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B nucbMe aBTop, onupanch Ha AaHHble 3apybekHOM, 0TeYeCTBEHHOM NUTepPaTypbl M COBCTBEHHBIN OMbIT NOATBEPHKAAET
aKTyanbHOCTb NpobieMbl CUHAPOMA MUENOAMCNNA3NUK y AeTelr. B nucbMe KpaTko cdpopMynMpoBaHbl OCHOBHbIE [OCTOMH-
CTBa npuBeAeHHoro peepatmeHoro 0630pa, oTMeYeHbl MooMKeHNA, Tpebylole AonoNHeHWA. B Lienom aBTop nuckbMa,
BbICOKO OLLeHWN NpoJenanHylo aBTopamu paborty.
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Letter to the article “Spina bifida:
a multidisciplinary problem (literature review)”

S.N. Nikolaev

Pirogov Russian National Research Medical University, Moscow, Russia

In the letter, the author relies on data from the foreign and domestic literature and his own experience and confirms the
urgent problem of myelodysplasia syndrome in children. The letter summarizes the main advantages of the given abstract
review and notes the provisions requiring addition. In general, the author of the letter highly appreciated the work done by the
authors of the review.

Keywords: myelodysplasia; children; abstract review.

To cite this article:
Nikolaev SN. Letter to the article “Spina bifida: a multidisciplinary problem (literature review)". Russian Journal of Pediatric Surgery, Anesthesia and Inten-
sive Care. 2021;11(3):417-420. DOI: https://doi.org/10.17816/psaic983

Received: 30.07.2021 Accepted: 22.08.2021 Published: 10.09.2021
& ;
ECOeVECTOR he article can be used under the CC BY-NC-ND 4.0 license

© Authars, 2021



KOMMEHTAPWIZ

PaccMaTpuBaeMan Hay4Has paboTa (0630p nuTepaTtypbl)
[1] npeactaBnset coboi NOSHOLEHHOE, BbICOKOKBAMULM-
pOBaHHOE WUCCNeoBaHuWe, Bbi3biBaloLLee YyBCTBO ryHOKo-
0 YBaKEHWA K aBTOPCKOMY KO/MEKTUBY. [paKkTnyecku Bee
BaKHble MPaHW HenpocToi npobneMbl neveHna u peabu-
NMTaUMK OeTelt ¢ ABNEHUAMU CMMHANbHOro Au3padu3Ma
04YEHb KOHKPETHO OTPAKEHbI C YYETOM [aHHbIX COBPEMEHHOM
NIMTepaTypbl U COBCTBEHHOMO OMbITa aBTOPOB.

Ha moli B3rnag, bosnee nogpobHas xapakTepucTMKa Bo3-
MOMHbIX Bap1aHTOB NPOGUNAKTUKM XPOHUYECKON 6onesHu
MoYeK Yy AaHHOW KaTeropum 60/bHbIX Bbina bl yMecTHa
W BaKHa ANA ynTaTens.

Ab6conioTHoe 60MBLLUMHCTBO JeTel C MUenoaucniasmen
MMEET HapyLLeHWe YPOAUHAMUKM HUMHUX MOYEBBIX MyTeH
W, KaKk CnefCcTBUE, ABMIEHWA PETEHLMU MOYM, Yalle BCe-
ro CBA3aHHble C My3bIPHO-MOYETOUHUKOBLIM ped/IOKCOM
(MMP). Y 6onbLueit vactn getew ¢ [MP BoisBnsloTcA AeTpy-
30p-3aBUcKMble GopMbI peduiioKca Ha (poHe rMNepTOHUYHO-
ro (rMnepaKkTMBHOI0) MOYEBOTO My3bIPA C MasbiM 3QPEKTUB-
HbIM 06EMOM U BBICOKMM BHYTPUMY3bIPHbIM AaB/IEHNEM,
uTo 06YCNIOBNMBAET KOHCEPBATMBHBLIM MoAXof, K 3abonea-
HWI0 U BO3MOXHOCTb OTCPOYEHHOIO OMEPaTUBHOMO SIeYeHNS
B Cy4anAX NepcUCTMpoBaHuA pedniokca [2-4].

Y papa peten ¢ npucoegvHEHUMEM WHQEKLMOHHOIO
npouecca Ha QOHe BPOMOEHHOW OMCNNAa3UM MOYEYHOW
NapeHXMMbl U HapyLUEHWAMM YpoAMHaMUKK Habniopaetca
paHHAA dYHKLMOHANbHAA AeCTPYKLMA NapeHXuMbl B BUAe
HedpocKknepo3a, Tak Ha3biBaeMas pedioKc-HepponaTua
(PH). MocnepHaAs cnysuUT NPOMEXKYTOYHBIM 3BEHOM MEMHIY
MMP 1 KoHeYHOM CTafmMen NOYEYHOM NaTONOr MK — MOTEPEN
GyHKUMK [2, 5, 6].

