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IOBUNJIEN

Anexkcanap JImutpuesuu IlaperopoaueB (K 75-1€THIO CO THS POXKIAEHHUS)

26 aBrycta 2021 . oTIpa3mHOBAN CBOIA 00WIIEH TIPO-
deccop Anekcannp JImutpuesnu Llaperopoaiies — rias-
HBII pefakTop Hallero xypHana «Poccuiickuii BeCTHUK
MEepUHATOJIOTUN U TIeMUaTpuu». SISl Ha 9TOTO 4Yelio-
BeKa, HEBOJIbHO TIPOHUKAECHILCS YBaXKEHUEM K HeEMY.
Bcerma MosoxaBblii, TOATSIHYTHIN, TOOPOKeTaTeTbHBIN,
00JlaafoIil MpeKpacHbBIM YYBCTBOM IOMOpa, Y HEro
CBETJIBbIN YM, UCKPALIUIACS B3TJISIA M UCKPEHHSIS YIbIOKA.
Anekcanap AMuUTpueBUY, HECMOTPSI Ha CBOIO IOOMJICiI-
HYIO JaTy, OCTaeTCsl MOJIO JYIIIO.

VY A L. LlaperopoaliieBa, Kak 1y OOJIbILIMHCTBA JIIOIEH
3TOTO ITOKOJICHUS, T03aIy OOJIBIIION 1 OTHIOAb HEJIETKMIA
SKU3HEHHBI TyTh. OH TIPOMIEH C YeCThIO U JTOCTOWH-
CTBOM, YBaXKeHUEM OKPYKAIOUINX JIIOJCH.

JIeTCTBO M IOHOCTb TIPUILIUCh Ha TSDKENOe TOCe-
BoeHHOe BpeMs. Orell GpOHTOBUK, TTOTYIMBILIUI TIXKE-
JIoe paHeHUe B PYKY M BEPHYBIIUICS WHBAIUIOM TIOCIE
BOWHBI, paboTaJ IpeaceIaTeNIeM CeTbCOBETa, MaTh pabOT-
HUK (eTbIIIePCKOro MyHKTa, TeM He MeHee OHM CyMelTn
MOCTAaBUTh HAa HOTW TPOMX AETE, CTAPIIUM U3 KOTOPBIX
Obul AnekcaHnp. AnekcaHap JMUTpUeBUY pOAMIICS
1946 . B nepeBHe Kitecthl CaHuypckoro paitoHa Kupos-
ckoii obsactu. [Tocne okoHYaHMST 7-T€THETO MKOJIbHOTO
oOpa3oBaHMsI BLIOOp Tpodeccry ObUT MpemonpeacyieH.
Jleq1o B TOM, 4TO OTell, 4YacTO JICUMJICS B TOCIUTAe —
naBajio 3HaTh O cebe paHeHue. [1o cioBam AnekcaHapa
JIMuTpreBMYa, UMEHHO OH HAIyTCTBOBAJ ChIHA TTOJY-
YUTh AajbHelilee oOpa3oBaHMe M BHIOpaTh Ipodec-
CHIO Bpaua, 4YToObI criacaTh JIIOAEH, JIeUUTh U TIOMOTaTh
CIIpaBIsAThCS ¢ Ooe3HsIMU. Tak B 1964 . OH OKOHYWII
CaHuypcKOe MEIULIMHCKOE YIMIHIIE TTO CIIeIMaTbHOCTH
denpaiiep U OTHOBPEMEHHO (3a0YHO) IIKOJY paboueit
mojionexu. B 1970 . ¢ otmmunem okonumn KaszaHckuii
MEIULIMHCKUI WHCTUTYT TIO CIEUMaIbHOCTU Bpau-Tie-
IAaTp, a MO0 OKOHYAaHWM OPAWHATYPHI U aCITUPaHTYpPhI
Ha Kadempe AETCKUX WHGEKIUA TOTO K& WHCTUTYTa
B 1975 . 1OCPOYHO 3alUTUI KaHAUAATCKYIO IHCCEpTa-
LU0, TIOCBSIIIEHHYIO TTATOTeHETUYECKUM XapaKTePUCTH-
kam aHruH nipy OPBU, u mpoiien nmyTh OT acCUCTEHTa
no 3aseaytoiero (1980) xadenpoit neTckux MHMEKIINA.
B 1984 . 3ammTHI TOKTOPCKYIO TUCCEPTALIMIO HA TeMy
aJIcHOBUPYCHOU MH(EKIIUNY y IeTeil paHHero Bo3pacTa.

C 1986 o 1989 1. A.JI. LlaperopoxniieB paboTag MUHU-
ctpoMm 3apaBooxpaHeHust Tatapckoit ACCP. OH BHec
CYIIECTBEHHBI BKJIaf B pa3BUTHE 3IPaBOOXPaHEHUS
Tatapctana (B YCOBEpIIIEHCTBOBAHUE CHUCTEMbI DPOMO-
BCITOMOXEHMSI, B TTOBBIIIEHNE 3(h(PEKTUBHOCTH CEITHCKOTO
3MPaBOOXPAHEHMS, B pPa3BUTHE CHUCTEMBI TUATHOCTHYE-
CKHUX LIeHTpOB U 1p.). B roasr padorsr A.Jl. Llaperopom-
1eBa MUHUCTpPOM 371paBooxpaHeHusi Tarapckass ACCP
6bu1a 6a30it nepegosoro omnbita PCOCP no cHMXeHUIo
MJIaIcHYeCKO CMEPTHOCTH, a CeJTbCKOE 3ApaBOOXpaHe-
HUe pecITyoIMKY 66110 TTpr3HaHo ydyinnM B PCOCP.

C 1989 1. mo pacnaga CCCP nipodeccop Llaperopon-
1IeB paboTay 3aMeCcTUTesIeM MUHUCTPA 3IpaBOOXpaHEHUST

CCCP. B 2710i1 10/KHOCTA OH KypUpOBaj OpraHU3alnio
MEIUILIMHCKOM TMOMOIIN HACeJeHUIO U JIeKapCTBEHHOTO
obecrieuyeHNsT cTpaHbl, a ¢ 1993 . B HoBOoM MuH3npaBe
Poccuu mocienoBaTeIbHO 3aHUMAIT TOJDKHOCTU Havas b-
HUKa YIpaBJeHUsI, 3aMECTUTEIST U TIEPBOTO 3aMECTUTENIS
MWHUCTpPA, W, HAKOHEI MWHUCTpa 3IpaBOOXpaHEHUS
¥ MEAUILIMHCKOM MpoMbITiieHHocTH Poccnm.

