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YBakaemble Kojureru!

Ampesb 2026 Toja 03HaMeHOBaH BOKHENIIIM
COOBITHIEM B XKU3HU P0G eCcCHOHATHHOTO
coobmrectsa— VII Korrpeccom POZIOT «AKTy-
IbHBIE IIPOGJIEMBI U ITIePCIIEKTHBbI PA3BUTHUA
JeTCKOI OHKOJIOTMY 1 TeMaTOoJIOTUH B Poccuii-
ckoit Penepanyumy. MeponpuaTHe BKIIOYEHO
B IUTaH HAyYHO-TIPAKTUYECKHX MepOIIPUATUN
Munszapasa Poccuy Ha 2026 107, YTO IIOAYED-
KHBaeT er0 BICOKUI CTaTyC U TOCYapCTBeH-
HYIO 3Ha9MMOCTb.

CerofiHs IeTCKasA OHKOJIOTVISI M TeMAaTOJIOT Vsl —
3TO He TOJIBKO MPOPBIBHBIE KJIETOYHBIE U TeH-
HbIe TEXHOJIOTUY, TApreTHAas TePAITH U ITepco-
Ha/IM3UPOBAHHBII ITOAXOA. DTO, IIPeXK/e BCero,
CUCTeMHas paboTa: OT pa3pabOTKHU MOPSAKOB,
CTaHJAPTOB Y KJIMHUYECKUX PeKOMEeHAALIVI
JI0 KaZ[pOBOT0 0OecrieueHNA U BHEAPEHUA
HMHGOPMaINIOHHBIX TEXHOJIOTUHA. VIMeHHO
9TU BOIIPOCHI — HAPS/Y C MYJIBTUAUCITUILIN-
HapHBIM JIeueHUeM, peabIINTaIyel, IICUXo-
JIOTHYECKOU ITOAIEPXKKON U TTUIEMUOJIOTH-
YeCKUMU UCCIeTOBAHUSIMU — COCTABJISIOT
OCHOBY Hay4HOM ITporpamMmbl KoHrpecca.

B 1IeHTpe AMCKYCCUl — COBPEMEeHHbIe TOJ-
XOZBI K TUATHOCTHUKE OHKOJIOTMYECKUX U Te-
MaTOJIOTUIeCKUX 3a00/IeBaHUI Y leTelt, Of-
POCTKOB ¥ MOJIOZBIX B3POCJIBIX, a TAKYKe IIPUH-
IIUIIBI JIOKAJIBHOTO KOHTPOJIA: XUPypriudecKast
TIOMOITIb U pasirioTepanus. OTIeIbHbIe OJIOKU
TIPOTrPaMMBI IIOCBAIIEHBI METUKO-COIMATEHOM
9KCIIepTH3e, PaHHEH peaGUIUTalHH, IICUX0-
JIOTYEeCKOMY COIIPOBOXK/I€HUIO IAIEHTOB
U UX ceMell. BakHelasa Tema — Mo3gHUE
2 deKThI ¥ peabIWINTAIUA JeTel, IepeHec-
IIUX TeMATOJIOTUIECKIEe, OHKOJIOTUYECKUE
¥ IMMYHOJIOTHYeCKe 3a60/IeBaHIA.

OTpafHO, YTO O6CYKAEHIe BHIXOAUT 32 IIpe-
JiesIbl Hatned crpaHbl. B pa6ore Konrpecca
VIaCTBYIOT BeyInye CIeIMaIiCThbI U3 3apy-
Ge)KHBIX CTPAH, YTO II03BOJIAET OOCYAUTh YHU-
(bUKALYIO TOAXO00B K AUATHOCTHKE ¥ Tepa-
IIMY, & TAK’Ke MHTErPALVIO B MeXyHapOTHOe
Hay<IHOEe IIPOCTPAHCTBO.

Penakiiyia razetsl «[leuaTpuia ceromHsA» IOAro-
TOBIJIA 9TOT HOMEP CIeIUATBHO K OTKPBITHIO
KoHrpecca. MbI TocTapayivch MaKCUMAIBHO
y4ecTh HallpaBJIeHVs HAyYHOU IIPOrpaMMbI
U IIOA06PATh TeMbI, KOTOPbIe HaXONATCA
B (hoKyce BHUMaHUA NTPO(DHEeCCHOHATLHOTO
COO0O0IIIeCTBA.

Hageemcs, yTo MaTepuaibl HoMepa OyAyT
MHTepeCHbI BpadyaM-Ilef[UaTpaM, JeTCKUM
OHKOJIOTaM, TeMaTOJIOTaM ¥ IMMYHOJIOTaM.
A yyactue B KoHrpecce cTaHeT mpodeccro-
HAIbHO 3HAYMMbIM COOBITHEM, IIOMOKET Pac-
IIMPUTH KPYT OOIIeHNA, YKPEIIUTb COTPYAHH-
YeCTBO ¥ — YTO OCOOEHHO BAYKHO — BHECET
BKJIAZ, B Pa3BUTHE TIOMOIIY JeTAM B HaIllei
CTpaHe.

AKLIERT

[NpeunsnoHHasa Tepanusa —
HOBbIU CTaHAAPT AEeTCKOU OHKOJIOIrMu

XumuoTteparnusi ¢ pUCKOM TSXKEJTbIX OCIIOXHEHUN U TOKCUYHOCTb, OT KOTOPOU cTpajaeTt
KaxkbIvi opraH, BCe eLLe OCTarTCs peasibHOCTbH AETCKOU oHKonornn. OgHako HOBbIe
Bo3amoxHoct — WGS (nonHoreHomHoe cekBeHnpoBaHune), CAR-T-KneTku n pegaktmpo-
BaHne reHoMa — 3HaMeHYIT repexos 0T 3KCTEHCUBHOU LIUTOTOKCUYECKON Teparnmm
K Npeyn3noHHbIM rnogxogam, rno3BOoJisis HE MPOCTO JIeYUTb, a JOCTUraTb CTONKOU peMUC-

Cnn, COXpaHsisi Pe6EeHKY 3040P0BbE M MOSTHOLEHHYH XWU3Hb.

MHHOBALIMOHHbIE METO[bI
NEPBUYHOW OHKOANATHOCTUKU
JMarHOCTHKA OHKOJIOTHYeCKHX 3a601eBa-
HUM IETCKOTO BO3PACTa UCTOPHUIECKH OITH-
pajlack Ha MHTerpaluio JaHHBIX Kapuo-
TUIIMPOBAHMUA U TapreTHHIX ITaHesrel NGS,
ITO3BOJIABIINX BBIABJIATH KIIOUeBbIe Jpaii-
BepHBbIe MyTalliY I IOCTAaHOBKY JUIATHO3a
U ollpejiejleHys TporHosa. OqHaKo AaHHbIe
TIOAXOAbI He JINIIeHbI HefIOCTaTKOB: Kapuo-
TUIIMPOBaHUe HeUyBCTBUTEIBHO K MEJTKUM
CTPYKTYDHBIM abeppanyiam, a HaHeIbHbIN

AHATN3 OTPaHIYeH PUKCHPOBAHHBIM CITEK-
TPOM reHOB-KaHauaToB. Pacipenue o6a-
CTU CeKBeHUPOBAHUSA JI0 YPOBHA K30Ma WIN
1IeJIOT0 TeHOMa CHUMAeT 3T OTPAaHIYeHUA,
HO IIeHO! yBeJIMIeHVA CPOKOB BBITIOJTHEHVIA
UCUIeNOBAaHUA U POCTa PECYPCOEMKOCTH.

B cBOIO OYepeTb, MOJIEKYILAPHO-TEHETUIEeCKOoe
podIIMIPOBAaHUE OIIyXOJIHU ¥ OI[eHKA IIPOo-
THO3a TedeHUs 3a00IeBaHusA, TIOTyYeHHbIe
Ha 3Tare JUarHOCTUKU, UMeIOT KIIIoUeBoe
3HaYeHUe IJIA BbIOOpA TAKTUKYU BeleHUs
MMalFieHTa C y9eTOM TOTO, 9YTO METOABI IIpe-
IIV3VOHHOM MeIUITUHBI CTAHOBATCA OCHOBOM
JULA oTIpeJieIeHUsI ONTUMAIBHOM CXeMBI Jiede-
HUA [1] (cm. Cnucok UcmouHuKos).

BAXXHOCTb METO4OB

B ucciegosanuu, oxBatusiieM 153 mamu-
€HTa C OCTPbIM MHEJIOUJHBIM JIEIKO30M,
WHTETPUPOBAHHBIN ITOAXO]T, COYETAIOIII
WGS u WTS (cexkBeHUpOBaHUe TPaHC-
KPUIITOMA), II03BOJIMJI BBIABUTDH KIWMHUYe-
CKHU 3Ha4yMMble reHeTU4ecKue ApanBeprl
y 97,4 % maneHTOB. DTO CyIIeCTBEHHO
BbIIlle IIOKa3aTesyel, JOCTHKUMBIX IIpU
UCIIONIb30BAaHUU TOJILKO CTAHAAPTHOM LIUTO-
TeHeTUKHU (58 %) Wiu Jaxke pacIIMpeHHbIX
naHeseit NGS (86 %) [2].

Baxno, yTo WGS He IpOCTO AOIIONHAET,
a BO MHOTUIX CJIy4asx 3aMeHAeT TPyAoeMKue
uccregoBanuA. OIVH aHAIN3 3aMeHseT Ka-
puoTUIIIPOBaHue, (UIyopeCleHTHYIO THOpY-
Jusanuio in situ (FISH) 1 MHO>KeCcTBeHHbIe
TILIP-TeCThI, BBIABJIAA JaXKe KPUIITUYECKUe
M3MeHeHM, YCKOIb3aoIye OT TPaJIUIOH-
HBIX METOZIOB [2].

OnHaKo JaHHBIE IIOAXOABI UMEIOT CyIIie-
CTBeHHbIe orpaHnyeHnus. [[lupokomy BHe-
JPEHUIO B KIIMTHIYECKYIO IIPAKTUKY IIPeIraT-
CTBYIOT BBICOKas ce6eCcTOUMOCTb, TPYAO-
€MKOCTb JIA00PATOPHOT'O 3TAIA U CJIOXKHOCTh
6roMH(POPMATUIECKOTO aHAIN3A GOJIb-
mux 06beMOB JaHHBIX. KpoMe Toro, XOTs

CYIIEeCTBYIOITIE METOAVKY B GOJTBITMHCTBE
CJIy4aeB O3BOJIAIOT BepU(UIIPOBATh AKa-
THO3 ¥ OIIPeeJINTh IPOTHO3, MX pa3pellia-
01eil CI0COOGHOCTY HeJJOCTATOYHO IS
BBIABJIEHV PEIKO BCTPEYAIOIIVIXCS IOBTOD-
HbBIX TeHOMHBIX abepparuii.

IMapayteIbHO B KIMHUYECKYIO IPAKTUKY
BXOIUT XUAKOCTHAA 6uoncusa. HTeppe-
TaluA pe3y/IbTaTOB 3TOM MeTOAMKY HeBO3-
MOKHa 6e3 TOHNMaHUA QyHAAMEHTAIBHOTO
PpasInA4YuA MeXIy AByMA ee KII4eBbIMU
6uomapkepamu: cfDNA u ctDNA.

cfDNA — 5T0 001uiA IMyJT PparMeHTPOBaH-
Hot [THK, KOTOPBII BEICBOOOXKIAETCS B KPO-
BOTOK U3 3[J0POBBIX KJIeTOK. B oTiinyue
oT Hee, ctDNA — 3to nopdpaknua cfDNA,
KOTOpasA MIPOUCXOAUT HEIIOCPEeACTBEHHO
U3 OIIyXOJIeBBIX KJIETOK U HeceT B ceGe Bce
UX reHeTUYeCKUe U3MeHeHUu:A. IMeHHO
ob6HapyxxeHre ctDNA c ee OIyXOJIbCIIEeIU-
(UYHBIMYU MyTalUAMH, a He OOIIUI ypo-
BeHb cfDNA, sBjIg€TCA OCHOBOM JJIA IIOCTa-
HOBKU TOYHOTI'O JarHO3a, BBIGOpa Tap-
TeTHOM Tepanuy U MOHUTOPUHTA 3¢ dek-
TUBHOCTU JIe4UeHUA B OHKOJIOTUH [3].

OCHOBHbIE

NMPEMMYLLECTBA

VnTerpanus MeTonoB WGS/WTS, xKUAKOCT-
HOU GUOIICUY B MEePBYIO JIMHUIO JUATHO-
CTUKU He TOJIbKO IIOBBINIAET ee TOYHOCTb,
HO U QyHAAMeHTaJIbHO yiIydinaeT 6ecco-
OBITUITHYIO BhIKUBaeMoCTh (EFS) 3a cuet
TOYHOTO 0TOOPA MAI[MEHTOB JIA TAPreTHON
Tepanuy, CTpaTU(PUKAUY PUCKA Y pAHHETO
BBIABJIEHUA PEIUANBOB.

AE3CKANALNA
TOKCU4YHOCTU
ITepexon K MeHee arpeCCUBHBIM CXeMaM
JIe4eHU 33 CUeT BKJIIOUYEeHUA TapreTHhIX
HMMMYHOIIPeIlapaToB pacCMaTPUBAeTCs KaK
OJIHO W3 IIPUOPUTETHBIX HaIlpaBIeHUH
B JIedeHNH B-KkireTogHOro ocTporo mumMdo6-
JIACTHOTO JIeliKo3a y fieTel [4].

cmp. 4 b
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Henpobnactoma BbICOKOro pucka:
OT HepeLUueHHbIX BONpoCoB
K HOBbIM BO3MOXXHOCTSIM

HecmoTpsi Ha MHTEHCUBHYIO Teparui, y Kaxgoro TpeTbero rnaymeHTa ¢ HevpobiacToMov pa3suBaeTcs peumams. [orn-
roe BpeMmsi MaTUIETHSIS BbKMBAEMOCTb Takmnx 60JIbHbIX He ripeBbiluana 40—-50 %. BHeapeHne uMMyHoTeparnmm aHTu-
GD2-aHTUTENaMM, TAPreTHLIX NPenaparoB n OrnTUMU3aLN XUPYPrnideckmux nogxo[08 no3BONIIN YITyHLUNTL NCXOAbI,
HO 6uoriornyeckasl reteporeHHOCTb OryXoJsin 1 peynanBupyroLLme oopMbl OCTAKOTCS Hepa3pPeLLIEHHOM Mpo6s1eMO.

NPOBJIEMA AETCKOW OHKONOMrMn
Heiipo6iacroMa — 3MOPHUOHAIBHAA OIIYXO0Jb
CHMIIATUYeCKOM HePBHOM CUCTeMbI, 3aHU-
Maroas mepBoe MeCTo II0 YacToTe Cpeny
3JI0Ka4YeCTBEHHBIX HOBOOOPa30BaHUH
y ZeTell IepBOro rofa *XMU3HU U TpeTbe —
Cpeny Bcex OHKOJIOTUYeCKUX 3a60ieBaHu
JIeTCKOTo Bo3pacTa [1, 2] (cm. Cnucoxk ucmou-
Huk08). EzkeroHO BO BCeM MUpe PeTUCTpU-
pyetcs 6oiee 10 000 HOBBIX cirydaes [3],
B Poccuu maHHBIN ITOKa3aTeb HAXOAUTCA
Ha ypoBHe 300-350 [4].

Oco6eHHOCTD HEHPOOIACTOMBI 3aKTIOYAETCS
B BBIPOKEHHOU IeTepOreHHOCTH: CIIEKTP
KJIMHUYeCKUX BaPUAHTOB BapbUPyeTCA
OT CIIOHTaHHOM perpeccum y JeTeil MiIaj-
1I1ero Bo3pacTa 0 arpecCUBHOIO MeTacTaTu-
YeCKOro Te4eHUA Y JeTel cTapIiero Bos-
pacTta [1]. DTO cTaso OCHOBOM A CTpa-
TUGUKAIMY ITalFeHTOB Ha IPYIIIBI PHCKA
(Tabm. 1).

M30TPETUHOMHOM), STU ITOKA3aTEIN ObLIN
Boime: OB — 81,6 %, BCB — 55,1 % [7].
OnHAaKo B OOIIIe MOIMY/IALMY KOKABINA Tpe-
TUI PeOEHOK CTAIKUBAETCA C PELIUANBOM,
YTO HOTYEPKUBAET HEOOXOAUMOCTD JAAJIh-
HEeWMIIero COBepIIeHCTBOBAHUS TEPATIUU.

MNOYEMY TEPAMNUS1 OCTAETCH
CNnoXHou
B mporjecce srledeHUs Bpad 4acTO CTAJIKU-
BaeTCs C YeThIPbMsI OCHOBHBIMU IIpO0JIe-
MaMu:
1. ITo3mHAA JUATHOCTUKA HA aMOy/IaTop-
HOM IJTarre
Ycrex siedeHUA HEUPOOGIACTOMBI BBICOKOTO
PHCKa BO MHOI'OM OIIPeNeJLIeTCA CPOKAMU ee
BbLABJIeHMA. OTHAKO NMEHHO 3TOT 3Tl OCTa-
eTCA OFIHOM U3 IVIABHBIX HepelIeHHbIX IIPOo-
6J1eM B PeaIbHOM KIIMHUYECKOH IIPaKTUKe.
KirHmdeckan KapTHHA I0IMMOpGHA U 3aBU-
CHT OT JIOKUIM3AIMH ITePBUYHOTO oYara [8].
B psze cydaeB OIyxoitb IeGI0THPYET C 3Ka1o6

Ta6nuua 1.Ctpatudukaums no cucteme INRG

(International Neuroblastoma Risk Group)
Kputepun
Cragusa
Boapact
Amvnnudmkauns MYCN
[nonpgHocTb
CermeHTapHble abeppaumm

MyTaumm ALK

I'pynma Beicoxoro pucka (HR-NB) Bkmiodaet
IaIeHTOB C MeTacTaTUu4ecKou Gpopmoit
B Bo3pacTe cTaplile 18 MecAIleB, a TaKxe
JleTell C IOKUIbHBIMU, HO GMOJIOTMYeCKH
HeOIaroNpUATHBIMHU OIyXOJIIMY (aMIUTAGU-
Karua MYCN, cerMeHTapHbIE XPOMOCOMHBIE
abeppanuu) [5]. ITo JaHHBIM MeXAYHAPOJ-
HBIX PErucTpoB, K 9TOM KaTeropuu OTHO-
cATca 50-60 % Bcex MalUeHTOB C BIIEPBbIe
BBISABJIEHHOM HelpobacTomoti [2]. lanHas
KoropTa (popMupyeT OCHOBHYIO KIWHUYe-
CKYIO 33Jia4y: IOJIToe BpeMs BbDKUBAeMOCTb
37lech He nmpeBbrmana 40-50 % [6].

B HMUII ATOU um. Imutpuda PoraueBa
¢ 2012 roza BHeApPEH IIPOTOKOJI Tepanun
HeMpo6IaCcTOMBI BBICOKOTO pHcKa. Ilo JaH-
HBIM a”Hanu3a 114 nanueHToB (2012-2020),
5-TeTH:AS 061IasA BbDKUBaeMoCTh (OB) st
BCel KOTOPTHI coCTaBwwIa 49,4 %, 6eccoObI-
TUIHag BeDXKUBaeMocTs (BCB) — 33,3 %.
Cpeny nanyeHTOB, 3aBePIIMBIINX ITOJIHBIN
TIPOTOKOJI JIe4eHU (BKJII0Yas BEICOKOZO3HYIO
XMMMOTEePAIIUIO C IOCTeAYIoNeli TpaHCIUIaH-
Tanuen CTBOJOBBIX Ki1eTOK (BAX/TCK)
U IOCTKOHCOJUZANNOHHYIO Tepaluio

pynna BbICOKOro pucka

4 (meTacTatn4eckas)

>18 mecsiues (npu ctagum 4)

Jlio6ag ctagma + amnnundukaums
OuvnnovgHas (y peten 12—18 mec.)
Oeneums 1p, 11g (HesaBucumo ot MYCN)

PaccmaTtpuBaroTcs kak hakTop pucka

CO CTOPOHBI XKeJIYI0YHO-KUIIIEYHOTO TPaKTa
(B3myTHe, 60IH, 3aTIOPBI WIN AUApes), ITO
OIIMOOYHO UHTEPIIPETUPYETCA KaK KUTIeYHAA
uHbekIyA. XpoHU4ecKasa ceKpeTopHas Jira-
pes, pedppaKTepHas K TepPaIiu, MOXKeT ObITh
00yCIIOBIeHa THUIIePIIPOAYKIVeI Ba30AKTHB-
HOTO MHTeCTUHAIbHOTO nerrruza (BUII) omy-
XOJIEBBIMU KJIETKAMU U COIIPOBOXKAAETCS
TsKeJION runokanuemueii |9, 10]. Y 86,5 %
nanyeHToB ¢ BUIT-mpoayipyromyMm oIyxo-
JIIMU Aapest IIPeJIIeCTBOBAIA YCTAHOBJIEHUIO
OHKOJIOTYeCKOoro AuartHosa [10]. Ha Bropom
MecTe (22 %) — [IATeIbHbIN CyO(heOpInTeT.
ITpy MeTacTaTHYeCKOM ITOpayKeHNH KOCTeH
(18,5 %) BemyImIIM CUMIITOMOM CTaHOBATCS
60TV B KOHEYHOCTSIX, 3aCTaBIIAIONTIE pebeHKa
IaIUTh HOTY.

[ToMMMO TIepeINCIeHHbIX THIIYHBIX IPOSB-
JIEHU, CyIIeCTBYIOT MeHee JacThle, HO CUH-
JIPOMBI, KOTOpbIe IIPU CBOeBPeMeHHOH UJieH-
TUDUKAUY TO3BOJAIOT 3alI0J03PDUTH
OITYXOJIb JIO TIOABJIEHV PAa3BEPHYTON KIIMHI-
yecKou Kaptusbsl. CunzapoM [opHepa (rTo3,
MUO3, aHTUAPO3 HAa OAHOHU CTOPO-
He JINIIA) BO3HUKAeT IIPU JOKAJIM3auU

IIePBUYHOTO 04Yara B IEeHHOM OT/iesIe CHIMITa-
TUYECKOMN IIeTIOYKU U HepeJKO ABIAeTCA
€IMHCTBEHHBIM DaHHUM IIpOsABJIeHNeM [11].
CHHIPOM OIICOKJIOHYCa-MHOKJIOHYCA («TaH-
IyIOIIYe IJIa3a», XaOTHYHbIE IBYDKEeHNA I1a3-
HBIX AOJIOK B COYETAHUU C MUOKJIOHMYe-
CKUMHU CyAOpOTaMM U aTakcuei) mpep-
cTapyIsAeT OO0 IIapaHeoIUIaCTIYEeCKOe ayTo-
MMMyHHOE PacCTPOMCTBO U B 50 % CirydaeB
acCOIMMPOBAH ¢ Hekpobiactomoii. [Tpryem
y TaKMX JileTel IPOrHO3 B OTHOIIEHUY OCHOB-
HOTO 3a00JIEBAHMS 4aCTO O0JIee GIArOmpHsAT-
HBIH, OJHAKO HEBPOJIOTHYECKHe ITOCTeICTBIA
MOTYT COXPaHATLCA rofamu [12].

