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OPT'AHU3ATOPBI:
MunucrepctBo 3apaBooxpaneHuss PK
AO «HayuHblil HEHTp NeIuaTpuu U AeTckoi xupyprun» M3 PK
OO «Coto3 neauatpoB» Kazaxcrana

PABOTA KOH®EPEHIIMHU IIVTAHUPYETCH 11O CJIEAYIOIUM
HAITPABJIEHUSAM:

1. Bonpochl opranu3aiuy OKa3zaHus MEIULIUHCKON MOMOIIH JIETSAM U MOAPOCTKAM C OHKOJIOTUYECKUMU
Y reMaTOJ0TMYSCKUMH 3a00JIEBAHUSIMU,

2. CoBpeMeHHbIE MOAXOJbl JAMATHOCTUKM U JICYCHHS OHKOJOTUYECKUX U TeMAaTOJIOTUYECKUX
3a00JIeBaHUH JETCKOTO BO3PACTa;

3. UMMyHONOrHYEeCKHE aCleKThl B reMaToIoruu. MIHHOBallMOHHBIE TOIXO/IbI.

4. MynbTUIUCUUIUIMHAPHBIA TOIXOM B JICUEHWHW OTACIBHBIX (OPM TeMaTOJIOTHYECKUX U
OHKOJIOTUYECKUX 3a00JIeBaHUN y JIETEH.

5. CoBpeMEHHBIE BO3MOKHOCTH XUPYPIUs B IETCKOM OHKOJIOTMU U T€MATOJIOTUH

6. AHecTe3MoJIOTHsI U WHTEHCHUBHAs Tepanusi B JIETCKOW OHKOJOTMU M reMarosnioruu. CoBpeMeHHbIE
TEHJICHIIUU, TTPOOJIEMBI U TTIEPCIIEKTUBbI

7. Tlatomopdonoruveckre HCCIeIOBaHUS B JUATHOCTUKE OHKOJOTHYECKHMX U TEeMaTOJOTHYECKUX
3aboneBanuii y nereil. HoBbie moaxo b

8. TpaHCrutaHTaIMs TEMOIOATUYECKUX CTBOJIOBBIX KJIETOK Y JIETEH;

9. Bomnpocbl NCUXOJOTMYECKOW U COUMAIBHOM TMOJIEPKKH JETEed CO 3JI0KAa4eCTBEHHBIMHU
HOBOOOPA30BaHUSMU U TSHKEIBIMU T€MAaTOIOTUYECKUMU 3a00JIEBaHUSMU;

7. PeaOunuTaniys maiueHToB, IEPEHECIINX TeMaTOJIOTMYECKUE U OHKOJIOTHYECKHUE 3a00JICBaHUS;

8. Ponp HEMpaBUTENBCTBEHHBIX OpPraHM3alMid B OKA3aHUU TMOMOIIM OOJIBHBIM JIETSIM C
OHKOJIOTMYECKUMH U FeMaTOJOTHYECKUMHU 3a00JIEBAHUSIMU B UX CEMbSIM.

9. I[MoaroroBka ¥ MOBBIIICHHE KBATH(DHUKAIIUH CIICIIUATICTOB — IETCKUX OHKOJIOTOB U T€MAaTOJIOTOB.
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MTOJIOKUTETHHBIN 3P (HEKT, HO CPOK JICUCHUSI OKA3AIICST MEHEE JITTUTEIIHHBIM, K COCTABHUIT
1 mecsm.

BriBOADLI:

oV gereil ¢ oCTpbIM JHUM(POOIACTHBIM JIEHKO30M YacTOTa BCTPEYAEMOCTH
BUPYCHBIX T€NAaTUTOB B HAIIEM ucciaenoBaHuu coctaBwia 19,1%, u npu stom
3apaxkaeMocTh BupycoM C 1Mo cpaBHEHHIO C BUpYcOM B Oblia 3HaUUTENHHO OOJIBIICH
- 90,5%.