Pabdorags B w™mumHHcTepcTBe, A.[. Ilaperoponien
YCITEITHO pelliajl BOMPOCHI OpraHW3alluy METULIMHCKOM
MoMoIIM W JeKapcTBeHHoro obecmeyeHusi. [lom ero
PYKOBOACTBOM Pa3paboTaHO MOJIOKEHNUE O KITMHUIECKOM
JIe4eOHOM YUpEeKIEeHUU, MHOXKECTBO APYTUX TIOJIOXKe-
HUI ¥ TIPUKa30B, AEMCTBYIOLINX 1 TTOHBIHE. Tak, Moj ero
pykoBojaCcTBOM BIiepBble B Poccum paspadoraHo [lono-
JKeHHe O Bpaue oO0Ileil TpaKTUKKM, KOTOPOe B TOCIIEYIO-
IIeM JIEMJIO B OCHOBY JEATEIbHOCTA CEMEUHOW Menu-
mrHbI. OH pa3pabaThiBaJ OCHOBBI CTPAXOBOM M TUTATHOM
MEIULIMHBI B Hallleil cTpaHe, MHUIWUPOBAT U BO3TJIaB-
Jia paboTy MO TIPOBEACHUIO BaKHEWIIMX TPOTpaMM
(1o 6oprbe ¢ caxapHbIM TMA0ETOM, TyOEpPKYIe30M, TCHU-
XWUYECKUMH ¥ MHOTUMMU IPYTUMU 3a00JieBaHUSIMU). Bo3-
TJIaBJIST paboTy 1O JTMKBUAAIIMNA MEIUITUHCKHUX TTOCTE -
CTBUII psla KpPYMHEWIINX TEXHOTEHHBIX KaTacTpod.
B 1994—1995 rr. Bo3rmaBui pabOTy MO OpraHU3auu
MEIULIMHCKON TOMOIIM TpaXkIaHCKOMY HaceJeHUIo
YeueHckoit Pecrybiuku B meproa BOEHHBIX JAEHCTBUI,
KOrJa Tojl er0 pyKOBOJCTBOM ObUIM OTpabOTaHbI HOBBIE
OpraHM3allMOHHbBIE (OPMBI OKa3aHUA METULMHCKOMN
MOMOIIM HaceJeHUI0 TIPU JIOKATbHBIX BOOPYKEHHBIX
KOH(JINKTAX.
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Bynyun crneuuranuctoM B 00JACTM AETCKUX MHGbEK-
umit, Anekcanp JIMUTpueBUY KOOPAMHUPOBAI paboTy
OpraHoB 3[IpaBOOXpaHeHMs 10 0opb0e ¢ MH(PEKIIMOHHON
3200J1IeBAEMOCTBIO U, TIPEXXIE BCETO, YIPaBIsSIEeMON TPpyI-
noit uHdexuii. B pesynsrate NMpUHATHIX Mep MH(DEKIIM-
OHHas 3a00JIeBaeMOCTb B CTpaHe Obljla CHIDKeHa 1o 41
HO30JIOTMYECKOM €IVMHUILIBI, B TOM YHCJIE IO KOKITIOIIY
Ha 40%, no mu3eHTepun Ha 55,1%. B 1994—1996 . A.JI.
LlaperoponieB Bo3mIaBisiI mTad mo 6opnde ¢ nudrepueit
B Poccumiickoit deaepanyu. 3a 5TH Tpu Tofa SMUAAEMMUYE-
cKag 3a00JiIeBaeMOCTh TU(Tepreii B CTpaHe ObLTa CHIDKEHA
B 10 pa3 m mpakTUYeCKM CBeleHa N0 CIOpaauveCcKOM.
3a ymmkBumanuio xonepsl B Jlarecrane B 1994 . ToccoBer
pecriyonuku nipucBoust AJJI. LlaperoposiieBy moyeTHOe
3BaHMeE «3aciyXeHHbIl Bpay Jlarectana». Briepsbie B Poc-
CUM UM OBbITM OpraHn30BaHbl HalloHaIbHBIE THU UMMY-
HM3alUKA JeTell TIPOTUB TonroMuennTa. OXBaT aeTeid
MpUBUBKaMU cocTaBui 99,8%. B pesynbrate 1Mo muToram
1996 . B Poccun He GbIIO 3aperMCTPUPOBAHO HU OJHOTO
ciydast atoro 3aboneBaHus. B 1990 . OH cosnan Ha Gase
nerckoil OombHUIIBLI Ne38 kadenpy nerckux OoJe3Hei
HMucTuTyTa TOBBIIEHUsT KBaTuduKamny Bpaueir Defe-
paibHOTrO yrpapiieHus: Mea0rosKCTpuM U ObLIT €€ TIEPBbIM
3aBeIYIOIIMM 110 aBrycra 1997 .

B 1997 . Anexcannp JAMUTpHEBUY CTall TUPEKTOPOM
Mockosckoro HUW nenuarpum m neTCKoil Xupypruu
Munsnpasa Poccuu, roe n pabotan no ssHBapst 2014 —
MOMEHTa TIpeoO0pa3oBaHUsI MHCTUTYTa B 000COOJIEH-
Hoe CTpyKTypHoe TmoapasaeneHue PHUMY wum. H.W.
IMuporosa. B MHcTuTyTE B TeueHWe 16 JIeT TIOH PyKOBOI-
cTBOM AJlekcaHapa JIMUTpuUeBMYa BBIMOTHSIIUCH Hayd-
HBIE MCCIEIOBAHMS TT0 pa3paboTKe HOBBIX METULIMHCKUX
TEXHOJIOTUI B TIEMUATPUM U JETCKOW Xupypruu. B aToT
Tepuo/ 31eCh BriepBbie B Poccry ObUT BBeZIeH MOHUTOPUHT
BPOKIEHHBIX TTIOPOKOB Pa3BUTHSI, TIOJIyUMIa JajbHelIIIee
pa3BUTHE TeJIeMEIMIIMHA, B MPAKTUYECKOE 3IpaBOOXpa-
HeHue Poccum BHeIpeHBI MHOTHE JECATKM HAaydHBIX pa3-
paboTOK M TMPOTpaMMHBIX CpeacTB. KOIeKTUB WHCTH-
TyTa MO Ceit IeHb ¢ OOJIBIION TETIJIOTON BCIIOMUHAET TOIBI
paboTbl o pykoBoacTBoM npod. A.Jl. Llaperopoaiiesa

Anekcannp JImutpuesnd ¢ 1998 . aBsieTcs TJIaBHBIM
pemakTopoM KypHaja «PocCHIICKMIT BECTHUK TTepUHATO-

IOBUJIEN

JIOTUU U TIeAMaTpur». 3a 3TOT MEPUO KypHaJl MpUoopes
3HAUUTEJIbHBIA aBTOPUTET B HAyYHON MEIULIMHCKOMN
cpene. TeHAeHIUST pa3BUTHUS HAILIETO U3IaHUST, CTAHOBIIE-
HUE ero KaK OJHOTO M3 BeAyLINX MeINaTPUIeCKUX XKypHa-
JIOB, COXpaHEeHMe HayYHBIX TPaaWLIMiA, 3aJOKEHHBIX ellle
akagemukom FO.E. BensruineBbiM, BO MHOTOM 3aciyra
mIaBHOTO pegakTopa — nmpodeccopa A.Jl. Llaperoponiiena.
3a Tombl ero pyKoBoacTBa «POCCUICKUI BECTHUK Tepu-
HATOJIOTUW W TIEAUATpUM» CTaJl HauboJjiee ITUTUPYEMBbIM
cpeny TieAuaTpUUecKrX XKypHaioB 1o aaHHbiM PUHIL,
a ¢ 2017 r. pa3meraeTcsl Ha MeXIyHapOIHOU ruiatgopme
Scopus, 4TO COCOOCTBYET POCTY MMITAKT-(haKTopa M3ma-
Hus. Hamr >kypHanm MeHsIeTcsT, oTBeuasl Ha 3arpocChl Bpe-
MEHM, HEM3MEHHBIM OCTaeTCsl OTHO — CTpeMJieHUEe OBITh
B aBaHTap/e MeIMIIMHCKOW Hayku. 3aciyra AJjileKkcaHapa
JIMUATpHEBMYA TakKKe B TOM, UTO, TIPOSIBJISISI CBOM TIpe-
KpacHble OpraHW3aTOpCKUe KauyecTBa, MYIPOCTh, 3Ha-
HUE TICUXOJIOTUM JIIOfIei, OH CyMeJl CTUTOTUTh KOJIJICKTHB
pedakiM, W 5TO TO3BOJUJIO BBIPACTU €My B APYKHYIO
1 npodecCuoHaIbHYI0 KOMaHIy. ABTOPUTET AJieKCaH-
npa JIMUTpueBMYa, YBEPEHHOCTb B YCIEXe 3apsiKaioT
ONTUMU3MOM, BCETIa CO3Mal0T TBOPYECKYIO aTtMochepy
B paboTe Bceil penKoulerMM XypHaia. BeposiTHO, 3To
U €CTh 3aJIoT TUIOAOTBOPHOM pabOTHl M YUTATEIHCKOTO
MHTEpeca K HallleMy U3IaHUIO.

AJI. UaperopoaiieB — aBtop Oosnee 200 HaydyHBIX
pabot, B ToM uucie 15 moHorpaduii, mocoouit 1 pyKo-
BOACTB IS Bpadeil, B YaCTHOCTU 12-TOMHOE pYyKO-
BoacTBo «®apmakoTepanusi B TeAMATPUM W JIETCKOM
xupyprumn» non penakiuein A.Jl. LlaperopoaiieBa u B.A.
TabGonuHa.

ITo ero nnuimMaTBe 1 Noj ero pykosoactsom B 2001 .
ObIT BIepBble OpraHU30BaH POCCUICKMI KOHTpecc
«CoBpeMeHHbIe TEXHOJIOTUM B TIEAUATPUM W JIETCKOM
XUPYPTUW», KOTOPBI € TeX TOp YCIENTHO TMPOBOIUTCS
B MoOCKBe exXeromHo. AnekcaHap JMUTpUeBUY sIBIISIETCS
HEeM3MEHHBIM TIpe/iceIaTesIeM 3TOTO.

3a 3aciyru B obnactu 3npaBooxpaHeHust A.Jl. Lape-
TOPOMIIIEBY MPUCBOEHO TIOYETHOE 3BaHUe «3aCTy>KeHHBII
Bpau Poccuiickoit @enepammu» (1995 1.); oH HarpaxkieH
opaeHoM [Touera (2006 T.), MHOTUMU APYTUMU TIPaBU-
TeJbCTBEHHBIMM U BEJIOMCTBEHHBIMU Harpagamu.