2. BpIcOKasA 4yacToTa penuauBOB

Jaxe mocie cBepXUHTEHCUBHOU Tepamuy,
Brumiouatomei BJIX/TCK u sydeByro Tepamutio,
peuygus passuBaeTca y 30-40 % nauueHToB
C IOCTUTHYTHIM IIOJTHBIM OTBeTOM [13-15].
[IpyuyrHa — MUHUMAaJbHAA OCTaTOYHAA
6ose3Hb (MOB): pe3ucTeHTHBIE KJIOHBI OILy-
XOJIEBBIX KJIETOK, COXPaHAKIIUecA I10CIe
BCeX TAIlOB JieueHU: [16-18|.

3. BeIcOKadA TOKCUYHOCTD Tepaltuu
ITpOTOKOJIBI JIeYeHU — OLHU U3 CaAMBIX
VHTeHCHUBHBIX B ITeIUaTPUIECKOI OHKOJIO-
TUU: POTaIyA CXeM MOTMXUMUoTepanuu (19,
20], BIX/TCK [21, 22], myueBad Tepamnus (19,
23], uMMyHOTepamnu4 [19, 24|, npumMeHeHue
peTHHOeBOM KUWIOTHI [20]. KaxkapIil sTamn
COIPSKEH C PUCKOM BO3HMKHOBEHUS MYKO-
3UTOB, UHPEKIUN, relTIaTOTOKCUYHOCTH,
OTOTOKCUYHOCTH, IOPAKEHUA MOYeK,
a TaKXKe OTCPOYeHHBIX MOCIeACTBUM (Hapy-
mIeHUuM pocTa, QYHKIUU dHJTOKPUHHBIX
OpraHOB, BTOPUYHBIX OIIyXoJel) [26, 27].

4. BuosorudecKasA reTeporeHHOCTh OILy-
XOJIML ¥ CJIOYKHOCTD II0AO0PA Teparuu
HeiipobiacToma — He efuHOe 3a60JIeBaHue,
a rpynIa oIyxoJiel, pa3aIndaIiuxcs 1o
MOJIeKYJIAPHO-TeHeTHYeCKOMY IIPOGILIIIO
[16]. B rpy1Iie BBICOKOTO PHCKa:
e ammmudurarua MYCN —y 50,4 % nany-
€HTOB [28];
e mytamyu ALK—y 21,5 % (85 % — B «rops-
yux» Touykax R1275, F1174, F1245); cpenu
BCEX MAI[EeHTOB YaCTOTa COMaTHYeCKIX My-
Tanuii ALK— 6-17 % [29];
® cerMeHTapHble abepparuu: 17q-amMInv-
ukanua — 48,1 %, 11q-memenya — 29,6 %,
1p-menerusa — 27,8 % [30].

EIUHBINA TOAXO0A He MOXKET ObITh ONITUMAJIh-
HBIM JIJIA BCeX MalfeHToB. [lepcoHamm3aya
Tepanuy Ha OCHOBE MOJIEKYJIIPHOTO IIPO-
¢wna — r1aBHOe HallpaBjeHUe COBpeMeH-
HOU OHKOJIOTUH [16].

OT MHTEHCUN®UKALIMN

K NEPCOHANIN3ALIUN

CoBpeMeHHbIN MYJIbTUAVCITUIUITHAPHBIN
TIOZAXOZ, (XMPYPT, aHeCTe310JIOT, OHKOJIOT,

pa,zmonor) IIO3BOJIAET JOCTHUYDb OIITHMAJIb-
HoOro GajxaHca MeXAy pPaANKAJIBbHOCTHIO
u 6630H3CHOCTLIO, IpegoCTaBJIAA pa3InY-
HbI€ peIIeHUA AJIA OIINCAHHBIX BBINIE
BBI3OBOB.

Pemenue N° 1. IleHHOCTh IpOIIaK-

TUYEeCKUX OCMOTPOB U ILIAaHOBOI'O

VJIBTPa3ByKOBOI'O UCCIeAOBAHMSA
CKpUHUHIOBOE YIBLTPa3ByKOBOe MCCIeN0Ba-
Hue (Y3U) 6prouIHoii I0JI0CTH B Bo3pacTe 1
MecsIa — 3To He popManabHaA MPOLeaypa,
a BbICOKO3((PeKTUBHBIN UHCTPYMEHT PaH-
Hell JUarHOCTUKU. COIJIaCHO pesy/IbTaTaM
BHeZIpeHUA B AIIOHUM IIPOTpaMMbl Macco-
BOT'O 00CJIeZOBAaHUA Ha HeHPoOIacToMy
C UCIIONIb30BaHUEM JAHHOTO MeTOAa, B 96 %
CJIy4daeB yaaoCh YCTAHOBUTD IIePBUYHBIN
ouar. IIpu 9TOM GbLT OTMeYeH POCT JOJIN
MAI[eHTOB C JJOKATM30BaHHBIMU (POPMaMU,
He TpeOyIOIYIMH arpeCCUBHOM XMMHUOTePa-
muu [31]. Ha mpakTuKe 3TO 03HadaeT, YTO
JixKe TIPU OTCYTCTBUU Kano0 y pebeHka Y31
MOXKeT BBIABUTH OeCCMIITOMHYIO OILyXOJIb
Ha/ITOYeYHUKA WIN I1apaaopTAILHOM 001a-
CTH Ha CTaJ 1V, KOTd eANHCTBEeHHBIM Heo0-
XOIVIMBIM JIedeHeM SBJIAeTCA pafuKaIbHasg
oreparyis. PaHHee BhIAB/IeHVe 3a00IeBaHUA
Ha JIOK&IM30BAHHOM CTaANY KapANHAIbHO
MeHseT IIPOrHO3: BbDKUBAEMOCTh ITpU (op-
Max C HU3KUM PHCKOM JocTuraet 90-95 %,
TOTZA KaK IIPU Ilepexofie B IPYIIILY BBICOKOTO
PHCKa 3TOT IIOKa3aTesb najgaet go 40-50 %
[32]. KaxxapIil IpOMYIeHHbIM MeCAI] MOKeT
CTaTh pematonuM pakTopoM TpaHchopma-
LMY U3/1e9MMOU (POPMBI B HaTATbHYIO.

Pemenue N° 2. UMMyHOTepanusa

aHTU-GD2-aHTHUTEeTaMU
laurnuosua GD2 — aHTUTeH C BBICOKUM
YPOBHEM 5KCIIPeCcCUy Ha IOBePXHOCTU KJIe-
TOK HeHpPOBJIACTOMBI, UTO JIeJIaeT ero OITHU-
MaJIbHOM MUIIEHbI0. MOHOK/JIOHAJIbLHBIE
aHTHUTeNa JUHYTYKCUMa6 B KOMOUHAIIU
C MUTOKWHAMU U PeTUHOEeBON KUCIOTOU
CyIIeCTBeHHO YJIYYIIWIU UCXOABI Jiede-
HuA [33].

B uccinemoBanuu COG ANBL0032 nobasiie-
HYe IUHYTYKCIMa6a IOBBICIIIO 2-IETHIOK0
BCB ¢ 46 110 66 % (p < 0,001) [34]. Jonrocpoy-
HbIe pe3yJIbTaThl: 5-1eTHAA BCB — 61,1 %
TI0 CpaBHeHMUIo € 46,1 % (p = 0,042), S-ieTHAA
OB — 71,9 % nmo cpaBHeHUIO C 56,6 %
(p = 0,045) [35]. B pacmupeHHOM aHaIU3e
KOropTsI 13 1183 manueHToB, IIOIyYaBIINX
UMMyHOTepanumw, 5-1etHAA bCB focrurina
61,1 %, 0B—71,9 % [36].

B Poccunt antu-GD2-aHTHUTEIA TPUMEHAIOTCS
B HMUII ATOU um. Imutpusa Poradesa
¢ 2016 roza [37]. IHTErparusa UMMyHOTepa-
IIUY B IIOCTKOHCOIMIALIIOHHBIN 3Tall cTala
KJIIOYeBBIM (DAKTOPOM MOBBIIIEHUA BIKU-
BaeMocTu [34].



IMeguaTpusa cerogusa | N2 3 (50) 2026 | www.medvedomosti.media/pediatry/

HAYYHbI B340

Pemenue N° 3. UHTeHcupuKanusa

3TaNoB: BHICOKOAO3HAA XUMUOTEPa-

mua ¢ TCK
BIX/TCK — «30710TO} CTaHAAPT» KOHCOMH A
muu [38]. B ucaregoBanuu SIOPEN HR-NBL1
(598 marueHTOB) pexkuM BuMel (Gycynbhan
+ MesdanaH) IoKa3a1 IPeUMYyIIecTBO Iepes
CEM (kap0OoIuIaTyH + 3TONO3M, + MeJIhaIaH):
3-tetHssE BCB —49 u 33 % cOOTBeTCTBEeHHO,
OB—60 1 48 % (p = 0,004), yacToTa penyau-
BoB—48 11 60 % (p <0,001) [39].

B uccnemopanuu ANBLO532 TaHgeMHasa
TPaHCIJIAaHTAOUA YJIY4YIINJIa UCXOJbI
y nmanueHToB ¢ ALT-ctatycom: 8-meTHAA
OB — 61,1 % nmo cpaBHeHUIO C 26,9 %
(p=0,011) [40]. BHMULI ATOU um. IMUTpUA
PoraueBa npeAnoyTeHue OTAAETCA PEKIMY
BuMel [39].

Ha 4YTO yKa3bIBaeT 2-1eTHAA OB — 92,0 %
o cpaBHeHUIo ¢ 81,3 % (p = 0,010), BCB —
86,1 % u 64,5 % (p = 0,001), a Takxe Hosee
6JIATOTIPUATHBIN MPOPUIL TOKCUIHOC
TUu [47]. Poccutickuii onsitr (HMUL] ATOU
uM. [Imutpusa Porauesa) moaTBep:KgaeT
3 PeKTUBHOCTDb OOIyIeHN MeTACTaTIIe-
CKUX OYaroB: PeIUAUB B moje 00Jayde-
HUA ObLI 3aPeTrUCTPUPOBAH TOJBKO y 1
u3 11 narueHTOB (9 %) [48].

Pemenue N2 6. CoBepIIeHCTBOBaHHIE

XUPYPru4ecKux METOLOB
[MonmHasA peseKIUA — BOXHEUIIUN IIPOTHO-
ctudeckuii pakrop. ITo pesysbTraTaM KaHag-
CKOI'0 MCCIeJOBaHUsA C yyacTueM 140 mamuy-
€HTOB (4-A cTayiA) IOKa3aHo, YTO 3IeTHAA
BCB 11pu TOTa/IbHOM pe3eKIUU COCTaBIIAeT
71 % 1o cpaBHeHUIo ¢ 48 % (p = 0,008),

uccnepopanuu JN-H-11 (75 nanueHTOB)
3-tetHasa OB — 80,7 % [50].

e lIHTpaollepallOHHAA HAaBUTAIWA U Hel-
POMOHUTOPUHT: MUKPOXUPYPriuiecKas Tex-
HHMKa II03BOJIAET YAUIUTDL >95 % OIyX0JH,
MeraHa Kpopororepu — 50 mit [51].

e MUHUMAQJIbHO WHBAa3sUBHOe XUpyprude-
CKOe BMeIaTeJbCTBO — TOJIBKO Y IallleH-
TOB, COOTBETCTBYIOIIUX ONPeeIeHHbIM KPHU-
TepUAM (pa3Mep OITyXOJIU 4—6 CM, OTCYyTCTBUE
(axTOpOB pUCKa, OIIpefeiAeMbIX IIPYU BU3Y-
amusanum). B ucoregoBanum SIOPEN (222
TanyeHTa) yacToTa KoHBepcuu — 10 %, oc-
JoxkHeHU — 10 % [52].

B TaGuile 2 mOKa3aHO, KAKUM 00pa3oM
OIIMCAHHbIE BBIIIE PellleHUs IT03BOIAI0T
IpeoJojieTh OCHOBHBIE MPOGIeMbI Te-
pamnumu.

JBontouuns Tepanuu HeﬁpO6naCTOMbl: OT MOHOTepanuu K MynbTuMmoganbHOMY nogxony

2010 - 2020 2020 — HacT. Bpemsi

1990 - 2000

MHpyKumoHHas Bbicokofo3Hast xvumumo- mmyHoTepanus TapreTHas Tepanus
XxvmMoTtepaunsi Tepanus ¢ Ayto-TCK (aHTn-GD2) (MHrM6uTOpBI ALK)
Xnpypruyeckoe JlyyeBas PeTtnHoeBas IMpoToHHas
ne4veHve Tepanus Kucnota

5;ﬂéTH;|ﬁ OB
30-40 %

5-netHasa OB:
60-70 %

5-neTHasa OB:

LieneBoii nokasaresns > 70 %

MpumeyaHue: OB — O6Lwas BbkmBaemMocTb; AyTo-TCK — TpaHcnnaHTauus ayTonornyHbIX CBTOMOBbIX KIIETOK

Pemenuve N° 4. TapreTrHas Tepanus:

ALK-MHTUOUTOPHI ¥ He TOJIBKO
MyTtaumu ALK (8-10 % maiueHTOB) acCOLU-
HMPOBAHBI C HeOIArONIPUATHBIM IIPOTHO30M.
ALK-MHTHGUTOPBI (KPU3OTUHUO, AJIEKTUHUO,
JIOPJIATUHUG) IPUMEHAIOTCA IIPYU Peuu-
BUPYIOIKX GOpMax U B Ka4eCTBe IIperapa-
TOB IIepBOM JINHUU [41].

KpusoTnHUG OKa3a1 OIaronpUsATHYIO aK-
TUBHOCTb Y ZieTeH C penyuBUpyomeri/ped-
pakTepHol ALK-IT03UTHBHOMH HelipobiacTo-
Moli (HeliTponieHUA — 71 %, IOBBINIEHUE
GGTP) [42]. Jlop1aTUHUO — UHTUOUTOP
TPeTbero IMOKOJIeHUs, IIPeOoA0IeBaOI NI
pe3ucTeHTHOCTS ITpu MyTanmax ALK F1174L
u F1245C [43]. B uccinepoBaHuU Bee IaIu-
€HTBI OTBETWIM Ha Tepanuio. OfHAKO aKTy-
IBHOM OCTaeTcsa NpobiieMa pe3nCTeHTHO-
CTU: pelUIUB Iocje 10 MecAIeB Tepanuu
JIOPJIATUHUOOM ObUI CBA3aH C IOSABIEHHEM
myTtaumu HRAS p.Q61L [44].

Pemenue N° 5. JlydeBaA TepanuA:

00A3aTeIbHOe JIOKATIhHOE

BO3/IEVICTBUE
[pu HeitpobIacTOME BHICOKOTO PHCKA JIyde-
BadA TepanuA Ha 30HY IePBUYHOM OITyXOJIH
00s13aTeIbHA. B TypellKoM UCCIefOBaHUU
TROD 03-004 (135 nanueHToB) 2-1eTHAA OB
cocTtaBwia 84 %, 5JIeTHsS — 68 %, a JIOKaJIb-
Hada Ge3pelUUBHAA BBDKUBA€MOCTb —
81 1 66 % COOTBETCTBEHHO [45].

CoBpeMeHHbIe MeTO/bl 06eCIIednBaIOT
BBICOKUU yPOBEeHb MeCTHOHU 3G (PeKTUBHO-
CTU: 5-JIeTHAA YaCTOTa JIOKAIbHBIX PelUIU-
BOB — 7,8 % [46]. [IpoTOHHasA Tepanus:
uMeeT IIpeuMyliecTBa nepes GOTOHHOH,

Ta6bnuua 2. NMpo6nemMbl U COBPEMEHHbIe peLUeHUsi B Tepanuu HelMpo6nacTombl

BbICOKOIo pucka

KnuHunyeckas

Mpo6nema
3Ha4YUMOCTb

Bbicokast yactoTa 30-40 % naumeH-

peunameoB TOB C peunamBom
TOKCMYHOCTb MyKo3uTbI, NH-
Tepanuu heKLMN, OTOTOK-
CUYHOCTb, 3HO-
KPUHHblE
HapyLUeHus
Buonoruyeckas PasHble gpaviBep-
reTepOreHHOCTb Hble MyTaumm
(MYCN, ALK,
XPOMOCOMHbIE
abeppauymm)
MwuHnmanbHas [MepcucteHums
ocTatoyHas PE3NCTEHTHbIX
60nesHb KITOHOB Mmocrne
Tepanuu

3-netHAA OB — 86 1 64 % COOTBETCTBEHHO
(p=0,002). [Tpu MHOrO()aKTOPHOM aHaIU3e
TOJIBKO IIOJTHOTA pe3eKI[UM 0CTaBajIach CTa-
TUCTUYECKU 3HaYUMBIM (hakTopoM (OP 0,48
g BCB, 0,42 na OB) [49).

CoBpeMeHHbIe TPUHITUIIBI XUPYPTIIeCKOro
JIeYeHVI:

¢ OTcpo4yeHHOe BMeIIaTeLCTBO IT0CyIe Heo-
aITbIOBAaHTHOM XVIMUOTEPAIINH: B ATTOHCKOM

Bonpochl,
CoBpemeHHoe

KOTOpble NpeacTouT
peLueHue

pewnTb
[MocTkoHconupaum-  JleyeHwe peunavBeos,
OHHasi UMMYHOTE- PEe3UCTEHTHOCTb
panusa (aHTn-GD2), k aHTM-GD2

MoHuTopuHr MOB

CHWXeHne 4acToTbl
oTAaneHHbIX nocnen-

Ontummnzaums
PEXUMOB, NPOTOH-

Has ny4yesas CTBUN

Tepanusi, NpeBeH-

TUBHasa noggepxka

MepcoHanuzauusi:  Pe3nUCTeHTHOCTb
ALK-MHrMéuTopsl K TapreTHbIM npena-
npu MyTaumsx, patam, pegkue
cTpatndukaums OpanBepHble

Mo MOMEKYNAPHbIM ~ MyTaumu
MapKepam

YyBCcTBUTENBHbIE Opagukaums MOB
MeToAbl AeTeKUMM, Y BCEX MaLMEHTOB
KoHconmMpauuns

¢ aHTn-GD2

OonbIT HMUL Arouv

M. AMUTPUSA POrA4YEBA

JledeHrie HEHTPOOIACTOMBI BBICOKOT'O PHCKA

CTPOUTCA KaK II0CJIe[loBaTe/IbHAsA MyJIbTU-

MOJaIbHAsA IporpaMMa. Ha MHAYKIIIOHHOM

3Talle MPOBOIAT 3—4 Kypca IIOJIUXYMUOTe-

pamnuu c poranuen cxeM (aJIKWIUPYOIIe

areHTHI + IPeapaThl IVIATHUHBI) U1 MAKCH-

MaJbHOU peAyKuuu omyxonu. Ilocie
cmp. 4 v

3

KOPOTKO

Poccuinckue yyeHble
BbIBEJIU

c¢hopmyny cnpoca

Ha aHTUr’MCTaMUHHbIE
npenaparbl

Uccneposarenu [Nepmckoro HaymoHasib-
HOro MccnenoBaTesibCKoro rnoNTEXHN-
4YeCKOro yHuBepcutTeTra COBMECTHO
¢ Korneramu u3 HawmoHabHoro ncene-
L0BaresibCKoro yHuBepeuteta «BbicLuas
LLIKOSIa 9KOHOMUKU>» U [TepMcKoi rocy-
JapCTBEHHOV thapmaLieBTUHECKOU aKa-
Aemum cosganv repsyto B Poccum Helt-
poceTeByto mogersib 415 60pbbbi C ce-
30HHOM annepruen. Cuctema aHam3u-
pyeT anHaMuKy MblJIeHNs1 pacTeHui
M POrHo3 norogsl, 4Tobbl 3apaHee
CrpOrHo3npoBaTs ruKku 3abosieBaemo-
CTV U NpegoTBpaTuTb AeuunT e-
KapcTB B anTekax.

OT Cce30HHOM anneprun Ha MbinbLy pacTeHUi
cTpagatloT Ao 25 % HaceneHus nnaHeThbl.
B toXHbIX pernoHax Poccum ns-3a mMarkoro
Knumata nepuop nblfieHUa NpakTUHeckun
HernpepbIBEH — OT MbIIEHNA OfbXWN 3UMOW
10 am6po3uK OCeHbI0. ITO CO3AAET BECOMYIO
Harpy3Ky Ha cucTemy 34paBOOXpaHeHus,
©XerofHo NpoBOLMPYS AedULMT aHTUrncTa-
MUWHHbIX NpenapaTos B anTekax.
TpagnvunoHHbIE KaneHaapu uBeTeHus,
NOCTPOEHHbIE Ha YCPEAHEHHbIX AaHHbIX NPO-
LWSbIX NeT, CErofHs He 3(PPEKTUBHbI: KNn-
MaTU4eCcKne N3MEHEHUs1 CMeLLaloT CPOKU
nbineHus, genas crapble cBegeHns 6ecno-
nesHbIMW. B Mype nepexofsT K AMHamMuye-
CKUM NPOrHOCTUHECKNM Mofensm, Ho B Poc-
C1K COBCTBEHHON NNATOpPMbl, MOCTPOEHHOWM
Ha MeCTHbIX napamMmeTpax, A0 CUX nop
He CyLLecTBOBaro.

Anroputm, co3aHHbIi y4eHbIMu Nepmckoro
MOMUTEXHNYECKOrO YHUBEPCUTETA, B PEXVME
peanbHOro BpeMeHN aHanmaupyeT nporHo3
noroApl U MHOPMaLMI0 a3poNannHoONOr-
YECKOr0 MOHUTOPMHIra — KOHLEeHTpauuio
NbiNbLbl B BO34yxe, (OUKCUPYEMYIO C MOMO-
b0 crneuunanbHbiX NoByllek. Ha ocHoBe
3TOM MH(OPMAaLIMKN HENPOCETb MPOrHO3MPYeT
MUKW NbINEHNA ON1A KaXA0ro anneprexHa
1 POCT NOTPEBGHOCTUN B aHTUIMCTAMUHHBbIX
cpefcTeax.

