce GonbHble
nMenu MopdoniorMyeckn BepnudULMPOBaHHbIA OMarHo3
H®K, paHee He nonyyany NpoTMBOOMYXOSEBYIO Tepanuio,
obcnenoBaHve ¥ fleyeHne NPOBOAMIOCH B PEXMME U
B 0bbeMax, NMpefyCcMOTPeHHbIX Bepcueln NpoToKona
HeMeLkol rpynnbl GPOH (Gesellschaft fur padiatrische
Onkologie und Hamatologie), koTopas Gbina akTyanbHa
B nepuop nposeneHus Tepanuu: NPC-GPOH-91 - 2 (7%),
NPC-GPOH-2003 - 9 (35%), NPC-2014-GPOH-Register —
15 (58%). CpenHuin Bo3pacT BOrbHbIX HAa MOMEHT MocTa-
HOBKM OuMarHosa cocTtasun 14,8 ropa (pasbpoc 11—
17,7 ropa), coOTHOLWIEHWE MaflbuMKOB U [EeBOYEK —
15/11. Cpenu 26 BonbHbix y 7 bbina lll cTapus sabone-
BaHusa, y 19— IV (16 — IVAn 3 - IVB).

PesynbTaThl. [lpy MeanaHe nepuoga HabnwogeHus
3a XMBYLLMMK BOMbHBIMK, COCTaBMBLLEW 28 MecALEeB
(MakcuManbHbIi nepron Habnioperus 134 Mec), paccun-
TaHHas no metony KannaHa—Maiiepa, 5-neTHAs BbIxXW-
BaeMocTb 6e3 mporpeccupoBanusa (oTpuuaTenbHble
cobbITVsi — NporpeccrpoBaHvie 3abonesaHnsa nnv CMepTb
oT mioboit MpuumHbl) coctasuna 75%, obLias BbixMBaE-
MocTb — 85%. 5-neTHsA BbIMBaeMocTb be3 nporpec-
cupoBaHus B rpynne peten c lll ctapuen coctaeuna
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100% (95% A 100-100) u IVA — 73 (95% OW 51-100).
B rpynne naumeHnToB ¢ IVB cTagmel 3a KOpoTkuii nepuog,
HabnioneHus (2 rona) BbiMBaEMOCTb 6e3 NpPorpeccupo-
BaHus cocTasuna 67% (95% AW 30-100).

O6cyxpeHue. HasodapuHreanoHaa KapuMHoMa
(HOK) aBnsieTca ofHOM U3 HEMHOTMX 3II0KAYECTBEHHbIX
3NUTENWanbHbIX OMyXoriei, BCTPeYaIoLLMXCS B JETCKOM
nonynsuun. CoBpeMeHHble NPOTOKOSbI, NPeaycMaTpu-
BaloLLie MPOBEAEHWE LMCNIAaTUH-COAEPsKaLLEN NHAYKLMN-
OHHOW Tepanuu U XMMUOJTy4YeBOro NIeYeHs1, NO3BOSSIOT
131eunTb BONBLUMHCTBO NaLMEHTOB C JTIOKANU30BaHHbIMU
“ MeCTHO-pPacnpoCTPaHEHHbIMU CTaguAMK 3aboneBaHus.
OpHako NporHo3 60MbHbIX C MEPBUYHO-METACTATUUYECKON
cdopmort HOK n peunansamm 3abonesaHus nocrne paHee
MPOBENEHHOr0 KypaTUBHOMO NleyeHns ocTaeTcs Hebna-
FONPUSITHBIM.

BbiBoabl. [aUMeEHTbI C MHULMAMbHBIM MeTacTa3un-
POBaHWMEM M MACCWBHbIM MECTHbBIM PacrnpoCTPaHeHWEM
MMeIoT XYALUMA MPOrHO3 B CPaBHEHUW C NauMeHTamu
C NOKanu3oBaHHOM cdhopMoi 3aboneBaHWs U MeHee
MaCCUBHbIM MECTHbIM pacnpocTpaHeHveM. Vcnonb3o-
BaHWE anbTepPHATUBHbIX UMTOCTATUKOB (remMumTabuH)
B KauyeCcTBe KOMMOHEHTa WMHOYKLUMOHHOIrO NEeYeHus,
BKJIIOYEHWE MHIMOUTOPOB KOHTPOSbHBIX TOYEK UMMY-
HUTEeTa U NOALEepXKMBalOLLEN Tepanuu KaneunTabruHoMm
B NporpamMMy feuyeHns 6onbHbIX ¢ HebnaronpuaTHbIM
MPOrHO30M MOTEHUMaNbHO CMOCOBHO ynmy4ylwunTb ee
pe3ynbTaTUBHOCTb, OJHAKO 3TO TpebyeT AOMOMHM-
TeJIbHbIX UCCNEeLOBaHWM.



feHeTUUecKun naHaLwapT CMHAPOMOB
KOCTHOMO3roBOou HefJOCTaTOYHOCTH

E.B. Palkuna, A.B. Masnosa, H.C. CMeTaHuHa

@IBY «HaumoHarnbHbIi MEANLMHCKNIA MCCIIER0BATENbCKUY LIeHTP BETCKOV reMaTosiormm, OHKOI0rmn u UMMyHo1orum uM. [Immtpus Porayesa»

Mwunsapasa Poccun, Mocksa

Llenb. OxapakTepn3oBaTb CNEKTP MyTaLui y nauu-
EHTOB C BPOMOEHHBIMU CMHOPOMaMM KOCTHOMO3rOBOM
HeLoCTaTOYHOCTHW, MpoxoamBLLMX obcnepoBaHune B ®I'BY
«HMWLU OFON wm. Omutpua Porauyesa» MuH3pgpasa
Poccum B nepuop ¢ 2017 no 2022 r.

MaTepuanbl M MeTopbl. [lpoaHanuanMpoBaHsbl
pe3ynbTaTbl uccneposanua OHK nepudepuueckon
kpoBu 818 mauMeHTOB, HampaBfieHHbIX Ha BbICOKOMPO-
n3BoaMTeNbHoe cekseHuposaHue (NGS), nposoanmoe ¢
MOMOLLIbIO KACTOMHOW MaHesiv 30HA0B «KoCcTHOMO3roBas
HepocTaTouyHocTb> (Roche, CLUIA) Ha npubope NextSeq
(Ilumina, CLLA). AHann3 npoBoamnsncs C MCMosnb30Ba-
HMeM cobCTBEHHO0 BMOMHPOPMATUUECKOr0 anropuTMa.
MaToreHHOCTb BapWaHTOB OLIeHMBaNM Ha OCHOBaHUK
KpUTEepueB, PEKOMEHA0BaHHbIX AMEPUKAHCKON Konne-
rmen MeoMUMHCKUX FEHETUMKOB, a Take Poccuiickoro
PYKOBOACTBA Mo MHTepnpeTaummn gaHHbix NGS v aHanusa
HayyHOW NnuTepaTypsbl.

PesynbTaTtbl u o0bcyxpaeHue. bonblUMHCTBO nauu-
eHToB (37% — 304 yen.), HanpasneHHbix Ha NGS, uMeno
HeanddepeHLMPOBaHHYI0O KOCTHOMO3IOBYIO HEAOCTA-
ToyHocTb (KMH), Ha BTOpoM MecTe Bbifiv MauneHTbl
C MOAO3PeHVWEM Ha NpMOBpeTeHHy0 annacTUYeckyio
aHeMmuio (25% — 202 ven.), 15% naumentos (123 uen.)
HanpaBnsnNUCb C NOLO3PEHNEM Ha aHeMuio [aiMoH-
na-brnekdpana (ALB). OcTanbHyl0 KOropTy NaLueHToB
COCTaBW/IM CredyloLLMe Fpynmbl: NaLMeHTbl ¢ HeMTpone-
HWeW 1 NOL03PEeHNEM Ha NEPBUYHbIA UMMYyHOLEULNT —
6% (50 yen.), M1enoaMCNNacTMYECKUit CMHapoM — 6%
(49 yen.), TpoMboOUMTOMNEHUN PA3fINYHOTO reHesa —
5% (44 ven.), nauMeHTbl C NMOJO3PEHNEM HA aHEMUIO
®aHKoHM (AD) — 3% (24 yen.), criyyan BpPOMKAEHHOMO
ouckepatosa (BO) — 2% (18 yen.), cuHapom Llisaxma-
Ha-JaiMoHpa (CLUM) — 1% (4 uen.). MonekynspHo-re-
HeTMYeCKM AmarHos Bbin yCTaHOBMEH M BEPOATHO

ycTaHoBreH B 39% cryyaes (y 317 naumeHToB), cpean
KOTOPbIX Y 45 YenoBek AMarHo3 no pesynbTaTtaM CekBe-
HUpOBaHUs Bbin naMeHeH (14%), a 'y 133 (42%) Heandp-
hepeHUMpoBaHHbIA AnarHo3 6bin ytouHeH. Cpeau
YCTaHOBSIEHHbIX IMarHO30B CMEKTP MyTauui pacnpene-
nunca cnegyiowmM obpasom. lNpu AB myTaumm 6binm
BbISiBNEHbI B reHax RPS19 (35), RPL5 (19), RPL11 (12),
RPS26 (11), RPS17 (6), RPL35A (6), GATAL (6), RPS24
(4), RPS7 (3), ADA2 (3), RPS29 (2), RPLPO (2), TP53
(2), RPL31 (2), RPS10 (1), TSR2 (1), obbAcHMBLLME KaK
knaccuueckuin, Tak n Allb-like cbenoTun. Y naumeHToB
¢ AP MyTaumu NoKannM3oBanMCb B OCHOBHOM B reHax
FANCA (23), FANCG (5), FANCC (2) v no 1 cnyyaio Bapu-
aHTbl BbinKn BbisiBNeHbl B reHax FANCE, FANCI, FANCL
n PALB2. Tpu B[l BapvaHTbl BbISBAAIUCH B reHax TERT
(8), TINF2 (8), DKC1 (7), TERC (7), RTEL1 (2), PARN (2).
BbisiBNEeHbI reHeTuyeckne BapnaHTbl, MAaTOrHOMOHWUYHbIE
ans cuHgpoMoB KMH: | tun SRP72 (1), Il Tun ERCC6L2
(1), 1l Tun DNAJC21 (3) n IV Tun MYSM1 (2). Y nauu-
EHTOB C TPOMBOLMTOMNEHMSAMU 0BHAPYXKEHbI BapuaHTbI B
reHax RUNX1 (6), MPL (4), MECOM (3), ANKRD26 (1),
MYH9 (1), ETVé (1), WAS (1), ACTN1(1), GP1BA (1),
ITGA2B (1). Y 12 uenosek 6bin1 BbisirieH CLU[ ¢ BapuaH-
Tamu B reHe SBDS, y 13 — GATA2-pecouumT, y 4 — MeTa-
thusapHan xoHapoaucnnasma (RMRP), y 11 naumeHToB
nedekTbl B reHax SAMD? u SAMD9YL, y 4 nauneHToB -
TAKenas BposkaeHHas Heitponenus (ELANE (3) n SRP54
(1)).

BbiBopbl. eHOTUNMUYecKas M heHOTUNMYECKaS
reTeporeHHocTb cuHapoMoB KMH 3aTpynHsieT nouck
Kay3aTuMBHOro reHa. bnarogaps BbICOKONMPOU3BOAW-
TENbHOMY CEKBEHWMPOBAHMIO MOSIBUIIAaCb BO3MOXHOCTb
OXapaKTepu3oBaTb HEOUEBMIHbIE CIlyyau, YTO BreyeT
3a cobowt M3MeHeHVe TepaneBTUYECKMNX OMNLMA U NPOTO-
Konos HabmofeHus.
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MTouck HOBbIX aHanoros MMMYHOCTUMYJTIUPYIOLLIETrO

npenapara nnepukcadop

H.K. PatMaHoBa!, U.A. AHppees?, M.[l. Monnaes?, C.C. JlapuH?, O.A. MBaHoBa?, U.B. TpyLukos!®

1QIBY «HaumoHanbHbIk MEAUUMHCKUIA MCCIIEA0BATENIbCKUI LIEHTP AETCKOM reMaTosiorm, OHKOSIOru U uMMyHOI0rm uM. AmMutpus Porayesa»

MwuHsapasa Poccumn, Mocksa

20b0Y BO «MocKoBCKuii rocyRapCTBeHHbIN yHuBepeuteT uM. M.B. JlomoHocoBa», Mocksa
SOIBYH «MHCTUTYT opraHnyeckoi xummm uM. H.[. 3enmHckoro» PAH, Mocksa

Llenb. XvuMnueckuit cuHTe3 1 ndyyeHue buonornye-
CKOM aKTUBHOCTYW HOBbIX CTPYKTYPHbIX aHasloroB npena-
paTa nnepukcadop (Mozobil®) — nepsoro soweaLero
B MEOMLIMHCKYIO NMPAKTUKY CEMEKTUBHOIO aHTarOHUCTa
xeMokunHoBoro peuentopa CXCR4, perynupyiowiero
KETOYHYIO MUIPaLMIO.

Martepuanbl u MeTopbl. [1ns cvHTe3a brbnnoTekm
CTPYKTYPHbIX aHanoros niepukcadopa MCnosb3o-
BaHbl KMacCUYecKne MeTodbl TOHKOrO OPraHWYyecKoro
cuHTe3a. CTpoeHne 1 YncToTa CUHTE3MPOBAHHbIX COeAM-
HEHWI [OKa3aHbl COBOKYMHOCTBIO (PU3NKO-XMMUYECKNX
MeTofOB, BKIOYasa cnektpockonuio 1H n 13C AMP,
MK-cnekTpockonuio, Macc-CNeKTPOMETPUIO BbICOKOMO
paspeLuenus. Mponudepaumio knetok Jurkat EYFP B
MPUCYTCTBUW TECTUPYEMBIX COEAMHEHUI aHANU3MPOBau
C MCMONb30BaHWEM KonopumeTpuyeckoro Tecta MTS
(Promega, CLLIA). BnusiHMe CMHTE3MPOBaHHbIX COEaM-
HEeHW Ha xemoTakcuc knetok Jurkat EYFP uccneposanm
C NpUMeHeHneM 24-1yHOUHbIX nNnaHweToB Transwell
(Corning, CLLIA), cHabXéHHbIX NPOHULLAEMbIMU MO~
KapboHaTHbIMM MeMBpaHaMu C nopamMy pa3aMepoM 5 MKM.

PesynbTtatbl n 0b6cyxpenue. OgHuM 13 pacnpo-
CTPaHeHHbIX MOAXOA0B K MOWCKY HOBbIX TEKAPCTBEHHbBIX
npenapaToB ABAAETCSH CUMHTE3 CTPYKTYPHbIX aHanoros
CYLLIECTBYIOLLMX NekapcTB. [nepukcadbop npeacTaBnsieT
cob0omn BUC-LMKINYECKNA MONTMAMUH, COCTOALLMM U3 ABYX
MOJEKYN UMKIaMa, COeOMHEHHbIX Napa-KCUIMNEHOBbIM
nuHkepoM. OCHOBHOe HanpasneHue Moaudukauum
nrnepukcadopa 3akNio4yaeTca B 3aMeHe OfHOr0 Wiu
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OBYX LMKIIaMOB Ha Opyrue CTPYKTYpHble dOparMeHThl.
Ha nepeom 3aTane mccnenoBaHus Bbinu CUHTE3MPOBaHbI
HOBblE CTPYKTYPHbIE aHanoru nnepukcadopa, B KOTOpbIX
dparMeHTbl LUMKNaMa 3aMeHeHbl Ha Opyrve a3oTco-
Lepskawme PyHKUMOHanbHble rpynnbl. CUHTeTUYeCKas
CTpaTerus OCHOBbIBanacb Ha PaCKpbITUM OOHOPHO—
aKLENTOPHbIX LIMKIONPONaHOB HYKNeouIIbHbIMU areH-
TaMu, B TOM YMCMEe C NMPUMEHEHUEM MPOTOHHBIX MOHHBIX
UIOKOCTEN TPOMHOro HasHauyeHus. CKPUHMHI Nony-
YeHHOW BubnnoTekn B cpaBHEHUN C Nrepukcachopom
BbISIBUT COEAMHEHUE-XWT, HE MPOSABMSAIOLLEE LIUTOTOK-
CUYECKMX CBOMCTB MpW UCMOMb3yEMON KOHLEHTPaLMUK U
NULLb HEMHOTI O YCTYyMaloLLee No aKTUBHOCTM OPUrMHab-
HOMY NleKapCTBEHHOMY Mpenapary.

BbiBopbl. 1. CUHTE3MPOBaHbI HOBble CTPYKTYPHbIE
aHanorn UMMyHOCTUMYNUPYIOLLLEro NpenapaTa niepuk-
cachop, paHee He onncaHHble B nnTepatype. 2. iccneno-
BaHWe LUMTOTOKCUYHOCTU MOKa3aro, YTo B KOHLEHTpaLum
10 MKM HM OLHO M3 TECTUPYEMbIX BELLECTB He SBMISIETCS
TOKCUYHBIM. 3. YCTaHOBNEHO Hanbonee NepcrnexkTMBHoe
COeAMHEHNE-XUT, KOTOPOe MOXeT ObiTb MCMonb30-
BaHO AN NPOBEAEHNSA OOKITUHUYECKUX U KITUHUYECKUX
UCMbITaHUMA Kak MOTEHUMAanbHbIM areHT ana mobunu-
3aLMKM CTBOJSIOBbIX KIMETOK U HEUTPOCOUIOB U BbICTYNaTb
OCHOBOW A1l CO3[aHUSI HOBbIX HU3KOMOJEKYNSPHbIX
NEeKapCTBEHHbIX NpPernapaTos.

NccnenoBaHne BbINOMHEHO NpuU OMHAHCOBOWM
nopnepskke rpanta Ne 21-73-10212 Poccuiickoro Hayu-
Horo dooHpa.



[puMeHeHMe UHTpPaTeKasibHON XUMMOTEepanuu
y nauueHToB ¢ JIM pabgoMuocapKombi
napaMeHuHreasibHo1 sIoKanusauuu.

OnbiT HUA O0Oulr

A.ll. PoguHal, T.B. MopbyHosa®™, B.I". Monsikos!'™, C.P. Bapconomeesal 2

1OIbY «HaumoHasbHbIi MEAUUMHCKWUI MCCIER0BATENbCKMI LIEHTP OHKoorum uM. H.H. brioxuHa» MuHsapasa Poccun, Mocksa
2Ib0OY Ar0 «Poccuiickas MeauLMHCKas akaaemMusi HerpepbiBHOro npogheccroHanbHoro obpasosamus> MuHsapasa Poccumn, Mocksa
SIb0Y BO «Poccuiickuii HaUMOoHaIbHbIN NCCIeq0BaTeNbCKui MeAUUMHCKWIA yHnBepcuTteT um. H.U. Muporosa» MuHsagpasa Poccum, Mocksa

AktyanbHocTb. Onyxonu, rpaHuyaLlme ¢ oCHoBa-
HMeM yepena, 06beanHAeTCA TePMUHOM MapaMeHuHre-
anbHas - OMyXony MOSIOCTY HOCa U OKOSTOHOCOBbIX MasyX
(40%), HOCOrNOTKM, KPbINOHEBHO M MOABUCOYHON AMOK,
CpemHero yxa, a Takxke omnyxonu opbutbl ¢ MHTpaKpa-
HWanbHbIM pacnpocTpaHeHveM. Hanbonee yacTbiMu
3/10KaYeCTBEHHbIMU OMYXONAMM JAHHOW NOKanu3aLum
aBnsoTca pabooMmocapkoMa (PMC). Y 20-25% naum-
eHToB ¢ PMC napaMeHuHreanbHOM nokanu3auum npu
MHULMAMbHON OMarHOCTUKE BbISIBMIAETCA OTAANEHHOe
MeTacTa3vpoBaHWe B NEerkue, KOCTW, KOCTHbIN MO3T, Yy
7% - nenToMeHuHrearnbHble MeTacTasbl (1TM).

Llenb. CoobwmTb 0 pesynbTaTax fleyeHust geten ¢
PMC v nHTpakpaHuanbHbIM pacnpoCTpaHeHUeM.

Marepuanbl n Metoabl. B uccneposanue (2021-
2023 rr.) BkmioyeHbl 10 nauneHToB (Manbunku — 5,
[EBOYKM — 5), C yCTaHOBMeHHbIM anarHo3oM PMC napa-
MEHWHreanbHON NoKanu3auum ¢ UHTPakKpaHuasbHbIM
pacnpocTpaHeHneM. MeanaHa Bo3pacTta — 8 net. Meta-
CTasbl B PerMoHapHbIx MMMAaTUYeCKnX y3nax onpepe-
nanuck y 5 (56%) naumenTos. OToaneHHble MeTacTasbl
(3a ucksloueHreM JIM) — MeTacTaTMuecKkoe nopameHune
NEerknx — npu NepBUYHON OUArHOCTUKE BbISBMEHO Y
2 nauuneHtoB (23%), KocTeil M KOCTHOro Mo3ra
(MoaTBepMAOEHHbIE TakKe MPU LMTOSIOMMYECKOM WCChe-
[oBaHuM KocTHoro Mo3ra) — B 1 (11%) cnyuvae. Mepsas
rpynna (n = 3) ¢ PMC napaMeHuHreasnbHoi flokanm-
3aUMK C MHTPaKpaHWanbHbIM pacnpocTpaHeHneM. Ons
CHUXeHUsA pucka paseuTtua JIM PMC ncnonb3oBanucb
KOMOMHMPOBAHHbIE N KOMMIIEKCHbIE CXEMbl NeYeHus B
pamkax npoTtokona CWS 2014 B koMbuHaLmm ¢ uHTpaTe-
KasnbHoW xuMuoTepanueit (MTXT) B npodomnakTMyeckom
peskume. Btopas rpynna (n = 7) ¢ PMC napaMeHuHre-
anbHOM NOKanu3auumn ¢ MHTpPaKpaHuanbHbIM pacnpo-
cTpaHennem u JIM. B pgaHHOW rpynne npoBOAWNUCH

KOMOWHMPOBaHHbIE N KOMMIEKCHbIE CXEMbl B paMKax
npoTtokona CWS 2014 B kombuHaumm ¢ UTXT B Tepanes-
TUYECKOM pexmMme.

PesynbTaTtbl. B rpynne nauneHToB, KOTOpPbIM
nposofaunack UTXT B NpodunnakTMyeckoM pexkunme
(n = 3), suBbl — 2 (67%). BbibbIBLUMX M3 UCCREROBaHUSA
M yMepLUMX OT nporpeccuposaHus 3abonesanna nauu-
eHTOB HeT. OauH naumneHT (33%) norub yepes 9 MecsLeB
OT OKOHYaHMSA NeyveHnst Npy 3adKCMPOBAHHOM MOSTHOM
OTBETE OMyXOSfN OT MPUYMH, HE CBSI3aHHBIX C OHKOMOMn-
yeckuM 3aboneBaHveM. B rpynne naumeHToB, KOTOPbIM
nposoaunack UTXT B TepanesTnueckoM pexume (n=7) -
BKITIoUeHbl 3 naumeHTa (43%) ¢ vHuumanbHbiMu JIM,
4 naumenta (57%) ¢ nepBUYHO-pedIPaKTEPHLIM Teue-
HWeM ocHoBHoro 3abonesaHus. Muebl — 2 (29%) naum-
€HTa, KoTopbiM nposogunack UTXT B nepBon fMHWM
XMMuoTepanuu. BblBbIBLUMX M3 nccnenoBaHna nauu-
eHToB HeT. OauH naumeHT (14%) nornb ot passuTus
NMHAEKLMOHHBIX OCMOMHEHWUI Ha POHE neyveHusa npu
3adhuKCMpOBaHHOM MOSTHOM 0TBeTe onyxonu. [ocne
NpoBeLeHVst NPOTUBOPELIMAMBHOIO leveHns 4 naumeHTa
(57%) c passutrem JIM Ha choHe NPOBOAMMON MepBoil
FIMHUM NPOTMBOOMNYXONEBOW TEPanNUM yMepnun oT fafib-
HEeMLLEero NporpeccMpoBaHus OMyXoJS1IeBoro npoLecca, u3
HWUX Ha doHe NpoBeneHus nevenns — 2 (50%), B paHHue
CPOKM MoCfie OKOHYaHus neuveHns (oo 3 Mecsaues) —
2 (50%).

BbiBopbl. JleyeHve paHHOM rpynnbl MauWEHTOB -
akTyanbHas npobrnemMa peTckoi oHkofnoruun. B ocHoBy
NeYEeHNs [LaHHOW KOropTbl MaLMEHTOB BXOAMUT MOSUXU-
muoTepanusa ¢ UTXT n npoBeneHneM KpaHUMocnuHasb-
Horo obnyuenus. Peliexnne paHHom npobnembl No3BoNUT
yCOBEpLLEHCTBOBaTb MeTOoAbl NneyeHns pgeten ¢ PMC
napaMeHWHreanbHON fOKanu3auuMnm ¢ MHTpPaKpaHu-
arnbHbIM pacnpocTpaHeHueM u/vmm JIM.
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CapkomMa lOuHra. Yto nsmeHunoco 3a nocnepHee

pecdaTunetTue

0.M. PomaHuoBa, B.B. Xanpynnosa, M.M. Econmosa, B.10. MaHapuHa, [.6. XecTaHos, A.3. [13amnaes,

K.W. Knupruzos, C.P. Bapdonomeesa

HWW petckoii oHkonormm n rematosnorim um. J1.A. lypHoa ®I'BY «HaumoHabHbIfi MEANLMHCKUIA CCIER0BaTeIbCKMI LIeHTP OHKonorum uM. H.H.

BroxuHa» Munsapasa Poccun, Mocksa

AkTyanbHoCTb. HecMOTpsi Ha [OCTUXKEHUA COBpe-
MEHHOWN OHKOMOruu, NeyeHne capkoMbl OvHra ocTaetcs
aKTyanbHOM U ManousyyeHHon npobnemoi. Capkoma
lOuHra — BTOpas No yacToTe Cpean 310KaYECTBEHHbIX
OMyXxofer KOCTHOW CUCTEMBbI, XapaKTepuayloLlancs
BbICOKO arpeCcCvBHbIM TEYEHWEM U OOMHAKOBOW CMOCO6-
HOCTbIO NMOpaaTb Kak KOCTU, TaK U MArKNE TKaHM.

MaTepuanbl u Metopnbl. 3a nepuog ¢ 2009 no
2022 rop npoBefeH aHanu3 PeTpPOCMEKTUBHbLIX M
MPOCMEKTUBHbIX AaHHbIX KOMMEKCHOro obcrenoBaxus
n nevenua 330 BonbHbix CIO B cTagun 2A-4B, nony-
yaBLmnx neyenne B HAW OOul. Hamu npoBepneH cpas-
HUTENbHbIN aHanu3 AByx npuMeHsembix B HAW O0ul
MPOTOKOSOB JleYeHWs nauMeHToB ¢ capkomow lOuHra
(MMCI0-99 u Cl0-2017). CpenHee BpeMs HabrioneHus
3a naumeHtamu, nonyumswmnmm MMCIO 99, coctasuno
59,0+43,1 Mec, a Cl0-2017 - 30,8 + 16,3 mec (p =
0,0000001). Mo ocTanbHbIM NapaMeTpaM rpynnbl Bbisin
MOJIHOCTbIO COMOCTaBMMbl. B n3yyaeMbix mpoTokomnax
pacnpenesnenve no tuny CIO (KocTHas/BHeckeneTHas)
BbIN0 0OAMHAKOBOE.

PesynbTatbl. Y 270 (84,6%) nauneHToB ycTaHOBMEH
omarHos Knaccuueckas CI0 —y 167(61,9%) u3 Hux noka-
nusoBaHHas, y 103(38,1%) - mMcceMuHMpoBaHHas, y
49 (15,4%) — sHeckeneHTasn Cl0 - y 34(69,4%) 13 Hux
nokanusosaHHas, y 15 (30,6%) — aMcceMUHMpoBaHHas.
3a BpeMsa HabniopeHua ymepno 100 (31,4%) 6ornbHbix,
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nporpeccvposaHue BbiseneHo y 120 (37,6%). 0bwas
3-11eTHSISA BbIXKMBAEMOCTb NPU JIOKann30BaHHbIX dopMax
CIO, nponeyeHHbIx no npotokosny MMCIO 99 coctaBuna
80,7 + 3,9, no cpaBHeHuio ¢ 85,8 + 6,5 y naumeHToB,
nonyyasLuMx nedeHue no npotokony Cl0-2017. Takasn
e TeHLeHuus Habniofanacb Npu aHanuse BbIXWBa-
emMocTn 6e3 nporpeccupoBaHus. YacToTa pasBuTUS
ebpunbHbix HenTponeHun npu ClO-2017 bbina B
10 pa3 MeHbLUe, Heskenn npyu MMCIO 99, n cocTaBuna 4%
n 42% cootseTctBeHHo (p = 0,0001). Taknm obpasom,
npoTokon Cl0-2017 nokasan 6onbLuyto 3¢pdheKTUBHOCTb
¥ MEHbLLYIO TOKCUYHOCTb.

BoiBopbl. B HacTosiee BpemMsA MoHUMMaHue O
capkoMe [OuHra nonHocTbio M3MeHunock bnaropaps
OOCTWMKEHWAM B MOJEKYNSIPHON reHeTuke u bruonoruu.
[MoMUMO «Knaccuuyeckoi» capkoMmbl OvHra, BbigensioT
rpynny HeoMdepeHUNPOBaHHbIX KPYTOKNETOYHbIX
Onyxosiew, B CBS3M C YEM NPOBELEHNE MOSIEKYISIPHO-Te-
HETUMYECKOro UCCIefoBaHWs — He NpMXO0Tb, a Heobxo-
ovMmocTb. B ocHoBe Tepanuu CIO nmeskat pesynbrarthl
KPYMHbIX MYMbTULEHTPOBbLIX MEXAYHapOLHbIX Uccne-
[OBaHWI, KOTOpble Nokasanu, yto Tepanusa CIO porkHa
BbITb KOMMNEKCHON. HaLl onbIT MHTEHCUdIMKALMKM XUMU-
0TepaneBTUYECKOro, MyTeM NPUMEHEHUS «MHTepBaslb-
HOro cxKaTus» nokasan 6onbluyio 3hHeKTUBHOCTb U
MEHBbLLYIO TOKCUYHOCTb, B CPaBHEHUM C paHee NMpoBOaM-
MbIMK npoTokonamu HAW 0wl



UccnepoBaHusa cocTtaBa Tesla YesioBeKa:.

HayKa U UHHOBaLUU

C.I'. PyoHes

VBM um. .M. Mapuyka PAH, MockBa

Llenb. XapakTepucTvka COBPEMEHHOIO COCTOSAHMSA
MCCMenoBaHUin CocTaBa Tena Yenosekxa.

MaTtepuansbl 1 MeToabl. PaccMmaTpuBaloTcs nctopus
M MeTofOoNorusa, a TakxKe hU3nveckne MNPUHLMUMBI,
nexallne B OCHOBe M3yuyeHus cocTasa Tena. [lpea-
CTaBIieHa Mepapxus COOTBETCTBYIOLLMX MeTofoB. [JaHa
XapaKTepPUCTVKa HOBbIX METOA0B U Pe3yNbTaToB UCChe-
[OBaHWUI cocTasa Tena.

PesynbTatbl u obcyxkpeHue. [on coctaBoM Tena
MPUHATO MOHMMaTb CTPYKTypy Macchl Tena. [lapa-
MeTpbl COCTaBa Tefa, TakMe Kak ToLlas, KMpoBas u
aKTMBHas KIeTOYHas Macca, UrpalT BaxkHYl posb
Npu OLeHKe OU3NYECKOr0 PasBUTUA U HYTPUTUBHOIO
cTaTyca B HopMe 1 npw 3aboneanusx. OcHOBY MeTo-
OOM0rMM MCCefOBaHNA coCTaBa Tena COCTaBMSIOT
MOfeNM cocTaBa Tena, U3 KOTOPbIX Yalle NpUMeHsIoTCs
MOLENN MOMEKYNAPHOro ypoBHs. Bce MeToabl OLEHKM
cocTaBa Tena in Vvivo SBAAITCA KOCBEHHbIMU, BKIIIOYas
3TanoHHble MeTofbl. K 3TanoHHbIM MeTofaM MOMeKy-
MAPHOrO YPOBHA OTHOCATCS BO3AYyLUHAA MAeTU3MO-
rpadoms, peHTreHOAEeHCUTOMETPUSE U METOL, Pa3BefeHus
nentepus. NpuMeHeHne Mx HeobxooMMO B KIMHUYe-
CKOW MeauumHe ons obecrneyeHns agekBaTHOW HyTpu-
TUBHOW MOLLEPKKM BBMAY BbICOKON YaCTOTbI HApYLLEHWN
HYTPUTUBHOrO CTaTyca W BbIIBIEHHOW B3aWMOCBSA3M
TaKUX HaPYLLEHW C TeYEHNEM M UCXOAOM XPOHUYECKUX
3abonesaHuit. [pu 3TOM ocTalTCA BOCTPeboBaHHbIMM
CKPUHUHIOBblE ([BOVHbIE KOCBEHHbIE) METOAbI OLIeHKH

cocTaBa Tena, Takue Kak kanunepomeTpusa v bronmne-
AaHCHbIN aHanu3. CpaBHUTENbHO HOBLIM METOAOM ABMIS-
eTCA ybTPa3BYKOBast KaMNepoMeTpUs C BOSMOXHOCTBIO
BM3yanM3aLmmn NpMNoBEPXHOCTHbIX TKaHel YernoBeka. Ha
OCHOBE WCMONb30BaHUA 0bMayHbIX 1 Apyrux nHdopma-
LIMOHHBIX TEXHOMOMMI HaKomeHbl bosbLUMe MacCuBbl
LaHHbIX BUOMMMEenaHCHbIX M3MepeHuin ¢ uaeen nocne-
QyIOLLiei rapMOHU3aLMKN BaHHbIX M aHanu3a rnobanbHbIx
pacnpepeneHMn coctaBa Tena. HoBbiIM MeTOLOM
KOMMIeKCHOW aHTponomeTpuun sBnsetca 3D-ckaHupo-
BaHue. BaxHyio ponb npu paspaboTke 1 o6ocHOBaHWM
TakuWx MeTOMOB UrpaloT pyHLaMeHTasbHble Uccneno-
BaHWS, B TOM Y/CIe Ha OCHOBE MaTeMaTU4YeCcKoro Mope-
nupoBaHusi. OnHa 13 COBPEMEHHbIX TEHAEHUMI CBA3aHa
C OpraHv3aumei 1 NPOBEAEHNEM KOMMIIEKCHbIX MPOCNEeK-
TUBHbIX BbIDOPOYHbIX KOFOPTHBIX MCCIefoBaHUi dmanye-
CKOr0 pasBUTWS 1 300POBbS HaCeseHus.

BbiBopbl. Hayka 0 cocTaBe Tena — 3TO C/IOXKMB-
LLeecs HanpasneHne Meanko-b1onornyeckmx nccneno-
BaHWiA C pa3BUTOM METOLOMOMMNEN M LUMPOKMM apCeHanoMm
MeTof0B. MOHWUTOPUHI MapaMeTpoB CocTaBa Tena npeg-
CTaBseT 3HAUNTESIbHbIN MHTEPEC B KITMHWYECKOW MEau-
UuvHe. [InA panbHewwero pa3suTus AaHHoW obnactu
HeobxomMMo BHeLpeHMe HOBbIX METOLOB UCCMEAOBAHMA
COCTaBa Tena, a TakXKe 3TarloHHbIX METOA0B C MPOBEPKOM
TOYHOCTU YKe CYLLECTBYIOLLMX U Banupaaumen HOBbIX
dhopMyn oA OLEHKM COCTaBa Terna Ha OCHOBE CKPUHWH-
rOBbIX METOMOB.
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[NepcnekTuBbl pa3BuUTUSA
AETCKON OHKOJIOruu
U reMaTonoruu

A.l'". PymMsAHUeB

®IBY «HaumoHanbHbIi MEAVLMHCKMI NCCIIEeA0BaTeNIbCKUK LIEeHTP AETCKOM remMaTosiorny, OHKOIOrumM u uMMyHosiorum uM. [imutpus PorayeBa»

Mun3zapasa Poccun, Mocksa

Llenb. lMpencTaBneHne OCHOBHbIX NyTeW pPasBUTUS
LETCKOW OHKOMOrMM 1 remMaTosoruu.

MaTepuanbl u MeTopbl. AHanus nuTepaTypbl K
pesynbtatoB HMUL, [1NOWN B obnacT nMMyHoTepanum 1
XMMWOMMMYHOTEPanMn OHKOSTOMMYECKMX U reMaTonorn-
yeckux 3aboneBaHui y oeTen.

B momonHeHue K XuWpypruu, xumumoTtepanuw,
nyyeBon Tepanuu, TI'CK, TapreTHOMy UHrMbrupoBaHmio
peLenTopoB unu nytei obMeHa OMyxoneBbIX KIEeTOK
Brnvkanwee gecAatuneTve byneT npeacTaBieHo passu-
TMEM VMMMYHOTEpanuun OHKOMOrMYEeCKUX U remaTo-
noruyeckmx 3aboneBaHuit. MHrMbUTOPBI UMMYHHBIX
KOHTPOMbHbIX Touek (CTLA4, PD1/PD-L1), CAR-T u
CAR-NK, uUMTOKMHOBbIE MORYNSALMU MHTepdIEpPOHaMK U
WHTepnenKnHaMu, BaKUMHaLMA OEHAPUTHbIMU BaKLU-
HaMW, UCMNOSMb30BaHNE TepaneBTUYECKUX aHTUTEN U
MMMYHOTOKCWMHOB, aKTMBMPOBAHHbIX NMMAOLUTOB,
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HecneundUYeCKNX agbloOBaHTOB U OHKOJIMTUYECKUX
BMPYCOB LUMPOKO WCCIEAYOTCS B 3KCMEPUMEHTE U
KIIMHUKE.

BBeneHo noHsATME ONyxonen MMMYHHOW CUCTEMbI
y LeTel v UX NpUHUMNMUanbHoe OTNMYMe OT Tepanes-
TUYECKMX NOJXOLOB MPU COMUAHBIX OMYyXONsX y LeTeW.
ObcyxpatoTcst [OCTUKEHNSA 3O PEKTUBHOCTU UMMYHO-
MOFMYECKNX MOANCDUKATOPOB OMYXOSN Y MUKPOOKPY-
)eHus. MpoBefeHbl fokasaTenbcTBa 3PdEKTUBHOCTM
MPOTOKOM0B XMMUOMMMYHOTEpPanuu 0CTPoro nMMdob-
NacTHOro newkosa, HempobnacTombl U MenaHoMbl Y
neteit. MNpuBeneHbl NpUMepbl 1abopaToOpPHOro U KIUHW-
YECKOr0 KOHTPOIS TOKCUMYHOCTM UMMyHOTepanun. Hame-
YEeHbl MyTH MOBbILLEHNS 3PEKTUBHOCTM NTEYEHNS JETEN
C OHKOMOrMYeCKUMU M reMaTosfiornyeckumn 3abone-
BaHUAMMU C BKJIIOYEHWEM UMMYHOTEpPanUu B MPOTOKOSbI
neyeHust BONbHbIX.



Bo3MOXXHOCTb BbINoJsIHeHUs ractpo/
NnaHKpeaToOAYOfeHaNIbHOM Pe3eKuun y feTeu
C ONMyXOJIAMU NMOMKENYA0UYHOM XKene3bl

[.B. PuibakoBa, .A. Kepumos, M.A. Pybanckuid, A.C. TeMHbiRn, E.A. MeTpaw

HWW petckoui oHkonorum v rematonormm @IBY «HaumoHambHbIi MeaUUMHCKMI NCCIIeq0BaTeTbCKMi LeHTP OHKoorum uM. H.H. brioxuHa»

MuHsapasa Poccun, Mocksa

AkTyanbHocTb. CTaTbs MOCBALLEHA OMbITY eYeHus
LeTeN C OMyXOmnsiMU MOAKeSTyAOYHON sKene3bl, KOTOPbIM
BbIMOJIHEHA racTPONaHKpeaToAyoneHa bHas pes3eKLums
(FMAP) v naHkpeaTomyoneHanbHas pesekums (MOP) B
HUW OOl ®I'BY «HMWLL oHkonorum nm. H.H. BrnoxuHa».
Takoro pofa Xupypruyeckve BMelLaTe/IbCTBa BbIMOM-
HSAIOTCS NPW NTOKanbHbIX HOBOOOPa30BaHMSAX FOMOBKM
MOQXKENyLOYHOMN Kefe3sbl, @ TaKKe C pacnpoCcTpaHeHneM
OMyXONEeBOro NpoLecca Ha ABEHAJLATUNEPCTHYIO KULLIKY,
OMCTamnbHYI0 YacCTb KemyaKa, napanaHkpeaTUyecKyio
KIeTuaTKy.

Matepuansl u meTopbl. 3a nepuop ¢ 2010 roga no
2022 rr. bbin0 BbINONHEHO 13 XMpypruyeckmx BMeLla-
TenbcTB B obbeme MIOP w MIOP y netent B BO3pacTe
oT 5 pno 16 net. PesynbTaTbl NeYeHns LaHHbIX Nauun-
EHTOB OLIeHEHbl KaK yAO0BNETBOPUTENbHbIE, HECMOTPS
Ha BO3HMKLUME Yy HEKOTOPBIX NMaLMEHTOB OCIIOKHEHUS B

paHHEM U1 MO3[HEM MOCMeonepaLroHHOM nepuoge. Bee
nauuneHTbl uBbl. Onepaumun B obbeme IMIOP Bbinon-
HeHbl y 6 naumerTos, MOP -y 7 nauneHto. Hanbonee
4yacTo BepuduuMpoBaHa ConMAHaa ncesponanwu-
NApHas OMyXOJsib FOSIOBKM MOAMKENY[LOYHON sKenesbl B
10 cnyyasix, B 2 crnyyasix — HepPO3HOOKPUHHAsA OMyXoflb
W OOMH ClyYai maparaHrivoMbl.

06cyskpeHue n BbiBoAbl. Cpeay paHHWX Mocneo-
nepauUmnoHHbIX OCITOXHEHU OTMEYEHO KpOBOTEYEHME
M3 NaHKpeaTUYeCKON BeTBU CEeNe3eHOYHON apTepun u
OCTPbIVi NaHKpeaTwT. B no3pHWe cpoku nocne onepauum
BbIIBIEH PELUAMBUPYIOLLNA (DEHOMEH YKITOHEHMA
dhepmenToB, CUBP. HecMoTpsi Ha BO3HUKLLUME OCIOXK-
HeHWs, BCe NauWeHTbl Ku1Bbl Be3 Npu3HakoB peuunansa
3abonesanusa. [porHo3 y 3ToM KaTeropuMmn naumeHTos,
Npv pafnKasnbHO BbINMOTHEHHOM XMPYPruyeCKoM BMeLLa-
TenbCcTBe, BnaronpusATHbIN.
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Ponb coMaTuyeckoro Mosauuusma B Pa3BUTUN

onyxoJsien y neteu

A.C. CanomatuHa, J1.A. ficbko, 10.M. MapeeBa, M.A. KypHukoBa

®IBY «HaumoHarbHbIN MeaULIMHCKWE MCCIeR0BaTeIbCKUI LIeHTP AETCKOM reMaTosiorum, OHKOMOrMM U UMMYHOSIOMMM uM. [mutpus Porayesa>

MwuHsapasa Poccumn, Mocksa

Llenb. OnncaHne NoHATUA «COMaTUYECKUA MO3a-
numsm> (CM) 1M BO3MOMHbIA BKNaA AAHHOTO ABREHUs
B 3TWMONOIrMI0 Pa3BUTUS 3HAUMTENbHON AOMM crnopa-
OMYECKUX Onyxofien; AEeMOHCTpauua KIMHUYECKUX
CrnyvaeB pasBUTUS MO3auuHbIX popM 3abonesaHunin y
AeTen BCNEACTBME HaNMuMA COMaTUYECKUX MyTaLui,
BO3HMKLUMX Ha OOHOM M3 3Tanos aMbpuoreHesa; npea-
CTaBIieHMEe anropuTMa MONEeKyNsApPHO-TEHETUYECKON
IMarHocTukmu CM.

MaTtepuanbl u Metoabl. Ha 6a3e nabopaTopun
MONeKynsipHow Buonoruu, a Takske nabopaTtopun mMone-
KynsapHon onkonorun HMULL OFOWN um. Omutpus Pora-
4yeBa MPOBOAMIIOCH MCCNEfOBaHWE TKaHW OMyXOsu
MauMeHTOB C MCMOMb30BaHWEM MaHenu reHoB AfiA
BbICOKONPOW3BOAMTENIBHOrO CekBeHnpoBaHus «Coma-
TUYECKUIA MO3auLM3M» MauneHTaM C NOAO3PEHMEM Ha
MO3auyHylo chopMy cuHapoma. B pspe cnyuyaes ons
aHanusa Bbifio AOCTYNHO HECKOMbKO 06pa3LoB TKaHu
MauneHToB A1 ONpeAesieHns NpoueHTa anbTepHaTuB-
HOrO annens B KaKOOM 0bpa3sLe M YyCTaHOBIEHUS YPOBHS
MO3aWyHOM MyTauun. Kputepum, no3BonsioLLme 3anofo-
3puTb Hannume CM y nauMEHTOB: KIIMHNYECKas KapThHa
n3bbITOYHOrO pocTa TKaHen — nopospeHue Ha PROS
(PIK3CA-accoummnpoBaHHble 3abonesaHus), nauMeHThl,
nopfospeBaeMble B OTHOLLEHWM CMHAPOMa npeapacno-
NOMEHHOCTU K onyxonaM (dheHoTUNMUecK1e npusHaki,
onyxornb, creundpnuHas ana CM0), 6e3 noaTeepmueHUs
CMHOPOMa paHee UCMoSb30BaHHbIMU METOAAMU MOJIEKY-
NSIPHO-TEHETUYECKOW ONArHOCTUKM.
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PesynbTtaTbl M 06cyxkpeHune. B xone nccnenosanus
0bHapy»eHbl MO3anyHble MyTaLWKn, acCOLMUPOBaHHbIE
C pasBUTMEM CIlefyloLLMX COCTOSAHUI.: CMHAPOM bekBu-
Ta-Bunemana, PIK3CA-accoummpoBaHHble 3aboneBaHus,
CWMHOPOM NIMHENHOrO HEBYCA CallbHbIX KEenes B coue-
TaHUM ¢ pabooMMOCapPKOMOIA/aKTOMe3eHXMMOMOM. Mpu
onpefnesieHHbIX Ho3omornueckux dpopmax (PIK3CA-ac-
couumnpoBaHHble 3abonieBaHus) BbiiBNeHWe naTo-
FEeHHbIX BapuaHToB B reHe PIK3CA uMeno npeaukTvBHOE
3HaUYEHME U MOCIYKUII0 OCHOBaHWEM [ Ha3HAYeHUs
TapretHow Tepanuu. B mpyrux crnyuyasx obHapyskeHue
3MOpPMOHabHBIX MO3aWUYHbIX MyTaLMI MNO3BOMNINO 0BBAC-
HWUTb 3TOOTMIO Pa3BUTUS OMYXONEN Y AaHHbIX NaLMEHTOB.
YunTbIBas MOBBILLEHHBIN PUCK Pa3BUTHSI ONYXOrien Ha hoHe
CMHOPOMa MPENpPacrofOKEHHOCTH, B TOM UMCHe, MO3any-
HOrO CMHAPOMa, NaLUMeHTaM PEKOMEHOOBAHO cobniopeHne
MPOTOKOSIOB AMHAMMYECKOro HabniopeHus.

BbiBopbl. Mo3anyHble chopMbl 3aboneBaHuii SBRSA-
I0TCA Pe3ynbTaToM COMATUYECKUX MyTaLMWii Ha OGHOM 13
3TanoB aMbpuoreHesa. OgHako guarHoctuka CM npen-
CTaBnAeT cobon CNOXKHYI0 3afady, Tak Kak onpefeneHue
HWU3KOr0 YPOBHA MO3aunum3Ma TpebyeT ucnonb3oBaHus
BbICOKOYYBCTBUTENbHbIX METOAOB CEKBEHMPOBaHUs. B
X0fie UCCMefoBaHNA MPOLEMOHCTPUPOBAHbI KIIMHNYe-
CKMe Cryyan pasBuTUSE OMyXOmem, aCCOLMUPOBAHHBIX C
MO3aMYHbIMW MyTaLMAMK B PA3fIMYHbIX FeHaX, OMMUcaHsbl
KpUTEpWM, MO3BONAIOLLME 3aMOA03PUTb Hannume Mosa-
MYHbIX CMHOPOMOB, a TakXe NpPefCTaBfeH anroputM
amarHocTuku CM.



HopynsapHas nuMmcpoma XopKKuHa

¢ nuMdpounTapHbeiM npeobnagaHuemM
y netel. [l[porHocTuueckoe 3HauyeHue
UMMYHOAPXUTEKTYPHbIX NaTTEPHOB

M.A. CeHuenko, [1.C. Abpamos, H.B. Mskosa, [I.M. KoHoBanos

@IBY «HaumoHabHbIi MEAMLMHCKNIA MCCIIER0BATENbCKUI LIEHTP BETCKOV reMaTosiorm, OHKOIOrn U uMMyHoorun uM. [immtpus Porayesa»

MuHsapasa Poccun, Mocksa

AKTyanbHocTb. HecMOTpsi Ha CXOsuWe Tepanes-
TUYECKMe MOAXOAbl MPY NIeYeHUn feTei C HORYNAPHOW
nuMmdooMort XopsKkmnHa ¢ numdooumTapHbiM npeobnapa-
Huem (HITXIIM), B yacTv criyyaes 0TMEUAIOTCS HEMOSTHbIN
OTBET, Pa3BUTHE NPOrPECCUM U peLmnavBa 3aboneBaHus.
B cBA3u c 9TMM npoponskaeTcs Nouck dhakTopos Hebna-
rONPUSATHOrO KNuHUYeckoro Tevenuns HIXJIM, ogHuM m3
KOTOPBIX MOXET CTaTb UMMYHOAPXUTEKTYPHbIA NaTTEPH.

Llenb. OnpenenexHne NporHOCTUYECKOrO 3HAYEHUS
MMMYHOAPXUTEKTYPHOr0 MaTTepHa.

Martepuanbsl u MeTopbl. B peTpocnekTuBHOE
uccnenosaHue BroveHo 70 naumentos (cTagms -l —
n =49, 70%, ctagusa llI-IV —n =21, 30%; M — 56, »x — 14;
MeauaHa BospacTa 10 fieT), KOTopble C YYeTOM rUCTO-
NOrMYECKON KapTUHbI BbINu paspeneHsbl Ha ABe Fpynmnbl
C YYeTOM MWHOPHOW (PpakuLun. TUMMYHbIE MaTTEPHbI
(AuB—n =28, 40%) u atunuunble nattepHsl (C, D, E,
F—n=42,60%). Mpu cpaBHeHUM ABYX rPYMM UCMOMb30-
BasiCs TOYHbIA KpuTepuii Puilepa.

PesynbTatbl. CTaTUCTUYECKM 3HAUMMBIX Pa3NINYMI
B KIIMHWYECKOMN KapTuHe (cTaamsi, B-cuMnTOMbI, nopa-
)KEeHNe NMaTUYeCcKnxX y3rnoB CPefoCTEHUSI U BHYTPU-
BPIOLLHBIX) Mexay ABYMs rpynnaMy NaTTepHOB BbISBMEHO
He BbIf10, 3a UCKIIOYEHNEM HANMUMA MacCHUBHOMO nopa-

MeHns (= 6 cM) nUMaTUYEcKnX y3nos (TUNUYHbLIN —
0/25, 0% vs atunuunbiid 11/40, 27,5%, p = 0,00451).
B rpynne mauuMeHTOB C aTUMUYHBIMU NaTTepHaMM
peske yLaBaniocb [JOCTWYb MOSIHOM PEeMUCCUM Mpw
nepBoi NuHUM Tepanun (TUNUUHBIA — 27/28, 96,4% vs
atTunuuHbIn — 16/42, 61,9%, p = 0,0012). Mpwn cpas-
HEHWUW OTBETA Ha Tepanuio BHYTPW TPYNn NaunMeHTos
CO CXOMWMW TepaneBTUUYECKMMMU Mmoaxonamu Bbinu
MosyyeHbl aHanormyHble pesynbtathl (2—4 kypca CVP:
™YKL — 7/8, 87,5% vs atunununbin — 1/5, 20%,
p =0,0318. OEPA+/COPDAC: TunnuHbiit — 9/9, 100% vs
11/20, 55%, p = 0,027). B obiueit BbibopKe NaumeHToB
pasnuuMil B 4acTOTE PasBUTUS PELIMAMBA HEe BbISIBMEHO
(TununyunbIn — 3/28, 10,7% vs atunununbiin 8/42, 19,1%,
p = 0,506). 06wias BbikMBaeMoCTb cocTaBwna 98,6%
(MeonaHa — 42 Mec).

BoiBoabl. BhisiBneHa bGonee Bbicokas uyacToTa
HebnaronpuaTHBIX UCXO[OB CPEeau feTei C aTuUnuy-
HbiIMK naTtTepHamu HIIXJIM, yto obycnosnuBaer
HeobX0AMMOCTb JanbHEWLlero n3yyeHus MMMyHoap-
XUTEKTYPHbIX MNaTTePHOB, KOTOPbIE MOryT CTaTb OAHWUM
U3 KpUTEpUeB CTPaTUMUKALUMOHHOMN LUKaMbl PUCKa
npu pacrnpenesieHn NauueHToB Ha TepaneBTUYECKue
rpynnbl.
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YTouyHeHue HeoaHO3HaUYHbIX pe3ysbTaToB
onpepeneHus MOb ¢ ncnonbsoBaHMeM NPOTOYHOM

COPTUPOBKU KITETOK

A.A. CemueHkoBa, E.B. Muxainosa, 0./. nnapuoHosa, C.A. Kawnop, E.A. 3epkanexkoBa, E.C. 3axaposa,

B.B. bpunnuaxTosa, A.M. Monos

®IBY «HaumoHanbHbIi MEANMLMHCKMI MCCIIER0BATENbCKMI LIEHTP AETCKOM remMaTosiornm, OHKOIOrm u nMMyHosnorum uM. [imutpusa Porayesa»

MuH3apasa Poccum, MockBa

AkTyanbHocTb. OOHUM U3 KIIOYEBbIX METOLOB MOHM-
TOpPWHIra MUHUManbHOW ocTaTouHoi 6onesHn (MOB) npu
OCTPOM NenKo3e ABMSAETCA MHOrOLBETHas NpoToYHas
umMToMeTpus. B mpouecce NnpoTMBOOMYXONEBOW Tepanuu
MMMYHODEHOTHN BNIacTHBIX KITETOK U HOPMarbHbIX pere-
HEepPUPYIOLLMX KIETOK KOCTHOrO MO3ra npeTeprneBaeT
M3MEHEHWS, UTO 3aTpPYOHSET afekBaTHylo oueHky MOB.
[ns yTOYHEHWsA pe3ynbTaTOB MOHWUTOPMHIa KIETKM, B
MPUPOAE KOTOPbIX BO3HWUKAIOT COMHEHWS, MOXHO Bble-
UTb M3 Uccnenyemoro obpasLa npy NOMOLLIM KIEeTOUHOWM
COPTUPOBKM 1 MOATBEPAUTL UIW OMPOBEPIHYTh UX OMyX0-
NeBOE NMPOVCXOMAEHNE Pa3fIMUYHbIMU MOMEKYNAPHO-Te-
HETUYECKMMU METOAAMM.

LUenb. [MponeMoHCTpUpoOBaTb BO3MOXHOCTMH
MPOTOYHON COPTUPOBKU KIETOK ANA MHTepnpeTaumm
HEO[HO3HAaYHbIX Pe3ynbTaToB MOHMTOPUHra MOB.

MaTtepuanbl u MeTtopbl. [lpy uccnegoBaHuu
0bpasLoB KOCTHOrO MO3ra MauMeHTOB C OCTPbIM
nuMdpobnactHbiM (OJ1J1) unm mMuenougHbiM (OMJT)
NENKO30M B Pa3fnuHbIX TOUKax MOHUTOPMHra MObB bbinu
0bHapysKeHbl KNeTkn ¢ 0CoBEHHOCTAMU UMMYHOGEHO-
TMNa, He NO3BOMAILWMMN OBHO3HAYHO UHTEPNPETUPO-
BaTb MX KaK OMyXOSEBbIE UMM HOPMarbHble. 3TW KNEeTKN
Bbinv BblgeneHbl 13 06pasLoB U NpoaHanM3MpoBaHbI Npy
MOMOLLIM OFHOW WM HECKOSbKMUX MOMEKYNAPHO-TEHETU-
Ueckux TexHosoruit: 1) donyopecueHTHas in situ rubpu-
amsaums (FISH); 2) aHanms KnoHarbHbIX peapaHmMMpOBOK
FEHOB MMMYHOMNOBYNMHOB M T-KMETOYHbIX PeLenTopoB
(IG/TR) MeTomoM MMUP u dparMeHTHOro aHanusa;
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3) onpepeneHne KoIMYECTBEHHOrO reMomno3TUUeCcKoro
xuMepusMma ¢ ucnonbsosaHnem InDel-MLP. Bbibop
TEXHOMOrMKN 3aBUCEN OT JIMHEMHON MPUHAANEXHOCTH
OCTPOro fnewkosa, HanmMuusa y naumeHTa cneumgmyeckmx
XPOMOCOMHBIX MEPECTPOEK, @ TaKKe HamMums npeaLle-
CTBYIOLLIEV anfOreHHOM TPaHCMIaHTaLMM reMonosTnye-
CKMX CTBOJMOBbIX KreTok (anno-TrCK).

Pesynbtatbl u 06cyxaeHue. Viccnegosanue 6bino
npoBsefeHo B 98 obpasLiax KOCTHOro Mo3ra, B3ATbIX y 96
netewt ¢ OJ1. BHe 3aBMCMMOCTM OT IMHEMHOCTM OCTPOro
neviko3a y MauMeHTOB C M3BECTHbIMU XPOMOCOMHbIMM
NepecTpoikaMu BbiAeNeHHble KIeTku bblav npoaHamu-
3upoBaHbl MeTofoM FISH: B cnyuyae HaxoxpeHus cnew-
npmyecknx abeppaumin COMHUTENbHbIE KMETKK Bbinu
MHTepnpeTupoBaHbl kak MObB. Y nauneHToB, nepeHecLUmx
anno-TICK, nponcxoxaeHne COMHUTENbHbIX KIETOK
Bbino onpepenexHo npu nomowum InDel-MLP: BoisBREHNE
B KIeTKax reHeTUYeCKnx MapKepoB, CneunuYHbIX 4s
peuunueHTa, B CoYeTaHUM C 0COBEHHOCTAMU UMMY-
HobeHOTUNa CBMOETENLCTBOBANO 00 MX OMyxoneBon
npvpoge. Y nauneHToB 6e3 cneumdrueckmx nepecTpoek
n anno-TICK npeobnanaHne ofHOro TMNa KINOHambHbIX
peapaH)MpoBOK reHoB /G/TR B BbIAEMNEHHbIX KIeTKax
CBUAETENbCTBOBANO 06 MX OMyX0neBoi NpuUpoge.

BbiBoabl. KOMBMHUPOBaHHbIV NOAXOA K aHanuay
KNETOYHbIX MOMYMAUWIA, BbIGEMEHHbIX Ha KI1IETOYHOM
copTepe, MOXeT NoMouYb B BepuMkauum HeogHo-
3HauHbIX pe3ynbTaToB onpenenexdnsa MOb y nauveHToB
C OCTPbIM JIEMKO30M.