HCerHHlle €064 Y6AaNCEHUA, 60CXUULCHUA,

menasaoble n030p08ﬂ€HLl}l U noJcenanHusl Kpenkoeo 3()0p08b}l, ycnexos,

doneux nem HCU3HU om Konnee u 0py3eL7, om ecex mex,

Kkmo Bac aobum u snaem, kmo mpyouacs u mpyoumcs cecoons ¢ Bamu,

dopoeoii Anexcandp Imumpuesuu!
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Koncrantun MiBanouy Ipuropbes (K 70-/1eTHIO CO THS POKIECHHUS)

K.W. TpuropbeBy, NTOKTOPY MEIMLUMHCKMX HayK, MpO-
(beccopy kadenpsl neauatpuu ¢ MHGEKIIMOHHBIMU 320071~
Banusmu y neteit @10 Poccuiickoro rocynapcTBEHHOTO
HalIMOHAJILHOTO MCCIEeI0BATEILCKOTO MEIUIIMHCKOTO YHU-
Bepcureta uM. H.W. ITuporosa (PHUMY), B mae 2021 1.
ucnonHmiock 70 et

KoHcrantun WMBaHoBMY poawics B BopoHexe,
3aKOHYWI Ilearatpudeckuii  daxyisrer 2-ro MOJIIMU
uM. H.U. Tuporosa (HbiHe PHUMY) B 1974 1. ¥Vike B cTy-
JIEHYECKHEe TOAbl aKTMBHO YYacTBOBAJ B HAyYHOU XWU3HU
WHCTUTYTA U CTpaHbl, Oy1y4yr 4ieHoM Bcecolo3Horo coBeta
10 HAayYHO-MCCIIeI0BATEIbCKOI paboTe cTyaeHToB. Ha mpo-
TSDKEHUM BCEr0 BPEMEHW TI0C/ie OKOHYAaHWSI MHCTUTYTa
K.W. IpuropbeB padotaect B PHUMY: okoHUMI KiIMHUYE-
cKylo oparHaTypy (1976 1) u acnupaHTypy Ha Kadenpe mpo-
MEAEBTUKNA AETCKUX OOJIe3HEH C 3allUTON KaHIWAATCKOW
nucceptauuu (1979 r). Tpyauics Miiaaimm, 3aTeM CTapiium
HayYHbIM COTPYTHUKOM Hay4YHO-OPTraHU3allMOHHOTO OT/IeNa,
¢ 19821 — accucreHT Kadeapbl MPOMEAEBTUKU NETCKUX
6onesHeit, ¢ 1987 . — motieHT, a ¢ 1992 . — npodeccop kade-
IIpbI TIeAUaTpuK ¢ UHGEKIIMOHHBIMY 3a00JIeBAHUSIMU Y IETEi
DVYB (ceituac GITO). B 1990 r. 32T JOKTOPCKYIO IMC-
cepTaluio Io MpodiieMaM BOCCTAHOBUTEJLHOTO JIEUEHUSsI
JeTeil ¢ XpOHUYECKUMU 3a00JIeBaHUSIMU OPraHoOB IHIIE-
BapeHusi. B 1995—1997 rr. Bosmiasisn Kadenpy neauar-
pun MHCTUTYTa MEAMKO-COLIMATBHOIN peabMINTaLIN.

K.A. TpuropbeB — BbIXOAECL U3 3HAMEHUTON MeauaTpu-
yecKoi 1Kol wieH-kopp. PAMH, npod. A.B. Ma3sypuHa.
KoHcranTiH MBaHOBMY yCTIELITHO COYETAET MeIarornyecKyro
paboTy ¢ HayYyHOH U JieueOHOI AesTeIbHOCThIO. MHOIO JieT
paboTajl Ha KJIMHWYEeCKUX Oazax WM3MaiiloBCKOI IeTCKOM
6osbHMIIBI, deTckoil 6oabHMIBI N 21 . MOCKBBI, B ITOCIIEI-
HMe ronbl — B TyImmHCKO# neTckoii 6ompHauie nM. 3.A. bar-
sisieBoid. OH BHeC OOJIbIION BKJIAI B MOATOTOBKY MEIUATPOB,
co3nal HampaB/ieHMe HaydyHOU JesiTelbHOCTH — JIETCKasl
MeTeornpodIaKTUKa, HAYyYHO 0OOOCHOBAJI U BHEAPWII B KIIW-
HMYECKYIO TIPAKTUKY TePMHUHBI «METEOTPOITHASI ITaTOJIOTHSI»,
«aiantalOHHO-MeTeOTponHbIi cuHapom». K.W. IpuropreB
OIIMH M3 BEAYIIMX CIEHUATMCTOB B 00JaCTU JETCKOM KIW-
MAaToIaToJIOTUM M CaHAaTOPHO-KYypOPTHOTO Jiejla, HO cdepa
€ro HayYHbIX M TBOPYECKUX MHTEPECOB 3HAYUTEIIHHO IINPE —
JIETCKasi raCTPOIHTEPOJIOTHSI, BOCCTAHOBUTEIbHASI MEIUIIMHA,
(yHKIIMOHAIbHAS TIATOJIOT ST, CECTPUHCKOE JIEIO.

Ilon pykoBoactBoMm mnpod. K.W. Ipuropresa BbIMoJI-
Henbl 10 KanauaaTckux aucceprauuii. OH aBTop 6osee 560
Hay4YHbIX M HAyYHO-MYOJIMIIUCTUUECKUX TMEeYaTHBIX PadoT,
cBoie 40 yae6HNMKOB 1 MoHorpaduii. Cpean Hux «[lemu-
atpusi. CipaBOYHUK MPAKTUYECKOTO Bpauar, «KeaynouHo-
KUIIEYHbIE KPOBOTEUEHHUsI Y JeTeil», «Mereonaroaorus
y neteii», «CTpecc 1 MeTeoaanTanusi B ISTCKOM BO3pacTe»,
«3abosieBaHMsI KUILIEYHUKA B JIETCKOM BO3pPacTe», PYyKO-
BozcTB st Bpaueil «[leauarpusi. PykoBoacTBo mo auar-
HocTHKe U JedeHuio» (2015), «Ilemmatpusi. PykoBoacTBo

-

o aMOyIaTOPHO-MOJUKIMHUYECKON IpakThKe» (2018,
2021) u «HeoTy1oxHas TOMOIIIb B ITeAMATPUIECKON ITpaK-
tKe» (2020). MM HamucaHBI TJIaBBl B psiae MOHOTpadMit
U CTIPABOYHUKOB JJIsl TIEIMATPOB, Bpaueii 00111eil MPaKTUKHU.
Koncrantun MBaHOBUY M3BECTEH KaK COaBTOP YUEOHUKOB
10 MeIMaTPUU.

C 2005 mmo 2008 . K.M. IpuropbeB BO3IJIABISAI OTAET
«YHUBepcHUTeTCKasI MeIUIIMHCKas razera» PIMY. C 2003 .
SIBJISIETCS TJIABHBIM PEeJaKTOpOM KypHaia «MeauiuHcKast
cecTpar.

3a 3aciayru B nefarornyeckoil, HayqYHoil U oOIIeCTBeH-
Hoit pesitenbHOocTM K.M. IpuropneB HarpaxiaeH mena-
mamu BAHX, «850 jmer MockBbl», OTMe4YeH OJaromap-
HOCTSIMA MMHUCTpA BBICILIETO M CPEAHEro CIelMaTbHOTO
oopazoBanusi CCCP (1978), MuHuCTpa 31paBOOXpaHEHUs
PCOCP (1981), pykoBomutenss Komurtera 3zapaBooxpa-
HeHuss Mocksbl (2002), nmpeMueit Mapa MockBBI B 00J1a-
ctu 3npaBooxpaHeHust (1995), nummomom [denaprameHTa
3IpaBOOXpaHeHUs] MOCKBbBI, HAlMOHAJIBHOW TpeMueit
«DxoMup-2006», 3HakamMu «OTIIMYHUK 3IPaBOOXPAHEHUST»
(2018), «3omotoit honx npecchl» (2007—2009). HarpaxneH
nouetHoi rpamoroit PHUMY um. H.W. Iuporosa (2016),
nurutoMoM «Jlyummii memaror 2014 roma». SIBisteTcst meii-
CTBUTEJIbHBIM WIEHOM AKaIeMUU MEIUKO-TEeXHUUECKUX
Hayk, [eorpaduueckoro ob6iectBa CCCP/P®. KoncraH-
TUH VBaHOBMY — OMBITHBIM TIENAror, TaJaHTJIMBBIN yue-
HbI, BBICOKOKBATMGULIMPOBAHHBIN Bpay, 100pOXKeIaTelb-
HbI, OT3bIBUMBBINA, TPUHLUUITUAIbHBIA YEJIOBEK.

Iloznpapnsiem KoHcranTnHa KBaHOBMYa ¢ 1oOuiieeM,
HWCKPEHHE KeJlaeM €My KPEIKOIO 3[0POBbsi, 0JIaromnoy-
4Yus U JaJbHEHIIEH TUIONOTBOPHOM NesITeIbHOCTU Ha 6Jlaro
Hallleif MeIUILIMHbBI U 3[I0POBbs AeTeit!