OcHoBoW Ans 06y4eHnss Moaenu ctanu yHu-
KanbHble AaHHble, cobpaHHble 3a 10 net
HabnogeHun. ViccnegosaTtenu exenHeBHO
C MOMOLLIbIO creumanbHbIX NOBYLLIEK (OMKCH-
poBanu KOHLEHTpaUMIO MbifbLbl B BO3AYXE,
onpegenss ee BUAbl NOL MUKPOCKOMNOM. Tak
6bIN BbleneHbl AeBATb MMaBHbIX PACTEHWA-
annepreHos Poccuu: 6epesa, onbxa, 3naku,
KIleH, BA3, COCHA, TOMOJb, Kpanmea 1 amépo-
3us. MNpun TecTMpoBaHnn AOCTOBEPHOCTb
NpPOrHo3a KOHLEHTPaLWK MbinbLibl 6epesbl —
rMaBHOro anfiepreHa B Hallen cTtpaHe —
coctasuna 92 %.

CucTtema no3sonseT anTe4yHbIM opraHvaa-
LMAM 1 NOCTaBLUMKaM fekapcTB 3apaHee,
elle 0o Havyana ce3oHa, onpeaennTb Heo6-
XOAUMble 06bEMbI 3aKYMNOK. OTO NCKNo4aeT
necuumnt npenapartos B Nep1of nNuka ce30H-
HOWM annepruun 1 fenaeT ynpasneHue nekap-
CTBEHHbIM 06ecrneYeHneM 3KOHOMNYECKHN
adhpekTnBHbIM. PaspaboTka yxe npowuna
afanTaumio Ha peasnbHbIX AaHHbIX O NOCTaB-
Kax B anTeku ABYX CamblX pacnpoCcTpaHeH-
HbIX MpenapaTtoB — nopaTtagvHa u LeTu-
pu3uHa. PagpaboT4ymku nonaratoT, 4TO
C BHeApeHneM HOBOM MOAENn cuctema
NlekapCTBEHHOro obecneveHns anneprukos
B Poccuu BbINgeT Ha Ka4eCTBEHHO UHOM

YPOBEHb. Q
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Henpob6nactoma BbICOKOro pucka:
OT HepeLUeHHbIX BOMPOCOB K HOBbIM

BO3MOXHOCTAM
cmp. 2,3

Manbnupyemoe o6pa3oBaHne B GPIOLLIHON MOOCTU UMW LLEE.

«CUMNTOM OYKOB» U 3K30pTasIbM — NaTOrHOMOHWYHbIE NPU3HA-
KN METaCcTaTU4ECKOrO MOpPacKeHNs1 OpoUT.

HeBponoruyeckue HapyLieHUsi (M3MeHeHWe NoxoOKu, OTKas oT
X0[b6bl, 3aepXXKa MOYENCNycKaHns) — BO3MOXHAsi KOMMPEeCCcus

CMHHOIo Moara.

JlabopaTopHble MapKepbl: pedopakTepHas aHEMUS!, CTOMKOE
NOBbILLEHME YPOBHSA NakTaTaerMaporeHasbl 1 oepputmHa.

Henpobnactoma BbICOKOIO pycka — He eguHoe
3aboneBaHue, a CrnekTp MONEKYNAPHO-reHETUYECKNX
BapuaHToB. [NoHMMaHue 3Toro AnKTyeT Heo6XoAMMOCTb
nepcoHanmM3npoBaHHOro Nogxo4a, OCHOBAHHOMO HE TOSbKO
Ha cTagum 1 Bo3pacTe, HO 1 Ha amnnndmkaumm MYCN,
MyTauum ALK 1 XpOMOCOMHbIX abeppaumax

Heoa,ZL’BIOBaHTHOfI TepaIlInU BBIIIOJTHAIOT
OTCPOYE€HHOE XUPYPru4eCKoe BMelIdTe b
CTBO, 4YTO ITIO3BOJIAET CHU3UTHL PUCK OCIIONK-
HeHUU U IMOBBICUTD PAaAUKAJIBHOCTDb
pe3eKIn.

Konconmuzpanusa BKIIOYaeT BHICOKOL03HYIO
XAMUOTepanuIio 1o pe;xxumy BuMel ¢ mocte-

AKLEHRT

JIyIOIIei TPaHCIUIAaHTAI[Ued ayTOIOTUIHBIX
CTBOJIOBBIX KJIeTOK. O0sI3aTe/IbHBIN 3Tal —
JIydeBas Tepanyd Ha JIOKe IIePBUYHON
OILyXOJIN V1 OCTaTOYHbIE METACTAa3kI.

KiroueBoi sjieMeHT IPOTOKOJIA — IIOCT-
KOHCOJIUJAMOHHAS Tepanus: KoMOuHa-
IV UMMYHOTEPAaluy JUHYTYKCUMaboM

(arTU-GD2-aHTUTENA) C HUTOKUHAMU U pe-
TUHOEBOU KUCIOTOH. 3aBepIIaeT IPOrpaMmy
JUTeNlbHAA MOAAePKUBAIOIIAa Tepanus
PeTHMHOeBOI KUCIOTOM.

1A marueHTOB ¢ ALK-TTO3UTUBHBIMU OILy-
XOJIAMU B CXeMY UHTETPUPYIOTCA TapreTHble
TIperaparsl (KPU3OTUHUO, AIEKTUHUO, JIOP-
JIATUHUO), YTO TTO3BOJISIET IePCOHATU3UPO-
BaTh JieYeHUe B 3aBUCIMOCTU OT MOJIEKYJIAD-
HOTO Ipo(uIA.

AOCTWXXEHUA

N OTKPbITbIE BOIMNPOCHI
KoMIuieKcHbIIH ITOJXOZ, 32 TocieiHue 15 et
YBEIUYWI BBDKMBAEMOCTD B I'PYIIIIe BBICO-
Koro pucka c¢ 30—40 % no 60-70 %. OxHako
OKOJI0 40 % marueHTOB YMUPAIOT OT pely-
AUBa AaKe IPU JOCTUXKEHUU IOJHOTO
OTBeTa ITocjle IIepBOM IMHUU Tepanuu. [1pu
penuAMBax HabJ0JaeTCA MHOXKeCTBEeH-
Hasd JIeKapCTBeHHAasA YCTOMYUBOCTD, UTO
TpebyerT:

® KJIeTO4YHOI nMMyHoTepanuu (CAR-T mpo-
TUB GD2);

® KOMOWHAIIMI TapreTHBIX IIPerapaToB
(ALK-MHTHOGUTOPHI TPEThETo MTOKOJIeHU);

® DPaIMOHYKJIMAHBIX MeToZOB (**'[-MIBG).

INepen negyaTpamMu IIEPBUYHOTO 3B€HA CTOUT
33/laya CBOeBpeMeHHOU AMAarHOCTUKU
¥ HallpaBJIeHU NaljieHTa B CeuaIn3nupo-
BaHHBIU IIEHTP.

MyTtauuun ALK npwu
HenpobnacTtome — 3710
npuMep ycneLHown
NHTErpaumm MoneKynsapHou
MULLIEHN B KITMHNYECKYHO
NPaKTUKY

Heiipo6iacTomMa BBICOKOTO pHCKa — IIPYIMep
peanu3anuy GyHJAMEeHTATBHBIX UCCIe/[0Ba-
HUM B KIMHU4YECKOU pakTuke. BHempeHue
MMMYHOTEepaIliy, TAPreTHHIX [IPeI1apaTos.,
orrrumusanya BIX/TCK u sydeBoii Tepanuu
CIIOCOBCTBOBAJIM CYIIIeCTBEHHOMY ITPOTPeccy.
OIHAKO OCTAaIOTCS HepellleHHbIMU IPO0IeMbI
PenuANBUPYIOTUX (HOPM, JIeKapCTBEHHON
YCTOWYWBOCTH, OTAAJIEHHBIX IIOCJIECTBUAMN
U HeOOXOMMOCTHU ITepCOHAIU3AIUY JIe-
yenws1. Bce 310 TpeOyeT IpoBefe s OO
HUTETbHBIX UCCIEIOBAHII I ITOUCKA KIIH-
HUYeCKUX pelleHui. [leAnaTphl, OHKOJIOTH,
XUPYPTH, PAJUIOJIOTH U TeHeTUKHU JOJIKHBI
00BeIUHATE YCUIHA, YTOOBI KOKIBIN pede-
HOK C HEIPOOJIaCTOMOM BBICOKOTO PHICKA
VIMeJI IIIAaHC Ha U3jIedeHue.

AsTop: UpuHa Kosnosa

NMpeunsnoHHasa Tepanua —
HOBbIW CTaHAAPT AEeTCKOW OHKOJIOruu

cmp. 1

JlaHHbIe HeJABHUX KIWMHUYECKUX UCCITe-
MOBAaHUI IOKAa3aJd, YTO AOOaBIeHUe
6rHaTyMoMaba K CTaHAAPTHOU XMMUO-
Tepanmuu MOBBICUIO TpexyieTHIOW EFS
y GOJIBHBIX TPYIIIBI CTAHAAPTHOTO PUCKA
c 87,9 1o 96,0 % (p <0,0001), a y miazmeH-
1meB — C 49,4 1o 81,6 %. OgHAKO BO BCeX
BBITIOJTHEHHBIX K HACTOAINEMY BpeMeHU
HCCTIe0BAHUAX UMMYHOIIpEIapaT pruMe-
HsAUIN JINIIb B JOIIOJIHEHNE K XMUOTEepa-
MY, He UCKIIOYasA IIPU 9TOM HU OTHOTO
U3 ee KOMIIOHEHTOB, B CB3U C YeM BOIIPOC
0 JIOITYCTUMOCTH 6e30IIaCHOTO COKPAIeHUs
00beMa Teparuu OCTAeTCSI OTKPHITHIM.

OCHOBHbBIE CJIOKHOCTH IIPU IUIAHUPOBA-
HUY MTOAOOHBIX UCCIIEJOBAHUI CONPSKEHBI
C BEIGOPOM 3Talla TeParuu, OT KOTOPOTO
JIOIyCTUMO OTKAa3aThCA (B YaCTHOCTH, BBUIY
OTCYTCTBUA y OiIMHATYMOMaba HelpOoTpoII-
HOTO ZeMCTBUA), C OTO0OPOM HAIIUEHTOB
U C HeOIpeJieJIeHHOCTHIO ITPOTHOCTUYeCKOM
3HAYUMOCTH TPATUIIUOHHBIX Te€HEeTIIeCKUX
MapKepoB Ha (hoOHe UMMYHOTEePATIUH.

MNPOrHO3bl N BEKTOPbI PA3BUTUSA
HA 2026 roa

CoBpeMeHHbIe TeHJIeHIIUU B IETCKOA OHKO-
JIOTHY, KOTOpbIe OYAyT OIpesieATh TaK-
THUKY BeJleHUs IIaI[VeHTOB B OJIrDKaiieM

Oymy1eM.

1. HHTerpanua MCKyCCTBEHHOI'O
MHTeJUIeKTa

BHepeHMe TeXHOJIOTUUA NCKYCCTBEHHOIO

uHTesUIeKTa (1) B IpelsNOHHYIO AeTCKYIO

OHKOJIOI'MIO PACIIMPAET BO3MOXKHOCTH II€PCO-

HUIM3UPOBAaHHOM JUATHOCTUKY U JIEYeHNA.

B 0630pe 2025 roxa mpeacTaBieHO, YTO
HelpoceTeBble AJITOPUTMbI 00eCIIeYrBaIOT
TOYHOCTb JUATHOCTUKMU CBBIIIE 90 % IIpu
ocTpoM JTUM(DOOIACTHOM JIEITKO3€e, a TAKXKe
TI03BOJIAIOT HaZIEXKHO KIACCUGUITUPOBATh
MOJIEKYJIsIpHBIE TOATUIIBI MeqyJL1o6Iac-
TOMBI 110 JaHHBIM MPT [5].

2. Dkcnancusa CAR-T Ha conugHbIe
OIIyXOJIN

[penBapuTebHbIE AaHHbBIE CBUETe/TLCTBYIOT
0 HeobOxomuMocTH codeTaHmsa CAR-T-reparmu
C MTHTUOUTOPaMU MMMYHHBIX KOHTPOJTbHBIX
TOYeK, aHTUAHTMOTeHHBIMU IIpeliapaTaMu,
a TaKyKe 00 UCIIOIh30BAHUY MOTUDUITPO-
BaHHBIX CAR-KOHCTPYKIMH C JIOTMTYECKUMU
BEHTWIAMU U UH)KeHepHeu ITUTOKIHOB I
TIpeosioyIeHUA UMMYHOCYTIPeCCUU U YITydIlie-
HYA MUTPAIUY T-KIeTOK B OIyXOJIb [6].

B 2026 rogy oxXugaoTca pe3ysabTaThl KIN-
HUYecKux uccneposanuii [ u Il ¢pas GD2-Ha-
npasiaeHHbIX CAR-T-KIeTOK IpU penuau-
BHUpYIOIIEl HelipobiacTome u A dY3HbIX

CpeIVHHBIX INIMOMax, a Takke CAR-T-kie-
TOK, HalleleHHbIX Ha HER2, B7-H3 u GPC2,
IpU capKoOMax U JIPYTUX COMUAHBIX HOBO-
00pasoBaHusX [7].

3. Poct uccienoBaHUil MeTOJIOB PeJlak-
TupoBaHuA reHoB (CRISPR/Cas9)
B IlelMaTPUYeCKON ITPaKTHKe
B netckoii orkornornu CRISPR/Cas9 nprme-
HAIOT C NeJIbI0 MHAKTYBAIVIY MTHIMOMPYIOITHX
penienrTopoB (Takux Kak PD-1) B CAR-Tvnm-
doruTax, YTO I03BOJIAET OCIAOUTH UMMY-
HOCYIIDeCCUBHOE Ie1iICTBHEe OITyXOJIeBOIo
MMKDPOOKPY>KeHU, a TAKXKe [ CO3MaHUsA
YHUBEPCAIbHBIX JUIOreHHbIX CAR-T-KI€TOK
TIOCPEe/ICTBOM OTKJIIOUeHU: TeHOB SHJIOTeH-
HOro T-KIeTo9HOro penenTopa 1 IaBHOTO
KOMIUTIEKCAa TUCTOCOBMECTHUMOCTH [8].

ITpu Bcex BOSMOKHOCTSIX IIUPOKOE BHepe-
HUe TeHHO-UHKeHePHBIX II0/IXO/I0B B Ieiu-
aTPUU COTIPSKEHO C CEPhe3HBIMU PUCKAMMU.
K HUM OTHOCATCH:

® BepOSTHOCTh HelleJIeBOro PeNaKTUPOBa-
HuA reHoMma off-target effects (mo6ouHbIe
IEeVCTBUA BHE IeJIeBOM MUIIIEHMU;

® VMMYHOT€HHOCTh GaKTepHUaTLHOTO (ep-
MeHTa Cas9;

® yIpo3a JTOKaYeCTBeHHOI'O IIepepOoKIeHIA
KJIETOK BUIEICTBYE XPOMOCOMHBIX IIepecTpo-
€K, BbI3BaHHBIX JIBYLIEIIOY€IHbIMU PA3PhIBa-
mu JJHK.

Kpome TOro, 0GCYXIaI0TCs TPYAHOCTH
JIOCTaBKU KOMITOHEHTOB CUCTEMbI PeIaKTH-
POBaHUSA B COJIUIHBIE OIYXOJIH U STHYECKUe
BOIIPOCHI, CBSI3aHHbIE C BMEIIaTeILCTBOM
B TeHOM HeCOBepIIIeHHOJeTHUX, OTAAIEH-
HbIe [TOCIeJICTBUA KOTOPOTO ITOKA U3yJIeHbI
HeOCTATOYHO [9].

AsTop: Banepus MNoppaeesa, Bpay-neguartp,
O6nacTHas geTckas KnmHuyeckas 6onbHuLa
EkaTepuHbypra

ESREEE

Latim

Cnucok ucmouHukoe E ?

( R
CAR-T Chimeric Antigen Receptor T-cells (T-1iMGOIIUTEI ¢ XMMEPHBIM AHTUTEHHBIM PeLIeIITOPOM)
CRISPR/Cas 9 K1acTepu30BaHHbIE PETY/LIPHO PACIIONIOXKeHHbIe KOPOTKYE MATMHIPOMHBIE TIOBTOPBI
cfDNA cell-free DNA(BHexsteTouHasA JTHK)
ctDNA circulating tumor DNA (mupKynupyromas omyxosnesas JIHK).

EFS event-free survival (6eccoGbITHITHAs BBDKMBAEMOCTD)
GD2 ranomnosug GD2 (Murmens 4yt CAR-T-Tepanuu mpu HelipoGacToMe)
HER2 PeLenTop 3MUAePMAILHOTO (paKTopa POCTa YeIoBeKa 2
NGS next-generation sequencing (ceKBeHUpOBaHMe CJIeyIOIIeT0o TOKOIeHMs)
WGS whole genome sequencing (ITO;THOreHOMHO€e CeKBeHHPOBaHYe)
L WTS whole transcriptome sequencing (ceKBeHUPOBaHUE TPAHCKPUIITOMaA) )
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ODONUNATIBHO

DFMO — HOBbIU LLAHC
Ha peMUuccuio

Benyiymne netckmne oHKosorn ghegeparibHbiX LeHTpoB Pocenn obcyamniv BO3MOX-
HOCTU MPUMEHEHUS 3QhIIOPHUTUHA y AETE ¢ Hevipobriactomovi (HB) rpyrrbi Bbico-
Koro pucka Ha CoBeTe 5KCrepToB, KOTOPbIV cocTosisics 16 uwoHsa 2025 roga
B Mockse. Llenbio BCTpe4u cTana KoHcongaumns MexgyHapogHoro n poCCUNCKOro
onbiTa npumeHeHuss angropmeturiopHntuHa (DFMQO), onpeneneHne nokasaHui
M onTuMasibHbIX CPOKOB Ha4varna Tepanuu, a Takxe obcyxaeHve rnyteu obecrie-
YeHus1 geTeu rnpernaparom, noka He 3aperucTpupoBaHHbIM B HALLeW CTpaHe.

MPELCEOATENN
COBETA 3KCTMEPTOB

"%

~—y AnekcaHap
-54‘ [puropbeBuny
PYMAHLIEB

Akagemvk PAH, O.Mm.H., npodheccop, NoYeTHbIN
npodeccop Kadeapbl OHKOMOrMK, FemaTonornm
1 ny4esoi Tepanun ®rAQCY BO PHMY

um. H.W. NMuporosa MuHagpasa Poccuu,
npesngeHt OreY «HMUL Arouv um. Omutpus
PoravyeBa», noveTHblli YnedH POOON

CeetnaHa
PadasneBHa
BAP®OOJIOMEEBA

[A.M.H., npodhbeccop, ampektop HAW petckon
OHKOMIOrnM 1 remaTonorum um. akag. PAMH
J1.A. OypHosa ®I'BY «HMWL] oHkonorum
um. H.H. BnoxmHa» Munapgpasa Poccuu,
npesugeHt POOOI

3APYBEXHbIV ONbIT

Hetipo6acToMa — OffHa M3 CaMbIX arpeCCUBHBIX
CONIMJHBIX OIIyXOJIelt eTCKOro Bo3pacTa. Jlaxe
IIOCJIe YCITeITHOM KOMGUHYPOBAHHOM Tepanu
BEPOATHOCTh PEII/IMBA Y MALIMEHTOB BICOKOTO
PUCKa JOBOLHO BeJIMKa.

DpopuuTyH (DFMO) — HHrIOUTOP OPHUTHHZE-
KapOOKCHIa3el, KII0UeBOro (hepMeHTa CHHTe3a
TIOJINAMUHOB, HEOOXOIVMBIX I IIPOSTU(ePaITII
Y BbDKMBAHMA OIIyXOJIeBbIX KIeTOK. biokupys nx
o6pazoBanue, DFMO npuBOUT K 3aMeJJIEHHIO
pocrta u gudpdepennuposke Hb. [Ipumenenne
IIpelapaTa OTKpbIBaeT HOBOE OKHO BO3MOXKHOCTEN:
JByXJIeTHUI IIepOpaIbHBIN IIpUeM IToc/le OKOHYa-
HUA OCHOBHOTO JIeYeHU IT03BOJIAeT 3aKPelluTh
PEMUCCHIO ¥ 3HAYUTEIBHO Y/IyIIIUTD JOJITOCPOY-
HBIY IIPOTHO3.

B mexabpe 2023 roga YipasieHue 10 KOHTPOJIIO
3a npoxykramu u sekapcrBamu CIIA (Food
and Drug Administration, FDA) ogo6pwio mprMe-
HeHMe s¢uiopHUTHHA (DFMO, IWILFIN) y manuen-
TOB ¢ HB BBICOKOTO prCKa, KOTOpble OTBETWINA Ha
TIpeiIIeCTBYIONTYI0 My/JIBTUMOJAILHYIO TePaIIHIo,
BKJTIOYAs IMMYHOTepamnuio aHTu-GD2 [1].

EBpomnerickas rpymma no usydenuio Hb (European
Neuroblastoma Research Network, SIOPEN) omry-
GJIMKOBaJIA 3aABJIEHIe, B KOTOPOM TaK)Ke IIPU3HAIA
Lieslecoo6pa3HoCTh BKIIoYeHNA DFMO B cxeMbI
Tepanuu Aj1 JAHHOU TPYIIIbI IAlIUeHTOB [2].

OAHHbIE UCCJIEQOBAHMA

N OOOBPEHUE FDA

B cBoeM powitaze K.M.H. Viba Kaszanies npescra-
BWI 0030p JI0Ka3aTeabHou 6a3pl DFMO. DKciepT

OAPOGHO Pa300PaT Pe3YIbTAThI KIIMHUIECKUX
VICIIBITAHWI Y TIOSICHIUT, KaKHe apTyMeHThI JIEIIN B
OCHOBY pelieHrA FDA — IIaBHOTO roCyZIlapCTBEHHOTO
peryraropa CIIA — 06 ono6peHyy 3QUIOPHATHHA.

OcHOBaHMEM MOCTYKIIN Pe3y/IbTaThl OJHOTPYII-
roBoro uccienoBanus ¢assl Il (uccrenosanue 3b,
n=91) B COIIOCTaBJIEHN C BHEITHEX KOHTPOJIbHON
TpymIon, chopMUPOBAHHOU C UCIIOIB30BAaHUEM
OIIeHKM COOTBETCTBUSA U3 UccienoBanust ANBLO032
(n=270) [1, 3]. YpoBeHb JOKa3aTeIbHOCTU — 2b.