MeTtaHedhpasnbHble ONyXOosiu NOYEK Yy AeTEeun:
KJIMHUYECKHNE U MONEKYNAPHO-TeHeTU4YeCKue

ocobeHHOCTH

J1.A. CmupHoBa, A.M. MutpodhaHosa, M.B. Tenewosa, H.H. Mepkynos, [1.M. KoHosanos, [.I. Axanaag3e,
A.E. lpyn, E.B. PaitkmHa, T.B. LLlamaHckas, H.C. 'paves, [.10. KauaHos
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AkTyanbHocTb. MeTtaHedbpasbHble onyxonu (MO) —
rpynna peokux omyxorsiel MoyYeK AEeTCKOro Bo3pacTa, CoCTo-
ALLUMX U3 SNUTENUArbHBIX U/ CTPOMASTBHBIX KIETOUHbIX
3I1EMEHTOB W XapaKTepH3YILLMXCS pa3Ho0bpasHbIMU MMCTO-
NaToIornYeCK1Mm Npu3Hakamn. MetaHedparibHble OnyXonm
BKIMIOYAlOT MeTaHeddpasbHyio ageHoMy (MA), mMeTaHedp-
panbHyio ageHodombpoMy (MAD) 1 MeTaHedpparbHyio CTpo-
MaribHyio onyxosib (MCO).

Llenb. PeTpocneKTWBHbIN aHanmW3 KIIMHUYECKUX 1 Morle-
KyNAPHO-TeHETUYECKUX xapakTepucTuk MO, Bepudhuumpo-
BaHHbIX B MaToNoroaHaToMmyeckom otaenexn HMULL IFOU
um. IMnTpus Poravesa.

Marepuanbi U MeTopbl. [TpoBefeH PETPOCMEKTUBHDIN
aHanu3 MauMeHTOB C FUCTONOMMYECKN MOATBEPNKAEH-
HbIMK anarHosamnm MA, MA® 1 MCO 3a nepvop 02.2015-
03.2023 rr. B ykasaHHblIi nepuof, BPEMEHW B YCIOBUAX
®IreY HMUL, AFOU um. Omutpusa Poravesa Ha 6ase nato-
NMOr0aHaTOMUYECKOro OTAENEHUs 3aperncTpupoBaHo
23 nauveHTa C NoATBEPXKAEHHbIMU InarHozamn MA, MAD u
MCO B Bo3pacTe o1 0 go 18 net. 13 23 3apervcTppoBaHHbIX
naumnenTos ¢ MO, B HAaCTOSALLMIM aHanun3 BKITloYueHbl 13 naum-
EHTOB C M3BECTHbIMU KIMMHUYECKMMU AaHHbIMK. [poBeneH
PETPOCMNEKTMBHBIN aHanu3 aemMorpadmueckmx xapakrepu-
CTUK, KIMHNYECKVX AaHHbIX, PE3YbTaToOB MOSEKYNAPHO-Te-
HETUYECKON OMarHOCTUKU 1 0BbeMa NPOBEAEHHON Tepanuu.
lMepecMOTp rMCTONOMMYECKVX MPENapaToB y YacTh nauu-
EHTOB NpOoBELEH B pechepeHC-LIEHTPe MPYNMbl MO U3YYEHWIO
onyxonei noyek SIOP-RTSG (npodp. I". BysHuueM, Katap).
MonekynsapHO-reHeTUYECKOe UCCENoBaHNe TKaHW OMyXosn
OCYLLIECTBIANIOCh METOAOM MyTaLMOHHO-CNEeLMANUYECKOM
MOMMEPA3HON LIEMHON peakuun B pPeskrMe peanbHOro
BpeMeHu ans BbisBneHns Mytaummn V60OE B reHe BRAF.
[MauneHTbI Nosnyyanu neyeHne no NpoTokonam rpynmel SIOP-
RTSG (SIOP 93-01, SIOP-2001, SIOP-RTSG-2016). AHanus
pesynbTaTtoB nposeneH Ha 01.04.2023 r.

PesynbTatbl. B 0buiei rpynne naumextos (n = 23)
pacnpeneneHne no rycTosiorMiecknM Tunam Bbino crnemy-
ioLumM: MA — 13/23 (56,6%), MCO — 7/23 (30,5%), MA® -
1/23 (4,3%), Tarke y 2 NaLMEHTOB BbisIBNIEHa KOMMO3UTHAs
onyxosb: MA B coyeTaHuM ¢ NanuiNApHON NOYEYHO-KIe-
TouHOM KapLiHoMoii (MKK) — 1/23 (4,3%), MAD B coueTaHmu
C NanuIAsipHOM MOYEYHO-KNETOUHON KapLMHOMOMN —
y 1/23 (4,3%). B HacTosALLMIA aHanM3 BKloYeHb! 13 naum-
EHTOB C WM3BECTHBIMW KIIMHUYECKUMM [aHHbIMU. MeaunaHa

BO3pacTa Ha MOMEHT MOCTaHOBKM anarHo3a MO cocTaBuna
3,2 rona (pasbpoc 0,4-12,4). PacnpeneneHune Marbumki/
[0eBOYKM Bbino paBHo 1,16:1. AHanu3 nepBuYHbLIX XKanob
nokasar, uto y 1 (7,7%) nauveHTa oTMeuanoch yBernmueHne
OKPY$KHOCTY $KMBOTA U ONpeaensnoch nansnmpyemoe obpa-
30BaHKe bpioLLHoi nonocTw, y 2 (15,4%) naumeHToB oTMe-
yarnocb passuTHe Makporematypum, y 7 (53,8%) naumeHTo
0bpa3oBaHWe DbINo BbISBIEHO CIyyaliHO B pesysfbTaTte
M1aHoBOr0 AMarHOCTUYECKOr0 YbTPa3BYKOBOro 1CCneno-
BaHWsA opraHoB BpioLLHOi norocTy, y 3 (23,1%) naumeHTos
oTMeuvancs 601eBON CMHOPOM B KuBOTE. [INNUTENbHOCTL OT
BO3HWUKHOBEHMS NEPBbIX CYMMTOMOB/BLISIBIIEHIS OMYXOIW 10
MOCTaHOBKM AMarHo3a cocTaeuna 1 Mec (pasbpoc 0,3 — 23).
MenuaHa obbeMa onyxornu bbina pasHa 35,5 cm? (pasbpoc
5,0 — 587 cM®). OTnarneHHble MeTacTasbl Ha MOMEHT MoCTa-
HOBKM AMarHo3a OTCYTCTBOBANM. YacTb naumeHTos (n = 9),
BKJTIOYEHHbIX B HACTOALLMIA aHanW3, MHULMASBHO NOMyYMIy
npenonepaLnoHHyIio xumroTepanuio. MepeuyHas onepaums
npoBefeHa 4 naumeHTaMm: B 2 Criyyasx - pe3eKums Moyky, B
1 cnyyae — HedopakToMus, B 1 criyyae MHMLMAMBHO BbIMOST-
HeHa ToncTouronsHasi Buoncus obpasoBaHus ¢ nocne-
OyloLLei pe3eKumei NopaeHHON NoYKK. Xupypruyeckoe
neyYyeHvie NPOBeNEHO BCEM MaLyveHTaM B 06beMe Hedppak-
ToMum (n = 8) 1 pesekumn noukm (n = 5). RO - pesekums
pocturHyTa B 12 cniyyasix, Rx — B 1 cryyae. Pacnpenenexve
Mo rucTonormyecknuM sapuantam: MA — 7 (53,8%), MCO —
3(23,1%), MA® — 1 (7,7), MA B coueTaH1m C NanurinspHoi
MKK =1 (7,7%), MA® B coueTaHnm ¢ nanunnspHoit MKK —
1 (7,7%). MoneKynspHo-reHeTMYeCKoe WCCrefoBaHmne
nposefeHo 13 nauvexTam: y 8/13 (61,5%) nauveHToB obHa-
pyskeHa MyTauwsi VO0OOE B reHe BRAF. MenvaHa HabrnioneHvs
3a naumeHTamu coctasumna 15,6 mMec (pasbpoc 0,6-58,9). B
HacTosLLee BpeMs BCE NaLMEHTbI XWBbI, peLiManBoB 3abone-
BaHWs1 He OTMEYEHO.

BbiBopbl. MeTaHedbparnbHbie onyxonu NpencTasnsioT
rpynmny Pemkux omyxornen noyek y aetei. [laHHbie onyxonm
XapaKTepu3ayloTcs pasHoobpa3HbIMU BapUaHTaMu TMCTONO0-
MMYECKOr0 CTPOEHWS, YTO CO3[AET CIIOMHOCTY B MPOBENEHUM
avdbdpepeHLmanbHOM AMarHoCTVKW C APYr MU OMyXOmsMu
MoyeK, TaKUMU KaK MOYEeYHO-KIIeToYHas KapuuHOMa M
Hedppobnactoma. poBefeHVe MonekynsapHO-reHeTuye-
CKOr0 UCCIefoBaHUs C LeSblo BbISIBIEHNS! MyTaLMiA B reHe
BRAF MoeT NoMoub B MOCTAHOBKE MPaBWIIbHOro Mopcho-
NOMMYECKOro AMarHosa.
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Ponb MeaULIMHCKOMN cecTpbl
B OTAESIEHUU JTYUEeBOU Tepanuu

0.B. CtenaHoBa

®IBY «HaumoHanbHbIi MEAVLMHCKMI NCCIIEeA0BaTeNIbCKUK LIEeHTP AETCKOM remMaTosiorny, OHKOIOrumM u uMMyHosiorum uM. [imutpus PorayeBa»

Mun3zapasa Poccun, Mocksa

Lenb. 3anava opraHusauum paboTbl CECTPUHCKOMO
nepcoHana npu nposefgeHnn nydyeson Tepanuun (J1T)
nauMeHTaM AEeTCKOro Bo3pacTa UMeeT CBOM 0COBEHHOCTH
¥ AIBNAETCS BECbMa aKTyarbHOM, MOCKOJIbKY OTNINYaeTcs
OT TaKOBOW B NI06OM ApYroM COMaTUUYECKOM OTAENEHUN.
Llenb paboTbl - obcyxaeHne ponu u Bknapa B paboty
OTAENIeHNs Ny4yeBOn Tepanumn CECTPMHCKOro NepcoHana.

MaTtepuanbl u MeToabl. TexHUueckoe obecneuyeHne
otoenenus JIT HMUL OION wm. OmnTpusa Porayesa M3
P® npencTaBneHo KoMmbioTepHbiM ToMorpadomM (KT)
npoussoacTea General Electric, nByMA MeoMUMHCKMMU
NIMHERHbIMWU YCKOPUTENSAMKU MPOM3BOACTBA KOMMNAaHWUM
Elekta n annapatom Tomotherapy Hi-Art npousson-
CTBa KoMnaHuu Accuray, peanu3yioLyM BO3MOKHOCTY
cnupanbHoro obnyyenns. Pabota ¢ 3TUM BbICOKOTEXHO-
nornyHbiM 0bopynoBaHWEM BXOLMT B cdhepy AesiTenb-
HOCTW MefcecTep, paboTalowmx B otaeneHum J1T.

ObecneuyeHne KayecTBa NeyeHUsa Npu NPOBENEHNUM
kypca J1T TpebyeT cobniofeHna CTPOrown 3TamHOCTH,
roe 3a4acTyio BefyLlast pofib OTBOAUTCS MERWLMHCKOWM
cecTpe. B yacTtHocTH, oHa mpoBoAWT MMMObMAM3aLmio
naumneHTa C NOMOLLbI0 (PUKCUPYIOLLMX YCTPOMCTB —
BaKyyMHOro MaTtpaca, TepMOMfacTUYeCcKoh Macku,
yyactByeT B nonyyeHun KT-usobpaskeHuit, Heobxo-
AVMbIX AN pacyeTa A03bl, NPOBOAWT NPEABapPUTESbHYIO
BM3yann3aumio U KOHTPOSb YKMaAKW, a Takxe ynpas-
NSieT NPOLEeCCOM HEMOCPEACTBEHHOIrO NOABEAEHNS [O3bl
MauMEeHTY Ha MeJMLMHCKOM JIMHENHOM yCKOpUTese.
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BaxHas ponb Mencectpbl B otaeneHun J1T —
MOArOTOBKA MNauMeHTa AEeTCKOro BoO3pacTa kK
npoBefeHuio neyeHus. Heobxogrvmo obecneunTtb NCuxo-
NIOFMYECcKMin HacTpou, nposectu beceny ¢ poauTe-
naMun 06 ocobeHHOCTAX yxofa 3a MauMeHTOM BO BpeMs
kKypca J1T, uto co3paeT bnaronpuaTHbIN (QOH AnS
HacTposi Ha Bopbby ¢ 3aboneBaHWeM u panbHelllee
BbI3[LOPOBIIEHME.

Pe3ynbTatbl M 0b6cyxaeHne. MegmumnHckas cecTpa
oTaeneHus JIT — 3To AMNIOMMPOBAHHbLIA Npodec-
CWMOHambHbIN COTPYLHUK, NMPOXOAALUMI PerynapHyo
npouenypy akkpeauTauun n paboTalolunii B TECHOM
B3aVWMOJENCTBUN C KOJJIEKTMBOM — BpavaMu-papu-
oTepaneBTaMMu, aHeCTe3MOoNIoraMun, MeauLMHCKUMM
dhusnkamu, nHxeHepamu. lpu HeMmocpeacTBEHHOM
yyacTum MefuuUMHCKUX cecTep B nepuop ¢ 2018 no
2022 rop nyueByto Tepanuio B HaweM LleHTpe nonyunnm
1543 naumeHTa, U3 HUX okono 27% nop aHecTe-
3nen. Ha nuHerHbix yckoputensx Elekta nposepneHo
23367 ceaHcoB 0bnyyeHusi, MpenBapuTenbHas BU3Y-
anusauma BbinofiHeHa 17203 pasa. Ha annapate
Tomotherapy 3a ykasaHHbI# nNepuon NpoBefeHO
2630 ceaHcos 0bnyyeHus.

BbiBoabl. PaboTa MeguUMHCKOM cecTpbl B OTAe-
NeHnn ny4yeBoW Tepanuu TpebyeT COOTBETCTBYIOLLEW
npocheccumoHanbHOM MOArOTOBKU WM UrpaeTt cylle-
CTBEHHYIO porib B 0BecneyeHnn KaueCTBEHHOMO NIeYeHus
M yxofa 3a nauueHTamu.



Pe3ynbTaThl NPOTUBOPELUAUBHON Tepanuu
mMepynnobnactoM no npotokony MEMMAT

A.E. Cbicoes, .M. Manywa, E.A. CanbHukoBa, W.I". Bunecosa, I".B. TepelueHko, A.U. KapauyHckuin

®OIBY «HaumoHarbHbIi MEAULMHCKUIA UCCIIEN0BATENbCKUM LeHTp [ETCKOV remMaTosiormm, OHKOSI0rm 1 UMMYHOJI0r N UM. ﬂMMTpMﬂ Porauyesa»

MuH3gapaBa Poccun, MockBa

AKTyanbHocTb. Hv3kne nokasatenu BbIKMBAEMOCTU
feTeit ¢ peunansoM Meaynnobnactomsl (MB) aukTyioT
HeobxooMMOCTb NoucKka TepaneBTUUYECKUX CTpaTerun,
SBMNALWMXCS anbTepHATUBHbIMW LEACTBYIOLLMM CTaH-
[naptaM feyeHus. YuuTbiBas COXPaHAOLLMIACA PUCK
MeTacTaTUYeCKOM ANCCEMMUHALIMM, AN NOTEHLMPOBAHUA
OTBETa M YNy4LLleHUs BbiXMBaeMocTn Bes3 nmporpeccum
(BINB) MoxeT BbITb pacCMOTPEeHa METPOHOMHas 1 Mosie-
KYNSpHO-HanpaBfieHHaa aHTWaHrMoreHHas Tepanus
ANA OeTeil ¢ peunauMBupyloLleit/nporpeccupyioLlei
MB MEMMAT (Medulloblastoma European Multitarget
Metronomic Anti-Angiogenic Trial). B HacTosiLLee Bpemst
npopomkaeTca 2 hasa omumanbHOro MccnefoBaHus
(MEMMAT; ClinicalTrials.gov MpeHnTtndpukatop: NCT
01356290).

Uenb. AHanna addEeKTUBHOCTN U NEPEHOCUMOCTH
Tepanun MEMMAT y peteln ¢ peunavsom Mb.

Matepuansl u MeTopabl. B nuccnenyemyio rpynny
6o BrMoueHbl 14 nmauueHToB ¢ peuunpmBom Mb
(nepeble 12, MHOKeCTBeHHble 2). Bo3pacT Ha MOMEHT
yCTaHOBMlEHUs peuuavBa: MeamaHa 9,5, ananasoH
4,2 -17,1 ropa. 13/14 okasanucb MeTacTaTUYECKUMM 1
CMeLLaHHbIMY peuvansamMu. [eHeTuyeckan rpynna beina
nssecTHa Bo Bcex criydasx (WNT 1, SHH 2, group 3 5,
group 4 6). NMepuop nposefeHua Tepanun MEMMAT c
09/2018 no 04/2023. Nleyenne MEMMAT 8 HMUL, I ON
uM. IMnTpusa PoraveBa 3 naumeHTaMm, B PErMOHaNbHbIX
KnuHuKax - 11. KatamHecTnyeckoe HabniopgeHune, aHanms
MEAMLIMHCKON JOKYMEHTaLMW 1 TenemMeamuUMHCKuX obpa-
LLeHui, pedpepeHc KOoHTporbHbiX MPT nossonunu agek-
BaTHO cobpaTb HeobxoauMyio MHOpPMaLMIo O CocTaBe,
ONNTENbHOCTH, 3D EKTUBHOCTU U MEPEHOCUMOCTM

Tepanuu. lNpopomkutenbHocTb Tepanum MEMMAT:
MedmaHa 12 mec, gmanasoH 3 — 23 mec.

PesynbTaTbl M 06cyxpaeHue. YacTtota oteeta (%)
cnycTa 3 Mec u Bbonee ot Hayana MEMMAT cocTasuna
78,6% (MO n =5, coxpaHenne MO n=1, 40 n= 2, Cb
n=3, M6 n=3), yTo CBMAETENbCTBYET O KIUHUYECKO
aKTMBHOCTM JAHHOI O peunMa B fleveHun peumansa Mb y
peten. Y 5 maumeHToB, HECMOTPS Ha BOCTUIHYTbIN OTBET,
BO BpeMsA unu nocne otMeHbl MEMMAT 6binv KoHCTa-
TUPOBaHbl BTOPble WK Mocnepyowme peunamsbl. K
04/2023 7/14 peteit suBbl (pemuccus 2, Cb 2, MB 3).
7 naumeHToB ckoHyanuce ot 1b. Bo Bcex cnyvasx otme-
yanacb remMaTofiormyeckas TOKCMYHOCTb 2-4 cTenexwu,
KoTopas TpeboBanma peaykuuu [03 MpenapaToB M
NepepbiBOB B JIEYEHUM OT HECKOJbKMX OHEW 00 2 Hef.
TOKCUKO-UHEKLMOHHbBIE OCMOKHEHUA C NepepbiBaMu
B neveHun 2—4 Hep Habnoganuce y 9 neten, Hewvpo-
TOKCMYHOCTb — y 1. beccMmMnToMHOE BHYTPUMO3roBoe
KPOBOW3MMSIHWE CTano MPUYMHOW MOSTHOMO MCKITIOYEHUS
BVZ B 1 cnyuae. [ipyromy pebeHky bbinm oTMeHeHbI Bce
npenapaTbl B cBA3U ¢ ancdyHkumen BILLU n MHorokpat-
HbIMU XMPYPruYeckuMmn pesusnsiMu. B BonblunHcTBe
cnyyaeB TokcuuHocTb MEMMAT okasanack ynpasns-
eMoM.

BoiBopbl. Tepanua MEMMAT asnsaetcs addek-
TUBHOW B feyeHun peuunamsoB Mb c ynyuyweHunem
bMB. TokcuuyHoCTb pexmMa ynpasnsema. Bonpoc
0 KpuTepuax u cpokax oTMeHbl MEMMAT ocTaeTcs
OTKPbITbIM. [1na Bonblielr LOCTOBEPHOCTM MOMy-
YEHHbIX HaMuW [aHHbIX TpebyeTcAa panbHenwun
Habop nauueHToB U 6onee LNUTENbHbIN Mepuof
HabnopeHus.
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PapuoreHoMuka nepucepuyeckux HeMporeHHbIX

onyxoJsien y neteu

I".B. Tepeluenko, B.A. Jlonatuna, A.E. dpy#n

®IBY «HaumoHanbHbIi MEAVLMHCKMI NCCIIEeA0BaTeNIbCKUK LIEeHTP AETCKOM remMaTosiorny, OHKOIOrumM u uMMyHosiorum uM. [imutpus PorayeBa»

Mun3zapasa Poccun, Mocksa

AktyanbHocTb. [lnddhepeHumanbHas auarHocTuka
[06POKAYEeCTBEHHBIX M 37TOKAYEeCTBEHHbIX TMCTOMNOMN-
YeCKMX BapWMaHTOB HEWpPOreHHbIX OMyxofien y aeTen,
OCHOBaHHasl Ha OMpefeneHnm n3MepsemMoro Koaddu-
unenta oudpdpyaun (MKO) no maHHBIM MarHUTHO-pPe3o-
HaHcHoW ToMorpadbum (MPT), wmpoko mcnonbayertcs B
COBPEMEHHOW MefuumHe. [prMeHeHne MeToLoB KOnu-
YeCTBEHHOWM OLEHKM paHHbix MPT ons onpepeneHus
HamMuua unu oTcyTcTBUA aMnnudmkaumm rena MYCN
¥ BPYIrUX MPOrHOCTUYECKU 3HAUMMbIX MOSEKYNAPHO-Te-
HETWYECKNX MapKePOB NMO3BOSIUT HEMHBA3MBHO OTNNYATH
dhopMbl HepobnacToM ¢ pasnuuHbIM Bruonornyeckum
MOBEAEeHNEM, YCKOPUT M YyNpPOCTUT anroputM Bbibopa
PUCK-aflanTUBHOW Tepanuv.

Llenb. OueHKka BO3MOXHOCTU KonnuecTBeHHon MPT
OMarHoCTUKK B onpeaeneHnn oopM HelpobrnacTomsl ¢
HebNaronpuATHLIMU FEHETUYECKMMUN XapaKTepPUCTUKaMM.

Matepuanbl n Metoabl. B uccnenosanune sowwm
110 naumeHTOoB BO3pacTa oT 1 Mec. no 15 nert ¢
MOATBEPKAEHHbIM MArHO30M U3 FPYNMbl HEMPOTreHHbIX
nepudpepryeckmx onyxonen. 22 naumeHTa ¢ raHrm-
oHeitpoMoit (TH) n raHrnmoHeipo6nactomoi (MHB),
88 nauneHToB ¢ HelipobnacToMow, 13 HUX 16 naumeHToB
¢ amnnundunkaumen reHa MYCN, BbISIBNEHHOW N0 AaHHbIM

BoMpoch! FeMaTonorin/oHKOOr A 11 MMMYHONATONON M B NeauaTpum
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untoreHetuueckoro (FISH) n/unu MonekynspHo-rexe-
Tuueckoro (MLPA) uccnenosaHuid. Y Bcex nauMeHTOB
Bbinn nposepeHsl MPT nccnenosaHust € BbIMOSTHEHMEM
oMb dpyanoHHo-B3BeLleHHbIx (DWI) nocnenosartesnibHo-
CTen, paccunTaHbl U npoaHanuavposaHbl UK.

Pesynbtatbl. CpegHee 3HauyeHne VKL raHrnmoHein-
pombl 1,61x3x10-3MM2/cM, raHrnnoHenpobnacToMmsl
1,41 x 3 x 10-3 Mm?/cM, HeltpobnacToMbl be3 amnnndom-
Kauum MYCN 0,92 x 3 x 10-3 Mm?/cM, HeltpobnacToMbl ¢
amnnudpukaumeit MYCN - 0,67 x 10-3 mm?/cm. Mnowaab
nog ROC kpwusoi npu paspenexun auddepeHumpo-
BaHHbIX HerporeHHbix onyxonei (TH u THB) u Heitpo-
BracToMbl Ha ocHoBaHuK pasnuuunii B K[ coctaBuna
0,91, npu cpaBHeHun MYCN* u MYCN- HelipobnacTom -
0,84. MNpw aHann3e gaHHbIX ObINK MOMyYEeHbI MOKa3aTenu
90% uyBcTBUTENBHOCTU U 75% cneuncmyHoCTM Ans
MeToda KonunyecTBeHHo MPT B onddpepeHumnansHon
omarHoctuke MYCN* u MYCN HelnbpobnacTom.

BbiBoabl. HeuHBasunHasa konmmyecTseHHas MPT
oueHka VK] nepudrepnyecknx HeporeHHbIX Onyxonen
No3BONSEeT HallexHo AMddepeHUMpoBaTb OMyXonu
BoraTble WBaHHOBCKOM cTpoMoit (TH, THEB) oT Heltpob-
NacToM, a TaKKe 0TIMYaTb BapuaHTbl ONyXosew C Hanm-
yneM 1 oTcyTCTBMEM amnnudmnkaumm reHa MYCN.



OTKnoHeHUsa B PYHKLUUOHMPOBAHUU CUCTEMDI

reMocCTtasa y naumMeHToB

c cuHapoMoM LliBaxmaHa—[lanmoHpa

W.1M. Tecakos?, E.A. [leopauesa?, E.B. I0wkoea?!, A.A. UrHatoea?, 10.-[1.[l. KopobkuHa?, E.A. CepéruHal,
A.B. MNonetaes!, E.M. Konbuoga?, A.10. LLlepbuHa?, A.H. CeeluHnKoBa!

1OIbY «HaumoHasbHbIi MEANUMHCKWI MCCIEeN0BATENIbCKMI LIEHTP AETCKOM reMaTosiorum, OHKOIOrMmu U UMMyHosorum uM. [imutpus PorayeBa»

Munsapasa Poccum, Mocksa

2lleHTp TeopeTuueckux npobrem chuanko-xummyeckori chapmakonorum PAH, Mocka

Uenb. Cunagpom LlsBaxmana—[anmonga (CLUO) —
peLKoe HacneacTBEHHOE MynbTUCUCTEMHOe 3abone-
BaHune. TpombouuToneHus Habnwopaetca y 24-88%
naumentos ¢ CLLM. Yalie BCero oHa HOCUT MErkuiA nnm
YMEPEHHBIN XapakTep, OQHaKo UMetTCst coobLueHus o
neTanbHbIX Mcxopax y nauventoB ¢ CLUJ Bcnepcteue
KpOoBOTeYeHu Ha hoHe rrnybokoi TpoMboumnToneHnm.
Ha cerogHsLLHWIA IeHb MEXaHU3MbI, feKallme B OCHOBE
naTonorum cMcTeMbl reMocTasa y naumeHtos ¢ CLU, He
N3yYeHbl.

MaTtepuanbl u metopbl. B uccneposanme 6binu
BKITIOUEHbI MaLMeHTbl geTckoro Bospacta (ot 0 go 18
net) ¢ CLUA, koTopbie obpatunucs 8 HMUL OIOU
uM. [IMutpua Porauesa 3a 2022 rof. Takxke B uccne-
[0BaHKe Bbinu BKIOYeHbl 3n0oposble aetv (ot 0 oo 18
neT) B KayecTBe rpynmbl cpaBHeHWs. [ oLeHKK Bbipa-
YKEHHOCTU remMopparnyeckoro CMHAPOMaA Y NauMeHTOB
MCMOMb30BaMCh CTaHOAPTHbIE LUKasbl OLEHKU KPOBO-
TounsocTu Pediatric Bleeding Questionnaire (PBQ)
International Society on Thrombosis and Hemostasis
Bleeding Assessment Tool (ISTH BAT). MauneHTam 6bin
NpoBefeH NOLCYET reMorpaMMmbl, a Take psf TeCTOB
CMUCTEMbl TeMocTasa: CBETOMNPONyCKHas arperome-
Tpusi ana 6oraTtoi TpoMbouMTaMK MnasMbl, MPOTOYHAS
LUMTOMETPUSA C aKTMBaumeit TpoMBoumToB (TecT dpyHK-
LIMOHaNbHON aKTUBHOCTU TPOMOOLIMTOB M TECT BHYTpU-
KIIETOYHO KanbLMeBON curHanusaumun). Kpome Toro,
Bbinn BbINONHEHbI MMMYHOMDTYOPECLEHTHAs MUKPO-
CKOMusi TPOMBOLMTOB NepuchepuyecKomn KpoBK U OLLEHKa
TpoMboobpasoBaHMsA ex Vivo B MIOCKOMNapanienbHbIX
MPOTOYHbIX KaMepax. [1nsi OLEHKN COCTOAHUA CUCTEMBI
NnasMeHHOro reMocTasa Ucnonb3oBasncs TecT TpoMbo-
OVMHAMUKM.

PesynbtaTbl. Y mauunentoB ¢ CLU[M npeumylie-
CTBEHHO Habrniopanuchb nerkue Unu yMepeHHble nposiB-

NeHUs reMopparnMyeckoro CMHapoMa (MeanaHa cyMMbl
6annos no wkanam PBQ/ISTH BAT — 1,5 (IQR 0;2) 6anna)
W ymepeHHas TpoMbouuToneHus (MeamaHa KOHLEH-
Tpauun TpomboumntoB — 126 (IQR 125;173) Tbic/MKA).
Bbinn BbIsSiBNEHbI cnepyioLime yHKUMOHasbHbIe n3Me-
HEHWst TPOMBOLIMTOB: CHUXEHHbIE MOBUIM3aLUWs KanbLms
n cBsizbiBaHWe doubpuHoreHa TpomboumTamu B OTBET
Ha cnabyto ctumynaumio AP 1 CUNbHYI0 CTUMYNALMIO
PAR1-AP; CHUsKeHHble CekpeLns COOEPXKMMOro NIOTHbIX
rpaHys, akTvBaums rivkonpotenHa lib/llla v wapanHr
rIvkonpoTenHa |b B OTBET Ha CUNbHYIO CTUMYMALMIO;
CHUKEHHas arperauus B oTBeT Ha cTumynsaumio PAR1-AP
n appeHanuHoM. C noMoLubio dflyopeCLEHTHON MUKPO-
CKOMUM Ma3KoB Nepndiepuyeckoi KpoBm Bbifin BbISIBIEHbI
HapyLLEeHHOe pacnpefesieHne N CHUKEHHasA 3KCnpeccus
B1-TybynuHa, a-akTuHMHA u dounammHa. CnocobHocTb
TpomboumToB 06pa30BbIBaTh TPOMBbI €X VIVO NPU HU3KOWM
CKOPOCTU caBura Bbina 3aMeTHO CHUKEHa, Npu 3TOM B
TecTe TpoMboayHaMMKK y BCEX MaLMeHTOB Habnlopanuch
NPY3HaKK rMnepKoarynsaumm.

BeiBoabl. B xone nccnepnosaHna onvcarbl 1 npoa-
HanM3npoBaHbl KNnHWYecKne n nabopaTopHble ocobeH-
HocTu naumeHnToB ¢ CLUJ. KnoyeBoe BHUMaHMe Bbino
yOENeHo remMopparmyeckomy cpeHoTuny, Mopdponoru-
YECKUM 1 dOYHKLMOHANbHBIM XapaKTEPUCTUKAM TPOM-
BoUMTOB, a TakKe COCTOSIHWMIO CUCTEMbI CBEPTbIBAHUA
y 9TWX NaLMEeHTOB, PaHee He ONWCaHHbIM B MUPOBOWA
nutepaTtype. HecMoTps Ha TO, YTO MOSTyYEHHbIE Pe3yrb-
TaTbl TPeDyIOT BanmaaLmm Ha KOropTax naumeHToB 6011b-
Lwero pa3mepa, B byayLlemM OHM MOTYT BbiTb LEHHbIMM
KaK C TOYKM 3PEeHUA NMOHMMaHWA NaToreHeTUYeCKUx
MexaHun3moB CLL[, Tak u € TOUKM 3peHUs BO3SMONKHOMO
NPOrHO3MPOBaHUA PUCKOB KPOBOTEUEHWI Y 3TUX Naum-
eHToB. PaboTa BbinonHeHa npu hnHaHCOBOM NOAAEPKKE
BrnarotBopuTensHoro choHaa «Hayka — getam».
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BbicokopnosHas xuMuotepanusa u ayto-TICK
npu pedpakTepHbIX FEPMUHOMEHHbIX OMYXONAX

Y NOAPOCTKOB

M.A. Tonopkos

®IBY «HaumoHanbHbIi MEAVMLMHCKMI MCCIIEeR0BATEeNIbCKUI LIEHTP AETCKOWM reMaTosiorny, OHKOIOrm n uMMyHosorum uM. [immtpus PorayeBa»

Mun3zppasa Poccun, Mocksa

Llenb. lpencraBneHne 0CHOBHbIX MOAXOA0B Tepanum
BTOPOW NIMHWMU: CTaHJApTHOU xuMuoTepanuu (MXT) u
BbICOKOL03HOM xuMuoTepanuu (BAMXT) ¢ nocnenytoLueit
ayTONMOrMYHON TPaHCMMaHTaunen reMonoaTUYeCcKnX
CTBOMOBbLIX KNeTok (ayTo-TICK), npu pedopakTepHbix/
PEeLMaMBHbIX pOpMax repMUHOreHHbIx onyxonei (FKO)
MyTeM aHanMsa MUPOBOM NUTepaTypbl; CTaTUCTUYECKas
OLEeHKa rpynnbl MaUMeHToB, NPOLUefLNX NleYyeHne B
HMWL OFOWN wM. Omutpua Porayesa no cxeme TI-CE —
2 MobunmaaumoHHbIx Kypca MXT naknuTakcen/udoc-
damun n 3 Kypca BIAMNXT kapbonnatuH/aTonosma c
nocnegytoulen ayto-TI CK.

Matepuanbl u MeTopbl. [poBeneH aHanus nybnu-
Kauwui, NoCBsILLEeHHbIX NpobrneMe «Tepanuu cnaceHuns»
y 6onbHbIX pedypakTepHbIMU/peLnanBHbIMU hopMaMu
KO, a Take peTpOCMeKTUBHbIA aHanu3 rpynnbl U3
18 mauueHTOB NOAPOCTKOBOr0O Bo3pacTa C pedpak-
TepHbiMU/peunamBHbiMu chopmamu KO, npoluepiumx
neyenne no cxeme xummotepanuu TI-CE c oueHkom
BO3PaCTHO-MOSOBOM CTPYKTYpPbI, TMCTONOMMYECKMX Bapu-
aHTOB, NPOrHOCTUYECKMX NMoKasaTenen — obLe BbIxu-
BaeMoCTu U obLieit 6eccobbITUNHON BbIKMBAEMOCTH,
MEePEHOCHMOCTM BbICOKOAO3HOM XMMMOTEPanuu, a Takxe
X CPaBHEHWE C MMPOBbLIMM AAHHBIMK.

06cyxpenue. MauneHTbl ¢ peunansomM/pedopak-
TepHbIM TeuenneM KO mMmeloT B Lenom Hebnaronpu-
ATHbIA NPOrHO3 — 5-NeTHAA 06LLas BbIXKMBAEMOCTb He
npesbilaeT 52%. OnTUManbHON 0bLLENPUHATON TaKTUKK
BeeHUs Taknx BomnbHbIX HET. B HacTosLLee BpeMs CyLue-
CTBYET ABa OCHOBHbIX MOAXOAA Tepanuu JaHHOW KOropThl
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MauMeHTOB: pasfiMyHble MIaTUHOCOAEPIKALLME PEKUMBI
MXT v BONXT ¢ nocnepyiowen ayto-TI CK. Ha ocHoBaHum
PaHOOMM3NPOBAHHbIX UCCMeLOBaHWI B psfe Cryyaes
Bbino nokasaHo 3Hauumoe npeumyectso BAMNXT Hap
CTaHpapTHbIMU pexuMamm [MXT, ogHaKo OKOHYaTeNbHOM
TOYKM B 3TOM BOMPOCE NPOCTaBfieHo He bbino. B 2015 r.
Bbina 3anyuleHa asa lll MesknyHapoaHOr0 MHOMOLEH-
TPOBOrO PaHLOMU3MPOBAHHOMO KITMHUYECKOrO MCCIEeR0-
BaHus (TIGER), Lenbio KOTOPOro ABMAETCH CPaBHEHWe
NPUMEHEHNA TPaAWLMOHHOW Tepanuu BTOPON NUHUK
no cxeMme TIP (naknutakcen/wchocdammua/umcnnatii)
¢ BOMX no cxeme TI-CE ¢ ayto-TICK y B3pocnbix
BOMbHbIX KapUMHOMOW ANYKa. YUnuTbiBas OaHHble O
CXOMMUX ANUOEMUOMOMMYECKMX U KITMHUYECKUX XapaKTe-
pUCTUKax 311okavecTBeHHbIX KO B KoropTe NogpocTKoB
M MONOMbIX B3POCMbIX CO B3POCMOW Monynaumen, npea-
CTaBIIEHHbIN PEXMM Tepanuu LenecoobpasHo 3KcTpa-
MosMpoBaTb Ha MOAPOCTKOB. bbina npoaHanusnpoBaHa
rpynna w3 18 peteit B BospacTe oT 13 po 16 net (c
MeauaHoit 15,3 rona), 14 n3 koTopbix Bbln AEBOUKM, 4 —
Manbumkin. 0BLwasn BbixkMBaeMocTb cocTasuna 61,11%
npu MenuaHe Habnioperus 23,9 mec. MeanaHa becco-
BLITUAHONM BbIXMBaEeMOCTHN cocTaBuna 8 mec.

BoiBopabl. [lpencrtaBrnieHHbii HeboMbLWIOKW ONbIT
3KCTpanonsuumn B3pocnoro peskuma nedenusa TI-CE
Ha [laHHylo HebrnaronpuATHYI0O NOAPOCTKOBYIO Tpynny
NPOLEMOHCTPUPOBan CBOIO 3PPEKTUBHOCTb, COMOCTa-
BMMYIO C MUPOBbIMU JaHHbIMK, OfHaKO TpebyloT pasnb-
HEeMLIero aHanun3a u u3yyeHus BBUAY KOPOTKOro Nepunopa
HabnogeHVs u Manon BblBOpKK.



[lpuMeHeHMe LeHTpaNbHOro BeHO3HOro KateTepa
NPU JIeYeHUN OHKOJTOrMYECKUX NaLMeHToB

A.T. Typpanvesa

AO «HayyHbi¥i LeHTp neamaTpum v BeTCKoi xupyprm>, Anmartsl, KazaxctaH

AKTyanbHoCTb. LleHTpanbHble BeHO3Hble KaTe-
Tepbl (LUBK) wupoko ucnonbayioTca B MeguumHe Ans
3abopa KpoBwW, [OCTaBKM NEKAPCTBEHHbIX NMpenapaTos
HemoCcpeAcTBEHHO B KPOBOTOK, YTO Mo3BonseT usbe-
)aTb MHOMOYMCIIEHHbBIX NMPOKasbIBaHWA BeH, TPaBMUPO-
BaHWA COCYLOB, a, C/lefloBaTebHO, BOCMANMUTENbHbIX
npoueccos 1 TpoMboobpasoBaHus, YTO 0COBEHHO BasKHO
01 OHKOreMaTonorn4yeCKMX NaLUMeHTOB C NMOHUKEHHBIM
MMMYHHBIM CTaTyCOM.

Uenb. AHann3 3 PeKTUBHOCTU MPUMEHEHMUS
LleHTpasibHbIX BEHO3HbIX KAaTETEPOB Yy AETeW C OHKOre-
MaTOoMOrMyeckomn natonornen, ocobeHHoCcTH yxopa 3a
KaTeTepaMmn y OHKOSOMMYECKMX MaLMeHTOB.

MaTtepuanbl u MeTtopbl. [IpoBeneH petpocnek-
TUBHbIA aHanM3 MPUMEHEHWS LiEHTParnbHbIX BEHO3HbIX
KaTeTepoB Yy OOMbHbIX, HAXOAMBLUMXCA B OTAENEHUAX
OHKOremaTtosiornm B HayyHoM LEeHTpe neavaTpuu u
netckou xupyprum ¢ 1 aueapsa 2022 roga no 1 aAHBaps
2023 ropa. Kputepusimm BKIIOYEHUA B uccnepy-
eMyI0 Fpynny SBMANCbL. BO3PacT NaUWMEHTOB, ANnTesNb-
HOCTb rocCnUTanu3auuu, Hanmuyme OCITOKHEHUN
KaTeTepu3auumn LeHTpasibHOM BeHbl, YacToTa BblsiB-
neHwnh Bo3byauTenen KaTteTep-acCOLMUPOBAHHOWM
MHAOEKLIMMN.

PesynbTatbl uccnepoBaHus. LleHTpanbHbIn BEHO-
3HbIN KaTeTep B HayyHOM LieHTpe neguaTpum 1 LETCKOM
xupyprum (HUMOX) ycTaHaBnuBaeTcs nauueHTam
OHKOreMaTosIornyeckoro npochunsa ana obecneyeHus
OJIMTENbHOMO LEHTPanbHOro BEHO3HOro [oCTyna: Ans
Bonee BbICTPOro BBEAEHWUA MH(PY3MOHHbBIX PacTBOPOB,
NeKapCTBEHHbIX CPeACTB, NapeHTepasibHoro nNuTaHus,
3abopa KpoOBW, a TakKe WMHBA3MBHOIO W3MEPEeHus
LLleHTPanbHOr0 BEHO3HOr0 AaBreHus. [JaHHoe BMelua-
TeNbCTBO WUCMOMb3yeTcs AnA obneryeHns neyebHbix
MPOLLeCCOB, CHUMKEHUSI 3MOLIMOHANbHON Harpysku y
NaLneHTOB.

YcTaHOBKa KaTeTepa OCYLLEeCTBNSAETCH B Chneumn-
anbHO 0bOpynOBaHHOM ManoM OnepauvMoHHOM 3arne,
COMPOBOXKAAETCA CTEPUITbHBIMU YCIOBUAMU U afeK-
BaTHbIM 0be3bonmBaHneM naumeHta. B 2022 r. nauu-
EHTaM OTAENEHNN OHKOreMaTonornyeckoro npodouns
Bcero 6b110 yctaHoBneHo 1708 LeHTpanbHbIX BEHO3HbIX
KaTeTepos, uTo Ha 11,7% (228) MeHblue B CpaBHEHUM
€ 2021 r. (1936 KaTeTepa). YMeHbLLEHME KOfIMYecTBa
KaTeTepn3auui LeHTParbHbIX BEH CBSI3aHO C TEM, YTO B
2022 ropy oTMeyaeTCcs YyMeHbLUEeHWe KOnMYyecTBa TpaHc-

dy3nn KOMMNOHEHTOB M npenapaToB KpoBu Ha 38,2%
(1119 TpaHcdoyanu), uem B 2021 roay. Obuiee Konmye-
CTBO fmeTert, noctynmewux B 2022 r. (3772) bonblue Ha
5,2% (187), uem 2021 r. (3585).

B pacnpepmeneHun no BO3PaCTHOW CTPYKTYype,
Hamborbllee YMCNO KaTeTepusaLmii NpoBeneHo AeTsM
4-10 net — 575 (34,8%) u 1-3 ropa -436 (27,7%),
11-15 net -372 (19,2%), ctapwe 15 net — 196 (11,6%).
[letam B Bo3pacTe 00 1 ropa yctaHosneHo 129 (6,7%)
LBK.

CpeLHsisi BnUTENbHOCTb NpebbiBaHUS NaUMEHTOB
B OTAENIeHUsAX OHKoremaTonorun 18,6 gHA, B oTAe-
NEHWMN TpaHCNNaHTaLMM reMono3TUYECKUX CTBOJIOBbIX
kneTtok — 37,5 gHs.

3a aHanu3upyeMbiil NEpUoS, NpU UCMONb30BaHNUM
LleHTpanbHOro BEHO3HOrO KaTeTepa OTMeYeHb! criedy-
IOLLIME OCIIOMKHEHUS:

* KpOBOTEYEHMe, Bbl3BAHHOE MOCTAHOBKON KaTe-
Tepa, Kak NpaBusio, He 3HaUMTeNbHOE, He MPOAOIIKM-
TenbHoe 1 caMokynupytoLleecs — 44 (2,3%);

 Bonb B MecTe Bxofa katetepa — 27 (1,4%);

 passuTMe nHesmoTopakca — 1(0,05%), remoTo-
pakca — 2 (0,1%), nyHkumsa aptepum — 27 (1,4%);

BbisiBNEeH psii (hakTopOB, YBESIMUMBAIOLLMX PUCK
PasBUTUA OCIOMXHEHWI: NNOXON AOCTYN K BeHaM,
TpoMb03 BEH, NULLHWIA BeC, Hanuune uHdekumm, obuias
HEeLoCTaTOYHas LMPKYNALMUS KPOBU, HAapyLUeHUs CBep-
TbIBAaEMOCTM.

CobniogeHne r’mMrmeHNYecKmX 1 KIMHUYECKMUX PEKo-
MEeHAaUuUi Npu yxone 3a LEeHTPasnbHbIM BEHO3HbIM KaTe-
TepOM SABMAETCH OCHOBHLIM CNOCOBOM NpeaynpeskaeHns
MHMLMPOBAHUA U CHUKEHUS KaTeTep-acCoLUUpo-
BaHHbIX MHADEKLIMN.

MoBTOpHas CMeHa KaTETepOB 3aperecTpuMpoBaHa B
13% (252) oT BCEX YCTaHOBIIEHHbIX KAaTETETPOB. BbisB-
neHbl crepylowmne NpUYMHbL 3aMeHbl: LUMTeNbHOCTb
byHKUMOHMpoBaHua — 41,6% (105), aucdyHKuus
camoro Katetepa — 35,1% (89), ynanexue naumneHTom
Mo HeoCTopoHOCTU — 15% (37) crnyuaes, KaTeTepHas
nHdperuma — 8,3% (21).

B pesynbTaTe npoBefeHHOr0 aHanu3a BblAeSeHb!
Havbonee yacTble CUMNTOMbI KaTETEPHON MHADEKLMK
3adhukeupoBaHbl y 21 pebeHka:

- Bonb, runepemusa, oToensemMoe U AnCKomdopT
B 006/1acCTu KaTeTepM3MPOBAHHON BEHbI, HapyLUeHune
MpOXoaMMOCTM KaTeTepa, 03HOD U runepTepMus yepes

Pediatric Hematology/Oncology and Immunopathology
2023 | Vol. 22 | Ne 2 suppl 1 | 82-83



20-60 MnH nocne BBeAeHusa B KaTeTep npenapata — 9
(43%);

- MoBbILLEHNE TeMMnepaTypbl 6e3 onpepeneHHoro
KNWHWUYecKu ovara — 8 (38%);

- MOoBbIWEHWE TeMnepaTypbl Mocfie Bbixofa M3
COCTOsAHUA arpaHynoumtosa — 4 (19%).

Hanbonee uyacTble BO3byauTenn uHdekuunn -
Staphylococcus epidermidis, Staphylococcus aureus,
Candida albicans.

MpaBunbHbIN yXOL 3a LEHTpasnbHbiM BEHO3HbIM
KaTETepOM OUEHb BAsKEH L5t NPEeAOTBPALLEHUS THOMHBIX
nHdpekuuii. B LleHTpe paspaboTtaH anropuTtm no yxopy
3a LIBK:

* OOWH pa3 B Tpu AHA Heobxoanmo obpabaTbiBaThb
OTBEpPCTWE BBEOEHWUA KaTeTepa U MeHATb MOBA3KY, C
06s3aTenbHbIM YKa3aHWeM faTbl NPOBENEHNSI NEPEBA3KY;

* MEeCTO COeMHEHUs CUCTEMbI C KATETEPOM HYKHO
0bepHyTb CTEpUNbHOW candeTkom;

* nocrne BBEOEHWS pacTBoOpa CTEPUIIbHBIM MaTepu-
anom obepHyTb cBOBOAHBIV KOHEL, KaTeTepa;

» 6e3 HeobxoaMMOCTM CTapaTbCs He NpUKkacaTbCs K
cucTeme ons nHAysum;

* ©KeJHEBHO MEeHATb MHDY3NOHHbIE CUCTEMbI

¢ CTpOro 3anpeLleHo nepernbaTb KaTeTep.

BeiBopbl. CerogHs 6e3 LeHTpanbHbIX BEHO3HbIX
KaTeTepoB HEBO3MOKHO MPEACTaBUTb BefeHue nauu-
EHTOB CO MHOTUMM TSKESbIMU, B TOM YMCIIe OHKOSOornye-
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CKUMW, 3aboneBaHnsaMU. TEXHONMOrMYECKNE [OCTUKEHWS
B KOHCTPYKLMW YCTPOWCTB BEHO3HOrO [OCTYMa 3Haun-
TeSIbHO MOBBICKIIM YaCTOTY YCMeLUHbIX NocTaHOBOK LIBK
M CHU3WNW KONMYECTBO OCIMOXHEHWH. Mbl paccMoTpenu
Hanbornee 4acTo BCTPeYaloLLMeCs U HEKOTOpble pefkune
OCIOMHEHWS, KOTOPbIE BO3HUKAIOT BO BPEMS MOCTAHOBKM
nnn npwv akcnnyaTtaumm LIBK 1 MeToabl npodmnaktukm
BO3HWKHOBEHUS OCIIOKHEHWUN.

Ha ocHOBaHMM BbILLEU3MOKEHHOTO PEKOMEHOY-
etca LUBK ocMaTpuBaTh He peske OQHOrO pasa B CYTKM
Ha HanuuMe MOKPacHEeHwWs, aKccyaaTa, bonesHeHHoCTH,
OTEYHOCTM W HapYLLUEHUS LeNOCTHOCTM LUBOB, MPOMbI-
BaHWe KaTeTepa NPOV3BOAMTCS ABA Pa3a B CTYKU — YTPOM
M BEYEpOM, a TaKKe MOCSIe Ka)Aoro BBEAEHWS fekap-
CTBEHHOMO CpefcTBa B KaTeTep.

CobniofeHne caHUTapHbIX HOPM MO yxomy 3a
LleHTparbHbIM BEHO3HbIM KaTETEPOM — Ba)kHas 4yacTb
paboTbl MeAMLMHCKOW CecTpbl B OHKorematonorum. Ha
Hel MeXUT OTBETCTBEHHOCTb 3a BEHO3HbIA AOCTYM Y
nauveHTa. lMpaBunbHbIA YXOA 3@ LEHTpasnbHbIM BEHO-
3HbIM KaTeTepOM - OCHOBHOM d)akTop, npepynpe-
OAIOLLMIA Takue THKenNble OCMOKHEHUs Kak hnebur,
reMaTtoMa, BocnanutenbHas MHUNbTPaUUSA TKaHewn,
a B HEKOTOPbIX CNyYyasx MHAEKLMOHHO-TOKCUYECKUI
LLIOK, CeMncuc, YTo BAUSIET Ha TEYEeHUEe OCHOBHOIO
3aboneBaHus, KaueCcTBO KN3HWM, BbIXKMBAEMOCTb NaLy-
EHTOB CO 3/10KaYeCTBEHHbIMW 3ab0neBaHUAMMN.



BunatepanbHas cheoxpoMouuToMa

y neteu

L0.T. Yranuesa?, [I.I'. Axanagnse!, M.A. KypHukoBa?, U.C. Kneukas?, H.A. AHgpeesa!, C.P. Tanbinos?, H.I". YckoBa?,
.B. Teepros!, A.A. KpusoHocos?, J1.A fcbko?, H.A. Peibasnko?, B.B. LLykuH?, 10.H. MNukaps!, T.B. LLlamaHckas?,

H.C. M'paues!, [.10. KauaHos!

1OIbY «HaumoHarbHbIi MEAUUMHCKWIT MCCIIEeN0BATENIbCKUI LIEHTP AETCKUI reMaTosiorum, OHKOIOrMmu U UMMyHosoruy uM. [imutpus PorayeBa»

Munsapasa Poccun, Mocksa

2Poccuiickas neTckas KnmHndeckasi 6onbHuya @F60Y BO PHUMY um. H.U. MuporoBa MuHaapasa Poccun, Mocksa

AKTyanbHoCTb. [laparaHriMoMbl U )eoxpomMo-
untombl (MIr/®X) Asns0TCA peakuMm HEeMPOIHAOKPUH-
HbIMMX OMYXONAMM, Pa3BMBAIOLLMMUCA U3 XPOMMADUHHbIX
KIIeTOK MO3roBOr0O BeLLeCTBa HaANOYeYHNKOB, FaHIIeB
CUMMaTUYECKON UMM NapacuMnaTUYeCKON HEepPBHOM
cucTtembl. [okasaHo, uTo B ocHoBe pa3sutust 70-80%
cnyvaes MI/®X nesaT CUMHAPOMbI HACNELCTBEHHON
NPenpacrnofiosKEHHOCTU K OMyXOsifM, accouumnpo-
BaHHble ¢ MyTauuamu reHos SDHx, VHL, RET, NFI.
BunaTtepanbHoe nopaxeHne HagnoOYeYHWKOB BCTpeYa-
etcA B 24-38% cnyyaeB ®X y netel, npegpacnonaraio-
UMMM (DaKTOpaMU SBAAIOTCA CUHAPOM MHOMKECTBEHHbIX
SHAOKPWHHbBIX HEOoMma3uin 2 Tuna v CUHAPOM POH
vnnensa-IiuHpay. MNpu bunatepansHon ®X Ha doHe
cuHopoMma doH mnnens-IlnHpgay oTnaetcs npenno-
YTeHMe B BbIMOSIHEHNN OPraHOCOXPAHSIOLLIMX OnepaLui
BBMAY HW3KOro 3/10KAYEeCTBEHHOrO MOTeHuuana
HOBOODPa30BaHWIA.

Uenb. MN3yuntb KNMHMYECKME M MOSIEKYNSIPHO-Te-
HeTuyeckne ocobeHHOCTM NauMeHToB ¢ bunaTtepasnbHoON
¢heoxpoMoLMTOMON, MoMy4YaBLUNX fleyeHne Ha bBase
®rbY HMUL ArOU wm. Omutpusa Poravesa.

Matepuanbl u Metopbl. 3a nepuog 2012-2023 rr.
20 naumenTos ¢ MIr/®X nonyyanu neyenune (n = 17) unm
KOHCYMbTaTVBHYI0 nomolLs (n = 3) 8 ®I'BY HMUL, IFON
uM. [IMutpua Porayesa, cpeam KoTopbix bunatepasnbHoe
rnopaskeH1e HafanoyeyHMKoB oTMeueHo y 4 (20%) naum-
eHToB. [lnarHo3 Bo Bcex cnyyasx 6bin BepudunumpoBaH
ructonornyecku. Bcem naumeHTam npoBogmnock mMose-
KYNAPHO-TEHETUYECKOE MCCRefoBaHue AnA Moucka
repMUHarbHbIX MaTOreHHbIX BAapUaHTOB B reHax, OTBeT-
CTBeHHbIX 3a passutue ®OX, M B nabopatopmmn mMone-
KynspHon buonorun ®rey HMUL OMOWN um. OMutpus
Porauesa. Mcnonb3oBancs MeTo[ CeKBEHMPOBaHMWSA
HoBoro mnokoneHusi (NGS-navenb «CuHOpOMbI npefd-
PaCcMoJIOKEHHOCTH K OMyXofeBbiM 3abonesaHuamM»), no
MOKa3aHWsAM gpyrue MeToavku. MNof CMHXPOHHBIMK MOHM-
Marnu OMyxonu, pPa3BUBLLKECS B TeUeHUE 6-TU MECAYHOMO
MHTepBana.

PesynbTaTbl. MeanaHa Bo3pacta 4 nmaumeHToB C
BunaTepanbHbIM NOPaMKEHNEM HaAMOYEeYHVNKOB COCTa-
Buna 9,5 ropa (pasbpoc 4,5-14,6). Bce nauneHTbl Bbinn

nMuaMKn Myckoro nona. B Hawem HabriogeHun oTMe-
Yyanocb CUHXPOHHOE pa3BuTUe BunatepanbHon X
u NIy 1 naunenTa. B 100% cnyuaes (4/4) B nebioTte
3aboneBaHna oTMeYeHa apTepuarnbHasa rmnepTeHsus,
B CBA3M C YeM MaumeHTaM MpoBoAufachk npeponepa-
LMOHHaA NOAroToBKa anbda-agpeHobnokatopamu c
Liefbio AOCTUMKEHUSA KOHTPONSA apTepuarnbHOro JaBfeHus
B TeueHne 10-14 pgHen. MepnmaHa [03bl AOKCA303MHA
cocTauna 2 Mr (pasbpoc 2-4 Mr) B CyTKU, OMH NaUMEHT
Mosyy4arsn MHOrOKOMMOHEHTHYIO FTMMOTEH3MBHYIO TEpanmio,
BKIIOYas BriokaTopbl kanbLMeBbIX KaHanos u betal-a-
apeHobnokaTopbl. Y nocrnefgHero nauMeHTa aMarHocTu-
poBaHa BTOpPWUUHASA KapAMOMMONaTUs (AMnaTauMoHHbIN
(PEHOTHM) CO CHUMKEHMEM COKpPaTUTENBHOM CNocobHOCTH
MWOKapa, 3KCLEeHTpUYeckon runeptpocmn Mmnokapra
NeBoro xenynoyka. o pesynbratam BUOXMMUYECKOro
aHanM3a CYTOYHOW MOYM y BCEX MauMeHTOB OTMeva-
10Cb MoBbILLEeHNe HopMeTaHedpuHOB bonee 4 HopM. B
XO[e MONEKYNSPHO-TEHETUYECKOr0 aHann3a MeToLoM
Multiplex ligation-dependent probe amplification
(MLPA) y Bcex nauvenToB (4/4) BbifBNEH NaToreHHbIA
repMuHanbHbIM BapuaHT B reHe VHL B 3 3k3oHe. Y
2/4 (50%) naumeHTOB OTMEeYeHbl [IOKa3aHHble Crydyan
passuTua MI/OX B ceMbe. Xnpypruyeckoe nevyeHue B
o6beme RO/R1 peseKuun NpoBENeHO BO BCEX Cryyasx.
[ByM nauveHTaM npoBefeHa onepauus No MecTy
XuTenbcTea. B ofHOM cnyyae BbiNOMHEHa [BYCTO-
POHHAS afpeHanaKToMus, B NocneayoLemM y pebeHka
OTMEYeHO pasBuUTUEe JIOKaNbHOro peuunaunea, notpebo-
BaBLUEro XMpypruyeckoro rneveruns B ycrnosuax HMULL
OrOW. B ppyroM y naumeHTa ¢ CUHXPOHHbIMKM PX 1 M
npoBefeHa OQHOCTOPOHHAS afpeHanaKToMus, B Aanb-
HeviweM B ycnosusx HMULL IFOW nposonunock nanapo-
CKOMMYECKOe yaneHne naparaHrinoMbl 3abpIOLLMHHOIO
MPOCTPAHCTBA U PE3EKLUMA KOHTPraTepasibHoro Haamo-
yeuHuka. [1Ba MauMeHTa MHULMANbHO OMepMpOBaHbl B
HMWLL IFON B obbeMe ABYXCTOPOHHEW OpraHocoxpa-
HaloLwe onepaumn (n = 1) u appeHan3aKToMuK B cove-
TaHWK C peseKLumelt HaanoYeYHNKa Ha NPOTUBOMONOKHOW
ctopoHe (n = 1). TakuM 0Bpa3oM, opraHoCOXpaHsioLLas
onepauusi Ha OOHOM/ABYX HagnoyYeuHuKax Bbina npose-
feHa B 3/4 cnydaes. 3aMecTUTeNbHYIO Tepanuio r’opo-
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KOPTWM30HOM nony4yaeT 1/4 naumeHT, nopBepriuniics
bunatepanbHoi agpeHanakToMun. Mopdhonoruye-
CKasi CMCTeMa OLEHKM 3/10KaYeCTBEHHOCTU MO LuKane
GAPP ncnonb3oBanacb y BCeX MaLMEHTOB, OLEHMBA-
flacb OMyxosib C HaMbBonbLUMM KOnMYecTBOM Hannos: B
3/4 cnyvasx “Menu MecTo yMepeHHo-auddepeHum-
poBaHHble onyxonu (3-6 Bannos), B 1/4 — Bbicokoand-
dhepeHumpoBaHHble onyxonu (0-2 6anna). ¥ 1/4 (25%)
nauMeHTa 0TMEUYEHO pa3BUTME JIOKASIbHOro peuuansa
yepes 18,4 MecsALEB OT MOMeHTa NOCTaHOBKM AMarHo3a.
ObLan BbIKMBaAEMOCTb B JaHHOW KOropTe COCTaBWna
100% c MenmaHoW onutenbHOCTM HabmopeHust 8,1 mec
(pasbpoc 0,8 —50,2).
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BbiBopbl. bunatepansHbie ®X — oueHb pefkue HOBO-
obpasoBaHua peTckoro BospacTa, Tpebyowmne obsasa-
TENbHOr0 MEeLUKO-TeHETUYECKOr0 KOHCYNbTUPOBaHUS
0151 BbIABNIEHUS CUHAPOMOB MPeapacnonoKeHHOCTH
k onyxonu. LlenecoobpasHo MynbTMAMCLMAIMHAPHOE
obcyxkaeHne TaKTUKM XMPYPru4ecKoro neyvyeHus c
NMPefnoYTUTEsNbHbIM NPOBEAEHNEM OPraHOCOXpPaHs-
IOLLMX OMepaLmnii Ha HaAMmoOYeYHUKe C OAHOM WA ABYX
CTOPOH B LIEHTpax, CMeLnanusnpyioLLmnMxcs Ha LEeTCKOM
OHKOXMPYpPruun. Bce naumeHTbl ¢ NaToOreHHbIMU repMu-
HanbHbIMW BapuMaHTaMn B reHax, acCOLMUPOBAHHbIX
¢ MI/®X, TpebyioT NOMUIHEHHOr0 AMHAMUUYECKOro
HabnoaeHus.