eBupycHblil renaTuT OOJbIE BCETO BCTPEUAJICS HA CTAIUM MOIACPKUBAIOLICH
tepanuu (47,6%). [lo HameMy MHEHHIO, 3TO OOBSCHSETCS C OJIHOM CTOPOHBI
JUIUTEJIbHOCTBIO 3TOr0 TNEPHOJa, & C JAPYrod - CHIXKEHHEM HMMMYHUTETa Ha (OHE
JOJITCOCPOYHOM XUMHUOTEPANHH, U HAPACTAIOUIUM PUCKOM MPSIMOU Mepeayl BUPYCOB
4yepe3 KOMIOHEHThI KPOBHU.

e[IpumeHenne anTuBUpyCcHbIX npernapaToB Sofosbuvir + Daklatasvir /Ledipasvir
B JiedeHWU BHpycHoro rematuta C o0Ka3ajgoch BBICOKOI(PPEKTHBHBIM, H JAJIO
MOJIOKUTEIbHBIA 3()(PEeKT y Bcex OOJBHBIX B TEUECHUH NEPBBIX 8 HEAEHb BHE
3aBUCUMOCTH OT TSKECTHU TCUCHUSI TeMaTUTA.

eKoMOMHMpPOBAaHHOE M TIOCJIEIOBATEIHLHOEC NPHUMEHEHHE T'eMaTONPOTEKTOPOB
JAJIA TIOJIOKUTENbHBIN 3P(EKT y Bcex 00NbHBIX ¢ BUpyCcHbIMU Tenatutamu B u C, u
MOJIyYeHHBIE PE3YJIbTAThl OKA3AJIMCh CTAOMIBHBIMU U JOJTOCPOYHBIMHU.

o(CilyyaeB CMEPTHOCTH UJIU TSKEIBIX OCJIOKHEHUN OT MEPEHECEHHOI0 TemaTuTa
HE OTMEYaJIOCh HU B OJTHOM ClIydae.

FA3APBAEBA A.A., MAHXYOBA JI.H., KOPIMOBA K.M., AUTKAJIU
M.K., HAYPBI3GAEBA A.A., KAPAXXAHOBA M.

NTUATHOCTUKA ¥ PE3YJIBTATBI IEUEHUS JIETEN C OCTPBIM
MHUEJOBJACTHBIM JIEUKO30M C XPOMOCOMHBIMU
NEPECTPOUKAMU

AQO «HayuHblll IEHTp NTEAUATPUN U IETCKON XUpyprum», Anmarsl, Kazaxcran

AkTyanbHOcTh: OcTpblii MuenoOnacTHei neiiko3 (OMJI) — 310 BTOpOI
HauOoJiee paclpOCTPAHCHHBIM TUI JICUKEMUM Y JeTeH, 3a0071€BaeMOCTh KOTOPOTO
YBEJIMUMUBACTCS C KaXabIM ToioM. OctTpelii MuenoOnacTHwiM Jeiko3 (OMJI)
SBJISIETCS TETEPOTCHHBIM 3a00JIEBaHUEM, TIPOTHO3 KOTOPOTO 3aBUCUT OT HECKOJIBKIX
dakTopoB, BKJIIOYas BO3pACT, MOJ U IUTOreHeTnyeckue aHomayiuu. CoriacHo
nanHbiM HammonanpHoro Haydnoro Onkonormdeckoro IlenTtpa oOmias S-meTHss
BBDKMBAEMOCTh JIETEH C OCTPhIM MUETOUAHBIM Jieiiko3oM (OMJI) cocraBnuna 65—
75%. XpoMOCOMHBIE TMEPECTPOMKH SIBIISIOTCS OJHUM M3 HauOoJiee BaXHBIX
IPOTHOCTHYECKUX (PaKTOPOB IIPH OCTPOM MuUeno01acTHOM Jierikoze (OMJI) y nerei.
BreisiBneHne  MOJEKYISPHO-TEHETHMUYECKUX  OTKJIOHCHUH Yy  TeauaTpUUYECKHUX
NalUeHTOB C OCTPHIM MHENIOONacTHRIM Jjeiikozom (OMJI) no Hawana Tepanuu
SBISICTCS. OJHUM M3 BaXHBIX (DAKTOPOB I MPOTHO3ZWPOBAHUS TCUCHHS
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3a0oneBanus 1 3¢(HEKTUBHOCTH Tepanun. bosee rimy0okoe n3ydeHne u moHUMaHNUE
MOJIEKYJISIDHBIX HapylleHUuH y manueHToB ¢ OMJI MO3BOJUT OUEHUTH TSIKECTh
TeueHus 3a00JI€BaHus, a TAKKE MOBIUITH HA ONTUMHU3ALIUIO JICUEHUS MPU TOMOIIH
BO3MOYKHOCTEM TapreTHOU TEPAIUU, YTO HA CETOAHSAIIHUMN JEHb SBISECTCSA OJHOM U3
BaXKHBIX 33/1a4, TOCTABJIICHHBIX MEepe]l MEAUITUHCKUM COOOIIIECTBOM.