Comnacao nporokoiy, DEMO Ha3HagayIcsA IepopaIbHO
B J1o3e 750 Mr/m? (+ 250 MI/M?) ABKIBI B CyTKU Ha
TIPOTSDKeHMH JBYX JIeT IIoCIe 3aBepIleHNA JTedeHIA
y IIAIMeHTOB, IOCTUTTINX OOBbeKTUBHOIO OTBeTa. I1o
JTJAHHBIM AHAIN34, 4-JIeTHASI 0eCCOOLITUIHAA BELKU-
BaeMocTb (BCB) 11 o6mas BepkuBaeMocTs (OB) cocta-
BWIU 84 1 96 % cooTBeTCTBeHHO B rpyraie DFEMO npo-
TUB 72 U 84 % B KOHTPOJILHOM Ipyriie [4].

JIOKJIafunK TaKKe oxapaKTepu30Bal IPpo(puib
GesomacHocTH 3duopHUTHHA. Ero MprMeHeHVe
COIIPOBOXKJAJIOCH HeKeslaTeTbHbIMU SBJIeHUAMU
(HA) c gacToTo =5 %, cpenu KOTOPhIX OTMeYeHbI:
CHIDKEHUe CJIyXa, CPeTHUM OTUT, JIMXOPAIKa, ITHEB-
MOHMUA U yiapes.

® TPaHYIOLUTAPHO-MAKPOQAraIbHbIN KOJIOHIeE-
crumynmupyomuit pakrop (ITM-KC®P) 250 MKr/m?
/K, THU 6-12.

PexxuiM B cocTosin u3 ABYX IIUKJIIOB:

e 1-if nuxur: DIT (B Tex e Jo3upoBKax) + DFMO
6750 Mr/m2/cyT ¢ — 6-TO IO 7-i ieHb U C 1510
0 +21-1i ieHb;

e 2-ii uxur: DIT + DEMO 6750 Mr/m2/cyT ¢ 1-To 110
7-¥ ieHb U ¢ 15-T0 110 21-Ii IeHb.

OCHOBHBIE BBIBOJbI JOKJIATUNKOB:

1. Jo6asiaenue DFMO B noze 6750 Mr/m2/cyT
K cxeMe DIT He yBeIMIMBaeT 4aCTOTY OOBEK-
TUBHBIX OTBETOB Y ITAIIEeHTOB C pedpakrep-
Ho¥i[penuauBupyomeit Hb.

2. IIpucoepunenue DFMO acconuupyeTca
C IIOBBIIIEHNEM YaCTOThI CHIDKEeHUA CJIyXa,
HO IIpY 3TOM OTMe4aeTcsd yMeHblIeHNe BbIpa-
YK€HHOCTH GOJIEBOTO CUHZPOMA.

3. IIpepsiBuCTBIN pexuM fo3upoBanuss DFMO
TI03BOJIAET CHU3UTh YaCTOTY OTOTOKCUIHOCTH
TI0 CPaBHEHUIO C HelIPePhIBHLIM IIPHMEMOM.

4. DFMO Mo’keT MOAYJIUPOBATh CyOIIOIIY-
AANUU nepudeprIeCcKUX UMMYHHBIX
KJIETOK Yy MaIJMeHTOB, ITOIyJaoIuX XMMUO-
UMMYyHOTePaIuIo.

EBponeinckas rpynna no nsdy4yeHuo HempobnacTombl
(SIOPEN) odumumanbHo npmuaHana Heo6XxoanMocCTb
BkStodeHmnsa DFMO B Tepanuio naumMeHToB

C Henpo61acToOMOW BbICOKOIO puUcka

®OKYC HA ONTTOCPOYHOWN
BbDKUBAEMOCTHU

BeIcTyruteHvs K.M.H. MapuHbI Py6aHckoit v [aprka
CarosHa GBUIH IOCBAIIEHbI JAHHBIM C MEXKIY-
HapoAHbIX KoHrpeccoB ANR 2025 u ASCO 2025.
B yacTtHOCTH, Ha KOHIrpecce ANR 2025 noxTop
G.L. Saulnier Sholler nmpuBesn pe3yabTaThI IPO-
BeZIeHHOT'O0 COBMECTHO C KOJUIeTaMU 7-JIeTHETro
HaOJIOfEeHUS 32 BBDKUBAEMOCTBIO TTAI[eHTOB
¢ HB BBICOKOTO pucKa, moaxy4aBmux DFMO
(IWILFIN, a¢mopuuTuH): BCB cocraBmia 83 %,
a OB — 90 %, Torza Kak B KOHTPOJIBLHOMU IPyIIIe
(6e3 DFMO) aTH moKasaTelau ObLIM 3aMeTHO
HIKe — 67,8 11 76,8 % COOTBETCTBEHHO.

Ha xonrpecce ASCO 2025 BHUMaHUe CITeITAIICTOB
TIPUBJIEKJIO PAaHAOMU3UPOBAHHOE UCCIIeJOBAHIE
II paser (M.E. Macy et al.), B KOTOpOM OLIeHUBAIACh
3¢} (HeKTUBHOCTh XMMUOMMMYHOTEPAITNH C Z0OaB-
JleHreM win 6e3 go6asieHrss DFMO y manieHToB
¢ pedpakTrepHoi/penuausupyomeit HB. B mporo-
KOJIe CPaBHUBAINCH [IBA PeKMMA.

Pexxum A (DIT):

® UpUHOTeKaH 50 Mr/M? BB, IHU 1-5;

e Temonaa 100 Mr/M2 IepopabHO, AHU 1-5;
® UHYTYKCMMab 17,5 Mr/m2 B[B, IHU 2-5;

POCCUACKUIA ONbIT —

NMEPBbLIE NALUMVEHTDI

IIpodeccop Maprapura Benoryposa mnozgenmnacsk
OTe4YeCTBEHHBIM OIIBITOM IIpuMeHeHU:A DFMO
B JIeUeHUU MALEeHTOB C PeIUAUBUPYIOIIei
HB rpynnsl BeICOKOTO prcKa. Ha ceroqHAmIHMIMI
IeHb Tepanuio DFMO B MOHOpeXuMe IIO/Iy4aioT
2 nanueHTa. [JUINTETbHOCTh IPUMEHEHUA —
7 1 9 MecA1eB COOTBeTCTBeHHO. Ha ¢oHe mpoBo-
gumout Tepanuu HA He 3adukcupoBaHo. bosee
TOTO, Y OHOTO pebeHKa I10 JAaHHBIM CIIFTHTUIPA-
¢um ¢ MeTalton6eH3WITYaHUIUHOM OTMEYaeTCs
TIOJIOXKUTe/IbHAA AUHAMMKA.

KJTIOYEBBIE BOMNPOCHI

B xoze aucKyccnu akcrepthl CoBeTa IOLPOOGHO
00CyAMIIN OCHOBHBIE aCIIeKThI, CBA3AHHBIE C BeJie-
HMEM Pa3IMYHbIX IPYII HanyeHToB ¢ Hb, KoTopbiM
MOJKeT OBITh IToKasaHa Tepanvisi DFMO. B dokyce
BHUMAaHM:A OKa3a/IiCh TPY KaTeTOPUH IallieHTOB!
C BIIepBbIe BLIABIEHHON HeHPOOIaCTOMO (11ep-
BUYHbIE OOJIbHBIE), C PELMIUBAMU 3a00J1eBaHuA,
a Takxke ¢ pedpakrepasivu popmamu HB.

Kpowme Toro, yuactHrku CoBeTa 5KCIIepPTOB 3aTpo-
HYJI B&KHBIN OPTaHU3alOHHBII BOIIPOC — IT0-
puT™ oGecriedeHus fetei ¢ HB rpymiibl BHICOKOTO

pucka rpenapatom DFMO, KOTOpPBIH B HacTosAIIee
BpeM: He 3aperucrpupoBaH B Poccuu. [To utoram
06CYKIeHA SKCIIePThI 3aKTI0UIIIH [5]:

1. DFMO — cpeacTBO moAAep:K1UBa-

Iomneil Tepanun.
JlaHHBIe KIIMHUYeCKUX UCCIeIOBaHUI IoATBep-
JKIAIOT, 4TO IpUMeHeHNe 3(UIOPHUTHUHA y Mally-
eHTOB ¢ HB IpyIbl BEICOKOTO PUCKa J€MOHCTPH-
PyeT MHOTOO0eIIAloIN e Pe3y/IbTaThl B KauecTBe
CpeZicTBa COIIPOBOAUTEIbHOM Tepaluy, Hallpas-
JICHHOU Ha CHIDKeHUe BeDOATHOCTH PellinBa
IocjIe 3aBeplleHus CTaHJAPTHOTO JIeueHu [3,4].
2. HeoOXomuMBI UCCIeAOBAHUA

B Poccun.
D(IOPHUTHH MOMKET CTaTh NIePCHIeKTUBHBIM
JIOIIOJIHeHUEM K CyILIeCTBYIOLUM IIPOTOKOIaM
sneuyenusa Hb BrIicokoro puckay fereit. it ero
ONTUMAIbHON UHTEeTPallii B PealbHYI0 KIMHU-
YeCKyIo IPAaKTHUKY 11e1ec006pasHO NHUIUNPO-
BaTh COGCTBEHHbIEe KIIMHUYECKIe UCCIIeJOBAaH!A,
11eJIb KOTOPBIX — TOYHOE OIIpeJie/IeHe KOTOPThI
TALIAEHTOB, IOJIYYaoIIUX MAaKCUMAIbHYIO IIOIb3Y
oT DFMO. B paMKax TaKUX UCCIIeJOBaHUI peKo-
MeH/IyeTCsI YIUTHIBATh 0COOeHHOCTH TeueHus HB,
reHeTHYeCKHe QaKTOPhI U IOTeHIUaIbHbIe dap-
MaKOTeHeTH4eCKHe B3aMOZeUCTBIUA UL TOBbI-
meHus 9pPeKTUBHOCTY 1 MUHUMM3anuu HA.
3. [IIpemapar HampaBJIEHHOI'O

JeMCTBUA.
MexaHu3M felicTBUA 3QIOPHUTHHA OCHOBAH Ha
TIOAABJIeHNY aKTUBHOCTY OPHUTUH/IEKapOOKCH-
JIa3bl, YTO HAPYIIAeT BHIPABOTKY ITOJTMAMUHOB,
TIOAIePXUBAIOLIYIX POCT OIyXOJIH. DTO IIPUBOLUT
K 3aMezyIeHHIo pocTa u fuddepennuposke HB.
4. DQIOpHUTUH — He 3aMeHa,

d JOIIOJTHEHHE.
OTMe4eHO, YTO 3(QIOPHUTHH IPUMEHACTCA
C I1eJIBIO IIOAePKaHUA PEMUCCUU U CHUXe-
HHA PUCKA pelluinBa (0COOeHHO y ITallueHTOB
C MICXOZTHO BBICOKUM PHUCKOM) U He JOJIKeH pac-
CMaTPUBAaTLCA KaK aJIbTePHATHBA CTAHJAPTHBIM
MeTOZaM JledeHUA — XUMUOTepaIlluu, UMMY-
HOTepaluM, XUPyPTUIECKOMY BMeIIaTe/lIbCTBY
U JIy4eBOU Teparuu.
5. IIpoToxoi mojaep:KuBaronein

Tepamnnu.
JI71 HaKOIUIeHUA POCCUMCKOTO KIMHUYeCKOro
omnblTa mpuMeHenusa DFMO npeparaercs pac-
CMOTPETh BO3MOKHOCTh Pa3pabOTKU HAI[MOHAb-
HOTO IIPOTOKOJIA IOJAePXXUBAONel Tepaluu.
B Hero cienyeT BKIIOYAaTh IAIl€HTOB, KOTOPbIe
MIPOJ@eMOHCTPUPOBATIU OTBET Ha MpPeAIIeCcTBY-
IOIIYI0 MyJbTUMO/JATIbHYIO Tepanuio. Takou
TIOJAXOZ, II03BOJIUT IIOJIyYUTh LIeHHEIE JaHHbIe
o 3ddexkTuBHOCTU U Ge3onmacHocT DFMO
B POCCUMCKOI MOIYJIAIIMH.
6. InmaBHOe pemeHue — «Kpyr mo0Opan.
CoBeT 3KCIIePTOB CYNTAET LeJIeCO06Pa3HBIM MHHU-
LIMMPOBaTh Mpolieflypy IoAa4U A0che Ha 3¢Iop-
HutuH (DFMO, IWILFIN) 114 IpoBefieHUA 3KC-
MIePTHOM OLIEHKU Y NOCJIeAYIOIero pacCMOTPeHUA
BOITIPOCA O BKIIOYEHUHU JAHHOTO JIEKAPCTBEHHOIO
CpeACTBa B IlepedeHb IpelapaToB, (GUHaHCHpYye-
MBIX GJIATOTBOPUTENLHBIM GoHIOM «KpyT o6par.

TakyM 06pa3oM, Hallla CTpaHa CTOUT Ha ITopore BHe-
JIPeHV ellle OAHOTO MHCTPYMEHTA MTOAIePKUBAI0-
1eii Teparvii HB. U yeM GbICTpee 5TO IPOU30ITeT,
TeM GoJIblIle feTell TOoJIy4arT IaHC Ha KU3Hb 6e3
peryvBa. XOTA Iperapar IoKa He 3aperucTpupo-
BaH B Poccuy, [y MpaKTUKYIOIIMX Bpadeli pe3ostio-
v CoBeTa 9KCIIePTOB — 3TO BOKHBIN CUTHAT, YTO
3(IOPHUTHUH MOKHO PAaCCMaTpPUBATh LA Tepariyu
neteti ¢ Hb BBICOKOTO prCKa IocCjIe 3aBepIIeHIA
CTaHAAPTHOTO JiedeHus (B TOM yrcie aHTU-GD2),
oopMIIAA JOCTYII Yepe3 MexaHU3Mbl BBO3a He3a-
PeruCcTpHUpPOBAHHBIX JIEKAPCTBEHHBIX CPEACTB 110
>KU3HEHHBIM ITOKa3aHMAM.

Cnucok ucmouHuKo8
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GAPMBECTHNK

Tepanna NMMYHOTNIO6YIMHAMM:
4YTO HYXXHO 3HaTb 06 X CBOMCTBaX U COBPEMEHHbIX

TeEXHOJIONNAX rmpon3soancTBea

Kaxngbivi negmnatp XoTs 6bl pa3 B XXW3HU CTAJIKMBAJICS C PEOEHKOM, KOTOPbIV 60JIEET «BCE BPEMSI». YacTble OTUTbI, becC-
KOHEYHbIE BPOHXUTbI, MTHEBMOHUU, HE NOAAAIOLNECS CTaH[aPTHON aHTUOMOTUKoTEpanun. 3a aTovi KapTUHOW MOryT
CKPbIBaTbCS HE MPOCTO «C/1abbivi UMMYHUTET» UM «OCOOEHHOCTH BO3pacTa», a nepBuYHbIV Ui BTOPUYHbLIM UMMYHO-

aecnuynt. CeroaHs y Bpada eCTb MOLLHOE OPYXNe — BHYTPUBEHHbIE UMMYHOII00YINHbI.

OBE CTOPOHbI OJHON NMPOBJIEMbI
VIMMyHOZeUIITBI — COCTOAHUSA, IIPYU KOTOPBIX
VIMMYHHas CUCTeMa He MOXKeT aIeKBaTHO 3all[UIIATh
OPraHU3M,— IIPEJICTABIIAIOT COOOM Cephe3HyI0 KIIK-
HUYECKyIo ITpo6sieMy. OHY ITOJPa3/eJIAIoTCA Ha IIep-
BUYHbIe UMMYHOJe(PUITUTHI, WIN BPOKJeHHbIe
TedexTs! nMMyHUTeTa (B/IV) (COBpeMeHHBIIT, 0GHOB-
JIEHHBI! TePMUH 11 0603HAYEHS STHX 3a00/IeBa-
HUI), ¥ BTOpIYHbIe UMMyHOZebuuTh! (BUI) [1,2]
(cm. Cnucok ucmouHUK08).

BV — 5TO KIIMHUYECKU U MOJIEKYJISIPHO-01O-
JIOTUYEeCKY PasHOPOLHAA IPYIITIa TeHeTHUIeCKY 00y-
CJIOBJIEHHBIX 3a00JI€BaHUI, B OCHOBE KOTOPBIX
JIEXKUT HapylleHre paboThl UMMYHHBIX MEXaH3MOB
[3]. Hambostee pacipocTpaHeHHble (OPMBI CBA3AHbBI
c nedpekTaMu BHIPAOOTKY AaHTUTEN U BKIIIOYAIOT
o611y10 BaprabebHYI0 IMMYHHYIO HEIOCTATOY-
HOCTb (OBIH), X-CIleIUIeHHYI0 araMMarIo0yvHe-
Mo (6ose3Hb BpyToHa) U fpyrre GopMbI araMMa-
IIIOOYTMHEMU, CeJIeKTUBHBIN Aeduiut IgA
¥ HEKOTOpbIe Gostee penkyie Hozosorvu [4]. s B
C IIperMYILieCTBeHHbIM HapyllleHueM CUHTe3a aHTH-
TeJI XapaKTepHBI:

*  pelUAVBUPYIOIIYe NHPEKIUN peclIipaTopHO-
TO TPAKTA (CHHYCUTBI, OTUTHI, GPOHXUTEHL, THEBMO-
HUHN);

*  UH(EKIUH KeJTyJ0YHO-KUIIeYHOTO TPAKTa;

e orcyrcrBUe 3ddeKTa OT CTAHAAPTHOM aHTHUOHO-
TUKOTePAIIUY;

e OTCTaBaHUe B (pU3NYECKOM Pa3BUTHU.

BU/l — npro6GpeTeHHbIE COCTOAHUSA, BI3BAHHbIE
BHEITHUMHU (paKTOpaMU: FeMaTOoJIOTYeCKIMU 3710-
KaueCTBeHHBIMU HOBOOOPA30BaHUAMU, UIMMYHO-
CyIIpeCcCUBHOM Tepamnuel, TpaHCIUIaHTaluen
OPIaHOB WJIM I'eMOIIO3TIYECKUX CTBOJIOBBIX KJTe-
TOK, a Takke nHpexknmamu (Bkaodas BUY) [5].
Jetu c BU]| nonBepxeHbI TAXKEIbIM peluuBU-
pyomuM HH(MEKIUAM, KOTophle 6e3 CBoeBpe-
MEHHOTO JIe4eHUA MOIYT CTaTh KU3HEYI'POXKa-
IO UMU.

B poccuiicKkoM perucTpe NalieHTOB C IepBUY-
HBIMH UMMyHOfedunuTamMu u3 6osee yem 7000
TanMeHTOB OKoyIo 27 % nmeroT B/IV, xapakTepu-
3ylolyeca IPeUMyIeCTBeHHBIM HapyllleHueM
CUHTe3a aHTUTeI [6]. OMHAKO 9KCIIePThI IOJIAraoT,
4TO 3TH HU(PBI CUJIBHO 3aHIDKEHBI U3-3a HeJ0-
CTaTOYHOM AMATHOCTUKU.

BUJI BcTpevaroTca mpuMepHo B 30 pas vaire. Tou-
HYIO PacIIPOCTPAaHEHHOCTD YCTAHOBUTD CJIOXKHO,
OJIHAKO pacCIIMpeHyre IPUMeHeHUA UMMYHOCY-
TIpecCUBHOM Tepaluy U yCIelllHoe JiedeHue 3710~
KaueCTBeHHBbIX HOBOOOPA30BAHUII IIPUBEJIH K yBe-
JIMYEeHUIO YMCIIA leTel, HaXOAAIIMXCA B TPpyIIIIe
pucka o B,

BOJIbLUE YHEM 3AMEHA

BHyTprBeHHbIe IMMyHOIIOOYIMHEI (BBUT) 06a-
JIAIOT JBOMHBIM MEXaHU3MOM JIeHICTBUA, UTO BhIJIe-
JIAeT UX Cpely APYTUX KJIACCOB JIeKapCTBEHHBIX
IpeniapaTos [7].

BBUI ABIAIOTCA CPEACTBOM 3aMeCTUTEILHOU Tepa-
MUY Y TAalIeHTOB C AeUIINTOM aHTUTeN: OHU
HAIPAMYIO BOCIIONHAIOT HEAOCTAIONIIEe IMMYHO-
IIOOYJIMHBI, KOTOPbIe OpPraHU3M ITaIfeHTa He CITo-
coOeH BbIPA0aThIBATH CAMOCTOATEILHO.

Ipu Takux BV, kak OBVH u aramMmmanio6y/ivHe-
mus, Tepanusa BBUTI HazHavaeTcsa MOKU3HEHHO.
OHa nogzep;xuBaeT KOHLIeHTpauuio IgG B CbIBO-
DOTKe Ha YPOBHe, 06eCIIeInBaIOIeM 3aIIUTY
OT GaKTepUii U IPYTUX IIATOTCHOB.

ITomuMmo atoro, BBUI 061aZjaloT UIMMyHOMOZY/IH-
pyiolei akTUBHOCTBIO, YTO MTO3BOJIAET IIpUMe-
HATb UX B BBICOKHUX J|03aX IIPU LI€JIOM PAZE ayTo-
VIMMYHHBIX U BOCIIAJIUTEIbHBIX 3a00IeBaHUN.
MexaHN3MbI UIMMYyHOMOZY/IUPYIOIIETo JeCTBUA:
¢ BsaumopetictBue c Fe-penerrropamu. Hacel-
menue Fc-perterrropoB makpodaros BBUI mpe-
NATCTByeT Pa3pylIeHUI0 OIICOHU3UPOBAHHBIX
AQHTUTeJIaMU KJIETOK (HaIpuMep, TpoMOoOIHU-
TOB IPU MMMYHHOH TPOMOGOIIUTOIIEHUYECKOM
IIypIiype).

e Perynanusa KoMiuieMeHTa. BBUI' criocoOHBI
VHTUOHPOBATh WHAYIMPOBAHHYI0 MMMYHHBIMU
KOMIUIEKCAMU aKTUBAIlUI0 KOMIUIEMEHTa, 4TO
obecIieqrBaeT IPOTHBOBOCIIATINTEIBHBIN 3P deKT.
e MonyrAanua AeHIPUTHBIX KIeTOK u T-Kie-
TOK. BBUI' B/IMAIOT Ha co3peBaHMe U (PyHKIUIO
JEeHIPUTHBIX KJIETOK, CMeInaloT 6araHc T-xenre-
PpoB B cTopoHy Th2 1 yBeIMYUBAIOT MOMYJIALUIO
peryiaropubix T-kieTok (Treg).