Ha cerogHALWHWIA LeHb naToreHe3 NopaweHus noyek
npu NIMP npeacraBnsaeTcA cnepyiowmm obpasoM: noyka
UCMbITBIBAET Ha cebe noBpexjaloLiee AENCTBUE, KaK pe-
TporpagHoro 3abpoca MHOMLMPOBAHHON MOYM, TaK U NOBbI-
LUEHHOr0 FMAPOCTaTUYECKOr0 [aB/EeHNA, B pe3ynbraTe Bo3-
HWUKAEeT BHYTPUMOYEYHbIN pedioKe, NPOMCXOANUT UHBA3WA
MWKPOOPraHWM3MOB B MapeHXMMY U AAeT Ha4aso BOCMaeHus.
Kpome Toro, B pe3ynbTate peditokca HapyLUaeTcs BHYTpUMO-
YeyHoe KpoB0oobpaLLEHME C pa3BUTUEM TKAHEBOW ULLEMUM,
uUTO TaKMKe 00YC/I0BMMBAET TAKECTb NopaeHua. Kpome na-
TOrEHeTUYECKOro MexaHnusMa gopmmpoBaHuna PH n3BecTHbl
¥ npegpacnonaraioue daxTtopbl. M3BecTHo, yto Bocnanu-
Te/bHbIN NPOLLECC B MEPBYI0 0Yepeib TOKANM3YeTCA B 30HaX
¢ MopdOQyHKLMOHANBHBIMU HE3penbiMK CTPYKTypamu. He
MeHee BaXKHYI PO/ib B BbIPAXKEHHOCTU MaTO/OrUYECKOro
npoviecca urpaet anonto3. [py 3ToM Kackaf-peaKuus npo-
rPaMMMPOBaHHOW MMBENM KNETOK Pa3BMUBAETCA HE TOMBKO
B 0Yare NOBPEMAEHWA, HO M B UHTAKTHBIX TKaHAX, 4To Npu-
BOAMT K pacLLMpeHnio 30HbI nopaeHus. Cnepyet o0bpatuthb
BHMMaHWe W Ha paboTbl, [OKa3bIBAlOLLME HEOTHEM/IEMYIO
po/ib MpO- U NPOTMBOBOCMANWTENbHBIX LIUTOKUHOB, MyMO-
panbHbIX GaKTOpPOB poOCTa, OKCWMAA a30Ta, MPOCTOrfaHau-
HOB M KOMMOHEHTOB PeHUH-aHrMOTEH3UH-ab0CTEPOHO-
BOW CMCTEMbI B pa3BuTUM U nporpeccupoBaHun PH [7-9].

Tom 11, N2 3, 2021

Pocchmcrim BECTHVK IETCHOM XVpyprian,
3HECTE310MOM MM 11 DEHMATONOM AN

lpodmnakTvKa TAXKENbIX NOpaXKeHNI NapeHXMMbI NMoYeK
npv [IMP'y netew ¢ CMHAPOMOM MUENOAMUCNNA3MMN NPOLOST-
¥aeT 0CTaBaTbCA OJHOMN W3 BaXHEWLIMX Npobnem AeTcKom
yponorun u Hedponoruun. PasHoobpasHble NpoABAEHUA
CMUHanbHoOro AuspadmsMa B COYETAHUM C NMOPOKaMM pas-
BMTMA MOYEBLIX MyTei cocTaBnaAloT Ao 27 % Bcex NopoKoB
pasBuTUA y AETeN, NPUYEM B NOCNESHME MOAbl 0TMEYAETCH
YBE/IMYEHME WX KOIMYECTBa.