Koasexmue xagpeopsvt neduampuu ¢ unghexuuonnsiMu 3a604e6anuamu y oemeii
DJITIO Poccuiickozo 20cy0apcmeeHH020 HAYUOHAALHO20 UCCACO08AMEABCKO20

Mmeoduuunckoeo ynusepcumema um. H. . Iupoeosa (PHUMY)

Peoxoanecus ucypnaaa «Poccuiickuii 6ecmuux nepunamonozuu u neouampuu»

om eceeo cepdua npucoebuwlemcu K mum no30pa¢menuﬂm
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NMEPELOBAS

IIpo6eMbl paHHeli TMATHOCTUKH HACJIEACTBEHHBIX 3200/1eBaHUii HEPBHOI CHCTEMbI
C.H. Hanapuowkun, FO.A. Ceausepcmos, C.A. Kntownukog

®rBHY «HayuHbIn LeHTp HeBponorun», Mockea, Poccus

Problems of early diagnosis of hereditary neurological diseases

S.N. lllarioshkin, Yu.A. Seliverstov, S.A. Klyushnikov

Research Center of Neurology, Moscow, Russia

Hacnencrsennble 3a00/1eBaHNs HEPBHOIA CHCTEMBI 3AaHMMAIOT CYHIECTBEHHYIO YACTh B CTPYKTYpe MOHOTE€HHBIX 00JIe3Heil YeoBeKa.
BoJbIIMHCTBO M3 HUX XapaKTepU3yIOTCs MPOrpecCHpyloliMM TeYeHueM, HHBAIMAU3aLuMeil MAMeHTOB U OTCYTCTBUEM HO30MOAM-
dumupyromeii Tepanmuu. Heo0xomnMocTs nepBUYHOIi M BTOPHYHOI NPOMUIAKTHKYA 3THX (hOPM NMATOJIOTHM, 2 TAKIKE MEPONPUSITHIA
MeINKO-TeHeTHIeCKOr0 KOHCYJIBTHPOBAHHS M MUIAHHPOBAHHS CeMbU ONpenesieT 0co0yi0 posib MX paHHeil amarHoctuku. Cospe-
MeHHbIe MEeTO/Ibl MpeHaTaJbHOH W npenMiLIaHTauuonHoi JIHK-1MarHoCTHKN CymIeCTBEHHO CHMZKAIOT BEPOSTHOCTb POXKIEHUS
00JbHOTO pedeHKa. B To ke BpeMsi HeOHATAIbHOE U CEIEKTHBHOE CKPMHUHIOBOE 00C/IeI0BAHIE HOBOPOXK/IEHHBIX U JI€TEil PAHHETO
BO3PACTa MO3BOJISIET MAKCHMAJIBHO PAHO IMArHOCTHPOBATH HACJIECTBEHHbIE HEBPOJIOrHYecKHre 3200/1eBaHNs M HAYATh MATOreHe-
THUECKYIO TePaNuio, KOTOPasi B HACTOsIIee BpeMsI pa3paboTana A neJoro psaa narosiormdeckux. Illnpokoe BHeapenne MeTonos
OHOXMMHYECKOIl M MOJIEKYJISIPHOi AMArHOCTHKM HAC/IeCTBEHHbIX 3200JeBAHMII HEPBHOM CHCTEMBI Y MALMEHTOB PA3IHYHOIO BO3-
pacTa, BKJII0Yask COBPeMeHHbIe METO/Ibl MACCOBOTO NAPAILIELHOIO CeKBeHUPOBAHNS, IOPOXKAAET Psjl NPo0/ieM TeXHOJIO0THYECKOro,
3THYECKOro 1 (UHAHCOBOrO MOPSAKOB, KOTOPbIE MOAPOOHO OCBEIIEHbI B HACTOSIIEH CTAThe.

Karoueesvte caosa: demu, nacreocmeentvle 604e3HU HEPBHOU CUCMEMbl, PAHHAA OUACHOCMUKA, NPEHAMANbHAS OUACHOCMUKA, Heo-
HAMAanbHolil CKPUHUHZ, HO30MOOUGUUUPYIOUas mepanus, NpeOuKmueHoe mecmuposanue, SmuieckKue npooaem.

Ansa yntuposauns: VinnapmowkuH C.H., CennBepctoB I0.A., KmowwHukoB C.A. [Tpobnembl paHHe i AnarHOCTUKY HaceaCTBEHHbIX 3aboieBa-
HUI HEPBHOW cucTeMbl. Poc BecTH nepuHaton v neguarp 2021; 66:(4): 8-15. DOI: 10.21508/1027-4065-2021-66-4-8-15

Hereditary neurological diseases represent a substantial part of human monogenic disorders. Most of them are progressive, dis-
abling, and lacking disease-modifying therapy. Early diagnosis of severe genetic neurological conditions is essential for primary and
secondary prevention, genetic counseling and family planning. Modern methods of prenatal and preimplantation DNA diagnostics
significantly reduce the likelihood of having a sick child. At the same time, neonatal and selective screening of newborns and young
children makes it possible to diagnose hereditary neurological diseases as early as possible and to start pathogenetic therapy, which
is currently available for a number of pathologies. The widespread introduction of biochemical and molecular diagnostics of the
hereditary neurological diseases in patients of various ages, including modern methods of massive parallel sequencing, gives rise
to technological, ethical and financial problems.

Key words: children, hereditary neurological diseases, early diagnosis, prenatal diagnostics, neonatal screening, nosomodifying therapy,
predictive testing, ethical issues.
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BHaCTo;m[ee BpeMsl He BBI3BIBAET COMHEHMI OrpoOM-
Hasl pOJib TeHEeTUYeCKUX (haKTOPOB B Pa3BUTHUU
3a001eBaHNII HEPBHOM cUCTeMBl. [eHeTMKa He TOJBKO
orpefieNisieT puck MaHUecTaluu pa3HOOOpa3HOl MeH-
NeJIEBCKOM 1 MyJIBTU(AKTOPHOW  HEBPOJIOTMYECKOM
MaToJOTUU, HO U TIOMOTAaeT B PACKPBITUU MOJIEKYJISIP-
HBIX OCHOB MMaTOJOTMYECKOTO TMpoliecca, a TAaKXKe BHOCUT
KJTIOYEBOW BKJIAJ B CHCTeMaTH3allMIO0 HACJIeICTBEHHBIX
6one3Heit u cuaapomos [1]. [eHomHas Kitaccudpukanus
HAacCJIeICTBEHHBIX 3a00JIeBAHUIT HEPBHOW CUCTEMbI UMEET
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0COOEHHO 0OJIBIIIOE 3HAYEHUE B CBETE MX BbIpa’KEHHOM
TeHETUYECKON TeTepOreHHOCTH, YTO BBIBOOUT Ha Tep-
BBIN TIJIaH 3a1a9y pa3paboTK MH(POPMAaTUBHBIX METOIOB
JAHK-auarHoctuk, B TOM 4uCJe Ha OCHOBE MYJIBTH-
TUIEKCHBIX TeXHOIOTHi [2, 3].

Ha navano 2021 r. onucano Gosee 10 ThIc. MOHO-
TeHHBIX HACJIeICTBEHHBIX 0oJie3Hell ueioBeka. M3 HUX
0K0J10 17% cocTaBISIOT HEBPOJIOTMUECKIE 3a00IeBaHUSI,
BKJTIOYAIOIIME HEPBHO-MBIIIEUHbIE OOJIE3HU M HEBPO-
MaTUM, JIBUTATEIbHbIE PACCTPOMCTBA C BOBJIICYCHUEM
SKCTpanmMpaMUIHON, THUPAMUIHON W/WIA MO3XKEUYKO-
BOIl CHCTeM, ApYyrue TepBUYHBIE HelpoaereHepanuu
(HacymencTBeHHbIe (opMbl  OOJie3HE MOTOHEHpOHa,
JIeMeHIMI W T.JI.), HacJeICTBeHHbIe (OPMBI BIHUIIEII-
cuu, 0oJie3HM OOMeHa C MPEeUMYIIECTBEHHbIM TTopaXe-
HUEM HEpPBHOI CHUCTEMBI, a TaKXKe OOIIMPHYIO TPYITITY
3a00JieBaHUI CO cMellaHHbIM (deHoTunom. [lpu sTom
HeBpOJOrnyeckasl MaToJOTUs — JIMAWPYIOIIAs B MUpe
MpUYMHA WHBAJIMAU3AIUA W BTOpas IO 3HAYMMOCTH
npuyruHa cmeptHocTu [4]. CTOUT OTMETUTH, UTO MHO-
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Hnnapuowun C.H. u coasm. [1poGneMbl paHHEH TNATHOCTUKY HACTEICTBEHHBIX 3200IeBaHUIT HEPBHON CHCTEMBI

rMe W3 HACJIeACTBEHHBIX HEBPOJOTUYECKUX 3aboseBa-
HUI SIBISIOTCA peakuMu (opdaHHBIMM), T.€. MMEIT
pacrpocTpaHeHHOCTh He Oosiee 10 ciaydaeB Ha 100 ThIC.
HaceJleHUsl.