¢ HeiiTpasm3anysa ayTOAaHTUTE]. AHTUMVIOTH-
4YecKre aHTUTeNla B cocraBe BBUI cBA3bIBaIOT
Y HeUTPaIM3YIOT IATOJIOTUIeCKUe ayTOAaHTUTea.

Brarogaps IMMyHOMOAYJIUPYIOIIUM CBOMCTBAM
BBUI ¢ ycriexoM IPUMEHSAIOTCA AaKe Y ITallMeHTOB
C HOPMAJIBHBIM YPOBHEM COOCTBEHHBIX UMMYHO-
IIOGYTUHOB IIPU TAaKUX 3a060JIeBAHUAX, KaK
MMMyHHasA TPOMOOLIUTOIIeHUsA, CUHAPOM ['mii-
eHa — Bappe, 6osne3Hs KaBacaku, MUacTeHUs
rpaBUC, e pMaTOMHUO3UT [8].

Ynanenue He-IgG-UMMyHOITIOOYJITMHOB OCOGEHHO
KPUTHUYHO JJIA ITe[MaTPUYEeCKUX ITallMeHTOB,
KOTOpBIe MOTYT OBITh 6oJee ys3BUMBI K HeXXe-
JIaTeJIbHBIM peaKIUuAM. IgA MOeT BbI3bIBaTh
a"HapMIaKTUYeCKHe peaKIUH y NalieHTOB
¢ jeduruTom IgA Ipu HAMUYUY aHTUTEN K IgA.
IgM 1 U30arTIIOTUHUHEI (AaHTU-A[aHTU-B aHTH-
TeJjla) MOTYT IPUBOAUTH K reMOJIUTUIeCKUM
peakuuaM.

CNEKTP BO3MOXHOCTEN
CTABUJIN3UPOBAHHOW ®OPMbI
B03MOXHOCTH BHYTPHBEHHBIX TMMYHOIJIOOYIH-
HOB MOKHO IIPOCJIEIUTh Ha IIpUMepe IIpUMeHe-
HuA 10 %-Horo mpemnapara BBUI, crabumusupo-
BaHHOTO L-nponunom npu pH 4,8. dopmyina
npuMedaTebHa TeM, YTO IOJHOCTbIO COXPAHAeT
(YyHKIMOHAIBHYIO AaKTUBHOCTH IgG 6e3 Heo6xo-
JVIMOCTH OXJIOKIeHUA U MUHUMU3HUPYeT 06paso-
BaHMe IMMepoB IgG, KOTOpble MOI'YT BbI3bIBATh
HeKeJIaTe/IbHble PeaKIUu.

PerysiapHas 3aMecTUTeIbHAA Tepanys JaHHBIM
BBUI 1o3BOJIsA€T CHU3UTD YaCTOTY TsKETIbIX OaK-
TepUATBHBIX MH(EKIU B 6 pa3. Eciu 6e3 Tepamuu
TalMeHTHI C IePBUYHBIMU UMMYyHOZeQUIIUTAMU
IIePeHOCAT B CpeJJHEM 6 TsKeJNbIX WH}peKIui
B I'Ofi, TO Ha (pOHE PeryLIPHOIO BBeAeHUA UMMY-
HOIJIOOYJIMHA STOT IIOKa3aTelb CHIMKAETCA
Jio 1 amm3ona B rofi. O6Imast 4acToTa JoOhIX HHOEK-
nui ymeHbmaercsa ¢ 10 1o 4 3IU30[0B B TOf,
TO €CTb B 2,5 pasa.

Biaromaps gedyeHuUIO AeTH U IOAPOCTKU CTAIUA
pexe 6OJIeTh U MIPOIIYCKATh 3aHATUA: B CpeJHEM
JleTH OTCYTCTBOBAIU B IIKOJIE WIU JeTCKOM Camy
11,5 AHA B TOA, MOLPOCTKU — BCEro 4,8 AHA.

v [0 KoHUeHTpaumn: pacteopbl 5 %-Hbili (50 Mr/mn) nnu 10 Y%-Hein (100 Mr/mn). 10 %-Hble
hOpPMbI UMEIOT NPEVMYLLIECTBO — MEHbLUNI 06bEM MHAY3WM, YTO OCOBEHHO BaXKHO AJ1A
[eTen, a Takxke AN NaumeHToB C cepaeyHON He[OoCTaTOHHOCTbIO, 3a601IEeBaHUAMM MOYEK U

PUCKOM Meperpy3Kku XXMOKOCTBIO.

v [lo cogepxanuio IgA: npenaparbl 3HAYUTENBHO Pa3NNYaKTCA MO KOHLEHTpaumm IgA, yto
KPUTMHYECKN BaXKHO A1 MALMEHTOB C CENEKTUBHBLIM AeduunToM IgA, y KOTOPbIX MOTYT
BblpaboTaTbCcs aHTuTena K IgA — 310 co3gaeT puUck aHaPUNaAKTUHECKMX peakLmi.

v o pacnpegeneHuio nogknaccos IgG: dmanonormyeckoe pacnpeneneHune nogknaccos IgG
(npeumyLLiecTBeHHO IgG1) BaxkHO Ans (hyHKLUMOHANBbHOM akTUBHOCTM Npenapara.

MOYEMY BAXKHA CTENEHb O4YUCTKUN
[TpousBoncTBo BBUI'— MHOTrOCTyII@HYATHIN IIPO-
1Iecc, HallpaBJIeHHbIN Ha BblfieneHue IgG u ynane-
HYe IIOTeHIINaIbHO ONacHbIX IpuMeceii [9]. Cope-
MeHHOe IIPOU3BOZACTBO BKJIIOYALT:

1. XosogHOe 3TaHOJIOBOe PPaKIMOHUPOBA-
HUe — pasJejieHye GeJIKOB IUIa3MBI II0 Pac-
TBOPUMOCTH.

2.  OcaxJeHMe OKTaHOBOW KUCJIOTOM — yzajie-
HUe GeIKOB-IIpUMecei.

3.  AHHMOHOOOMeHHAasA XpoMaTorpada — IO
HUTe/IbHasA o4ncTKa IgG-bpakumn.

4. VmmvynoabduHHad xpomaTtorpadus (MAX) —
crrenyuyecKoe yAaeHue aHTUTeIl IPYIIT
KPOBU A U B (M30armIlOTHHIHOB).

5. Orambl UHAKTUBAIUY/yIaJIeHUA BUPYCOB —
uHKy6anua npu pH 4 1 HaHOWIBTpaLUA
(pa3mep mop 20 HM).

CyImecTBeHHO CHU3WIACh M YACTOTA TOCITUTAIH-
3aIMiA, COCTABUB MeHee Of[HOTO JIHA B TOAL Y JieTel,
ay IOAPOCTKOB FOCITUTAIN3AINI He GbLIO BOBCE.
TepamudA 03BOJIIA NOAAEPKUBATh KOHILIEHTPa-
nuio IgG Ha ypoBHe 8,1 1y feTeii u 9,8 Iy moA-
POCTKOB, ITO 06€CIIeYNBAIO HA/ISKHYIO 3aIIUTY
OT MH(}EeKITUA.

VIMMyHOMOZYIHPYIOLYe CBOMCTBA TAK)Xe GBLIN
TIOATBEPIKAECHBI B KIIMHUYECKUX UCCIeTIOBAHUAX.
HanpuwMmep, siedeHue B fo3e 1 I/KT B TedeHUe
2 mHel IPUBOAWIO K 3HAYUTEIbHOMY YBeINIeHUIO
YUCIa TPOMOOIUTOB ¥ 80 % IMAIIeHTOB ¢ UMMYH-
HOU TPOMOOLIMTOIIEHUEH yrKe K 7-My JTHIO.

D deKTUBHOCTS ObUIA TOKA3aHa IIPU CUHAPOME
I'miteHa — Bappe 1 XpOHIYeCKOM BOCTIIUTETbHON
JeMUeTMHU3UPYIoIel oIuHeHponaTri.

Tepamusa xapaKTepH30BaIach 6IaropUATHBIM
npoduieM IepeHOCUMOCTH. BpeMeHHbIe Hexxe-
JIaTeJIbHbIe SIBJIEHN (TOJIOBHAsA GOJIb, yTOMIIse-
MOCTb, 03HO0, DBOTA) OTMEYATHICh MeHee YeM
B 20 % cay4yaeB. YacToTa TAKMX peaKLUi CHIDKA-
J1ack oT UH(Qy3uu k UHQY3UU. BHegpeHNe UMMY-
HoabdUHHOMI XpoMaTorpaduu MO3BOIWIO CHU-
3UTb YaCTOTY TeMOJIUTUIECKOM aHeMUH Ha 89 %
[9,10].

NMPOBJIEMA NPEEMCTBEHHOCTU
TEPAINMUN

PBIHOK 3aMeCTUTEIbHOM TePAITy UMMYHOLJIO0Y-
JINHAMU TIPOZAOJDKAET PACIIUPATHCA. [liA mmeaua-
TPUYECKUX HAIEHTOB JOCTYITHOCTD TOAKOMXKHBIX
(popM UMMYHOIIOOYJIMHOB IIPEIOCTABJIAET JOIOJ-
HUTEeIBHOE YIO0OCTBO, 0COGEHHO AJIs IeTel C TPYA-
HBIM BEHO3HBIM JOCTYIIOM WINA CUCTEMHBIMU
peaknuaMu Ha BBUTL

Ho ecTs U cymmecTBeHHBIe IIPO0OJIeMBI. B HacTosIee
BpeMm getu ¢ B/IM B Poccuu ojry4aroT 3aMeCTu-
TeJIbHYI0 TePAIIHI0 UMMYHOLIOOYITHAMY Yepe3
rocymapcTBeHHbIA oz «Kpyr mo6par, CO3MaHHBIH
110 yKa3y [IpesuzgenTa. PoHA 0OecrieInBaeT qeTei
C TSDKEJIBIMU U peIKUMU (OphaHHbIMY) 3a601eBa-
HUAMY, BKIo4Yasg BJIV, 1oporocToAnuMHy jieKap-
CTBEHHBIMU IIpeIiapaTaMu, KOTOpbIe He 3aKyIla-
IOTCA 3 CUeT PerHOHAIBHBIX OI0/KeToB. [IpobiemMa
BO3HMKAeT I10 IOCTYDKEHNH MTAIlIeHTOM COBepIlleH-
HOJIeTHA, KOTZA OH JIOJDKEH II0JIy4aTh TepaIuio
3a CYeT PeTMOHATHHOTO GIO/PKETA II0 IIporpaMme
JIBTOTHOTO JIEKAPCTBEHHOTO obecrredenus. Ha mmpax-
THUKe TO YaCcTO O3HAYaeT:

® IpepbIBaHVE TEPAIVY HA HeolIpee/IeHHbIH CPOK;
® (JIOXKHOCTH C ITOJIydeHreM HeOGXOLMMOTO IIpe-
rapara (3afiep>KKY, OTKa3bl, 3aMeHa Ha MeHee Ka-
YecTBeHHbIe aHAIOTH);

® OTCYTCTBUE IIPeeMCTBEHHOCTH MEeXIy Ieua-
TPUYIECKOH U B3POCIION CITy»K6aMu;

® yXyZlIeHUe COCTOSHUA, Pa3BUTHe NH(EKINOH-
HBIX OCJIO)KHEHUI M HeOOPAaTUMBIX M3MeHeHMI
B JIETKUX (OPOHXOIKTA30B).

Oco6eHHO OCTPO 3Ta IpobIeMa CTOUT I TTalieH-
TOB ¢ B[JV, KOTOpBIM TpeOyeTcs MOKU3HEeHHAA Pery-
JIApHAA 3aMeCTUTebHasA Tepanua. CBoeBpeMeHHoe
JleyeHYe TI03BOJIsIeT OOJIBIIMHCTBY U3 HUX BECTH
TIOTHOLIEHHYO YKU3HB: Pab0TaTh, IIyTeIIeCTBOBATS,
€o37aBaTh CeMbU. BoImpoc ITpeeMCcTBeHHOCTH Tepa-
UMY IIPpU Ilepexojie U3 MeuaTpuiecKoy ceTu
BO B3POCIIYIO TpebyeT 6e30TIaraTe/IbHOrO peleHus.
Co3aHye YeTKON MapUIPYTU3ALMU U IIPOTOKOJIOB
TIepesiayil IAIeHTOB, a TAKKe obectredeHve prHaH-
CHPOBAHUSA 3aMeCTUTETHHON Teparviu U3 (eepars-
HOTO GI0/PKeTa He3aBHUCHUMO OT BO3PACTa MO3BOJIAT
JIETAM C ITIePBUYHBIMU UMMYHOePUITUTAMU CMO-
TpeTs B OyZyIIee C yBePEHHOCTHIO U He IAZIyT CBECTH
TOJIbI YCITEIITHOTO JIeYeHYA Ha HeT B OJJIH KPUTHYe-
CKUI MOMEHT.

AsTop: AHHa Lllep6uHa,

3amecTuTenb anpektopa NHctutyTa remaronorum,
MMMYHOOMUU N KNETOYHbIX TEXHOMOI NN,

3aBepgytoLlas otaeneHmem nmmyHonorun HMAL Oron
M. Omutpus Poradesa, A4.M.H., npodeccop
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CIMYHAN 3 TIPAKTUKIU

MMMYHHbIN CcTaTyC U TapreTHas
Tepanua B ne4yeHuun pedpaKTtepHOU
onyxonu Bunobmca

Onyxosnb BunbMca, Takxke n3BecTHasi Kak Heghpobriactoma, SIB/ISETCS Hanbosiee pacripocTpaHeHHbIM 3/10Ka4eCTBEHHbIM
HOBOObpa3oBaHWeM MoYku y getev. Ha cerogHsaLLHnMI AeHb eTCKasi OHKOJIOrvsl JOCTUITIA 3HAYNTESIbHbIX )/CIIEXOB
B 60pbbe C peghpaKTepHOU oryxosbio Bunbmca 6narogaps BHELPEHUIO MYJIbTUMOAATIbHbIX MPOTOKO/10B, COYETAaIOLMNX
HepPOHOCOXPaHSIIOLLee XNPYprnieckoe BMeLLaTesibCTBO N MHANBUAYASIbHYHO CXeMy XUMUOTeparmu.

AHTU-GD2 — NPOPbLIB NPU
PEUMONBAX

O61as BEKMBAEMOCTh ITAIIUeHTOB IIPU
JIOKAJIN30BaHHBIX popmax Hedpobac-
TOMBI — OoJiee 90 %. OgHAKO 32 STUMU
ONTUMUCTUYHBIMU IUIPaMU CKPBIBA-
eTca npobiemMa peppaKkTepHBIX U peru-
IuBUpPYyIOIUX GopM OoesHu. [IpumMmepHO
y 15 % nmeTeli 3a6oyieBaHMe BO3BPAIAeTCs
WIV U3HAYaJIbHO He MOAJaeTCsA CTaHAapT-
HOMY JIeYeHUI0. B TaKkux cIydyasax IporHo3
Pe3Ko yXyAlaeTcA: JOJATOCPOYHasA BhDKU-
BaeMOCTh He mpeBbImiaeT 50 %.

IIporpecc mociegHero AecATWIETUS B OHKO-
JIOTMY BO MHOI'OM CBSI3aH C Pa3BUTHEM Tap-
TreTHBIX U UMMYHOOHKOJIOTUYECKUX IIpe-
11apaToB, CIIOCOOHBIX BO3/IeICTBOBATh Ha
MOJIEKYy/IAPHbIE MUIIIEHU OIyXOJIeBBIX Kile-
TOK. OTHIM K3 Haubosiee IepCIIeKTUBHBIX
HaIIpaBJIeHUH CTaJI0 UCIIOIb30BaHNE MOHO-
KJIOHAJILHBIX aHTUTEI IIPOTUB TaHIVIMO3KA
GD2. [IpuMeHeHue aHTU-GD2-Tepanuu
TI03BOJIWIO YBEJIMYUThH IIATWIETHIOKO BbIKU-
BaeMOCTb ITalIMeHTOB 10 80 %. [laBHasA poib
AHTUTEJ 3aKII0YAeTCA B YHUYTOXKEHNH KiTe-
TOK ITyTeM aHTHUTeI03aBUCUMOMN KIeTOUHOU
LIUTOTOKCUYHOCTH.

BbIcokozmo3HadA [IXT ¢ TpaHCIUIaHTaTIe
CTBOJIOBBIX KJIETOK U JIydeBad Tepalus.
OpHaKoO Yyepes3 IATh MeCALeB CIydYnaCca
BTOPOH peluAiB — HOBOOOPA30BaHeE OKa-
3aJI0Ch MIEPBUYHO-pe(PAKTEPHBIM K CTaH-
JapTHBIM LIUTOCTaTUKaM. beuta HagaTa IIXT
TpeThell IUHUM U IIPOBeieHa Cepus XUpyp-
TUYeCKUX BMeNlaTeabCTB.

[IpuHATO pemieHUe O IPOBeJEHUU pac-
IIUPEHHOT0 MOJIEKY/LIPHO-TeHeTHIeCKOTr0
Y IMMYHOJIOTYEeCKOTO aHAIN3a OILyXoJIe-
BOM TKaHU. MeTozioM IIPOTOYHOM IIUTOQUIyO-
puMeTpuu B 06pasnax HOBOOOPa30BaHUA
BBIABJIEHA BBICOKAS DKCIIPECCUs TaHIJINO-
3uga GD2 — oHa cocraBuia 58,2 % (puc. 1).

DTOT MOBEPXHOCTHBIM [IMKOIUIIU/ SKCIIPeC-
CUPYeTCs Ha KJIETKAaxX PAAA 3JI0KaYeCTBEH-
HBIX OIIYXOJIEH M PACCMATPUBAETCS KaK
MEPCIIEKTUBHAS TEPAMTEBTUYECKAS MUIIEHD
JUIS UMMYHOOHKOJIOTUYEeCKUX IIpernapa-
TOB. [TareHTKe ObUT Ha3HAYEH TAPTeTHBINA
rpenapar JUHyTyKcuMab Geta (auTtu-GD2
MOHOKJIOHQJTBHOE aHTUTEIO) B KOMOMHAITHN
C IIeCTHIO UKIAMU XUMUOTEPAIINY Y€TBEp-
TOU JIMHWUY, BKJIIOYAIOIIEN JOKCOPYOUITUH
U MAKJIUTaKCe. 1[eIbIo CTao He TOMBKO

Haxe npu akTnBaumm apPeKTOPHbIX 3BEHLEB MUMMYHUTETA —
NK-knetok CD8-nonoxuresnbHbix T-nMdoumnToB —
NPOTMBOOIMYXOSEBLIN 3PMEKT MMMYHOTEPANUU MOXET
HMBENMPOBAaTLCA YCUNIEHNEM MMMYHOCYMNPECCUBHbIX
MEXaHM3MOB, NPEXe BCEro POCTOM PErynaTOpHbIX T-KNeToK

KINMHUYECKOE

HABNIOAEHUE

CJI0KHOCTb BeJleHU: TAKUX MAallUeHTOB
MOKHO IIPOWLIIOCTPAPOBATE HA IIpUMepe
ucTopuu 60JIe3HU eBOYKH, y KOTOPOH
B BO3pACTe ABYX JIeT ObLIA AUArHOCTUPOBAHA
omyxosib BuieMca IV ctaguu ¢ metacraTu-
4YeCKHUM Iopa)keHueM JeTKux. B teqenne
JIeBATU MecCALleB IPOBOAWIACE KOMIUIEKCHAA
TepanusA 1o mporokony Umbrella SIOP RTSG
2016, KOTOPBIM CUNUTAETCA «30JIOTHIM CTaH-
JaproMm». KoMIuiekc Mep BKIIIOYAs IIpeso-
IepaloOHHYI0 ITouxuMuoTepanuio (IIXT),
PafUKaIbHYyIO onlepanuio (He(ppaKTOMHUIO),
a Tak:Ke Kypc JIy4eBOM U IoC/IeolepalioH-
Hoi [TXT.

OIHAKO Bcero 4yepes ABa MecAla Iocie
3aBepIIeHUs MPOTPAMMBI ObLT 3aUKCU-
POBaH IepPBLIA PEIUIUB C MMOPAXKEeHUEM
IUIeBPAJILHOM ITOJIOCTU. Bpauu npuMeHMIn
IIPOTUBOPENUANBHYIO TEPAIIUIO COITIACHO
pexoMenzaruam Umbrella SIOP RTSG 2016
IS TpYTIIbI BB: mpoBeieHo ynaieHye peny-
JUBHOU OITyXOJIY C pe3eKLyel KyIosa Jua-
(parmsol, HIDKHEU TOJIU JIETKOTO U OITyXO-
JIEBBIX Y3JI0B IUIEBPEHI. [lajiee mocyiejoBajia

YHUUYTOXKEHUE KJIeTOK OIyXOJIM, HO U aKTH-
BaIysA COOCTBEHHOTO MMMYHUTETA pebeHKa
IU1s1 GOPBOBI C OOIE3HBIO.

MPOrHOCTUYECKUA

MAPKEP

YHUKaJIBHOCTD JAaHHOTO KJIMHUYEeCKOTIO
a1ydad 3aKII04YdeTCA B J€TAJIBHOM MOHUTO-
pUHTIe HMMYHHOﬁ CHUCTEMBI Ha ITPOTAXKECHNN
BcCeX IIIeCTn KprOB XI/IMI/IOI/IMMYHOTepaHI/II/I.

Busyanmusanua aucbajaHca UMMYHHOU
CHCTeMbI OTpa’KeHa Ha AyarpaMMe (puc. 2),
KOTOpas JeMOHCTPUPYeT CMelleHe IT0Ka-
3aTesiell B CTOPOHY NOZAABIeHNA UMMYyHU-
TeTa IIPY OJHOBPEMEHHOM «IIPOCEJaHUN»
3¢ (deKTOPHBIX 3BeHbEB. DTa AUarpaMma CIy-
KUT IIOATBEPKIeHUEM TAKECTU COCTOSHUA
NallMeHTKU Ilepesi Ha4aJIOM HOBOT'O STala
JedeHus. [ToBefleHHAaA paHee arpeCcCUBHAsA
Tepany IIPUBesa K ITyOOKOMY MCTOIIEHUIO
MMMYHHOH cricTreMbl. Habmroganucs BbIpa-
»KeHHas TUMGOIIeHUs 1 0011as UMMYHOCY-
TIPECCHs, U3-3a YeT0 OPraHU3M IIPaKTUIeCKU
He CI1ocoGeH pacIio3HaBaTh U aTAKOBATh OITy-
XOJIeBble KJIeTKU. VIMEeHHO 5TO IIOAABIeHHOE
COCTOAHUE OTPAKEHO Ha iuarpaMMe B BUJIE
CKATHUA OCeli, OTBEYAIOIUX 33 AaKTUBHYIO

IIPOTUBOOILYXOJIEBYIO 3aITUTY.