Heanb: mnpoBecTd aHaau3 KIMHUKO-T1A0OpPAaTOPHBIX JaHHBIX, a TakKxKe
pe3yJbTaTOB JICUEHUs] JIET€M C OCTPhIM MHUEIOOJIACTHBIM  JIEUKO30M  CO
cnenuUIecCKUMU XPOMOCOMHBIMU TIEPECTPONKAMH.

Marepuajbl M MeTOAbI: NPOBEACH aHaIU3 157 MalMEeHTOB C AUArHO30M
OMJI, nonyuuBHIuX JieueHrue B HayduHoMm LeHTpe neanaTpuu U IETCKON Xupypruu
r. Anmartel, Kazaxcran, ¢ 2017 mo 2021 roxpl. CTaTUCTHYECKHE JAaHHBIE IIO
BBKMBA€MOCTH BbIYHCIIEHBI MeTOJI0M Karan-Maiiepa.

Pesyabtatbl. 13 157 GonpHbIX y 49 (31,8%) OblIM BBISIBICHBI pa3IuvHbIC
CTPYKTYpHBIE XpPOMOCOMHBIE aHOManuu. Bapuantel M1-2 nipucyrctBoBasn B 47%
ciny4daeB, M3 — B 43%, a BapuanTel M4, M5Sa u M5B — 1o o1HOMY CiIy4aro.

Koskcnpeccust nuMpouHbIX MapKkepoB BbIsiBlieHa Y 32% aeTeil.

Cpenu BbISIBIEGHHBIX aOeppanuit 'y mnanueHtoB ¢ OMJI ompenensiuck
tpanciokamus t (8;21) (922; q22); RUNX1-RUNXI1TI1B Gosee oJOBUHE CITydacB
- 51% (25). Tpancnokamus t (15;17)/PML/RARA, xapaktepHas s
MIPOMUENIOUTAPHOrO JielKo3a coctaBuia 43% (32), y 2 naliueHToB omnpezeneHa t
(4.11) (g21.923), no onHomy ciydaro narnueHToB ¢ OMJI BoisiBieHbI - t (3;14) u t
(11;15).

[To pe3ynpraram Tepanuy BBIKMBAEMOCTh MAIMEHTOB C TPaHCIOKalMEH t
(8;21) (922; q22)/RUNX1-RUNXITI1 cocrauia 60% [0,6040,10]. BenkuBaeMocTh
21 manuenra ¢ Tpanciokarnueit t (15;17)/PML/RARA cocrasuna 64% [0,64+0,10].
VY GonbHOTO ¢ TpaHciokarueit t (3;14) uepes 8 mec nocie Hayana Tepanuu pa3BUIICs
M30JIMPOBAHHBIM KOCTHOMO3TOBOM penuauB. Pebenky ¢ Tpancnmokarueit t (4.11)
(q21.923) npoBeneHa TpaHCIIAHTALUSI T€MOIMO3THYECKUX CTBOJIOBBIX KIIETOK, OH
HAXOJIUTCS IO HAOTIOACHUEM, )KHUB. Y O0JBLHOTO ¢ TpaHciaokarmei t (11;15) momnas
peMuccusi.