Penkue KoarynonaTtuu y geteu

[.5. ®nopuHckmi, M.A. XKapkos, 0.B. AneinHukosa, I".A. HoBrnukosa

®OIBY «HaumoHarbHbIi MEAULMHCKUIA UCCIIEN0BATENbCKUM LeHTp L[ETCKWI reMaTosiorum, OHKOSI0rm 1 UMMYHOJI0r N UM. ﬂMMTpMﬂ Porauyesa»

MuH3gpaBa Poccun, MockBa

AxkTyanbHocTb. Pefkve Koarynonatum npencras-
nAT coboi reTeporeHHylo rpynny HacrneacTBEHHbIX
3aboneBaHuii, AN KOTOPbIX XapakKTepeH Konuye-
CTBEHHbIV U KAYECTBEHHDBIN 0echnuUmnT hakTopoB CBEP-
TbIBaHUS KPOBW.

LUenb. AHanus yacToTbl BCTPEYAEMOCTU U KITUHU-
YEeCKMUX NPOSABNEHUI pPefKUX KoarynonaTuii y peten,
a TakXe KoppenaumMn CTEMEHN THKECTU KIMHUYECKNX
MPOSIBNEHUI C aKTUBHOCTbIO AePMUMTHOro hakTopa.

Matepuanbl n Metoabl. Ha ocHoBaHuMK aHanusa
AaenepcoHnduumMpoBaHHoi Ba3bl gaHHbIX 13 obuiero
yncna BM3UTOB K BpayaM, CneuuannsnpyioLmMmMcs Ha
BonesHax ceepTbiBaloLLEeN cucTemsbl, ¢ Hosbpsa 2019 r.
no Hosbpb 2022 r. Bbina M3yyeHa yacToTa BCTpeyae-
MOCTW pemkux Koarynonatuin. OueHuBanu OCHOBHbIe
MOKanM3auMm KpOBOTEYEHMIN U CTeMNeHb Bblpa)eH-
HOCTW KITMHWUYECKMX MPOSIBIIEHWIA, UCMOMb3YS LUKany —
NeaMaTpUUYECKMit OMPOCHUK KPOBOTOUMBOCTH (aHr.
Pediatric Bleeding Questionnaire, PBQ). AHanus
KoppensumMn Mexny BenuuuHon PBQ n 3HaueHunem
aKTUBHOCTU flenUMTHOrO chakTopa MPOBOAMIM C NpUMe-
HeHneM KoadhumumeHTa Koppensuum Kenpganna, Tecta
MaHHa—YUTHU.

Pesynbtatel. 3a 2019-2022 rr. B8 ®I'bY HMWL
OrOn wm. [1. Porayesa MuHsgpasa Poccumn gnarHoctun-
poBaHo 114 mauveHTOB C pefkMMK KoarynonatusiMu,
Hanbonee pacnpocTpaHeHHbIM ABNSANCA Aeuuut
thakTopa VIl (34%), dmbpuHorera (32%), dpaxktopa Xl
(11%), peske - necpuumt chaktopa Xl (9%). OcTansHble
BuObl PK BcTpeyanuck KpaiiHe peako: fedmumt dhakTopa
V (4%), nedoumunt cpaktopa X (4%), KOMBUHMPOBAHHBIA
nedbuumnT BUTAMUH K—3aBncuMbIx dpaktopos (4%), a
TaKxe coveTaHHbl fedomumt chaktopa V+VIII (2%).

Koppensiumsi akTMBHOCTW AepuUMTHOrO dhakTopa M
BbIPaXXEHHOCTU FrEMOPParn4yecKoro CMHAPOMA, OLEHEH-
HOro MpY MOMOLLM CTaHLApPTM30BaHHOIO OMPOCHMKa

BbifBneHa ana nedwuumta daktopa Xl (v Kenpanna
paseH -0,675 (p = 0.008), paktopa X (t Kenpanna
-0,667 (p = 0,174) v daktopa V (t KeHpanna -0,738
(p = 0,077), npu aTOM KoppensauMn ana neduumTos
dhakTopa Xl (t Kenpanna -0,092 (p = 0,705), coubpu-
HoreHa (t Kenpanna -0,095 (p = 0,443) u chaktopa VI
(r Kenpanna -0,244 (p = 0,038) He obHapyskeHbl. [ns
nauneHToB ¢ gedunumntom daktopa VIl n akTMBHOCTbIO
chakTopa MeHee 1% xapakTepHa Honee BblpaMeHHas
KPOBOTOUMBOCTb, YEM Y MALMEHTOB C aKTUBHOCTHIO BbiLLle
1% (TecT MaHHa-YutHu p < 0,001).

B 27% cnyuaes y nauueHToB ¢ PK Bbinu BbisiBneHbl
BblpaskeHHble NposBneHns KposoTounsocTu (PBQ Gonee
6), cpeam koTopbix y 70% WMenn MECTO MU3HEYrposKa-
lolne kpoBoTeueHusi. B 32% cnyuyaeB KpoBOTeUEHMs
HOCWIIM MeHee BbipaxeHHbI xapaktep (PBQ meHee 6),
B 41% cryyaeB, NoKa3aHMeM K KOHCYNbTaLMy SBAAIUCH
TOSIbKO M3MEHEHUS B Koarynorpamme bes Kakux-nubo
cumntomoB. Cpean Bcex naumeHToB ¢ PK, Hanbonee
yacTo BblpaskeHHas KposoTouusocTb (PBQ Bbiwe
6 6annos) Bbina BbiBMIEHa Y NaUMEHTOB C Aedu-
untom chaktopa Xl (10 yenosek), meduunToM
chakTopa VIl (7 yenosek), nedmuntom cubpuHoreHa
(5 uvenosek), neduumTtom dakTtopa X (2 yenoseka),
pedomumtom daktopa V (2 uenoseka), coveTaHHbIM
necouumntoM cpaktopa V+VIIl (2 uenoseka), kombu-
HWpPOBaHHbIM AedUUMTOM BUTaMUH K-3aBUCUMbIX
thakTopos (2 yenoseka) n pedpmumtom cpaktopa Xl
(1 yenosek).

BbiBoabl. PacnpocTpaHeHHOCTb TOW UMM WHON
PEOKOM KoarynonaTum NoaBepsKeHa 3THUYECKUM 0COBeH-
HOCTSIM HaCeneHus W He BCcerpa NponopLMoHanbHa
oXupaemon yactoTe. Hambonee BbipaxeHHbIN remMop-
parMyeckuil CUHAPOM XapaKTepeH ANA NaUWeHTOB C
pedmumTom dhaktopa XllI, dbaktopa VIl u runocpmbpu-
HOreHeMum.
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PeaHMMaLMOHHOE COMPOBOXAEHME TEpanuu
GD2-HanpaBneHHbIMU MOHOKJTOHAasbHbIMM
aHTuTenamm (aMHyTyKcuMab beta, HakcuTamab)

y nauueHToB ¢ HeMpobracToMou rpynmnbl BbICOKOrO

pucka/peumanBamm

WN.I". Xamun, O.T. YTanuesa, H.A. Angpeesa, C.A. 3agupues, A.10. MBaHawwkuH, E.M. KonTesa, J1.J1. Pabaesa,

[.10. KauaHos, T.B. LWamaHckas, [.B. JlnteuHos

®IBY «HaumoHanbHbI¥ MEAVLMHCKUIA MCCIIEA0BATENbCKUE LIeHTP AETCKUI remMaToiorny, OHKOSIOrm v uMMyHos1orum uM. [iMutpus PorayeBa»

MuHsgpasa Poccumn, Mocksa

[ns ynyJwieHna nporHo3a y nauueHToB ¢ Helpob-
NacTOMOW rpynnbl BbICOKOrO pUCKa/peumaneaMu 3abo-
neBaHvA ANs 3pagMKauMu MUHUMarbHOW OCTaTOYHOM
MoNynsAUMKU OMyXONEBbIX KIETOK, PE3UCTEHTHbIX K CTaH-
LapTHOM XMMWOTepanuu, NocrefHue roabl YCrneLHo
MPUMEHSIOTCA MOHOKNOHanbHble aHTuTena (MAT)
ch14.18, 3F8, Bo3neNCTBYIOLLME Ha 3KCMPECCUPYEMbIE
KIneTKaMu HelpobnacToMbl aucuanoraHrnmosug GD2.

[laHHas Tepanusa MOXeT COMPOBOXAATbCA Bbipa-
)KEHHbIM DOMEBbIM CMHOPOMOM 3a CYeT BO3[ENCTBUS
Ha peuenTopbl GD2, aKkcnpeccupyeMble He TOJSIbKO Ha
OMyXO0JIeBbIX K/ETKax, HO U Ha HEKOTopbIX nepudepu-
YECKNX CEHCOPHBIX HEPBHbIX BOMOKHAX, @ TaKKe aKTu-
BaLMeln cucTeMbl KoMnnemeHTa. [obouHble 3hdeKTDI
TpebyloT NpoBefeHVs MyNbTUMOLANbHOV aHanbresun v
KOMIJIeKCa MHTEHCMBHOWM CONPOBOAMTENBHON Tepanuu.

Ha TeppuTopuMu peaHUMMaLMOHHOIro OTLeNeHus
®rey HMML AOrOM B 2019-2021 rr. npoBeneHo
16 kypcoB ouMHyTykcuMaba-beTta y 12 naumeHTOB.
BblpaskeHHbIX HapyLLEHWA NapaMeTPOB KU3HEAEATENb-
HOCTU He oTMeuyanocb. Okono 30% nauneHTOB pa3BuM
BpOoHX006CTPYKTUBHLIN cUHAPOM, 40% - runoHaTpu-
eMuio, TPebyIOLLLYI0 KOPpPEeKLMU; MPUMEPHO Y MOMOBMHbI
AeTen 0TMeYyanucb U3MEHEHWe YPOBHSA JIeMKOLMTOB,
nuxopapgka, nosbiweHne C-peakTuBHOro Henka, yto
TpeboBano aMdhepeHLMansbHON AMarHOCTURM C UHADeK-
LMOHHBIMK MpOLLeCCaMun U, Kak MpaBuilo, 3ckKanauuu
MPOTUBOMHADEKLIMOHHOM Tepanuun. Y ogHoro pebeHka Ha
choHe Tepanuu pa3BMIICS CEMTUYECKMIA LLOK C NONMop-
FaHHOM HeaoCTaTOYHOCTHIO.
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PaspaboTaHHbI NPOTOKON MeYeHUss NO3BOAUN
CYLLECTBEHHO COKpPaTUTb ANMTENbHOCTb BBEAEHMS
HapKOTUYECKMX aHanbreTVKOB U MocnegyloLue Kypehl
npenapaTa OCYLLECTBAATb Ha TEPPUTOPUM OTHENEHUA
KIIMHUYECKON OHKOOrnu.

B 2021-2023 rr. B OPUT nposeneHo 96 BBeneHui
HakcuTaMaba y 6 naumeHToB (y 4 B nepBoit NMHUK
Tepanuu, y 2 npu neyeHun peumavsa 3abonesaHus).
Y BCex NauMeHTOB OTMeYasiCsi BbipaseHHbIN BofeBow
CWHAPOM; apTepuanbHas runoToHus, Tpebylollas
BBE[EHUs HopaapeHanvHa (y 3 netei); anemMeHTbl abixa-
TeSIbHOW HeflOCTaTOYHOCTN C HEOBXOAMMOCTbIO AOTaLMK
kucnopoga. KombrHupoBaHHasa aHTUHOLMLENTUBHASA
Tepanua (c vcnonb3oBaHMeM MopduHa/KeTaMuHa,
MUAa3oflaMa, NULOKanHa), BapbMpOBaHWEe CKOPOCTU
BBELEHMs crneumnchmyeckoro npenapata, «bonocHas»
MHPY3MOHHAA Tepanua MNO3BONWUAN OCYLUECTBUTH
MoJSIHOE BBEAEHMe pacCUMTaHHbIX [03 npenapaTta BCeM
nauuneHTam. Hu B ogHOM cnyyae He Bbino netanbHon
TOKCUYHOCTU. BCce maumeHTbl 3aBepLUnv npoBeaeHne
3anaHMPOBaHHbIX KYPCOB MMMYHOTepanuu.

Tepamus ¢ ucnonb3oBaHneM GD2-HanpaBneHHbix MAT
(amHyTykCMaba Beta, HakcuTaMaba) morKHa OCyLLeCT-
BNATbCA KOMaHAOW CMeunanucToB, KOMMETEHTHbIX B
BOMpOCax NeaMaTpUYeCcKOn MHTEHCUBHOW Tepanuu; B
yCrnoBusax, obecrneumBaloLLyx KpyriioCyTOYHbIA MOHUTO-
PVHF 3KM3HEHHO BaKHbIX PYHKLMI M Hanboriee BasKHbIX
nabopatopHbIx Nokasatenen. [losskHa ObITb MOCTOSHHASA
«HaCTOPOXEHHOCTb> B OTHOLLEHWUWN Pa3BUTUS BO3MOKHbIX
MHOZDEKLMOHHBIX ¥ HEMHZDEKLIMOHHBIX OCIIOKHEHWI.



Necbnumut NnMpyBaTKUHA3bl 3PUTPOLIMTOB: TaK SN
peaka ata coopMa reMoSIMTUMECKON aHEMUU?

E.A. YepHsk?, C.I". ManH?, H.E. Cokonosa?

1PIBY «HaumoHasrbHbIk MeauUMHCKUIA UCCIIER0BATETbCKMI LIEHTP AETCKOM reMaTosiorum, OHKOIOr MM U UMMYHOSTOr M uM. [IMuTpus Porayesa»

MuH3gapasa Poccum, MockBa

2CI6 'bY3 «[eTcKuii ropoaCKo#i MHOronpoGhubHbINA KITMHUYECKUI CrIeLMann3npoBaHHbIN LIEHTP BbICOKMX MEAULMHCKUX TeXHOMOornii», CaHkT-lle-

Tepbypr

Lensb. lNpoaHanuavposaTb CTPYKTypy 3abonesae-
MocTU fedpuumToM nupysaTkiHasel (AMNK) cpean naum-
EHTOB C HaCNeLCTBEHHbIMW FEMONTUTUYECKMU aHEMUAMM
no gaHHbiM HMULL AFOW um. OMutpus Poravesa.

MaTepuansbl u MeToabl. B aHanus ns 1408 nauu-
€HTOB C HaCNeACTBEHHbIMW FEeMONTUTUYECKMN aHEMUAMM
Bbinn BrMoyeHbl 64 nauveHTta ¢ [AMNK aputpounToB
Ha OCHOBaHWW PeTPOCMEKTUBHbIX KNUHUKO-nabopa-
TOPHbIX AaHHbIX U Pe3ynbTaToB BbICOKOMNPOW3BOAUTENb-
Horo cekseHupoBaHua HK (NGS) ¢ ncrnonbsosaHunem
KaCTOMHOW NaHenu reHoBs. «[ eMOonMTUYecKne aHeMmum»,
BKIIOYaBLUe B ceba 75 reHoB, Ha npubope NextSeq
(Ilumina, CLLA).

Pesynbtatbl. Cpegn 64 naumexTos ¢ [IK B anek-
TPOHHOM peecTpe MeAMaHa BO3pacTa COCTaBuWMa
8,7 net (o1 4 mecsiues fo 26,5 net). CooTHolweHWe
Meskay nonamu coctaBnno 1:1,13 (MysCKoWM: eHCKuiA).
Bcero BbisieneHo 113 mytaumit reda PKLR (romosu-
FOTHbIE MyTaLWUW YUUTBLIBANIUCH KaK EOMHUYHAS MyTaLms).
Y 15 (23,44%) nauneHToB 0OHapyMeHbl FOMO3UIOTHbIE
MyTauuu resa PKLR, y 49 (76,56%) — koMnayHa-reTe-
PO3UrOTHbIE MyTaLMK.

[ebioT TpaHCcy3MOHHOW 3aBUCMMOCTH B BO3pacTe
oT 1 cyToK u13HM Bo 4 neT. 3aMeHHOe mepenvBaHue
KpoBsw noTpebosasnock 19 nauvenTaM (29,69%). MuHu-
MarbHbIM BO3pacT Ha MOMEHT febioTa TpaHcdy3noHHON

3aBUCUMOCTM — 1 CYTKM SKM3HU, MAKCUMalbHbIA —
3 ropa. TpaHcdy3uu apuTpounToB TpeboBanuch
57 naumeHTaM: exemecsuHo - 31 pebenky (54,39%) —
3 13 yKasaHHOM rpynnbl TONbKO Ha 1 rofy »M3HK, ann3o0-
onueckn — 14 (24,56%), ¢ uHTepsanoM 3 Mecsaua —
6 (10,53%) — 1 n3 6 TombKo Ha 1 romy, ¢ MHTEpBanom
B 4-8 Hepenb — 4 (7,02%), ¢ nHTepBanomM 2 Hegenm —
1 (1,75%), c nuTtepsanom 6 mecsaues — 1 (1,75%). Y
14 nauneHTOB BbIABNEHA eNMuHoKaMeHHas 6onesHb
(21%), 2 u3 14 BbinonHeHa XONeUMCTIKTOMUS. CrineH3K-
TOMWA Bbina BbinosiHeHa 13 (20,31%) naumeHTaM: TpaHc-
(py3MOHHasA HE3aBUCUMOCTb AOCTUIHYTa Y 6 NALIMEHTOB,
y 7 — yBenuueHve UHTepBana Mexpy remMoTpaHcdy-
3usMK. MeavaHa NpoBefeHUs OnepaTUBHOIO BMella-
TenbcTBa: 6,75 neT, MUHMManbHbIA Bo3pacT — 1 rog
4 mecsua, MakcumanbHbli — 14 net 4 mecsua. Mepe-
rpy3Ka skene3oM bbina obHapykeHa y 25 (39,06%) naum-
EHTOB.

BoiBopbl. MK sBnsietca ogHow u3 Haubonee
pacnpoCTpaHeHHbIX HAaC/IeACTBEHHbIX Hecdepo-
UMTaApHbIX TEMOSIMTUUECKUX aHEeMWi, XapaKTepu-
3yeTcA paHHWM [1eBI0TOM U TAXeNblM TeyeHWeM C
noTpebHOCTbIO B perynsapHbiXx TpaHcdy3nax LOHOp-
CKMX 9PUTPOLMTOB, a TaKKe Pa3BUTUEM TaKMX OCIIONK-
HEHWI KaK Meperpyska enesoM U )enyHoKaMeHHas!
BonesHo.
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[lo3upoBaHue hU3nMUeCKUX Harpy3oK asns
pelueHus peabunutaumMoHHbIX 3aay B AeTCKOM

OHKOremMaTtoJsioruu

C.M. YeyuenbHuukas, A.B. baepbax, [1.B. Kyk, B.A. LLlapnakos

JIPHL «Pycckoe none» ®bY «HaunoHanbHbiii MEBVLIMHCKMI NCCIIER0BATENIbCKUI LIEHTP AETCKOV reMaToiornm, OHKOIOr MM 1 UMMYHOSIOM MM UM.

[mutpus Porayesa» MuHsapasa Poccun, Mocksa

AKTyanbHOCTb. JleyeHne OHKonormueckux 3abone-
BaHWI 3HaUNTENbHO HapyLlaeT OU3NMYECKOe 3L0POBbE
MauMeHTOB, HEraTMBHO BO3LENCTBYS Ha KOCTHO-MbI-
LEeYHYI0, CEpAEeYHO-COCYANUCTYI0 U pPecrnmpaTopHyio
cucTeMbl. C Opyrov CTOPOHbI, MO MHEHUIO BERYLLMX
YYEHbIX MMpa, UMEHHO afleKBaTHas PU3NYECKas aKTUB-
HOCTb MO3BOMAET YNyYLUMTb KayeCTBO XW3HW Mmauu-
EHTOB, NpefynpeanTb Pa3BUTME MNOBTOPHBIX U BTOPUYHBIX
onyxoneMn. MNpodeccunoHanbHas nuTepaTypa oTpaskaeT
pacTyLLylo NoTpeBHOCTb B Hay4HO 060CHOBaHHbIX peabu-
NUTaLUMOHHbIX BMEeLUaTeNIbCTBax ANs fiofew, BbIUBLLNX
nocne paka. OnybnukoBaHo BoMblLIOe KOMMYECTBO
cucTeMaTmyeckmx 0630poB, B KOTOPbIX coobLianoch
06 ynyyweHun dunanyeckoro OyHKLUOHUPOBaHWS,
MbILLEYHON CUIbl, YPOBHEW (DU3NUYECKOA aKTUBHOCTHU,
KayeCTBa JXW3HW, CHUKEHWU YCTanocTu, aKTUBaLWK
MMMYHHOW (PYHKLMKU, MNOBbILIEHUN KOHLEHTpauuu
remMornobuHa, CHUKEHWU MOTeHUManbHbIX MapKepoB
peuvaMBa U HOpManu3auuu cocTaBa Tena. [naBHbIM
TpeboBaHMEM K Ha3HaYyeHWIo PU3NYECKNX Harpysok
SIBMSIETCA UX CTPOroe [O3MPOBaHWe, BKIIlOYas onpepe-
NeHue XxapakTepa Harpy3oK, X MHTEHCMBHOCTW, MPOLON-
SKUTENBbHOCTM, KOHTPOIA COCTOSIHUSA MPU BbIMOSTHEHUM.

Llenb. JocTuskeHne npenckasyemo Nonox1TeSIbHOro
pe3ynbTaTa oUsMyeckon peabunutauum geTei, neumns-
LLMXCSA OT OHKOJSIOMMYECKMX 3aboneBaHwii, NyTeM J03MPO-
BaHMA OU3NYECKMX Harpy3OK.

MaTtepuanbel n Metopbl. B uccnepoBaHuu
npuHANM yyactn 1564 pebeHka, MPOXOAMBLLMX KYPCbl
KOMMeKcHow peabunutauum B JIPHL, «Pycckoe none»
¢ 2018 no 2021 r., 864 (55,5%) manbuunku, 700 (44,4%)
neBoykn. CpepHuii Bo3pacT MCCrefyeMbiX COCTaBwl
10,6+3.4 net, cpegHuin cpok pemuccumn — 5,4+2.7 ner.
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[Ons pnosvpoBaHusi hn3MYEeCKMX Harpy30K MPOBOAMUIIM
MeTabonorpadpmio, TeCT 6-1 MUHYTHOM X0AbbbI C Kapano-
pecnupaTtopHoi npoboi. Mo pesynbTaTtaM TeCTUpOBaHKA
onpepensny nosy Harpyskv B MET (MeTabonuueckuit
9KBMBANeHT PU3NYECKOMN LesTENbHOCTH).

PesynbTtatbl u obcyxpeHue. PaspaboTaHsbl
LeHTWUNbHble Tabnuubl KenaTenbHON CKOPOCTM X0Ab0bI
ona geten 6-18 net, paccuuTaHbl NpefesibHo fony-
CTUMblE 3HAYeHMWsI MPUPOCTOB KapAWOPECTMPaATOPHbIX
noKasaTenen npu BbiNofiHeHun Tecta. PaspaboTaH anro-
pWTM pacueTa nonpaBoyHOro koaddumumneHta Ha MET
015 QeTel, NeYMBLLMXCS OT OHKONornyeckux sabone-
BaHuii. Co3naH anropuT™ MHTEpRpeTauun pe3ynbTaToB
MeTabonorpadpmu, Ha OCHOBE KOTOPOr0 JaloTCA PeKo-
MEeHJaUMn No [OoMnyCTUMOW MHTEHCUBHOCTU COU3NUECKUX
Harpysok, nx obbemy, xapakTepy (HenpepbiBHble, UHTep-
BasibHblE).

BoiBopbl. [lo3vpoBaHue hU3nYECKMUX Harpysok
OEeTAM, NeYMBLUMMCA OT OHKOJSIOrMyeckux 3abone-
BaHWW, OOMKHO NPOBOAUTLCSA HA OCHOBE HEOBXOAMMBIX
3atpat MET. Cymma MET nerkomn, yMepeHHOW U UHTEH-
CVBHOW Harpysok onpepensieT CpefHioln husmyeckyio
aKTMBHOCTb B Hepenio. o pekomenpaumnam BO3 oHa
nomkHa pocturate 3000 — 4000 MET. Ons onpene-
neHusi 06 bEMOB Harpy30K HU3KOMN, CPedHelN U BbICOKOW
MHTEHCMBHOCTM N0 cnpaBoYHMKam MET HyxHO BBOAWTb
NOMpaBOYHbIN KOIDMDULMEHT, TaK KakK YMepeHHble
Harpysku, KoTopble Hanbonee nokasaHbl AnNg nauu-
€HTOB, JIeUMBLLMXCA OT OHKOSIOrMYEeCKMx 3abonesaHui,
Yy YacTW M3 HMX OKa3bIBAIOTCA IHEPreTUYEecKn 3aTpaT-
HbIMW Ha YPOBHE Harpy30K BbICOKON WHTEHCWMBHOCTHU,
YTO MOXKeT MPUBECTW K NEPEfO3MPOBKE W PasBUTUIO
OCIIOKHEHWI.



Pe3ynbTaTtbl Tepanuu HelpobnacToMbl

rpynnbl BbICOKOro pucka: 10-neTHuu onbIt
HMUL AIrOUN umM. iMuTpusa Porauesa

T.B. LWamaHckas!, C.P. Bapdhonomeesa?, [1.10. KauaHos?, P.A. MoucceeHko?!, M.B. Tenewogsa?, [1.M. KoHoBanog?,
B.I0. Powmn?, A.H. Kasakosal, 1.B. 3emuosal, A.E. ipyitt, A.C. LWapnait!, M.4. Anrapos?, I".B. TepeLueHko?,

Al. Lepbakos!, 10.H. JTukape!, M.H. Cyxos®, H.C Npaues!, [.l'. Axanagse!, M.A. MacuaH!, A.B. HeuecHiok,
A.B. MwoHkmnH?, E.E. KypHukoBsal, E.B. Ckopoboratosa’, J1.A. XauaTtpsaH?!, [.K. domun*, A.A. MacuaH?,

A.l'. PymsaHues!, I".A. HoBnukoBa!

1@IbY «HaumoHasnbHbIf MeaUUMHCKWI MCCIe[0BaTe IbCKUI LeHTp L[ETCKOV reMaTosiormm, OHKOSI0rm 1 UMMYHOJI0rMn UM. ﬂMI/ITpMFI Porauyesa»

MuH3gpaBa Poccun, MockBa

2HayyHo-mccrienoBaTenIbCKuii MHCTUTYT AETCKOV OHKOI0run u rematornorim ®EY «HaumoHanbHbIi MEAMLIMHCKMIA CCIIER0BATENbCKUI LIEHTP

oHKonorm umM. H.H. brioxuHa» MuH3gpasa Poccun, Mocksa

SPoccuiickasi peTckas kimHudeckas 6onbHuya @FA0Y BO PHUMY um. H.U. [uporosa MuH3apasa Poccumn, MockBa
‘OIBY «Poccuiickuii Hay4HbIV LIeHTP peHTreHopaauonorum> MuHsapasa Poccum, Mocksa

AkTyanbHoOCTb. [laumeHTsl ¢ Heiipobnactomoit (HB)
rpynnbl BbICOKOro pucka coctasnsioT go 40% oT Bcex
cnyyaes 3abonesaHusa u TpebyloT NpoBeaeHNUsa MynbTU-
MopfanbHoM Tepanun. Hanbonee yacTo NCNOMb3YIOLLMIACA
B Poccuickon ®epepaumm npotokon NB2004 Hemeukoro
obLuecTBa ETCKMX remMaTonoros 1 oHkosioros (German
Society for Pediatric Oncology and Hematology - GPOH)
No3BOMIAET AOCTUYL NOKasaTenei S-netHeln beccobbl-
TuitHow (BCB) 1 obLueit BbiskmBaeMocTu (0B) 25% u 36%,
COOTBETCTBEHHO.

Uenb. lpoaHanusnpoBaTb pes3ynbTaTbl Tepanuu
naumneHToB ¢ HB rpynnbl BEICOKOrO pUCKa, MOMyYaBLUMX
Tepanuio No MoandULMpoBaHHOMY npoTokony GPOH-
NB2004, B paMkax MOHOLLEHTPOBOIO MCCIEN0BaHMS.

MaTtepuanbl u MeTofabl. B peTpocneKkTuBHbIN aHanms
BKIIOYEHbl nauneHTbl ¢ HB rpynnbl BLICOKOrO pucKa,
nonyyaswue Tepanuio B HMUL OMON vMm. OmuTpus
Porauesa 3a nepwop ¢ 01.01.2012 — 30.05.2021 rr.
(113 Mec.). CtpaTudpukaums B rpynny BbICOKOTO PUCKa
ocylecTnanach B pamkax kputepnes GPOH-NB2004.
Mopunurkaumm NpoToKona BKINOYanu: MHTEHCUdMKaLMIO
WHOYKLUMOHHON M MOCTKOHCONMAAUMOHHON Tepanuu
015 NaLMEHTOB C HEYAOBIETBOPUTENbHBIM OTBETOM Ha
WHOYKUMOHHDBIA 3Tamn feYeHus, NCNosb30BaHNe pexnma
BbICOKOJ03HOW XMMMOTepanuu no cxeme TpeocynbdaH
n MendanaH (Treo/Mel), nyuesyio Tepanuio (J1T) Ha
NO’Ke NepBUYHOM OMYXOfM B CYMMapHOW 04aroBov Ao3e
21 ['p Ans NauUWeHToB ¢ HemsBecTHbIM MBI -cTaTycoM
MepPBUYHON OMYXONK, a Takke MMMYHOTEpanuio aHTu-
GD2 MOHOKSIOHasbHBIMY aHTUTeNlamMu (MAT).

PesynbTatbel. B wunccnepoBaHue BKIIOYEHO
220 naumeHToB ¢ HB rpynnbl BLICOKOro pucKa ¢ Meau-
aHOM BO3pacTa Ha MOMEHT MOCTaHOBKM AMarHosa

31,9 mec. (pasbpoc 0,8-173). CooTHOLLEHMKE MO nony —
m:a-1:0,7. Hanbonee yacto nepBuyHas OnNyxosb fioka-
nu3oBanacb B obnactu Hapnoueunukos — 104/220
(47,3%), MeTacTaTuyeckas chopma 3abonesaHus (4/4S
cTaguu) omarHoctuposaHa y 197/220 (89,5%) naum-
eHTOB, aMnnMcbmkaumusa reda MYCN BoisiBneHa y 111/220
(50,5%). 205/220 (93,2%) naureHTOB 3aBepLIMNH
MHOYKLUMOHHBIA 3Tan Tepanuu ¢ AOCTUMEHWEM MOSHOI0
1 0YEHb XOpOLLIEro YacTuyHoro oteeta y 107/220 (49%)
BonbHbix. [laHHble naumeHTbl nMenu Bonee BbICOKME
nokasatenv BCB n OB no cpaBHeHWIO C MauMeHTamu ¢
XY[OLIMM OTBETOM Ha WHAYKLMOHHYIO Tepanuio. MHTeH-
cUhMKaLmMs MHOYKLMOHHOrO 3Tana Tepanuu npose-
neHa y 23/220 (10,5%) naumenTos. lyyias onepaums
B 06beMe MaKpOCKOMUYECKM MOMHON pe3eKummn Bbinos-
HeHa y 73/220 (33,2%), npy 3TOM HamnuumMe MakpOCKO-
MUYECKM OCTATOYHOM OMYXOJM He YXYALLAMOo NoKasaTenm
BCB 1 OB (kpome, Buoncum). PexuM BbICOKOno3HoM XT
no cxeMe Treo/Mel nonyunn 151/220 (69%) naumeHr.
Mposenexue JT NpUBOAMIO K CTAaTUCTUUYECKU 3HAUMMOMY
nosbieHwio BCB, OB 1 BbixxmMBaeMocTn 6e3 nokanbHoro
peumnausa. lNpoBeneHve GD2-HanpaBneHHOW UMMYHOTE-
panun (n = 38) npusoaunno K yeenuueHmio 5CB. Takum
obpasoM, Tepanus B paMKax MOAMULMPOBAHHOMO
npoTokona GPOH-NB2004 no3sonuna LocTUYb S5-neTHeN
BCB paBHon 35% n OB 48% npu MeanaHe HabnioneHus
35,1 Mec. (pasbpoc 0,9-124,7 mec.).

BbiBopabl. Vcnonb3oBaHne coBpeMeHHbIX MOAXOLOB
K Tepanuu HB rpynnbl BbICOKOro pucka no3sonseT
BOCTUTHYTb [JONTOCPOYHOW BbikMBaeMocTu y 48%
nauneHtoB. Heobxoguma paspaboTka u BHegpeHue
HOBbIX METOLOB JIeUeHUs 1S YIyULLleHWUst pe3ynbTaTos
Tepanuu.
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HacnepctBeHHbIe NONUNO3bI:
MYNbTUAUCLUNIIMHAPHBIA NOAXOA K ANArHOCTUKE

U BeAeHUI0 NauneHToB

E.B. LLlapanosal, T.C. benbiwesal, C.H. Muxainosal, T.B. HacenkuHa?, B.B. CeMeroBal, 0.A. Manuxosa!

1PIBY «HaumoHarnbHbI¥ MEaULMHCKWUE MCCIIeA0BaTENbCKUIA LIEHTP OHKooruy uM. H.H. brioxwHa» MuHaapasa Poccun, Mocksa
2QI'BYH «UMHCcTUTYT MoneKynspHou buosiorum um. B.A. SHrenbrapata PAH», Mocksa

AKTyanbHOCTb. HacnencTBeHHble NONMNo3bl Npeq-
CTaBnsAT cobon reteporeHHylo rpynny 3aboneBaHui,
KOTOpble MMEIT ayTOCOMHO-AOMWHAHTHbIV TUM Hacne-
LOBaHWS 1 NPOABNSIOTCA HaNUuMeM ramapToMaTO3HbIX
MOJIMMOB KEMYNOYHO-KMULLIEYHOrO TpaKTa. T CUHOPOMbI
BKJIIOYAIOT: CMHOPOM IOBEHWUSTBHOMO MOMNMNO3a, CUHLPOM
MenTua-Erepca n PTEN-accounnpoBaHHbIN OMyXo-
nesbit cuHapoM (cuHapom KoygeHa). Mpu cuHopoMe
HacneAcTBEHHbIX MOMMMNO30B PUCK 31TI0KAYEeCTBEHHbIX
HOBOOBpa30BaHWii y fieTen NoBbilLeH. Kasabil CUHLPOM
MMeeT CBOM COBCTBEHHbIE XapaKTepHble OpraHocneL-
ncpnyeckme NposiBNEHUs, Kaabll U3 HUX TpebyeT
pasnMyYHon cTpateruv HabmopeHus, No3TOMy paHHAA
OMarHoCTKa 1 NOCTaHOBKa TOYHOIO AMarHo3a CTaHo-
BATCA pelalowmmn ana 3 dPeKTUBHOIO NeyeHus
naumeHTa.

Llenu n 3apaun. 1. [lpoaHan13npoBaTh KIUMHUKO-Te-
HeTUYeckne 0cobeHHOCTU HaCcNeaCTBEHHbIX MOSMMO30B.
2. OnpepenuTb rpynnbl pucka no pa3sutuio 3HO y naum-
EHTOB C HacleACTBEHHbIMK nonunosamu. 3. OueHnTb
OMarHOCTUYECKME W TepaneBTUYECKUE MOLXOLbl Mpu
HacnenCTBEHHbIX NOMUNO3ax Yy feTen.

MaTtepunanbl u MeTopbl. [launeHTbl BETCKOroO
BO3pacTa C CMHOPOMOM HaCeACTBEHHbIX MOSMNO30B,
npoxoamsLLne obcrnepoBaHue U neyeHne Ha basze HAN
JIeTCKoM oHkonorum n rematonorum ®rey «HMULL oHko-
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norvn wM. H.H.bnoxunHa» Munsapasa Poccum ¢ 2010 r.
no HacTosLLee BpeMs

Pesynbtathl. B nccnepoBaHune BkioyeHsl 17 naum-
€HTOB, KOTOpble HabnoganMcb U NPOXOANIN NeYeHne
B HAW [0I". U3 Hux 6 naumeHToB ¢ cuHLpoMoM [enT-
ua-Erepca (red STK1), 6 naumeHToB ¢ cuHapoM KoyneHa
(MyTaumsa B reHe PTEN), 5 nauuMeHTOB C 10BEHUIbHbBIM
nonunosoM (MyTtauus B reHax SMAD4 n BMPRI1A). Bcem
nauvMeHTaMm MPOBEAEHO MOSEKYNAPHO-reHeTUYeCcKoe
nccnenosaHue. [aMapToMaToO3HblE MOMUMbI AUArHOCTU-
POBaHbl C MOMOLLbIO SHAOCKOMUYECKOr0 UCCIefoBaHUs.
Monunbl pa3nuualoTcs No pa3Mepy U MOryT UMETb Xapak-
TEpHOe FMCTONOrMYecKoe CTPOEHUe, YTo NO3BOSAET
oTnnunTtb nosun MNE oT oBeHnnbHoro nonuna. Y 1 naum-
eHTa ¢ cuHagpomoM [E, y 4 naumeHToB C I0BEHWUSIbHBIM
nonunosoM n y 1 naumeHta c cuHppomoM KoypaeHa
OMarHoCTUPOBaHbI 311I0KaYeCTBEHHbIE HOBOOBpa30BaHwsI.

BeiBopabl. 1. CMHOPOM HacnenCcTBEHHbIX MOSMMO30B
MMeeT ayTOCOMHO-AOMUHAHTHbIA TUM HacNefoBaHus,
BEpPOATHOCTb Nepenaun notoMctay = 50%. 2. XapakTepeH
BbICOKMI PUCK Pa3BUTKSA 3710KAYECTBEHHBIX HOBOODPAa30-
BaHWit (paK KulleyHWKa, CepToNn-KIeTouHble Onyxonu
roHap, OMyXOnu LUMTOBMEHOW Xenesbl, MOJIOYHbIX Kerne3
n op.). 3. [eHeTNYEeCKoe KOHCYNbTMPOBaHNE — OCHOBHOIA
OMarHOCTUYECKUI NMOAXO, K NaLMeHTaM C MOf03PEHMEM Ha
CVHIOPOM HACMEACTBEHHOMO NOSMMNO3a.



MeTtaxpoHHasa bunaTtepanbHasa HecppobnacToma.
CobcTBeHHOE KNMHMYECKoe HabriofeHue n paHHble

nuTepaTypbl

JIN. Wau*2, M.B. Benoryposa?®

1®Irb0Y BO «CaHkT-lleTepbyprckuii rocyaapcTBEHHbIN NeanaTpuyeckuii MeguUMHCKuiA yHuBepcuteT»> MuHsapasa Poccum, CaHKT-leTepbypr
2IBY3 «CaHKT-[1eTepbyprcKkuii KITMHUYECKUI HaYYHO-MPAKTUYECKMI LI@HTP CreLMann3npoBaHHbIX BULOB MEAMULIMHCKOM MoMoLLy (OHKomornye-

ckuii)», CaHkT-leTepbypr

S@rbY «HMUL um. B. A. AnmasoBa» MuHsapasa Poccum, CaHkT-[leTepbypr

bunaTtepanbHas Hedpobnactoma cocTaBnset
5-8% cnyvaes cpeau Bcex onyxonei Bunbmca (0B),
MeTaxpoHHas bunatepansHas OB — Bcero 2—3%.

Llenb u MeToabl. PegkocTb 3TOM maTonoruv onpe-
penset HebonbllOe yMcno uccnefoBaHui u nybnu-
Kauuin, v TPyoHOCTW BbibOopa CTpaTermu fneyeHus B
Ka)goM crnyyae. Huke Mbl MPUBOAMM [aHHble NuUTe-
paTypbl ¥ COBCTBEHHOE KMMHWYeCKoe HabnopeHue.
MaumeHTbl ¢ HedpporeHHbiMU ocTaTkamu (HO) nmeloT
BonbLUMIA PUCK Pa3BUTUSE METAXPOHHON BunaTepansHon
0B (MBOB). Hanunune nepunobapHbix HedpporeHHbix
0CTaTKOB onpepenseT 6onee BbICOKUIA PUCK pasBUTUS
OMyXonn Mo CPaBHeHUIO ¢ UHTpanabapHbiMu HO. Max J.
Coops ¢ coaBTOpPaMW yKa3bIBaIOT Ha MOBbILLEHWE pUCKa
MOpaKeHWsi BTOPOM MOYKM Y AEBOYEK, a TakKe B Cryyae
MarneHbKUX MEPBUYHBIX OMYXOSIel U PaHHEro Bo3pacTa
(netn mnapwe 1 ropa). CywecTsyiolme 0630pbl nnTe-
paTypbl onpefensioT obLLylo NATUNETHIO U BECATU-
NEeTHIO BbIKMBAEMOCTb 3TUX NaLMEHTOB B Mpepenax
49,1% wn 47,2% cooTBeTcTBEHHO. B 3Ton rpynne
neyeHne NPOAMKTOBAHO PacrnpoCTPaHEHWEM OMyXonu
n ee Mopdponormen, 1 NoYTK BCerga — BbINOTHEHHOM
nepBUMYHO Hedp3KTOMMEN. YacToTa NOYEYHON Heno-
CTaTOYHOCTU MNpPU ANUTENIbHOM HabMiAeHUN BbICOKA
(30%), HO cHumaeTcs B Bonee MoO3AHWX UCClenoBa-
Husx (13%). Knunnueckwii cniyyaid. JlokanbHas onyxosib
MPaBo MOYKM NepBMYHO Dbia BbiSBIEHa Y AEBOYKM B
Bo3pacTe 3 neT. [Tocne npenonepaunoHHON XMMUOTe-

panuu Bbina BbINONHEHa HedppypeTepaKToMus, Mopdo-
IOrMYyeckn NOoATBepKAeHa HedppobnacToma | cTagumu,
perpeccuBHbIi TWUM, TMCTOMOMMYECKas rpynna npome-
KYTOYHOro pucka. B mMopdonornueckom onucaHum
YKa3aHO Ha Hanuume oCcTaTKoB HeOPOreHHOW CTPOMbI
afeHOMaTOMOHOr0 CTPOeHus. [ocne OKOHYaHUS NocTo-
nepaLmMoHHON XMMUoTepanun pebeHoK Haxopuscs Noa
OMHaMMyecknM HabniogeHneM. Yepes 25 mec nocne
onepaTVMBHOro BMeLLaTenbCcTBa Npu nnaHosoMm Y3U
BbISIBIEHO 0Bpa30BaHne B MPOEKLIMM CUHYCA NIEBOM MOYKM
56 x 38 x 47 MM, npunesxallee K 1eBOM MOYEYHOM
apTepun u BeHe. ['MCTonorMyeckoe nccrepoBaHune
nocre WMHUM3MOHHONM Buoncum nopTBepanno Hedppo-
6nactomy 6e3 aHannasuu. [locne npoBefeHus
10 Hep xvMMOTeEpanuu C BUHKPUCTUHOM U OaKTU-
HOMWLMHOM OTMEYEH XOPOLMUN OTBET, OAHAaKO
MOKanbHbI KOHTPOIb NPeACTaBMAAEeT CyLEeCTBEHHYIO
npobnemy B cBA3M C 0COBEHHOCTAMM pacnoso-
KeHus onyxonu. B HacTosAwee BpeMA fnevyeHue
MPOLOSIKaeTCS.

O6cykneHue u BoiBoAbl. MeTaxpoHHasa OB BcTpe-
4yaeTcs pPenKo, NporpamMMa fieveHnst MOXET BbITb TOMbKO
WHOMBMAYanbHON, B HacTosilee BPeMs ABMASETCH
aKTyamnbHbIM M3y4yeHe BO3MOXHbIX (DAKTOPOB PMCKa
pa3BUTUA MOPa)XeHWs KOHTpanaTepasnibHOM MOYKM; a
TaKXe BCEX BO3MOMHOCTEN COXpaHeHWs MoYeyHoW
napeHX1MMbl EAMHCTBEHHOW MOYKM, B TOM Yucne n bnaro-
[aps xuMmoTepanuu.
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Cunppom aktusauum PI3Ko: noaxopabl
K AMArHOCTUKE U NaToreHeTUYeCKOMn Tepanum

O.A. LWWsew, I0.A. PoauHa, [1.B. Oxauesa, 3.A. HecTtepeHko, [1.B. borpaHosa, E.B. lepunana, H.10. KaH,
A.A. Mouceesa, A.A. MyxuHa, A.J1. JTabepko, [1.E. Mepunn, E.B. Paiiku, [1.C. Abpamos, [.H. banaluos,

A.l0. LLlepbuHa

®IBY «HaumoHanbHbIi MEANMLMHCKMI MCCIIER0BATENbCKMI LIEHTP AETCKOM remMaTosiornm, OHKOIOrm u nMMyHosnorum uM. [imutpusa Porayesa»

MuH3apasa Poccum, MockBa

Lenb. OueHUTb KAMHUYECKME MPOSABIEHUS W
Tepanuio B rpynne NauMeHTOB C CUHOPOMOM aKTMBaLMK
PI3KS.

MaTtepuanbl u MeToabl. bbinn npoaHannavpoBaHbl
aeMorpadmyeckne, KIMHUYECKMe, UMMYHOIOrMYeckme
1 MOJeKyNsipHble faHHble nauneHToB ¢ APDS, Habniona-
towmxcs 8 HMUL, OFON um. Omutpusa PoraueBa MuHs-
npasa Poccun. Cpean naumenTos: 13 petert ¢ APDS1 n
5 petewt c APDS2.

PesynbTaTbl n 06cyxpaeHue. Hanbonee yactoiMu
KIIMHWYECKMMM NPOSIBNEHMAMM Bblnn MHADEKLMN Abixa-
TenbHbIX MyTel (MHeBMoHus (67%), cpeaHuin oTut (39%)
n cunycnt (22%)), numdbonponudepauna (100%),
ayTOMMMYHHble uutonexnun (28%), numdounTapHas
MHCPUNbTPaLMA HenMMAIoMaHbIX opraHos (nerkue (44%),
SKEMYI0YHO-KULLIeUHbIN TPaKT (50%)), 3nokayecTBeHHble
obpasosaHua nuMmdpounaHoit TKawm (11%). B 88%
cnyyaes bbiro 3aPUKCMPOBAHO MOBBILLIEHWE CbIBOPOTOY-
Horo IgM. CHuskeHWe KonmuecTBa B-KneTok BbISBNEHO Yy
71% v CD4* T-kneTok y 83% nauneHtos ¢ APDS. Mono-
MuTenbHbiMM No EBV B pasnuuHbix cpenax opraHusma
61110 39% nauneHToB. «[ OpAYMMU> TOUKaMK MyTaLUii B
APDS1 c yacToToi 85% 6bina ¢.3061 G>A (p. E1021K) n
€.1425+1 G> (A, C) (He kooupyiowas) MyTauust B8 APDS2
¢ yactoTon 100%. Bce naumeHnTsl ¢ APDS 6binv nepe-
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BEOEHbl Ha ANUTENbHYI0 3aMeCcTUTENbHYI Tepanuio
MMMyHOrnobynuHamu. VIMMyHogenpeccaHThbl, TakMe Kak
'KC, asaTvonpwH, abaTtauenT, putykcumab, MMkodeHo-
natModpeTun, TodaunTUHMB, cuponumyc, naenanmcud
n neHnonucub, HasHayanmucb NPy AUCPErynsaTOPHbIX
MPOSBEHMSX. TPaHCNIaHTaUMs FreMOMo3TUYECKUX CTBO-
nosbIx knetok (TFCK) bbina npuMereHa y 44% nauu-
EHTOB.

BbiBogabl. CHAPOM akTuBMpoBaHHoi PISKS (APDS)
SBNAETCA BPOXAEHHbIM AedDeKTOM UMMYHUTETA, Pa3Bu-
BaloLmincs BcneacTeme mMyTtauuii B PI3KS, kaTtanutuue-
ckoit p1105 (PIK3CD) wnu perynatopHoit p85a (PIK3R1)
cybbveauHuuax, npueomawmx k APDS1 n APDS2 coot-
BETCTBEHHO. Y naumneHToB ¢ APDS HabniofaeTtcs pasHoo-
Bpa3sHbIii CNEKTP KIMHUYECKKX NposBieHni. Ero cnenyet
NOA03peBaTh Y NaLMEHTOB C PELIMAMBMPYIOLLIMMU Pecrun-
paTopHbIMK MHDEKLMSMM B aHaMHe3e, nuMdbonponunde-
paumen 1 NoBbILLEHHbIM cofepXaHneM IgM B CbIBOpOTKe
KpoBMW. B HacTosiLLee BpeMs MEpPCNEKTUBHOW TapreTHON
Tepanuei SBNSETCS NEHNONUCKUD, OfHaKO HEODXOAMMBI
LanbHenmne HabnogeHns ANs OLEeHKW JONrOCPOYHOM
adhchekTmBHOCTM M BesonacHocTu. TICK aBnsaeTca kypa-
TUBHOWM OMUMEN, KOTOpYIO CrefyeT paccMaTpuBaTh Y
MaLMEHTOB C TAXKENbIMU NPOSBIEHNSMU NPU OTCYTCTBUM
WNK HELOCTaTOYHOM OTBETE Ha TPAAMLIMOHHYIO Tepanuio.



CtouMocTb Tepanuu OJ1J1: cpaBHeHue

pacyeTHOM CTOMMOCTU JlIeUeHUs peTen

U NOAPOCTKOB C NepBUYHbIM B-nIMHENHbIM OCTPbIM
nuMcob651acTHBIM JIEMKO30M C NPUMEHEeHUeM
KOMBOMHMPOBAHHOU XMMUO- U UMMYHOTEpanuu

Ha 3Tanax MHAYKLUUU U KOHCONMAaLUN U pearbHOW

NMPaKTUKK

{0.A. Lndppun, E.A. Tysosa, A.[l. LLyToBa, [.C. brimHos, A.WN. KapauyHckuii

®OIBY «HaumoHarbHbIi MEAULMHCKUIA UCCIIE0BATENbCKUM LeHTp [ETCKOV remMaTosiormm, OHKOSI0rm 1 UMMYHOJI0r N UM. ﬂMMTpMﬂ Porauyesa»

MuH3gpaBa Poccun, MockBa

Uenb. OueHnTb peanbHylo CTOMMOCTb Tepanuu
nauveHtos ¢ OJJT ¢ npuMeHeHreM KOMBUHUPOBaHHON
XMMMO- 1 UMMYHOTEPanuM Ha sTanax MHLYKUMU 1 KOHCO-
nupaummn, NPOBECTU CPaBHUTESbHBIN aHanu3 ¢ pacyeT-
HbIMW 3HaYEHUSIMMU.

Martepuanbl u MeTopbl. 3a nepuog ¢ 01 MapTa
2019 no 31 pekabps 2021 r. bbiAM NpoaHanu3vpoBaHbl
nctopuu 6onesnn 54 NaumeHToB, NOMyYaBLUKUX Tepanuio
no ONTUMW3UPOBAHHOMY MPOTOKOMY C BKIIOYEHUEM
BnuHaTymomaba. B nccnepoBaHve Bbino BKIIOYEHO
27 peBoyek, 27 ManbuMKOB. MefiMaHa Bo3pacTa: 4,6 rofa
(3,9-5,3; p < 0,05), MeamaHa maccsbl: 18,3 kr (16,2-20,3;
p < 0,05), Meamnana pocta 107 cm (102,2-112; p < 0,05),
mennaHa BMA 0,73 m? (0,68-0,79; p < 0,05), MeanaHa
KOMKO-OHA — 72 oHa (71-74; p < 0,05). Bbin npovsseneH
pacuyeT MpAMbIX U HEMPAMbIX MEAMLMHCKMX 3aTparT, C
LanbHEeNLWNM NPOBELEHNEM CPaBHUTENbHOro dpapMa-
KOSKOHOMMWYECKOr0 aHanm3a pacyeTHbIX 3HauYeHun
obbeMa (PMHaHCOBbLIX 3aTpaT Ha OKasaHue MeguLMH-
CKOW MOMOLLM, YKa3aHHOM B YTBEPKAEHHOM MPOTOKOS1e
KnuHuyeckomn anpobaumn. HenpepbiBHblE NepeMeHHbIe
BbINM oxapakTepu3oBaHbl NMOCPEACTBOM MefuaHbl W
WHTepPKBapPTUIbHLIX MHTepBanos (IQR). CpaBHeHws rpynn
MPOBOAMIUCH C MOMOLLbIO TecTa BumnkokcoHa ansa 3aeu-
CUMbIX HEMPEPbIBHbLIX MEPEMEHHbIX U TOYHOrO KPUTEPUS
®uLiepa ons KaTeropuasnbHbIX NEPEMEHHbIX. 3HaYeHus
p < 0,05 cuntanmch cTaTUCTUYECKM 3HauYMMbIMK. Bee
TecTbl 6bInv ABYCTOPOHHUMY.

PesynbTaTtbl u o0bcyxpaeHue. MennaHa pacyeTHON
CTOMMOCTUN Tepanuu MauWeHTOB MO YTBEPXKAEHHOMY

MPOTOKONY KMMHUYEeCKoW anpobauun coctasuna 3 985
335 p (3 985 335, p < 0,05) u Brmlouyana B cebs onnarty
KOMKO-AHSA B TeyeHne 70 [HEBHOMO HaXOKAEHUA B CTaLm-
OHape, NeKapCTBEHHYIO Tepanuio, MHCTPYMEHTarnbHYo
1 nabopaTopHylo AMArHOCTUKY AN MOJENW nauueHTa
Maccoi 30 kr n BSA 1 M2. MegunaHa peanbHon cTou-
MOCTM Tepanuu MauuMeHTOB M0 ONTUMW3UPOBAHHOMY
npoTokosy coctaeuna 3 120 579,92 p (3 023 552,73 -
3 374 449,24, p < 0,05), peanbHas CTOMMOCTb
npoTokona Bbina [OCTOBEPHO HUXE PacyeTHOW
(p < 0,0001). Mpu sTOM, cymMMa 3aTpaT Ha 54 nauu-
eHTa cocTaBnsna 176 815 588,62 p (pacueTHas
215 208 090,00 p), uto Hume Ha 18%. OgHako MeamaHa
BSA B peanbHoit npakTuke cocTtaeuna 0,73 M2 TMpu
nepecyete Ha 1 M? CTOMMOCTb peasibHOM Mnpak-
TUKWN MPUMEHEHWA MPOTOKONa yBenuymMBaeTcA A0
241 287 648,23 p, uTO ye BbllLE PaCYeTHON Moaenu
Ha 12%.

BeiBoabl. CTOMMOCTb peanbHOM NpakTWMKK npumMe-
HEeHWs NMPOTOKONa Tepanuu OeTei u MNOLPOCTKOB C
NnepBUYHbIM B-nMHENHbIM oCTpbIM NMMo6nacTHbIM
NenKo30M C MpPYMEHEHNEM KOMBUHMPOBAHHON XMMUO-
MU UMMYHOTEpanuu Ha 3Tane WHOYKLUUWM U KOHCOMU-
[BaLUKM HWXKe pacyeTHOM CTOMMOCTM, YTO CBSA3aHO C
paHHMM BO3PacTOM, HU3KOM Maccon Tena v BSA nauu-
EHTOB, BKJIIOUYEHHbIX B MPOTOKOJ, MO CPAaBHEHWIO C
pacyeTHoM cTouMocTblo. MMpu nepecueTe Ha 1 M? oTMe-
YaeTCA 3HAUMMOe YOPOXKaHNe CTOMMOCTU JIEYEHWS, UTO
OVKTYET BHECEHWE KOPPEKTUB B PACUYETHYIO CTOMMOCTb
Tepanuu.
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OTpaneHHble pe3ynbTaThl

Ph- MuenonponucepatuBHbix HOBOObpasoBaHuK

y MOJioAbIX NalUMUMeHTOB

B.A. LLlyBaes' 2, /.C. MapTbIHKkeBMY?

1®IBY Poccuiickuii HayyHO-MCCIER0BATENbCKUI MHCTUTYT reMaTosiornm u TpaHcgbysuonorum denepanbHoOro MeaMKo-b1oI0rnyeckoro areHT-

ctBa, CaHKkT-lletepbypr

260y A0 Poccuiickasi MEAULMHCKAS akafeMus HernpepbIBHOMO MpogheccuoHanbHoro obpasosamus MuHaapasa Poccum, Mocksa

AKTyanbHocTb. PaHee knaccuueckue Ph- mueno-
nposnudepaTtmeHblie HOBOOBpa3oBaHuMsa (acceHumarbHas
TpoMmbBouutemus (IT), uctunHaa nonuumutemus (MM),
nepBuYHbIn Mrenodmbpos (MMd)) cumtanuch ynenom
MOXMIbIX BO3PACTHbIX FPynn nauneHToB. C OTKpbITUEM
pOf ApaviBEPHbIX MyTaLWi U BHEAPEHWEM MOSIEKYNsAp-
HO-TeHeTUYECKOW [MArHOCTMKMN B LUMPOKYIO KIMHUYe-
CKYIO NPaKTWKY BbISCHWIIOCh, YTO M B MOJTIOAOM BO3pacTe
onarHos Ph- muenonponundepaTtuBHbix HOBoo6paso-
BaHuit (MIMH) yske 6osblue He ABMAETCA Ka3yMCTUKOIA.
TouHble paHHble 0 3aboneBaeMoOCT Cpean NauveHToB
LEeTCKOro Bo3pacTa U MOSOAbIX B3POCHbIX B HacTosLLee
BPEMsl OTCYTCTBYIOT, HO pacnpocTpaHeHHocTb Ph- MIMTH
B 3TUX BO3PACTHbIX IPynmnax NocTOSiHHO YBENUYMBAETCS.
MmeloTca NnpeanonoxeHust 0 ToM, 4to Hannume Ph- MIMH
Yy MOSOAbIX NAUMEHTOB MOMXET 3HAUNTESIbHO YBENNYM-
BaTb PUCKM CEPLEYHO-COCYAUCTON U OHKONOrMYECKON
NEeTanbHOCTM MO CPaBHEHMIO C BO3PACTHOM HOPMOA.

Lenb. N3yunTb xapakTepucTWKM U OTAANEHHbIE
pesynbTaTthl y Ph- MuenonponudepaTrseHbix HoBoObpa-
30BaHWii y MOMOAbIX NALMEHTOB.