B mporecce jrledeHUA Bpadu OTCIEKUBATIA
JUHAMUKY PasJIUnYHbIX NONYJIALUN Kie-
TOK KPOBH, YTO IIO3BOJIWJIO YBUAETH CIIOXK-
HYIO KapTUHY «IIPOTUBOCTOAHUA» BHyTPU
uMMyHUTeTa. OCHOBHOE BHUMAaHUe yaes-
JIOCH CJIeAYIONIVIM ITapaMeTpaM: COOTHOIIIe-
HUIO HeuTpodwioB u tumdponutos (NLR)

PucyHok 1. OueHka akcnpeccun GD2-aHTUreHa B meTacTase JIerkoro MmeTogom
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KOJIMYECTBY HaTyPaJIbHbIX KWUIEPHBIX Kile-
TOK (NK-KJIeTKH), yDPOBHIO AKTUBHPOBAHHbBIX
nuToTokcnuecknx CD8-IIoJI0KUTeIbHBIX
T-1MMQOLUTOB, YTy PETYIATOPHbBIX T-Kite-
TOK (Treg).

Ha ¢one BBemenua antu-GD2-anTuTen
6bL10 3aPUKCUPOBAHO 3HAUUTEIbHOE
OKHBJIEHHME UMMYHHOTO OTBeTa. Yucio
NK-xIeToK 1 akTUBUPOBaHHBIX CD8-110110-
JKUTEeIbHBIX IUTOTOKCHMYecKux T-mumdonu-
TOB BBIPOUIO B 1,5-3 pasa. DTO KPUTUIECKUA
Ba)KHBIE II0Ka3aTeNH, IIOCKOJIbKY MMEHHO
OHU UTPAIOT KJIIOYEBYIO POJIb B YHUUYTOXe-
HUU OITyXOJIeBbIX KJIETOK IIPU IIOAAepKKe
TapreTHOro Ipenapara. Poct ux momyss-
Y AABaJI HAZIeXKLy Ha TO, YTO ITAaCCUBHAA
MMMyHOTepanu (BBeJileHre aHTuTeJI 3BHe)
CMO’KeT 3aIllyCTUTh aKTUBHBIE IIPOLLeCChI
3alIUTBI OPraHU3Ma.

K coxanenuro, oIryxoseBbIN ITpoIecc 3aIy-
CKaJI MeXaHU3MBbI II0flaBJIeHU UMMYHU-
Teta. Hambosiee TpeBOKHBIM IPU3HAKOM
CTJIO TPEXKPATHOe yBemdeHue yucia Treg.
B HOpMe 5TU KJIeTKU ITpeJJOTBPAIAIOT ayTo-
MMMYHHBIe peaKI[iU, HO B JAHHOM CJIydae
OHM 3aIUIIAIIY OILyXOJIb OT aTaK JUMGOIU-
TOB. PocT Treg 4acTo ABJIAETCA IpejBeCTHU-
KOM CKOPOT'0 IIPOrpecCpOBaHUA O0JIe3HH,
YTO U NMOATBEPAUIOCH ¥ MalleHTKU. Tak-
’Ke OTUIeKUBAJICA YPOBEHb MUEJIOUAHBIX
KJIeTOK-cyrpeccopoB (MDSC), koTopsie co3-
Jal0T BOKPYT OIIyXOJIU 3alIUTHYIO Cpesy.
Ha guarpamme BUAHO, 4TO ypoBeHb MDSC
ABJIAETCA OFHUM U3 TOMUHUPYIOIINX ITHKOB,
YKa3bIBas Ha HAJIM4Me MOIIHOIO Gapbepa
JULA pab0OThI MIMMYHOTEPAIIVH yXKe Ha CTapTe
JIe4eHUA.

Jaxe npu aktuBanuu 3G PeKTOpHbIX 3Be-
HbeB uMMyHUTeTa (NK-K1eTok u CD8-mmoso-
JKUTENBbHBIX T-TMM(OLUTOB) IPOTUBOOILY-
X0JIeBbIN 3 (PEKT UMMyHOTEePaIIii MOKET
CBOJMTBCA HAa HET yCUJIEHUEM UMMYHOCY-
IIPEeCCUBHBIX MEXaHU3MOB, IIpeXJe BCero
poctom Treg.

Ocob60e BHUMaHUe yAeJIUIN IIOKa3aTe-
gio NLR. DTOT MapKep oTpaskaeT GaaHC
MeXAy OOIIUM BOCHAJIEHUEM U CIIeIu-
(puvyecKUM IPOTUBOOMYXOJIEBBIM UM-
MyHUTETOM. Y nanueHTKU nHAeKc NLR
OCTaBAJICA CTaOWIBHO BBICOKHM, B 3-4 pasa
IIpeBbIlIas HOpMaJIbHbIe 3HaYeHUA. B kiu-
HUYeCKOM NpaKTUKe TaKoM GOH CUU-
TaeTcsa KpaliHe HeOJAaronpuATHBIM: OH
CBUZETEeNbCTBYeT O TOM, UTO CUCTeMHOe
BOCIIaJIeHNe JOMUHUPYeT HaJ, 3aIIUTHBIMU
CWIaMU OpPTaHU3Ma, CO34aBas MOYBY AJIA
BBDKMBAHUA MeTacTa3oB. Takum o6pasom,
TIpeJCTaBJIeHHBIN Ha PUCYHKe 2 IaTTepH
CJIY?KWJI IPOTHOCTUYECKUM MapKepoM:
HCXOHOe ITpeobafiaHue CyIpeCcCUBHBIX
oceil Hast 93¢ (HeKTOPHBIMU IIPEAOIIPEIEIIO
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CIMTYYAN 3 MPAKTUKIN

KPATKOBPEMEHHOCTH JOCTUTHYTOI'O KJIMHU-
YeCKOro OoTBeTa.

HecMOTp# Ha TO YTO IOC/IE KYPCOB XUMUOUM-
MYHOTEPAIVH YIAIOCh JOCTUYb BpeMeHHON
pemuccuu, 3¢ ¢eKT OKa3aIcsa HeCTOUKUM.
CrmycTa MecAll IIocje 3aBeplleHUA IIpo-
rpaMMBbI 60JIe3Hb CHOBA Havaja Iporpec-
CHPOBaTh. DTO IIOKA3aJIo, YTO JaKe COBpe-
MeHHbIe TapreTHbIe IIpeIrapaThl He BCersaa
CIOCOOHBI B OUHOYKY U3MEHUTH CUTYALIVIO
y HaIeHTOB C TSHKeJIbIM aHAMHE30M U UCTO-
IeHHBIM UMMYHHBIM PeCyPCOM.

BYAYUIEE 3A CNNOXXHbIMU
KOMBUHALUAMA

OnucaHHBIN KIMHUYEeCKUHN CJIydal 1mpej-
CTaBJIAET OOJIBIIYIO IEHHOCTH 1A IeTCKON
oHKosioruu. OH M03BOJIAET CHOPMYIIUPOBATH
HEeCKOJIbKO KJIIOUeBbIX BBIBOJIOB, KOTOPhIE
MOTYT U3MEHUTD IOAXOABI K JIEUeHUIO ped-
pakTepHOI HepoOIACTOMBI B OYAyIIEM.
[JIaBHBIN U3 HUX 3aKJII0YAETCA B TOM, UTO
IIACCUBHYIO UMMYHOTepAIuIo ciefyeT IIpu-
MeHATH Ha 60Jiee pAHHUX 3TANaX C LeIbo
IIpeonoJeHUuA UMMYHOCYIIPECCHUBHOTO
6apbepa. DddeKTUBHOCTL aHTU GD2-aHTU-
TeJI HAIIPAMYIO 3aBUCUT OT (PyHKIIMOHAJIb-
HOTO COCTOSTHUA UMMYHUTETA MalleHTa.
Y nmeteit, mpomrenmmx 3—4 JIMHUU TAXKeION
XUMUOTepaIuyl, UMMYHHAs cucTeMa Gu3u-
YeCKU He MOXKET 00eCIIeuUTh ITOTHOIEHHBI
otBeT. Llerlecoo6pasHo pacCMaTpUBaTh BKITIO-
YeHUe TAKUX IIPerapaToB Ha Ooiee PAaHHUX
JTalax jleyeHuA (HaupuMep, B KayecTBe
aJ’bIOBAHTHOTO JleYeHUA Y NallUeHTOB
C BBICOKUM PUCKOM peIfuIUBa WIN MUHU-
MaJIbHBIM KOJIMYEeCTBOM MeTacCTa30B),
KOI7Ia OITyXO0JIeBasg Harpy3Ka MUHUMAJIbHA,

PucyHok 2. Ba30Bblii UIMMYHOCYNPECCUBHbIA NaTTEPH UMMYHOrPaMMbl MaLUEeHTKM

NKT-nogo6Hble KneTkun

OdbpekTopHble CD8*-KNeTkn

JInmdpouuThl

NK-knetkun

v3-T-KNeTkun

MDSC

AkTuBMpoBaHble CD8*

a COOCTBEHHBIN KJIETOUYHBLIM IIOTeHIIMA
OpraHM3Ma elle COXpaHeH.

OIBIT IpUMEHEeHMA aHAJIOTUYHBIX IIperapa-
TOB IIPU APYTUX MMATOJOTUAX (HEeHPOO-
JIACTOMeE) IIOKA3bIBAET, YTO KPAaTKOBPEMeEH-
HbIe KypChl MOT'YT AaBaTh JIUIIb BpeMeHHbIM
a¢PekT. 11 HafeKHOTO 3aKpeIIeHus: pe-
MVCCHM IIPY OIyXOJIH BribMca, BeposTHO,
TpebyeTcs IINTeNbHAsA IOALEePKUBAIONIAA
UMMYyHOTepaIus — CPOKOM He MeHee OHOT'O

rosa. To HeEOOXOLMMO AJIA TOTO, YTOOBI
«IIePEeHACTPOUTLY UMMYHHYIO CHCTEMY
U He JaTh OCTABIIUMCSA CIIAIIUM KJIeTKaM
OHyXOJII/I aKTI/IBI/IpOBaTI)CH.

Byayumiee Tepanuu pedpaxkrepHbIX hopm
BUIUTCA B CO3MAHUU CJIOXKHBIX KOMOUHA-
mui. OZHOMI UL 610KaaAsl GD2 MoXeT
OBITH HENOCTATOYHO. OOCYKAAETCS BO3MOK-
HOCTb COBMECTHOTO VICIIOJIb30BAHI AaHTHUTE
C IUTOKWHAaMU, UMMYHHBIMU aTbI0OBAaHTaMU,

NLR

neutrophil-to-lymphocyte ratio (cooTHomeHre HeUTPOPHIIOB U TMM(POLUTOB)

NK-xrerku natural killer cells (HaTypaabHbIe KILIepHbIe KJIETKH)

Treg regulatory T cells (perynaTopHble T-KJI€TKH)
MDSC myeloid-derived suppressor cells (MueToHIHbIE KIETKH-CYIIPECCOPHI)
SIOP International Society of Paediatric Oncology

3APYBEXKHbBIV OMbIT

TapreTHOH Tepanvell U/WIi HHIMOUPOBAHUA
MMMYHOCYIIPECCUBHBIX ITyTel. B 3TOM KOH-
TEeKCTe MOTYT ObITh IPUMEHEHEI BhIABIEH-
Hble UMMyHHbIe MapKepbl B MUKPOOKPYKe-
HUY OITyXOJIU VI[VJIN CHICTeMHbIe IMMyHHbIe
MapKepsl epudepudeckor KpoBU. AHAIN3
ITOJOGHBIX MMMYHOJIOTHIECKUX ITATTEPHOB
TI03BOJIAET IIepCOHAIU3UPOBAHHO ITOAXO-
JUTh K BLIOOPY KOMOMHAIIMI IIPeraparos,
HAIIpaBJIeHHBIX Ha ITO/IaBJIeHUe BbIABJIeH-
HBIX CyTIPeCCUBHBIX IyTeM.

IIpencraBieHHBIN KIMHUYECKUN CIyda
JIleMOHCTPHPYeT, YTO IpPOBe/ieHe NMMYHOTe-
Ppamnuu MOXKeT COIIPOBOXKAATHCA CJIOXKHBIMU
U pasHOHAIIPABJIEHHBIMU U3MEHEHUAMU
KJIeTOYHOTO MMMYyHUTeTa. IMMyHOMOHU-
TOPHHT B IIpoliecce Je4eHUs I03BOIACT
BBIABJIATD IOI00HbIE U3MEHEHHA U MOXKET
CIIOCOGCTBOBATH JIydIlIeMy IIOHUMAaHUIO
MeXaHU3MOB 3()(PeKTUBHOCTU WIHN HeJJOCTa-
TOYHOTO OTBeTa Ha Tepanuio. JlabHenInme
HCCIeN0BaHMA HeOOXOMMBI JIJIA OlIpesiesie-
HUA UIMMYHOJIOTUYeCKIX (PaKTOPOB, BIIUAIO-
mux Ha 3(pGeKTUBHOCTh UMMYHOTePaIluu
y HalMeHTOB C peIuANBUpPyOIUMU (Pop-
MaMH 3JI0Ka4eCTBeHHBIX OITyXOJIeH.

AsTop: AHacTacusa CTuLLOBa,
Bpay-neauarp, anetonor

HoBble npaBuia ouarHoCTUKHU
CTPENTOKOKKOBOIo hapuHrurta

AMepuKaHCKoe 06LeCcTBO MHPEKLMOHHbIX 3aboneBaHuii (IDSA) BbirlycTnio 06HOBIIEH-
HO€E PYKOBOACTBO M0 ANarHOCTUKE U JIEHEHWIO (hapUHIrnTa, BbI3BaAHHOIO CTPENTOKOKKOM
rpynnbl A. JJOKyMeHT ripyLLesn Ha cMeHy pekomeHgauymam 2012 roga vi Briepsbie 3a 6osiee
4YeM [ECATUNIETNE YUNUTLIBAET COBPEMEHHbIE peasinn — 6pemMs runepamarHoCTUKu, pocT
aHTUONOTUKOPESNCTEHTHOCTU N OFPAHNYEHNS KITMHNYECKOIO CYXXAEHWS.

PEKOMEHOALWWU 3MOXN
JOKA3ATENIbHON MEALINHDI
DapyHTUT — O7fHA U3 HanOoyIee YaCThIX IPUIUH
obparteHunii 32 aMGyIaTOPHOY METUITTHCKOMN
TIOMOIIBIO TTALIEHTOB JeTCKOTO U B3POCIOrO
Bo3pacra. I1o cTaTucTrKe, Ha SO0 GeTa-reMo-
JINTUYECKOTO CTPeIITOKOKKa Ipymiibl A (BI'CA)
TIpUXOIUTCA OKOMIO 30 % CiiydaeB y jetel u 15 %
y B3pOCIbIX. MHGEKINUIO0 BAYKHO MTPABWIHHO
BBIABJIATH U JIEYUTH, YTOOBI CHU3UTh PUCK
Cephe3HbIX OCJIOKHEHUI.

[Ipenpimyiiee pyKOBOACTBO II0 AUATHOCTUKE
u edeHmio BI'CA-papuaruTa IDSA BITyCTIIIO
Gortee 10 JTeT Ha3a[, 10 «COBPEMeHHO 3pbI PKI»
(paHZOMM3MPOBAHHBIX KOHTPOIMPYeMbIX UCIIbI-
TaHui). Coepraniyecsa B HeM peKOMeHAAIN
OCHOBBIBTVCH Ha OTPaHUYeHHBIX IaHHbIX. OHU
Xy’Ke YUUTBIBAIN OpeMsI TUIIepANarHOCTUKY,
HeOJIarOIIPUATHBIE IIOCTEICTBU U30BITOYHOTO
TIpYMeHeHUs aHTUGHNOTHKOB (B Brje opMu-
POBaHUS AHTUOMOTUKOPE3UCTEHTHOCTH KaK
V OTJeJIbHBIX HAI[UeHTOB, TaK U BO BCel IOITy-
Jiarvin). KpoMe Toro, B peKOMeHIANAX He ObLT

y4TeHbI HEKOTOpbIe ITPOOJIeMbI OLleHKY, Bapya-
6eJIBHOCTD CXeM U IIPOJIODKUTETLHOCTH JIEIeHVIA
TIALIKeHTOB, B TOM 4HCIe C JUlepryeli Ha TeHu-
LYUUIVH, 2 TAKXKe He ObUIA IPOITMCAHA TAKTHKA
TIpY CUHPOMe HOCUTeIBCTBA WIV KOJIOHU3AIN
BI'CA. MHOrUMe Bpayu 3HaKOMBI C CUCTEMaMU
OLIeHKH U MCIIONB3YIOT UX, OAHAKO Ha IIPaK-
THKe BCe PaBHO 4aCTO IIPOBOJAT TECTUPOBAHNE
Ha BI'CA fa’ke Ipy HU3KOM KOJTTYeCTBe GaUIoB
T1I0 IIKaJIAM.

NMPEMMYLLECTBA
®OPMAJINSOBAHHbIX LUKAN

BrepBbie IDSA mIpAMO 3aABJIAET, YTO UCIIONb-
30BaHUe KJIMHUYECKUX CUCTEM OLeHKU
NpeANoYTUTeNbHee, YeM KIMHUYEeCKOe CyX-
JeHUe Bpada. XOTA MUCCIeLOBAHUA IOKa-
3BIBAIOT JINIIL HeOOIBIIOE IIPENMYIIEeCTBO
mkanabl Centor U ee MOAMGUIMPOBAHHON
BepcuM Mclsaac, oKasaTenbCTBa IPU3HAHBL
aBTOPAaMU PyKOBOACTBA JOCTATOYHBIMH I
pexoMeHzauuu. OCHOBHOe IIpefiHa3HaYeHue
IIKaJI — BbIABJIIeHNe IaIlleHTOB C HU3KOM
BEPOATHOCTBIO CTPEIITOKOKKOBOI aHTMHBI, /LA

KOTOPBIX IIPOBEAEHMIE ,uaaneﬁmero TEeCTUpO-
BaHMA C IIOMOIIBIO SKCIIPECC-TeCTa WIN ITI0CeBa
M3 3eBa HeHeJIECOO6P33HO.

PexoMmeHanyia He pacIIpOCTpaHAeTCA Ha JeTeld
MJIaJiIIIe TPeX JIeT, IOCKOJIbKY B 3TOM BO3pacT-
HOU rpynme uH@ekiusd, Bei3BanHad BI'CA,
MOXeT He UMeTh TUIIMYHBIX KINHUIEeCKUX
IIPU3HAKOB, BKIIOUeHHBIX B CCTeMbI OLIeHKU
Centor u Mclsaac.

NPOAOJIXEHUE CNEAVET
PykoBogcTBo oT IDSA yxe omobpeHO
AMepUKaHCKUM OOIIeCTBOM MUKPOOMO-
soruu (ASM) u Ob6mectBoM dapmares-
ToB-uH(peKknronucTtoB (SIDP). OxHako omy-
GJIMKOBAHHAs YaCTh JOKYMeHTa — JIMIIb
TIepBBII 3TAll OOHOBJIEHUA. B ciemyomux
BbIIycKax IDSA IutaHuUpyeT AaTh PeKOMEH-
JIAIIUH 110 BBIGODPY TECTOB, ONITUMATIBHBIM CXe-
MaM U IJIUTeIbHOCTH AaHTUOMOTHKOTEePAIIVH,
B TOM 4uCJIe IIPY aJUIePTUM Ha IeHULWIINH,
a Tak»Xe II0 TAKTHKe BeleHN: NallIeHTOB —
HocuTesent BI'CA.

CENTOR U MCISAAC —
NMPUMEHAEM
HA NMPAKTUKE

LLikana Centor (0-4 6anna)

Hauncnsem no 1 6anny 3a Hann4ne
OTe4HOCTW/HaneTa Ha MUHJanMHax
NI UX TUNEepeMUK, LLUENHOM
nvMdageHonaTum, NMXopagKu

B aHamMHe3€e M OTCYTCTBME KaLLns.

LLikana Mclsaac

K Tem xe kputepusim (Hanuyvne
OoTeYHOCTW/HaneTa Ha MUHLaNMHax
VNN UX TUNEPEMMM, LLUEVHOW Nnmdba-
[JeHonaTuu, nMxopaaku) no6aensem
BO3pacCTHYtO NMOMpaBky B 6annax

JAG io ﬁ'/

neTam nauymeHTam
3-14 net cTapwle 45 net
WHTepnpeTtauus

0-1 6ann — Hu3kas BeposiTHOCTb BICA-thapuHruTa,
o6cnenoBaHve He TpebyeTcs.

2 6anna — cpepHsas BEPOATHOCTb, Nepep fieveHnem
HEO6X0AMMO MPOBECTU IKCMPECC-TECT UM NOCEB.
3-5 6annoB — BbICOKasi BEPOSITHOCTb, MOKA3aHo
oécnenosaﬂwe nnu amnupuyeckas Tepanus.

PekoMeHpaLms He pacnpoCcTpaHseTcs Ha AeTel MiapLue
TPex NET, NOCKONbKY Y HKX UHdpekums BICA moxeT
npoTekaTb 63 TUMUYHBIX KIMHUHECKVX MPU3HAKOB,
BK/TIOYEHHBIX B LLIKATbI.