BbiBoabl: BbisiBiIeHHE MOJIEKYISIPHO-TEHETHUECKHX ACPEKTOB A0 Hadaia
Teparuu SIBJISIOTCS TOMOTHUTEILHBIMUA MapKepaMu IPOTHO3a TEUCHUS 3a00JI€BaHUS
¥ MOHUTOPUHTA () (PEKTUBHOCTHU TepaIuu.

B namewm uccnemoBanun ObLIO BBIABIEHO, YTO 31% O6o0abHBEIX OMJI nMmeroT
pazuyHble TEHETHMYEeCKHe TpaHciaokauud. Tpancnokanusa t (8;21), koropas
npuBOaUT K 0OpazoBaHuto xumepHoro reia RUNX1-RUNXIT1, u tpancnokanus t
(15;17) ¢ xapaktepupiMm reHoM PML/RARA mnpomuenonuTapHoro Jielko3a
BCTPEYAIUCH JOBOJIBHO 4acTO, BcTpeuasich B 51% u 43% ciydaeB COOTBETCTBEHHO.

YcranoBieHo, yto Oosee Tpetu (32%) u3 49 nanueHToB C TPAHCIOKALUSIMHU
MMEJT CMEIIaHHBI UMMYHO(MEHOTHUI ¢ KOIKCIIpECCHel TUM(OUTHBIX MapKEPOB.
beccobbiTnitHas BekHBaeMOCTh y 25 GonbHbix OMIJI ¢ TpaHcnokauueit t (8;21)
(022; 922)/[RUNX1-RUNXITI1 cocraBmira 60%. Touno Tak »xe OeccoOBITHITHAS
BbKUBaeMOCTh it 21 marmenta ¢ OMJI, y KoTOpbIX OblIa TpaHCHOKarus t
(15;17)/PML/RARA, coctaBuna 64%. Ho yuuTsiBas 0oyiee BHICOKHE MOKa3aTeNn
BBDKMBAEMOCTH MTPU TPOMUETOLIMTAPHOM JIEUKO3€ B IPYTHX MUPOBBIX LIEHTPax (Mo
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JTAHHBIM JIUTEPATYphl), CYMIECTBYET KIMHUYECKAs MOTPEOHOCTh MEPCIEKTUBHOTO
YCUJICHUS TepaIiu.

BrisiBnenne Mophosiorudecknx, UMMYHOPEHOTUITNYECKUX, MOJCKYISIPHO-
TCHETUYECKUX U ITUTOTCHETHUYECKUX Ne(eKTOB A0 Hadaja Tepamud SBISIOTCS
JOTIOJTHUTEIHPHBIMH MapKepaMu MPOTHO3a TeUeHHs 3a00JIeBaHMsI 1 MOHUTOPWHTA
3 PEKTUBHOCTH TEpaIuHu.

BA3APBAEBA A.A., MAHKYOBA JLH., HAVPBI3EAEBA A A.,
CATUJIAHOBA C.E.

AUATHOCTUYECKHUE OCOBEHHOCTH IIEPBUYHBIX
NUMMYHOAEPUILIUNTHBIX COCTOAHUU Y IETEN

AQO «HayuHbIll IEHTp NTeAUaTpUU U JETCKOM XUpyprun», AnMarsl, Kazaxcran

AKTYaJbHOCTb: HECMOTpPsA Ha OOJBIION MPOPHIB B H3YUYCHUH MPUPOJIbI
BPOXKJICHHBIX 1€()eKTOB MMMYHHTETA, OOpalliaeT Ha ceOsi BHUMAHHE BCE €1E KpailHe
HU3Kas BBIABISIEMOCTb MEPBUYHBIX UMMYHOAehuuuTHbX cocrosiHuid (IIN/c). B
CBA3M C HHU3KOM HACTOPOKEHHOCTHIO IMEIUMATPOB M Bpayeil OOIIel MpaKkTHKU B
orHomenun [IM]] wnaOmomaercss BBICOKAasT WHBATUAM3ALUA € JIETAIBHOCTH
nanueHToB ¢ [11]], Be13BaHHas MHOEKIIMOHHBIMU U IPYTUMH OCJIOKHECHHUSIMHU.