Ha mpoTsokeHUM IIUTETbHOTO BpPEMEHM BakHOCTh
CBOEBPEMEHHOI, BOBMOXHO 60Jice paHHE MOJIEKYJIIPHO-
TeHeTUYEeCKOI AMarHOCTUKY HACJIeICTBEHHBIX 3a00JieBa-
HUI HEPBHOI CHCTEMBI HETOOIIEHUBAIACh, YTO B OCHOB-
HOM OBIJIO CBSI3aHO C OTCYTCTBHEM 3((MEKTUBHBIX METOIOB
HO30MOIUMULIUPYIONIE Tepanmuu TpU  OOJIBIIIMHCTBE
Ho3oJ0TMYecKnX ¢GopM. CuTyarust craja IOCTEITEHHO
MEHSTBCS TI0 Mepe TMOHWMAHMSI BaKHOCTH MOJIEKYJISIP-
HOI Bepu@UKalMU TeHETUYECKU OOYCIOBJIEHHBIX 3a00-
JIEBAaHWIT HEPBHOM CHUCTEMBI KaK C TIPAKTUYECKUX TTO3M-
LW — 1151 60J1ee POIYKTUBHOTO MEIUKO-TeHETUIECKOTO
KOHCYJIETUPOBAHUS OTSITOIIEHHBIX CEME, TaK M ¢ TOYKHU
3peHns U3y4eHUsT DyHIaMEHTAIbHBIX HEeNpoOrOoIornye-
CKUX ¥ TTaTO(PU3NOJOTMUECKUX MEXaHU3MOB 3a00J1eBaHUIA
C ILIeJIbIO Pa3pabOTKU HOBBIX TepaIreBTUUECKUX MTOIXOI0B.
IMpu HekypabGelbHBIX HACJIeICTBEHHBIX 3a00JIeBaHUSIX
MEINKO-TeHETUIECKOEe KOHCYJIBTUPOBAHME KaK OCOOBIN
BHJ CITEIMATM3UPOBAHHON MEIWIIMHCKOM TTOMOIIN CITy-
SKUT BaXKHBIM 11€JISIM TIEPBUYHON Y BTOPUYHOM PO rIaK-
TUKW HOBBIX CITydaeB 0OJE€3HU B OTSTOLICHHBIX CEMBSIX,
CITOCOOCTBYSI TakKKe CHIDKEHUIO <«T€HETHMUYECKOTO TIpy3a»
B momyiasiuuu. Peanmuzanumsi 3TUX 1eneil HEeBO3MOXKHA
0e3 paHHell JIUATHOCTMKM, KOTOpas B 3aBUCUMOCTHU
OT CKPMHUPYEMOIT HO30JIOTUUECKOM (POPMBI MOXKET TIPO-
BOIMTHLCST HA Pa3IMYHBIX dTarax: OT MOMEHTa TUTaHUpOBa-
Hus1 peOeHKa /10 B3pOCJIOro BO3pacTa.

IMpenMmmianTaOHHAsT TeHETUYeCcKass TUarHOCTHKA
MO3BOJIIET TEHOTUITMPOBATh 3MOPUOH O WMILIaHTa-
LIMU B CIIM3UCTYIO 00OJIOUKY MAaTKH, T.€. IO HACTYTUICHUST
OepeMeHHOCTH U U30aBJIsSIeT OT HEOOXOIMMOCTH TIPEPhI-
BaTh O€PeMEHHOCTD B CJTydae HeOJIarompusiTHOTO Pe3yIb-
tatra JIHK-nuarnoctuku [5]. Ecniu OGepeMeHHOCTh yxke
HacTtynwia, To Ha 8—11-ii HeaensiX BHYTPUYTPOOHOTO
Pa3BUTHSI MOTYT TIPUMEHSITHCSI METOIBI MpeHaTaIbHON
JHK-nuarHoctuku. B atoM ciiydae mipyu oOHapyXeHUU
MyTalMi, XapaKTEePHBIX UIS TSKEJTbIX HEeKypaOeTbHBIX
3a00JiIeBaHUIT HEPBHOW CUCTEMBI, Y OepeMEHHOI KeH-
IIUHBI UMEETCS BO3MOXHOCTD MPOU3BECTH MpephIBaHNE
OGepeMEeHHOCTH TI0 MEIWIIMHCKUM TMokazaHusM. Kpome
TOTO, aKTMBHO pa3BUBAIOTCSI METOIAbI HEWHBAa3WBHOM
npeHaTajabHOU (C 9-11 Hexaennm OEpeMEHHOCTH) TEeHETH-
YeCKOM AMArHOCTUKM, OCHOBAHHOM Ha aHalM3e BHe-
kierounoit JIHK mioma m mckimouaromieil M”HBa3MBHOE
B3THE TUIOMHOTO MaTepuajia IJisl WcclemoBaHust. Bce
STH METOMBI TpeHaTaTbHON TMATHOCTUKU CYIIECTBEHHO
OTPaHMYMBAIOT BEPOSITHOCTb  POXKICHMS  MIIaJcHIIA
C TSDKENBIM HeKypaOelbHbIM 3a00jieBaHMEM HEPBHOM
CHUCTEMBI U CITy>KaT UTOTOM MeIMKO-TeHETUIECKOTO KOH-
CYJIBTUPOBAHMS B OTSTOIIEHHBIX CEMbSIX.

CylIiecTBEeHHBIM TIPOPBIBOM B MEAMIIMHCKOW TeHe-
TUKe OBUIO BHEApPEHWE KOHLEMIMA MacCOBOTO HEO-
HaTaJIbHOTO CKPUHWHTA, TTPOBOAVMMOIO B TIEPBbIe YaChl
U THY 3KU3HU HOBOPOXKIECHHBIX, TTO3BOJISIOIIETO BOBPEMS

BBISSBUTH W B psiIe cClydaeB KapAWHAJIbHO TIOBJIM-
SITh Ha TEUEHWE TSIKEIbIX MOHOTEHHBIX 3a00JieBaHUIA
MPU TTIOMOIIIY KOPPEKIINU 9K30T€HHBIX (PaKTOPOB U (MITH)
MpUMEHEHMST JIEKapCTBEHHBIX TipemapatoB. B Poccum
B COOTBETCTBUM C TIpuKa3zoM MuH3IpaBcorpa3Butust PO
Ne185 or 22 mapta 2006 1. 00s13aTeIbHBIA HEOHATATbHBIIA
CKPUHUHT BKJIIOUMJ OOCe0BAaHUE B 1IEJISIX BBISIBJICHUSI
5 TeHeTUYeCKu OOYCIIOBJIEHHBIX HO30JOTUil: (eHu-
KETOHYPUU, TaJlaKTO3eMUM, MYKOBUCIIMIO3a, aIpeHO-
TEHUTATBHOTO CUHAPOMA U BPOXIECHHOTO TMITOTUPEO3a.
B HekoTopbix permoHax P®D 3a cyeT mpuMeHEHUsT TaH-
nemHoit  Macc-cniektpometpun  (TMC), mno3BoJsio-
el TPOBOAUTEL MapauleIbHYI0 JMArHOCTUKY JECSIT-
KOB 0oJie3Hell 0OMeHa, 3TOT CIMCOK INMpe: HaIllpumep,
B Mockse oH comepxuT 11 HO30/m0THIA, a B [IpMopckoM
Kpae — okoJio 40. bonbIMHCTBO 3a00/€eBaHMi, paHHSIs
JMWarHOCTHKa KOTOPBIX BO3MOXHA C TTOMOIIBIO HEOHa-
TaJIbHOTO CKPWUHUHTA, CBSI3aHO C TMEPBUYHBIM WJIU BTO-
PUYHBIM MMOpaXXeHUeM HEPBHOW CUCTEMBI.