Hcmounuxk:

Linder].A., Watson M.E. Jr., Wessels M.R. [et al.] O6HOBIeHIE
KIMHUYECKUX TPAKTHYeCKUX PeKOMeH/lalluii AMepUKaH-

CKOro o011ecTBa MHGEKIIMOHHBIX Oore3Hel (IDSA) 2025 roga

110 papUHTUTY, BEISBAHHOMY CTPEITOKOKKOM rpynmbl A (CIA):
OLIeHKA PUCKOB C UCTIO/Ib30BAHUEM CHCTeM KIMHUYeCKON
OIIeHKH y ZeTeii 1 B3pociblX [ Clinical Infectious Diseases. 2025.
Dec. 4. c1af668. DOI: 10.1093/cid/ciaf668.
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KJIMHN4YeCcKnue Mmackwu
U AUarHoCTu4Yeckue JIOBYLUKH
peaKou NaTtosiornm

Hevipogpmnbpomartos 1-ro tuna (H®1) mackupyetcs ymerno. Ero nepBbie npusHaku — rsiTHa Ha KOXe, KOTOPbIE J1IErKO
MPUHATH 3@ 00bIYHbIE MUITMEHTHbIE 00pPa30BaHUs, Nn 3aTsaHyBLUMECS 60JIU B XUBOTE, UMUTUPYIOLLINE XUPYPIUYECKYIO0
narosnoruto. Mexgy Tem 3a rnogobHbIMU rPOsIBIIEHUSIMU CTOUT reHeTUYECKU 00y Cr1I0B/IeHHAas1 orlyxosieBasi rnpeapacrio-
JIOXXEHHOCTb, KoTopasi 6e3 CBOeBpPeMEHHOW ANarHOCTUKN MPUBOAUT K TSXKESTbIM OCITIOXHEHUSIM U paHHeW nHBanuan3a-
yun. lNeguatp, NOHUMAaKOLLMU TPEBOXHbIE CUrHaJIbl, CTOCOOEH HE TOJIbKO pacrio3HaThb 60/1e3Hb Ha PaHHUX 3aTarax,
HO m obecrne4yuTb nayneHTy JOCTYI K COBPeMeHHOU TapreTHov Tepanmu.

BOJIE3Hb PEKJIMHIXAY3EHA
Hetipodubpomaros 1-ro Tua — 310 HacIex-
CTBeHHOe 3a60/IeBaHUe, IIPY KOTOPOM U3-33
HapyIIeHNH B OHOM reHe HaYMHaeTCsA Oec-
KOHTDOJIBHBIN POCT OIIyX0Jell BJJ0Jb HepB-
HOM TKaHU. Bojle3Hb OTHOCUTCA K I'pyIIIe
(paxkoMaTo30B, IPU KOTOPBIX CTPAJAIOT
OZHOBPEMEHHO KO3Ka, HepBHasA cCHUCTeMa
Y BHYTpeHHUe OpraHsl. [lepBrle yIloMuHa-
HHUA O IIOXOXXUX COCTOAHUAX BCTPEYAIOTCA
elle B JPeBHEETUIIeTCKUX Malupycax.
PaHbIre 570 3a60J1eBaHe HAa3bIBAIN O0JIe3-
HbIO PeKIMHIXay3eHa — 10 UME€HU HeMell-
KOTO Bpaya, KOTOPHIY B 1882 rofy BIiepBble
OoIMcaJ NPUPOLY TaKUX oIlyxosyen [1]
(cm. Cnucok ucmounuxos).

H®1— oHO U3 caMbIX paclpoCTpaHeHHbIX
HaCJIeICTBeHHbIX 3a601eBaHuii. B Mupe oHO
BCTpeYaeTCA € 4acToTou 1 cayvait Ha 2500-
3500 HOBOPOXIEHHBIX. DTO 3HAYUT, YTO KaK-
JIbIH rof; B Poccru oABJIsAETCA Ha CBET OKOJIO
530 zeTeli c 3TOM IaTosorue [2].

OdunyanbHbIe CTATUCTUYECKYe JaHHbIe
He B IIOJIHOM Mepe OTPaXkaloT UCTUHHYIO
pacnpocrpaHeHHOCTb HP1 u3-3a coxpaHAio-
IelicA TUIIOAMArHOCTUKY. [ToKasaTeIbHbIM
ABJIAETCA UCCIe[oBaHe B HoBocmOUpCKoi
00J1acTy, Te BhIABIAEMOCTh COCTAaBUIIA
sk 1 orydait Ha 14500 dyeoBeK — Gojiee
4yeM B 5 pa3 HIKe CPeJHeMUPOBBIX ITIOKa3aTe-
Jiefi. B To sxe BpeMA 06IIepoCCHiCKasa CTaTH-
CTHKa 3a ocsiefHue 10 JIeT AeMOHCTpUpYyeT
JIBYKPATHBII POCT PerHCTPUPyeMO¥i 3a00J1e-
BaeMOCTH: ¢ 7,8 1o 16,6 Ha 100 TwIC. JeTel
[2,3] DTO CBUZIETENBCTBYET HE O peaIbHOM
yBeJIMYeHUH YU CIA OONIBHBIX, a O IIOCTeIleH-
HOM ITOBBIIIIEHUY HACTOPOXKEHHOCTH Bpadel
U yIy4IleHUM JUarHOCTUKU. VIMeHHO 1103-
TOMY IeUaTpPy BaXXHO 3HATh KIMHIUYECKUe
nposienusa HP1: yem pansire Gyzer pac-
ro3HaHa 60JIe3Hb, TeM MeHbIIle PUCK TsKe-
JIBIX OCJIOXKHEHMH.

H®1 nepefaeTca 1o HaCJIeACTBY KaK ayTo-
COMHO-IOMUHAHTHBIN NIPU3HAK. DTO 3HA-
YUT, YTO JOCTATOYHO OJHOM IIOJIOMAaHHOM
KOIIUHU reHa OT JIIDO0ro U3 pojguTese,
4yTOOBI pebeHOK 3aboses. IIpy 3ToM B IOJIO-
BUHe (JIydaeB MyTallisA BO3HUKaeT BIIep-
BbIe UMEHHO y pebeHKa (de novo), a pogu-
TeJIVI MOT'YT ObITh COBEPIIEHHO 3A0POBEL [eH
NF1 HaxoguTcsa Ha 17-11 XpoMocoMe U KOfU-
pyeT 6Gesok HelipodUOPOMUH, KOTOPBIH TOP-
MO3UT CUTHAIBbHBIN ITyTh RAS-RAF-MEK-ERK,
PeTY/IMPYIOIUI eJleHye KIETOK. DTOT IyTh
Takke HaspIBaloT MAPK-nyTs (Mitogen-
Activated Protein Kinase pathway).
Korma myranusa HapymaeT GyHKIUU

Henpodrnbpomaros He NOXoX Ha 6OMbLUNHCTBO
HacneacTBeHHbIX 60SIE3HEN: OH HE NPOSBIAETCA OAMHAKOBO
Aaxe y 61M3KNX POACTBEHHUKOB

HeHpohUOPOMUHA, TOPMO3HOE BIUSHHUE
Ha JieJleHVe KJIeTOK CyIeCTBeHHO CHIXKa-
ercsa. KileTku (B ITepByI0 o4epeb IIBaH-
HOBCKUe — 000JIOYKY HEPBOB) HAYWHAIOT
6eCKOHTPOJILHO JeJIUThCS, 00pasyst OIy-
XOJI. DTO OO'BACHAET, I04eMy 00Ie3Hb
3aTparuBaeT caMble pasHble OPraHbI U CU-
CTeMBbI: HepBHAas TKaHb IIPUCYTCTBYET
TIOBCEMECTHO [3].

OT MNAAEHYECTBA

K NOAPOCTKOBOMY BO3PACTY

H®1 He moxo Ha GOJBIIMHCTBO HACIe-
CTBEHHBIX OOJIe3HE!: OH He IIPOABJIAETCS
OITHAKORBO JIa’Ke Y OJIM3KUX POLCTBEHHUKOB.
KTO-TO KUBET C JISTKUMU IIATHAMU Ha KOXKe
U Jake He JoraablBaeTCs O JUarHose,

a Yy KOrO-TO Pa3BUBAIOTCS OTPOMHBIE OITy-
XOJIH, TPeByIoIye MOCTOSHHOTO JIeYeHUSI.
OHAKO eCTh IPU3HAKU, KOTOPbIE TeIuaTp
MOJKET U IOJKEH 3aMETUTb.

PanHMe IIpU3HAKU (C pOXKAeHUA 10 3 JeT) [4]:
e [IlaTHa «Ko(e C MOIOKOM». DTO IUIOCKUeE,
YeTKO OYepUyeHHbIe JIeMeHTb KOPUIHEBOr0
nBeTa. JUarHOCTUYeCKUM KpUTepUeM CUU-
TaeTcsA HAIM4YKe OoJree 5 IIATEH ANaMeTPOM
cBpime 5 MM. Co BpeMeHeM IIATHAa MOIYT
VBEJIMYUBATHCA, HO He MCYe3aloT.

e BeCHYIIKY WIH JeHTUTUHO3HAA ChINb
B HexapaKTepHbIX 30HaX. Haymmdame Takux
MIPOABJIEHUI B IIOAMBIIIEYHON U ITaXOBOM
00JIaCTH ABJIAETCA TTATOTHOMOHUYHBIM IIPU-
3HakoM HP1.

[Tpu3HaKu B IOLPOCTKOBOM Ilepuoze [4]:
¢ KoxHbIe HeHPOPMUGPOMBI — T0GPOKa-
4YeCcTBEHHbIE OITyXOJIH 060I04eK eprudepy-
YeCKUX HepBOB, IIPeJCTaBJIAIONTe COO0M
MATKO-JIACTUYHbBIE Y3eIKU PO30BaTOM WU
TeJIeCHOM OKPACKHU, PaCcIojaraionyecs BHy-
TPUKOXKHO. Kak ITpaBwIo, oHu 6e3601e3HeH-
HBI, HO MOTIYT CO3/IaBaTh KOCMeTHYeCKUN
Jedexr.

e IltekcuopmHBIe HeHPOGPUOPOMBI
(ITH) — oco6as dpopma HetipohudpoMm, ume-
omas pAf IPUHIUIHAIBHBIX OTIWIUHA
OT ITOBEPXHOCTHBIX HOBOOOPa30BaHUM. JlaH-
Hble OITyXONMM Pa3BUBAIOTCA M3 KPYIIHBIX
HePBHBIX CTBOJIOB U CIUIETEHUN, HEPeIKO
ABJIAIOTCA BPOXK/IEHHBIMU U XapaKTepU3Yy-
10TcA UG GY3HBIM UHOUIBTPATUBHBIM PO-
cToM 6e3 YeTKUX IPAHMUII.

[ToMMMO OCHOBHBIX JUATHOCTHYECKUX IIPU-
3HAKOB, 3a00JIeBaHIe MOXKeT UMeTb U Ipy-
Tue KJIMHUYeCKHe NMpOoABIeHusd [4]:

e I'Mnoma 3puUTeIRHOTO HepBa JUarHo-
cTupyetcay 15-20 % manuueHToB IleJuaTpu-
YecKOU rpymibl. OIyXo/lIb MOKeT JUIUTeNb-
HOe BpeMs IIPOTEeKaTh CyOKIMHUYECKH,
IIPUBOAA K IIOCTEIIeHHOMY CHIDKEeHUIO
OCTPOTBI 3peHHUs. B cBA3M ¢ 3TUM NalueH-
TaM C YCTaHOBJIEHHBIM nuarHosom H®1
TIOKA3aHO eKeTrolHoe OPTATEMOIOTIYECKOe
obcrenoBaHNe C OLIEHKOM 3pUTEIbHBIX
(pyHKLIMI 1 OCMOTPOM IVIA3HOTO JHA.

¢ CKeJleTHbIe aHOMAJIMHU B BHJEe JUICTPO-
(uraeckoro cxkonMosa ¢ paHHel MaHudecTa-
n¥ei ¥ GbICTPBIM IIPOTPECCUPOBAHUEM.

e KorHUTHUBHBIe HapylIeHU:A Habmoza-
IOTCA IpUMepPHO y 50 % nmeteil. XapaKTepHBI
TPYSHOCTH OOy4eHUsl, CUHAPOM Aeduiura
BHUMaHMUA C TUINepaKTUBHOCTBIO (CIBI),
a TaK:Ke 33/]ePXKKa Pe4eBOro Pa3BUTHA.

e V3exku JIUINA MPeACTaBISAIOT COOOM ra-
MapTOMBI Pafy>KHOH OOOJIOYKY, BBIABJIIE-
Mble TP OHOMHKDPOCKOIIMHM (OCMOTpe
Ha IIeJieBoii iamrre). JlaHHbIe 06Pa30BAHUA
He OKa3bIBAaIOT BJIMAHUA Ha 3pUTebHBIE
(YHKIIUY, OJHAKO UX HAINYWE CIYXUT
BOXHBIM JMArHOCTUYECKUM KpUTepueM
H®1.

Cpezu Bcex KJIMHUYECKUX IPOABIEeHUN
ITH mpenCcTaBIsaI0T HAaUOOIBIIYIO YIPO3Yy.
OHU pasBUBAIOTCA U3 KPYNHBIX HEPB-
HBIX CTBOJIOB U CIUIeTEHUU — ILIeYeBOTO,
TIOACHUYHO-KPEeCTIOBOTO, 3PUTEIILHOTO
HepBa — U HEPEeAKO IPUCYTCTBYIOT yKe
IIPYU POXKJEHUU, YTO TOBOPUT 00 UX paH-
HeM 3MOPHUOHATBHOM IIPOUCXOXKAEHUU.
Jlna ITH xapakTrepeH auddys3HbIi NHOWIb-
TPaTUBHBIM POCT: OILyXOJIb He UMeeT YeT-
KO KalICyJIbl, IIpOpacTaeT B OKpy:KaloIye
MBIIIIIBI, KOCTA U MATKHYE TKaHU, YTO CO3/IaeT
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KAK PACINO3HATb H®1

Kak MMHUMyM 5 nsiTeH
«KOodpe C MONTOKOM»

BecHyLLKM B NOAMbILLKaX
UnKn naxy

Msrkoe onyxonesngHoe
o6pazoBaHuE Mof KOXKeKn
(0COBGEHHO Yy MarieHbKOro pebeHka —
BO3MOXHbI MH)

CKONMo3 nnm NOXHbIN cycTas
60bLIEeOEPLIOBOMN KOCTH 6€3
BUOMMOW MPUYMHbBI

3apgepxxka pasBuTus, TPYOHOCTU
B y4ebe, COBI" B codeTaHum
C KOXHbIMW MPOSIBNIEHUSMU

Hannune H®1 y koro-t1o
N3 POACTBEHHMKOB

TAKTUKA
BEAEHUA NMALUMEHTA C H®1

LUAT |
HanpaBuTb K reHeTUKY — Ans NoATBepXXAeHus aunarHo3a

LLAT 1l
KoopauHuposaTb KOMaHAy M3 Y3KUX CneLvanucToB:
HeBposiora, opTanbMosIora, OHKosiora, oproneaa

LAI 1
Ecnu y pe6eHka ¢ 3 net ectb cuMnToMaTu4yeckas
Heonepa6enbHas NMH — HanpaBuTb B (heaepasibHbIN LLEHTP
ONsl peLweHns o TapreTHou Tepanum

3HAYUTEIbHbIE TPYAHOCTH IS XUPyprude-
cKoro JiedeHuA. [To Mepe IIpOrpeccCpoBaHUA
ITH MOTI'yT ZOCTUTATh TUTAHTCKIX Pa3MepOB,
BBI3BIBAA IPyObIe AeOpMaIy JINIIA, IIeH,
TYJIOBUIIA ¥ KOHEUHOCTEM, a TaK)Ke IIPU-
BOJA K KOMIIPEeCCHUU KU3HEHHO Ba)XKHBIX
OPraHOB — JbIXAaTeIbHBIX ITyTel, CHUHHOTO
MO3Ta, MOYEBOTO IMy3bIPS U KUIIEYHUKA.
VIMeHHO OHU OIPeJeNIAIOT BHICOKUM PUCK
VHBUINIU3ANUY U KU3HEYTPOKAIOIIUX

cocTosaHU y nmanueHToB ¢ H®1. ITH BeLABIA-
1oTcay 30-50 % naruentoB ¢ HO1. ITpu stom
YacToTa MX OOHAPYKEeHUA CyIeCTBEHHO BO3-
pacTaeT IIpU UCTIOIb30BAHUY METOJOB JIy4e-
BOM Busyanusanuu (MPT), 4To 1o3BosAeT
JVIarHOCTHPOBATh CyOKIMHUYECKYe (GOPMBI
HOBOOOPA30BaHUH [4].

B 8-15 % ciiy4aeB BO3MOXHA MaJIMTHU3AIIUA
C pa3BUTHEM 3JIOKa4eCTBeHHOU OIIyXOJIu

ob6osouex nmepudepryecKkux HepBOB —
OCHOBHOW NIPUYUHBI CMEPTH MAI[IeHTOB
c H®1 [5].

IIpu TakoM AOBOJIBHO APKOM KIMHUYECKON
KapTuHe 3a60J1eBaHMs CYIIeCTBYIOT 00beK-
TUBHbIE TPYAHOCTH B paHHeN TUarHOCTUKe.
K 1-My rofy »KU3HM JUarHOCTUYeCKUM KpU-
TePUAM COOTBETCTBYIOT JIMIIL 50 % IMaiyies-
TOB, K 8 romam — 95 %. Jlo 40 % mairieHTOB
MOTYT UMeTb MUHUMAaJIbHbIE IIPOABICHNUS,
KOTOpBbIe JIeTKO IIPOIyCTUTS [3]|. iMmeHHO
03TOMYy BeJleHUe ITanyeHToB ¢ HO1 Tpe-
OyeT y4acTHA KOMAaH/bI CIIEINAIVCTOB, Te
poJib efuaTpa — paHHAA JUArHOCTHUKA,
a Jmajiee — KOOPJAUHAIUA HaGIIONeHUS
U CBOeBpeMeHHOe HallpaBjieHue K y3KUM
crienmanucraM. [Ipu noxo3penuun Ha HP1
TIOKa3aHa KOHCYJIbTalyA o(pTaTbMoIora i
BbIABJIEHUA y3eJKOB Jluma. [TogTBepxe-
HUe INarHo3a reHeTU4YeCKUMU MeTolaMU
OIPOBOJAUT Bpady-reHeTHK. JIoKanmusanuio
u fuHaMuKy pocta [TH onieHuBaeT crernjua-
JIVICT TIO0 JIy9eBO¥ IarHOCTHKe. O0I3aTeIbHO
HaO0JTI0/ieHre HeBPOJIOTa U IICUX0JIOTa — I
COITUAIM3ALIU TaKUX JeTel ¥ KOpPeKIuU

K NOJaBJIeHUIo mponudepanuu omyxoe-
BBIX KJIETOK U MHJAYKIIMU UX aloINTO3a.
XO0Ts, KakK U y JI00601 XUMUOTepaIuu,
y CeJlyMeTHUHHN0a NMeI0TCA JOBOJIBHO Cy-
miecTBeHHbIe T000YHbIe 3G (DeKThI (aKHe-
(opMHasA CpINb, NAPOHUXUY, IOPAKEHNE
JKeJyA0YHO-KUIIeYHOro TpakTa) [7, 8],
TP KOPPEKTHOU JO3UPOBKe U COGIIIO-
JIeHUU MMPOTOKOJIOB MOHUTOPUHTA OHU,
KakK IIPaBWJIO, YIIPaBJasgeMbl. DTO U II03BO-
JIeT JeTaM C TaxenbIiMu popmamu HO1
TIOJIyYUTH IIAHC XKUTh 03 U3HYPAIoend
60JI 1 MHOTOKPATHBIX TPABMUPYIOIITUX
onepanuii. B KIMHUYECKOM HCCIe[0Ba-
Huu SPRINT y 65 % manyeHTOB JeTCKOTO
BO3pacTa JOCTUTHYT YaCTUYHBINA OTBET
(ymeHbIeHue o6vema ITH Ha 20 % u Goiee),
y 56 % — IUINTENbHBIN OTBET (6oJiee rofa).
[Ipemapat 1mo3BoJIAeT U36€XKaTh TPAaBMUPY-
IOITUX XUPYPIUYeCKUX BMeIIaTeIbCTB WiIn
OTCPOYUTH UX. Y MAIIeHTOB OTMeYaeTcs
KyIIUpOBaHUe GOJIeBOTO CUHAPOMA, VIIy-
IeHue KadyeCTBa JKU3HU [8].

B Poccuu yxxe 6osee 200 meTeil OIyIUIn
oTy Tepanumw. [;maBHbIM HmeHTp — HUKU

Henpodmbpomaros TpebyeT yyacTmsa komaHap!
cneumanucTos, rae posnb neguaTpa — paHHss anarHoCTuKa,
a janee — koopanHaumsi HAbNKAEHUS 1 CBOEBPEMEHHOE
HanpasfieHne K Y3KKUM cneumanmctam

KOTHUTHBHBIX HapyIeHui. [Ipy BbIIBIEHUN
CKOJINO03a K BeleHUIO NallleHTa IOAKIIoYa-
eTcs Bpad-opToliesl. XUpypru pasiInvIHbIX
npoduieil 1 OHKOJIOTU IIPUBJIEKAIOTCA,
Korza 3aboseBaHUe yXe TpebyeT omnepa-
THBHOTO BMeIIaTeJIbCTBa WIN TapreTHOU
Tepanuu.

OT CKANbNENA

K TAPFETHON TEPAMUA

ITpu nerkux popmax HP1 tepanusa Hampas-
JIeHa Ha JIOKaJIbHbI€ CUMIITOMBI: KOPPeK-
L¥A HeBPOJIOTMIeCKUX HapylIeHUH, CKO-
JIn03a, opTaIbMONIOrIYecKasa Mo AePKKa.
IMpu TaxenbIx GpopMax IiIaBHadA 3ajada
Bpavya — 00ecClmeyuTh aileKBaTHOe obe-
300MMBaHMe TAallMeHTOB. Jlolroe BpeM:
BBIOOP IIaTOTeHETUYeCKOH Tepaluy ObLI
HeBeJIVK: HabJII0AATh WIHN OIIepUPOBATh [6].
Ho xupyprusa npu H®1 okasanach oueHb
HEOJHO3HAa4YHBIM pemeHueM. [lonHoe yzaa-
senue [TH BosMoOkHO juiib B 15 % ciy-
4yaeB. OIIyXoJIb He UMeeT YeTKUX IPaHMUIl,
IIPOpacTaeT B HEPBBI U COCYbI, OGUIBHO
KPOBOCHa0aeTcA. YIAIUTh ee I[eJTUKOM,
He ITOBpPeIUB BaXKHbIe CTPYKTYPHI, KpaliHe
CJI0XHO. YacTU4YHOe yAalleHue HepeJKo
OPUBOJAUT K pPeIUAUBY (mo 43 % cuay-
4vaes) [7].

INokasanusa K onepanuu [7:

¢ JKusHeyrpoxkaromasa KOMIIpeccus (gbIxa-
TeJIbHBIE IyTH, CIIMHHOM MO3T).

e [logospeHue Ha 370Ka4eCTBeHHOe Iiepe-
poXxIeHue.