Heab: ¢ wnenpto wuszyueHus BoigBisieMoctd [IM/Ic, nmarHoctuueckux
0COOEHHOCTEH y JeTell MPOBEJACH PETPOCIEKTUBHBIN aHAU3 MEIUIIMHCKUX KapT
JeTe ¢ ycTaHOBJIEHHBIM auar”Ho3oM [IM/[c, monmyunBmux nedyenue B Hayunom
neHTpe neauarpuu u aerckout xupypruu (HUTLIX).

Martepuajibl U MeTOAbI: BCEro ObUIM H3YYEHbl MEIUUMHCKHE KapThl 45
nanueHToB ¢ [1M/Ic, momydaBmmx neyeHue B pasHele nepuoasl ¢ 2017 mo 2022
rojel. Cpen HUX MaabaukoB 06110 37 (82%), neBouek — 8 (18%).

PesyabTarsl: 3a nepuox ¢ 2017 mo 2022 roast B HUIIJAX Obuto BeIsSIBIEHO 45
cinyuyaeB [N /Ic. Haubonbiee komuuectBo nanuentos ¢ 1IN /¢ BoisiBiaeno B 2018
roay.

Hetm ¢ IIAJIc Opm  pacmpeneneHbl  corjacHO  (DEHOTHIMHMYECKOU
KJaccuuKauu TEPBUYHBIX HUMMYHOJIeDUIMTOB MeEXIyHapOAHOTO  CO03a
UMMYyHoJIornueckux coodmects (2015r.). Hanbonee MHOro4mMClIeHHas rpynna B
ctpyktype ciydaeB [11]Ic, nmarnoctupoBanusix B HIIT/IX, Obla mpeacTaBieHa
nedekTaM  TyMOpPaJbHOTO 3BEHAa HMMMYHUTETa W  KOJMYECTBEHHBIMH U
KauecTBeHHbIMU Jlepextamu QaronutoB mno 22.2%. Ha BTopoM Mecte HaxomsTcs
ayToBOCIaJuTeNbHbIe 3a0oneBaHust - 18%. [lanee cienyroT KOMOMHUPOBAHHbBIE
UMMYHOAC(UITUTHI, ACCOIMUPOBAHHBIC C CHUHAPOMAJILHBIMHU TPOSBICHUSIMHA U
TKHWH no 13,3%, [T1]] ¢ ummyHHO# qucperysiueit 7%, ne(exTsl BpoKIeHHOTO
uMMmyHuTeTa 4%.

OcHoBomonaratoruM st Bepuukauuu nuarHoza [IWJlc  sBasercs
MOJICKYJIIPHO-TeHEeTHYeCKoe wuccienoBanue. ['enermdyeckn amarnos [IN]JIc Owun
noAaTBepxkAeH B 9 ciayuasx (20%). Juarnoctuka I11JIc Ha OCHOBaHWU KIMHUKO-
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7a00paTOPHBIX JTAHHBIX 0€3 TMOATBEPKACHHUS MOJICKYJISIPHO-TEHETUYECKUMU
MEeTOJaMH HMMeJIa MeCTO ObITh y 29 paetelt, uro coctaBwio 66,1% cnydae. B 3
Cily4yasiXx AuarfHo3 ObUl YCTaHOBJIEH Ha OCHOBAaHUU KIMHUYECKUX JAHHBIX, YTO
coctaBuiio 3,9% ot Bcex BbIABICHHBIX ciydaeB [1M/]c. Beqymum cuaapomom Beex
[IN/c ocrtaroTcsi MHQPEKIMOHHBIE OCJOKHEHHUS, KOTOpble BCTpedanuch B 52%
ciydaeB. B cTpykType MH(GEKIMOHHBIX OCIOXHEHUN MpeBaIMPOBAIU THEBMOHUS,
pPEeLUIUBUPYIOIIIME W  CHUCTEMHBIE BHUPYCHbIe HMH(EKIMU, DHTEPOIaTHus,
TuMdaTICHUTHI.