MaTtepuanbl u Metopbl. B uccneposanun 6oinu
MpoaHanu3vpoBaHbl aMbynaTopHble KapTbl MaLMEHTOB
13 obLen basbl gaHHbIX NauneHToB ®IBY PocHUNIT B
TeyeHne NocnepHvx ABapuath net. Kputepvem BkIio-
yeHwus Bbl1 BO3PaCT Ha MOMEHT YCTaHOBEHWSI NEPBUY-
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Horo (npemBapuTenbHoro) amartosa Ph- MIH (3T, UM,
MMa) < 23 rier.

PesynbTatbl u obcyxpeHue. Bcero 6bino
BKMoueHo 22 naumeHTa (1,3%) n3 obuieit BbIGOpKH
1669 naunerTos, B ToM uncne 11 (1,9%) n3 578 naum-
eHToB 3T, 4 (0,9%) 13 439 nauventos UM un 7 (1,1%) us
652 naumnenTtos ¢ MMM®. Mpu nepsuyHOM anarHocTuke Ph-
MuenonponudepaTmMBHbIX HOBOOBPa3oBaHUiA Y MOSI0abIX
NauMeHTOB CUMMNTOMAaTUKa HOCUT MEHee BblPasKEHHbIN
XapaKTep ¥ He HabrofaeTcs NpeaLLlecTByIOLLIMX TPOMBO30B
B OT/IMYME OT NMaumeHTOoB bonee cTapLuero Bo3pacTa.

B KauecTBe UMTOpPeLYKTUBHOM Tepanuu y MOSoabIX
naumneHToB ¢ Ph- MnenonponudepaTveHbiMKU HOBOOOpa-
30BaHMAMM MO CpaBHEHMIO C 0bLLel BbIBOPKOM ropasno
YalLle ncnonb3yloTca npenapatbl HTepdepoHa-ansda,
O[HaKO, YaCToTa OTBETOB Ha TEPANWIO 3HAUYUTENBHO He
pasnuuaetcs. [lpy orpaHnYeHHbIX Cpokax HabnogeHus
B MariblX rpynnax He MoslyYyeHo 3HAUMMBbIX OTSIMYUUIA C
OIUTENBHOCTU BbIMBaeMocTu 6e3 TpoMb030B U obLuen
BbI)KMBAEMOCTM Yy MaLMEeHTOB MOSIOLOr0 Bo3pacTa U
Bonee cTapLumnx BO3PACTHbIX FPymM.

BeiBopbl. Heobxonuma paspaboTtka nHanBmoyanu-
3MpOBaHHbIX NporpamMm nevenns Ph- muenonponude-
paTuBHbIX HOBOOBpa3oBaHui ¢ febiToM B MONOLOM
BO3pacTe, BKIloYaloLLasn yriybrneHHyIo OLEHKY PUCKOB U1
NepCOHaIM3MPOBaHHYI0 NPOrpaMMy JIeueHus.



Cumnturpacus ¢ 251-MUBT y peTeil
Cc HenpobnacToMoun: oT BU3yasibHON OLLEHKU
K KONIMYECTBEHHbIM NpefMKTopaM

M.A. Aarapos, [0.H. Ilnkapb

®@IBY «HaumoHabHbIi MEANLMHCKNIA MCCIIE[0BATENbCKUY LIeHTP BETCKOV reMaTosiormm, OHKOI0rmn u UMMyHo1orum uM. [iMutpus Porayesa»

MuH3sgapasa Poccum, Mocksa

Uenb. CpaBHUTENbBHbLIN aHanu3 U cucTemMaTu3aums
MMEILLMXCA MEeTOA0B MOJSIYKOIMYECTBEHHOM M KOMU-
YEeCTBEHHON OLEHOK Pe3ynbTaToB CUMHTUrpadun c
125- MBI y peTeit ¢ HelipobnacTomoii (HE), a Takke
aHanu3 cobCTBEHHbIX pe3yfbTaToB.

Martepuanbl n MeTopbl. [15A novcka nuTepaTtypsbl
MCMOJIb30BaHbl NMOMCKOBbIE 3anMpochl B Hasax faHHbIX
PubMed n Google Scholar. PeTpocnekTuBHo npoaHa-
n1M3nMpoBaHbl NaumeHTbl ¢ Hb Bbicokoro pucka, nocTy-
NMBLUME B OTAENIEHNE KITMHUYECKON oHkonorum ®IrbY
«HMUL OO um. Omutpus Poravesa» MuH3ppasa
Poccuu. MNpoBeneHa KonmMyecTBeHHast OLEHKa napame-
TpoB SUV, Metabonuueckoro obbema onyxonu (MTV)
n acdpepnuroctn (ASP), nporHocTuyeckas LeHHOCTb
napamMeTpoB OLieHMBaiacb B MHOrodhakTOpPHOM perpec-
CMOHHOM aHanuae Kokca.

PesynbTatbl U obcyxkpaeHue. 1o faHHbIM uTepa-
Typbl, B NPeATepaneBTUUYECKON OLEHKE PUCKA TOMbKO
wkana SIOPEN nokasana Hanuuue nporHocTuye-
cKkon 3HauumocTtu y geten ¢ HB. MporHoctuyeckyio

LIeHHOCTb MOSYKONIMYECTBEHHbIX NapaMeTpoB OrpaHnymn-
BalOT HM3Kas paspeluatoLlas cnocobHOCTb MiaHapHOM
CUMHTUIpadMn M CIOXHOCTb B AndpdpepeHumnpoBke
PM3N0NOrNYecKoro 1 NaToornyeckoro HakoMIeHus.
Bbicokne 3HaueHus KonmnyecTBeHHbIX NapameTpos SUV
n TLCRR cBsizaHbl ¢ HM3KoAUepeHUMpOBaHHbIMU
rucTonornueckummn BapuaHtamu Hb. B cobcTeBeHHoe
nccneposaHve Bbinn BrlOYeHbl 28 nauneHTos ¢ HB n3
rPynMbl BLICOKOTO pucka (14 MysuWH, cpeaHuit BospacT
28,8 (11,3-41,0), nnanasoH ot 3 go 74 Mecsues). B
MHOropakTOpHOM aHamnu3e BbiCOKMe 3HauyeHus ASP
(= 65%, HR 5,32, 95% [M 1,18-24,07, p = 0,03) u MTV
(= 50 M1, HR 4,31, 95% W 1,18-15,80, p = 0,027) Gbinm
CBfA3aHbl C XyALlen 6ecCcobbITUNHON BbIXMBAEMOCTbIO.

BbiBoabl. [apaMeTpbl MHULMANBHON CLUMHTUIpadunm
c 12|-MUBI 0®3KT/KT MMeloT NporHoCTUYECKYIo
LLeHHOCTb Y fieTel ¢ HerpobnacTtomon. Heobxonmmel
[anbHenLne NCCnefoBaHns C Lenblo CTaHaapTM3aumm
OLIEHKM KONMYECTBEHHbIX MNapaMeTPOB CLUMHTUrpadmu ¢
OD3IKT/KT.

Pediatric Hematology/Oncology and Immunopathology
2023 | Vol. 22 | Ne 2 suppl 1| 96



MepcnekTuBbl hapMakonormyecKoum
aHTUTpoMbBoTHMUECKOU Tepanuu U NPOOUNIAKTUKM

T.10. Acpowwkuna, 10.A. LLndpuH, [1.B. Pepoposa, [1.6. PnopuHckuit, [1.A. Esctpatos, 1.A. Xapkos

®IBY «HaumoHanbHbIi MEAVLMHCKMI NCCIIEeA0BaTeNIbCKUK LIEeHTP AETCKOM remMaTosiorny, OHKOIOrumM u uMMyHosiorum uM. [imutpus PorayeBa»

Mun3zapasa Poccun, Mocksa

AkTyanbHocTb. B HacTosLlee BpeMs aHTUKoary-
NAHTHasA Tepanus pasBMBaeTCA OT Hecneunduyecknx
npenapaToB (Takux Kak HU3KOMOMEKYMApHbIA renapuH
W MHrMbutopbl BuTamMuHa K) K Bonee TapreTHbiM
(HanpuMep, npsaMble MHrMBUTOPLI X 1 Il hakTOpOB CBEp-
TbiBaHWA). [IOBOMbHO MHTEPECHBIM HaNpaBeHneM SBMs-
I0TCA MCCNefoBaHMsA N0 NPUMEHEHUIO MHrMbBuTopoB Xl
n Xl hakTOpOoB 1 UX ponu B NPOONNaKTUKE BEHO3HbIX
TpoMb030B. Takke B [OMOSIHEHME K CTaHAApPTHOMY
nooxopy, B mocrefHee pecAtuneTve Bbinn WKUPOKO
“3yueHbl HOBble MepopasibHble aHTUKoarynsaHTbl (HOAK)
AN NPUMEHEHUs Y NauMeHTOB AEeTCKOro Bo3pacTa.
HecmoTpst Ha MHoroobeLLaloLLme pe3ynbTaTbl KIMHUYE-
CKUX WCMbITaHUN, fanbHENLIME NCCIeNoBaHNsA, HanpaB-
NEeHHble Ha OUEHKY adpchekTuBHOCTU 1 BesonacHocTH
3TWX NpenapaToB y OEeTel W NMOJPOCTKOB, NO-TMPEXKHEMY
HeobxoauMbl.

Uenb. Ouenutb 6e3onacHocTb M 3QGEKTUBHOCTD
npumeHenuns HOAK y peten.

MaTepuanbl U MeTopbl. ViccnenoBaHve HoCwmo
PEeTPOCMEKTMBHbIA MOHOLEHTPOBON xapakTep. B base
naHHbix HMUL, OOV wMm. [1, PoraueBa 6biiv oTobpaHbl
nauuneHTbl B BospacTte ot 0 o 17 neT, nonyvyaslume
Tepanuio anukcabaHoM, puBapokcabaHoMm unu pabu-
ratpaHoMm. Kputepuamu ucknoyeHus Bbinu: aprte-
puanbHbli TpomMbo3, Tepanusa NOAK MeHee 14 pHen,
KOMBWHMpPOBaAHHAsA aHTUKOArynsaHTHas Tepanua u
HEBO3MOXHOCTb nocrnepytoLero HabnwoneHnsa. beina
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NMpOBEAEeHa OLEeHKa 4acToTbl peunansoB TPoMbBO30B
N KPOBOTEUEHUI.

PesynbTaTbl uccnepoBaHua. B uccrnepoBaHum
NpuHANK yyactne 67 yenosek. [MauneHTbl Obinn pasne-
MEHbI Ha 2 rpynnbl — NofyYyaBLUKe NepBUYHYI0 Npodhun-
NaKTUYECKYI0 aHTUKOArynsHTHylo Tepanuio (rpynna
1. 6 nauneHToB) u Te, K10 nonyyan HOAK B KauecTse
BTOPUYHOW aHTUTPOMBOTUYECKOW NPOChMNaKTMKKL nocne
nepeHeceHHoro Tpombosa rnybokux seH (TIB) (rpynna
2: 61 naumeHT). MeanaHa BpeMeHn HabniopeHs cocTa-
Buna 46 gren (25-365 nHeit) B rpynne 1 n 4 mecaua
(2 Henenw - 36 Mecsues) B rpynne 2. B nepsoit rpynne
He BblIO HWM OJHOrO 3MW30Aa BEHO3HOW TPOMBO3M-
6onumn (BT3) n 1 (16,7%) HesHauMTeNbHOE KPOBOTEYUEHME,
BO BTOpOM rpynne - 1 kpynHoe (2%), 4 HesHauMTEnbHbIX
KposoTeueHws (6%). Y 4 naumeHTos (6 %) B rpynne 2 6binm
peuvauebl BT3 Bo BpeMsi Tepanum pyBapokcabaHoM.

BeiBoabl. B xope uccnepnosaHuna Beina obHapy-
)KEHa YMEpEeHHO MOBbILWEHHAs YacToTa peLuavBOB
BT3 n conoctaBuMasi yacToTa KPOBOTEUEHUIA Y Nauu-
EHTOB, NOSyYaBLUMX puMBapokcabaH, Mo CpaBHEHUIO C
OaHHbIMW paHee MPOBEAEHHbIX UCCRefoBaHuii. B panb-
HeviLleM 0cobo MHTEPECHbIMW, Ha Hall B3rnan, sBfs-
loTcs npocnekTuBHble uccnepnosaHna HOAK B kauecTtse
MepBMYHON aHTUTPOMBOTMYECKON MPOPUNAKTUKHK, a
Tak)ke BTOPUYHOW MPOCOUMIAKTUKK B rpynnax Hanbonee
BbICOKOIO pUCKa W pesynbTaTbl aHanm3a Ux MpUMEHeHUs
B peanibHoN KIMHUYECKOW NpaKTuKe.
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Paspen 2.

Te3ucnli NoCcTepHbIX AOK/1afgoB

yyacTHuKkoB KoHrpecca

KnuHnuyeckun onbiT npuMeHeHnsa papatyMmymaba
B Tepanuu napunanbHON KPAaCHOKIeTOYHOM
ansiasuu nocne ansiIoreHHou TpaHcnnaHTauum
reMorno3TMYECKUX CTBOJIOBbIX KIEeTOK

C.K. ApakensH, C.J1. bnaros, C./. KospbiruH, [1.A. Escees, T.10. Canumosa, J1.H. LLenuxosa, J.0. bangunbauHa,

M.A. MacuaH, A.A. MacuaH

GIBY «HaumoHasbHbIA MeaULUMHCKUI MCCIIEA0BATETbCKUIA LIEHTP AETCKOM reMatosiorum, OHKOTOr MM U UMMYHOSTOr M uM. [Imutpus Porayesa»

MuH3apaBa Poccum, MockBa

Llenb. MapunanbHas KpacHOKNeToYHas annaswus
(MKKA) — akTyanbHasi npofnemMa B KOHTEKCTE asnso-
FEHHbIX TPAHCMNaHTaLMi FreMONO3TUYECKNX CTBOJSIOBbIX
knetok (anno-TrCK) npu 6ombLLUOK rpynmnoBoi Heco-
BMECTMMOCTU Napbl LOHOP-PELMMUNEHT. M3BECTHO, UTO
BedyLlas posfib B NaToreHese AAHHOrO OCIIOKHEHUA
NPUHAANEKUT U30reMarrmioTUHUHAM K NpefLlecTBeH-
HWKaM 3pPUTPOLIMTOB [NOHOPCKOIrO MPOMCXOMKAEHUs. 3a
BbIpabOTKy AaHHbIX aHTUTEN MOryT BbITb OTBETCTBEHHbI
0CTaTOYHble PELMMUEHTCKME LOMFOXMBYLLME Ma3MO-
LMTbl, OBHaKo ybeauTenbHbIX AOKa3aTeNbCTB BbilLECKa-
3aHHOr0 B fiMTepaType He onucaHo. B ceoen paboTte Mbl
XOTUM CYMMUPOBATb aKTyaslbHbl MOAXOM K ANarHOCTUKeE
¥ Tepanuu JaHHOTO OCIIOXKHEHMS.

MaTtepuanbl n MeTopbl. [lpoBeneH peTpocnek-
TUBHbIN @aHanuU3 KIMHUYECKMX CllyyaeB napumasnbHOM
KPaCHOKIETOYHOM annasum y 4 peunnueHToB anno-TI CK
LETCKOro Bo3pacTa, Habmoaaswmxca 8 HMUL, IFOU nmM.
Omutpua Porauesa B nepuop ¢ 2018 no 2023 r.

PesynbTaTtbl U 0bcyxpaenue. B pabote nponemMoH-
CTPUPOBaH OMbIT NpUMeHeHus aapaTymyMaba (uenose-
UecKoe MOHOKMOoHanbHoe aHTuTesno IgG1 k Benky CD38)
B Tepanuu MKKA y peunnuenToB anno-TI CK. KnuHuue-
CKMe 1 nabopaTopHble NPOSBIEHNA KPACHOKETOYHOM

annasun Ha hoHe BBeAeHUA fapatyMyMaba KynmpoBaHbl
y Bcex 4-x bonbHbIX. B paMkax uccnepoBaHusa natore-
HeTuyeckunx acnektoB [KKA, HaM ynanocb BbIAenuTb B
KOCTHOM MO3re ABOMX MauMeHTOB NOMNynauMio Nnasmo-
LIMTOB, Ha Hall B3rnsf, HENMOCPEACTBEHHO YYaCTBYIOLLMX
B NPOAYKLUMM aHTU-LOHOPCKUX M30reMarrioTUHUHOB.
JonroxuByLinin xapaktep, ocobeHHOCTU yxopa OT
MMMYHHOIO HaA30pa, T-He3aBUCUMbIN NMyTb UMMYHHOIO
OTBETA M CMOCOBHOCTb K CAMOBOCTPOU3BELEHNIO (DYHK-
LMOHAaNbHO CXOMMWX KMEeTOYHbIX MOTOMKOB JaHHOM
nonynauMu, Ha Hall B3rnsag, onpeaensioT Heobxoau-
MOCTb TepaneBTUYECKOr0 KOHTPOSs, KOTOpbIX, bnaro-
Laps BbICOKOW 3Kcnpeccumn mapkepa CD38+, nossonset
obecneunTb Npenapat gapatymymab.

BbiBoabl. [MpoaHanuanMpoBaHHble COBCTBEHHbIE
[aHHble 4 KNMHUYECKMX CIyYaeB, a TakKe perynspHo
BbIXOAALLME OTAENbHbIe NPodhnIIbHbIE MybnvKaumum, gaioT
OCHOBaHMWe CyauTb O MoTeHUuanbHon 6esonacHocTu K
addhekTBHOCTM fapaTyMyMaba B Tepanuu nocTTpaHc-
nnaHTaumoHHon MKKA, B TOM uncne n y peunnueHToB
[eTckoro BospacTta. besycnosHo, gaHHast npobnema
TpebyeT nanbHenwero bonee rnybokoro uccrnenoBaHus
LN ONTUMM3aUMU OUArHOCTUYECKUX U NleyebHbIX K
Moaxonos.
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Penkun cnyyaun 10BeHUSIbHOU FPaHye30KeTOYHOM
ONyXosiu AUYHUKOB Yy pebeHKa. KnuHuueckuu
cnydyau, o63op nutepatypbl

E.O. BesponbHoBa, M.C. Kybupos, A.A. Kupunnos, B.B. lopes, 3.B. Kymuposa

6Y3 r. Mocksbi «Mopo3oBckas BeTcKkasi ropoACKas KimHu4yeckas bonbHuua [JenapTaMeHTa 3apaBooxpaHenusi r. Mocksbl», Mockea

LUenb. OnncaHne KNMHUYECKOro CyYast lOBEHWUITbHON
rPaHyne30KIETOYHON OMYyXOMNM ANYHWUKOB, KaK PEaKoro
3aboneBaHus B BETCKOW OHKOMOT M.

Matepuanbl n Metopbl. [lesouka A., 15 ner,
noctynuna B NbY3 «MAIMKb [O3M» c »anobamu Ha
Bonu B KM1BOTE, yBenuueHne xueoTa. 1o gaHHbIM Y3U
B MOJSIOCTM Masioro Tasa BbIABIEHO KUCTO3HO-COMMAHOE
obpasoBaHue pasmepamu 12,8 x 8 cM, 3aHUMaloLlee
Manblii Ta3 1 YacTb BPIOLLHOM NOIOCTH CnpaBsa C Npu3Ha-
Kamu nepekpyTta obbeMHoro obpasosaHua. [opmo-
HanbHbIA Npodunb: acTpagmon — 899,23 nMonb/n,
TecTocTepoH - 1,78 HMonb/n. ADM - 3 ME/Mn, Cal25 -
282 En/mn, B-XMY — 0,1 MME/Mn. BbinonHeHa HuskHe-
CPedMHHas NlanapoToMus, TYMOPagHEKCIKTOMMSA CrpaBa,
peseKkuunsa carnbHuKa. B 6pioLIHON NONOCTHU BbISBMEH
CEpO3HbIV BbINOT C reMopparuyeckon npumecsio. ObHa-
pysKeH AedeKT LenoCcTHOCTU Kancynbl obpasoBaHus.
Mo [maHHBIM FUCTONMOrMYECKOro UCCEef0BaHNA BbifB-
feHa rpaHynes3oK1eTo4Has onyxofb B3pOCOro Tvna.
Mo [LaHHbBIM LMTONOrMYECKOro NCCefoBaHNs CMbIBOB U3
BpIOLLHOM MOMOCTYN ONYXOS1EBbIE KNETKN He HaipaeHsbl. 1o
naHHbIM MCKT OI'K, OBl n MT ¢ KY, M3T-KT ¢ 18-dAI
AaHHbIX 33 HanMune o4aros OTAANEHHOr0 MeTacTasnpo-
BaHWS M OCTATOYHON OMNyxonu He obHapyskeHo. PebeHky
Bbl yCTaHOBMEH AMArHO3 <rpaHyne3oKeTouHas
OMyxonib B3POC/IOr0 TUMa NpPaBoro fMYHWKa, paspbiB
onyxonu T1c2NOMx, IC2 no FIGO». CornacHo dene-
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panbHbIM pekoMeHpaunaM M3 PO no neueHuio Heanu-
TenuanbHbIx onyxonen AvyHukos 2020 r., yunTbiBas
Hanuume OaKTOpPOB pUCKa B BUAE: pa3pbiBa Kancynbl
onyxonu, pasmepa bonee 10 cM, NpUHATO peLUeHune
0 BbiMoSiHeHUn nonuxumuoTepanuu (MXT) no cxeMe
BEP (6rneomuumt 30 mr/cyTku B/B 1,3,5 OHW, 3TOMNO3MA
100 mr/m? B/B 1-5 medb, uucnnatnd 20 mr/mM? B/B
1-5 meb, 4 Kypca). Mo pesynbraTaM nepecMoTpa rmcTo-
forMyeckunx npenapaTos B HaumoHanbHOM MEAULIMHCKOM
MCCNEenoBaTeNbCKOM LieHTpe aKyLLIepCcTBa, MTMHEKONOMUM
n nepuHatonorun uMm. B.MU. Kynakosa M3 P® BbisBneHa
I0BEHUIIbHAA rPaHyne30KIeToYHas OMyxonb NpaBoro
AnyHKKa. MaumeHTtka nonyuuna 4 kypca XT no cxeme
BEP. o maHHbIM KoOMnnekcHoro obcrnepoBaHusa y
pebeHka 3adMKCUpOBaH MOJHbIN OTBET.

BoiBoabl. l0BEeHMbHAA rpaHyne3o0keTo4YHas
oMyxoflb AMYHUKOB ABNAeTCs Bonee arpeccuBHOW, YeM
B3pOCHbIA TUN. Ha CerofHAWHWA feHb CTaHOapToB
NeyeHns OaHHOW HO30J10rMKU B OETCKOM NMPaKTUKe He
paspaboTaHo. AnbloBaHTHAsA XMMMOTEPANUS, Kak Kypa-
TUBHas ONUMUA UCMONb3YEeTCA Ha NMO3AHWMX CTaAUAX, Bbille
IC no FIGO. ina IC cTagmu BONpoC HasHaYeHUs agblo-
BaHTHOW XMMMUOTEpanuu OCTaéTca AUCKYyTabernbHbIM.
Ha3HaueHve apblOBaHTHOW XMMMOTEpanuu LOJIKHO
MPUHUMATBLCA MHAMBMAYASbHO, COBMECTHO C MYMbTU-
OMCLUMMNMHaAPHOW KOMaHOOM v BKIOYaTb BCECTOPOHHEE
KOHCYNbTUpPOBaHWe MauyeHTa.
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Koppensuua reHoTuna u ¢peHoTuna y nauMeHToB
c cuHapomoM [NopnuHa—T onbua

T.C. benbiwesa?, B.B. CemenHosa® ?; E.B. LLlapanoga!, B.M. Koanoga!, C.H. Muxaiinosa?, T.B. HacenkuHa?,

C.P. Bapghonomeesa?

HUW neTckovi oHKonorum u rematonorum uM. akag. PAMH I1.A. ypHoa ®IBY «HMUL| oHkonorum um. H.H. BrnoxuHa» MuHsapasa Poccuu,

MockBa

2WHcTuTyT MonekynspHoli 6uornorum uM. B.A. SHrenbrapata PAH, Mocksa

AkTtyanbHocTb. CuHapoM opnvHa—Tonsbua (CIT) -
penkoe HacneacTBeHHoe 3aboneBaHve C ayTOCOM-
HO-LOMWMHaHTHbIM TUMOM HacnefoBaHus, ANs KOTOPOro
XapaKTepeH BbICOKWUIA PUCK Pa3BUTUSA 3MOKaYECTBEHHbIX
HoBOOOpa3oBaHWi, B TOM YMCMe B paHHEM BO3pacTe.
Passutne CIT cBszaHO C HanmMuMeM repMuHasnbHbIX
MyTaumi B reHax PTCH1 n SUFU.

Lenb. [MpoBecTn aHann3 KOPpPensALUMmM MeKay reHo-
TUNOM MaUMEHTOB W KIMHUYECKUMU MPOSIBNIEHUAMMU
cuHApoMa.

Matepuanbl n metonbl. B uccneposanune sowwno
8 nauneHToB (3 ManbumMKka M 5 geBouyek, BO3pacT OT
1,9 ropa 0o 18 net), y KoTopbIx BbiNM AMarHOCTUPOBaHbI
crnenyiowme TUMbl OMyXOnen: 0OJOHTOreHHbIE KepaTo-
kncTbl (n = 4), Menynnobnactoma (n = 2), 6asanbHo-
KIeTOUHbIA pak Kosku (n = 4), dnbpoMa ANYHMKOB
(n = 2). AHanus [HK, BbigeneHHoi M3 nMMdOUMTOB
nepucepmnyecKoin KpoBm, NPOBOLUIIN MYyTEM BbICOKO-
MPOV3BOAMTESNIBHOIO CEKBEHMPOBAHUA HOBOMO MOKO-
nenus (NGS) Ha nnatcpopme Illumina. Mpu noarotoeke
BnbnunoTek npoBoLMM MMBpUAN3ALIMIO C NAHENbIO 30HA0B
Kapa HyperChoice (Roche), BkmiouaioLLeit koampyioLume
yyacTku 415 reHoB, acCOUMMPOBAHHBLIX C Pa3BUTUEM
OHKOJormyeckmx 3aboneBaHuin. BoiaBrneHHble Bapu-
aHTbl MOATBEPXKAANM MyTEM NPSMOro CEKBEHUPOBAHUS

no CaHrepy. eTepo3nroTHble BapuaHTbl B reHe PTCHI
obHapyskeHbl Yy 7 nauneHToB, BapuaHT B reHe SUFU -y
1 naunenTa. Y naumeHTtkn ¢ SUFU-accoummpoBaHHbIM
CI'T B BospacTe 1,7 neT gmarHoctMpoBaHa Menyn-
nobnactoma, B Bospacte 11 nmeT — BunaTtepanbHas
hubpoma AnuHmMkoB. Cpeaomn HocuTenen BapuaHTOB B
reHe PTCH1 6a3anbHOKNETOUHbIN PaK KoKW BbISIBIEH B 4
cnyuasx (57%), cpenHuit BO3pacT NOCTaHOBKM AMarHo3a
coctaeun 11 net 3 Mecsaua. OLOHTOreHHbIe KePaTOKUCTDI
Habnionamu B 4 cnydasx (57%), ouBpoMbl ANUHMKOB —
B OQHOM Cry4ae. Y OfHOW MauMeHTKn OMarHoCTMpoBaHa
MepynnobnactoMa B Bo3pacTe 8 mecsueB. /13 cemen-
HOro aHaMHe3a M3BECTHO, YTO ee MaTb NnepeHecna
onepauwio no nosogy unbpPoMbl ANYHMKOB B Bo3pacTe
20 neT v Takxke ABNAETCA HOCUTENEM MyTaLMK B reHe
PTCH1. OgmH naumeHT, Manbumk 1,9 ropa, Ha MOMeEHT
MCCNEeAoBaHNS He MMen onyxosieBbix 3aboneBaHui
MpoLUesl FEHeTUYECKOe TeCTMPOBaHME MO NOBOAY MHOKe-
CTBEHHbIX CTUIM An33aMbpuroreHesa. PebéHky HazHaueHo
OvHaMuuyeckoe HabniofeHue.

BbiBopabl. [loHMMaHVE B3aMMOCBS3N MEXAY MeHO-
TUMOM U KITMHWUYECKUMU NPOSBMEHNAMMN 3aboneBaHus
OTKPbIBAET HOBbIE BO3MOXHOCTH AJ1A ONTUMMU3aLMK CTpa-
Teruv Begerus naumeHToB CIT ¢ Lenblo paHHero BbisiB-
NEHVS OHKOMIOrNYeckux 3aboneBaHuii.

Pediatric Hematology/Oncology and Immunopathology
2023 | Vol. 22 | Ne 2 suppl 1 | 100



KnuHuyeckuin criyyam rHoMHoro TupeomauTta
y naumMeHTa ¢ ocTpbiM MUenobnacTHbIM N1IeMKO30M

I.A. Bensikosa, E.B. VHiowkuHa, C.B. AHowuHa, M.I0. J1aBpyxuHa, E.B. opoxosa, [1.A. Makaposa, E.l0. ApucTosa,

B.0. CrenaHoBa, B.A. ®ateesa, A.B. CeperviHa

6Y3 MO «MockoBckuii 06r1acTHOV OHKOIOrM4Yeckuii aucrnaHcep», banawumxa

AkTyanbHocTb. YacToTa BCTpeyaeMoCTH
PasfNYHbIX MHAIEKLMOHHBIX OCIIOKHEHUN Yy BOMbHbBIX C
remobnacTto3amm JOCTATOYHO BbICOKA. [laHHbIN cryyan
YHVKamneH fokanmaaumein MHeKLMOHHOro npowecca u
CPOKOM BO3HUKHOBEHWS (10 NMpOBEfeHUs NonMXMMUoTe-
panuu).

Uenu n 3sapauu. [leMoHCTpaumsa KIUMHUYECKOro
cnyyast peaKkoro MHPEKUMOHHOIO OCIOKHEHNS.

MaTepuanbl u Metopbl. [auneHTt P., 3 roga,
3abonen B uione 2022 r., korga Mama 3ameTuna yeenu-
yeHue nuMdoysnos Ha wee cnesa. B OAK nenkouutsl
37 t/mkn, remornobun 98 r/n, TpoMbouuTb
140 T/MKn, rocnuTanuaMpoBaH B CTauuoHap no M/x. B
cTaumoHape B OAK 78% bnacTHbIx kneTok. HanpaeneH
B MOOQ. MNpu noctynnennn 02.08.2022 onpepensetcs
rMnepeMusi, 0TEYHOCTb M BONIE3HEHHOCTb NepenHen
NOBEpPXHOCTM Lewn. YcTaHoBneH amarHos: OcTpbii
MuenobnacTHbIV Neiko3, M1-BapuaHT ¢ KO3KCIpeccuen
CD7, nepectporika reHa NUP98, LUIHC-cTaTyc 0, 1-i
OCTpbIvi mepuog. ['pynna BbICOKOro pucka. o gaHHbIM
Y3 wmToBMAHAs efesa pacrnofloeHa TUMMYHO.
[paBasa ponda: pasmepbl 21 x 19 x 38 MM, 06beM
7,2 cM. kyb. J1eBas pons: pasmepbl 14 x 11 x 35 MM, 06beM
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2,6 cM. kyb. CymMapHbIn 06beM 9,8 kyb. cM. 3aknio-
yeHue: axorpaduyeckne npusHakum AUPdysHbIX
M3MEHEHWA YBENUYEHHOW LWUTOBWUAHOW >Kemnesbl.
NHunbTpauma MArknx TkaHen wewn. JlumdaneHo-
natus WernHoW M HafKMouMyHOM obnacTeit (axokap-
TWHA He MPOTUBOPEYUT OCTPOMY FHOMHOMY TUPEOUANUTY).
12.08.2022 npoBefneHa onepauusi: BCKpbITUE U OPEHUPO-
BaHWe abcLecca B MPOEKLMM NPaBON JOMM LLIMTOBULHON
)enesbl. 3BaKyMpoBaHO rHOWHOe copepskumoe. [pw
noceBe OTAENIAEMOr0 Ha MUKPOCHIIOPY C ONpefeneHneM
UyBCTBUTENbHOCTM K a/6 obHapyseH Staphylococcus
aureus C BbICOKOW YyBCTBUTENbHOCTbIO. Ha3HaueHa
aHTubakTepuanbHasa Tepanvs.

PesynbTaTthl u obcyxpaenue. Ha doHe npose-
OEHHON Tepanun oTMeYaeTcs NnosiHas pe3opbums nHdek-
umoHHoro ovara. C 24.08.2022 HauaTto nposeneHue MXT
no nporpamme OMJ1-MRD-2018 nns rpynnbl BbICOKOrO
pucka. Pemuccusa gocturHyta nocne 1-ro kypca NXT. B
HacTosLLee BPEMS fTeYeHne No NpPorpaMMe 3aBepLUEHO.

BeiBopbl. [MpoBeAeHne KOMMMEKCHOrO aHTMbak-
TepuasnbHOro IeYeHNs NO3BONMIIO YCMELUHO MPOBECTM
MXT 6e3 nocnenyowmnx MHAEKLMOHHBIX OCITOKHEHWI 1
AOCTWYb PEMUCCUM MO OCHOBHOMY 3aboneBaHumio.
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UccneposaHue cuHeprusma uedprasmgmuma-
aBubakTaMa u asTpeoHaMa B OTHOLLUEHUU
yCTOMUMBbLIX K LedTasnaumy-asubakramy
LUTAaMMOB rpaMoTpuLaTenibHbIX bakTepui in vitro

A.[l. Boponaes, X.B. Mapkoga, 0.C. KoxyLHasi, B.A. Muukesuy, I.I". Cononosa

@IBY «HaumoHabHbIi MEANLMHCKNIA MCCIIER0BATENbCKUI LIEHTP BETCKOV reMaTosiorny, OHKOIOrn U uMMyHoorum uM. [immtpus Porayesa»

Munsapasa Poccum, Mocksa

Uenb. lMpopnyueHTol MeTanno-beta-nakrtamas
(MBJ1), Taknx kak NDM, VIM, IMP, 0bnapaloT ycTonunBo-
CTbIO K COBPEMEHHbBIM 3aLLMLLEHHBIM LieddanocnopyHam —
uedTasmgumy-asmnbaktamy u uLedTON03aHy-Tas0-
BakTamy. AsTpeoHaM He rugponusyetcs MBJI, Ho
MOABEPIKEH JencTBUI0 BeTa-nakTaMas pacLUMPEHHOro
cnektpa (BJTPC), npaktunuecku 8 100% criyyaes npucyT-
cTeylowumx y npoayueHtos MBJ1. AsmbakTtam crnocobeH
nHrnbuposatb BJIPC, uto obecneunBaeT moTeHuu-
anbHyl 3eKTUBHOCTb KOMBUHaLMKU a3TpeoHama
n uedTasmpuma-aBmbaktama. Llenb nccnepoBaHus
cocTosina B oueHKe 3dEKTUBHOCTU [AHHON KOMBU-
HaLmW NpenapaToB in Vitro B OTHOLLEHUM YCTONUMBBIX K
kapbaneHeMaM v LedpTasmanMy-asubaktTamy LLITaMMOB
rpamMoTpuuaTenbHbix BakTepui.

Matepuansl u MeTopbl. ViccnenoBaHo 26 LUTaMMOB:
9 — K. pneumoniae, 14 — P. aeruginosa, 2 — E. coli v
1 — P. mosselii, BbigeneHHbIX U3 KpoBu, BpoHxoanbBe-
OJIIPHOr0 NaBa)a, KULEYHWKA M APYrMX FIOKYCOB.
Buposasa npeHTudmkaumns nposogunachk ¢ NOMOLLbIO
MALDI-TOF MS. YyBcTBUTENBHOCTb K aHTUBMOTMKaM
onpefensAnach ¢ NOMOLLbIO METOAa MUKPOPa3BeLeHNN
B ByrnboHe, METOAOM rpanueHTHOW andddy3nn, a Takxe
AMcKo-anMdhdy3noHHbIM MeTonoM. OBHapyskeHne kapba-
neHemas NpPoW3BOAMIIOCH C MOMOLLbIO aBTOMaTUYECKOro
MWKPOBMONOrMYecKoro aHanmaartopa, pyyHbix peHo-
TUNMYECKUX METOOMK, Taknx Kak CIM-TecT, a Takxke

MeToaoM [UP. [Ins uccnenosaHuna cuHepruama npena-
paToB MCNONb30BasiCA MeToh onpepeneHua dpak-
LMOHHON MHIMBMPYIOLLEN KOHLLEHTpauuM C NoMOLLbio
rpaguMeHTHon gpudpdysum.

PesynbTaTtbl n 06cyxpeHune. MBEJ1 NDM BbisiBneHa
y 11 wrammos (42%) — 9 wramMMoB K. pneumoniae
2 wrammos E. coli, VIM —y 11 wrammos P. aeruginosa un
1 wramma P. mosselii (46%), y 3 wtamMmoB P. aeruginosa
He BbisiBneHo MBJ1. Y aHTepobaktepuin B 100% cnyuyaes
BbIABNANCSA CUHEPrusM LedTasmamma-asnbaktama u
asTpeoHaMa, B oTnimune ot Pseudomonas spp., roe
CUHepruam BbisiBfieH y 60% LUTaMMOB BHE 3aBUCHMOCTM
oT Hanuuwus MBJ1 (p < 0,05). Y 8 wrammoB P. aeruginosa
n 1 wramma P. mosselii Bbin BbISBNEH CUHEPru3Mm, y
4 — apouTuBHbIN 3pdekT, y 2 — OTCyTCTBMUE
CUHepruama.

BeiBopbl. B Hawem nccnenoBaHum Bbina nokasaHa
3achhekTUBHOCTL KOMBUHaUMKM LedhTasuanuMa-aBmbak-
TaMa M asTpeoHaMa B OTHOLLEHWWM FPaMOTpULATESbHbIX
MWKPOOPraHM3MoB, YCTOMUMBBLIX K KapbaneHemam u
uedrasnommy-aBnbaktamy, B 0COBEHHOCTM B OTHO-
LeHun aHTepobakTepui, npopyumpyoyx NDM. 3Hauu-
TenbHo Bonee HU3kas 3OPEKTUBHOCTb B OTHOLLEHUM
Pseudomonas spp. MoseT BbiTb CBA3aHa C NPOYMMM
MexaHM3MaMu NIEKapCTBEHHOW YCTOWYMBOCTH, pacnpo-
CTPaHeHHbIMKU Cpefun NpeacTaBuTenen AaHHOro popa
BakTepuit.
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UHpuBuayanbHasa u nonynsunoHHas
dhapmakokuHeTuka haktopa Vil y peten

c Tsenou remochunuven A

E.B. OMuTpunes

'Y «PecnybrimKaHCK1i HayYHO-NPaKTUYECKMIA LLeHTP AETCKOM OHKOSIOrMn, reMaTosiornm n uMmyHosormm>, MuHck, Pecrybnivka benapyce

Lenb. Pa3spabotaTtb NnepcoHndmLMpoBaHHbI cnocob
pacyeTa BpeMeHW JOCTVKEHUS 3aaHHOro Nopora Koary-
NALMOHHOW aKTUBHOCTW Nocflie BBeLEeHUsi BblIbpaHHOM
npodomnakTUYecKkoi [osbl KoHUueHTpaTa dakTopa VI
W CPaBHWTb pe3ynbTaTbl PACYETOB C AAHHbIMK MONyNA-
LIMOHHOI0 (hapMaKOKMHETUYECKOr0 NCCIERA0BaHNS Mpu
remochunuu no cucteme WAPPS-Hemo.

MaTtepuanbl u Metopbl. [locne odopMneHus
nHcpopmmpoBaHHoro cornacus B PHIL, peTckon oHko-
norumn, remMatofiorum u uMMyHonorun 20 Manbymkam B
Bo3pacTe oT 12 net no 17,5 ropa ¢ TAXENOW BPOKAEHHON
remochunveir A (6asosas akTmBHOCTb cpakTopa VI
MeHee 1%) npoBeneHo hapMaKOKMHETUYECKOe UCCre-
[OBaHWe 415 pacyeTa KPaTHOCTW BBEAEHUSA U BESIMUMHDI
NpoduIaKTUYeCKON [03bl TEKAPCTBEHHOIO CPeacTBa
«0KTaHaT», CofepsKalLlero KOHLEHTpaT dhakTopa cBep-
ToiBaHuA kposu VIII. Mocne obpaboTku paHHbIX BbinNK
MONyYeHbl pacyeTHble (DapMakOKMHETUYEeCKME MOKa-
3aTenu Ans <«ONTUMUCTUYHOI0», «YCPELHEHHOr0>» W
«cbanaHcupoBaHHoro» pesxumos WAPPS-Hemo. [ns
aHanu3a MCnonb30BaHbl Te ke pacyeTHble dpapMako-
KuHeTnyeckme nokasatenn WAPPS-Hemo, uto 1 npu
NMPUMeHeHnn pa3paboTaHHOro HaMu OPUTMHANbHOMO
cnocoba.

PesynbtaTtbl u obcyxpenue. [locne BBeneHus
npocpunakTuyeckon fo3bl KOCK VIII 43,8 [38,3-
48,2] ME/kr onpegenexHoe ¢ nomotlbio WAPPS-Hemo
pacuyeTHOe BpeMs OOCTUMKEHUS MOpora Koarynauu-
OHHOM akTuBHOCTU 1% cocTasnano 91,2 [76,5-146,2]
u, 2% - 72,2 [53,3-100,5] 4, 20% — 25,0 [17,0-32,0]
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u. COOTBETCTBYIOLLMIA MHTEPKBAPTUNbHbINA pa3max (MKP)
69,7, 47,2 »n 15 4, Kak ¥ BenuunHa KoadhduumneHTa
Bapuaumn (KB) 43,7, 43,3 u 46%, ykasbiBasn Ha Bblpa-
YKEHHYI0 HEOAHOPOAHOCTb MOMNYMALMOHHOW BbIOOPKK B
cBA3u ¢ bonblimMm pasbpocoM nokasatenen. [epcoHun-
hULMPOBaHHDBIA pacyeT BPEMEHU LOCTMMKEHUSA reMo-
cTaTtuueckoro nopora 1% 88,5 [74,6-109,8] u, 2% 74,2
[63,0-92,4] u, 20% 29,0 [24,5-36,9] u xapakTepu3so-
Basnics 3HaunTenbHO MeHbwM UKP — 35,2, 29,41 12,4 4
COOTBETCTBEHHO, a Takxe bonee HU3KUMK 3HAYEHWSIMM
KB —26,8, 25,5 1 29,7% cOOTBETCTBEHHO.

BbiBopbl. Pa3spaboTtaH cnocob mHamBuaoyanbHoro
pacyeTa BpeMeHM JOCTVKEHUA 3aAaHHOro Nopora Koary-
NALUMOHHOW aKTUBHOCTW Nocrie BBeLeHUs BblbpaHHOM
npodomnnakTMyeckon [o3bl KoHueHTpaTa daktopa VIII.
PesynbTaThl nepcoHMuumnpoBaHHbIX pacyeToB hapma-
KoKkMHeTuueckux (PK) napameTpos, obnagas sHauu-
TENbHO MEHbLUMM pa3bpoCcoM 3HaAYEHMI, NPUBMMKEHDI
K peanbHocTu B Bosbluel Mepe, YeM aHamnornyHble
MONyNALMOHHbIE MOKa3aTenu, paccyMTaHHble C
nomolblo uWHTepHeT-pecypca WAPPS-Hemo.
Hanbonee 6nun3kuM K faHHbIM, MONYYEHHbIM MyTeM
nepcoHuduunpoBaHHoro cnocoba, bbinn pesynb-
TaTbl ®K nccnenoBaHui, NOMyYeHHble C MOMOLLbIO
«OCTOPOXXHOI0» BapuaHTa pacyeTOB MHTEpHeT-pe-
cypca WAPPS-Hemo. Vcnonb3oBaHne paHHbIX nony-
NAUMOHHON DK AOMKHO OCYLLECTBAATLCA C YYETOM
pe3ynbTaToB MEPCOHU(PULUPOBAHHbBIX PacyeTos,
OCHOBAaHHbIX Ha peasbHbiX PapMaKOKNMHETUYECKUX
nccnepoBaHnax
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MpodomnakTnka MHrMbuTopHoMn hopMbl TAKESON
remocounum A y npeteu B Pecnybnuke benapyco,

12-neTHuu onbIT paboThl

E.B. OmuTpures

'Y «PecnybriMKaHCKui HayYHO-NPaKTUHYECKMI LUeHTP AeTCKOVM OHKOJI0rUM, reMaToniornm n uMMyHosnorum», MuHck, Pecriybrinka benapyce

Uenb. Onpepenuts adppeKTMBHOCTb Npodomnak-
TUKU BO3HWKHOBEHWUS MaTONOMMYECKUX UHIMBUTOPOB
cBepTbiBaHua y PHIM (paHee He neyeHHbIX NauneHTos)
Unm (MUHUMarnbHO NeYeHHbIX) C TAKenoi reModnneit
A nyTeM BBefeHus nnasmeHHoro KOCK (koHueHTpaTa
thakTopa ceepTbiBaHus Kpoewu) VIl B nose 25 ME/kr
1 pa3 B Hepesio Ha NPOTAXeHU rofa.

Matepuanbl u MeTopbl. 3a nepuop ¢ 2010 ropa
no 2022 rop Taxenas opma remocpunmm A BbisiBfieHa
Bnepsbie Yy 56 ManbunkoB. KOCK VIII pna octaHoBKK
KPOBOTEUEHUS B pPexunMe «no TpeboBaHuio>» nomny4vanm
21 naumeHT (nepsas rpynna). B pexume npodomnakTnkm
MHrnbuTopHon dopmbl remodounun KOCKVIII B gose
25 ME/kr macchl Tena 1 pa3 B Hefeslo Ha NPOTSAsKEHUM
nepsbix 50 Hepenb fleyeHns nonydanu 35 ManbYMKoB
(sTOpas rpynna).

PesynbTtathl M obcyxkpenue. 3a nepuon C
2010 ropa no 2022 rop Tsiskenasa remochunumst A Bnepsble
Bbina BbigBNeHa y 56 peTei. Bcero cpean 56 naum-
EHTOB MHrMOWTOPbI BbIsiBEHbI y 12 ManbuvKkoB B TUTpe
1,44 (0,7 — 13,0) BU/ml Ha npoTsseHun nepsbix 21 (8,0-
52,0) nHeit BBeneHua yepes 48,0 (12,0-76,0) Hepenb
nocne Havyana vcnonb3oBanua KPCK VIII. KOCK VIl B
pexunMe «no TpeboBaHMio> A8 OCTAHOBKM KPOBOTEYEHMS
nonyyanu 21 naumeHT. MIHrMbuTopbl B AMarHOCTUYECKM
3HaummMoM TuTpe (6onee 0,6 BU/ml) sapeructpuposaHbl
y 8 (38%). [Ina npodhmnakTMK1 MHIMBUTOPHOW OPMbI
remocpunumn KOCK VIII nonyvanu 35 manbumkos. Umeno
mecTo 50,0 (8,0-50,0) aHelt BBEAEHMS Ha NPOTSAKEHUM
47,0 (8,0-85,0) Hep, uto obecneunsano 1,0 (0,45-1,56)
[OHs BBeaeHus B Hepenio. nasmeHHbln KOCK VIl ogHoro
NpoOu3BOAUTENs noflyyanu 32 nauveHTa, pekoMbu-
HaHTHbI KOCK VIl yeTBEpTOro NOKONEHUSA Nomyyanu
3 peten. N3 35 nauveHTOB BTOPOM rpynnbl naTono-

rMYecKne MHrMBbUTopbl CBEPTLIBAHUA HE BO3HUKIN Y
31 naumenta (89%), BbisBneHbl MHrMBUTOPLI Y 4 (11%)
ManbunkoB. Cpeon 4 nauMeHTOB, Yy KOTOPbIX BblsiB-
NeHbl NaToornyeckne MHrMbuTopsbl K hakTopy cBep-
TbiBaHua kposu VI, npodunakTuky nHrmnbutopHow
cdopMbl remodmnumn 3 naumMeHTam NpPoOBOLMIIM NNas-
MeHHbIM KPCK, 1 nauneHTy - pekoMbuHaHTHbIM KOCK
VIIl. Cpean 35 PHIIM (MAn MUHUMaNbHO NeYeHHbIX)
naumeHToB, nonyyaswux seeneHne KOCK VIl B pose
25 ME / kr 1 pas B Heleslio Ha MPOTSKEHUU MEepBbIX
50 Hepenb c uenblo NPOUIAKTUKA MHTUBUTOPHOM
dopMbl reModunuKM KyMynaTMBHas YacToTa MNOSB-
NeHna MaToNorMyecknx UHrMBUTOPOB CBEPTbIBAHUS
6bina Huske (15,9+7,7) % log Rank test p = 0,009 B
CpaBHEHWW C [eTbMW MONyYaBLUMMU TOMbKO reMocTa-
Tuyeckyio Tepanuio no TpebosaHuio (43,7+11,8) %.
MosBneHne MHrMBUTOPOB BbINO CBA3AHO C PEXMMOM
BBefeHUs «no TpeboBaHWio» C Lienblo 0CTaHOBKM KPOBOT-
euenus (G = - 0,559; p = 0,003). BeeneHne KOCK VIl
B FEMOCTaATUYECKMX J03axX Ha NPOTAxeHun nepsbix 50
[Hei BBEEeHWUs MOBbILIANO OTHOCUTENbHbIN puck (OP:
3,33 95% [N (1,142-9,732) BO3HMKHOBEHMS NaToNO-
rmyeckmnx Hrnbmutopos k cpaktopy VIl no cpaBHeHwmio ¢
PEXMMOM NPOOUNIAKTVKMA MarbiM1 [O3aMM.

BbiBogbl. BeepeHne nnasmeHHoro KOCK VI,
pas3peLleHHOro ANns BBEJEHUA C Mnepuoja HOBO-
POMKLEHHOCTM paHee He feYeHHbIM NauWeHTaMm B
TOM 4yucne M Ans npodunakTuyeckoro npume-
HeHUA npu Tsaxenow remocunum A, B po3e
25 ME/Kr 1 pa3 B Heflefio Ha MPOTAMEHUU MepPBbiX
50 Hen BBELEHMA COMPOBOMAAETCH CHUNKEHUEM
(p = 0,009) KyMynATUBHOM YaCTOTbl BO3HUKHOBEHMS MHIW-
BuTOopoB K BBOAMMOMY hakTopy cBepTbiBaHusa kposu VIII
00 15,9 +7,7%.
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Mes3eHxuUMarsbHble CTBOJIOBbIE KJIETKU Y AeTei
C TAXKenon npuobpeTeHHON annacTUYeCKOU

aHeMueu

M.B. EMenbsaHoBa, T.A. Yrnosa, O./. boiganos, A.U. Ucalkuua, E.I". I1sax, 0.B. AneltHuKoBa

'Y «PecnybrimKaHCK1i HayYHO-NPaKTUYECKMIA LLeHTP AETCKOM OHKOSIOrMn, reMaTosiornm n uMmyHosormm>, MuHck, Pecrybnivka benapyce

AKTyanbHocTb. Me3eHxuMarnbHble CTBOJSIOBbIE
kneTku (MCK) - CyLLeCTBEHHbI KOMMOHEHT reMonos-
TUYECKOr0 OKPYeHusi, obnafaloLmii UMMYHOMOAYN-
PYIOLLMMM CBOMCTBAMMU U CNOCOBHOCTHIO NMOLAEPKaHUA
remMonossa, u, B CBA3N C 3TUM, MOXeT BbiTb paccMmo-
TPEH Kak NnoTeHUmarnbHbI akTop MMMYHOCYNPeCcCun v
afbIOBAHTHOW KIIETOYHON MMMYHOTepanuu B KoMbrHaLmum
C UMMyHocynpeccusHoit Tepanueit (UCT) y nauneHTos
LETCKOro Bo3pacTa C TAxKeson NpuobpeTeHHOM annacTum-
ueckoit aHemueit (TTAA).

Uenb. Ynyuwwnts pesynstatel VICT peteit ¢ TIAA.

MaTtepuanbl u MeTopbl. Y 26 nauveHtoB TIAA
M3y4yeHO cofepKaHve 1 nponundepaTnBHas akTUBHOCTb
MCK kocTHOro mMo3sra. [1ns oueHKM gOYHKLMOHAMBbHOMO
COCTOSIHWS CTPOMbI KOCTHOrO MO3ra NPOBENN aHanu3 Ha
onpepeneHune KonoHneobpasylowmx egnHnl gonbpobna-
cToB. [lpoBeneHo nccnefoBaHne agunoreHHoro auddpe-
peHumnpoBoyYHoro noteHumana MCK kocTHoro mosra
naumeHToB ¢ TIAA.

PesynbTatbl. BoisBneHo, uto konnyectso MCK,
cnocobHbIx NponudpeprpoBaThb B KynbType, B cTpoMe KM
petew ¢ TIAA pocToBepHO Huke 6,53 + 1,16 no cpas-
HeHWIo co 300poBbiMM aeTbMu 17,1 + 3,09 (p = 0,005).
Mpu n3yyenum BnmsiHusa MCK Ha nponudpepaumio CD34*-
KIIETOK, YCTaHOBMEHO, YTO NpupocT CD34*-kneToK, Kynb-
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TMBUPOBaHHbIX B npucyTcTBun MCK 3gopoBbix getew
(17,1 + 1,11) 6bin 2,8 pasa Gonblie, YeM B KynbType
6es MCK (6,6 = 2,24) (p = 0,04). Takme ycTaHOBMEHO,
yto 61,1 + 6,48 kneTtkn 13 1 x 104 MCK naumeHToB C
TINAA pndbdpepeHumpyloTcs B agunounTel Ha 14-11 oeHb
KyNbTMBMPOBAHWA B MPUCYTCTBUM aoMMOreHHbIX CTUMY-
NATOPOB, TOrHa Kak y 340poBbix fetent — 30,62 + 2,32
kneTku (p = 0,0001).

370 nosBonuno paspaboTaTb METOL KOMMMIEKCHOIO
MeYeHNst annacTUYECKON aHEMUN Y JETEN C NpUMeHe-
HMeM BUMOMEOULMHCKOro KnetoyHoro npoaykta MCK
(BMKI MCK). BeposiTHOCTHasi KyMyfsiTUBHas 4acToTa
Mro y nauneHToB, nonyumsLLmnx BeefeHme BMKIT MCK
Bbina mocTosepHo BbiLe (p = 0,02), ueM y NauMeHToB co
ctaHpaptHon UCT, un coctaeuna 85,5 + 17,2%. besco-
BbITUiHas BbIXMBaeMOCTb naumeHToB ¢ TMAA, nony-
ymBLLUMX gononHuTensbHoe BeeaeHne bBMKIT MCK, bbina
3HaumMTenbHO Bbille (80%) Mo cpaBHEHMIO C nauMeHTaMum,
KoTopble nonyyanu ctaHgaptHyio UCT (40%). BHyTpu-
BeHHoe BBepeHue bMKI1 MCK Hu y ogHoro nauueHTa He
BbI3Bas10 Kakmx- iMb0 OCMOKHEHUN.

BoiBoabl. [puMeHeHne annoreHHon BMKI MCK B
kombuHaumm ¢ UCT ynyuluaeTt pesynbTaTbl NeyYeHus naumn-
eHToB C TIAA, He umetomx HLA-coBMeCcTUMOro poncTeeH-
HOro JOHOpPa AJ14 BbINoSHeHus annoreHHon TICK.
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Bbicokoi03Hasa BHyTpuBeHHas cheppoTepanus
B MPaKTUKe AETCKOIro OHKoJlora-reMartosora

H.B. WnsikoBa, M.A. JlyHsikoBa, B.I". lemuxos

®Irb0Y BO Ps3l MY MuHsapaBa Poccum, HayUHO-KITMHUYECKMI LUEHTP reMaTosiorum, OHKOI0ru U UMMYHOTornu, PsizaHb

AktyanbHocTb. PEKTNBHBIM METOLOM Tepanuu
wenesoneduuntHoit aHemun (KOA), pedopaktepHoit
K nepopasibHOMy fleyeHuio, ABNSETCS BbICOKOLO3Has
BHYTpUBEHHas dheppoTtepanus (8-BPT). OnbiT npume-
HeHua B-BOT B nmepmatpum orpaHuyeH. Mol nposenu
PEeTPOCMNEKTUBHbIA aHanu3 pesynbTaToB Tepanuu
pnecbmumta wenesa (IK) y netei, nonyuyasmx s-BOT
kapbokcumanbTo3aToM xenesa B HKL TON Pas TMY B
2017 - 2022 rr.

Uenb. OdhdhekTnBHOCTL M BesonacHocTb B-BOT
SKOA v nateHtHoro XK (JTOXK) y neteit 1 MogpoCTKOB.

Matepuansl u metoabl. Bcero B-BOT nonyunnu
79 petert ¢ noaTBEpKAEHHBIM [1XK B BO3pacTe oT 2 neT o
17 net 11 mecsues. M3 Hux 19 peten Bbinu B Bo3pacTe
oT 2 po 13 net n 60 nogpocTKoB B Bo3pacTe oT 14 no
17 net. Y Bcex feTeit Ha MOMeHT Hayana B-BOT Bbin
nabopatopHo noateepskaeH MK (deppuTuH cbiBo-
poTku (®C) < 30 MKr/n). 63 pebeHKka Bbinn ¢ aHeMuei,
16 - c JIIXK. KypcoBast nosa B-B®T, Heobxognmas ons
BOCMOJTHEHWs 3aMacoB Kefnesa y geter 1o 14 net, boina
paccu1TaHa ¢ Mcrnosfib3aoBaHneM QopMynbl [[aH30HK, Y
MOAPOCTKOB OT 14 neT cornacHo MHCTPYKLUMK K npena-
paTy, MakcuMarbHasa pa3oBas 103a — 15 Mr/Kr He yvalue
1 pasa B Hepgenio. 55 NauMeHToB Nepen UCNofb30BaHNEM
B-BOT nonyvanu opanbHoe »ene3o. U3 Hux y 11 peten
(20%) oTMeuanacb HemepeHOCMMOCTb MepopanbHbIX
npenapatos, 43 naumerTa (78,2%) UMenun pesncTeHT-
HOCTb K NpueMy skenesa BHyTpb. ConyTcTByoLwme 3abo-

nesaHusi XKKT, NpuBoasiLLME K HapyLUEHUIO BCaCblBaHWS
wenesa U/UnuM HeKOHTPONMPYEMbIM KPOBOTEUEHUSAM U3
pasnuuHbix otoenos XKKT, oTMeuanuch y 31 nauuneHTa
(39%). AHeMua BCNEACTBME XPOHMUYECKOW KPOBOMO-
Tepu B BULE MeHOpparvii, Hekynupyemas nepopasnbHbiM
)enesoM, oTMevanacb y 14 (17,8%) mesouek-nopn-
POCTKOB.

PesynbTatbl u obcyxkpenue. OueHka adpdek-
TUBHOCTM NeueHus Bbina npoeefeHa y 75 peten. Y
62 peteit (n3 Hux 16 peteit ¢ JIOXK) KoHTpofb 6Bbin
nposefeH yepes 4-8 Hepenb nocne nedexus. Y 46 neten
¢ *KOA cpenHsas KoHueHTpaums Hb oo neyenns coctaBuna
91,3 + 2,3 r/n, nocne neuenus 126,4 + 2,0 r/n,
p < 0,001. CpenHuit ypoBeHb ®C y 42 peteir ¢ KOA
[0 neyveHus cocTaeun 9,9+4,2 MKr/n, nocne neveHus
156,5 + 22,6 Mkr/n, p < 0,001. CpenHuin yposeHb ®C
y neTeit ¢ JIIXK no neyenus coctasmn 5,2+1,0 mMKr/n,
nocne nevenus 119,3 + 13,3 Mkr/n, p < 0,001. Heskena-
TenbHble fBneHus (HA) B Buoe HeTamernbix aHadunakTu-
UecKUx peakuwit (kpanueHULa, oTek KBUHKe, rvnepemus
KOM) oTMevanuch B 4 (2,7%) us 149 nposeneHHbIx
nHpy3uin. Y geBoukn 16 net ¢ onepaumsiMm no NoBogy
nopoka cepfila B aHaMHe3e oTMeyanuch 6onm B ceprue
nocne BOT 6e3 HapyLLeHUA reMOAVHAMUKM U U3MEHEHUI
Ha K.