¢ BhIpayKeHHBII OOJIEBOIT CHHIPOM, He IIO-
JATOIIUICS JIeYeHUIO.

e Kocmertrueckuii fedekr.

e Bpem:sa UHIMOUTOPOB.

HacToAmui npopeIB IPOU30IIeN, KOIja
yJeHble IOHAM: pa3 npu HO1 He paboTaer
TOPMO3HOU MeXaHU3M B CUTHAJIbHOM IIyTU
RAS-RAF-MEK-ERK, MO:XHO IOITPOGOBAaTh
3a6JI0KUPOBATh 3TOT IIYTh HIDKe 110 dep-
MeHTaTUBHOU cucTteMe. Tak pogunach unes
uHruéuropos MEK. CerymeTnnHIO — 1Iep-
BBIW 3aperuCTPUPOBAaHHBIN B Poccun npe-
mapar s jtedeHusa HO1. O GaoKupyer
aktuBHOCTE MEK1/2, TeM caMbIM mpe-
prIBadg cUrHaNbHBIN yTh RAS-RAF-MEK-
ERK, KOTODPBIH r'HIlepaKTUBUPOBAH IIPU
myTtanuu B reHe NF1. 9To npuBOAUT

neguatpuu uM. akaz. [0.E. BexsTumesa
(Mocksa). Ha ero 6ase pabotaetr Penepais-
HBI IIeHTP GaKOMAaTO30B, Ky/ja CTEKAI0TCS
caMble CJIOKHbIe NalieHThl. IMeHHO 3/iech
NIPUHYMAIOT PellleHNsA O Ha3Ha4eHUH JJOPO-
TOCTOSAIIeN TapreTHOM TepaIny, JAIOT JaIb-
Helillle PeKOMEeH/JAIUY O HaGIIole HUU
U KOHCYJIBTallUM CIIeLIMATIUCTOB.

Hay4HBI} MOMCK He CTOUT Ha MecTe.
B nocsieiHue rozibl BesieTc aKTUBHAsA paboTa
HaJ, CO3/laHNeM HOBBIX JIeKapCTBEHHBIX
CPeACTB ¥ IPUHIUIUATBHO UHBIX IIOAX00B
K seueHuo H®1. B 2025 roxy B CIIIA ozo-
OpeH MUpPAAMeTUHUG — BTOPO¥ NHIMOUTOD
MEK, KOTOpBIN MOXKeT IPUMEeHAThCS KaK
y AeTel (C 2 JIeT), TaK U y B3poUIbIX [9]. VmyT
paspaboTku reHHou Tepanuy u CAR-T-repa-
UM, YTO JlaeT HaJleXKIy Ha IIOJIHOe U3JIede-
HUe B OyAyIIeM.

Ho mmoka 3To ToibKo pa3paboTKy, a B HACTO-
Allee BpeM: HallM MaI[ieHThl NCIIBIThIBAIOT
IIpOGJIEMBI IIPU TI€PeX0fie BO B3POC/IbIe MOJIH-
KJIVHUKU. [[pUYIH HeCKOIBKO:

® B3poUIad NOJIUKIVHUKA He BCera ToToBa
K PeIKUM AVarHO3aM:

® HeT HpHBbI‘IHOﬁ MYJIbTUAUCOUIUINHAD-
HOM KOMaH/IbI,

® YaCTo YIycKaeTcs CKPUHUHT (HaIlpuMep,
pakKa MOJIOYHOU >KeJIe3bl).

ITepexop noyKeH HAUMHATBHCA yXKe B BO3-
pacte 15-17 jeT IIpyU aKTUBHOM y4acTUU
nepuatpa. [laruedTa ¥ ero ceMblo HYXKHO
TIOATOTOBUTD, 00BACHUB, 4TO HO1 — 3TO
MMO’KU3HeHHbIN AuarHo3. HabmozeHue
3a OOJTBHBIM IepeiaeTCsA B3POCIBIM CIIelya-
JINCTaM — OHKOJIOTY ([[J11 KOHTPOJIA OILyXO-
JIeBBIX 00pa30BaHUI), TeHETHUKY (I ILIa-
HUPOBAHUA CeMbH) U TePaIeBTy (A1 KOOop-
JUHAIUY MeIUITMHCKOU ITOMOIIIN).

AsTop: leHuc BoposaeHko,
accucteHT kadeapbl dapmakonoruv UGMX PHUAMY
um. H.W. NMuporosa Muxsgpasa PO
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HABUIATOP

Kokniow y geteu:
KOPOTKO O rfnaBHOM

B ravane 2026 roga 6b1m orny6/IMKOBaHb! KIIMHUYECKUe pekoMeHaaLmm «KOKJIHoLL
y gerevi», pa3paboTaHHble MeXAyHapoaHov 06LeCTBEeHHOU opraHu3aymem
«EBpo-Aanarckoe 06LecTBO Mo MHPEKLUNOHHBLIM 6ONIE3HSIM» U MEXPErNOHAIbHOM
06LLECTBEHHOM opraHu3auymen «Accoumauyms Bpaqen-mHpekumnoHnctoB CaHkT-Ie-
Tepbypra v JleHnHrpagckovi obnactu». lNogpobHee — B HaLuem maTtepuarie.

CTENEHDb TAXECTHU

N XAPAKTEP TEHEHUA

Kowrion — ocTpoe aHTPOIIOHO3HOE NH(DEeK-
[IMOHHOe 3a00JIeBaHNe, BbI3bIBaeMoe OaKTe-
pusamu poga Bordetella.

Koxutronn pasninyaeTca o TULLY POPMBI,
CTelleHU TsKeCTHU U XapaKTepy TedeHU s
3abosneBanus (maba. 1, cm. QR-ko0). IHKyGa-
IIVIOHHBIN NIepUoJ, IJIUTCA OT 3 710 14 nHel
(B cpemHeM 7-8 mHel), pexxe MOXKeT IIPOJI-
JieBaTbcA A0 21 gHA. Ina TunuaHou GopMbL
KOKJTIOIIA XapaKTepPHO IOCTeIIeHHOe HAYaJIo
IIpU HOPMAJILHOU TeMIlepaType Tesa, OTCYT-
CTBUE CUMIITOMOB UHTOKCUKAIIY, IIOSBJIE-
HUe CyXOro HaBA3YMBOTO KallUIA, HapacTaro-
IIero B JUHAMUKE.

METOAbI NTOATBEPXXAEHUSA

JmarHo3 yCTaHaBIWBAEeTCA HA OCHOBAaHUU
SMUIEMUOJIOTUYECKUX JAHHBIX (KOHTAKT
C GOIBHBIMU KOKJIIOIIEM U KAILITIOIIMU
B OKPY>KeHUH), KIMTHUYeCKOU KapTUHbI (IJIU-
TeJIbHBIH Kallleslb, Jale IPpUCTyIIooopas-
HBI), JAHHBIX O IPUBUBOYHOM CTaTycCe
U Pe3yJIBTaTOB JIA00OPATOPHOM JUATHOCTUKH
(maba. 2, cm. QR-%00).

OTCyTCTBYE TUIIUMYHBIX IPUCTYIIOB CIIa3Ma-
TUYEeCKOT0 KalllIA He UCKIIoYaeT aTuIInd-
HBIX GOpM 3a60/IeBaHNA y IPUBUTHIX B Teue-
HUe IpeJIIecTBYIOIUX 3—4 JeT JeTeu,
a Tak)Ke y IOJPOCTKOB U B3pOCJbIX. B Ha-
YaJILHBIN (IPeACyNOPOXKHbIN) IepUOJ TeM-
nepaTypa Teja MOBBIIIAeTCd PeJKOo, YTO
o6erdaet auddepeHITUATLHYIO JUATHO-
cTuKy. [loBBIlIeHNe TeMIIepaTyphl yalie
BCero HaOJIIolaeTcA B pasrap 3a00IeBaHUsA
U CBA3aHO C IPUCOoeIUHeHeM COIyTCTBYIO-
IUX PeCIIUPATOPHBIX BUPYCHBIX MHGMEKIINN
WIU C pa3BUTHUEM OCI0KHEHUM BOCHaIu-
TeJIBHOTO XapakTepa. [Ipu aycKyabTanuu
B IIpeJCyJOPOXHOM Iepuojie XpUIbl
He BBICJIYIINBAIOTCA. B mepuozie cyzopox-
HOT0 KaIlULA IIOABJIAETCA KeCTKoe AbIXaHue,
HEeIIOCTOSTHHbIE TPyOble IIPOBOIHbIE XPHUIIHL.
IIpu MOCTOAHHOM XapaKTepe XPUIIOB CJle-
JyeT yYUTBIBAaTh BO3MO>KHOCTDb Pa3BUTHUA
OUIOXKHEHUU WIN NIPUCOeUHEeHU COIIyT-
CTByIOIIEN UH(DEeKIUU.

BakiuHaIua He UCKII0YaeT BO3HUKHOBE-
HUA 3a60IeBaHUA, HO CyIIeCTBeHHO CHU-

a”ajau3e KpPOBU BBIABJIEHUE JIEHKOIIUTO3a
3a cueT IuMGoUUTO3a Ha (OHEe HOPMATBHOTO
YPOBHS CKOPOCTU OCEINAHUS SPUTPOLINITOB
(COD) CImykUT AMATHOCTUYECKUM ITPHU3HAKOM
KOKJIIOIIA. JIOITOJTHUTEIbHbIE UHCTPYMEeH-
TAIbHbIE METOJbI UCCIIEOBAHUSI YKAa3aHbI
B Tabsute 3 (cm. QR-k00).

HE TOJIbKO AHTUBNOTUKHA

MeTObI MEUKAMEHTO3HOTO JIeUeHUA
KOKJIIOIIA BKJIIOYAIOT STUOTPOIIHYIO, ITaToTe-
HeTUYeCKYyI0, CUMIITOMAaTIYeCKYIO TePaIlIo,
a TaK)Ke CPeICTBA, HAIPaBJIeHHbIe Ha IIOBBI-
IIeHre UMMYHOJIOTYeCKON PeaKTUBHOCTH
OpraHM3Ma U IpeayIpeKIeHne Pa3BUTUA
OCJIO’KHEHUH, B TOM YHCJIe XXU3HeyTPoXKa-
FOIMVIX: AITHO3, KOKJTIONTHAS SHIIe(PaTonaTu,
BKJTIOYAIOIIAs TUTIOKCUYECKUN OTeK MO3Ta
U BHyTpUYEpeITHbIe KPOBOUIIMAHUA (MadJl. 4,
cm. QR-k00).

AHTUOaKTepHUaIbHAA Tepanus (Ipeanoy-
TUTEJILHO MaKPOJIUIAMU) PEKOMEHZ0BAaHA
BCEM IaIFIeHTaM C KOKJIIOIIeM, a TaKKe 6ec-
CHMIITOMHBIM HOCUTEJIAM B oyarax uHek-
IIUY TOJILKO B CIy4asgX TeCHOTO0 KOHTaKTa
C IeTbMU U3 TPYIII PUCKA TSKEJIOr0 TeYeHU
3a00JIeBaHUsA U 10 AIUIeMITYeCKIM IT0Ka3a-
HUAM 1A TPOGWIAKTAKA UHOUITUPOBAHUA
JleTeli ¢ paKTOpaMU pUCKa:

® BO3pacCT 0 3 MeCALIEB;

® OTCYTCTBUE BAaKIMHAIVIY YUIN ee Helloy-
HBIU KyPC;

® HeJOHOLIeHHOCTb, HU3Kadg Macca Tejia
IpU POXKAEHUM WIN OIleHKa II0 IIKale
APGAR meHee 8;

® TaKeNble BPOXKAEHHbIe 3aboyieBaHUA

* JIeiKoIuTO3 Gostee 20 x 101 32 CYeT M-
¢oumToza 6omee 10 x 10°);

® aIIHO3 UM IIMAHO3 B JIe0I0Te;

* Hamyre KOMHGEKITUY WIU COITyTCTBYIO-
IIeli THEBMOHU.

MEPbI NIPO®UNTAKTUKUN

JleTy c KOKJTIOIIEM IIOZIeKaT 00A3aTeTbHON
M30JIAIMY Ha 25 CYyTOK OT Hadasa 3abose-
BaHUA. B OTHOIIEHNU KOHTAaKTHBIX JeTel
B BO3pacTe JI0 7 JIeT yCTaHABIMBAETCA KapaH-
THUH 14 CYTOK C MOMEHTA U30JIAIY GOLHOTO
(KOHTAaKTHBIMM CYUTAIOTCA KaK HeIIDUBUTHIE,
TaK U IIPUBUTHIE IeTH). BceM meTAM, HaxoAUB-
IIMMCA C GOTBHBIM B 3aKPBITOM ITOMeIleHUN
B TeYeHMe KaK MUHUMYM 4aca, peKOMeHJI0-
BaHa SKCTPeHHAasA MPO(WIAKTIKA AaHTUOWO-
THUKaMU U3 IPYIIILI MAKPOJIVIOB.

T cnenudrraeckor IpOQUIAKTUKYA KOKJITIO-
1I1a IIPOBOJATCA BaKLIMHAITYA U PeBaKLIMHa-
LIV BaKIIMHAMU, COJePKAIIIMU IeJIbHOKITe-
TOYHBIU WIN GeCKIeTOYHbIN KOKJIIOIIHBIN
KOMIIOHEHT (cxema 1, cm. QR-k00).

BakuuHbI 111 TPOPIAKTUKY KOKJIIONIA,
nudTepun, CTOIOHAKA, 3aPeTrUCTPUPOBaH-
Hble B PO:

¢ BakuuHza 11 NpoQIIAKTUKY IUGTepuH,
KOKJTIOIIA U cToNOHAKA* (AKIIC) — s netei
¢ 3 MecsA1eB o 3 JeT 11 MecAneB 29 JHeH.

e BaknuHa i DpoWIAKTUKY KOKJIIOIIA,
nudrepun, cTONOHAKA U remaTuTa B amcop-
6upoBaHHas xugkaa (AKICTen B)* — mia
nmerer ¢ 3 Mmecanes A0 3 JieT 11 MecsieB
29 THe.

¢ BakuuHa 111 NpoQIIAKTUKY IUDTepuH,
KOKJIIoNIa GecKjeToyHasg U CTOJIGHAKA™
(AaK[OC)— nuia geTeli ¢ 2 MecALeB JI0 7 JieT.
e BakuHa mia npodiIaKTUKU AudTepuu,
CTOJIOHSKA, KOKJIIOIIA aTleJUTIOJIIPHAs, TIOJH-
OMUeNINTa UHAKTUBUPOBaHHAsg U UH(peK-
nuii, BbI3bIBaeMbIX Haemophilus ifluenzae
mun b (Hib), koablorupoBanHaa® (AaKJC-
UIIB/[XWB) — mia metei ¢ 2 Mmecanes. [Ipu
IIPOIyCKe peKOMEeHJ[yeMbIX CPOKOB BaKITU-
HallUM ee IIpOBefieHre JIOIYCKaeTcA JI0 HO-
CTIDKeHUA peOeHKOM Bo3pacTa 6 JieT. Bakmu-
HanusA npoTuB Hib-uHdekuu npoBo-
JIATCS IO BO3pacTa 5 JieT.

¢ BaknuHa [y NpOQWIAKTAKY JUdTepuu,
CTONGHSKA, KOKJIIONIA OeCKIeTOYHasI, rema-
TUTa B peKOMOMHAHTHAsA, IMTOIMOMUEINTA

embIx Hib KOHBIOTMPOBaHHAfA, afcopGHpo-
BaHHAT" (AaKZIC-UIIB-BIB/[XUB)— 1y etetn
C 2 MecALeB 10 2 JIeT.

* BaknuHa WA IPOQWIAKTUKY AU TepUu,
CTOJIOHSIKA, KOKJTIONIA OeCK/IeTOYHas, relaTu-
Ta B 1 uH(eKuii, Bh3biBaeMbIX Hib, KOHBIO-
THpOBaHHadA, cuHTeTHU4ecKaa* (AaKZIC-BIB +
XWB)— 1 feTell B BO3pacTe 6 MeCAIEB.

e BaxnuHa Jyia NpOQWIAKTUKY AU Tepun
C YMeHbIIeHHbIM COZlepKaHNeM aHTWIeHa,
KOKJIIOIIA C YMeHBbIIeHHbIM COfiep:KaHueM
aHTHUTeHa OeCKJIIeTOYHAas U CTOJMIOHSIKA af-
copbupoBanHas AaKJIC — ist ieTeii ¢ 4 jiet
¥ B3POCJIBIX; Pa3pelieHo TpUMeHeHue y Oe-
PEMEeHHBIX >KeHIIUH C Lejbl0 IIacCUBHOU
NpOoQWIAKTUKYU KOKJIIOIIA y MJIaJieHIIeB.
[IpemapaT ComepKUT COOTBETCTBYIOIIEe KO-
JINYeCTBO MTUPTEPUITHOTO U CTOJOHIIHOTO
AHATOKCHUHOB /I ITPOBeJleHUA BO3PACTHBIX
PEeBaKIMHAIMI IPOTUB AUPTEPUU U CTONIO-
HsKa (B Bo3pacTe 6-7 U 14 JIeT, a TaKk:Ke Kak-
Jible 10 JIeT y B3pOUIbIX) U 1A IIPOAOJDKEeHUA
BaKLUMHAIVY WIN PeBaKIIMHALINY C 4-JIeTHe-
o Bo3pacTa.

AKLEHT HA CTAHAAPT

KauecTBeHHOe OKa3aHUe MeIUIIMHCKOMN

IIOMOIITU MTallleHTaM C KOKJIIOIIeM IIpea-

TIoJIaraeT, YTo IIPU OlieHKe 3aKOHYeHHOTO

CIydad JiedeHHU: Bce IIeCTh yTBePKAeHU!

IIOJIy9WJIN OTBET «da»:

1. BrImoTHeH OOIIWIA (KIMHUYeCKI) aHa-
JIU3 KPOBH.

2. BrmmosnneHo omnpepenenue JHK Bo3-
OyzuTeell KOKIIONA U KOKIIOMIEeIo-
JOOHBIX 3a60eBaHuii (Bordetella pertus-
sis, Bordetella parapertussis, Bordetella
bronchiseprica) B Ma3Kax cO CJIM3UCTOU
000JIOYKH HOCOITIOTKYA MeTozoM IILIP
OIHOKPATHO WIU ABYKPaTHOe MUKPO-
Grosiornyeckoe (KyJbTypaJbHOE) UC-
clefoBaHUe CIMU3U C 3aJHel CTeHKU
IJIOTKY Ha NMAJIOYKy Kokutroma (Bordetella
pertussis) mayeHTaM C IO 03peHHueM
Ha KOKJIIOII U IIPU HAIWYUU KallIfd
He 6osee 14-21 gHA.

3. BrlnosiHeHO oIlpefieleHUe aHTUTe
K BO30yzuTeMIo Kokitoma (Bordetella
pertussis) B KPOBM y IalleHTOB II0CIIe
TpeThel HeleIu 3a00IeBaHuS.

4. TIpoBemeHa Tepamusa aHTHUOAKTepU-
QIBHBIMHU IIpeliapaTaMU CUCTeMHOIO
e CTBUA.

5. IIpoBeneHa KOHCyJIbTaLlUA Bpaya —
aHeCTe3n0JI0Ta-PeaHrMaToJsIora (IIo 1mo-
Ka3aHUAM).

6. IIpoBenmeHa oKcHMTeHOTepamus (II0 IIOKa-
3aHUAM).

AsTop: AnekcaHgpa Mankuxa,
Bpay-opTanbMonor, K.M.H.

* JleKapCTBeHHBIN IIPeNapat, BXOAAIMA B IlepedeHb U3HEHHO
HeOGXO/IMMBIX ¥ BYKHENIINX JTeKapCTBEHHBIX ITPelapaToB

JUIA MeIMITUHCKOTO IpUMeHeHuA (Pacriopsixenue IIpaBuTess-
crBa P® or 12.10.2019 . N 2406-p).

Cm. mamepuansl

JKaeT PUCK TAMXKEJIOTO T€YEeHUA. B O6H.IEM cepana; WHAaKTUBUPOBAHHAA 1 HH(I)EKLII/IfI, BBI3bIBA- K cmamoe
AN NEAVATPOB

PEJAKLINA ANPEC PEAAKLIMKN NMEYATb PACNPOCTPAHEHUE

Ne 3 (50) 2026 TnaBHbIii pesakTop: Anekcaap Fpuropbesny PymsiHues WYYPERUTENA 000 «Tunorpadpus» Mo noanucke. Gecnnatko.

[lata sbinycka Homepa: 15 anpens 2026 Llecp-penaktop: C.A. Aracporosa 115478, Mocksa, ) Ta3eTa 3aperucTpuposaqa PeaepanibHoi CIyK60V No Hanzopy
PenakTop Bbinycka: C.P. Bapdonomeesa Kawupckoe wocce, 24, ctp. 15 HOpnamnyeckuit agpec: B cchepe CBA3N, MH(OPMALMOHHBIX TEXHONOTUA U MACCOBbIX
Bbinyckatowwmii pepakTop: 10.A. Kynuruxa Ten. +7 (499) 929-96-19 115088, r. Mocksa, ; . KOMMyHUKaLwii (PockomHaaaop). CBinaeTeNbCTBO O perucTpa-

YYPEAUTEND OTBETCTBEHHbIIA CeKpeTapb: 0.10. Lnpacokosa BH.TEP.r. MyHuumnanbHbiii OKpyr KOXXHONOPTOBbIN, L M No ®C77-74576 ot 14 nexabpa 2018 1.

000 «l3patenbckuit fom «AbB-npecc»

[eHepanbHblil AUPeKTop:
Baxoayp Wapndosny Kamonos

[n3aitH n BepcTka: C.C. KpalueHnHHMKoBa
KoppekTop: 0.H. KoHoHoBa
Kommepyeckuit aupekTop: .1, Fabai
polina.gabay@kormed.ru

www.abvpress.ru

E-mail: abv@abvpress.ru

yn LWapukonoawmnHmkosekas, 4. 13, ¢Tp. 3
3aka3 Ne 26-0178.
06wwmit Tupax 10 000 aka3.

Kateropuyecky 3anpeLyaeTcs noaHas uin YacTuyHas
nepeneyaTka Matepuanos 6e3 0huLManbHoro cornacus
pedakumu. MHeH1e peakLmun MOXET He COBNajaTh

C MHeHWeM aBTopoB. OTBETCTBEHHOCTb 3 JOCTOBEPHOCTb
PEKNaMHbIX 0GbSBIEHNI HECYT PEKNaMOAaTeNu.