BeiBoabl: B crpykrype ciywaes IIM/Ic, nuarnoctupoBanubix B HIII/AX,
HanOoJIbIIIee KOJIMYECTBO CIIy4YaeB MPEACTABICHBI Je(EeKTaMi T'yMOPAIHHOTO 3BEHA
MMMYHUTETA ¥ KOJWYECTBEHHBIMU M Ka4eCTBEHHBIMH JedeKTamMu (ParoiurToB MO
22.2%. [anee craemytoT neQeKTbl KIETOYHOTO U TyMOPAJIbHOTO 3BEHBLEB
MMMYHUTETa W KOMOWHHMPOBAaHHbIE HWMMYHOJC(HUIINTHI, aACCOIMUPOBAHHBIC C
cuHIpoMaibHbIMU TposiBaeHusMu  (13,3%) ciuygaeB, IIMJ[ ¢ wuMMyHHOHU
mucperymsiieit 7%, u nedextel BpokIeHHOro ummynutera 4%. B mpakTtuke
HUOITX He BcTpedanuch HManUeHThl ¢ AePEeKTaMd BPOKJIECHHOTO UMMYHHUTETA U
dhenoxonuu [11]], BbI3BaHHBIE COMATUUYECKUMH MYTAITUSIMH.

Benymum cunapomom Beex [N ]c octatorcsi HHPEKIITMOHHBIE OCI0XKHEHUS,
KOTOpbI€ BcTpeyanuch B 52% ciayyaeB. B cTpykType HHPEKIMOHHBIX OCIO0KHEHUN
MPEBAIMPOBAJIA  MHEBMOHMS, PEUUIUBUPYIOIIME U CHUCTEMHBIE BHUPYCHBIC
uHpEKIuu, YHTeponaTs, JUMQpaaCHUTHI.

BMIIMAHOB P K., XYMAJYJUIAEB b.M., ABEKEHOB B./I., MAXHEBA
A.®., PO3MEB IIA.

PEJIKASI ®OPMA JIUM®OBEHO3HON MAJTb®OPMAIINHA
(KJIMHUYECKUHA CIIYYAN)

AO «Hay4Hblll HEHTp NeIUaTPUU U AETCKOU Xupyprum», Anmatsel, Kazaxcran

BBenenue. Cmemannas numdoBeHo3Hass manbhopmanus (CJIM) — sto
BPOXKJCHHASI OMyXOJb JUM(pATHUECKOH W BEHO3HOW CHCTEM, KOTOpas OOBIYHO
OOHapyXHBaeTCsl TMPU POXIECHUU WIM B paHHEM JETCTBE, C Hauboiee
pacnpocTpaHEeHHOU Jiokanu3anueil 95% o0xacTu TonoBbl, IEU U MOAMBIIICYHON
BraguHel. CJIM ¢ nokanm3anuedl B MOIIOHKE BCTPEYAEeTCS OYEHb PEIKO,
JIMarHOCTUPYETCS Cpa3y MOCJE POXKACHUS, paHee ObUIO OMKMCAHO BCETO HECKOJIBKO
cllydaeB. YUHUTBIBasg HecHeUU(UUYECKYIO JIOKAJIM3aLUI0, MOXKET NPHUBOJUTH K
JAUarHOCTUYECKUM  TPYAHOCTSM, I[IMPOKUM  CHEKTpoM  AudepeHnnanbHOoN
JUArHOCTUKU M OINPEICICHUEM JAIbHEUIIEH XUPYPrUYECKOM TAaKTHUKH, OTCHOJA
KIMHUYECKOe 3a0Ny’KJIEeHHE AacCOLUMUPYETCS C BBICOKUM YpPOBHEM HWHTpa- HU
ITOCJICONEPALMOHHBIX PUCKOB.

B naHHOM CcOOOIIEHHMH MBI ONMMCHIBAEM JTambl JUATHOCTHUKUA U TAKTHKY
XUPYPrUUECKOro JICYCHHUs] MalbuuKa C MPOrPECCUPYIOLUIMM HOBOOOpPa30BaHHEM
MOLIOHKH. JIaHHBIA pENKUN KIMHUYECKUH CiIy4dad IIOBBICUT KIMHUYECKYIO
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