BoiBopbl. BbicokoposHasi BOT-achchekTrBHbIA 1
BesonacHbIn MeToq, nevenuns aeten ¢ XKOA, B ToM uncne
y neten oo 14 ner.
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CuHApOM pacTyLuen TepaToMbl Y NaUMueHTa
CO CMeLUaHHOU repMUHaTUBHO-KJTeTOYHOMU

ONyXosblo ANYKa

b.A. Kanumynnun, W.B. Ocunosa, B.10. LLlanupo

[AY3 [leTckasi pecrnybrimkaHCKas KnmHndeckas bonbHula MuHncTepcTBa 3apaBooxpaHenns Pecrybnnku TatapcTaH, KasaHb

AkTyanbHocTb. CMHOPOM pacTyLlei TepaToMbl —
pefkoe COCTOSIHME, XapaKTepuayloleecs napanok-
carnbHbIM YBENMYEHWEM Pa3MEPOB OMyX0JIn Ha hoHE MK
rnocsie XMMMOTepaneBTUYECKOro U/UnK XMPYPruveckoro
neyeHust No NOBOAY MEPMUHOMEHHO-KIETOUHbIX OMyXOnew
(TKO), 4To MOXET OLUMBOYHO MHTEPNPETUPOBATLCA KaK
nporpeccupoBaHve 3aboneBaHus.

KnuHnueckuin cnyvan. Y manbumka 17 net
nepsble NpUsHakn 3abonesaHus B Buae bonen B cnvHe
¢ cenTabpa 2021 ropa, B AHBape 2022 r. nossunochb
obpasoBaHuWe B NeBoV HagKMounMyHom obnactu. PebeHok
HanpasneH B [IPKB (sHBapb 2022 r). Mpu nocTynnexnu
B CTaTyCe YMEPEHHO BblPa)eHHas MHTOKCUKALMS, Nanb-
nupyemoe obpa3oBaHue Hafd NMeBOM KIlOUKLEN, NeBoe
ANYKO 3HAUMTENbHO YBENMYeHo B pasmepe, b6esbo-
Ne3HeHHoe MNpu nanbnauuu; pasMep MOLLOHKK 16 x
12 cM. B Kposu ypoBeHb a-®I1 3714,0 ME/Mn, XY
9136,0 MEn/Mn. Ha KoMMbloTepHbIX TOMOrpaMMax onpe-
LensioTCsA KOHrmoMepaT CMUBHbIX 3aBpIOLUMHHBIX 11/y
151 x 81 x 140 Mm (890 cm?), onyxonesuaHoe obpa-
30BaHME B JIEBOM fIMUKe, MeTacTaTUYyecKue ouyaru
B NTEMKMX U MATKUX TKaHSAX JIEBOM OKOJOKIIOUNYHON
obnacTtu. BbinonHeHa NeBOCTOPOHHAA OPX3KTOMMSA.
vctonormnyeckoe 3aknioyveHue: KO Gonee opHoro
FMCTONIOrMYECKOro Tuna: aMbpuoHanbHas KapuuHoMa
B 3penon Tepatome, pT2bN1M1, IlIB cTtagua no knac-
cudpukaumm LUGANO. CornacHo dhepepanbHbiM KIIMHU-
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YECKMM peKOMeHAauuaM, maumeHT nonyumn 4 kypca
nonuxummotepanuu no cxeme PEIl (atonosun 100 Mr/m?
1-3 cytku, umcnnatud 20 mr/m? 1-5 cyTku, udoc-
hammna 1500 mMr/m2 1-5 cyTtku). K KoHuy nepsoro
Kypca perpeccupoBan HagKMoOUYMYHbIN Y3€er; CHUSUIUCh
ypoBHu a-®MM n XY, K okoHuaHuio Tepanuu (anpenb
2022 r) nokasaTenu HopManusosanuch, no PKT —
OTCYTCTBME paHee OMnpefensBLUMXCSH 04aroB B JErKUX;
COKpaLLeHne pa3mMepoB NaToONOrMYecKom TKaHu 3abpio-
WMHHOrO npocTpaHcTea (mo 561 cm3). B ceHTabpe
2022 r. (4epes 5 Mec nocrie OKOHYaHUsA Tepanum) oTMe-
YyaeTcst oTpuLaTenbHas AUHAMKKa B BUAE YBENNYEHUS
3a0pIOLLMHHbIX Y310B. [1pM 3TOM YpPOBEHb OHKOMapKEPOB
Bbin B HopMe. Ha M3T-KT noaTBep)aoeHo yBenuueHve
napaBepTebparnbHbIX NMMAATUYECKNX Y3MO0B Bbille U
Huske onadoparmel. B npekabpe 2022 r. 8 HMULL IFOU nm.
OmuTpusi Porauesa BbinoniHeHa Buoncusa obpasoBaHus
3afiHero cpepocTeHns. MMCToNornyeckn NoaTBEPKAEHA
3penas TepaTtoma. B chespane 2023 roga naumeHTy C
LIMTOPENYKTMBHON LeNbio NPOBEAEHA Pe3eKLUMst BHYTpU-
BPIOLLHbIX OMYXOMEBbIX Y310B.

BoiBoabl. Takum 06pa3om, B NpefcTaBleHHOM
KIMHUYECKOM Crlyyae CUMHAPOM pacTyLlen TepaToMbl
MOATBEPXKAAIOT NapafoKCasibHoe yBENMYeHe pa3mMepos
onyxonun nocne 3asepenuns MXT npu HopManbHbIX
ypoBHsx A®[1, XI'Y n ructonornueckoe uccrnenosaHme
PELWAMBHON OMyXOSK.
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M'MnepnenkounTos U JIeMKOCTa3 NPU OCTPbIX
NleMKo3ax y fieter: 0CO6eHHOCTU KITMHUYECKOM
KapTUHbI U TepaneBTUYECKUX ONLUN

A.C. Kanyctunal, E.C. Nbirunal-2, A.l0. CmupHosal, I".I". bapaTtawswunu!, 10.B. OuHukuHa! 2

1OIrbY «HaumoHabHbIf MEeAUUMHCKWI uccrenoBaTenibCKuii LeHTp uM. B.A. Animaszosa» MuHaapaBa Poccum, CaHKT-[leTepbypr
2QI'b0Y BO «CaHKT-leTepbyprckuii rocyaapCTBeHHbIN NeanaTpuyeckmii MeauUmMHCKui yHusepcenteT> MuHaapasa Poccum, CaHkT-lleTepbypr

AkTyanbHocTb. [unepnenkountos (1) ¢ neiiko-
cTasoM (I1C) B nebioTe octpbix neikosos (0I1) y neteit
XapakTepusyeTcs BapMabenbHOCTbIO M Hecneunduny-
HOCTbIO KITMHUYECKUX CUMNTOMOB, B psAfe Cllyyaes C
Yrpo301 A5 KU3HU NaLMeHTa.

Lenu n 3apaun. OueHka yacToTbl cnyyaes 1 B
nebiote OJ1 y peTeit, accoLMMpPOBaHHbIX OCIIOKHEHWUH,
METO[O0B fleyeHus 1 UcxonoB. MpoaHanM3npoBaH peakui
KnMHUMYeckuin cnydar J1C B Buae vweMnyeckoro npua-
nuama (MM) y nauvenTa 12 ner.

Matepuanbl u MeTofbl. PeTpocnekTvBHas oOLeHKa
cnyyaes 11y petent ¢ OJJ1 1 ocTpbiM MMenobnacTHbIM
neitkozoM (OMJT) ¢ okTabpsa 2016 no oktabpb 2022 r.
11 onpemnensnca Kak KonuuecTso neikountos (Leu)
>50x10°/n Ha MoMeHT obpatlieHusa. Ob6uiee uyucno
nauvenTtos ¢ OJN1 coctasuno 74 (80,4%), ¢ OMIT -
18 (19,6%), n3 Hux 11 umen mecTo B 18,9% u 22,2%
Cryyasix CoOOTBETCTBEHHO. MeanaHa Bo3pacTa feTten ¢
I'J1 npn OJ1J1 Beina 5,5 net, npn OMJ1 - 8.

PesynbTaTbl. Yncno cnyvaes [J1 ¢ yposHeM Leu
50 - 100 = 10%/n v > 100 x 10°/n 8 rpynne OJ1J1 cocTa-
Buno 4 (28,6%) v 10 (71,4%), B rpynne OMJT — 3 (75%)
n 1 (25%) cooTBeTcTBEHHO. [JOMUHMPYIOLIMM Bapu-
aHtom O1J1 6bin1 BIl (42,8%), npu 3ToM B BOMbLUMHCTBE
cnyyaes 6e3 MONEKyNsApHO-rEHETUYECKMX anbTepaLmii
(MIA). MIA Bbinm anarHocTMpoBaHsl y 21,4% naumeHTos
c 0N, a t (9;22) - B GonblumHcTBE crnyyaes (66,6%).

deHoTuNMueckne Bapuantel OMJT (MO, M1, M2, M7)
pacnpenenunuce paBHoOMepHo, u3 HUX MIA Bbinn Bepu-
dhuumposaHbl B 50% cnyyaeB. OCHOBHbIMU OCIOMHE-
HusaMu TT1 Bbinm COJIO0 (16,6%), BepOATHbIN NeikocTas
B nerkux (5,5%), NN (5,5%). Y 20% nauneHToB Ha choHe
NpoBOAMMOW aHTUbaKTepuanbHOM Tepanuu 0o Havana
cneununyeckon Tepanum GOCTUMHYTO CHUKEHME YMCa
Leu. Tepanus 'J1 Bknioyana agekBaTHylo runeprugpa-
Taumio 1 npocpunarktuky COJ0 (100%), aKcTpeHHoe
Hayano xumuo/ropMmoHanbHoi Tepanuu (94,4%),
nemkountadpepes (5,5%). Cnyyaes accoumnmpoBaHHOM
NEeTanbHOCTW B UCCENYEMbIX KOrOpTax He 3aperncTpu-
poBaHo. Ocoboro BHMMaHusA 3acnyuBaeT cryyan UMM B
pebiote OJ1J1, Kak egMHCTBEHHOrO cMMNTOMa 3abone-
BaHusA. YpoBeHb Leu Ha MOMEHT rocnutanusaumu bbin
507 x 10°/n, umen MecTo BblpaxeHHblt Bonesoit
CWHLPOM BCrefcTaune apekumn bonee 56 yacos, ocTpas
3afepxkka Moun. Ha choHe koMmekcHoro mopaxopa
(KoHCepBaTvBHas Tepanus, NeikounTadbepes, XUpypru-
ueckas feTymecueHuus) yaanock Kynuposatb 11 ¢ UM
C COXpPaHEeHWEM 3PEKTUSIbHON CDYHKLMM.

BeiBogbl. YacToTta 1y naumenTos ¢ Of1 coctasuna
19,6% cnyuaes, 13 Hux cumntombl J1C Bbinn y 27,8% naum-
eHTOoB. [locToBepHbIX 0akTOpoB pucka [J1 He BbISBMEHO.
CBoeBpeMeHHas M afleKBaTHasi KOHCepBaTUBHasA Tepanws,
B psifie CryyaeB C MUCMOMb30BaHWEM feikouuTadpepesa,
no3BonseT 3CPHEKTUBHO KYMMPOBaTb AAaHHOE OCIIOMHEHNE.
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KnuHuyeckuin criyyam BpoXKAEHHOro OCTPOro

MUeJIOuAHOro NemKkosa

.C. KonuaHos!, M.I". Haymosuu?, U.B. Mponeckosckas?, H.M. KupcaHoeal, 10.A. Baposckas'!, 0.B. AneiiHnkoBa?

Y «PecnybnmKaHCKui HayYHO-TPaKTUYECKUI LIeHTP IETCKOM OHKOIOrnm, reMaTosniorni u uMMmyHosoruw»>, Muxck, Pecnybnivka benapych
2QBlY «HaumoHanbHbIk MEAUUMHCKWIA MCCIIEA0BATENbCKUI LIEHTP AETCKONM reMaTosioru, OHKOSIOru U uMMyHOI0rim uM. IMutpus Poravyesa»

MuH3gpasa Poccun, Mocksa

AKTyanbHocTb. BpoxIOeHHbI# NenKkos KpaiHe
PenKo amarHocTMpyeMoe 3aboneBaHue y fieTei NepBoro
Mecsla XM3HW. YacToTa BCTPe4YaeMoCT B CpefHeM
coctasnsetca 1:5000000, npeobnagaeT M1enouaHbIi
AN NenKeMun. 2-neTHsAsA 06LLas BbIXMBAEMOCTb COCTaB-
nseT He bonee 25-30%.

Marepuansi u MeTopabl. [Maunent M., 01.02.2023 r.p.,
oT 1 BepeMeHHOCTU, OCNOKHEHHOW dheTonnaueH-
TapHOW HEAOCTATOYHOCTbIO, XPOHUYECKON FUMOKCUEN
nnofa, MHOroBoaMeM, repnec uHdpekumen Bo Il Tpume-
CTpe, yrpo30¥ npexaeBpeMeHHbIX pofoB B 36 Henerb.
Mpu poskaeHnn (ectecteeHHbIM nyTem) Anrap 7\7, Bec
3250 rpamm; Ha Tene cuHeBaTo-barpoBble HASLLIKK,
yanbl. B 0bLiem aHanuse kposu (OAK): aputpoumtsi (3p.)
3,27x10%%/n, remornobud (He)113 r/n, TpomMBoUMTHI
(Tp.) — 158 x 10°/n, neikoumtsl (I1.) 350x 10°/n, 6nacTsl
2%. 03.02.2023 nocTynaeTt B OTAENEHNE UHTEHCUBHOM
Tepanuu (APQO) LleHTpa AeTCKoi OHKOMOruW, remMarto-
FIOTUX ¥ UMMYHOSOTMU B TSXKESIOM COCTOSIHUM. KOXHble
MOKPOBbI UKTEPUYHbIE; BRALLKK, y3nbl BarpoBO-CUHIOLL-
HOro LBeTa no BcemMy Teny. Temnepatypa 37,3 C. leMo-
OMHaMUKa cTabunbHas, OblXxaHWe CaMOCTOATESNIbHOE,
KMCNOPOA03aBUCUMOCTY HET. [leueHb +2 cM., ceneseHka
He yBenuueHa. [1epBUYHbIN [MarHOCTUYECKMUI KOMMIIEKC:
OAK —J1. 331x 10%/n, bnacTbl — 93%; Tp. 118 x 10%/n,
He 102 r/n. B koarynorpaMMe aKTUBHOCTb (DaKTOpOB
npoTpoMbuHoBoro komnnekca 34%, MHO 2,25, dmbpu-
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HoreH 1,65 r/n, akTMBMpOBaHHOE YacTUuHOe TPOMBO-
nrnacTuHoBoe BpeMs ratio 1,73, TpoMbuHoBOE BpeMs
ratio 1,01; noBbieHne nokasatenen cubpuHonuza. B
mMuenorpamme bnactel — 91,2%, M 5b. MMmyHodbeHoTH-
MMpoBaHue - BblAeneHa NonynAuna aTUNMYHbIX KIEeTOK
¢ PeHOoTMNOM MOHOLMTOB C Ko3kcnpeccuen CDS6,
TdT. MonekynsipHO-reHeTMYeCKne aHoMasnmMmn He BbIsiB-
newbl. LiuToreHeTnueckoe uccneposatue: 46, t(X;10)
(p11;p11),Y[15]/46,XY[5].

PesynbTtaTtbl. Tepanusa ocHoBHOro 3aboneBaHus
HauaTa 04.02: umtosap (1 mr/kr), ¢ 05.02 - npodhasa
(nayHopybuumH + aTonosua). Ha 4-e cyTku Tepanus
MpeKpaLleHa BBMAY HapacTaHUS NMPU3HAKOB OCTPOro
MOYEYHOr0 MOBPEXAEHNS, KOTOPOe BMOCIeACTBMU
Bbino ycnewHo KynuposaHo. 14.02.2023 nepeBepeH
n3 APO. 20.02.2023 J1. 4,38 x 109/n, 6nacTbl 4%. B
mMuenorpamme bnactel 15,75%, yposenb MOB — 3,8%.
Mpu obcneposanun 02.03.2023 B OAK newkounThbl
21 x 10%/n, BnactoB HeT; B Muenorpamme 6macTbl
4,25%, yposeHb MOB - 0,9%, Bec 3850 r. 06.03 -
12.03.2023 nposeneH ADE (unTo3ap, nayHopybuumH,
aTONOo3MA).

BoiBoabl. B HacTosLLee BpeMs MauMeHT nonyyaet
COMPOBOAWTESIbHYIO TEPANMIO MEXKYPCOBOIO NEpVoAa.
JanbHenwan TakTuKa nevyeHua bypeT onpepeneHa
B 3aBMCMMOCTM OT OTBETa Ha NpPOBefeHHbIn 6ok u
CTeneHW TOKCUYHOCTM.
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KnuHnuyeckuin criyyan HeTUNUYHOMN NpeseHTaLuuu
ocTtporo nuMcobnacTHoro fienkosa

P.H. Kopsrun, I".P. KazapsH

BY XMAO - [Orpbi «HwkHeBapTOBCKasi OKpYKHasi KIIMHWYeCKas eTcKasi bonbHuLa», HuskHeBapToBCK

OII sBnseTca Hambonee 4YacTbiM OHKOMOrMYECKUM
3aboneBaHneM y fieTen, Ha ero gonio npuxoputcs 25%
OT BCEN OHKOMAaTONOrMn 1 okono 65% oT Bcex remob-
nacTo30B, BCTPeYaeMbIx B AeTckoM BospacTe. OJIJT —
3110kayecTBEHHOE 3aboneBaHne KPOBETBOPHOMN TKaHW,
COMPOBOXAAILLEECSH HEKOHTPONIMPYeMoK nponudpepa-
uven numdpobnacTtoB. B TunMuHbIX cnyyasx B pebiote
neviko3a 0TMEeYaloTCA MHTOKCUMKALMOHHBIW, runepnna-
CTUYECKUI, aHEMUYECKWMI, FEMOpParuyeckuii, MHeKLm-
OHHbIVi CUHAPOMbI B PA3fIMYHOW CTEMEHMN BbIPaXXEHHOCTH.
BcTpeualotca cnyvan pebiota 3abonesanusa, npu
KOTOPbIX AMArHOCTMKa 3aTpyLHeHa BBUAY HETUMUYHbIX
nposiBNeHuni. B oTneneHne NeTCKOW OHKOMOMMK B MapTe
2022 ropa nepeBooM 13 opTanbMOSIOrMyecKoro otne-
neHus NocTynun Manbuvk K., 4 net ¢ o6beMHbIM 0bpa-
30BaHMEM MpaBoi rnasHuubl 6e3 TunuyHbix ana 0Nl
M3MEHEHWN B COMaTMUYECKOM cTaTyce M nabopaTopHbIX
nokasatensx. 1o pe3synbTaTaM npoBeaeHHoro obcne-
A0BaHWA BbICTaBMIEH KIMHUYECKMIA fnarHos: OcTpbii
nuMdpobracTHbIi neikos, Bll-umMmyHosapuanT, t(1;19).
WHnummposaHa Tepanusa no npotokony ALL-MB-2015,
rp.A. Tlo OKOHYaHWIO MHAYKUMK Mpu nposefeHun MPT
' BbisiBNEH TPoMbO3 NMoONepeyHoOro v CUrMOBUAHOMO
CUHYcOoB crpaBa (6e3 KIMHMYECKUX MpOoABNeHui),
0TMEeYaeTCsa MNONoKNTENbHaA IMHAMUKa N0 OCHOBHOMY
3abonesannio (3HaumTenbHoe yMeHblieHne obbeMa
obpa3oBaHusA okonornasHuyHon obnacTtm cnpaea,

paHee OMWCaHHbIX 3NUAypanbHbiX reMaToM nobHown,
TEMEHHOW M TeMEHHO-3aTblNoyHon obnacTen cnpasa,
yMeHblUueHne aK3ogTanbma crnpasa). Peb&Hok bbis
0bCYXAEH C MyMbTULEHTPOBON IPYNMoM Mo U3YYeHUIo
OCTpbIX NMMAPOBNaCcTHbIX NENKEMUI Y AETEN: yunTbIBas
BbIIBIEHHbIE M3MEHEHWA, PEKOMEHAOBaHO MNpoBe-
AEeHVe aHTUKOarynsHTHOM Tepanuu, OTMeHa MHTpaTe-
KanbHOro BBEAEHWA TpunneTa Ha 36 CYyTKU MHOYKLMK,
NPOAOJSIKEHNEe XxuMmuoTepanuu no npotokony ALL-MB
2015 - atan koHconupauuu | Bes acnaparuHasbl u
WHTpaTeKanbHbIX BBeAeHU. Kontponbs MPT 'M ¢ KY
(okTABpb 2022 r.) — Ouarosbix M3MEHEeHUN, 0BbEMHbIX
0bpa30BaHuin, y4aCTKOB NaTOMOMMYECKOr0 HaKOoMeHUs
KOHTPaCTHOr 0 NpenapaTa B BELLECTBE rOfI0BHOMO MO3ra,
no NpPeAcTaBneHHbIM JaHHbIM, JOCTOBEPHO He onpepe-
nseTcs. [locTOBEPHbIX NPU3HAKOB HapyLUEeHUsI MPOX0-
OVMMOCTU BEHO3HbIX CUHYCOB MO3ra He onpepenseTcs.
Peb&Hok Bbin obecyaeH ¢ MyfbTULLEHTPOBOW FPynMnow Mo
N3yYeHMIo OCTPbIX MMA0BNacTHbIX NENKeMU y geTen:
yunTbiBas faHHble peddepeHc - mepecMoTpa, NosHoe
HMBENUpPOBaHWe cuHyC - TpoMbosa no MPT, pebénky
MOKasaHOo MPOJOSIKEeHUE cneundruyeckon Tepanum
no npotokony ALL-MB 2015 Ha dhoHe BTOpWMUHOM
aHTUTpoMBOTUYECKON MpohunakTUkn He MeHee 6
MecqueB. B HacToswmin MomeHT pebeHok MRD-He-
raTuBeH, Mony4vaeT MOAAEPKMBAIOLLYIO Tepanuio no
MpOTOKONY.
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[MoncK noTeHumnanbHbIX 6MONOrMyecKux MapKkepoB
Npy¥ BUHKPUCTUHOBOW NOJIMHEBPONATUMN Y fieTEM

0.B. KopsikuHal-2, 0.11. KosTyH!, B.B. BasapHbiiil, J1.I'. deunHa?, N.I". MonywwuHal, M.A. KoneHkuH!

1Ypanbckuii rocynapcTBeHHbIN MEAULIMHCKUI YHUBepcuTeT, EkatepuHbypr

206nacTHasi peTckas kmHudeckas bonbHuua, EkatepuHbypr

Llensb. [poBecTv noMck noTeHUmManbHbIx Buonoruue-
CKMX MapKepOB HEMPOTOKCUYHOCTM Y OETEN NPU BUHKPU-
CTMHOBOM MOSIMHEBPOMNATUM Ha OCHOBE OMpeAeneHus
YPOBHSI LLUTOKMHOB B Nf1a3Me KPOBM.

MaTtepuanbl u MeTopbl. Viccnenosanu obpasubl
nnasMbl KPoBM y 27 peTei B BospacTte oT 3 ao 17 net
Ha doHe neyeHuss octporo numdcpobnacTHOro nemkosa
C onpepeneHveM YpOBHA LWTOKMHOB WM MNOCHeAy-
IOLLMM CpaBHUTENbHbIM aHanM30M NokasaTenen B AByX
rpynnax B 3aBUCMMOCTW OT MOpaxeHus nepudpepu-
YEeCKOM HEepBHON CUCTEMbI, UHAYLMPOBAHHON BUHKPU-
cTMHOM. OueHKa cofepaHuna LUMTOKWHOB B nnasme
KPOBW MPOBOAMIIaCb METOLOM MYIbTUNAPAaMETPUYECKOMO
MMMYHOMPTyOPEeCLEeHTHOr0 aHanM3a C MarHUTHbIMU
Mukpocdpepamu (TexHonorus xMAP, Luminex 200, USA)
¥ Ucnonb3oBaHWeM TecT-cucTeMbl ProcartaPlex Human
Cytokine/Chemokine (Invitrogen, USA).

Pesynbtathl n obcyxpenne. B npouecce
HabniopeHus Ha doHe xummoTepanum y 55,5% peten
(n = 15) NosBUNUCL KIIMHUYECKUE MPU3HAKM BUHKPM-
CTMHOBOM nonuuesponaTuu (BM). Mpu aToM B Gonb-
wnHeTee cnyvaes (n = 11) Bl xapakTepusosanach
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COYeTaHMEM HEBPOJIOrMYECKMX HapyLUeHUA ¢ KoMbu-
HauWeh CEeHCOPHbIX U MOTOPHbIX CMMNTOMOB. CpaBHU-
TenbHbI aHanM3 LMTOKWMHOB B Mila3Me KPOBW Mokasar,
UTO MUCXO[HAs KOHLEHTpauusa uHTepneiikuHa 13 (IL-13)
Bbina B 2,3 pasa Bbllle B Fpynne NauMeHToB, Y KOTOPbIX
cchopmumpoBanach Bl B otnnune ot geteit 6es knnHnye-
CKMX MPU3HAKOB MOpakeHusi nepudpepuyecKoin HepBHOM
cuctemsl (8,8 [7,5+11,1] nkr/mn 1 3,8 [2,7+5,1] nkr/mn
B CpaBHMBaeMbIX rpynnax coOTBETCTBeHHO, p = 0,054).
B TO e BpeMs yCTaHOBNEHO CTAaTUCTUYECKU 3HAUMMOE
(p < 0,001) cHuskeHMe drakTopa pocTa 3HOOTENUs
cocynos A (VEGF-A), conepskaHie KOTOPOro COCTaBMo
178,20 [138,40+228,45] y 6osbHbIx ¢ Bl npu cpaBHeHWw
¢ ypoeHeM VEGF-A (558,50 [160,10+650,0] nkr/mn) B
rpynne feten, He nmetoLmx BIT.

BoiBopabl. [lonlyyeHHble pe3ynbTaThl
NMPOBEAEHHOr0 MWCCNEefoOBaHWSA O COCTOSHWMU
LIMTOKMHOBOIO CMeKTpa NiasMbl KPOBM Y AETEN C BUHKPU-
CTMHOBOW NONMHEBPONAaTUen No3BoNWM BbinenuTs IL-13
n VEGF-A B kauecTBe npepnonaraembix buonorunye-
CKMX MapKepoB NMopakeHus nepuepnyeckon HepBHOM
CUCTEMBI.
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CocTofiHMEe MeAMLUMHCKOM NOMOLUU AeTAM
C 3/I0KaYecTBeHHbIMU HOBOOOpa3oBaHUAMHU

B Kypckou obnactu

I".B. Kynenuosa?, H.B. Yannbirnua?, ¥.C. CtaHoesuu!, U.B. 3ops?

1Kypckuii OHKOSTOrMYecKui HayYHO-KIuHuYeckuii LeHTp um. I".E. OcTposepxoBa, Kypck

20611acTHas geTcKas kKmHudeckas bonbHmua, Kypek

3nokayecTBeHHble HoBooBpasosaHus (3H) y peteit
ABMAIOTCHA BaxHOW npobnemon LeTCKoW naTonoruu
BO BCeM Mupe. Kypckas obnactb - 0fMH U3 TUMUYHbBIX
peruoHoB LleHTpanbHoro penepanbHoro okpyra (LId0).
B 2022 r. Bnepsble 3H BoisiBnieHbl y 32 fetelt Kypckon
obnactu u B coctase Bcex 3H coctasnanm 0,1%. Ctpyk-
Typa 3H y neteit Kypckoit obnacTtv bbina TpaguuMOHHa.
PacueT 3abonesaemMocTu, CMEPTHOCTU U KOHTUHIEHTOB,
COCTOALLMX Ha yyeTe, BbinonHancA Ha 100 Teic. peten
no 18 net. B Kypckon obnactu 3a nepuon ¢ 2018 no
2022 r. 3aboneBaemocTb 3H y fileTein B cpeHeM COCTaB-
nana 18,50 v aiBHo (p < 0,05) npeBbliluana aHanornyHble
nokasatenu P® (12,43) n U®d0O (11,92), saHnuman B
2021 r. nepeoe MecTo cpeau perunoHoB LIPO 3a
cyeT pocTa 3aboneBaeMOCTU COMMAHBIMKU OMYXO-
namu. B Kypckoi obnactu B 2022 r., No cpaBHeHWIO C
2018 ropom, Habmiopanachk 06LLEPOCCHICKast TEHOEHLMA
CHWXeHusa 3abonesaemoctn 3H 3a cueT npupocTta
conmaHbIx onyxonen Ha 17,0%. [JocToBepHbIX pa3nunyui
B cMepTHOCTM OoT 3H y peten Kypckow obnactu 3a
5 net (2,81), P® (2,83) n LU0 (3,45) He bbino. Kypckas
obnactb cpeamn obnacten UPO no cmeptHocTM oT 3H y
neten 3aHuMana 10 mecTo. o 3HaUeHWAM aKTUBHOIO
BbifiBNeHus (cpeoHue nokasatenu 3a 5 net 19,2%) u
Mopchonoruyeckoi sepudbrkaLmnm (cpesHue 3HadeHus 3a

5 net 100%), Kypckas obracTb B TeUeHME ANMTEeNbHOMO
BPEMEHMW 3aHMMana MMaMpYioLLIMe No3nLMM He TOSIbKO B
L®O, Ho v no Bcen PD. B Kypckon obnacTtu npupoct
aKTuBHOro BbisiBneHns B 2022 ropy coctasnsan 88,0%
k 2018 r. fIBHbIX pasnuumin B gone geteit ¢ 3H c =l n lll
cTapusimm B Kypckor obnactu, B PO u 8 LLOO He bbino
3a 5 net. Kypckast obnacTb no faHHbIM MoKasaTensm
3aHMMana cpepHue nosuuuu. Bmecte ¢ Tem npupocT
nonu nauvenTos co |l ctaguent 3H B Kypckoi obnactu B
2022 r. no cpaBHeHuio ¢ 2018 r. 6bin HauBbICLLUM,
pocturast 55,4%. [lona peten c IV ctaguen B Kypckow
obnactv 3a 5 net (4,9%), No cpaBHEHWIO B [aHHbIMM
LIdO u PO Buina goctosepHo Huske (p < 0,05) noutu
B 2 pasa. Pasnuuuii B one petet ¢ 3H 6e3 ctaguii B
Kypckoit obnacTu, PO 1 LLOO He Bbino. JleTanbHOCTb OT
3H Ha 1 roay B Kypckoit obnactu (cpeaHue 3HadeHus
3a 5 net 5,9%) n B L®O 66U NOYTU OOUHAKOBLIMU.
B Kypckoi obnactu KoHTUHreHTbl fetelt ¢ 3H, cocTo-
ALLIMe Ha yyeTe Ha KoHel rofa, Obinv JOCTOBEPHO BbiLLe
(116,62), yuem B P® 1 B LUDO, p < 0,05. Mpun 3atom,
PasnnymMii B KOHTUHIEHTaX OEeTeW, COCTOSALLMX Ha yJyeTe
5 n Bonee net B Kypckow obnactu, L®O 1 PP He bbino.
B Kypckoit obnactu 3a nepuop ¢ 2018 no 2022 rr. bbin
CaMblii BbICOKMIA MPOLEHT pagMKarbHO MPOSIEYEHHbBIX
peten, pocturaowwmin 90,0%.
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OLeHKa TOKCMYHOCTU MHAYKLMOHHOM
XUMHOTEpanuu Npu fieMKkosax y aeteu

E.C. Nbirvna® 2, E.A. AHopeea?, M.A. PycuHal, 10.B. [uHvknHa® 2

1PIBY «HaumoHanbHbI¥ MeaUUMHCKWUI MCCIIeoBaTeNNbCKMIA LUEHTP uM. B.A. AnmasoBa» MuHsapasa Poccum, CaHkT-[leTepbypr
2PIbY «CaHKT-lleTepbyprckuii rocyBapCTBEHHbIN MEAUUMHCKWI NeanaTpuyeckuii yHuBepcuteT» Mursapasa Poccum, CaHkT-leTepbypr

AktyanbHocTb. OCMOKHEHUSI MPOTUBOOMYXONEBOW
Tepanuu B Mepuoj UHAYKUUM Y AeTel ¢ remMobnacTo-
3aMM OCTalOTCA OCHOBHOM MPUUYMHOW METanbHOCTU, YTO
nopyepkvBaeT He0bX0AMMOCTb UX MOHUTOPUHIA U CBOEB-
PEMEHHOW KOppeKLmnn

Llenb. OueHka hakTOpOB pUCKa, YaCTOTbI, THKECTH,
3TMOOrMM U UCXOAO0B OCIIOMHEHUIA UHAYKLIMOHHOW XUMU-
oTepanuu (MXT) neitkosos y aeteit

MaTtepuanbl n MeToabl. PeTpoCNeKTUBHas OLEHKa
95 cnyuaes UXT y nauueHToB ¢ neikosamu (ONJ1 -
75 (78,9%), OMN — 17 (17,9%), XMJT = 1 (1,1%),
IOMMIT — 2 (2,1%) 3a nepuon ¢ oktabpsa 2016 r. no
despanb 2023 r. OueHKa TOKCMYHOCTU COrfIacHO KpuTe-
pusm CTCAE, v.5.0.

PesynbtaTbl. B nepuoge UXT uyactoTa nHdek-
LIMOHHBIX OCIOXHeHU cocTaBuna 81,3% y nauneHToB
c 01111, 100% - ¢ OMJT n 50% - ¢ IOMMIJ1. JoMuHupo-
Banu chebpunbHan HenTponenns (35,9%), nHeBMOHUSA
(29,5%), aHTepokoruT (29,4%) B rpynnax ON1T u OMI.
Mo aTnonoruu npeobnapanu bakTepuanbHbie MHEKLMK
(56,8%), B rpynne OMJ1 3apeructpupoBaHo bosbluee
UKCIIO CryyYaes MHBa3UBHbIX MUKO30B (VM) (23,5% VS
10,6% B rpynne OJ11). MeanaHa BpeMeHu [0 AOCTU-
SKEHUA MHAPEKLMOHHOMO KoHTpons cocTasuna 7 (1 —
59 nHeit) oHel. MHdeKuMoHHO-0ByCrIoBIeHHas neTasb-
HocTb B rpynne OJ1/1 coctasuna 2,7%, B rpynne OMJ1 —
11,8 %, npu 3TOM K paKTOpaM pUCKa OTHECEH CUHAPOM
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[NayHa. HevHdeKLMOHHbIe 0cnoxHeHUs Habmoganucb
y 29 naunenTtos (30,5%), ns Hux y 26 (34,6%) c O,
y 4 (23,5%) ¢ OMJ1, y 1 ¢ XMJ1 (100%). I'mnepneiiko-
unTo3 B nebiote neikosa (20%) obycriosnuBsasn passuTue
TaKMX OCIOMHEHUI KaK neiikocTas (2,1%), ocTpoe Hapy-
LLIieHWe MO3roBoro KpoBoobpallieHns no remopparnye-
ckomy Tuny (1,1%), COMO (2,1%). Hambonee yacTbimMu
NeKapCTBEHHO-MHAYLIMPOBaHHbIMW BapUaHTaMu TOKCHY-
HOCTY BbINK BUHKPUCTUHOBAS nosiuHeponaTus (56,6%),
reMopparmyeckuit cuHapoM (23,3%), MeToTpekcaT-uH-
noyunpoBaHHaa sHuedanonatua (10%), cTeponaHbii
vaber (6,6%), anneprideckas peakums Ha L-acnaparu-
Ha3y (3,3%). Y 2,1 % 60osibHbIX BbifM MOEHTUDULMPOBAHDI
reHeTuyeckme akTopbl, BAMAWLIME Ha MeTabonmam
MPOTMBOOMYXOMEBbIX NMpenapaToB. JleTamnbHbIX MCXOR0B,
06yCrnOBMNEHHbIX HEMHPEKLMOHHBIMU OCITOMHEHUAMM, HEe
3aperncTpupoBaHo.

BbiBopbl. OCHOBHOV TOKCMYHOCTBIO Y AieTeN B Nepuoa
NXT ocTaloTcst MHPEKUMOHHBIE OCTIOKHEHUS Pa3NUYHON
3TUONOrMK, Npu 3ToM y naumeHtos ¢ OMJ1 peructpupy-
eTcsa bonbluas yactota IM. ®akTopamu pucka passuTus
TSKESbIX OCMOXHEHUI B MHOYKUMWU B Hallen KoropTe
nauMeHToB BbIMK rMnepnenkounTos, cuHaopoM [layHa,
Hanmuume reHeTMyecknx aHoManui. 3ddekTuBHasa u
CBOEBPEMEHHast KOPPEKLMS COMPOBOAUTENbHOM Tepanum
SIBNAETCS eAMHCTBEHHO OMNLUMEN NOBbILLEHUS BblKMBae-
MOCTU Y MaLMEHTOB C NIeKo3aMu.

113




114

TE3UCHI NOCTEPHbLIX OOKNMALOB YYACTHUKOB KOHIPECCA

[MoTeHUMan Me3eHXUMasbHbIX CTBOJIOBbIX
KNeToK nnaueHTbl AN NPUMEHEeHus
B UMMYHOCYNPEeCCUBHOMW KJIETOYHOU Tepanum

E.I". Nax, A.W. Ucaiknna, M.A. Hosukosa, 10.B. Casuu, A.A. }epHoceuerko, M.I". LLInTukosa, 10.E. Mapeiko

'Y «PecnybriMKaHCKui HayYHO-NPaKTUHYECKMI LUeHTP AeTCKOVM OHKOJI0rUM, reMaToniornm n uMMyHosnorum», MuHck, Pecriybrinka benapyce

AxTyanbHocTb. [1naLeHTa kak UcTouHuk MCK nmeet
npevMyLLecTBa B LOCTYMHOCTU MaTepuana 1 HeMHBa3uB-
HOCTM nomnyyeHus. [INa KNMHAYECKOro UCMOMb30BaHUA
aKTyarnbHOW ABNAETCS OLEHKA MMMYHOMYHKLMOHASTbHBIX
cBoicTB MCK nnaueHTbl Kak anbtepHatnebl MCK KocT-
HOro mMosra.

Llenb. ccnepoBatb nponudyepaTvBHbIN NOTEHLMAN
¥ MMMYHOCYMNPECCHBHblE CBOMCTBa Me3eHXMMasbHbIX
CTBOJIOBbIX KNeToK (MCK) nnaueHTbl 1 OLEHUTb BO3MOSK-
HOCTb WX MCMOSIb30BaHUS B UMMYHOCYNPECCUBHON
KNeToYHON Tepanuu.

MaTepuansbl u Metopbl. MCK Bbinensanu n3 mate-
PUHCKOI 1 mroaHoi YacTtei nnauenTsl (M-MCK) 1 kocT-
Horo mMo3ara (KM-MCK) BoHOpOB v MPOBOAMSIIN 3KCMAHCUIO
KNeToK. ViccnenoBanu nonynsaunMoHHOE YABOEHNE CBEKMX
n pasMopoxkeHHbIx MCK. MoHOHyKeapHble KreTKku
nepudepnyeckon KpoBM AOHOPOB KyfNbTUMBMPOBaNU
B npucytcTBumn M-MCK n KM-MCK B TeueHne 5 cyTok.
OueHunBanu cybnonynsuMOHHbIA COCTaB OO U nocre
KyTbTUBMPOBaHWS.

Pesynbtathbl. B kpnobanke PHIIL OOIM 3aroTos-
neHo 210 epuHunu M-MCK, copepskawumx 5 x 10% KneTok.
MonyyeHHbie M-MCK obnapanu Bbicokow nponudpepa-
TUBHOW aKTMBHOCTbIO, U KOSTMYECTBO MOMYMALMOHHBIX
yaBoeHwui M-MCK 6biro B 2,3 pasa Boilwe, yeM KM-MCK
(p < 0,05). M-MCK coxpaHanm BbICOKMi MoTeHuMnarsn
BOCMPOU3BEEHNS KITETOK NOCNe BO3OENCTBUA CBEPX-
HW3KOM TemnepaTypbl U KyMynATUBHOE MONynAUn-

OHHOE Yy[IBOEHME Pa3MOpPOXeHHbIX 1 cBexxux MCK nocne
7 naccaska bbino conoctaBuMo v cocTaBnano 33,4 + 2,4
n 38,3 + 3,2 cooteeTcTBeHHO (p > 0,05). OueHKa MMy-
HocynpeccusHoro genctsus M-MCK in vitro nokasana
LOCTOBEPHOE CHUMKEHWE KONMMYeCTBa aKTUBUPOBAHHbIX
T-numdoumnToB bonee yem B 2,9 pas, T-xennepos B
2,7 pa3, umtoTtokcnyeckux T-numdpoumToB bonee uem B
3,3 pasa, Kak Ha CTafiuv paHHeW, Tak U NO3OHeN aKTu-
Bauu (p < 0,05), npuueM uHrnbupyiollee neicreme
M-MCK 6bino conoctaBumo ¢ KM-MCK. [IBeHaguaTb
naLuMeHTOB, Y KOTOPbIX MOCNe anforeHHon TapaHc-
nnaHtaumn CK passunacb octpas PTNX (y 7-lI
cTenenu, y 3-Ill ctenenn, y 2-IV ctenenn) c nopaske-
HyeM KT, KoXM 1 neyeHn, Nosyunnm OOnNOSIHUTENbHO
K MelMKaMeHTOo3Ho Tepanuu M-MCK B nose 2,5x10¢/kr
(2,0-9,0x10¢/kr). MosHbIi OTBET Ha NneveHve Habniopanm
y 58,3% (7/12) naumeHToB 1 YacTUuHbIN - y 25% (3/12).
Y 16,7% (2/12) naumeHToB oTBET Ha MHy3uio M-MCK
OTCYTCTBOBAJI.

BoiBoabl. MCK nnaueHTbl 0bnagaloT BbICOKUM
nponudepaTUBHbIM U UMMYHOCYNPECCUBHBIM MOTEH-
LManoM, COXpaHsaoLWMMCA nocrne BO3NeNCTBUA CBEpPX-
HW3KOW TemnepaTypbl, YTO [efnaeT NepCcrneKTUBHLIM X
LENOHMpOBaHMe B KpnobaHke M MCMOMb30BaHWe ANs
NPOBENEHMS KNIETOYHOW MMMYHOCYNPECCUBHON Tepanuu,
30 (PEeKTUBHOCTb KOTOPOM AOKa3aHa NpU NCMOJIb30BaHUM
KMeTok Ansa neyenuna octpor PTIX nocne annoTpaHc-
nnaHTaumu y feten.
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Peabunutauus y neteu ¢ nepBuYHbIMU

UMMyHopecuumTamMm

3.K. MrocsH, A.B. Abpocumos, 10.A. PoaunHa, E.B. )Kykosckas, A.®. KapenuH, A.10. LLlepbuHa

®IBY «HaumoHarbHbI MEANUMHCKMI NCCIIEA0BATEIbCKMI LIeHTP BETCKOM reMaTosiormm, OHKOIOrMu U UMMYHOIorum uM. [imutpus Porayesa»

Mun3zapasa Poccun, Mocksa

AkTyanbHoCTb. [lepBUYHbIE MUMMYHOLE(ULMNTDI
(MMO) npeactaensiT coboit reHeTMyeckn obycros-
NeHHble fedeKTbl MIMMYHHON cucTeMbl. HecMoTps Ha
3HaUMTENbHbIE YCMEXU B AMArHoCTuke u neveHun MAN,
OaHHas rpynna 3abonieBaHuii, a Takke NOCeLCTBUS
Tepanuu, HecyT 3HauuUTenbHOe BIUAHUE Ha husnye-
CKOe, MCMX0IMOLIMOHANbHOE, COLManbHOE, KOTHUTUBHOE
COCTOSIHVE NaUMEeHTOB, YTO CO3AaEeT AOMOSTHUTENbHYIO
3apavy Af1s feveHust nauneHToB. 3Ty npobrnemy MoskeT
PELUMTb KOMMJIEKCHas peabunuTauus, HanpasneHHas Ha
ynyuLLeHNe KauyecTBa sKNU3HW.

Llenb. OuennTb KX nauvenTos ¢ MU v ero ocnox-
HEeHWAMM nocne npoBefeHusa nevebHo-peabunuraum-
OHHbIX MEPOMPUSITUA.

Marepuansl u MeTopbl. [IpoBELEHO NPOCNEKTVBHOE
MOHOLIEHTPOBOE MCCIIef0BaHVe rpynmbl 13 78 nauMeHToB
(59 mManbumnkos 1 19 fesoyek) ¢ pasnnuHbIMK hopMamu
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ML, npoxogmelumx peabunutaumio B JIPHL «Pycckoe
none».

PesynbTaThl. AHanM3 OMHaMWUKM MOKasaTenem
KauyeCTBa XM3HM MO BCEM LKanaM onpocHuka PedsQL
noaTBepamn ynyuwenne KX nocne koMnnekca peabu-
NIMTALMOHHBIX Mep Kak Mo OLeHKaM AeTei, Tak 1 no
oueHkaM poguTenei. Tak, nokasaTefnlb CyMMapHOM
wkanbl KX ysenuuunca c 66,13 no 74,89 banna no
netckon dhopme u ¢ 65,37 no 70,86 banna no poauTens-
cKoit chopMe. Hanbonbluee ynyuwenne KX nocTurHyTto
y AeTen mnagwe 12 neT, y KOTOpPbIX OTMEYEHO YBenn-
YyeHue cyMMapHon Wkanel ¢ 63,22 po 74,95 6anna no
netckou chopme, u ¢ 63,24 po 71,34 banna no pogutens-
CKoW chopme.

BbiBopbl. B MccnenyeMoi rpynne naumeHToB neveb-
HO-peabunnTauMOoHHbIE MEPONPUATUS 3HAUUMO YBENU-
ymnu nokasartenun KX,
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MpocdunakTuueckas

MaACT3KTOMUA Y HOCUTEJIbHULLbI

MyTauuu B reHax PTEN u
CHEK2

C.H. Muxaiinosal, T.MN. Kasybckas?

HWW netckoii oHkonorum u rematonorum @bY «HMUL onkonorum um. H.H. brioxuHa» MuHsgpasa Poccun, Mocksa
2HUW krmHndeckovi oHKkonorm uM. H.H. TpanesHukosa ®BY «HMUL] onkonormm uM. H.H. broxuHa» MuHsgpasa Poccum, Mocksa

Lenb. MpeHTndmkaumm repMrvHanbHbiX MyTauu,
CBfI3aHHbIX C Pa3BUTMEM HEOMNMasui.

MaTtepuanbl u MeToabl. [launeHTKa ¢ MHOroysno-
BbIMM 00pa30BaHUAMMU MOSOYHbIX XKefe3, LMTOBUAHON
Kenesbl

PesynbTatbl. BoisiBneHa MyTauus cainta cnnan-
cuHra B 6 nHTpoHe reHa PTEN, oBHapysKeH naToreHHbIv
HYKNeOoTUIHbIV BapuaHT B reHe CHEKZ 3k30H 11.

06cyxpeHue. BbifBNEHHbIN Y MaUMEHTKM naTo-
reHHbI BapuaHT reHa CHEKZ B 11 3k30He He umeeT

yeTkoM PEHOTUM-TEeHOTUN KOPPensuun, HO repmu-
HanbHble MyTaLUUW MHOrOKPATHO YBESIMYMBAIOT PUCK
MasIMrHU3aLUmMn MOMOYHbIX XKeses.

BeiBoabl. MonekynspHasa LMarHoCTUKa Npu BbisB-
NeHHbIX Y naumeHTku cuHapoMax (Cowden u Jln-®pa-
YMEHU) 4acTO CTOMT BMEpean KIIMHWYECKON. 3HaHue
reHeTnyeckun obycroBfieHHbIX HEOMMAa3ui, CBA3aHHbIX
C 3TUMU HEOMMaCTUYECKUMU CUHLPOMaMM, MO3BOSNUT
pa3paboTaTb CTpaTeErnio MOHUTOPMHIa ¥ NpodunakTn-
YECKMX MeponpuUATUN.
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feHeTMuecKue dhakTopbl pUCKa pa3BUTUSA
MeTabonnMueckux HapyLleHUn y neTeu

c remobnacrtosamu, noJsiydyaswux xuMmoTepanuio

T.B. HacenkuHa®?, A.P. XenesHsak?, C.M. LLlymunoea?, E.B. }KykoBckaa?, A.®. KapenuH!

IPHL «Pycckoe rnone» ®IBY «HaumnoHabHbiii MEAULIMHCKUI NCCIIEA0BaTENTbCKUI LIEHTP AETCKOM remMaTosiornm, OHKOSIOrMM 1 UMMYHOITOrn

uMm. [imutpus Porayesa» MuHsapasa Poccum, Mocksa

20IbYH WHCcTUTyT MonekyrnspHoi 6uonorum uM. B.A. SHrensrapata PAH, Mockea

AkTyanbHocTb. MeTabonunueckune HapyleHus
(aMcnuMnuaeMns, MHCYNIMHOPE3UCTEHTHOCTD, OKMUPEHHE)
BcTpeyaiotcs bonee yem y 30% naumeHToB, NOMy4YaBLINX
feyYeHne Nno NoBoAY 3/10KaYECTBEHHbIX HOBOOBpa30BaHuWii
B LETCKOM Bo3pacTte. OnpepneneHHbI BKTaa B pa3BuTue
MeTaboMyecKnx HapyLLeHU MOryT BHOCUTbL papMa-
KOreHeTUYeCKME XapaKTEPUCTMKMU NaLMeHTa, a Takxke
MoNMMOPON3M rEHOB, YYaCTBYIOLLMX B IUMWUAOHOM W yriie-
BOLHOM OBMeHe.

Uenb. OueHnTb BkNap reHeTnyeckux pakTopos
B pa3BuThe MeTabonuuyecKnx HapyLlUeHUn y neTewn ¢
remobnacrtosamu, nMonyyaBLUMX NPOTUBOOMYXOJEBYIO
Tepanuio.

MaTepuansl n MeTopbl. B nccnepnosanune BkNio-
yeHo 214 peten, 96 gesoyek 1M 118 ManbunkoB, NPOxo-
omBLUMX peabunutaumio B JTIPHLL «Pycckoe none», B TomM
yucre naumeHTbl ¢ OCTPbIM MMMAOBIACTHBIM NENKO30M,
NMMMGOMOV XO[KKUHA, HEXOLMKUHCKUMU NUMcDOMaMK.
CpernHuit Bo3pacT cocTasun 11,65+6,42 neT, Npofonku-
TenbHoCcTb pemuccun 5,4+0,42 net. Onpenensnm MHAEKC
maccbl Tena (MMT), ypoBeHb rioKo3bl HaTOLLAK, MHAEKC
HOMA-IR, ypoBeHb xonecTepuHa. ["eHeTUYECKOE TECTU-
pOBaHWe MPOBOAMIMN C UCMOMb30BaHNEM METOAA CEKBE-
HUPOBaHWS HOBOIO MOKOJIeHUs Ha nnatdopme Illumina,
B aHanu3 ObiMy BKIOYEHbI KOAMPYIOLLME Y4aCTKM
132 reHoB, yyacTBylOLLMX B IMNULHOM U YrfI€BOAHOM
obMeHe, a Takke B MeTabormsMe NpoOTMBOOMYXONEBbIX
npenapatoB. [Ins aHanusa accounaumni FreHETUYECKUX
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MapKepoB C KITMHUYECKMMU MOKa3aTeNsiMn UCMosb30-
Banu oHnamnH-cepsuc SNPStats.

Pesynbtathl. /136bITOUHYI0 Maccy Tena umenu 43%
nauMeHToB (BKIOUas AeTei C OKUPEHNUEM), OXKMUPEHME
(+2,0 SDS MMT B 3aBMCMMOCTH OT BO3pacTa) Habnio-
fanu B 7% cnydaes. VIHCYNMHOPE3UCTEHTHOCTb (MHAEKC
HOMA-IR>3,2) otmeuanu y 25% nevei, a coyeTaHue
MHCYNMHOPE3NCTEHTHOCTM M M3BLITOYHOM Macchl Tena
y 15% naumneHToB. BuonHdopmaTuyeckmin aHanus
pe3ynbTaToOB CEKBEHWPOBAHWA BbISBUI Y MaLMeHTOB
c MeTabonMuyeCcKMMM HapyLleHUAMW pefkue naTo-
reHHble/BEpPOATHO MaTOreHHble BapuaHTbl B reHax
ABCC4 (c.C592G), LPIN3(c.628delC), CD36 (c.1144C>T
n ¢.1181_1185dup), LRP1 (c.12038+2T>G). Takxe B
rpynmne nauneHToB C M3BbLITOYHOM Maccoi Tena wu/unu
MHCYNMHOPE3NCTEHTHOCTbIO Yallie BbIABNANM onpe-
fenexHble annenu reqos LPL (rs328), APOE (rs7412)
n APOA5 (rs3135506), KoTopble MO [aHHLIM OpPyrux
nccnenoBaHui ABNAIDTCA haKTOpaMy puUcka pasBuTUS
OXUPEHUSA, OUCITUNUAEMUN U CaxapHOro auabeta 2 Tuna.

BbiBopabl. [leTanbHbl KIUHUKO-TE€HETUYECKUN
aHanus Ha 3Tanax peabwnutauuv geTei v NOJPOCTKOB,
nepeHecLumx numdponponmdyepatuBHble 3abonesaHus,
no3sonsieT hopMnpoBaTh rPynmnbl pUCKa AMA OUCNaH-
cepHoro HabniofeHus n paspabatbiBaTb NepcoHndIn-
LMpOBaHHble PeKOMEHAAUMUW MO KOHTPOSI0 NeyeHus
COMaTMYECKON NaToNOrMmn, KOppekumn obpasa KusHu u
MUTaHwus.
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SD-NpUHTUHT U UHAMBMAYaNbHOE NpoTe3upoBaHue
B 6 TCKON OHKOOPTONEeAUU: KITMHUYECKUMN CrlyYyan

B.[. Haymenko!, A.MN. Macnog?, 10.M. bornaes?

1PecrybrmKaHCKuiA HayYHO-MPaKTUYECKUI LIEHTP AETCKOKM OHKOMOrm, reMatonnorum n uMmyHororum, Murck, Pecrybrivka benapyce
2PecnybriKaHCK1iA HayYHO-MPaKTUYECKUI LIeHTP OHKOIOr MM M MEAULIMHCKOM paanornorum uM. H.H. AnekcaHgposa, Pecnybnivka benapyce,

MuHckuii pavioH, ar. JlecHoi

AkTyanbHocTb. 3D-nevaTb pelwwnna MHorue
OCHOBHble Npobnembl B 00LLEM NPOM3BOACTBE, Takue
Kak TpexMepHasi CTPYKTypa TKaHu, 3(deKTUBHOCTb
M NOBTOPSEMOCTb MPOM3BOACTBA NPoAyKTa u T. O.,
NMOBbICKITAa CKOPOCTb WM3rOTOBMIEHWA WM TOYHOCTH
WHAMBMAYANbHbLIX KOCTHbIX MMMIAHTATOB M OKa3ana
BonbLUyiO MOAAEPMKKY B FIEYEHUM NALMEHTOB C OMyXO-
namu kocten. MNpumeHeHune TexHonorum 3D-nevatn
B 0b6nacT¥ MeAMUMHbI MOCTEMNEHHO paclumpseTcs,
0C0BeHHO B OHKOOPTONE[uu.

LUenb u 3apauu. [pegocTaBneHne oTyeTa 0 COOT-
BETCTBYIOLLMX JOCTUMKEHUAX KOCTHbIX MMMNAHTATOB Ha
ocHoBe TexHonorun 3D-nevatn B Pecnybnuvke benapyce,
BKIlOYasi MaTepuanbl, METOAbl (DOPMOBaHUS UMMIaH-
TaTa, MOWCK BO3MOMHbIX HELOCTATKOB U pPa3BUTUE BCEX
acnekToB 3D-neyaTv KOCTHbIX UMMMAHTATOB.

KnuHuueckun cnyvann. MaumneHt A., 16 ner,
noctynun B PHILL neTckoi OHKOMormMmn, reMatonornm u
MMMyHOMorum ¢ »anobamm Ha 6onb B 0bnacTv npaBoro
nre4yeBoro cycrtasa npu Harpyske. [locne pononHu-
TenbHOro obcnenoBaHWa BbiCTaBMneH anMarHos: CapkoMa
IOuHra c nopaskeHneM akpoMManbHOrO KOHLA NpaBou
knoumubl TINOMO, 2A ctagusa. Ha nepeuuHom KT ncene-
[0BaHWK OnpefenseTcsa 0CTeoNUTUYeCcKas NeCTPYKLMS
aKPOMWanbHOrO KOHL MPaBOM KIoYMLbl, CO B3AYTUEM
kocTu. MaTonoruyeckas 3oHa pa3mepamu 43x30x26MM.
[Mocne nomyyeHWss NauLMeHTOM HeOaAblOBaHTHOM

XxuMuoTepanuu no npotokony MI0-2010 pocTurHyTo
HapacTaHue CKreposa v yMeHblUeHWe pa3Mepos obpa-
30BaHUA. BbINo NPUHATO peLLeHre O BbINMOTHEHUN XVPYP-
rMYEeCKOro BMelLlaTenbCTBa C 3aMELLEHNEM KIIUNLLbI
WHOVBMLYasbHbIM TUTAHOBbLIM UMMIIAHTATOM, CO3LaHHbIM
no TexHonormam 3D-nevatu.

[1na nsrotoBneHus u [ocTaBkM NpoTe3a bbio noTpa-
UEHO 2 Heflenu, UTO YKIaAblBaeTCsi BO BPEMEHHbIE paMKy
NIaHMPOBaHWA OMepaTWBHOIO BMeLLaTeNbCTBa Nocne
MOMyYEHMS NALMEHTOM HeOablOBAHTHOW XMMUOTepanuu.

Onepauws bbina BbINOMHeHa B 06beMe aKCTMpPNaLmm
MPaBoOM KIIOUWLbI U ee 3aMeLLeHNs MHAMBUAYaSbHbIM
3HpgonpoTesoM. CnycTa 8 MecsALEeB pe3ynbTaT Mo LUKane
MSTS cocTaBun 76%. o paHHbIM NyuYeBbIX METOLOB
obcrnenoBaHUa MUrpaLmMy MMNIIaHTa BbISBIEHO He Bbino.

BboiBopbl. Vcnonb3oBaHne WHAMBUAYANbHbIX
WMMNMaHTaToOB, CO3[AaBaEMbIX C MPUMEHEHWEM Tpex-
MepHOW nevyaTtu, Mo3BOSSAET NPEUN3NOHHO U OfHO-
MOMEHTHO 3aMeCTUTb KOCTHble AedekTbl nbon
chopMbl, CIIOKHOCTM U pa3MepOB, BO3HUKalOLLMeE nocre
yoaneHus onyxonu, ynpoCTUTb TEXHWKY onepaTuB-
HOro BMellaTenbcTBa. [laHHOe HampaBneHue ABMA-
eTCsl MepCcrneKTUBHbIM B 3HOONPOTE3UPOBAHUM MpU
cobniofeHnn NpaBusbHbIX MOKa3aHU ANA UX UCMOMb-
30BaHuWs, HO TpebyeT NMpoBefeHUs AOMOSHUTENbHbIX
nccrnepnoBsaHnn u bornee AAWTENbHLIX MEPUOLOB
Habnopexus.
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OnbIT Tepanuu pedopaktepHbix coopm OMJ1 y peten
C ucnosnb3oBaHMeM UMMyHoTepanuu EK-knetkamu

M.T". Haymosuu?, T.B. LLiMan?, E.M. Bawkeswny?, 10.A. baposckas?, H.M. Kupcarosal, 10.E. Mapeiiko?,

H.B. MuHakosckas!, 0.B. AneiHunkosa?