Eme omuH MeTom paHHEM AMArHOCTUKW Hacie.-
CTBEHHBIX 3a00JIeBaHUIl — CEJeKTUBHBIA CKPWHUHI,
IIUPOKOE PacIpocTpaHeHNe KOTOPOTO TakKKe CBSI3aHO
¢ nosgsineHneM TMC. CeleKTUBHBI CKPUHUHT IIpel-
cTaBJIsIeT co0O0il JTabopaTOpHOE TECTUPOBAHME ITallv-
€HTOB, WMMEIOIINUX XapaKTepHble I OINpeaeeHHOTO
3a00J1eBaHUS KIMHUYECKUE CUMNTOMBI. OH MO3BOJISIET
JMWarHOCTUPOBATh pa3IMYHbIE TPYMIBI HACIEACTBEHHBIX
6oJie3Helt 0OMeHa y B3pOCIBIX U AeTei HaYMHast C pOXKIe-
Hust. Co3gaHbl MHOTOUMCIIEHHBIE TIPOTPAMMBbI CEJICKTHB-
HOTO CKPMHUWHTA, BKJIOYAIOUINME TECThl KauyeCTBEHHOTO
W KOJMYECTBEHHOTO OMpeAe/IeHUsT aKTUBHOCTU pa3idy-
HBIX (PEPMEHTOB, TO3BOJISTIONINE BBISIBISATH aMUHOALIN-
JOTIaTUU, OpraHWYecKWue aluaypurd 1 aedeKTbl MUTO-
XOHJIPUAIIBHOTO [B-OKWCIeHUsT [6] — HacieacTBEeHHBIE
depMeHTONaTHM C 1e6I0TOM B paHHEM BO3pacTe, COMpO-
BOKIAOIIMECS TTOpakeHUEeM HEPBHOM CHUCTEMBI.

CyliecTByeT Takxke OOJBIIIOE KOJMYECTBO HaCe/I-
CTBEHHBIX HEBPOJIOTUYECKUX 3a00JIeBaHUI, KOTOpHIE
He OXBaYeHBI BBIIIIECYITOMSIHYTBIMU CKPUHUHTOBBIMU TTPO-
rpaMMaMi, HO WX CBOEBpeMEHHasl TUArHOCTHKA TTO3BO-
JITeT B 3HAYUTEJTBHON CTETIEHW TOBIUSITh Ha TeYeHUe
00JIe3HU, TKECTh KIMHWYECKUX TIPOSIBICHUN W YiIyd-
IIUTh TIPOTHO3 uIsl Xu3HU. K coxkaneHuto, OOMbIION
COXpaHSIOIIECS MPOOJIeMO OCTaeTCs HeIOCTATOYHAsS
OCBEIOMJIEHHOCTb TIPAKTUUECKUX HEBPOJOTOB OTHOCH-
TEIbHO MHOTroo0pa3usi HAacJeICTBEHHBIX MOHOT€HHBIX
3200JIeBaHMI ¢ BOBJIEYEHUEM B TIATOJIOTMYECKUIA TTPOIIECC
HEpPBHOM CHCTEMbI, OCOOEHHO TeX, YTO UMEIOT Criedu-
yeckre Toaxoabl K BeneHuto. Kpome Toro, orpaHuvu-
TEJIbHBIM (DaKTOPOM JIJIST YCTICITHOM paHHE! TMarHOCTUKKA
MOXET CIYXXWTb OTCYTCTBHE €IWHON M YHUBEPCATbHOM
JIOTUCTUKU C 1IeJIbI0 O0ecreyeHusl CKpUHUHTA U (WJI)
NMMaTHOCTUKM TIOJOOHBIX 3abosieBaHuil. besycioBHO,
CTOWT NMTPUHUMATh BO BHUMAaHKE U TO, YTO JJIST PA3TAIHBIX
MyTalii BO MHOTMX T€HaX MOTYT OBITh XapaKTEPHBI 1IeJTbIe
CITeKTPHI (DEHOTUTIOB, KOTOPbIE HEPEAKO B 3HAYMTETHHOM
CTETIeHU TIePEKPIBAIOTCS APYT C IPYTOM.
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CBofiHbIE JaHHbIE IO OCHOBHBIM MOHOT€HHBIM
HacJIeICTBEHHBIM 3a00JIeBaHNSIM, COTIPOBOXIAIOIIIUMCS
3HAYUMBIM MOPaXEHNEM HEPBHOW CUCTEMbI, JJISI KOTO-
pbIX pas3paboTaHa HO30MOAWGUIIMPYIOIIAs Teparus
WX JOCTYITHBI BbICOKO3((MEKTUBHBIE CIOCOOBI KOH-
TPOJISl CHMIITOMOB, TMPUBE/IEHBI B TA0JIHUIIE.

K coxaneHuio, mTpuMeHSIOIIMECS B HacToslIee
BpeMsI TIpM MHOTHUX HacCJIeJICTBEHHBIX OO0JIE3HSIX oOMeHa
(epMeHTHBIE TIpernaparbl He TPOXOMAST 4Yepe3 remMaTo-
sHIedaTnIecKuii 6apbep, YTO HE MO3BOJISIET MOJIYIUTh
TIOJDKHBINA KIIMHUYECKU 3((DEKT OT maToreHeTUYeCKOon
Teparnuy B OTHOIIEHUHN LIEHTPaJIbHON HEPBHOI CUCTEMBI.
Pemmienunem 3T0i1 mpo6sieMbl MOXKET OBITh KaK MCITOIb30-

NMEPELOBAS

BaHME TeparneBTUUECKUX IIAepoHOB — MOJEKYN, o0ec-
MeYNBAIOIINX (HDU3NOJTOTUIECKUN (DOJAUHT MYTAHTHBIX
GepMeHTOB, YIyYIIAIOIMINX CTA0OWIHLHOCTD M JIM30COM-
HBIM TpaduK MOCIEIHUX, TaK U MPUMEeHEHUe CyoCcTpaT-
penyiupymolIleil Tepanuu, TpaHCIIJIaHTallMh TeMOTIO3TH -
YecKMX KJIETOK M reHHoil Tepanuu. B koHue mast 2021 .
EBponeiickoe areHTcTBO Mo JekapctBam (EMA) peko-
MEHI0BaJIO K perucTpaunu B cTpaHax EBpocorosa rpemna-
paT 3JMBAJIIOTEH ayTOTEMLIEN JIUISI TEHHOM Teparuu aeTei
¢ 1mepebpaiabHOIl (GopMoOll ampeHoeHKoaguCTpOodun —
3a00JIeBaHUSI, CBSI3aHHOTO ¢ MyTalusiMu B reHe ABCD].
Okono 50% nereit ¢ 1epedpaibHOR (HOpMOIl ampeHO-
JieiikonucTpouu yMuparT B TeUeHUEe S5 JIeT OT Hayaja

Tabauya. OCHOBHbBIE HAC/IEICTBEHHBIE 3200JI€BAHUS € NPENMYLIECTBEHHBIM MOPAKEHHEM HEPBHOM CHCTEMbI, TeYeHHe WM CHMII-
TOMBI KOTOPBIX MOTYT KOHTPOJIMPOBaThCS (agantuposaHo u3 [7, 8])
Table. Major treatable hereditary diseases that significantly affect nervous system (adapted from [7, 8])

3aboseBanne

Ipynna 3a6oaeBanuit
¥ ACCOLMHPOBAHHDIE T€HbI

®eHoTHI

Crenuduyeckue nmoaxoabl K BeIeHUI0

IyrapoBas aluaypust
1-ro Tuna, GCDH

bose3npb XaptHyna,
SLC6A19

Tomommmctunypusi, CBS

CUHIPOM TUIIEPOPHM-
TUHEMUU-TUIIEPAMMO-
HUEMUU-TOMOLIUTPYJI-
qunypuu, SLC25A15

Bose3Hb KileHOBOTO
cupona, DBT, BCKDHB
u BCKDHA

Hapyiienue meta-

00J13Ma aMHUHO-
MeTtunmanoHoBast

KWCJIOT U TIENTUIOB
arunypusi, MMAA,

MMAB, MMACHC,
MMADHC, LMBRD1
u MUT

Denunkeronypusi, PAH

[IpornmoHoBas amuie-
must, PCCAu PCCB

JeduuuT KodakTopa
mommbneHa, MOCS 1
u MOCS2

10

JIe6IOT B IETCKOM BO3pACTe: IKC-
TOHWS, SMMU30AMUYECKas dHIledaTona-
TSI, MaKpouedaus, ClIaCTUYHOCTh

J1e010T B IETCKOM BO3pacTe: I1UC-
TOHUSI, aTakcusi, GOTOIepMATUT

J1e610T B IETCKOM BO3pacTe: JUC-
TOHUSI, Map(haHOIOAO0OHBIN (heHOTUTT
(B TOM YMCJI€ MUOIIHS, TUCIOKAIIUS
XpycTaJliKa), SMUJIETICHUs, TUIIepKoa-
TYJSILIAST

J1eO1oT B IETCKOM BO3pacTe: IUC-
TOHUSI, SIMU30ANIECKas FHIIEeDaTo-
MaTHs, CIaCTUYHOCTD, KOAryJIOMaTHs

J1eO1oT B IETCKOM BO3pacTe: IUC-
TOHMSI, ATAKCHUSI, MHTEJIJICKTyaJIbHbIC
HapyIIeHusI, SHIIe(haTonaTHIeCKIe
KPU3bI, 3aIax KJICHOBOTO CHpora

OT MOYU (B OTCYTCTBHE JICYEHUST)