[lo HacToALLEro MOMEHTa HET YETKUX KpUTEPMEB MPO-
rHo3a ucxona [IMP. MHoroumcieHHble 0Te4ecTBEHHbIE U 3a-
pyberkHble 1ccnefoBaHWUA NoiuMopu3mMa reHoB, KoAMpY-
fox KoMmnoHeHTbl PAAC (@Hr1OTeH3MH-KOHBEPTUPYIOLLLMIA
(epMeHT, peL,enTopbl K aHTMOTEH3MHY-2 1 T.M.) He AaloT 04-
HO3HaYHOr0 OTBETA O HaJIMYMW FEHETUYECKOM 06yCoBNEH-
HOCTM NpoLiecca CKNepo3npoBaHMA. Ha HavabHbIX CTagmaAx
3aboneBaHUA NPOrHO3 B OTHOLUEHMM BO3MOMHOW TAMKECTM
MopaxKeHWs NapeHXMMbl HeACeH, YTO CO34aeT YC/OBUA
KaK [J1A 4pe3MepHO, Tak U AnA Hef0CTaTO4YHO aKTUBHOM
Tepanuu. [nutenbHoe BpeMA NMPOQUNAKTMKA BTOPUYHO-
ro CMOpLLMBaHWA MapeHxuMbl noyek npu MMP cBogunack
JMLLb K aHTMbaKTepUanbHoM NPoGUNaKTUKe peLyamnBoB Co-
NMPOBOXAlOLLEr0 06CTPYKLMIO MOYEBbIX NyTen nuenoHed-
puTa. O4HaKo Npy fanbHeMILEM U3ydeHUM NpobaeMbl 6bino
YCTAHOB/IEHO, YTO TaK Ha3blBAaEMbIN CTEPUIbHBINA, TO €CTb
He OC/IOMHEHHBIV NMMENoHePMTOM pedIoKC, TaKKe MOXKET
MPMBOAUTL K CKNEpPO3MpOBaHuIo NoYKK. [lanbHenwnm ata-
nom passuTuA HedponpoTekumm npu NMP 6bino npumMene-
HWe MeMbpaHocTabunmsupyloLwmx npenapaTos U nNpenapa-
TOB, YNyyLaoLWwyX TPOGMKY NapeHXMMbI (@HTUIUMOKCAHTDI,
LMTOXPOMBI), r1nepbapuyeckon oKcureHauuu. B nocnen-
Hue 20 net B NpaKTUKe HepponpoTekuumn npu PH aKkTuBHO
MPUMEHSIOTCA UHFMBMTOPbI aHMMOTEH3UH-KOHBEPTUPYIOLLE-
ro ¢epmenTa (MAMNO). [faHHble npenapartbl 610KMpYyIOT Ypes-
MEpHYI0 aKTUBHOCTb PEHWUH-aHTMOTEH3MHOBOW CUCTEMBI MO-
UeK, ABNAIOLLYIOCA MYCKOBbIM MeXaHU3MOM He(poCcKepo3a
[6, 8]. OgHaKo, B CBA3U C HEOOQHO3HAYHOCTbIO MX BUSAHUA
Ha MoYeYHbIN KPOBOTOK M KNy6ouKoBYl0 GuibTpaumio, faH-
Hble Mpenapatbl NOKa3aHbl LLIb Ha ONpeseNieHHo CTaaum
YKEe MMEIOLLEroca NMopaXeHNA NMOYeYHOM TKaHW, TO eCTb UX
Ha3HaYeHWe He ABNAETCA abCOMOTHO NMPODUNAKTUYECKUM.
B npouecce n3yyeHna gencteua MAMNO npu PH oTMeueHa
HEO4HOPOAHOCTb MPOTEKTUBHOMO 3PdeKTa y PpasNuUyHbIX
6onbHbIX. Kpome Toro, HasHaveHua MATND feTAM paHHero
BO3pacTa MOXKeT NPOBOAMTBLCA MWL B UCKMIOUUTENBHBIX
C/yyasx B CBA3M C GM3M0NOrMYECKON NOBLILIEHHOM NOTpe6-
HOCTbH) MOYEK B BbICOKOM YPOBHE aHMMOTEH3WHA ANA OCy-
LLLeCTBNEHWUS HOPMAJIbHOTO aHruMoreHesa. TakuM 06pasoM,
abCcoNoTHLIX KpUTEpMEB HepONpPOTEKTMBHOM Tepanuu
npv PH y pneTen Ha LaHHOM 3Tane Her.

Kak npu MHorux 3aboneBaHusx, npu [MP otMevaet-
CA HEOAHOPOOHOCTb TEYEHWA MaTONIOrMYECKOro npoLecca.
Mpy oaomHakoBoW BbiparkeHHoCTH TIMP u nuenoHedpuTa
peakLuMA opraHu3Ma AeTeit MOXKET 3HaUUTeNbHO 0T/IMYaTb-
CA — OT MPAKTUYECKM MOMHOWM KOMMEeHcaLun L0 XpOoHMYe-
CKOW MOYeyYHoW HepocTaTouHocTu. [poBefeHue aHanusa

DOI: https://doi.org/10.17816/psaic983

419



420

COMMENT

KoppenAaumMmn Meay MopdodyHKLMOHANBHBIM CTaTycOM
pebeHKa (MM ero KOHCTUTYLMEN) M TedeHWeM 3abosieBa-
HWA MOMET CnocobCTBOBaTb WHAMBMAYaNU3UPOBAHHOMY
noaxoay K Tepanuu naumentos ¢ PH. [laHHbii nogxog, ywe
onpaezan ceba Bo MHorux obnactax negmatpuu (annepro-
NI0TUA, PEBMATO/IOMMA, 0TOTAPUHIONIOMMA U Ap.).

TakuM 06pa3oM, 3aa4a paHHeN NPodUIAKTUKN XPOHU-
YeCKOM MOYEYHON HEeJO0CTaTOYHOCTM Y LETEN C ABMEHUAMU
CrMHanbHOro AuspadmsMa 1 HapyLIeHHON YpoOMHaMUKOM
HUKHUX M BEPXHUX MOYEBbIX MYyTeW, CTPaAaloLLMX, KpoMe
3TOr0, eLLEe U HeleprKaHeM MouM, NpeACcTaBNAETCA NepBo-
oYepeHOM B 06LLEM KOMMIEKCE MHOMOKOMMOHEHTHbIX pea-
BUNUTALMOHHBIX MEPONPUATUN.
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