Y «PecnybrmKaHCKui HayYHO-MPaKTUYECKUI LIEHTP IETCKOV OHKOIOrnm, reMaTosiorni u uMMmyHosorum»>, Muxck, Pecnybnivka benapych
2QBIY «HaumoHanbHbIi MEAUUMHCKWIA MCCIIEA0BATENbCKUI LIEHTP AETCKOM reMaTosiorm, OHKOIOru U uMMyHO10rm uM. [imutpus Porayesa»

MuH3apasa Poccum, MockBa

AKTyanbHocTb. B neueHun octporo MMenouaHoro
neikosa (OMJ1) DOCTUrHYT 3HAuUMTeSbHbIA Nporpecc,
00HaKO pedpaKTepHOCTb K MPOBOAMMON Tepanuu u
peunamBbl 3abonesaHna 0CTalOTCA OAHUM U3 OCHOBHbIX
HebrnaronpuaTHbIX haKTOPOB, BMUSIOLUMX Ha 0BLLyIo 1
6eccobbITUIHYI0 BbIXXMBAEMOCTb.

Uenb. [JocTuskeHne pemmuccum ana nocnepyoLero
MPOBEAEHUS TPaHCNaHTaUMM reMono3TUYECKUX CTBO-
nosbix knetok (TICK) y nauveHToB ¢ pedopakTepHbIMu
dhopmamu OMJ1.

Matepuanbl u MeTopbl. 3a 2020-2022 rr. B LleHTpe
LOETCKOW OHKOMIOrUW, remMaTonorum u MMMYHOSOr UK
4 nauueHTa (MeaomaHa BospacTa — 16 net) uMenu
pedpakTepHoe TeueHne OMJ1. Kputeprem pedppak-
TEPHOCTU fABUSIOCb OTCYTCTBME MOPCPONIOrnYECcKOm
PEMUCCUM NOCHE NPOBEAEHNUA MHAYKLMM. Y 2 NaLMEeHTOB
Bbina anarHocTuposaHa MyTaums FLT3, y 1 — CBFb/
MYH11 (inv 16); unToreHeTnyeckn y 2 us 4 BbisiBrieH
CINOMXHbIA KapnoTun. Takum obpasoM, 3 u3 4 nauneHToB
“3HayasnbHO BbiNK cTpaTMULMPOBaHbI B FPYNMY BbICO-
koro pucka OMJ1.

PesynbTaTtbl. Bo BCcex crnyyasax nOCTUHAYKLMOHHAA
xummnoTepanus (XT) kniovana 6ok FLAG. Y Bcex naum-
eHTOB Habnioganuch pnuTensHble nepepbiBbl B XT B
CBA3M C TAXKeNbIMU MHAEKLMOHHBIMW OCMOKHEHUSAMMU.
MaumeHT 1 nonyumn 2 6noka XT ¢ MMMyHOoTepanuen -
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OOCTWUIrHYTa peMuccus, BbinofiHeHa annoreHHas TICK.
MaumneHT 2 nonyunn 1 6ok XT ¢ BBepeHneM EK-kneTok -
pedpakTepHOCTb COXpaHAnacb, CMepTb OT Mporpec-
cupoBaHua. Y naumeHta 3 XT 6e3 EK-kneTtok Bbina
HeadpdekTnBHa. AHanornyHbln 6nok XT ¢ MMMyHO-
Tepanviei no3Bosna AOCTUYb PEMUCCUM U BbIMOSHUTD
TrCK. MaumeHTy 4 nposefeHa XT ¢ UMMyHoTepanuein -
OOCTUrHYTa PeMUCCHUS, BBUAY UHADEKLMOHHBIX OCIIOK-
Hennin TICK He BbinofnHeHa. B cBA3M C TAMECTbIO
COCTOSIHMSA MpoBefeH nopaepskmaaioLLmit 6rok XT (CY/
Flu) c sBeneHvem EK-knetok; yepes 25 nHel anarHo-
CTUpOBaH peunaunB 3abonesBaHus, MauMeHT yMmep
OT MPOrpeccupoBaHna U MHMEKULMOHHbIX OCIOXK-
HeHuin. Bo Bcex cnyyaax EK-kneTku nonyuyeHsl oT
ranfioMLeHTUYHOro POACTBEHHOIO [OHOpPa METOLOM
3KCNaHcuMKM Ha mpepHbix NuHusax. CpeagHee konunue-
cTBO BBeAeHun EK-kneTok — 2, ynctoTa KNeTo4HoM
KynbTypbl - 94,4%, cpenHaa po3a EK-knetok —
4,88 x 107/kr. HexenaTternbHblX peakuuin Ha BBEAEHWE
3adMKCHpOBaHO He Bbifo. Y 3 NauMeHToB MMMYHOTe-
panusa cnocobcTBoBana AOCTUKEHWIO MOPKPOIOrMYECKOM
pemuccuu, ByM beina BoinonHeHa TICK, oba nauveHTa
KMBbI ¥ HAXOAATCA B PEMUCCUM.

BoiBoabl. IMMyHOoTepanua EK-knetkamu moxeT
cTaTb 3PPeKTUBHLIM [OMOSTHEHMEM K CTaHLapPTHOW
noMxXMMmnoTepanum pedpakTepHbix doopm OMI.
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PasBuTne conuaHon onyxonun Ha cpoHe
FMraHTCKOro BPOXAEHHOI0 AUCNIAaCTUUYECKOro
HeBYycCa: onMcaHue KIIMHUYECKOro criyJyas

H.10. Muwaesa?, 0.B. Cnnyak?, 10.A. Aknmos?

16Y XMAO — 0rpbi «HusKHEeBapTOBCKasi OKPYsKHas KITMHUYECKas feTckas 6onbHuLa», HusHeBapToBCK

2QI'bY ®eneparnbHbiii LEHTP Hedpoxupyprum, TioMeHb

AKTyanbHOCTb. [MraHTCKMe BPOXKAEHHbIE MeflaHo-
LMTapHble HeByCbl NpeacTaensioT cobon penkne obeso-
BpaxmBalolime obpasoBaHus, KoTopble HecyT B cebe
3HaAUNTENbHbIN PUCK 3MOKaYECTBEHHON TpaHcdopMaLLm
n TpebyloT AMHaMuueckoro Habnwopenus. B bonblumnH-
CTBe CIly4YaeB B Mpefenax HeByca pa3BMBaeTCA 3M0Ka-
4eCTBEHHast MenaHoMa, HO OMMCaHbl EAMHUYHBIE ClyYau
pas3BUTKS LPYrMX 311I0KaYECTBEHHbBIX HOBOOBpa3oBaHui.

Knuuuueckui cnyvan. [JleBouka, 5 net, nposxu-
BaloLlas B yrofbsx MarioynCcrieHHbIX HapodoB CeBepa,
Habniopanacb LEeTCKMM OHKONOroM ambynaTtopHo C
BO3pacTa 3 feT C MMraHTCKUM BPOXAEHHbIM Auchna-
CTUYECKMM HEBYCOM BOJIOCMCTOM YacTW FOJI0BbI, LUEW,
CMWHbI, ArOAML, NPaBOV BepXHeW KOHEYHOCTU, NPaBoro
benpa. Yepes 2 Mec nocne ovyepegHoro ocMoTpa
POACTBEHHMKM 3aMeTunun BbICTPO pacTyliee HOBOO-
BpasoBaHue B obnactu nesow nonaTku, camoobpalLe-
HWEeM roCnuTanu3npoBaHa B AETCKOE OHKOMOrnyeckoe
oToeneHve. Ha MOMeHT rocnuTanusaumm »anobbl Ha
KpoBoTOuaLllee obpa3oBaHMe MeXonaTouyHon obnacTm
(3a 2 Hen obpa3oBaHWe [OCTUTIO pa3MepoB 3 x 4 cM).
18.09.2020 BbLINOMHEHO MUKPOXUPYPrUYeckoe ToTarnbHoe
ynaneHve HoBoobpasoBaHUs CruHbI Ha ypoBHe C5-T2
MO 3KCTPEHHbIM MOKa3aHWAM, YUMNTbIBass KPOBOTEYEHME
n3 obpasoBaHus, pedepeHc ructomatepuana ®rby

«HMUL, OTOU um. OmuTtpus PorauveBa» MuH3ppasa
Poccuu - rucTonormyeckne M3MeHeHns COOTBETCTBYIOT
3/1T0KAYECTBEHHOW OMYyXONN C TUCTONMOTMYECKUMU U
MMMYHOIUCTOXMMUYECKUMUN XapaKTEPUCTUKAMK, COOT-
BeTCTByOLWMMN pabrommnockapkoMe NOS, BO3HMKLLEN
BO BPOXOEHHOM MeflaHoUMTapHOM HeByce. LiutoreHe-
TWKa - nepecTpoiku reHa FOXO0I1 He obHapyskeHo. [Npu
LOMONHUTENBHOM 0bCefoBaHUM MPU3HAKOB AUCCEMU-
Haumu 3abonesanusa He BbisiBneHo. C 11.11.2020 no
Mait 2021 r. npoBepeHa Tepanus no npotokony CWS-09
(9 kypcos xuMmoTepanuu). B HacTosLLee BpeMs pebeHok
HaxOAMTCA Ha AIMHAaMUYECKOM HabiogeHnn, B PEMUCCUN.

BbiBoAbl. MMauUMeHTbl C TMraHTCKMMU BPONKAEH-
HbIMWU ANCMNIACTUYECKUMU HEBYCAMMU OOMKHbI CUCTE-
MaTuuyeckn HabniopaTbCsi AETCKUM OHKOMOMOM.
YunTbiBas OTAANEHHOCTb TEPPUTOPUIA OT LIEHTParsibHbIX
nny, vMetowmx B LWTaTe LETCKOrO OHKOMOra, Heob-
XOAMMO MOBbIWATb OHKOOTMYECKYI0 HacTOpO-
}eHHoCcTb cneunanuctos JIMY | ypoBHA u ceMmei
nauuMeHToB, MMeloWnx oHoBble 3aboneBaHus C
BbICOKMM PUCKOM Pa3BUTUS OHKOMOrmyeckmx 3abo-
neBaHWin, NpoBoAMTbL 0BpasoBaTenbHblie MeponpUATUS
ANA nNepnaTpoB, C LENblo CBOEBPEMEHHOrO BbiB-
MeHVs 1 NpaBUIbHOW MapLUpyTU3aLuMM NaunMeHToB C
HOBOODpPa30BaHWSAMU.
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TpaHcnnaHTauus MUKpPo6uroThbl
B KNuHuke TFCK (HUU OOMmT

uM. P.M. Mopbauesoit)

A.B. lMnoTtHukoBa, 0.A. Mpokodhbesa

Mepsbivi CaHKT-[TeTepbyprekuii rocynapCTBeHHbIN MEANLIMHCKUI yHMBEepCUTeT uM. akaa. W.I1. Nasrnosa, CaHkT-[leTepbypr

Lenb. Onpepenutb 3 PeKTUBHOCTb BOCCTa-
HOBfleHMS CcTabunbHOCTU MUKpOBHOro coobliecTsa B
KuLeyHuke naumeHTa Bcnenctane TOM B KT nauveHTa
OT 300POBOr0 YeroBeKa.

MaTepuanbl u Metopbl. Beenenne B XKT nmauum-
€HTa MUKPOBWOTbI OT 300POBOr0 YeNIOBEKA Pa3fIUUHbIMMI
cnocobamu (kancysnbl nepopansHo, Bo Bpems ®IAC,
®KC, c NoMOLLbi0 HAa30MHTEPCTULMANBHOIO 30HAA,
ryBOoKOM KNn3Mbl).

PesynbTtatbel u obcyxpeHue. [10N0KUTENbHbIN
3ahdhekT HabnofaeTcs y nauMeHToB C BOCManNuTenb-
HbIMK 3aboneBaHMAMM KuLieyHnka (bonesHb KpoHa,
HAK), ¢ aHTMBUOTUKO-accoummnposarHbiM Clostridium
difficili. Mpn PTMNX XKT nocne ogHokpaTHOro npume-
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HEeHWA HacTynana peMUccua 1 BOCCTaHOBEHWE MUKPO-
h10pbl KULLEYHMKA.

[ocne nepBuMYHON MaeHTUMKaUMM cocTaBa Npea-
BapuTenbHO 3abpaHHOM MWKPOMMOPbI KULLEYHUKA
3hdheKTUBHOCTb NpOLEeAypbl ONPefensnm no AMHaMuKe
KIMMHUYECKOW KapTUHbI, TabopaTopHBIM MOKa3aTensm u
MyTEM CpaBHEHUSI COCTOSHWUA MUKPOBKUOTBI [0 v mocne
nepecapku.

BoiBopbl. Haw onbiT npuMmeHeHua TOM npwu
Pa3nuYHbIX NaTOMOrMYECKUX COCTOAHUAX NuLle-
BapuUTeNbHOro TpakTa Mokasan 3(deKTUBHOCTb
B OTHOLIEHWW pAfa 3aboneBaHuit M Jan MONOXMU-
TenbHbIA 3hheKT Npu pasnuuHbix cnocobax [OCTaBKM
MaTepuanos.




122

TE3UCHI NOCTEPHbLIX OOKNMALOB YYACTHUKOB KOHIPECCA

Cnyuau pebiota MuenogmucnacTUYECKOro
CUHApOMa ¢ MyTauueun B reHe SAMD9 nop Mackou
UMMYHHOU TpoMbouuToneHun y pebeHka 6 MecsiLes

0.C. CenesHesa, E.M. lNonosuHa, J1.[. OpelukuHa, M.P. MorocsaH, K.W. Kaabiposa, K.C. AcnaHsH

'Y PO «0fKE», PoctoB-Ha-LoHy

AkTyanbHocTb. MuenogncniacTMyeckme CUHOPOMbI
(MOC) — rpynna KroHarnbHbIX 3aboneBaHnit cucTeMsl
KPOBW, XapaKTEPU3YIOLLMXCA AUCMNasnMen OLHOro Uim
HECKOJIbKMX POCTKOB MWenonoasa. MoHocomus 7 sBns-
eTca Hambonee YacToW reHeTUYEeCKOW aHoManven npu
petckux chopMax MIAC (30%). EanHcTBEHHBIM adpdhek-
TUBHbIM MeTofoM Tepanuu npu MAC sensetca TICK, u
MMEHHO 3TOT MeTOf AOJIKEH paccMaTpuBaThCs B Kaye-
cTBe Tepanuu Bbibopa npu Bcex chopmax MAC.

Lenu n 3apaun. OnucaHve KNMHUYECKOro Criyyas
pebiota MIC c MoHocomuen 7 ¢ MyTauuen B reHe
SAMD9L y pebeHka 6 MecsaLeB Nof MackoM UMMYHHOWM
TpoMbouuToneHuu.

Matepuanbl U Metopbl. [MauneHTt, 5 Mecsues,
NOCTYNWU B OTLESIeHWe [EeTCKOW OHKOMOruuM v reMa-
TOMOrUM C XMMUOTEpanuen B CBA3W C BbIPaKEHHbIM
KOMHbBIM FreMOpparnYeCKUM CUHAPOMOM U1 TAKENOW TPOM-
Bountonennen B OAK. OcTanbHble POCTKM KPOBETBO-
pexus no gaHHbIM OAK B Hopme. Tonyuun Kypc Tepanuu
BHYTPUBEHHbLIM UMMYyHOrnobynuHom (BBUIM) B fose
1 r/Kr 1 rnioKoOKOpTUKOCTepoUabl B fose 2Mr/Kr. Ha
doHe npoBoAMMON Tepanuu No TpombBouMTONEeHUM
0TMeYarcs BpeMeHHbIM adppeKkT n cnycTta 2 Mecsaua
pebeHOK BHOBb FOCMMTaNM3NpOBaH B OTAENEHUE C TPOM-
BounToneHueit fo 43 x 10%/n u aHemwueit go 76 r/n, uto
notpeboBano npoBefeHns TpaHCcdy3nMOHHOM Tepanuu. B
CBA3M C PE3NCTEHTHOCTbLIO TPOMBOLMTOMNEHWUN K NPOBO-
onmMow Tepanuv BBUI n passutnem aHemum, pebeHok
BbIn KOHCYNbTMPOBAH CO creuvanucTamu LieHTpa mm.
Omutpua Porauesa u B fanbHenwem obcnenosaH no
nporpamme [MAA. lpu LUTOreHETUYECKOM UCCMeao-

BaHWM KOCTHOrO MO3ra BbisiBfieHa Aenewusi/MoOHoCOMUS
7 B 9% sinep. MHI" — KnoH He obHapyskeH, AiMHa TenoMep
B HopMe. [poBeneHa TpenaH-Broncus KOCTHONO Mo3ra —
Mopdhonornyeckas KapTvHa xapakTepHa Ans Mueno-
OMCMNacTUYeCcKOro CUHAPOMA C MYyNbTW JIMHENHOW
pucnnasuei. NpoBeneH MOMEKyNApHO-TEHETUUYECKUIA
aHanu3 kpoeu NGS naHernb — B 3k30He 5 reHa SAMD9L
obHapyeHa 3aMeHa OfHOr0 HyKfeoTVaa B reTeposun-
FOTHOM coCTosHUM €.2956C> T, npuBoAALLan K 3aMeHe
aMuHokmcnoTbl p.Arg986Cys (R986C). 3Ta ske MyTauums
BbisiBfieHa y MaMbl peberka (KnuHuyeckn snoposa). B
CBSI3U C TEYEHWEM TPOMBOLMTONEHUN pebeHKY MHULMK-
poBaHa Tepanus poMuniacTuHoM 10 Mr/Kr, ¢ XopoLumM
remMaTonorMyeckuM oTBeToM. B avHamuke y pebenka
O0TMeyvaeTcs pas3BuTuMe HeutponeHun go 200-300-
800 kn/mkn, ogHako B ceasv ¢ MIC Tepanus M-KC® He
nposoguTcs. B HacToswee BpeMa pebeHok nonyvaeT
NPOOMNIaKTUYECKYIO MPOTUBOMUKPOBHYIO Tepanuio. Pomu-
NAacTUH B TeueHWe 3 MecsiLieB He nosydan (TpoMBounTsl
80 — 100 x 10°/n). B nnaHe nposefeHWe TpaHCMIaH-
Tauun remMono3aTUYECKMX CTBOJIOBbLIX KMETOK OT ranso-
MaeHTUYHOro foHopa (otua).

BeiBopbl. PaccmoTper cnyvyan MIC y pebenka
po ropa, c pebiwoTtom nmop Mmackom WTM, uto B
coyeTaHuMnM C Bo3pacToM pebeHka M Hamuuuem
aTonuuyeckoro gepmatuta TpeboBano auddepeH-
unanbHou amarHocTtukn ¢ MUAOC, UTM n Bnocnepn-
cteun ¢ AA. B panbHenwem npu npoBefeHUu
LMTOreHeTMYeCKOro WUcCcrnepoBaHUs M TpenaH-
Broncmm KocTHOro Mosra nonTeepamio Hanuune MIAC
y peberka.
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TpaHcnnaHTauusa cekanbHOM MUKPOOMOTBI
Y PeUUnmMeHToB asisioreHHOM TpaHCnaHTauum
KOCTHOr0 MO3ra v reMono3TUYeCKMUX CTBOJSI0BbIX

KIMeTOoK

I".3. CeperuH, I.0. BponuH, A.B. INudowwmu, M.P. Xypasens, E.A. XXypasenb, E.A. bypues, b.M. KypmaHos,

B.B. KoHcTaHTuHOBa, M.0. Bnacosa

'6Y3 «Mopo3zosckas AlKb [13M>», Mocksa

TpaHcnnaHTaums dekanbHoin MUKpobuoTsl (TOM)
npeanctasnseT coboi npouenypy BBeLeHUS B3BeCU
dhekanvin 3MOpoBOro fOHOPA B KULLEYHbIN TPaKT peumn-
MWEHTa C Lenblo Tepanuu unu npoduniakTukm psaga
3aboneBaHuii MOCPEACTBOM U3MeHeHWsA MUKpobnoma
peuunuerTa. MNpuMernenne TOM y peunnueHToB anno-
TICK 6esonacHo 1 addeKTUBHO AN fleYeHns Hek-
LIMOHHbIX MPOLIECCOB, BbI3BAHHbIX MYSIbTUPE3NCTEHTHBIMM
BakTepuamu, CL. difficile. B nocnenHee Bpems nybnmky-
eTcsi Bce HosblUee KONMYeCTBO PesyfbTaToB MCCIeno-
BaHWU, NOATBEPKAAOLLMNX 3P PEKTUBHOE NPUMEHEHME
TOM y peunnueHtos anno-TICK ¢ Taxenoit (B ToM
umncne «ctepona-peddpakTepHoin») hopMoit Menynou-
HO-KMLLEYHOW peakLmnn «TpaHCNIaHTaT NpoTvB X03AnHa»
(PTMX), sBnsiowenca Hapsdy C MHAEKLMOHHBIMU OCIIONK-
HEHWAMM TaKKe OFBHOW M3 OCHOBHbIX MPUYMH MOCTTPaHC-
MnaHTauMoHHON neTanbHocTu. Llenb nccnepoBaHua -
npodhmnakT1ka 1 Tepanusi pPasnmnyHbIX KemyLoYHO-KN-
LLEYHbIX OCMOXHEHWI Y NaumeHToB oT 3 fo 18 net nocne
annoreHHoN TPaHCMIaHTaUMmn KOCTHOrO MO3ra METOLOM
TpaHcnnaHTauun dgekanbHon MUKpobuoThl. 3apaun
nccneposanua: 1. Tepanusa )enyoovyHO-KULLEYHOMN
dOpMbl OCTPOW U XPOHMYECKON «CcTepoup-pedpak-
TepHon» n «cTepona-3asucumoir> PTIX I — IV cTenenw.
2. Tepanus MHAEKUMOHHBIX KENYAOYHO-KULLEYUYHbIX
OCrnosKHeHun y peunnueHToB anno-TICK, Bbi3BaHHbIX
PasnMyHbIMU MHPEKLMOHHBIMK areHTamu. 3. MNpodomnnak-
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TUKa MHGDEKLMOHHBIX CUCTEMHBIX (CENTUUECKMX) OCTOM-
HEHWI 1 KenynoyHo-KuLweyHown dhopmbl PTIX nocne
anno-TICK y nauneHTOB € KONMOHU3aUMEN CAMU3UCTbIX
obonouek XKKT pe3ncTeHTHbIMU LUTaMMaMu bakTepuit.
Oskunpaemblie pesynbTathl: 1. YnydyweHue kavyecTsa
M3HMW, KYMUPOBaHUE KIIMHUYECKUX MPOABNEHUN NpK
«CTEPOMA-PE3NCTEHTHBIX» U «CTEPOUL-3aBUCHMbIX>
dhopmMax xenyaouHo-kuweyHon PTIMX. 2. KynuposaHue
MPOSAIBMEHUIA KULLEYHbIX MHADEKLMI, BbI3BaHHbIX MOMNN-
PEe3NCTEeHTHbIMW WTaMMaMu BakTepuit, CUCTEMHBbIX
BUPYCHbIX 1 rprbKoBbIX MHAeKUM nocne anno TICK.
3. CHukeHue yacToTbl pa3sutua PTIX ¢ nopaskeHveMm
KMLLIEYHUKA U CUCTEMHBIX MHCPEKLMOHHBIX OCIIOKHEHWUI
y NauUWEeHTOB C KOMOHM3auMen CnmM3ncTbix obosoyek
KKT pesncTteHTHbIMM WTaMMamu BakTepuii. 3a Bce
BpeMs uccnenosanus ¢ umioHa 2022 ropa no siHBapb
2023 ropa B wvccnepfoBaHWe BKMAKYEHO 7 mauu-
eHToB. B obuwen cnosxHocTn npoeeaeHo 10 TpaHc-
nnaHTaumi. KnuHuyeckun adpdekT BOCTUTHYT Yy
6 naumeHToB 13 7. Y naumeHToB co cTepoui-pedpak-
TepHo# PTIMX KuweyHMKa oTMevanocb KynvMpoBaHue
OvapenHoro cvHopoma, yxop ot Tepanuu [KC B ycno-
BUAX NPOLOJIKEHNA BA3UCHON UMMYHOCYMPECCUMBHON
Tepanuu B rpynne nauveHTOB ¢ pedpakTepHbIMM
KULLEYHbIMWU MHDEKLMAMU 0TMEeYanoch KynupoBaHue
OVMapenHoro CUHAPOMa C LOCTUXEHWEM 3paanKaLum
naToreHa.
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JNIeKTPOHHasaA CMCTEMa OLIeHKU KayecTBa OKa3aHus
MeAULMUHCKOWU noMoLum no npochusnio «peTckas
OHKOJIOrUSA U reMaTosorus>

A.C. CnunuH, @.H. KocTtuH, 0.B. AneitHukosa, .A. HoBMuKoBa

@IBY «HaumoHarbHbli MEANLMHCKNIA MCCIIER0BATENbCKUI LIEHTP BETCKOM reMaTosiornm, OHKOIOru U UMMyHoorun uM. [immtpus Porayesa»

MuHsapasa Poccun, Mocksa

AkTyanbHocTb. /13-3a HenpepbiBHO HapacTalo-
wero obbemMa faHHbIX cUCTEMa 30paBOOXPaHeEHUs BO
BCEM MWUpe cTankuaeTcs ¢ npobnemon ero obpa-
BOTKM ¥ aHanu3a npu coepxuBaHuu 3aTpat. [oTeH-
uman bonblWMX AaHHbIX B 30PaBOOXPAHEHNN 3aBUCUT
OT CMOCOBHOCTM BbIABAATL 3aKOHOMEPHOCTM U MpeBpa-
waTb Bonbwme obbeMbl JaHHbIX B MpakKTUyeckue
3HaHUS ONA TOYHOW MEeAMUMHBI U NUL, MPUHUMAIOLLMX
peLueHus.

Matepuanbl u Metoabl. Cneunanuctammn Ynpas-
NeHns No HayyHo-aHanmuTuueckon paboTe c peruo-
Hamn OIBY «HMUL, OArON wm. OmuTtpus Porauesa»
MuH3npaBa Poccun beina paspaboTaHa u BHefpeHa
3/1eKTPOHHAs CMUCTEMa OLEHKM KayecTBa OKa3aHus
cny»bbl Mo Npodusio «AeTCcKas OHKOMOruna U remato-
norusi» B cybbektax Poccuitckon ®epepaumnn. [laHHas
aBTOMaTM3MPOBaHHAA CMCTEMa MO3BONAET BbIABATH
«CWUMbHbIE» U «CMnabble» CTOPOHbI PaboTbl MPOMNBbHOM
cnybbl B cybbekTax Poccuiickoin @enepaumu, a Takke
OLleHMBaTb OMHAMUKY MPOBEAEHUA PEKOMEHLOBAHHbIX
KOPPUrMPYIOLLMX MEPOMPUATUN B «AKOPHbIX> MeaULMH-
CKUX OpraHu3aLmsXx.

["MaBHbIMM BHELLTATHLIMMU CNELManCTamMn U COTpYA-
HUKamu YnpaBneHusi N0 Hay4YHO-aHanMTMYeckon paboTte
¢ pervoHamu OBy «HMUL OFON wm. Omutpusa Pora-
yeBa» MuHagpaBa Poccuwm bbin pa3paboTaH paHxupo-
BaHHbIN CNWUCOK, cocTosAwmi 13 30 nokasaTtene.

B pamkax BbinonHeHus depepanbHoro npoekra
«Pa3Butne ceT HauMOHasbHbIX MEAULIMHCKMX nccne-
L0O0BaTENbCKUX LEHTPOB M BHEAPEHWE WMHHOBaLW-
OHHbIX MEAULMHCKUX TEXHOMOrMM> crneunanucTamm
Oy «HMUU OFOWN wm. Omutpus PorauyeBa»
MuH3npaBa Poccum Bbino nposeneHo 102 Bble3fHbIx
mMeponpusaTtua (6 sblespos — B 2018 r. (no Hauana
(benepanbHoro npoekra), 31 sbiesn — B 2019 r.,
30 Bbiespos — B 2020 r., 20 Bble3pos — B 2021 r.,
15 Bbiesnos — B 2022 r.) B cy6bekTbl Poccuiickoin
Pepepauunv LA M3yYEHUA M aHanusa [OCTYMHOCTU U
KayecTBa OKa3aHWs MeOULMHCKOW MOMOLLM OETCKOMY

HacesleHuIo Mo NPOCHUIII0 «AeTCKas OHKOMOrus U reMa-
TOMOrns>.

Mo nToraM Bble3nHbIX MEPOMNPUSATUIA CyMMapHO Bbifo
MOLArOTOBSIEHO M NMpoaHanM3npoBaHo 153 aHamMTUUeCKmX
oTueta (M3 HUX 89 UCXOMHbIX), OTPAsKAIOLLMX COCTOSIHME
cny0bbl M0 NPohumMIo «AeTCKasi OHKOMOrMs U reMaTo-
norus»,

3neKTPOHHasA CUCTEMaA OLIEHKM KayecTBa OKa3aHus
NPOOUNIBHON MELULIMHCKON MOMOLLM MO3BOJIUIIA BbISBUTD
OVHaMWYeCcKMe N3MeHeHUs1 B MEOULMHCKNX OpraHu3a-
umsx B cybbekTax Poccuiickon depepaumnu.

MpencTaBreHHbIM cnocob BUM3yanbHOM OLLEHKU
no3BonseT aHanuaupoBaTb Honblioe KOMMYECTBO
KPUTEPWEB, a [aHHbIA MOAXOA B LiefIoM yaobeH Kak mpu
KOMMIEKCHOM CpPaBHEHWU ABYX MEOMLMHCKMX OpraHu-
3aUuiA, Tak 1, HaNpuMMep, Np1 HeobxoaoMMOCTH MapLLpy-
TU3aLMW NaLMEHTOB B KNWHUKK hefepanbHoro oKpyra,
TaK KakK CyLLeCTBYyeT BO3SMOXHOCTb OMepaTUBHO OLEHUTb
KauyecTBO NPOCHUIIbHON MEAULIMHCKON NMOMOLLM MO UMEID-
LLIMMCSI KPUTEPUSAM.

BbiBopbl. [laHHas aBTOMaTM3MpOBaHHas cucTema
NO3BONSAET BbISBMATb «CUbHbIE» U «Crabble» CTOPOHbI
paboTbl npodnnbHOM crykbbl B cybbekTax Poccuinckon
denepaumu, a TakKe OLEHUBATb OMHAMUKY MPOBEAEHMS
PEKOMEHLOBAHHbIX KOPPUIUPYIOLLMX MEPONpUATUiA B
«AKOPHBIX> MEAMLIMHCKUX OPraHn3aLmsXx.

MHCTPYMEHT 3/1eKTPOHHOM CUCTEMbI OLIEHKM Kaye-
CTBa NPOdUBLHONM Cybbl NO3BOMAET OLEHWUTL Kaue-
CTBO NPOCPUIIBHON MEOULIMHCKOM MOMOLLI HE TOSIbKO Ha
YPOBHe OMnpefesieHHOro permoHa unu denepanbHoro
OKpYyra, HO ¥ Ha cpefilepasibHOM YPOBHE B LIENOM.

HecMoTpsa Ha aBTOMaTU3WPOBAHHYI CUCTEMY,
CyLlecTBYylOT Npobrnembl B ee peanusauum, CBA3aHHbIe
B NepBYI0 0Yepenb C NOfyYeHneM OCTOBEPHON MHAOpP-
Maumu oT cybbekToB Poccuitckon ®epepaumn. PasHble
napaMeTpbl 1 MOKa3aTENW XapaKTepusyloTCs Pa3fnuyHom
LOCTYMHOCTbIO MEPBUYHBIX AAHHbBIX U CIIOKHOCTBIO UX
cbopa, uTo HeobxonMMO yuuTbIBaTH Npu pa3paboTke
MHCPOPMALIMOHHBIX CUCTEM.
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IJBOIOLUA OPraHOCOXPAaHSAIOLLEro sleYeHus
UHTPaOKYNSPHOU peTUHObNacToMbl y feTen.

Poccumuckum onbIT

T.J1. Ywakosa® 2, B.I". Monsikos!%®, 0.B. Moposuosal, 10.A. Cepos?, 0.B. (0raitl, 10.A. KioH!, A.A. fipoBoit®,
C.B. CaaksH*, U.A. Nletsirun?, H.B. MaTuHsan! 3, U.A. Tpodmmos?, U.B. MorpebHskos?, 0.A. MBaHoBa®,
B.A. flpoBas?, 3.P. Bupwukel, b.W. Donrywun?, C.P. Bapchonomeesal 2

HauvoHarnbHbIk MEAULMHCKUI MCCIef0BaTeNTbCKMM LIEHTP OHKosorum uM. H.H. brioxuHa, Mockea
2Poccuiickasi MEAUUMHCKAs aKanemusi HerpepbIBHOro NpogheccuoHasbHoro obpasosanms, Mocksa
SMesKoTpacneBoli HayYHO-TEXHUYECKMI KOMIIEKC «MuKpoxupyprus rnasa» HaumoHanbHOro MeaULMHCKOro UCCIIER0BaTENTbCKOrO LeHTpa

um. akapn. C.H. ®enoposa, Mocksa

“HaumoHarnbHbIk MeaULMHCKUI MCCIIe0BaTeIbCKUIA LIEHTP r71a3Hbix bonesHe uM. [enbMronbya, Mockea
SPoccuickunii HaUMOHa IbHbIA UCCIIER0BATENbCKUI MeAULIMHCKMI yHuBepeuTeT uM. H.U. [uporoBa, Mocksa

Lenb. BHeopeHve TeXHOMOrMM 1 NpeeMCcTBEHHOCTH
neyenwsi bonbHbIx PB B NpakTuKy BegyLLmx NpodmbHbIX
dhenepasbHbIX YUPEXOEHUA C MOMHLIM MMMNOPTO3aMe-
LLIEHNEM CYLLECTBYIOLLMX B MUPe BUAOB MELULIMHCKON
MOMOLLIN.

MaTepuanbl M MeTopbl. HacToswasn pa3paboTka
OCHOBaHa Ha aHanmse faHHbIX OEeTEN C MHTPAOKYSIAPHOM
peTuHobnacToMoi (PB), noaBeprumxcs opraHocoxpa-
HAIOLLLEMY JIEYEHMIO C WCMONb30BaHMEM KOMMJEeKca
MHTEPBEHLIMOHHbBIX METOLOB BO3LEWCTBUA Ha PeLKylo
3/10KAYECTBEHHYIO BHYTPUINa3HYI0 OMyXOfb: Cenek-
TUBHAs MHTpaapTepuanbHad W WHTpPaBUTpeanbHas
xummnotepanusa (CUAXT, UBXT), TpaHcnynunnspHas
TepMoTepanus, Gpaxutepanus 1 KpuogecTpykums (J1oKT)
KaK B COYETaHUM C CUCTEMHO xuMmoTepanuein (CXT),
TaK 1 B MOHOPEXKMME C afieKBaTHbIM aHecTe3nosiornye-
CkuM obecrneyeHunem.

Pesynbtatbl. OTKa3 OT arpeccuBHbIX 1 KaneyaLimx
MeTOLOB NeYEHUs — AUCTaHLUMOHHON fy4eBOV Tepanuu
(ONT) » sHykneauun rnasa. BeegeHne B KOMMMEKC
neuyebHbix MeponpuaTui J1IoKT npu HepocTaTO4YHOM
3P PEKTUBHOCTM XMMUOTEPANUMN.
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O6cyxkpeHue. CucteMaTM3MpPOBaAHHbIA MOAXON
K NleyeHuio peTen ¢ MHTpaokynsapHon PB nossonun
cokpaTtuTtb npumeHenune OJ1T ¢ 30% no 3,9%, a uncno
aHykneaumit ¢ 40% po 15%, npu aTom obias 5-netHas
BbIKMBAEMOCTb yBenuunnace ¢ 92% no 98%, no cpas-
HeHuio ¢ pesynbTaTamu nevenns no 2011 ropa. TexHo-
norua BHeLpeHa B MpPaKTWUKy Tpéx denepanbHbIX
YUPEXAEHWN OHKOMOrMYECKOro U odpTanbMonormye-
CKOro npocouns, 4To 0bycrnoBfieHO BbICOKON TEXHOMO-
FMYHOCTbIO JleyeHusi, ophaHHOCTbIO 3aboneBaHusi, He
Bonee 150 HOBbIX Cnyyaes B rof.

BbiBOAbl. JKOHOMUYECKMIA WM/UNKU CoLMarbHBbI
3pheKT: COkpallleHMe CpPOKOB rocrnuTanusauum c
35 [0 2 KOMKO-AHEeW, yMeHbLUEHNEe PUCKa BO3HVKHOBEHMS
BTOPbIX 3/10KAUYECTBEHHbIX OMyXONeN B 30He 0bnyueHus,
HapyLlleHua pocTa KocTel, obpasyiowmx opbuty, u
pa3BUTUS MOCTNYYEBOW KaTapakTbl Npu oTkase ot AJIT;
CHUKEHME BEPOSITHOCTM yTpaTbl OpraHa 3peHusi; CoKpa-
LLIEHWE YnCIa rocnuTanu3auuin ons TpaHcdpysum npena-
paToB KPOBMW ¥ MacCMBHOW aHTWDaKTepuarnbHOW Tepanuu;
YMEHbLLIEHWE NCUXONOrMYecKomn TpaBMbl ¢ Bonee LLMPOKUM
BbIBOPOM NMpodheccnoHanbHOM OpUEHTaLMK.
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[puMeHeHne nocTTpaHCnMaHTaLUOHHOIO
unknodoccamumpa npu ansoreHHou
TPaHCMJIaHTaLUuu reMono3TUYECKUX CTBOSTOBbIX
KNeToK nocrie ToTanbHoro obnyyeHus tena

y AeTen ¢ ocTpbIiM NIMMdobnacTHbIM SIEUKO3OM.

OnbiT opgHoro LleHTpa

[0.I'. ®epiokoBa, M.C. 3io3ruH, C.A. Bonuenkos, C.H. HoBuk

®IbY «HMUL| oHkonorum um. H.H. lMeTtpoBa» MuH3gpasa Poccun, CaHkT-[leTepbypr

AkTyanbHocTb. ToTanbHoe 06nyyerue Tena (TOT) —
OOVH W3 BasKHEMLUMX KOMMOHEHTOB MPOrpaMMbl KOHAMN-
LMOHUPOBaHWA Nepeq annoreHHon TpaHcnaHTauuen
reMOrnoaTUYECKMX CTBONOBbIX KrneTok (TICK) y neteit ¢
OCTpbIM NUMAPOBIACTHBIM NENKO30M FPyMbl BbICOKOr0
pucka v npu peunamse. OnbIT MPUMEHEHNSE NOCTTPaHC-
NMaHTaLMOHHOro UMKnodocaHa B KOHTEKCTE ano-
FeHHOW TPaHCMNMaHTaLUuM reMono3aTMYECKUX CTBOJIOBbIX
KneTok c nposeneHneM TOT B LeTCKOW Nonynsumu orpa-
HUYEH.

Llenb. OxapakTepn3oBaTb 0COBEHHOCTM paHHEro
MOCTTPAHCNIAHTALMOHHOIO MEePUOAa C NPUMEHEHNEM
ToTanbHOro obnyyeHnst Tena v NOCTTPaHCMNaHTaLUmn-
OHHOro uMKrnodgocdaHa y neTein ¢ ocTpbiM MMM o6-
NacTHbIM NIENKO30M.

Matepuanbl u Metoabl. B aHanus BKMNoYeHO
10 peTeit B BospacTe oT 8 0o 16 net (MeanaHa BospacTa-
11 net) ¢ OJJ1, nonyumswmnx annorexHyo (Hepoa-
cTBeHHylo coBMecTuMyio (n = 2, 20%), poaCTBeHHYIO
cosMecTumyio (n = 1, 10%), poACTBEHHYIO YaCTMUHO
cosmectumyio (n = 7, 70%) TICK B nepuon ¢ nexkabps
2022 no aHBapb 2023 r. MakcuManbHbI nepuop Habsio-
nenus — 1 rog 3 mMec. Ha MoMeHT npoBepeHus TICK
MauMeHTbl HAXOAMNCH B 1-0W KIMMHMKO-remMaTonorun-
ueckoin pemuccun (n = 2; 20%), 2-i 1 bonee KAUHK-
Ko-reMatonoruyeckoin pemmccun (n = 7;70%), bbinm ¢
PE3UCTEHTHbIM TeueHneM Bonesnu (n = 1, 10%). Peskum
KOHOMLMOHMPOBAHWS COCTOAS M3 KOMGDOPMHOW IUCTaH-

LIMOHHOWM Ny4eBOW Tepanuu Ha annapate TruBeam Ha
Bce Teno COM 12 'p B coyeTanun ¢ dhiyaapabuHoMm u
TnoTenon. MNMpodunakTtrka PTMX npoBonmnack UMKIo-
doctparom [1+3 n [O+4 (100 Mr/kr), TakponmMycom,
MukodpeHonat ModpeTusioM. 4 (40%) naumeHToB gonon-
HWTENbHO Monyunnu abaTauent. MCTOYHMKOM TpaHC-
nnaHTata bbiMM HeMaHUMyNMpoBaHHbIE CTBOJOBbIE
KneTku nepudpepuyeckoin Kposu (CKMK). Mepunana
CD34* cocrasuna 6,13x10 6/kr (2,1-10,0).

PesynbTathbl n 06cyxpeHue. B uccnenyemoii rpynne
BonbHbIX NPYKMBREHWE TPaHCMNAHTaTa 3adIMKCUPOBAHO
y BCex naumeHToB. MeavaHa BOCCTaHOBMEHWS TPaHyno-
umntos (> 0,5 x 10°/n) coctasuna [0+18 (O+14-0+21). K
[0+30 y BCex NauMeHTOB ONpenensncsa NnosHbIA OHOpP-
CKuit xumepuam. PTIMX > Il ctagum (MHTecTuHanbHas 1V,
neyeHouHas Ill) amarHoctuposaHa y 2 ns 10 naumeHToB
(20%). F'eMopparuyeckuint UMCTUT | CTaguu passunca y
6 naumeHToB, opodhapuHreanbsHbli MykosuT |l ctagum —y
Bcex 10 nauueHToB, TPOMBOTUYECKAst MUKPOAHTMoNaTus —
y 1 nauueHTa, CUHAPOM CUHYCOMAANbHOM 0BCTPYKLUMK- Y
1 naumneHTa. TpaHcnnaHTaUMOHHasA fneTanbHOCTb COCTa-
Buna 10%.

BoiBopabl. [MpMMeHeHMe BbICOKMX 0,03 MOCTTPaHC-
nnaHTaunoHHoro uuknodpocdara nocne TOT no3sonsiet
BbINOMHATL annorenHble TICK 6e3 npoenexus T-pe-
nreumn, ABMSETCS JOCTYMHbIM METOAOM NMPOOMIIaKTUKM
peaKuuW «TpaHCNaHTaT NPOTUB X03AMHa» U Hy}KAAETCA
B AaJIbHeWLLIEM U3YYeHUN.
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MocTTpoMboTUYECKUUA CUHAPOM Y €TEU: YacToTa
BCTPEYaAEeMOCTU U KIIMHUYECKME 0CObEeHHOCTH

T.10. AdowkumHa, [O.B. Pepoposa, [.6. PrnopuHckuin, A.E. Pyaresa, N.A. }Kapkos

®BIY «HaumoHarbHbI MEANUMHCKMIA NCCIEA0BATEIbCKMI LIeHTP BETCKOM reMaTosiormm, OHKOIOrMn U UMMYHOIorum uMm. [imutpus Porayesa»

Mun3zapasa Poccun, Mocksa

AkTyanbHocTb. OfHMM U3 OCNONKHEHUA TPOMBO3a
rnybokux BeH (TFB) aBnsieTca NoCTTPOMBOTUUECKHMIA
cuHapoM (MTC). C yyeToM TOro, Uto B Cryyae passuTHs
IMTC nocne TI'B peTv BynyT cTpapaTh OT pa3nuyHbIX dom3un-
YECKMX M COLMAIbHbIX MOCMEACTBUN B TEYEHNE MHOIMX
AeCATUNETWIA, NPOB/IEMbl CBOEBPEMEHHOI O BbISBMEHNA U
npochunakTukm MTC SBAAIOTCA 0UYEHb BaXKHOW 3apayel

Llenb. OueHnTb TAXKECTb U KIMHUYECKME 0COBEHHOCTM
TEeYeHWs MOCTTPOMBOTUYECKOro CMHAPOMA Y AeTEN.

MaTepuanbl u MeToabl. B pamMkax faHHon paboTbl
bbina npoaHanusuposaHa 6asa gaHHbix HMULL AMFOU um.
Omutpust Poravesa 3a nepwop ¢ 2017 no 2021 r. Beinu
0ToBpaHbl NaumeHTbI ¢ 0BBEKTUBHO NOATBEPKAEHHLIM T B
B BO3pacTe OT poxaeHus 0o 18 net. [anee 6bin nposeneH
aHanv3 Hanmuusa v BoipaxeHHocTH MTC ¢ ncnonb3oBaHMeM
CTaHOapTU30BaHHbIX LLKaS (pycrtULMPOBaHHbIE BApUaHTbI
onpocHukos Manco—Jonson instrument (MJI), Modified
Villalta scale (MVS), the Clinical Assessment of Post-
Thrombotic Syndrome (CAPTsure). OueHKa BblpasmeH-
HocTu INTC npoBogMnach He MeHee YeM yepes b6 MecsiLeB
OT MOMeHTa TpoMbo3a. [11A OUEeHKM CTaTUCTUYECKOW
3HAUMMOCTV Pa3IMumUin Meskay rpynnamu Bbi MCNOb30BaH
KpuTepwuin Xv-KBagpar.

PesynbTtaTtbl. O6wee yicno naumeHTos ¢ TI'B, anqa
KOTOpbIX Oblfia BbIMOMIHEHA OLIEHKA THKECTW MOCTTPOM-
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BoTnyeckoro cMHOpoMa, coctaBuno 55 yenosek. M3 Hux
y 42 (76%) naumeHToB gmarHoctvposaH [TC. 24 naum-
eHTa (43%) bbinm ¢ MTC nerkoi ctenenu, 13 naumeHToB
co cpenHeTaxesnbiM, U 1 nauneHT ¢ TsxkensiM MTC. Ons
oueHkn ocobeHHocTen Teyenus MNTC nauneHToB pasge-
MM Ha 2 rpynnbl: naumenTbl ¢ LIBK-accouunmpoBaHHbiM
(24 yenoseka (45%) — rpynna 1) u ¢ He LIBK-accoumu-
poBaHHbIM TpoMBo3oM — (30 uenosek (55%) — rpynna 2).
MaumeHTsl B rpynne 1 6binm cTapie (MeauaHa BospacTa
15 net (pasbpoc 3-17) npotus 4 net (pasbpoc 0-17) B
rpynne 2. lNo yactote BcTpevaemoctu MNTC B 2 rpynnax
He BbINo CTaTUCTUYECKM 3HaUMMbIX pasnmnunit (p > 0,05),
O[IHaKO B rpynne 2 [OCTOBEPHO Yallle BCTpeyarics cpeaHe-
Taskenbii MTC (p < 0,05).

BbiBoAbl. B HalleM uccnefoBaHuu YactoTa BCTpe-
yaemocTy MTC coctasuna 76%. VccnepoBaHue feMOH-
CTpupyeT pasnuuma B ocobeHHocTsax passuTus [TC:
cTeneHb TsskecTn [TC pocToBEpHO BbILLE Y NALMEHTOB
He KaTeTep-accouMMpPOBaHHbIM TpombosoM. [lanb-
Hellwune nccrnenoBaHUs, HampaBlieHHble Ha OLEHKY
(haKTOpPOB pUCKA M OCODEHHOCTEeN TeuyeHUss MOCT-
TPOMBOTUYECKOrO CUHAPOMA, MO3BOMIAT CTPYKTYpU-
poBaTb MOAXOA K AETAM nocife nepeHeceHHoro TMB, a
TaKKe BbILeSIMTb TPynny puUcKa Mo pPa3BUTMIO LaHHOrO
OCIOMHEHMS.
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OnbIT NPUMEHEHUs HOBbIX NepPOopaNbHbIX
AHTUKOArynsiHTOB B KIIMHUYECKOW NPaKTUKe

T.10. Adpowkmna, 10.A. LLndpun, O.B. Penoposa, [.6. dnopuHckuin, [1.A. EscTpatos, 1.A. }Kapkos

®BIY «HaumoHanbHbIi MEAMLMHCKNIA MCCIIER0BATENbCKUK LIeHTP BETCKOV reMaTosiormm, OHKOI0rmn u UMMyHos1orum uM. [immtpus Porayesa»

Mwunsapasa Poccun, Mocksa

AkTyanbHocTb. B pononHeHune kK cTaHgapTHOMY
MOOXOAy, B MocrefHee fecAaTuneTve Bbimn LMPOKO
U3yueHbl HOBble NepopasibHble aHTUKoarynaHTbl (HOAK)
O NMPUMEHEHUST Y MaLMEeHTOB AETCKOro Bo3pacTa.
HecmoTps Ha MHOroobeLlaoLme pesynbTaThl KIMHUYe-
CKUX WCMbITaHUI, fanbHenLWne NCCnefoBaHns, HanpaBs-
NeHHble Ha oueHKY 3dpeKTMBHOCTM 1 BesonacHoCTH
3TVX NpenapaToB y JeTew W NoAPOCTKOB, MO-MPEXHEMY
HeobxoaunMbl.

Uenb. Ouennts BesonacHocTb M 3dhPeKTUBHOCTb
npumMeHenns HOAK y peteit.

MaTepunanbl u MeToabl. ViccrnenoBaHne Hocuno
PeTPOCMEKTMNBHBIN MOHOLLEHTPOBOM XxapakTep. B 6ase
paHHbix HMUL OFOW mm. Omutpus Porauvesa bbinu
oTobpaHbl mauuneHTbl B Bo3pacTe oT 0 go 17 ner,
nonyyaBliMe Tepanuio anukcabaHoM, puBapokca-
BaHoM unu paburaTpaHoM. Kputepusamm ncknioyeHus
Bbinun: apTepuanbHbin TpoMbo3, Tepanus MOAK MeHee
14 pHen, KOMBUHMPOBaHHAA aHTVMKOAryNAHTHas Tepanus
¥ HEBO3MOKHOCTb Mocnepylowero HabnwoaeHns. boina
MpoBefieHa OLEeHKa YacToTa peuvanMBoB TPOMDO30B K
KPOBOTEYEHUN.

PesynbTaTbl. B nccnepoBaHum npuHanu yyactue
67 yenoBek. lMauneHTbl Bbinu pasneneHsl Ha 2 rpynnbl —

noslyyaBLUMe MEPBUYHYIO NPOUNIAKTUYECKYIO aHTVNKO-
arynsaHTHylo Tepanuio (rpynna 1: 6 nauveHToB) u Te,
k1o nonyyan HOAK B kKauyecTBe BTOPUYHOW aHTUTPOM-
BoTnyeckol NpohuNakTUKM nocre NepeHeceHHoro
TpoMbosa rnybokux BeH (TIB) (rpynna 2: 61 naumneHT).
MenunaHa BpeMery HabnopeHns coctasuna 46 aHei (25-
365 pHeit) B rpynne 1 u 4 Mecaua (2 Hemenu -
36 mecsaues) B rpynne 2. B nepsoit rpynne He 6bino
HM OOHOMO 3MM30fa BeHO3HOM TpoMboambonuu (BTI) u
1 (16,7%) HesHaunTenbHOE KPOBOTEUYEHME, BO BTOPOM
rpynne - 1 kpynHoe (2%), 4 He3HaUMTENbHbIX KPOBOTE-
ueHms (6%). Y 4 nauvenTtos (6%) B rpynne 2 6binu peum-
ovBbl BT3 Bo BpeMsi Tepanuu puBapokcabaHoM.

BoiBopbl. B xope uccnenosaHus Beina obHapy-
KEHa YMEepeHHO MOBbILEHHas YacToTa peunavnBOB
BT3 v conocTtaBuMas yacToTa KpOBOTEUYEHUI Y NaLu-
EHTOB, MOSTyYaBLUMX puBapokcabaH, Mo CpaBHEHWMIO C
LaHHbIMW paHee MPOBEAEHHbIX UCCnefoBaHuin. B nanb-
HeWweM 0cobo MHTEPECHbIMK, Ha Hall B3rNsA, ABMA-
loTcst mpocnekTuBHble nccnenosanusa HOAK B kauecTse
MepBUYHON aHTUTPOMBOTUYECKON NPOdIUNIAKTMKK, a
TaKe BTOPUYHON NpodhmnakTMKM B rpynnax Hambonee
BbICOKOI0 pUCKa 1 pe3ynbTaTbl aHaim3a Ux NpUMEHeHUs
B peanbHON KIIMHUYECKOW NpaKTUKe.
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KoHuenuusa nepcoHanusauumn peabunmtaumoHHbIX
MEepOonpUATUIA Ha BTOPOM 3Tane Ha OCHOBAHMUU
U3yUYeHUS! NO3AHUX OCJIOKHEHUI TPaHCNJIaHTaLUK
reMono3TUYECKUX CTBOJIOBbIX K/IETOK U OLLeHKU
chbnsnueckoro cratyca: onbIT OQHOro LIeHTpa

A.B. Abpocumos, E.B. PymsaHueBa, E.B. XXykosckas, A.®. KapenuH

JIPHL| «Pycckoe none» ®IBY «HaLmoHanbHbIi MEeAULMHCKWIA NCCNIER0BATETbCKMI LIeHTP AETCKOM reMaTosiornm, OHKOOrn U UMMYHOOM N

uMm. Imutpusi Porayesa» MuHsgpasa Poccun, Mocksa

AkTyanbHocTb. PocT uucna peten, nepeHecLUnx
TIrCK, nenaet akTyasnbHbIM BOMPOC MEpPCOHaNM3aLmm mnx
peabunuTaumMm ¢ yueToM ux domnsmnueckoro craryca (®C),
0CODEHHOCTEN MPEeALLEeCTBYIOLLErO JIEUYEHMS], UMEIOLLIMXCS
¥ NOTEHLMANbBHBIX MO3OHMX OCIIOMHEHUI.

Llenb. OueHUTb YacTOTy pa3BUTUA, XapaKTEPUCTUKM,
BO3HMKaIOLLMX MO3AHWX 3pdeKToB, dhnsnmyeckoe passuTmne
(®P), TonepaHTHOCTb K chuanueckoit Harpyske (TOH),
cunoByio BbiHOCIIMBOCTL (CB), KauecTBo skusHmn (KXK) y
peten-peumnvenTos I CK.

Marepuansbl u MeTopbl. [pynna peumnuenTos [CK B
167 venosek, n3 Hux Bbino 113 ManbumkoB U 54 0eBOYKM,
npoxopmBLUmnx peabunutaumio B JIPHLL «Pycckoe none»
B 2017-2019 rr. Megmana cpoka nocne TICK bbina
150 pHel, MeounaHa Bo3pacTa — 11 net. TI'CK 6bina npose-
[eHa Mo NoBofy pasfnyHbiIX Ho3omorui. MNaumeHTam fo
peabunuTaumy BbINOSIHEHBI: KaTaMHeCTUYeckoe obcne-
noBaHue, oueHka OC:. ©P, TOH, CB. Mo pesynbratam
npoBefeHa nepcoHanu3auua peabunutauun. Meauaxa
LMTENbHOCTU peabunutauum Beina 28 nHew. o 3aBep-
LUEHWIO NaumeHTbl npowny oueHky PC, Bbino oueHeHo
K} (onpocHuk PedsQL 4.0). MposeneHo cpaBHeHWe nosy-
YeHHbIX pesynbTatoB ®C ¢ pesynbTaTaMy NPaKTUYECKM
3[10POBbIX [ETEN C OLEHKOM [OCTOBEPHOCTU Pasfnumi
no t-kputepuio (CtbiopeHTa), KX B cpaBHeHUM ¢ npak-
TWYECKM 300POBbIMU AeTbMU. OTNIMUMA MexXay rpynnamm
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BbIIN NPU3HAHBLI CTAaTUCTUYECKN 3HAUYUMBIMU NPY YPOBHE
p <0,05.

PesynbTaTtbl. Hanbonee yacTto BbIsSIBIEHHbIMU NO3[-
HUMK adpdekTamun y peumnmentoB CK Bbimu: nonu-
Henponatum/muonatun (n = 88), ncuxonoruueckue/
HEeMPOKOrHUTUBHbIE HapylleHus (n = 92), HYyTPUTMBHbIA
necomumt (n = 62), dyHKUMOHATbHBIE U UHbIE HAPYLLIEHUS
CO CTOPOHbI }enyno4HO-KULLIeUHOro TpakTa (n = 50), aHao-
KpuHonatum (n = 43). Mo ceoeMy ®P naumeHTbl He oTCTa-
Banu OT CBEPCTHUKOB. 1o pe3dynbTatam TOH oTcTaBaHue oT
MPaKTUYeCKM 300POBbIX AeTe He Habmopanock. Mo CB —
LOCTOBEPHbIE Pa3nuums OTMEUEHDI B MITAALLIMX BO3PACTHbIX
rpynnax. MeauaHa no cymMMapHow Wwkane KX coctaeuna
71,91 6anna no nauuneHTckon chopme, 62,46 banna no
poaMTENbCKOW chopMe. Mexay HO30M0rM4YeCKUMI rpyn-
namy pasnuuuin He Bbi1o. H13KMIA NokasaTenb «KW3Hb B
LLIKOFe>» KOPPEenvpYeT C HEMPOKOMHUTVBHLIMK NPobreMamu.

BoiBoabl. BbisBrneHbl Havbonee yacto BCTpevato-
Lumecs nosnHue adpdpekTbl. 1o cpaBHeHUIO ¢ nonynaumnen
MpaKTUYeCKN 300pOBbIX AeTen oTcTaBaHusa B OP, TOH,
cHukeHnst CB He oBHapyskeHo. CoBpeMEHHbIE METOLMKM
1 nogxodbl K nevyenunio n TICK aBnsaioTca WwWapawmmMm m
NO3BONSIOT COXPaHUTL Bbicokoe KXK y peumnuenTos CK.
MepcoHanu3aums peabunuTauMoHHOro nnaHa B 3aBUCK-
MOCTM OT UMEIOLLMXCA Y NaLMEHTOB MO3AHUX 3PIEKTOB 1
nx PC aBnaeTcsa 3anorom nosbitLeHns KiK.
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nepCMCTEHLIMFI AOHOPCKMUX KJIETOK nocre
UMMYHOTEpanuu ranjiougeHTUu4YHbIMHn
eCTeCTBeHHbIMU KUJIJIePHbIMU KJTETKaMU

NMpu OCTPbIX NIeMKo3ax

E.N. Topbay, E.A. Naciokos, M.I". Haymosuy, A.C. MyHbko, E.NM. Bawkesny, A.A. Murac, T.B. LLIMaH

Y «PecnybnmKaHCKunii HayYHO-MPaKTUYECKMI LIeHTP AETCKOM OHKOIOrMM, reMaTosiorni u ummyHonorum>, Muxck, Pecriybrinka benapych

AKTyanbHocTb. Tepanusi eCTeCTBEHHbIMU Kunep-
HbiMu (EK)-KreTKaMm sBNSeTCA NeperekTUBHbIM Hanpas-
NeHneM Tepanuu oCTpbIX Nenko3oB. OTMeueHo, yTo
KIMTUHUYECKUIA 3PPEKT 3aBUCUT OT SKCMAHCUK [LOHOP-
ckmx EK-KNeTok n BAnMTenbHOCTM UX NepCUCTEHLMK in
vivo.