J1e6Gr0T B IETCKOM BO3pacTe: AUC-
TOHUSI, 3aiep>KKa B PA3BUTHH,
HMHTEJUIEKTyaIbHbIE HAPYIICHNUSI,
9HIIedaTonaTuYEeCKue KpU3bl

J1e010T B IETCKOM BO3pacTe: Iuc-
TOHUS, TAPKUHCOHU3M, MHTEJUIEKTY-
aJIbHbIE HApYILIEHNS, SITUIETICHS, CIia-
CTUYHOCTH (B OTCYTCTBHE JICYCHMS)

J1eO1oT B IETCKOM BO3pacTe: AUCTO-
HMSI, 3aIEPXKKA B PA3BUTUU, UHTEII-
JIEKTYaJIbHbIE HAPYIIIEHWs, SHIIE-
danonaTnyecKkre KpU3bl, SITAJICTICHS,
aTpodus 3pUTETHLHOTO HEPBa

J1e010T B AETCKOM BO3pacCTe: AUCTO-
HUs, TAPKMHCOHU3M, MJIaJIecHYeCKas
SMUJIeNTUYECKas sHIedanonaTus,
3a/IeprkKa IICUXOMOTOPHOTO pa3-
BUTHUS, MUKpOLedanrs, TUCTOKALIMS
XpycTajuKa

JlueTa ¢ orpaHUYEHUEM JIN3UHA.
Kapuutun

BricokobenkoBas queTa

OrpaHuyeHue METUOHUHA.
[MupunokcuH, dhonueas
KHCJI0Ta, TUIPOKCUKOOATaMUH,
BuTamuH C 1 6eTanH

OpHUTHUH.
JlueTa ¢ orpaHUYeHEM OEJIKOB.
benzoar Hatpust

Jlnera c orpaHMYEeHUEM JICUITMHA,
MU30JIEHIIMHA U BaJlMHA

Jlueta c orpaHUYeHUEM OEJIKOB.
Kapautus.
[unpokcukobaiamMuH.
Heomutima 1 MeTpoHMIA30T

JIJISI yMEHbBIIEHUSI 00pa30oBaHUsT
(aopoit KuleYHUKa MpornuroHara

Jluera c orpaHMYEHUEM
peHmmaTaHnHa.
TerparuapodronTepuH

1 aMUHOKHCIIOTHBIE JOOABKH

Jlueta c orpaHUYeHUEM OEJKOB.
Kapautun

Huknnyeckuii MoHodochaT
MUPaHONTepUHA
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IIponokeHne TaO MBI

Hapyuienue
CUHTE3a XeTUHbIX
KHUCJIOT

Hapymenue mera-
00J113Ma SHEPreTr-
YECKUX cyOCcTpaToB

Haxomnenue
JIMTIUIOB

JInzocomHbIe
00J1e3H1

Hapyiienue oomeHa
METaJIJIOB

Hnnapuowun C.H. u coasm. [1poGneMbl paHHEH TNATHOCTUKY HACTEICTBEHHBIX 3200IeBaHUIT HEPBHON CHCTEMBI

LlepebporeHaAMHAIB-
HbIIl KCAHTOMATO3,
CYP27A1

JleduuuT KpeaTuHa,
GAMT

JlecduuuT nupyBaTie-
ruaporeHasbl, PDHAI,
PDHX, DLATw ECHS'1

HelipoHanbHbIi
LIEPOMIHBIHA JTUITO(YC-
uHo3, CLN2

bonesns Humanna—
INuxa tuna C, NPC1
u NPC2

Bonesnp ®abpu, GLA

bonesns [Mommne, GAA

Bbonesns loire
3-ro Tuna, GBA

Myxkomnonucaxapuao3bl
tunoB I (IDUA),

11 (IDS), IVA (GALNS)
u VI (ARSB)

lemaroneHTUKYIIpHAS
nereHepanusi (00Jie3Hb
Bunbcona—KoHo-
BasioBa), ATP7B

JledumuT rmepeHoc-
YMKOB MapraHiia,
SLC30410u SLC39414

J1e61oT B IETCKOM/TIOIPOCTKOBOM
BO3pacTe: TUCTOHMS, TADKUHCOHU3M,
aTakCcHsi, OTCTABaHKME B IICUXOMOTOP-
HOM pPa3BUTHH, HEBPOIIATHSI, TCTIATHT,
Iuapest, KarapakTa, KCAaHTOMBI

B 00JIACTU CyXOXIINIA, T€MEHIIS

J1e010T B IETCKOM BO3pacTe: IUC-
TOHUSI, UHTEJJIEKTyaJIbHbIE HApyIle-
HUSI, SMUJICTICHST

J1e010T B IETCKOM BO3pacTe: IUC-
TOHUS, SIU30INIECKIE TUCTOHMS/
IMCKUHE3UH, CITACTUYHOCTD, MHTEI-
JIEKTYyaJIbHbIC HApYIICHMS, STTUJICTI-
CHsI, pACCTPOICTBA ayTUCTUYECKOTO
CIIEKTpa, CaMOTIOBPEXIAIOIIEE
TOBeIeHNE

J1e610T B IETCKOM BO3pacTe: MPOrpec-
CHpYIOLIas TUCTOHMS, MUOKJIOHNH,
CITACTUYHOCTD, SIUJIEIICHSI, 3PUTEb-
Hble HAPYIICHUST

JIe6IOT B IETCKOM BO3pACTE, PEIKO —
B PaHHEM B3pPOCJIOM MEPHOJIE:
IIUCTOHUS, TAPKUHCOHU3M, XOpes,
HaIbSIEPHBIA MMapaind BEepTUKAIb-
HOTO B30pa, I1EMEHIINS

BapuabenbHbliil Bo3pact nedrora

C MYJIGTUOPTaHHBIM TTOPaKEHUEM:
MHCYJIBT B MOJIOIOM BO3pacTe,
HEeBpOMAaTusl, KapAMOMUOIIATHS,
MOpakeHre MOYeK, aHTMOKEPATOMBI,
KaTapakTa

J1e61oT B 11000M BO3pacTe: Mpo-
rpeccupyolliee MopaxeHue cKeaeT-
HBIX MBIIIIII, BKJTIOYAs TbIXaTeIbHYIO
MYCKYJIaTypy, 1 MUOKapaa

J1eGI0T B paHHEM JIETCKOM BO3pacTe:
MapKUHCOHU3M, SITUJIETICHS, OTCTa-
BaHMUE B ICKXOMOTOPHOM Pa3BUTHH,
HaJIbSIIEPHBIN Mapainy ropu30H-
TaJIbHOTO B30pa, CIIACTUYHOCTh

J1e0I0T MpeuMyIleCTBEHHO B IeT-
CKOM BO3pacTa ¢ pa3HOOOPa3HBIMU
CHCTEMHBIMU MPOSIBJICHUSIMKI

C TIOpaXkeHWEeM OTIOPHO-IBUTATEITh-
HOTO aImnapara, cep/ia, HepBHOI
CHCTEMbI, OpraHa 3peHusI U 1p.

BapuabGenbHbIi Bo3pacT aebioTa:
TPEMOP, IUCTOHHUS, TAPKMHCOHU3M,
aTakCHs, XOpes, IIeYeHOYHAsI HEI0-
CTaTOYHOCTD, IICUXOIATOJOTUNIEeCKUE
HapyIIeHUs

J1e0I0T B IGTCKOM BO3pacTe: IUCTO-
HUS, TADKUHCOHM3M, CIIACTUYHOCTb,
OTCTaBaHKE B IICUXOMOTOPHOM pa3-
BUTUU; Tpy MyTauusx B SLC30410 —
TOJULINTEMUS U TTEYEHOYHAST HETO0-
CTaTOYHOCTD
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XeHOIe30KCUX0IeBasi KUCI0Ta

Kpeatnn

Ketorennas nuera.
TuamuH (BuTaMuH B)).
Kapnutun

BHyTpuKey10uKoBOE
BBEIIEHUE LIEPIUTIOHA3bI-abda
(3amecTuTebHAs (hepMEHTHAs
Tepanusi)

Murnycrar

3amecturenbHas epMeHTHas
Tepamnus: arajicuaa3a-aibda
WY arajcuaa3a-oera

3amecTuTebHas (pepMeHTHast
Tepanus — ajJrIioKo3nuaa3a-aibha

3amectuTteabHas (hepMeHTHas
Tepanus: UMUIJIIoepasa,
BeJIarmolepasa-anboda.
Cy6cTpartpenyuupyoniast
Teparnus: MUIITYCTAT, SJIUTTYCTaT

3amecTtureibHas (hepMeHTHast
Teparnms:

—tun I: TapoHunasa;

—un II: unypcynbdasa

U unypcyibpaza-oeta;