Uenb. [lpoaHanuanpoBaTb 3 (PEKTUBHOCTb
3KCMaHCUM U AIMTENbHOCTb NEPCUCTEHLMM AOHOPCKMX
KNeToK nocrie NpoBeAeHHON annoreHHon EK-knetoyHon
MMMyHOTEpPanuu.

MaTtepuanbl n Metoabl. B nccnenosaHne BKIIO-
yunu 24 naumeHTta B Bo3pacTe oT 1 roga po 20 net c
OMarHo30M OCTPbI NeKo3, C NPOBEAEHHON MHAY-
3nei rannovaeHTuuHbix EK-knetok (NCT04327037,
NCT05334693 n NCT05272293). EK-kneTku nosyyanm
MyTeM eX Vivo 3KCMaHCWMM MOHOHYKIIeapHbIX KIEeTOK
LOHOpa B NMPUCYTCTBUU FEHHO-MHKEHEPHOW KIETOUYHOWM
NUHUK, 3Kcnpeccupyloweit 4-1BBL u UI1-21 (PMID
36527513). OnpepeneHve KonuyecTsa AOHOPCKMX
EK-kneTok B nepudepnyeckoin Kposu naumneHToB NpoBo-
omnu Ha +2, +4, +6, +10, +14 n +21 cyTKu ¢ ncnosnb-
3oBaHnem metopa ACO-TILP B peanbHOM BpeMeHu C
npaMepamun un 30HKamu K nonumopdmamam InDel, a
TaKKe MeToAOM MPOTOYHOW LIMTOMETPUM C UCMOMb30Ba-
HueM aHTuTen k HLA aHTureHam | knacca.

PesynbtaTtbl. MeTogoM ACO-TUP cpean 24 obcne-
[0BaHHbIX NauuneHTos ansa 22 (91,7 %) 6binu HaiaeHb
MHDOPMaTVBHBIE CUCTEMbI A1 aHanM3a NepcucTeHLmMm

LOHOPCKMX KNEeTOK. B cpegHeM copepaHne OHOPCKUX
EK-kneTok B nepudepnyeckon KpoBu peLmnmneHToB
Ha +2 cyTku coctasuno 2,9 (0,034-11,7) %, Ha +4 —
10,8 (0,005-37,5) %, Ha +6 cyTku - 13,2 (0,008-97) %,
Ha +10 - 6,4 (0,007-75) %, Ha +14 - 0,56 (0,006-5) %,
Ha +21 cytkm — 0,16 (0 - 1,6) %. Ona 10 nauneHToB
TaKKe MPOBeNy OTCIEXMBAHME 3KCMAHCUKM M Nepcu-
cTeHuun AoHopckux EK-knetok ¢ mcnonb3oBaHueM
MeToda NPOTOYHOM umMToMeTpun. CpefHee KONMYecTBO
LOHOPCKMX KNeTok cpenun EK- knetok nepudepunyeckom
KPOBM MauyeHTa COCTaBUMO Ha +2 cyTku 24,7 (5-65) %,
Ha + 4 — 44,1 (1-91) %, Ha +6 — 25,9 (0-96) %, Ha +
10 - 0,8 (0,13-1,5) %, Ha +14 cyTku — 0,05 (0-0,1) %.
lMpv nepecueTe Ha abcomiOTHOE KOMMYECTBO Ha OCHO-
BaHuM aaHHbiX ACO-TILUP cpenHee conepskaHne foHop-
cKknx EK-KneTok cocTaBusio Ha + 2 cyTku — 3,2 KI1/MK,
Ha +4 — 40,5 kn/MKkn, Ha +6 — 116 kn/MKn, Ha +10 —
61,3 kn/mMkn, Ha +14 - 0,33 kn/MKN, Ha +21 -
0,4 kn/MKn.

BeiBopbl. Hanbonblwimini ypoBeHb 3KcnaHcuu
pnoHopckux EK-kneTtok Habrnioganu K +6 cyTkaM nocne
MHAY3UM C MOCNEAYIOWMM CHUXEHUEM, NMPU 3TOM
BJIMTENbHOCTb NEPCUCTEHUUN KINETOK OrpaHnuymBa-
eTcsi TpeMs HefensaMu. BoisiBneHne onTvMarsbHbIX CXeM
BBEOEHMSA M Ucrnonb3yembix 003 EK-knetok nossonut
MOBBICUTb KOJIMYECTBO U MPOAJSIUTL ANUTENbHOCTb NEPCU-
CTEHLUMM JOHOPCKUX KMETOK W, TakuM 0bpasoM, ynyy-
LWNTb 3DPEKTUBHOCTb KIETOUYHON MMMYHOTEPANWN.
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B3aumocssasb nonuMopcpunsmoB reHoB benkoB-
nepeHocunkos SLCO1B1 n ABCB1 c TOKCUYECKUMMU
adhchpekTamMmn BbICOKOAO3HOrO METOTPEKCaTa npu
ocTpoM nuMmcpobnacTHOM fienkose y neteu

0.0. l'ypbesal, T.T. Banues?, M.W. CaBesnbeBa?

1PIBY «HaumoHanbHbI¥ MEAULMHCKWI MCCIIeA0BaTENbCKUI LIEHTP OHKoorum uM. H.H. brioxwHa» MuHaapasa Poccun, Mocksa
2I'b0Y BO «SlpocnaBckuii rocynapcTBeHHbIN MeaUUMHCKWI yHuBepcuTeT> MuH3aapasa Poccuu, Spocnassib

Lenb. OueHnTb CBA3b hapMakoreHeTUyeckux (dr)
noKasaTesfielt ¢ OCHOBHbIMU BULAMW TOKCUMYHOCTW METO-
Tpekcata (MTX) 1 HacTynneHneM cobbiTuit (nporpeccus,
PeUMamB, CMepTb) NPy JIEUeHUM 0CTPOro IMMAPOBIacTHOMo
neiikosa (ON11) y peteit.

MaTtepuansbl u MeToabl. B UccnenoBaHWe BKMIIOYEHO
103 naumeHTa ¢ anarHosom OJ1/1, nonyvasLLKX Tepanuio
Mo MpOTOKoNaM HeMewKoi rpynnbl BFM (2002/2009), ¢
“Cnosib3oBaHMeM BbicokoposHoro (2000 1 5000 mr/m?)
MeToTpekcaTa. [ OLEHKM HemenaTenbHbIX peakuui
(HP) npuMensinach Lwikana TokeunuHocTi NCI (CTCAE v5.0
2018 ropa). Ins uccnenosaHust NoMMMOPdIM3MOB reHoB
ABCB1 un SLCO1B1 ncnonb3osaH MeTog MNLP B peskume
peanbHOro BpeMeHu. MaTtepuan uccnefoBaHuns — nepu-
dhepuueckas Kposb. [Ins cTtatuctnyeckon obpaboTkm
pes3ynbTaToB NpuMMeHsnach nporpamMma SPSS Statistics
21.0. AHanus accoumaLyii BbINOSIHEH C UCMOSb30BAHUEM
KpUTEpUs 2 1 TOUHOro KpuTepus dullepa.

PesynbTatbl n obcyxaeHue. bbinm nccnenosaHsbl
obpasubl nepudpepuyeckoit kpoem (MK) 103 naumeHTos,
My (n = 57) 1 seH (n = 46) B COOTHOLLIEHUM MYSKUMH W
eHLWMH 1,2:1. BospacTHble rpynnbl bonbHbIX: < 1 roga —
2 (1,9%), 1-3 r. = 12 (11,7%), 4-5 net — 31 (30,1%),
6-12 nert - 33 (32%), 13-18 net — 25 (24,3%). Mpeob-
napan B-nvHeitHblit nMMyHornoasapuaHT OF171 — 68 (66%),
T-nuHeiHbin —35 (34%). Cpean Hux 51 (49,5%) nauveHt
Mosy4Ynn Tepanuio COrnacHo rpynne CPemHero pucka,
43 (41,7%) - rpynne BbicOKOro pucka, 9 (8,7%) - cTaH-
OapTHOro pucka no npotokony ALL IC-BFM 2002/2009.
PacnpepeneHne 4yactoT cTeneHen TssecTn opodia-
pUHreansHoro Mykosuta (OM) 0-2 cT. BCTpeuvasncs y
47 (45,6%), 3-4 cT. - y 56 (54,4%) 6051bHbIX. MHIEKUMOHHbIE
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ocnosHeHus (M0) 0-2 cT. perucTpuposanucs y 70 (68%),
3-5 cT. — 33 (32%) 6onbHbix. HacTynnexune cobbiTus:
cmepTb - 4 (3,9%), peumams - 20 (19,4%), nporpeccust -
9 (8,7%), He HacTyrnunm -y 70 (68%) naumeHToB. HeTok-
CUYHbIV ypoBeHb BbiBefeHUs MTX Ha 42-54 yacbl 0TMeYeH
y 56 (54,4%), sanepska Bbisefenus (> 54 vaca) - y
47 (45,6%) naumneHTos. o pesynbTataM MUCCrenoBaHus
06HapyskeHo, 4To NonMMopdnambl reHa-kaHaunata ABCB1
rs1128503 OoTHOCWUTENBHO CWMBHO CBAI3aHbl C HaCTy-
nrneHneM cobbiTusi, TOUHbIM KpuTepuin Guiiepa 18,188
(p = 0,025), roe ®u = 0,445, VKpamepa = 0,257
(p=0,016). inss SLCO1B1 T521C rs4149056 n OM kpuTepuit
®uwepa = 5,858 (p = 0,039), roe ®u n V Kpamepa = 0,247
(p = 0,034), uTo LEMOHCTPUPYET B3aMMOCBSA3b CPefHe
Cunbl, Takke Kak 1 ¢ MO nokasaHa B3auMOCBSA3b CPenHeN
cunbl, T. K. KpuTtepuit Guwepa = 7,552 (p = 0,023), du un
V Kpamepa = 0,27 (p = 0,021). MNpwn aHanu3e B nogrpynnax
rEHOB-KaHOMAATOB BbISBIIEHO, YTO MyTaHTHbIE MONMMOP-
cpusmbl reHa ABCB1 rs4148738 (CC-amkuit) 3HaumMmo
accouMMpoBaHbl C 3aiepMKoi BbiBeneHns MTX (> 54u),
x? =11 (p = 0,012). MyTaHTHble NONMMOPU3MbI reHa
ABCB1 rs2032582 (GG-amKuit) 3HaumMMo accoLMmMpoBaHbl C
renaToTOKCUUHOCTbIO, % = 4,314 (p = 0,038).

BoiBopgbl. Passutre M0, OM, 3anepwku anMMmuHaLmm
MTX, HacTynneHust CoBbITUS 3HAUMMO acCcoLMMPOBaHO C
nonumMopdomaMamu nccnenyembix reHos: SLCOIB1 T521C
rs4149056, ABCB1 rs4148738, ABCB1 rs1128503 cooT-
BETCTBEHHO. HacToslee nccnenoBaHue NnoaTBepKLaeT
BnuaHne ®I" napaMeTpoB Ha 0BHapYyXMBaeMylo TOKCUY-
HOCTb MeTOTpeKkcaTa, YTo B JafibHeWlleM Mo3BOoSuT
CBOEBPEMEHHO NpodhmnakTuposaTb passutve HP v ontu-
MW31POBaTb CONPOBOAMUTENbHYIO Tepanuio MTX.
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KnuHuuyeckuin cnyyam ycneLwHoro sie4eHus
UHPEKLMOHHBIX OCJIOKHEHUUN TpaHCdy3uAMHM
rpaHynouMToB y nauuMeHTa ¢ X-cuensieHHbIM
TSXKeNbIM KOMOMHUPOBaAHHBIM UMMYHOAEOULUTOM

JIM. T'ywwmHal, M.T'. Haymosuy?, H.M. KupcaHosa?, 10.E. Mapeitko?, H.B. MuHakoBckas?, H.A. MaTenbCkuit?,

0.A. Muwkosa?, U.B. Mponeckosckas?

Y «PecnybnukaHCcKui HayYHO-MPaKTUYECKMIA LIeHTP TPaHCGhy31Oomornm n MeaMUMHCKNUX BuoTexHonoruni», MuHck, Pecnybrivka benapych
2I'Y «PecrybnmkaHCKui HayYHO-MPaKTUYECKMA LIEHTP AETCKONM OHKOJIOr M, reMaTosiorni u uMMyHosiorum», Mukck, Pecriybninka benapyck

AkTyanbHocTb. EAMHCTBEHHBIM METOOM U3NEeYeHns
MaLMeHTOB C X-CLENMEHHbIM TAKENbIM KOMBUHMPO-
BaHHbIM MMMyHogedmumntoM (TKUH) aBnseTca TpaHc-
nyaHTaLms reMono3TUUECKUX CTBOSOBbIX KNeToK (TICK).
OpHako B psife cryyaeB Takue NaLMeHTbl UMEIOT KU3He-
yrpoatoLme MHAEKLMOHHbIE OCIIOMHEHUSA, KOTOpble
3aTpynHsioT npoeeneHve TICK.

Lenb. Onucatb KNMHUYECKNI cnyyan acpdpeKkTus-
HOrO MCMOMb30BaHNUA TpaHCPy3uii BOHOPCKUX FPaHymo-
untos (TAIN) B neueHnn BakTepuanbHbIX OCTIOMRHEHMI.

Martepuansbl u MeTopbl. [launeHT, 2 roga, AnarHos:
X-cuennenHbiit TKMH (roMosurotHas MyTaumus B reHe
IL2RG), BTOpMYHas annacTuyeckas aHemMusl, TPeXpocT-
KOBasl, CBEpXTsAxenas Ha (POHe ANUTENbHOro nepcu-
ctupoBanua COVID-19 nHdhekumn, pMcceMmMHMpOBaHHas
BLIXK-nHdekuumsa, cocTosiHWe Nocne Tepanuy eCTeCTBEH-
HbIMU KMIINIEPHBIMU KIeTKaMm (4 BBe[eHMs, [OHOP-MaTb).

PesynbTatbl. ¥ nauneHTa Ha doHe ANUTENbHON
(35 mHeit) umuToneHumn IV cTemeHn mpu KOMBUHUPO-
BaHHOM aHTMBakTepuanbHoi (AB) Tepanun passunacb
HEKOHTpONMpyeMast MH(PEKLUMS KPOBOTOKA, Bbl3BaHHas
Acinetibacter baumanii (MultiDrugResistant).
YunTbiBas XxapakTep 0CHOBHOrO 3aboneBaHus, MHAEK-
LMOHHbIE OCMOMKHEeHUs, naumeHTy ¢ 14.10.2022 no
03.01.2023 ropa binoniHeHbl 22 TAI O(1) Rh — oTpuua-
TenbHbIX B 06bEMe 470 Mn, pasneneHHble Ha 2 [o3bl.
["paHynounTbl MOMyYeHbl aBTOMaTUYeCKMM adhepesom
Ha cenapatope Spectra Optia (Terumo BCT Inc. CLLA)

OT CTUMYNIMpOoBaHHbIX (G-KC® noaKkoskHO, leKcaMeTa3oH
nepoparnsHo) HepOACTBEHHbIX AOHOPOB. [l03a NepenuTbix
rpaHynounTos: 5,6-29,6x10%/kr Macchl Tena naumeHTa.
OcnoxHeHnin Ha BBefdeHue He Bbino. Ha dpone TAI
2-3 pasa B Hepenio oTMevyanacb ctabunusauwus
COCTOSIHUA. BoccTaHoBNeHWe ypoOBHSA NENKOLMTOB
Bonee 1,0 x 107/n oTMeyvanocb Ha Creaylolmnin aeHb
nocne TpaHCcy3nn C QanbHENLUM UX CHUXeHneMm. C
Liesibio eAMHCTBEHHO BO3MOMHOM Tepanuu CrnaceHus
06.01.2023 nauneHTy yCreLUHO BbIMOSTHEHa anforeHHas
poncteeHHast HLA-yacTnuHo coBmecTuman TICK kocT-
HOro Mosra (moHop—MaTb). B paHHeM mocTTpaHcnnaH-
TaLMOHHOM Nepuope Yy NaunMeHTa COXPaHAnCs BbICOKMUI
PUCK pa3BUTUS Cencuca C feTanbHbIM UCXOAOM. Tak,
yunTbiBasi uutoneHmio IV cteneHn, HeBO3MOXHOCTb
pfanbHeWwen ackanauun Ab-Tepanuu, Ha +7 CyTKM
nocne TICK naumneHTy BbinonHeHa TAIN, 6e3 ocnox-
HeHuR. MMocne TpaHcdy3un oTMeYanoch yMeHbLUeHue
KPaTHOCTU U MHTEHCMBHOCTM NOLBEMOB TeMnepaTypbl,
KynvpoBaHue runepaMHamMuu. Boixoa 13 HemTponeHum
3acdhuKcmpoBaH Ha feHb+14 nocne TICK (100% moHop-
CKUIl XMMepu3m).

BeiBogbl. Y nauneHta ¢ TKMH n BTOpruHOM anna-
CTMYECKOW aHeMuen, OCMOKHEHHOW MHpekunen
KpPOBOTOKa Ha choHe ABb-Tepanuu, TpaHcdy3nn AOHOP-
CKMX FpaHynouMTOB MO3BOSMMAM KOHTPOAMPOBATH
MHEKLMOHHBIA MPOLLECC W BbIMOJIHUTL aNlfIOreHHYIo
TrCK.
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CuHApOM pacTyLuen TepaToMbl Y NaUMueHTa
CO CMeLUaHHOU repMUHaTUBHO-KJTeTOYHOMU

OnyXxoJiblo AINUKA

B.A. KanumynnuH, W.B. Ocvnosa, B.10. Lanupo

[AY3 «[leTckasi pecnybrnimkaHCckas KiimHu4yeckas 6onbHuua MuHnctepcTsa 3apaBooxpaHenusi Pecriybnvkm TaTapctaH», KasaHb

AkTyanbHocTb. CvHOPOM pacTyllein TepaToMbl —
penKoe COCTOsHME, XapaKTepU3yloLLiIeecs NapafoKcarnbHbIM
YBENMMYEHEM pPa3MepPOB OMyXofiM Ha dhOHe wnu mnocre
XVMMWOTEPANEBTUYECKOrO /UMM XMPYPrUYECKOro JeueHust
Mo MOBO/Y rePMUHOMEHHO-KITETOUHbIX onyxoreit (TKO), uto
MOKET OLLMOOYHO MHTEPNPETUPOBATLCA Kak MPOrpeccupo-
BaHve 3abonesaHus.

KnuHuueckuin cnyuan. Y Manbunka 17 net nepsble
npusHaku 3abonesaHns B Buae 6onel B cnmHe ¢ ceHTabpsa
2021 ropa, B siHBape 2022 r. nossunock obpasosaHve B
neBoW HapkmiounmyHon obnactu. PebeHok HanpasneH
B APKB (aHBapb 2022 r). Mpu nocTynneHun B ctatyce
YMEPEHHO BbIPaXEHHas MHTOKCUKaLMA, Nanbnupyemoe
obpasoBaHue Haf, NIEBOV KITIOUMLIEN, NIEBOE SMUKO 3HAUM-
TenbHO YBENWYEHO B pa3Mepe, be3bone3HeHHoe Npu nasb-
nauum; pasmep MoLoHkn 16 x 12 cM. B KpoBu ypoBeHb
o-®MN 3714,0 ME/Mn, XY 9136,0 MEa/Mn. Ha koMnbio-
TEPHbIX TOMOrpamMmax OnpepfensioTCs KOHrmomepar
CIMBHbIX 3abpiotmnHHbIX 11/y 151x 81 x 140 MM (890 cm?),
onyxosnesuaHoe obpasoBaHWe B NEBOM AMUKe, MeTacTaTu-
YECKMe 0Yaru B NErKMX 1 MArKUX TKaHSX TIEBOV OKOMOKII0-
UnyHow obnacTu. BbinonHeHa NIEBOCTOPOHHSS OPXIKTOMYS.
McTonoruyeckoe 3akniodenue: KO bonee ogHoro rmcTo-
NOrMYecKoro Tuna: aMBpuoHarnbHas KapuvMHoMa B 3perow
Tepatome, pT2bN1M1, llIB ctagua no knaccudmkaumm
LUGANO. CornacHo dhepeparnbHbIM KIMHUYECKM PEKO-

Bonpocs! remMaTonoryiv/oHKoNor v 1 MMMYHONATONOM W B NeANaTpui
2023 | Tom 22 | No 2 npun 1| 133

MEHOaLMAM, MaLMeHT nonyumn 4 Kypca nosmxumMmoTepanmm
no cxeme PEI (aTonosma 100 Mr/m? 1-3 cyTkM, UMCnaTH
20 mr/M? 1-5 cyTku, udpoccpamua 1500 Mr/m? 1-5 cyTku).
K KoHLYy nepBoro Kypca perpeccupoBan HagK/IIoUYMYHbIN
ysen; cHusunucb ypoBHu a-®IM n XMY. K okoHyaHumio
Tepanuv (anpenb 2022 r.) nokasaTen HOpMas3oBasHuch;
no PKT — oTcyTcTBMe paHee onpenensiBLUMXCA O4aroB B
METKMX; COKpaLleHne pa3MepoB MaTONOrMYeCcKon TKaHK
3abpIOLLMHHOrO NpocTpaHcTBa (o 561 cM®). B ceHTaAbpe
2022 ropa (yepes 5 Mec nocne oKoHuYaHus Tepanum) oTMe-
YyaeTcs oTpuuaTeNibHaa OMHAMUKa B BUAE YBESIMYEHUS
3abpIOLLIMHHBIX Y310B. [py 3TOM ypOBeHb OHKOMapKepOB
Bbin B HopMe. Ha M3T-KT nonTBepxaeHo yBenuyeHue
napaBepTebpanbHbIX MMMAATUYECKUX Y3MOB BbILLE U
HWxe amadpparmbl. B nekabpe 2022 r. 8 HMUL, FOU um.
Omutpua Porayesa BbinonHeHa Buoncus obpasoBaHus
3apHero cpefnocteHus. 'McTonornyeckn NoaTBepXaoeHa
3penas TepaToMa. B dhespane 2023 ropa naumeHTy ¢ umto-
PELYKTVBHOW Lienblo MPOBeeHa Pe3eKUMs BHY TPUBPIOLLIHBIX
OMyXOJ1EBbIX Y3/10B.

BbiBogbl. TaknuM 06pa3oM, B MpeacTaBIeHHOM KIUHK-
YECKOM CJlyYae CMHAPOM pacTyLLel TepaTOMbl NOLTBEP-
OAIOT NapafoKcanbHoe yBennMyeHne pasmMepoB OMyXonu
nocne 3aseptuenns MXT npu HopManbHbIx YpoBHsX AD(,
XI'Y n ructonornyeckoe uccrnenoBaHne peLuouBHOWM
Omnyxosu.
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MyTv onTMMU3aLUU NUTaAHUA B AETCKOU
OHKOXUpyprum B KoHuenuuu Fast-track

M.B. KoposuHa

@IBY «HaumoHarnbHbIi MEANLMHCKNIA MCCIIER0BATENbCKUY LIeHTP BETCKOV reMaTosiormm, OHKOI0rmn u UMMyHo1orum uM. [Immtpus Porayesa»

Mwunsapasa Poccun, Mocksa

Llenb. Mouck adhdhekTUBHBIX METOLOB NEYEHUS, B
TOM 4WCre HYTPUTMBHOIO COMPOBOXAEHMWS, NAaLNEHTOB
B NETCKOW OHKOXVMPYPruu, C LieSIblo CHUMKEHUSI NOCNEeo-
MepaLMOHHbIX OCMOKHEHWUIA, CPOKOB roCnUTanm3aumm,
paHHen peabunutaumm Nocne niaHoBbIX XMPYPruyecKux
BMeLUaTenNbCTB.

Matepuanbl u MeTopbl. bbinn NnpoaHanvavpoBaHsbl
LaHHble NuTepaTypbl B 6aze PubMed, a Takke knnHnye-
cKkue pekomeHpaumm ESPEN (Esponeiickas accoumaums
KIIMHUYECKOro NuTaHus u Metabonusma), ESPGHAN
(EBponeiickoe 06L1eCTBO NenMaTpoB, raCTPOIHTEPO-
1Oro., renaTonoros 1 HyTpuumororos), ESMO (Esponeit-
CKoe 06LLEeCTBO MeMLIMHCKIX OHKOMOroB) 3a nocregHve
10 neT. MNMouck ocyLLeCcTBAANCS MO KIOYEBLIM CIIOBaM:
“ERAS”, “Fast-track”, “nutrition”, “surgery”

PesynbTatbl n obcyxpeHue. ABTopamu HyTpu-
TWBHas Tepanus pacCMaTpUBaeTCsA KaK HeOTbeMITEMbIN
KOMMOHEHT MPOrpaMMbl YCKOPEHHOr0 BOCCTaHOBIIEHUS
MauMeHTOB B Mpef- 1 NocfeonepaunoHHOM nepuopax
XUPYPr1YECcKoro neveHmns. ViccnenoBaHne KOMNIEKCHOro
MHorogvcumnnvHapHoro ERAS npoTtokona y nauneHToB
neguMaTpuuyeckoro npodunsa oTcyTcTeyeT. Ero Heobxo-
OMMO pa3pabaTbiBaTb M BHEApsTb. B npakTuke y geten
C YCMEeXoM NpUMeHsIoTCs B3pocnble npoTokonbl ERAS,

KOTOpble [OMKHbI bBbITb aganTUpoBaHbl W NMPUMEHEHbI
ONsl BCEX NMauMeHToB, 6e3 UCKIIOUEHWs!, B TOM uuche, Yy
MaLUMeHTOB, NMepPEHECLUNX PEKOHCTPYKTUBHbIE OMepaLmy,
BKITIOYalOLLME aHAaCTOMO3 KuUlleyHrKka. HyTpuTusHas
HE[OCTaTOYHOCTb 3aTPyAHSAET peanqsaumio MPOTOKOMOB
YyCKOpPeHHON peabunutauun. [onopgaHve HakaHyHe
onepauuy HeraTMBHO CKa3blBaeTCs Ha 3MOLIMOHANBbHOM
choHe pebeHka, cnocobCcTBYET pa3BUTUIO OMEPALIMOHHOMO
cTpecca. PaHHee nepopanbHoe nuTaHue - B nepBble
CYTKM Mocrie onepauum - no3BossieT BbICTPo BOCCTaHO-
BUTb DYHKLMIO KULLEYHMKA, NEpPeiT K eCTECTBEHHOMY
KOPMMEHMI0 nauueHTa, 0TKasaTbCA OT MHADY3MOHHOM
Tepanuu. K coxaneHuio, HeECMOTPSA Ha AOCTaTOYHO
BECOMbI 006beM 0nybfMKOBaHHbIX MCCMEefoBaHUNM,
C BbICOKWM YPOBHEM [OCTOBEPHOCTH, BOMBLUMHCTBO
X1pYpros B Poccuv NpuaepsK1BaloTCs KOHCEpPBATUBHbBIX
B3rNs00B B NiaHe HyTPUTUBHOW TEPANUN XMPYPruyecKmx
nalWeHToB.

BbiBoabl. ONTMMM3aLMA MUTaHUA NaLMEHTOB Ha BCeX
3Tanax XMpYpPruyeckoro fieueHust B pamMkax KoHLUenumm
Fast-track HECOMHEHHO NMPMBOAMT K CHUXEHMIO Nocreone-
PaLMOHHbIX OCMOMHEHWI, yBeIMuMBaeT 3CPEKTUBHOCTD
COMPOBOAMUTESIbHON NMPOTUBOOMYXOSIEBOM Tepanum, yCKo-
PSieT CPOKV BbI3AOPOBIEHNS 1 YNYyULLIAET KQYeCTBO KU3HN.
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PesynbTaTbl leYeHUs OCTPbIX peunausmpyowmx/
pechpaKkTepHbIX N1eMKO30B C MPUMEHEHUEM
TICK (onbit HMUL oHkonoruu um. H.H. BnoxuHa)

N.0. Koctapesa, K.M. Kupruzos, T.T. Banues, H.A. bBatmMaHoBa

@IBY «HaumoHarbHbli MEANLMHCKMIA NCCIER0BATENIbCKMI LIeHTP OHKonorun uM. H.H. brioxuHa» Munsgpasa Poccumn, Mocksa

AkTyanbHOCTb. ANfioreHHas TpaHcnnaHTaums reMo-
NO3TUUECKUX CTBOMOBbLIX KNeTok (anmno- TICK) ocTaetcs
3(PPEKTMBHBIM METOLOM feUeHus, peLmansmpyioLero/
pedbpakTepHoro (P/P) ocTporo neiikosa.

MaTtepuanbl u MeTopbl. B uccnenosaHue 6binu
BKIMioueHbl 51 naumeHT, koTopbiM Bbina NpoBeneHa ansno-
TICK B nepvop c axBaps 2021 r. no okTabpb 2022 r.
MenuaHa BospacTa coctasuna — 8,7 roga. (5 Mecaues —
17 net): ¢ ocTpbIM nMcbobnacTHbIM neiikozoM (ONJ1) —
32 naumeHTa, C 0CTPbIM MUENoMaHbIM feitkosomM (OMJ1) —
17 naumeHToB M C BUEHOTUNNYECKUM NENKO30M —
2 nauueHTa. 26 NauUMEHTOB HaXOAWNIWUCb BO BTOPOM
pPeMMCCUM, ocTanbHble BOSbHbIE — B MEPBOV KITMHUKO-Te-
MaTONOrMYECKOM peMuccum. [JoHOPbI: FrannonaeHTUYHbIe —
22 (43,1%), coBMeCTMble poACTBeHHble AoHopbl (MRD) —
19 (37,2%), coBMeCTUMble HepOCTBEHHbIE oHOPbI (MUD) —
10 (19,6%). MaHunynsumMmM ¢ TPAHCTNIAHTATOM MpW rarno-
TICK npoBogunuch onsa Bcex naumeHToB, 16 M3 Hux c
npuMeHerneM TCReB/CD19-penneumn v 6 naupeHTam
MPOBOAMIICS NMOCTTPAHCMIAHTALWMOHHbIV Lkiodhocammg
(MT-L®). CxeMbl KoHaMUMOHMPOBaHUsA: ans ONJ1 — Ha
ocHose TOT (12 I'p) y 26 nauneHToB, a Ha 0cHOBe ByCyrib-
thaHa y 6 naumeHToB; ansa nauveHtos ¢ OMJ1 n budbeHoTn-
MMYECKMM NENKO30M — Ha OCHOBE TPeocysbddaHa/ThoTerbl
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(n = 10) unm TpeocyrnbhaHa/Mendpanara (n = 9). Mauw-
eHTbl ¢ MUD/MRD nosyuyanu koMBuHuposaHHyio UCT ¢
abatauenTom 1 briokaTopamm KanbLMHEBPUHA, a MaLMeHTbI
¢ MT-Ld nononHuTensHo nomyvany pyKCommTuHKD.

PesynbTaTtbl. Y Bcex nauneHToB Bbino 3admkeu-
POBaHO NMPWKMBIIEHNE TPaHCNaHTaTa, B CPefHeM Ha
13 (9 — 80) cytkm nocne anno- TFCK. [lesATb naumeHToB
pa3suno peunaus (ceituac B wuBbix 5). Mpu MeaunaHe
nepvona Habnioperns 25 Mec (11 — 60 Mec) nonyueHsl
cregyloLLme NnoKasaTesnn BbIKMBAEMOCTU: Y MaLMEHTOB C
ONNN obLuas BbismeaemocTb (0B) — 84,4%, beccobbiTuitHast
BbuBaeMocTb (BCB) — 75%; npu OMJ1 0B — 76,4%, BCB —
70,5%. PTMX 1-4 cT. passunacb y 72,5%, PTMNX 3-4 cT.
y 5,3% naumeHToB. XpoHuyeckast PTIX passunach y
7 neTel, B HacTosllee BpeMs MOsyyaloT neyeHue
5 B0sbHbIX. VIHPEeKUMOHHbIe OCnoKHeHUs: debpunbHas
HeWTponeHus — 96%, peakTuBauusi Bupycos — 47,3%,
Myko3uT — 78,4%, umctut — 12,3%. CMepTHOCTb CocTaBwna
17,6 % (MHdpeKUMs, TOKCUUHOCTD). M03aHAA CMEPTHOCTb
3a cyeT peumauBa nevikosa. He bbino obHapyskeHo cyLue-
CTBEHHOW pa3HuLbl B TOKCMYHOCTK 1 vacToTe PTIX Meskny
rannougeHTuHoi n MUD anno- TICK.

3akniouenue. Halle nccnenosaHve nokasano agodex-
THBHOCTb arnno- TICK anis neyenns P/P ocTpbIX f1eiKo30B.
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AKTyanbHOCTb MPUMEHEHUA TefleMeaAULIMHCKUX
TeXHOJI0rumn no npodousio «aeTcKas OHKOSOrus

U reMmartosoruma>

®.H. KoctuH, E.B. lepunana, A.C. CnvHuH

@IBY «HaumoHarbHbli MEANLMHCKNIA MCCIIER0BATENbCKUI LIEHTP BETCKOM reMaTosiornm, OHKOIOru U UMMyHoorun uM. [immtpus Porayesa»

MuHsapasa Poccun, Mocksa

AKkTyanbHocTb. B nocnepgHve rogbl B MUPOBOM
cucTeMe 30paBOOXPAHEHWA 3HAUMTENbHO BbLIPOCHO
MCnonb3oBaHWe TeNeMefuUMHCKUX TEXHOMNOrMn —
npefocTaBfieHne MeQULMHCKUX YCNyr C UCMoMnb30Ba-
HWEM [BYCTOPOHHEN 3NEKTPOHHOW ayAnoBU3yanbHON
TexHonormu. lNpuMeHeHne TenemMeanLMHCKNX TEXHO-
norun B cnyxbe «geTckas OHKOMOrMa u remaTo-
MoruMa» CerofHs ABMASETCH OAHWM U3 BaXHeWLux
WHCTPYMEHTOB AN MOBbILEHUS KayecTBa OKa3aHus
MEOMLMHCKON NOMOLLY.

Uenb. N3yuntb 3pdPeKTUBHOCTb MCMNONbL30-
BaHUA TeNeMeOULMHCKUX TEXHOMOrMN NpU OKasaHum
NpodOUIbHOM MeAULIMHCKOM MOMOLUM LETSIM C OHKOMOM-
YECKMUMU 1 reMaToNorMyeckuMm 3abonesanHnsamu.

Matepuansbl u MeTofbl. [IpoBefeH aHanu3 gesTenb-
HOCTW OTAena TeneMeauLMHCKMUX TexHonorun Ynpas-
NEeHUs Mo Hay4yHO-aHanMTUYecKoi paboTte C pervoHamu
OrbY «HMUL, Aron um. Amutpua Poravesa» MuHsppasa
Poccun 3a 2021-2022 rr.

PesynbTaTbl. Vicnonb3oBaHne TeneMeanUMHCKMX
TEXHOSIOMWA ANsi OKa3aHWs NPOdUNIbHON MEAULMHCKOWM

MOMOLLIM JEMOHCTPUPYET NPENMYLLIECTBA TeNleMeanLINH-
CKUX TEXHOMOMNI Nepes 04HbIMU MOCELLEHUAMI Bpaya B
cybbekTax Poccuiickon ®egepaumn. 3a 2022 r. by
«HMWL OMON wm. Omutpua PorayeBa» MuH3ppaBa
Poccuu beino nposeneHo 6onee 13 ThicAY TeneMeanLUmMH-
CKUX KOHCYNbTaLMA, N eKEerofHbli POCT MPOBEAEHHbIX
KOHCY/bTaLWii MOATBEPsKAAET MX aKTyasnbHOCTb (B cpaB-
HeHun ¢ 2021 r.: yncno NPOBEAEHHbIX KOHCYMbTaLuM
yBenuuunocb Ha 30% C OfHOBPEMEHHBLIM YBEMUYEHNEM
yncna 3anpocoB C PEeKOMeHJAUMsIMU Ha rocnuTanu-
3aumio Ha 2% v fonen rocnMTanMs3MpoBaHHbIX NaLMeHToB
Ha 1,5%).

BbiBoabl. [0 Mepe cOBepLUEHCTBOBAHUSA TEXHO-
MOFUI U CHUXEHWS CTOMMOCTU TeneMeauumHa yayywmT
[OCTYN K KBaNnuLUMPOBaHHOW MEAMLMHCKOM NOMOLLM,
3KCTPEHHOE pearMpoBaHue 1 NPeaocTaBneHve obLLen 1
crneLnanm3MpoBaHHON NMOMOLLM B Pa3fUYHbIX YCIOBUSX.
HeobxonnMbl [OMOMHUTENbHBIE NCCEf0BaHNA, YTObbI
onpenenuTb HauyyLme cnocobbl NCNoSb30BaHUA Tene-
MeMLMHbI, NOCMeACTBUA AMA MOBbLILLEHUA KayecTBa U
Be30nacHOCTM NaLMeHTOoB.
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OnbIT NPUMEHEHUA 3SIEKTPOHHOWU CUCTEMbI OLIEeHKH
KayecTBa OKa3aHuUs MegULMHCKOU NMOMOLLMU
B CNny)Xbe neTCKoOn OHKOJI0run U reMaTosIorum

®.H. KocTuH, A.C. CnnHmH

@IBY «HaumoHarbHbli MEANLMHCKMIA NCCIEA0BATEIbCKMI LIeHTP BETCKOM reMaTosiormm, OHKOIOr MM U UMMYHOI0run uM. [imntpus Porayesa»

Mun3zppasa Poccun, Mocksa

AkTyanbHocTb. BHegpeHue uUMPOBBIX TEXHO-
MOTMI, B YaCTHOCTW 3MEKTPOHHOW CUCTEMbI OLEHKM
KayecTBa OKa3aHWsi MeLULIMHCKOM MOMOLLM, B CUCTEMY
30paBOOXPaHeHUsA — ynpaBneH4yeckuUn MOoaxon Ans
BHEAPEHUSI NyULLIMX NMPaKTMK NO NyylluM 3aTpaTam,
ABNSAETCA HeLlaBHEN KOHLenuMen B CUCTEME 30paBo-
oxpaHeHus. VIHCTpyMeHTOM, NO3BOMALLWMM peanu-
30BaTb MoBblleHWe 3PPEKTUBHOCTU YyNpaBreHus
KauyeCTBOM OKa3aHWs MeOMUMHCKOM MOoMOLM B Meau-
LIMHCKMX OpraHmnsauusax, MOKeT CTaTb CUCTEMa 3eK-
TPOHHOM OLLEHKM KauyecTBa OKa3aHWA MeOULUMHCKOW
MoMOLLM (3MEKTPOHHBIN BeHUMapKuHT). [aHHbiiA nopxon
MO3BOMAET OLEHNBATb PaboTy MeOULMHCKMX OpraHusa-
LW, HanNpuMep, COMOCTaBNAA AEATENbHOCTb aHanmn3un-
PYEMOM OpraHu3aLmm ¢ OesTeSIbHOCTbIO 3TaNOHHOW UK
OUHAMUKY M3MEHEHW COBCTBEHHOro MenuLMHCKOro
yupexaeHusl, cnocobCcTBYeT BbIABIEHWIO U BHEAPEHMIO
Hambonee 3p(PEKTUBHBIX METOLOB OpraHM3aLmy paboTsl
¥ MOBBILLEHWIO Ka4yeCcTBa MEANLIMHCKON NMOMOLLM, OKa3bl-
BaAeMOWN NaLneHTaMm.

Uenb. YnyyweHne kayecTBa MOHUTOPMHIA CAYKObI
no Npochunio «AeTCKas OHKOMOrMA W reMaTonoruns»
nyTeM BHEOPEHUS SMEKTPOHHOWM CUCTEMbI OLIEHKM Kave-
CTBa OKa3aHua NpoduIIbHOW MEAULMHCKON MOMOLLM B
MEeOMLMHCKUX OpraHu3aLmsax 3-ro ypoBHSi.

Matepuansl u MeTopbl. B 2019 r. cneunanuctamu
OrbY «HMUL O ON uM. Omutpusa Porayesa» MuHagpasa
Poccum Beina paspabotaHa n B 2020 r. BHegpeHa anek-
TPOHHasA CUMCTEMa OLLEHKM KayecTBa OKalaHusi Meaun-
LIMHCKOM NOMOLLM (3MEKTPOHHbBIA BeHUMapKUHT) Mo
npodounio «AeTCKas OHKOMIOrUs U reMaToniorns>» B
cybbekTax Poccuiickoit ®enepaunu (CBMEETENLCTBO 0
roCcynapCTBEHHOW perncTpaumm nporpaMmbl ofs aneKk-
TPOHHO-BbIUYNCIUTENbHBLIX MalWH «MH(opMaLnoHHas
CUCTEMA OLEHKM KayecTBa OpraHv3aumm MeguuUMHCKON
MOMOLLM MO NPOChUNI0 «[eTCKas reMaToNorusi U OHKO-
norus» Ne2020614462 ot 09.04.2020). Cuctema nosso-
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nfieT onepaTUBHO BbISIBMATL «CUSIbHbIE» U «Crabble»
CTOPOHbI B paboTe NpodonnbHON MeOULIMHCKOM Crybbl B
cybbekTax Poccuinckon denepaumm, a Takske OLeHUBaTb
OMHaMUKY NPOBEEHNA PEeKOMEHAO0BAHHbIX KOPPUrupy-
IOLLIMX MEPOMPUSATUN B «AKOPHBIX> MEAULMHCKUX Opra-
HU3aLMSX.

PesynbTathbl. [locne npoBegeHHOr0 aHanM3a MOXHO
BbIOENUTb NEPBUYHbIE NPOBNEMbl ANA OCYLLECTBNEHUA
KOPPUIMpYIOLLMX MEPOMPUATUIA PYKOBOLCTBOM MEAULIMH-
CKMX OpraHu3aLmnii, a IMHaMUYecKas OLIeHKa No3BOMAeT
OLEHUTb 3PPEKTUBHOCTL MPOAENAHHbIX U3MEHEHUN B
paboTte cnyxbbl. HecMOTpsi Ha aBTOMaTU3MPOBAHHYIO
CMCTEMY, CYLLEeCTBYIOT MpobfiemMbl B ee peanusauuu,
CBA3aHHble B MepBYyl0 04Yepefb C MOSyYeHWEM AOCTO-
BepHON uHcopMaumm oT cybbekToB Poccuitickon
®epepaunn. PasHble napaMeTpbl U NoKasaTenn xapakTe-
PU3YIOTCA PasNUYHON BOCTYMHOCTbHIO MEPBUYHBIX AAHHbIX
M CNOHOCTbIO UX cbopa, uYTo HeobXoaUMO yuuTbiBaTb
npu paspaboTke MHGOPMALMOHHBIX cucTeM. [aHHas
cucTeMa [OSIKHa MNOCTOSIHHO OBHOBAATLCA W pasBu-
BaTbCsl B HOTY C 3BOSIOLMENA MUPOBbLIX 3MTEKTPOHHBIX
TEXHOMOMUN, TaK KakK WUHCTPYMEHT 3/1eKTPOHHOW
CUCTEMbl OLEHKN KauyecTBa MPOUNbHOW CryxXbbl
(3N1EKTPOHHbIA BEeHUMAPKUHI) MO3BOMAET OLUEHUTb
KayecTBO NMPOPUNBLHON MEOULMHCKOA MOMOLLK He
TOMbKO Ha YpOBHE OMpefeflIeHHOro pervoHa umm
dhenepanbHOro oKpyra, Ho 1 Ha doefepanbHOM YPOBHE
B LleSIoM.

BeiBopbl. [Mpy fomKHOW MHDOpMaUmoHHOM paboTe
B CUCTEMe 3[pPaBOOXPaHeHWs 3SIEKTPOHHAas cucTeMa
OLIeHKM KayecTBa OKa3aHWA MeOVLMHCKOW MOMOLLM
(271EKTPOHHBIN BEHUMAPKMHF) CTaHeT YOOBHLIM UHCTPY-
MEHTOM KaK ANsi PyKOBOAMTENEN MeAWLMHCKUX opra-
HW3aLM, Tak U ANA COTPYAHWKOB MMHMUCTEPCTBA
3[paBOOXPaHEHNs, B MPUHATUN aAMUHUCTPATUBHbIX
PELUEHNI 1 ANA OLEHKN KayeCcTBa MeOULIMHCKOM MOMOLLM
KaK B CTpaHe, Tak 1 BO BCEM MUpe.
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[NoBo3pacTHasa 3aboneBaeMoCTb
35I0KaYecTBeHHbIMU HOBOOOpa3oBaHUAMM Y fieTeH

Kypckou obnactu

I".B. KyneHuogal, H.B. Yannbirnua?, ¥.C. CtaHoesuu!, U.B. 3ops?

1KypcKkuii OHKOSTOrMYecKuii HayyHo-KimHu4eckuii LueHTp uM. I.E. OcTposepxoBa, Kypck

206nacTHasi BETCKas KIMHMYecKas 6osbHuLa, Kypck

B Mupe exeronHo peructpupyetca bonee 250000
feTei, 3aboneBLIMX 3M10Ka4YeCTBEHHBIMWU HOBOODPa30-
BaHuamu (3H). ExxerogHo B Kypckoi obnactu Bnepsble
3aboneswunx 3H pernctpupyetca ot 30 po 35 peten.
B Kypckown obnacTtu 3a nepuog ¢ 2018 no 2022 r.
3aboneBaemocTb 3H y neTel B cpefHEM COCTaBMsAna
18,50 Ha 100 Tbic. peTen v ABHO MpeBbIllana aHano-
rMyHble nokasatenu P® u OO, 3aHumas B 2021 ropy
nepeoe MecTto cpenn pernoHoB LUPO 3a cueT pocTa
3a60neBaeMoCT1 COMMAHbIMU onyxonaMu (cpenHue
3HaveHwns 3a 5 net — 10,27 Ha 100 Tbic. petent). CTpyk-
Typa HoBOoOBpa3oBaHUI TpaouLUMOHHa: 1-e MecTo 3aHu-
Marnu 3H KpoBeTBOPHOM M NuMdbaTUeckom TkaHu (38%),
2-e MecTo — 3H LHC (24,0%), 3-e MecTo — 3H cumna-
TUYECKUI HepBHOI cucTemsl (9,3%), 4-e MecTo — pak
wnToBMaHOM enesbl (7,0%), 5-e MecTo — KOCTHble
capkoMmbl (5,4%), 6-e mMecTo pasgenunu 3H moukn u
MSIFKOTKaHHble capkoMbl (Mo 3,9%), 7 MecTo — 3H KT
(3,1%), 8 mecTo - 3H rnas (2,3%), 9-e Mecto KO u
pak nosocTun pta (no 1,6%). Hanbornblias gons getei,
3aboneswunx 3H KpoBeTBOPHOM M NMMaTUyecKom
TKaHW perucTpupoBanacb B paHHEM NETCKOM BO3pacTe
(no 31,0%), HauMeHbwas - B 12 — 17 net (0,8%).
Mukun 3abonesannit 3H LUHC npuxomunuce Ha Bo3pacT
0-5 net (10,9%) n 12 — 1 7 net (7,0%), n oaMHakoBo

uacTo (no 3,1%), BCcTpeuanuch B APYrux BO3PACTHbIX
rpynnax. YactoTa BCTpe4yaeMoCTH OMyXxonen cuMnatu-
uecKol HepBHoit cucTeMsl (9,3%) bbina Hanbornee Bbipa-
)KeHa y feTei nepsbix S neT kusHu. onsa 3abonesLumnx
PaKoM LUMTOBWMAHON ene3bl SBASNAch HauBbICLLEN Y
nogpocTkoB (5,4% B 12-17 net v 1,6% — B 9-10 ner).
KocTHble capkoMbl 0fMHaKOBO 4acTo Obinn BO BCex
BO3pacTHbIX rpynnax. Hambonee yacto 3abonesline
HedpobnacToMaMu u petuHobnactomamu (no 3,1%)
onpenensnmcb B paHHeM [EeTCKOM BospacTe. [ epMUHO-
reHHO-KI1ETOYHbIE OMyXOnK OfMHAKOBO Y4acTO MPUCYT-
CTBOBaNnu y [eTell paHHero Bo3pacTa M MoLpOCTKOB
(no 0,8%). Onyxonu XKT moMuHupoBanu y neTei
12-17 net (2,3%), pak nonocTu pta - 8 9-10 net (1,6%).
Takum obpasom, B Kypckow obnacTtu Hambonee nonsep-
»KeHHbIM 3H y petel sBNSETCA paHHWI OeTCKMi Bo3pacT
3a cueT HoBOOOpa3oBaHWI KPOBETBOPHOW M NuMda-
TUYECKOM TKaHu, a Takxe onyxonen LUHC, onyxonew
CMMMaTUYECKOW HEPBHOW cucTeMbl, HedhpobnacToMm
M MSIFKOTKaHHbIX CapKOM, PeTMHOBNAaCcTOM M KOCTHbIX
CapKOM; a TaKKe MOAPOCTKOBbIV BO3PACT B OTHOLLEHUM
Bo3HWKHoBeHust 3H LIHC n pakoB. OcHOBHOE BHUMaHue
YOEnseTCcst AMarHoCTUKe U paHHEMY BbISIBMEHWIO [EeTel
¢ 3H ¢ yueToM nokanv3auuu onyxoneBoro npowecca B
BO3PaCTHbIX rpynnax.
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KnMHMnyeckas oOHKoNnorums

CpaBHeHMue CTaH#apTHOM U peayLUpOBaHHOM

no3bl nyiepukcacopa AN KOMbMHUpOBAHHOM
Mobunusauunu nepucheprmyeckux reMono3TMYECKUX
CTBOJ10BbIX KJIETOK Y afioreHHbIX JOHOPOB

E.E. KypHukoBa, M.E. TpaxtmaH, W.B. Kymykosa, 10.H. Mapnoesa, P.[. Xucmatynnuxa, [.E. NepumH

®IBY «HaumoHanbHbIi MEANMLMHCKMI MCCIIER0BATENbCKMI LIEHTP AETCKOM remMaTosiorny, OHKOIOrm u uMMyHosnorum uM. [imutpusa Porayesa»

MuHsgpasa Poccumn, Mocksa

Llenb. [Joka3aTb, UTO CHMXKEHME [O3bl NIlepuKca-
chopa Ha 50% y 300pOBbIX AOHOPOB, KOTOPbLIM HE Yoanochb
apekBaTHO MobunusoBatb CD34*-kneTku C MOMOLLbIO
TOMbKO FPaHyNoLMTApHOr0 KOJIOHWECTUMYSIMPYIOLLEro
dhakTopa, He MPUBELET K 3HAUMMOMY CHUKEHMIO Bbibpoca
CD34*-KkneToK Mo CpaBHEHWIO C aHanornyHon rpynnow
[OHOPOB, MOSyYaBLUMX CTaHOAPTHYIO [03Y nnepukcadopa
0,24 Mr/Kkr.

MaTtepuanbl u MeTofbl. B uccnenoBaHue BKMIOUEHO
211 poHopoB, MeouaHa Bo3pacTa 36 net (18-55),
MEHLLUMHBI/MyunHbl = 153/58, MenmnaHa Macchl Tena
peunnneHTos 40,5 kr (6,3-128). na Mobunmnsaumm ICK
ucnonb3oeancs M-KC® B gose 10 Mkr/kr 5 aHeit. Mokasa-
HUAMU K KOMBUHUPOBAHHOW CTUMYNALMKM Bbin: «nfioxas»
Mobunusaumns CD34*-kneTok B nepuchepuyeckyio KpoBb
Ha 4 peHb ctumynsaumm M-KC® (KoHUeHTpauus MeHee
20 kn/Mkn); npeankums cbopa HemocTaTouHol 103kl ICK
(< 8 x 10¢/kr) nna peunnueHToB ¢ BecoM Bonee 30 Kr.
Nnepukcacdpop Beoamncsa 3a 9-10 yacos no adpepesa. B
nepuog, ¢ nionsa 2012 no mapt 2018 ncnonbsosanach CTaH-
papTHas gosa nnepukcadpopa 0,24 Mr/kr, ¢ MapTta 2018 no
mapT 2021 — penyumpoBaHHas Ha 50% no3sa 0,12 MKr/Kr.
Nevikadpepesbl BbINOMHAINCH Ha S AeHb CTUMYALMN.

PesynbTathl. [nepukcadgop B gose 0,24 Mr/kr
BeeneH 106 poHopaM, B nose 0,12 Mr/kr - 105 noHopaM.
Bo Bcex cnyuyasx nocne npuMeHeHus nnepukcadopa
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MosTlyYeHo yBenuuyeHue KoHueHTpaummn CD34*-kneTok B
MK, 4To no3BoNWMO BbINONHUTL ycnelwHbi cbop CK.
PesynbTaTbl B ABYX rpynnax 4OHOPOB, MOSYYMBLLMX OS5
KOMBUHMpOBaHHOW MobBunusaumu nnepukcadop B fo3e
0,12 Mr/kr v 0,24 Mr/Kr, BbIM CONOCTaBUMbI, MeauaHsbl
uncna CD34*-kneTok B K Ha 4 pgeHb CTUMynaumMn —
14,6 kn/mMkn (3-45) u 12,7 kn/mMkn (2-44) coot-
BeTcTBeHHO, p = 0,409; mMemmaHa npupocTa uucna
CD34*-knetok oT 4 gHs MOBUnNM3aumMmn K 5-My HIO COCTa-
Buna 69 kn/mMkn (28-240) npotve 77 kn/mMkn (24-217),
p = 0,255, 4TO COOTBETCTBOBASIO KPAaTHOCTM YBENMUUEHMS B
6,11 6,6 pas, p=0,149. B neHb achepesa MeamaHa KOHLEH-
Tpaumm CD34+ knetok B MK bbina 91 kn/Mkn (29-227) u
86 kn/mrn (33-267), p = 0,320; B npopyKTax adepesa
conepskanock CD34* knetok 14,4 x 10¢/kr (5,6-55) npotns
12,9 x 10¢/kr (5-54,3), (p = 0,118). Mony4eHHble paznuuus
He BbInM CTaTUCTUYECKM [OCTOBEPHDI, MPYMEHEHWE pefy-
LIMPOBaHHOM B 2 pa3a [03bl Nepukcadpopa He 0TPasmniioch
3HAUYMMO Ha pesynbTatax Mobunmsaumm n cbopa 'CK.

BoiBoabl. [1n19 KOMBMHMPOBAHHOIrO MPUMEHEHMUSA
nnepukcadopa B coyeTaHun ¢ [-KCD y 3n0poBbIx
LOHOPOB MOMHO PEeKOMEeHLOBaThb MpuMeHeHue bonee
HU3KMX 03 npenapaTta. [aHHble pe3ynbTaTbl NOMyYeHb! B
KOropTe MOJI0AbIX JOHOPOB, @ BNMSHME PeLyLIMpPOBaHHON
[03bl Nrepukcachopa Ha MOBUNM3aLMOHHYI0 aKTUBHOCTb Y
LOHOPOB CTapLLEero BopacTa TpebyeT nayyeHus.
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MoneKynspHo-reHeTUYeCcKasa MarHoCcTUKa
CUMHOPOMOB NPeApPacnosioXeHHOCTU K ONyXoJieBbIM
3abonesanusaM y geten (2020-2025 rr.:
NPOMEXXYTOUHbIe UTorn paboTbi)

M.A. KypHukoBa, 10.M. MapeeBa, A.C. CanomatuHa, H.B. Knunununa, P.X. Abacos, E.B. PaitkuHa, A.E. [pyn,

[".A. HoBnukoBa, J1.A. Acbko

@IBY «HaumoHarbHbIi MEANLMHCKUIA NCCIIER0BATENLCKUI LIEHTP BETCKOV remMaTosiornm, OHKOI0r M u uMMyHONorun uM. [immtpus Porayesa»

MuH3apasa Poccum, Mocksa

Lenb. poBecTv aHanmna KMHUYECKUX U MOSEKY-
NAPHO-FEHETUYECKUX AaHHbIX naumeHTtos HMUL, MOU
uM. [IMutpus Porauesa ¢ cvHopomMaMu npenpacnosno-
MEHHOCTM K OnyxonesbiM 3abonesannsam (CMO), Habnio-
paswmxcs ¢ 2020 ropa.

MaTtepuanbl u MeTtopbl. 3a nepuon ¢ dpeBpans
2020 r. no man 2023 r. boino obcnenosaHo Bonee
500 oHKOMOrMyecKMx NauMeHToB C MOLO3PEHUEM Ha
CMNO. KpuTtepusimu, onpepnensiowiMMm puck passuTus
OMyXonu B paMKax FEHeTUYEeCKOro cuHopoma, bbinu:
OTArOLLEHHbI CeMeliHblli aHaMHes, bunaTepanbHble/
MYNbTUCDOKASbHbIE OMYXONW, NEPBUYHO MHOMKECTBEHHbIE
onyxonu, dpeHoTUunMyeckne ocobeHHOCTU, cneuu-
duunbii ona CrO Bup onyxonu, a Takke pesynbTaThl
COMaTMYECKOro CEKBEHWPOBaHWA, NpeanonarawLlme
Hanuuue repMUHanbHOro BapuaHTa. [ns mMonekynsp-
HO-TeHeTUYeCKOW OMarHOCTVKM METOAOM BbICOKOMPO-
M3BOAMUTENIbHOrO0 CEKBEHUPOBAHWA C Leblo Moucka
repMUHanbHbIX MyTaLui MCMOMb30Banacb KacTOMHas
TapreTtHaa naHenb, Bkvawwas 198 reHos. [Ons
BbISIBNIEHNS MO3auuHbix popM 3aboneBaHusa Bbina
paspaboTaHa KacTOMHasa TapreTHas naHenb «Coma-
TUYECKMIA MO3anum3m», cocTosLwas u3 44 redos. [ns
MOLTBEPKAEHUS HANMUUMA BbISBIIEHHbIX TEHETUYECKUX
BapuaHToB y npobaHpa v aHanusa cerperauuu B CEMbe
npoBoaunoch cekseHuposaHue no CaHrepy. C uenbio

BbISIBNEHUSA NMPOTAMEHHbIX Aefeumnit/uHcepumnin/onynnm-
Kauui npumenanca MLPA-aHanus.

Pesynbtatbl n obcyxpenue. C chespana 2020 r.
B8 HMUL OFON umM. OMuTpua PoraueBa npu nopnepske
brnaroTBopuTenbHoro dpoHaa «Hayka—petam» peanu-
3yeTcsl MPOEKT «MoneKynspHO-reHeTnyeckas amarHo-
CTWKa CMHOPOMOB NPefpacrofioOXEHHOCTM K OMyX0S1eBbIM
3aboneBaHuaM y fieTen». 3a faHHbI Nepuoa NpoBeneHo
6onee 1500 pa3nuuHbIX MOMEKYNAPHO-FEHETUYECKNX
uccneposaHuii. lNpuMepHo B ogHon Tpetu obcnepo-
BaHHbIX cemeit Bbin BeprdMuUMpOBaH AMarHo3 OgHOro 13
CrMO0. CaMbIMu YacTbIMM NpUYMHaMu nopgo3pexus Ha Cr0
BbINN OTATOLLEHHBIN CEMENHBIN aHaMHes3, dheHoTUNnYe-
CKMe 0COBEeHHOCTU M BUA OMyXONu, cneundunyHbIA Ana
CMO. B pamMkax npoekTa, MOMUMO MOJEKYNSPHO-TEeHETU-
YECKOW AMarHOCTWKM, MPOBOANTCA KOHCYNbTaUMs naum-
EHTOB M UX CeMel BPayoOM FeHETUKOM, BPAYOM AETCKUM
OHKOJ10MOM M MCUXOSOrOM.

BeiBogbl. B HMUL OMON nm. OMutpua Porauesa
peanu3yeTca NepBblil B CTpaHe MyNbTUANCLMNAN-
HapHbl nopgxon k npobneme CMO cpean naumeHTOB
peTckoro Bo3pacTa. [lpoMexyTouHble pesynbTaThbl
paboTbl MpoekTa CBMAETENbCTBYIOT O €ro KpamHen
akTyanbHocTU. [nf onTMMM3auum MNPOBOAUMOMN
paboTbl NNaHMpyeTCst CO30aHWe perucTpa nauneHToB
c Cro0.
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JHAOCKONMUYECKUEe MeToAbl AUAarHOCTUKU peaKkuunm
«TPaHCMNJIaHTaT NPOTUB X03SIMHA>»> KULLEYHOMW
cdopmbl y petenn. Onbit HMUL, oHKonorum

uM. H.H. BnoxuHa

B.B. Jlo3oBas, 0.A. 'ycaposa, P.C. CaBocuH, 0.A. ManuxoBa, A.O. TymaHsiH, T.3. Anves, K.U. Kuprusos,

N.0. KocTapeBa

®IBY «HaumoHarnbHbI MEANLIMHCKMIA CCIIEA0BATENbCKUI LIEHTP OHKoorum uM. H.H. brnoxuHa» MuHsapaBa Poccum, Mockea

AKTyanbHOCTb. TpaHcnfaHTauusa reMonoatuye-
CKUX CTBOSOBbIX KneTok (TICK) aenseTca adhdeKTMBHbIM
METOLOM Tepanuu LLIMPOKOro psfa TAKENbIX 3abonesaHui,
KOTOPbI, HECMOTPSA Ha Hay4Hble U MPaKTUYeCK1e fOCTU-
YKEHWS B laHHOM 0BnacTu, CONpsieH C BbICOKUM YMCITOM
OCMOXHeHU. NTOMUMO TOKCUYECKUX, MHADEKLIMOHHBIX M
PaHHWUX MMMYHHbIX OCIIOMHEHWI, pPeunanB OCHOBHOMO
3aboneBaHMs 1 pa3BUTUE XPOHUYECKON peaKUmn «TpaHc-
nnaHTaT NpoTue xo3smHa» (PTMX) ocTaloTcst OCHOBHbIMM
MPENATCTBUAMM N5 YITyULLEHWS pe3ynbTaToB anyioreHHoNn
TICK (anno-TrCK). Yactota PTIX KuLieuHoi dopMbl
cocTaBnsioT okoso 60% ot Bcex chopm PTTIX.

LUenb. M3yunTb pmarHoCTUMYeCKylo LEHHOCTb
LLIMMLIOBOWM BroNCKmM y4acTKOB CIM3UCTON 060M0UKM NnLLe-
BOA, XKenyaKa, 12-nepCcTHOM KWLLKM U PasnuyHbIX aHaTo-
MUYECKUX YYaCTKOB TOJICTOW KULLKW MpW AUArHOCTUKE
KuLeyHom cpopMbl PTTIX 1 OLEHUTb KOPPENALWMIO SHAOCKO-
MUYECKMX JaHHbIX C TUCTONATOSIOrMen.

MaTtepuansl u MeToabl. 3a nepuog ¢ 2020 no 2022 .
®IrBY «HMUL, oHkomorum uM. H.H. bnoxmHa» MuHsppasa
Poccun 6binv npoaHanmnavpoBaHbl faHHble SHOOCKOMUYe-
CKUX U Mopdhoniornyeckmx uccnepoBanHnin 20 NaumeHTOB:
MK 8:12, MeamnaHa BospacTa 6,5 net (2-11) npennona-
raemom kuieuHown dpopMbl PTIX. MauveHTaM npoBeneHsl
a3ocparoractpomyoneHockonus (3C) 1 ToncTokuLLeUHas
3HOOCKOMNWSA, CONPOBOXAAIOLLIMECH 0BsA3aTENbHbIM B3ATUEM
BroncuitHoro mMatepuana U3 HEM3MEHEHHbIX YYaCTKOB
CNM3MCTON 0BOMOYKM NULLLEBOAA, »KefyaKka, 12-nepcTHol
KWLLKM M Pa3fnyHbIX aHaTOMUYECKMX Y4aCTKOB TOSICTON
KMLLIKM.
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PesynbTtathl. [0 pesynibTataM KOMMAEKCHOrO 3HAO-
CKOMUYECKOr0 UCCNEAoBaHNsA BU3yallbHble U3MEHEeHUs
cnunsucTor 060MoYKkM 12-NepcTHOM KULLKK B BUAeE rune-
PEMWU, MaCTO3HOCTH, MOBbILLIEHHOW KOHTAKTHOW KPOBOTO-
YMBOCTM BbINIM OTMeYeHb! Y 2 MaUMeHTOB, Y 3 MauMeHToB
M3MEHEHWS NIOKAIM30BanuCh B MPaBblX OTAENax TONCTOM
KWLLKW B BULE TMMEPEMUU, TOUYEYHBIX M MIIOCKMX 3pO3u-
POBAaHHbIX Y4YaCTKOB, Yy 3 — B AMCTallbHbIX OTAenax
CUIMOBUEHOM KULLIKK, Y 4 NaLMEHTOB — Ha YPOBHE CpefHe -
M HWKHEaMMNyNspHOro OTAENOB MPAMON KULLKK, Yy
8 NauMeHTOB M3MEHEeHUs CRU3NUCTOM 0BOMOYKM BEPXHMX
n HURHKUX oTaenos MKKT otcytcTBoBanu. o pesynb-
TaTaM Mopd0fIorMYeckoro mccneaosaHusa y 15 naum-
eHToB (75%) mopTBepskaeHa kulieuHas chopma PTIIX,
Mpy 3TOM MCTOMATONOMMYECKUM MPU3HAKOM ABMANCS
anonTo3 anuTenmarnbHbIX KNeTok. BugnMblie nsmeHeHus
CMN3MCTOM 0BOMOYKM TOMCTOM KULLKWM BCTPEYanuchb B
66,7%, 12-nepcTHov Kuwkn 16,7%. MonteepxaoeHne
kuweyHon dpopmbl PTIIX 3adhmkcmpoBaHo nNpu BbIMOS-
HEHWUW BUONCKUM U3 HEM3MEHEHHBIX YYaCTKOB CIIM3UCTOM
obonoukn npamont 25% un curmMoBmaHON Knwkn 12,5%;
Npu M3MEHEHHOW cru3ucTow obonouknm — npsimas -
100%, curmoBugHas - 66,7% n 12-nepcTHasa KuLIKa -
100%.

BoiBoabl. [IMarHoCTMUYECKON LIEHHOCTbIO ANA
NoATBepsKAeHNs kueuHon cpopmbl PTIX obnagaioT buon-
TaTbl, NOSTYYEHHbIE KaK M3 U3MEHEHHOW, TaK U BU3yarbHO
MHTaKTHOW CrM3nUCTOM 000M10UKM 12-NEepPCTHOM KHULLKMK,
OVCTanbHbIX OTAENOB CUMIMOBMAHOM KMWLLUKM U NPAMON
KWLLIKM.
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daTanbHble CUHAPOMbI NPeApPacnosIo}KeHHOCTH
K ONYyXOJIAM: HaneperoHKu ¢ cyabboi

10.M. Mapeesa, M.A. KypHukosa, A.C. CanomatuHa, J1.A. fcbko

@IBY «HaumoHarnbHbIi MEANLMHCKNIA MCCIIER0BATENbCKUY LIeHTP BETCKOV reMaTosiormm, OHKOI0rmn u UMMyHo1orum uM. [Immtpus Porayesa»

Mwunsapasa Poccun, Mocksa

Llenb. Ha npumepe cnyyaes HabmiofgeHns NaLmneHToB
c Hanbornee arpeccuBHbIMW CHHOPOMaMW npegpacmno-
NOKEHHOCTM K pa3BuTuio onyxoneit (CMO), TakuMK Kak
CMHAPOM penapaLumn oLIMBOYHO CMapeHHbIX HYKNeoTUA0B
(CMMRD, Constitutional mismatch repair deficiency),
cuHppoM Jn-dpaymenn unu hTP53rc (HacnencTBeHHbIk
cuHopoM TP53-3aBMCKMMbIX OMyxosieit), dhaMunbHbIi
afeHoMaTo3Hblid nonmnos (GAM), 03HaKoMWUTb Kosiner ¢
MPOSIBIIEHUAMU, KPUTEPUAMM ANArHOCTVKM M O0COBEHHO-
CTAMU NeYeHns fLaHHbIX 3aboneBaHui.

MaTtepuanbl u Metoabl. [auneHTam ¢ nopospe-
HWEM Ha BbllleyKkasaHHble cuHapoMbl ¢ 2020 r. B pamMkax
npoekTa «MonekynsapHo-reHeTUYecKas OMarHoCcTuKa
CMHOPOMOB MpPespacrnonoKeHHOCTU K OMyXOJeBbIM
3aboneBaHusm y getei» B HMUL OFOU uM. OmuTpus
PorayeBa npoBoasTCA penieBaHTHbIE MOJSIEKYNAPHO-Te-
HeTUYeCKMe WCCnenoBaHus C Lenbio BepuduKaumm
OMarHosa. TaksKe OCYLLECTBAETCA MeAnKo-reHeTuye-
CKOE KOHCYNIbTUPOBaHWe W MCUXONOrnyeckoe Conpo-
BOX[EHME NMaLMEHTOB U UX ceMelt. B 3aBucumMocTu ot
CMHpOMa MauueHTaM npepnaraeTca HeobxoauMmbli
06beM AMHaMnyeckoro obcrnenoBaHns B COOTBETCTBUM C
npoTokonamun HabniofeHus. B psge cnyyaeB ucnonb3o-

BaNNCb MPEBEHTVBHOE XMPYPryyecKoe BMELLATENbCTBO
WK NaToreHeTUYecKast MeAMKaMeHTO3Has Tepanus.

PesynbTathl M obcyxpeHue. ArpeccuBHble
CMNO xapakTepu3yloTCSA MOSTHOM MEHETPaHTHOCTbIO M
MaHupecTaumein B LEeTCKOM BO3pacTe C MNOsABIEHNEM
CUMHXPOHHbIX U METaxXPOHHbIX MyNbTUOPraHHbIX 310Ka-
YECTBEHHbIX HEOMMasnin, ABNAIOLLMXCA, Kak Npasumo,
dhaTanbHbIMM ANA naumeHTa. CornacHo AaHHbIM uTe-
paTypbl, MCMONb30BaHWe NPOTOKOSOB HabnwopeHus
onsa naumeHtoB ¢ CMMRD v cuHapoMoM Jln-Ppaymenn
cnocobeTayeT ynyuwenunio 0B no 88-90% B cpaBHeHUM
c OB 50-60% B rpynne nauuneHtoB 6e3 HabniopeHwus.
B cnyuae ®Al npoBeneHne cBOEBPEMeHHON npodhu-
NaKTUYECKON KONTIKTOMUU/KOINPOKTIKTOMUM MO3BO-
naeT n3baBuTb NauMeHTa OT PUCKa BO3HUKHOBEHMS
paka TONICTOro KWLIEeYHWKa, SBMSAILWEr0CA OCHOBHOM
MPWUYMHON NeTasnibHOCTV NpU faHHOM cuHppome. Mmy-
HoTepanua npn CMMRD aBnfeTcs natoreHeTUYeckm
onpaBaaHHOMN.

BeiBopbl. CBOEBpEMEHHAA AMarHOCTUKA BbICOKOME-
HeTpaHTHbIx CI0 no3BonseT onTMMU3NPOBaTb Tepanuio,
a HabniofeHne C LEemnblo paHHEro BbISBIEHUA OMYXO0Ju
accouumpyeTcs ¢ ynyywenunem 0B.
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OcTtpbii nMMdobnacTHbINA SIEMKO3 Y FOMO3UIrOTHBIX
bnusHeuoB. KnuHnyeckun cnyyam

M.B. Ocunoeatl, P.3. LLlammacog?, E.W. HusamytauHoea?, M.H. Yepesora?, I.H. HypuTamHos?

IFAY3 «[leTckas pecrnybnvMkaHCKas KiiuHuyeckas borbHuLa MuHucTepcTsa 3apaBooxpaHeHusi Pecnybrivky TaTapcTaH», KasaHb

2KasaHCKuii rocynapcTBeHHbIN MeaULIMHCKWIA yHuBepcuTeT, KasaHb

OcTpblit nuMcboBnacTHbiit neitkos (OJ1J1) — camoe
yacToe 3/10KavecTBeHHoe 3aboneBaHvie y feTen, BO3HU-
KaloLee B pesynbTaTe MyTaluii, XPOMOCOMHbIX U Mofie-
KyNSPHO-reHeTUYeCKnx abeppaumii B reMonoaTMUecKon
KNeTKe-npeaLwecTBeHHULe. Teopus BO3HUMKHOBEHWUSA
MyTaLmin BHYTPUYTPOBHO MOATBEPMAAETCA NPU Pa3BUTUM
Oy 6nmsHewoB. MNpeacTaBnsemM NOJO6HbIN KITMHUYECKMIA
cnyyvai. Manbuuk 4,5 net, noctynun B 1999 r. B otneneHve
OHKOremaTosiormu ¢ skanobamm Ha crnabocTtb, brnegHocTb
Koxu. PebeHoK 13 opHosMLEBOV ABOMHW. Podbl Ha cpoke
36 Hepenb NyTeM KecapeBa ceuyeHus. MaTb BO Bpems
BepemeHHocTn pabotana Ha A3C onepaTtopoM. NHuLmM-
anbHO B KPOBMW Tsenas aHemus, TPOMBOUMTONeHus,
BnacTbl; B KOCTHOM Mo3re bBnactel 98%, numdob-
nacTbl, L2. UMMyHodpeHoTun (M®T) cooTeetcTayeT
common-BapuaHTy OJIJ1. MopaxkeHua LLHC He BbisB-
neHo. lNposepneHa Tepanusa no npotokony ALL-BFM,
SR, ¢ Pred-good-respond u DOCTUKEHWEM peMUCCUM K
OKOHYaHMWIO MHOYKUMKU. TalMuHr cobriopgancs. Tsskenon
TOKCMYHOCTU He Bbino. Yepes 1,5 roga mocrne OKOH-
YaHUA NOAAepPMBalOLLEN Tepanuu, B Bo3pacTte 8,5 net
y pebeHka nosiBUNMCHL Occanruu, NoBbILLEHNe TeMnepa-
Typbl. B KpoBW NenkoneHus, aHeMu1s, eaMHUYHbIE BnacTbl.
B Muenorpamme — bnactbl 88%, numdrobnactel; no NPT —
common. 3KCTpaMenysIsipHbIE MOPAKEHUS UCKITIOYEHDI.
BeicTaBneH puarHos: 011, common-BapuaHT, No3nHuWiA

Bonpocs! remMaTonoryiv/oHKoNor v 1 MMMYHONATONOM W B NeANaTpui
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KOCTHO—MO3roBoW peuuams |. [poBegeHa Tepanusi no
npotokony ALL-REZ BFM, S2. Pemuccusi pocturHyta
nocne 1 broka. 0TMeyYanch reMaTonormyeckast TOKCUYHOCTb
00 2 CTeneHn, MyKO3WT, renaToTOKCUYHOCTb A0 3 CTEMEHM,
cTepoupHbivi anabeT. MopaepxmBaioLlas Tepanus 3aBep-
weHa B 11 net 3 Mec. Yepes rof (nexabpb 2006 r.), Marbumk
MOCTYNuA C Kanobamu Ha yBenunueHve n BonesHeHHOCTb
npaBoro fnuka. [lpoeeaeHHble 06CnepoBaHna NOATBEP-
OMNW TECTUKYNAPHbIA peumamnB. BbinonHeHbl yaanexue
npaBoro sinuka, xumuotepanus ALL-REZ BFM, S1 (II-IDA),
foKasibHas U KpaHWasibHas NyyeBas Tepanust; NOLLEPs K-
BatoLLlaa Tepanus. B asrycte 2008 r. neyeHune 3aBepLum-
nocbk. Bropow 6nmnsHew, 3abonen OF1 uepes 4 mec nocrne
MOCTaHOBKM inarHo3a bpaty. B pebiote 6rienqHOCTb KOMHbIX
MOKPOBOB, KOMKHbIE FEMOpparuu; NaHUUToneHuns, NMMMdo-
LMTO3; B KOCTHOM MO3re TOoTanbHbI BnacTos, numdo-
BnacTbl, L2. BoicTaBneH anarHos: 011, common-BapuaHT,
LIHC Heratus. PebeHok momyunn neyeHne no npoTokony
ALL-BFM B nonHom obbeme ¢ cobniopeHvieM TaMuHra,
Be3 TOKCMUYECKMX U MHADEKLIMOHHBIX OCIIOMKHEHUI. B inHa-
MUKke Ha 8- feHb Tepanuu BnacTbl B KPOBK OTCYTCTBYIOT;
Ha 33-1 feHb JocTurHyTa pemuccus. Ceityac bpatbsm
28 neT; 300poBbl, sKeHaTbl. [JaHHbIN KIIMHUYECKWA Cryyai
OEMOHCTPUPYeT pa3BuTME Y OAHOANLEBLIX 6nM3HeLoB
O[MHaKOBOIO BapyaHTa, HO Pa3nuyaloLLIerocs No TeYeHIo
onn.
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OnbIiT neyenus numcpobnacTHbIx TMMJIOM U3
KNeTOK-NpeAWwecTBEHHUL, Y AeTeN U NOAPOCTKOB
no npotokonam ALL IC-BFM 2002/2009

T.10. MaBnosa, T.T. Banues

HWW petckout oHkonorum u rematonormm @IBY «HaumoHanbHbIin MEAULMHCKMIA NCCIIeN0BaTETbCKMIA LLeHTP OHKoormm uM. H.H. brioxmHa» MuH3-

Apasa Poccun, Mocksa

AkTyanbHocTb. [lporpamMmbl neyeHnss 0CTPOro
numcbobnacTtHoro neikosa (OJ1J1) Tak ske ¢ ycrnexoM
MPVYMeHSIoTCS B Tepanuu nuMdobrnacTHbiX MMMAOM 13
kneTok-npefwectseHHuy, (JT6J1). MpoTokorbl Tepanuu,
paspaboTtanHble rpynnoit BFM (Berlin-Frankfurt-
Munster), ocTaloTcsi ofHUMKM 13 Haubonee achbdoek-
TUBHBIX B MUPE.

Llenb u 3apauun. [penctaBuTb MHOrONETHUI OTeue-
CTBEHHbIN onbIT Nevenns J1BJT y netei no npoTokonam
ALL-IC BFM 2002/2009.

Martepuansi u Metoabl. C 2002 no 2022 r. B peTpo-
CMNEKTUBHO-NPOCNEKTUBHOE UCCMEL0BaHNE BKIIOYEHO
70 naumeHToB B BOo3pacTe oT 2 fo 17 net c Bnepsbie
yCTaHOBMEHHbIM gnarHo3om J1BJ1, MegmnaHa Bo3pacTa -
9,4 ropa. Y 61 nauneHTa otMeueHa T-J1BJ1, y 9 nauu-
eHToB - B-JIBJ1. Mokasatenu obuei (OB), bespe-
unonsHoi (BPB) u BeccobbiTUMHON BbIsKUBAEMOCTU
(BCB) paccuuTtbiBanuch OT MOMEHTa Havana Tepanuu

A0 MOCMEeAHEero MOMEHTa KOHTaKTa C MauMeHTOM Wnu
3aBepLueHusa nccnegosanus - 30.09.2022. bonbLlunH-
cTBO BonbHbIX N = 59 (84,3%) BoLM B rpynny cped-
Hero pucka, a 11 (15,7%) - B rpynny BbICOKOrO pUCKa.
Kputepumn rpynn pucka cooTBETCTBOBaNM NPOTOKOMaM
ALL-IC BFM 2002/2009.

PesynbTtaTtbl. 10-netHaa OB pna nauveHTOB
rpynnbl CpegHero pucka coctasuna 96,6 + 2,6%, a
019 NaLMEHTOB rpynnbl BbICOKOro pucka - 90,9 + 8,7%.
10-neTHsis OB pns Bcex naumeHToB ¢ JIBJT cocTaBuna
95,4 + 2,6%; 10-netHas BPB onsa Bcex naumenTos ¢ J1BJ1—
91,9 + 4,9%; 10-nethas bCB anga scex naumenTos ¢ J1BJ1—
86,7%% 5,6%.

BoiBogbl. porpammel nevenus J1BJ1, paspabo-
TaHHble rpynnon BFM, okasanucb BbiCOKO3hdeK-
TUBHbIMM B paMKax OTEYECTBEHHONO MOHOLIEHTPOBOIO
nccneposaHuns. 10-netHas OB 6onbHbiX cocTasuna
95,4 +2,6%.
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Cnyuau pebiota nepsuyHoro uMMyHoaecuuuta
noa Mackou npuobpeTeHHOM anslacTUYECKOM

aHeMuu y neBouku 11 nert

M.P. MorocsH, 0.C. CenesHeBa, E.M. NonosuHa, K.W. Kageiposa, K.C. AcnaHsiH

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

AkTyanbHocTb. [lpuobpeTeHHas annactuyeckas
aHemus (MAA) — 3aborieBaHm1e CUCTEMbI KPOBM, XapaKTepu-
3ylOLLIEeCst MAHUUTOMNEHWER 1 PE3KUM CHUKEHNEM KIIETOY-
HOCTW KOCTHOIO MO3ra C KONMYECTBEHHbLIM AepMLMTOM
CTBOJIOBbIX KPOBETBOPHbIX KMETOK Y KOMUTTUPOBAHHbIX
MpeaLLleCcTBEHHUKOB, 00YCIOBIEHHBIMU KITETOYHbBIMM ayTO-
MMMYHHbIMWU MexaHn3MaMu. Knaccuyecku AA conposo-
YKOAETCs TPEXPOCTKOBOW LIUTONEHUEN, TPOMBOLMTONEHNEN,
OTCYTCTBMEM JIEMKEMUYECKUX KIETOK W KIETOK COMNMAHBIX
onyxosiei U OTCYTCTBMEM MerakapuouMTOB MO JaHHbIM
nyHkTata KM, annasmsa KM B BuonTtate noaB3noLLHON
KocTu. CTOMT OTMETWUTb, YTO HEeKOTOpble BapuaHTh
nepeuuHbIX MMMyHopedomumtos (MAOC) MoryT neboThpo-
BaTb C TSKEI0N ayTOMMYHHOW TPEXPOCTKOBOM LIUTOMEHMM,
YTO MOXKET BbITb cxoxke ¢ MMAA.

Llenu n 3apaun. OnvcaHne KIMHWYECKOrO Clyyas
nebiota nepBMyHOro UMMyHogedpuumTa y pebeHka ¢ nprnob-
PETEHHON annacTUYecKon aHeMMEN.

Matepuansbl u MeTopbl. [MaumerTka C., 11 ner, 3abo-
nena ocTpo B Aekabpe 2020 r., korga nosisunmcb debpu-
NWTeT, KaLuenb, cnabocTb, Npu obcnegoBaHuM No MecTy
MUTENbCTBA BbISIBMEHA TAXENas 3X POCTKOBas LIUTOMNEHMS.
locnuTanuavpoBaHa B oTaeneHue rematonorum, B OAK
(neiikonenms no 1,1 T/Mkn, TpoMBouMTONEHMS 00 6 T/MK,
aHemusi co cHuxenueM Hb fo 84 r/n), renatoMeranus
(+1 cM). 29.12.20 r. nposeneHa TpenaHob1oncus, KapTuHa
KOTOPOM COOTBETCTBOBaNa annacTuyeckon aHemuu. [lo
MOJIy4YeHUs pe3ynbTaToB MPOBOAMIIACH KOMIJSIEKCHas
MPOTUBOMMKPOBHas Tepanus, HEONHOKPaTHbIE FeMOTPaHC-
dysum, ctumynaumsa FTKCP no notpebrocTn. 11.01.2021 r.
npoBeneHa KOCTHOMO3roBast MyHKLWSA, MaTepuasn oTrnpaBneH
Ha pedbepeHc-uccnenoBanne B @Y «HMULL OIOU um.
Omutpusa Porauesa» M3 P® no nporpamMme peructpa-
LMOHHOrO mccnenoBaHus MAA, a Takke Anst NpoBeneHust
MONeKyNAPHO-TeHeTUYECKOro nccnenoBaHus. CornacHo
nonyyeHHbIM pesynbTatam onpegened MHI knoH Ha
aputpoumTax (0.003%), anvHa Teromep B Hopme. 1o corna-
COBaHMIO C KOOpPAMHATOPOM npoTokona, ¢ 18.01.2021 r.
HauaTa Tepanua no npotokony [MAA — npoBefeHo
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4 BeepeHns ATFAM (18.01-21.01.2021r.). Mo paHHbIM
MONEKYNApPHO-reHeTuueckoro uccrnenoeanua (NGS
naHenb) - B 3k3oHe 2 reHa CTLA4 BbisiBneHa retepo-
3UroTHast gefleumnsi NPOTAKEHHOCTbIO 15 HyKNeoTuaos,
npuBOAsALLAs K aeneuun nAtm amuHokmcnot p.Cysl29
Leul33del 6es copura pamku cuntbiBaHms. C 12.03.21 no
14.03.21 rr. — npoBefeHa NynbCc-Tepanusa feKkcameTa-
30HOM 10 Mr/M2. MpoBeneH pechepeHc-NepecMoTp TpenaH-
BbuonTatoB KocTHoro mMosra B MNAO ®I'bY «HMUL, OFON
uM. [IMnTpua Porauesa» M3 P® — oTMeuaeTcq annasus
KPOBETBOPEHUS, MHCPUMBTPALIMS KOCTHOrO MO3ra nMMdo-
MOHBbIMM DOMIMKYNaMKU, YTO XapaKTepHO ANs AaHHOM
MyTaumu. [TpoBefeHo UccnefoBaHue KonuuecTa T-pe-
FyNATOPHbIX kKneTok oT 25.02.21: CD*CD25*FoxP3* —
0,6 (%CD+) kneTok/MKn-3,28 (Hopma 3,58-10,40 % ot
CD4*, 19,83-129,20kn/MKkn). [laHHOE COCTOsIHME pacLie-
HEHO KaK NepBWYHbIA UMMYHOLEMLIMT, aCCOLMMPOBAHHbBIN
¢ myTaumel B reHe CTLRA4. NpoBeneHa KoppeKuus Tepanuu:
LMKITOCMOPUH A OTMEHEH, MHULMMPOBaHa Tepanus abaTa-
uentoM (OpeHcws). 3annaHnposaHo nposeneHne TICK ot
HEPOACTBEHHOIO JOHOPA.

Pesynbtatbl. [lo pesynbtatam NGS-BbifBfeHa
MyTauns B reHe CTLA4 c¢.385_399del p.(Cys129_
Leul33del) uccneposaHue konuuectsa T-perynsTopHbIX
Knetok oT 25.02.2021-CD*CD25'FoxP3* -0,6 (%CD")
Knetok/mMkn-3,28 (Hopma 3,58-10,40% ot CD4",
19,83-129,20 kn/mkn). [na paHHoW MyTauuu xapak-
TepHa ayTOMMMyHHas 3-X POCTKOBasi LMTOMNeHUst Ha dhoHe
MHCPUNBbTPaLMK KOCTHOMO Mo3ra nuMddonaHbIMK honm-
Kynamu. [laHHOe COCTOSIHVME PaCLEHEHO KakK MepBUYHBIN
MMMYHOLEMLMT, aCCOLMMPOBAHHbIA C MyTaLWEN B reHe
CTLA4. B HacToALwuMn MOMeHT pebeHok nonyyaet BBUT,
MMMyHOCYynpeccuBHylo Tepanuio (abaTauenTt v aganu-
myMab). Mnanupyerca nposeaenHune TICK.

BoiBopbl. PaccmoTpeH cnyvai pnebiota nepsuu-
HOro WUMMyHopgeduuMTa C HapyLUEHWEM WMMYHHON
perynaumn (Mytauma B reHe CTLA4 c¢.385_39%9del
p.(Cys129 Leul33del) p.(C129_L133del), uto nepsnuHo
Bbino pacueHeHo kak MAA.
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PesynbTathl eueHus aeteun ¢ OJ1J1 no npoTokony
BFM-2002 3a nepuop ¢ 2010 r. no 2019 r.

[.K. NMonocyxuHa, M.A. MopryHoBa, M.0. MeTpyxuHa, B.B. Ceutaues, /1.B. Kypunosa

Y3 «Bonrorpaackuii 0611acTHOM KITMHUYECKMI OHKOIOrnYyeckuit aucnaxHcep», Bonrorpan

AktyanbHocTb. Jleuenune OJ1J1y peteit conposo-
}poaeTca HOMbLUMM YMCITIOM OCIOMKHEHUMN, CBA3AHHbIX
HENoOCpeLCTBEHHO C CaMWUM neyeHneM. M3 Bcex Bapu-
aHTOB OCTPOro feiikosa B LETCKOM Bo3pacTe Havbonee
YyacTo BCTpeyYaeTcsl OCTpbl NMMA00NacTHbIN Nenkos
(onn).

Llenb. MpoBecTn aHanu3 pesynbTaToB fleYeHus Mo
npotokony BFM-2002r 3a nepuog ¢ 2010 no 2019rr.

MaTtepuanbl U MeToAbl. 3a UCTEKLUIMIA NEPUOL
non HabniopgeHnnem Haxopunocb 165 peten ¢ OJ1J1
B Bo3pacTe oT 2 Mec go 17 net. B Bo3pacTHOM
acnekTe npeobnapganu peTtu nepebix 4-x net
XW3HU, Ha doHe cuHapoma [layHa 4. CTaHpapTHbIV
puck -80 npoMexRyTouHbI-41, BbICOKUI pUcK -44. /3Ha-
yanoHoe nopaxeHue LIHC umeno mecto y 1 pebenka.
W3 aHanusa Bbinu uckniodeHsl 16 peteit (9,6%),
KOTOpble YMEpnM Ha 3Tane AuarHocTuku. JleyeHwue
Mo MPOTOKOSY BbinonHeHo y 149 petein (90,3%) -
Y KOTOpbIX HAacTynuna peMmuccus Ha 33 AeHb neyeHus.

06cyxpeHue u pesynbtatbl. Bo BpeMs UHTEH-
CWMBHOM XMMMOTepanuu Habniofanucb OCIMOMKHEHWS:
CMHOPOM OCTPOro pacnafa Knetok ¢ Metabonut-
HbIMU HapylweHuaMu (6 aetei), cTepouaHbiin anabet
(1 pebeHok), dhebpunbHas nuxopamnka Ha hoHe arpaHy-
nouutosa (11 getei), nopaskeHWe CrM3UCTOMN MOMOCTY
pTa (9 meteit), senynouHO-KMLIEYHOro TpaKkTa (aHTepo-
natus - 21 pebeHoK), KaTeTepHble BEHO3HbIe TPOMBO3bI
(2 pebeHka 1 TpoMBO3 BEHO3HbIX CUHYCOB rOS0B-

Horo mMosra — 1 pebeHok), IBC Ha choHe cuHApoMa
0CTporo pacnafa Knetok (4 pebeHKka, BEHOOKKIIIO3N-
OHHas maTtoniorust — 2), Ha POHE CENTUUYECKUX OCIIOM-
Henuin [IBC passuncs y 8 aeTen, TOKCMKOLEPMUA Ha
dhoHe BbICOKOOO3HOro MeToTpekcarta (10 peteit),
nHesMonua (5 peteit), nonuHeiponaTua (5 meteit). Ha
choHe nopaepKMBAIOLLEro feYeHUsA NeKapCTBEHHbIN
renatut uMmen MecTo y 29 feten, yto Tpebosano cooT-
BETCTBYIOLLIEV Koppekuun. V13 nponeveHHbix 149 neten
peunauns passuncs y 16 (9,6%). PaHHuit peunams y
8 peten, no3nHU — y 6 geten, B pemuccum -2 pebeHka.
[MoBTopHas pemuccus HacTtynuna y 7 peTen us
149 nponeyeHHbix neteit ymepno 16 (10,7%) B ToMm
uncne, NporpeccupoBaHne 3aboneBaHWs U Pe3UCTEHT-
HOCTb K XT npu peunavse (7 neteit), Ha hoHE UHTEH-
CMBHO XMMWOTEpPANUu yMepso ellle 7 aeTel BCNeacTeme
pa3BuUTUA arpaHynouuTosa u bakTepuasnbHbIX OCMOXK-
HeHuin B couetaHun ¢ [BC (3) v Ha atane uutope-
LOYKTMBHOW chasbl OT CMHAPOMA fM3nca OMnyxoneBbixX
knetok u [IBC (4). OguH pebeHok ymep uepes 9 net
peMuccumn BCNeacTBMEe Pa3BUTUSI BTOPUYHOM OMYyXOSu
rofloBHOro Mo3ra u ewe 1 pebeHOK OT MpPOBOK
OMCTPOOUM MeyeHn Ha 3Tane MOALEPNKMBAIOLLErO
nevexusa. B HacTodAwee Bpemsa xuBbl 133 pebeHka
(80,6%).

BoiBoabl. HecMoTpsA Ha npeobnapgaHue peten
C MPOMEXYTOYHbIM U BbICOKMM PUCKOM LOCTUIHYThI
BbICOKME MOKasaTenu BoikuneaeMocTu (80,6%).

Pediatric Hematology/Oncology and Immunopathology
2023 | Vol. 22 | Ne 2 suppl 1| 146



bunatepanbHas HedopobnacToma.
OnucaHue KNUHUYECKOro cllyyas

M.E. Mpokodcbbes!, M.B. Tenewwosal, U.B. JopoxnHa?, H.H. Mepkyrnos?!, A.M. MutpodpaHosa’, H.A. KpueeHuoBal,

[0.10. KayaHos!

1PIBY «HaumoHarbHbIi MEAULMHCKMIA UCCIIEN0BATEIbCKMI LIEHTP AETCKOM reMaTosiorum, OHKOSIOr M U UMMYHOorum uM. [iMutpus Porayesa»

Mun3zppasa Poccun, Mocksa
?[leTckas ropoackas KnmHuyeckas bonbHuua, Mypmarck

AkTyanbHocTb. Hedpobnactoma — 3nokayve-
CTBEHHAas CONMAHAA OMNyxofb, pPasBMBalOLLAACA U3
HedpporeHHoM TKaHW Ha pasHoM 3Tane auddepeHun-
poBku. B 7% cnyuaeB onpepenserca bunatepanbHbii
XapakTep nopakeHus, uyto cBasaHo noytu B 100%
CyyaeB C MePCUCTMPOBaHMEM HedOPOreHHoW briacTeMsl
(HedbpobnacTomaTo30M) noce 36 Hefenu rectauuu.

Lenb. OnncaHne KIMHUYECKOro Criyyasi C pefKom
KMCTO3HO-CONMAHON chopmon bunatepansbHon Hedopo-
BrnacTombl.

Marepuanbl u MeTopbl. Ha Base oToeneHus KMMHK-
yeckor oHkonorun HMULL OO umM. OmuTpusa Porauesa
MpoBefeH aHanu3 KIMMHUYeCKoro cilyyas nauneHta 11
Mec. ¢ bunatepansHol HedopobracTomon.

PesynbTtaTtbl. 3aboneBaHue pebioTuposano B
asrycte 2022 ropa, Korga poauTeny 3aMeTunu yeenu-
YyeHue pa3MepoB KuBoTa. [JnarHo3 Bbin NoaTBepKaeH
PEHTreHonormyeckn ¢ nomolubio Metonos MCKT wu
MPT OBIl, npu 3TOM pEHTreHONOrnYeckKme xapak-
TepucTukn TpeboBanu nposefeHna puddepeH-
LUManbHOW [MarHOCTUKM Mexay BunaTepanbHoWn
HedpobnacTomonn u BunaTepanbHbiM HedpobnacTo-
MaTO30M BBWAY KWCTO3HO-CONMMAHOIO XapakTepa
W3MeHeHui. YuuTbiBas Bo3pacT nauueHTa (cTaplie
6 MeC.), peHTreHOMOrMyYeckre XapakTepucTuKu, Ceuae-
TenbCTBYlOLLME B NOSb3Yy HedopobnacTombl, TpeboBanm
Hayana NpoBefeHWs HeOaLbIOBAHTHOW XMMMOTEpanum
B pamkax npotokona SIOP RTSG 2016 Umbrella ans
BunaTepanbHOro nopaxeHus — pexum AV 6 Hepenb
C MocnefyoLllen OUEeHKOW OUHAMUKM U BO3MOXHOCTU
Xupypruyeckoro BMmellatensctea. OgHako, Ha doHe
npoBoAMMON Tepanuu nocne 3 Hepenb AV no pesynb-
TaTaM KOHTponbHOro obcrnenosanus (MCKT OMK u
OBMM ¢ K/y) nonosuTenbHoW AMHAMWKK HE OTMeya-
NOCb, HaMpoOTWB, MO AaHHbIM BM3yanusauun o6beM
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OMyXosn fEBOM MOYKM yBENMUUNCA Ha 62%, NpaBoi Ha
41% 3a cueT pocTa KUCTO3HbIX KOMMOHEHTOB Ha hOHe
COKpaLLeHMsa pa3MepoB COMIMAHbLIX YacTel Onyxosew.
MpuHMMasn BO BHUMaHWEe NPOAOIIKEHHBIN POCT KUCTO3HOWM
YyacTn 0bpa3oBaHMIn NPUHATO peLleHne O NPOBEAEHUM
ornepaTMBHOMO BMelLaTenbCcTBa B 6o5iee paHHWE CPOKY.
MauneHTy npoBefeHa OfHOMOMEeHTHasa BunatepanbHas
opraHocoxpaHsioLlas onepauus. 1o gaHHbIM rMCTOMO-
FMYECKOro UCCefoBaHNS UMeN MECTO CMELLaHHbIA TN
HedppobnacToMbl FTMCTONOrMYECKON FPyMMbl NPOMEsKY -
TOYHOrO puUcKa B 06enx onyxonsx, fIoKanbHas cTagus
Il (3sa cueT MHBaA3WM TKaHW NoyeyHoro cuHyca), RO-pe-
3ekums. KnuHnyeckuin cnyyar obeyskaeH ¢ pykoBoau-
Tenem MeskayHapopHoro npotokona SIOP RTSG 2016
Umbrella, npodpeccopom H. Mpachom (FepMatus).
MpUHMMas BO BHWMaHWe XapaKTEpPUCTWUKU OMyXosu,
pocT obpa3oBaHMA 3a CYET KWUCTO3HOrO0 KOMMO-
HEHTa, AaHHasA CUTyaLMs He TPaKTYeTCs Kak UCTUHHas
MpOrpeccus onyxofM U CMeHbl PexuMa fleYeHust He
TpebyeT. B pamMkax pekoMeHpaLuii MPOTOKOMa MHULIM-
MpoBaHa afbloBaHTHaA xuMmuoTepanusa rno cxeme AV-2
(27 Hemenb akTUHOMUUMH D/BUHKPUCTMH), NpemycMo-
TPEHHas AN LaHHbIX CTaWi rMCTONMOrMYECKoro Tuna.
MaunMeHT B ynOBNETBOPUTENbHOM COMaTUYECKOM
cTaTyce HanpaBfieH B CTaLMOHap MO MECTY KUTenb-
CTBa AJ19 NMPOLOMKEHNS CNELNdNYECKON afbIOBAHTHOM
XMMUoTEpanuu.

BbiBoabl. KnuHMueckuin cnyyarm onucbiBaeT peakyto
dopmy bunaTtepanbHol HedppobnacTtombl ¢ npeob-
nagaHueM B CTPYKTYPe KUCTO3HOrO KOMMOHEHTa, YTO
noTpeboBano MHMLUMALMW 3aMnfTaHUPOBAHHOIO XMPYpP-
FMYECKOro neyeHuns B bonee paHHWe CPOKM, NMpUHMMasn
BO BHMMaHWe OTCYTCTBME MOSIOXMTESIbHOrO OTBETA CO
CTOPOHbI OMYX0Nn Ha hoHe NpoBoAMMON cneundunye-
CKOW XUMMUoTEpanuu.
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JBosioumna nacnopTta cnyxbébl no npocpunio
«[leTCKas OHKONorua u remaTonorua>»

A.C. CnivHuH, ®.H. KocTuH

@IBY «HaumoHarbHbli MEANLMHCKNIA MCCIIER0BATENbCKUI LIEHTP AETCKOM reMaTosiormm, OHKOI0rmn u UMMyHo1orum uM. [Immtpus Porayesa»

Mwunsapasa Poccun, Mocksa

AktyanbHocTb. Cneunanuctamn ®IBY «HMUL
OrON wmM. Omutpusa PoraueBa» MunsgpaBa Poccuwn
Bbin paspaboTaH 3MEKTPOHHbBIA NacnopT chnyxbbl no
npodunio «AeTcKas OHKOMOrus M reMaTofiorus»,
KOTOPbIA MpULIen Ha 3aMeHy MNeyaTHOW Bepcuw.
BakHe#LwnM HepoCTaTKOM neyvyaTHbIX M3[aHWIA ABMA-
eTcA BbICTpas NnoTeps akTyasnbHOCTU, HO MPWU HaIM4uum
LUMdOPOBOM KOMMUM MX MEPUOAMYECKN MOXKHO Nepeunsna-
BaTb. OfHaKO CyLLlecTBYeT v OpYrol HegocTaTok — 370
BOMPOC MPOBEAEHUS aHANMUTUKM: AMHAMUUECKoM (aHanus
OAHOr0 06bEeKTa B pasfnyHble OTPEe3KW BpeMeHu) u
CpaBHWUTENbHOM (Meskay PasfiMUHbIMU MeauLUHCKUMU
OpraHusaumnamu, pernoHamu, dpefepanbHbiMU OKpY-
ramu). MonobHbI aHanus ABNAETCS BeCbMa YA0BHbIM
WHCTPYMEHTOM, NO3BOMSAIOWMNM BbISIBUTb T€ aCMeKTbl
OKa3aHWs MOMOLLUM MauueHTaM no npodumio, KoTopble
TpebyloT 0coboro BHUMaHUA BHE 3aBUCUMOCTY OT YPOBHS!
aHanusa. [1oaToMy AN9 BONSIOLLEHUS 3TUX BO3MOXHO-
CTeN B KOHLie MPOLUMOro rofa bbino NpUHATO peLueHne
0 peanu3auuu uncpoBoro nacnoprta cnyskbol NyTem
COBMELLIEHNS psfa TEXHONOMMA, B YaCTHOCTU KapTUpO-
BaHWA M beHUMapkuHra.

Uenu. [loBbilweHne KayecTBa MOHWTOPUHra
cnybbl N0 NpodunIio «AeTCKas OHKOMOrna U remMato-
norus>» nyTeMm aHanmsa MHOOpPMaLmn U3 3MEKTPOHHOIO
nacnopra.

Matepuanbl u MeTofbl. [laHHbIe MOMyYeHbl NyTeM
3anonHeHna aHkeTbl cybbekToB Poccuitickon depe-
pauuMn pyKOBOOWUTENAMMU «AKOPHbIX> MeOULUHCKUX
opraHusaumnin 3-ro yposHA. [lepBbiM 3Tanom 6binu
3anonHeHbl QOPMbl 3MTEKTPOHHOM CUCTEMbI OLLEHKM
KauecTBa OKa3aHWA MeJUUMHCKON nomolun (anek-
TPOHHbIN BeHuMapkuHr) (no pesynbTaTaM Bble3AHbIX

MeponpuaTuin bbino 3anonHeHo 6onee 70 MCXOOHbIX
aHaNMTUYECKNX OTYETOB, OTPaMKaloLMX COCTOAHME
cny6bl No npodpusio). BTopbiM 3TanoM cnycrts nosnroga
(nepeuuHas oueHka) u roa (AMHaMuueckas oueHKa)
Ha OCHOBaHWM MUCEM OT PyKOBOZMTENeh MeauLnH-
CKMX OpraHu3aumin ns cybbvekto Poccuiickon depne-
pauny yunTbIBaNIUCh peanunsoBaHHble KOppUrvpyoLme
MeponpuaTua (o pesynbTaTaM Bbl€3[HOW NPOBEPKM).
B npouecce 3anonHeHns hopM MOXKHO YBUAETb AMHA-
MWYECKOe PaHXUPOBaHWE MEAULMHCKUX OpraHM3auun
¢ rpadpuueckum npencTasnexnem 30 kputepues (20
KnioueBbiX U 10 [ONOSHMTENbHbIX) B BUAE 3BE3QYATOV
AvarpammMsbl, OTpakaloLLen AaHHble, MOMyYeHHbIe 3a BCe
3Tan.l.

PesynbTaTbl. bbina npoussefeHa oOLEHKa BCex
MeOWLMHCKMX OpraHusauui no npodusio «geTckas
OHKoOmorua n rematonorus» B Poccuitckon ®epepauum,
OTClEXeHa AMHaMUKa B OpraHn3aLmm ciybbl No cTpaHe
B LIEJIOM, HampaBfeHbl PEKOMEHAALMN MO YNYYLLEHMIO
CUTyaUMn Kak PyKOBOAMTENSAM MEAWMLMHCKUX OpraHu-
3aUuin, Tak U B pervoHasnbHble MUHWCTEPCTBa 3ApPaBo-
OXPaHEeHUsi N peanu3oBaH rpadmyeckuin nHTepdeiic
C NpPeAcTaBfeHHON AMHaAMWYecKon uHdopmaumnen o
npodounbHoM cnyskbe Ha Bcex ypoBHax. OpraHu3oBaHa
BO3MOXXHOCTb CPaBHEHMUS KaK OTAENbHbIX KITMHUK MeXAY
cobolt, Tak 1 dhefepasbHbIX OKPYroB.

BbiBopgbl. [lofBoAsA MTOMM, MOKHO CKa3aTb, YTO JMeK-
TPOHHBIN NAcMopT Cybbl HY}XHO aKTUBHO BHEAPSTb U
pa3BMBaTb BO BCEX MEOULIMHCKUX OpPraHn3aLmsax pasHbix
YPOBHEWM W pasHbiXx Npodunen, Yto no3BONUT 3HaUN-
TENbHO YNyYLIWNTb KayeCTBO OKa3biBAEMOWN MEANLIMHCKOW
MOMOLLM, @ TakKe MOBLICUTb YPOBEHb KOHKYPEHTHOM
cnocobHocTm.
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lpuMeHeHue ceneKTUBHOM NiasModpuUnbTpaLmm
y pebeHKa ¢ TAXenbIM Te4yeHneM
aHTUhocconMnuaHOro CUHApPOMa

N.WN. Cnnuak® 2, C.E. LiseTkoeal, C.I". KoBaneHko 2, 0.0. Cynapesa?

ITAY3 «YensbuHckas obnacTHas KnMHu4eckas bonbHuua», YensabuHck

2QIb0Y «l0mHO-YpanbCkuii rocyaapCTBEHHbIN MEANUMHCKWIA yHUBepeUTeT> MuHaapasa Poccum, YensbuHek

Llenbio BbIMONHEHMSA CENEKTUBHOM Nna3Mocop-
Bumu (CMNC) BbINo MakcUMarbHOE YMeHbLIEHUE LMPKY-
NUpYIOLLMX @aHTWUTEN B KPOBEHOCHOM pycfie nauueHTa u
COKpaLLeHVe TPOMBOTUUECKMNX OCMOKHEHNI.

MaTepuanbl u Metopbl. CMC bbina npoBepeHa y
neBoyku 14 neT ¢ AMarHo3oM: HacnefcTBeHHas TPOM-
Bodomnus (aHTUOCHONUMUAHBIA CUHAPOM, BbICOKAS
CTeneHb aKTUBHOCTH). XPOHWUUECKMI niieodbeMoparibHbIi
TpoMmbo3 cneBa, obocTpeHne. AHeMua Tawenas. Petpoa-
opTanbHas nesas noyeyHas BeHa. [Ina gaHHOro MeToAa
BbiIn Mcnonb3oBaH cenapatop Spectra Optia dpak-
umoHaTop nna3mbl Evaflux™ 2A20 ¢ gpuametpom nop
10 HM. CyMMapHas nnowafib NOBEPXHOCTM MeMbpaH —
2 M KB., 0bbeM 3anonHeHua dunbtpa — 140 mn.
MNpouenypa nposogunach 2-kpatHo ¢ obpaboTkon Mo
1,5 obbeMa uMpRyupyloLLiei nasmbl/3 obbeMa umMpKy-
TMPYIOLLLEH KPOBW.

Pesynbtatbl U obcyxkpaeHue. lNauneHTka Habmio-
panacb 1,5 roga B pervoHanbHoW U dbefepanbHOWM
KIIMHKKaX, Moryyana Bce BO3MOXKHbIe BapuaHTbl KOHCEp-
BaTWMBHOIO NleYeHUs, HO TPOMBOTUYECKMNE OCIIOKHEHUS
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nosTopsnucb. OT 3aMEHHOro MepenuBaHUs Masmsbl
0TKa3anucb U3-3a CyMMapHO BbICOKOro pucka. B cBsiau
C NpefoCTaBMBLUENCA BO3MOXHOCTbIO BbIIO NPUHATO
peweHne nposecTtn ClC, kak Bonee wapdAuyio un
ahdpekTnBHyto TexHomnoruio. Ceancel ClNC 6bim npose-
LeHbl Be3 OCMOXHEHW C MHTEPBASIOM B 2 [iHSA, MO 3aBep-
LLEHMIO MPOLeAYPbl BOCMOSHAMM MNOTEPSHHbIN anbbyMuH.
ObLee coCTOAHME M MOKaMbHBIN CTATYC YNyYLLUUCE.
[o npoBepeHus npouenypbl CyMMapHble aHTMTena
(AT) Kk kapavonunuHam Bbinun Bonee 120 en/n, nocne
nepsoit — 22 en/n, BTopoit — 7,2 ka/n. AT Kk dpocdponu-
nuaam IgG no npouenypsbl — 36,7 r/n, nocne npouenyp -
9,15 r/n. BUOXMMUUECKME U OBLLEKITUHUYECKIE aHan13bl
He yxyawwnuck. MNMocnepywowue 10 mecAues Habnio-
LEeHMA 3a NauMEeHTKOW Mokasanu OTCYTCTBUE HOBbIX
TPOMBOTUYECKMX 3MM300B. TepaneBTUYECKME OMUUK
COKpaTUINCh.

BbiBopbl. [lpyMeHeHne CeNnexkTMBHOM NNasMoco-
pbumn y feten npu TAKENOM TEYEHUU ayTOMMMYHHON
MaToNorMmM MOXKHO paccMaTpuBaTh Kak 3dEKTUBHYIO 1
LLLaAALLYI0 TEXHOSIOMMIO.
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TE3NCHlI HAYYHbIX PABOT YYACTHMUKOB KOHITPECCA

Ponb HacneacTBeHHON NPeApacnosioXeHHOCTH
B Pa3BUTUM MUESTOMAHBIX HEOMNMa3unii
c MoHocoMuel/peneuuneit 7 XpoMOCOMb!

[.B. ®enoposa, A.B. [Masnosa, A.fl. Aseposa, E.A. [leopanesa, A.B. MwoHkuH, H.C. CMeTaHuHa

®IBY «HaumoHarbHbIi MEANLMHCKNIA MCCIIE[0BATENIbCKUY LIeHTP BETCKOM reMaTosiormm, OHKOSI0r M U UMMYHOSI0run uMenn [iMntpus Porayesa»

MuH3sgapasa Poccum, Mocksa

Llenb. OxapakTepn3oBaTb KNMHWKO-1abopaTopHble
0COBEHHOCTM MauMeHTOB C repMUHanbHbIMU MyTa-
umamm reHos GATA2, SAMD9, SAMDYL v oueHWUTb pUck
pa3suTus MC y naHHOW KOropTbl NaLMEHTOB.

MaTepuanbl u MeTopbl. B uccnenosanus Bowwnm
nauueHTbl, NpoxoavBLUMe obcnenoBaHue M NneveHue
B HMUL, OOV wM. Omutpus Porauyesa. Monekynsap-
HO-reHeTUYeCcKne UCCNeRoBaHUsA MPOBOAUIMC METOLOM
BbICOKOMPOW3BOAMTENIbHOTO CEeKBEHUPOBaHMs (nosHo-
3K30MHOE CEKBEHWpPOBaHWe UMM TapreTHas naHenb
NGS) # ¢ nomoLubio cekBeHnpoBaHus no CaHrepy. [ns
MOATBEPKAEHUSI FEPMUHANIBHOIO CTaTyca OBHapyEHHbIX
BapMaHTOB MccnefoBanuch 0bpasubl HorTen u/unu
BykkanbHOro anuTenus.

PesynbTatbl n obcymxpeHue. BapnaHTbl B reHe
GATAZ2 6binu BbisiBrieHbl y 18 nauueHTos (M3 HUx 3 —
BapWaHTbl HESICHOMO KIMHWYECKOro 3HadeHus). Bo Bcex
Cryyasx MMena MecTo LMTOMNEeHUs, MOHOCOMWS/ aeneums
7 bbina BbifBeHa y 8 nauveHToB (MegnaHa Bo3pacTa
BbifiBNeHua 12,7 rona). Heremartonoruueckue nposis-

neHus (TyroyxocTb, MMMDOCTas, MHOKECTBEHHbIe BOpo-
[aBku) Bbiny 0TMeYeHbl Y 6 NauueHToB. MyTauuu rexa
SAMD?9 6binu BbisiBIEHbI Y 9 NauueHToB (Bce BapuaHTbl
paHee He onucaHbl B nuTepatype), MyTauun SAMDYL —y
11 (y 9 — paHee He onucaHHble BapuaHTbl). LinToneHus
uMena Mecto B 16 cnyvaes u3 20, MmoHocoMusa 7 bbina
obHapyseHa y 7 nauneHToB (MeguaHa Bo3pacTa BbisiB-
newust — 5 net). Y 2 naumMeHTOB UMesl MeCTo qoeHOTH
cuHgpoma MIRAGE.

BbiBoabl. Hanuune repMmMHanbHbIX MyTaLmWid B reHax
GATA2, SAMD9, SAMD9YL MoxeT NpuBOAUTb K LUMPO-
KOMY CMeKTPY Kak reMaToflorMyeckux, Tak u Herema-
Tonornyeckux nposiBneHnin. C y4yeToM BbICOKOTO pUCKa
passutus MOC ¢ MoHocOMMeit/feneumeit 7 XpoMOCOMbI,
NPOBEAEHNE LUTOreHeTUYECKOr0 NCCMNEfoBaHNsA KOCT-
HOro Mo3ra fBnseTca 0bA3aTesIbHbIM NPU MHULIMAIbHOM
o6crnenoBaHuM 1 fanbHENLLEM MOHUTOPWHIE NaLneHTOB
C repMuHanbHbIMK MyTaumsaMu reHoB GATA2, SAMD?,
SAMD9YL paxe npu Hanuumu cTabunbHOro comaTunue-
CKOro cTaTyca 1 He3HaUNTESIbHOW LIUTONEeHUM.

Pediatric Hematology/Oncology and Immunopathology
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Pe3ynbTaTtbl leyeHns T-IMHEUHOro OCTPOro
numdpobnacTHoro fieMkosa

M.A. WWepsawmpase, T.T. Banues, H.A. batMaHoBa

HWW petckoii oHkonorum n rematonorim ®IBY «HaumoHarnbHbIi MeauUMHCKMA nccrenoBaTeibCKuil LLeHTp oHKkonorum uM. H.H. brioxuHa» MuH3-

Apasa Poccun, Mocksa

AkTyanbHocTb. Tepanus ocTporo nuMdobnacTHoro
neiiko3a (0J1/1) 3a npoLuenLLVe roabl NPOLLa OrPOMHbIii
MyTb, MO3BOJIMBLUMIA BbIIEUNTb BOMBLUMHCTBO BOMBHbIX.
TeM He MeHee, pe3ynbTaTbl neyenuns T-nuHenHoro OJTJ1
OCTaloTCA HUKE, YeM B-nnmHelnHoro.

Llenb. OueHka nokasatenen MHoroneTHen obLuen
(0B), 6espeumnavsHoit (EPB) 1 6eccobbiTUitHON BbixM-
BaemocTu (BCB) npw neuenun peteit bonbHbix T-0J111,
MonyumBLLUMX feyeHne no npotokony ALL-IC BFM 2002
(nosa mMeToTpekcata 5rp/m?).

Matepuansl u MeTtopnbl. C 2003 no 2022 r. B uccne-
AOBaHWe BKIIOYEHO 67 MaLMEHTOB C BNepBble YCTaHOB-
neHHbIM auarHosom T-OJ11. CpepHuii BospacT - 8 ner,
ManbuukoB 6bino 36 (53,7%), nesovek — 31 (46,3%).
Bce naumeHTbl monyunnu neyexne no nporpamme ALL-IC
BFM 2002 (mosa 5 r/m?). 3dhdoekT oT Tepanuu onpe-
penancs Ha 8, 15, 33 aeHb nevenuns. Ctpatudpmkaums
BoNbHbLIX MO rpynnaM pucka MPOBOAWMACH COrflacHo
KpWUTEpWsIM MPOTOKONA.

PesynbTatbl. [lpn aHanu3e oTBeTa Ha 8 fOeHb
Tepanuu y BonbluMHcTBa nauneHTos 48 (71,6%) otme-
yancsa xopolmit oteeT, y 19 (28,4%) oTeeT Ha 8 geHb
LOCTUrHYT He Bbin. Mo faHHbIM LMTONOrMYecKoro uccne-
LOBaHWA KOCTHOrO Mo3ra Ha 15 Tepanuu MHAyKUuK y
55 (88,1%) nauwueHTos 6bin oteeT M1, y 3 (4,5%) - M2 1
5 (7,5%) - M3. lMpw oueHKe cTaTyca reMaTonorMyecKoi
peMuccumn Ha 33 feHb Tepanuu nosyyeHbl crepyioLime
[aHHble: MosiHas PEMUCCUS KOHCTaTUpOoBaHa Y 63 (94%)
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BonbHbIX, 4 (6%) NauMeHToB He AOCTUMTIN PEMUCCUM K
33 pHio. [Npun oueHKe YacToTbl LOCTUMEHUSA reMaTonoru-
YECKON PEMUCCUM B 3aBUCMMOCTM OT FPYMMbl PUCKa, YCTa-
HOBMEHHOW B rpynnax CTaHOapTHOro U CPefHero pucka
Bce naumnenTbl 30 (100%) v 28 (100%) cooTBETCTBEHHO —
BbILLMM B peMuccuio. B rpynne Bbicokoro pucka (n = 9)
y 5 60MbHbIX 0TMeYeHa nonHasa pemucens K 33 oHio, y
4 K 3TOMYy BpeMeHU ee He bbino.

Mpw oueHke 15-1€THEN BbIXXMBAEMOCTU C YYETOM
OOCTMMKEHUST KITMHUKO-TeMaTofIorMYeckon pemMmuccum
BbIABNEeHo cnepyiowee: OB y Bcei rpynnbl 60nbHbIX
T-0I1J1, coctasuna 79,5 + 5,1%, EPB - 73,5 + 5,6%, u
BCB - 73,5 £ 5,6%. Mpy DOCTUKEHNN MOMHON peMUCCUm
K 33 oHio Tepanumn 15-netHsas OB 6bina 84,6 + 4,8%, 6PB
nBCB - 78,2 + 5,4%. JleTanbHbix MCX0R0B, 06YCOBNEHHBIX
BBE[EHNEM METOTpeKcaTa B [03e 5 r/M?, He Bbiro.

BeiBopbl. [JOCTUXEHME KIIMHWKO-remaTofornye-
CKOM peMuccum Ha 33 feHb Tepanuu O0CTaeTcs OfHUM
13 6a30BbIX NporHocTuyeckunx daktopos ansa T-0J1J1.
Mcnonb3yss coBpeMeHHble pPUCK-afanTUpOBaHHbIe
MPOTOKOSbI Tepanuu B KOMBMHaLMM C BbICOKOLO3HbIM
(5 rp/mM?) MeToTpeKcaToM, BO3MOMHO [OCTWUb
15-netHiolo OB y 84,6+4,8% nauneHTtoB. bonbHble,
He Bbllefline B peMuccuio Ha 33 [eHb, U
BonbHbIe rpynnbl BbICOKOrO PUCKA [JOSKHbI MOMNy-
YyaTb TPaAHCMNaHTaLMIO affIOreHHbIX FemMonoaTh-
YECKUX CTBOJIOBbIX KS€TOK B MEPBON PEMUCCUM
T-011J1.
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