—tun [VA: anocynbdaza-anbha;
—tun VI: rancynsdaza

D-neHunuiamuH,
MperapaTthl IMHKA, TPUCHTHH,
TETPaTUOMOINOIAT

Kanbuus JUHaTpud 3a€TaT




MNEPEAOBAS

Hapyiienue oomena
HeupoMenuaTopoB

IIponomkeHune Ta0 MBI

MeduiuT 6-mmpyBomI-
TeTParuapONTe PUHCHH-
Taspl, PTS

JleduuuT nekapooKcu-
JIa3bl APOMATUIECKIX
L-amuuokucnor, DDC

Jeduuut auruapo-
NTEPUANHPELYKTA3bI,
ODPR

CunHapom aeduimra
rnepeHocyuka noda-
MmuHa, SLC6A3

Meduuur TpaHcaMu-
Ha3bl rAMMa-aMUHOMAC-
JISTHO# KUCIOThI, ABAT

JleuuuT nepeHocuyuKa
LIIIOKO3bI, SLC2A1

AyTOCOMHO-IOMHUHAHT-
HBII BapUAaHT aeUIIUTA
I'TO-umkIornapoIa3hl
(6one3nb Cerasnol), GCH

AyTOCOMHO-PELIECCUB-
HBIil BapuaHT jaeduimra
['TO-umkIOrnapoIassl,
GCH

JleduuuT cenuante-
puHpenykTassl, SPR

JleduumT aeruapo-
reHasbl CyKIIMHATIIONY-
anpneruna, ALDHS5A1

JleduuuT TUpO3UH-
ruapokcunasbl, TH

JeduuT Be3uKyJIsIp-
HOTIO MepeHOCYrKa
MOHOaMUHOB

2-ro tuna, SLC18A2

JvcToHUST, TAPKUHCOHM3M, XOpesi,
WHTEIJICKTyaIbHbIC HAPYIICHUS,
IICUXOIATOJIOTMYECKIE HAPYIIIEHMS
(0bceccBHO-KOMITYJIbCMBHOE pac-
CTPOMCTBO, AEMPECCHS, TAHUIECKIIE
aTaku), MOBBIIIEHHAS] COHJIMBOCTD,
BereTaTMBHAsI HEIOCTATOYHOCTh

JrcTOHMS, BhIpAaXKEHHbBIE OKYIOTHP-
HbIE KPHU3bI, XOPEOaTeTO3, MHTEIIIICK-
TyaJlbHbIE HAPYILIEHUSI, SITMICIICHSI,
OeccoHHMIIA

JlucTtoHust, Xopesi, TpeMOP, TapKUH-
COHM3M, OyIbOapHbBIC HAPYIIEHWS,
MMOBBIIIIEHHAS COHJIMBOCTD, BEreTa-
THUBHAsI HEIOCTATOYHOCTD

[Iporpeccupytorast TUCTOHMS,
MapKUHCOHU3M, IUCKUHE3UH, o011ast
3amepkKa Pa3BUTHS, HAPYIIICHWST
KOPMJICHUSI, Pa3IPaKUTEIbHOCTh

Xopest, MOBBIIEHHAS COHIUBOCTb,
SITUJIETICHSI, O0LIAst 3a/IEPXKKa pas-
BUTUSI, SHIE(DATONATHS, MAKPOCOMMUS

J1e010T BO3MOXEH KaK B JETCKOM,
TaK U BO B3pOCJIOM BO3pacre:
SMU30JMYECKas UHAYLUPOBaHHAs
usnyecKoil Harpy3Koii TUCTOHMST/
NUCKUHE3UU, aTaKCUsl, CaCTUY-
HOCTb, JUCTOHUS, UHTEJIEKTYaJIb-
HbI€ HApYIIEHMWS, SITUICTICUS

JuctoHusi, mpoBoupyemast pusu-
YECKOW HAarpy3KOW WiV JBUXEHUEM,
IIAPKUHCOHU3M

MpbiieuHas TUIIOTOHMA, TUCTOHU A

JIMCTOHUSI, TUTIEPCOMHMSI

JIMCTOHMSI, MbIIIEYHAs! TUTIOTOHMS,
aTakcysl, MHTEJJICKTyaIbHbIe Hapy-
IIEHUS

JvcTOHMS, CTIAaCTUYECKUiA AuTape3/
KBajipuIapes

JICTOHWSI, OKYJIOTUPHBIE KPU3BI,
MBbIIIEYHAsl TUITOTOHMSI, OTCTaBaHUE
B TICUXOMOTOPHOM Pa3BUTHM, BeTeTa-
TUBHAsT HETOCTATOYHOCTD

TerparuapoOronTepuH, JeBoaOIa

ATOHUCTBI }Z[O(I)aMI/IHOBBIX

peluenTopoB, HHruoUTOpEl MAO,

NMUPUIOKCHUH

JleBomorna,
TEeTParuapoOOMONTEPHH,

S-tuppokcutpumnrodat, GoarHaT

KaJblA

ATOHUCTBI JO(AMUHOBBIX
PETenTOpOB

dymazennn

KerorenHas nuera,
TPUTETITAHOMH

JleBomoma

JleBomoma

JleBomona,
S-TUAPOKCUTPUNTO(DaH

Burabarpun

JleBomomna

ATOHUCTHI 1O(DaMUHOBBIX
PerenTopoB

CUMIITOMOB. B Hacrosiiiee Bpemsi eIMHCTBEHHON Tepa-
MEeBTUYECKON OMUMEN [JIs1 HUX CUMTAeTCsl TpaHCILJIaH-
Talusl CTBOJIOBBIX KJIETOK OT TIOAXOMISIIEro JOHOpa.
DNUBAIIOTEH ayTOTEMIIE] MPOU3BOIUTCS U3 HE3PEIbIX
KJIETOK KOCTHOTO MO3ra TaiMeHTa, KOTOopble MOoauGu-
LIUPYIOTCS JIEHTUBUPYCOM, HECYIIUM (YyHKIIMOHATbHYIO
koruio reHa ABCDI, 1O3BONSIIONIYIO KJIETKE CUHTE3U-
poBaTh TOJHOLICHHBIN OEJNKOBBI MPOAYKT. 3aTeM 3THU
KJIETKM BO3BpAIllAlOTCSI BHOBb MALIMEHTY TPU TMOMOIIU
BHYTpMBEHHON MHG}Y3un. B Onmkaiiime roabl MOXHO
OXUIaTh TOSIBJIEHUE TMOJOOHBIX TEparieBTUYECKUX TeX-
HOJIOTUIA ISl JIEYEHUST APYTUX HACIEeICTBEHHBIX 3a00-

JIEBAHUM LIEHTPAJIbHOM HEPBHOW CUCTEMBI, YTO JIOIOJ-
HUTEIbHO aKTyaJu3upyeT HEOOXOIMMOCTb WX PaHHEro
BBISIBJIEHUS.

Crnenyer OTMETUTb, 4TO HEOHATAJbHBIM U CeleK-
TUBHBIA CKPUHMHI BKJIIOYAeT HE TOJBKO oOcienoBa-
HUE€ B ILIEJISIX BBISIBICHUSI TEPEUYNCICHHBIX HO30JOTUH,
HO W JETaJIbHYlIO0 OLIEHKY aHaMmHe3a (TepuHaTaibHOro,
JIMYHOTO U CEMENHOr0), COMaTUYeCKOTO M HEBPOJIOTUYE-
CKOTO CTaTyca MJjaJieHIla WIK TaleHTa 0oJyiee cTapliiero
BO3pacTa JJIs1 BBISIBJIEHUS KIIMHUYECKUX CUMIITOMOB JIpY-
TMX TeHETUYEeCKM OOYCJIOBJIEHHBIX 3a00JieBaHUid. DTOT
CKPUMHMHT UTPaeT KJIIIOUEBYIO POJIb KakK C IMO3ULIHI (hopMU-
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OxoHnyaHue Ta0IMIbI

Hapyiienue meta-
0oJ13Ma BUTAMU-
HOB/KO(DaKTOPOB

AMuionaos

HeiliponerenepaTus-
HbIE 3a00JIeBaHUs

Hnnapuowun C.H. u coasm. [1poGneMbl paHHEH TNATHOCTUKY HACTEICTBEHHBIX 3200IeBaHUIT HEPBHON CHCTEMBI

JleduuuT OUOTUHM-
nasel, BTD

BuornH-THAMUH-YyB-
CTBUTEJILHOE 3a00J1eBa-
HUe 0a3aJIbHBIX SIIEP,
SLCI19A43

LlepeodpanbHas ¢donat-
Hasl HeIOCTaTOYHOCTb,
FOLRI1

Atakcus ¢ neuuuToM
ButamuHa E, TTPA

TpaHctupetrHoBast
ceMeiiHas aMUJIouaHas
nojaunesponarusi, TTR

CrnuHaJibHask MbIIIEY-
Has atpodust, SMN1

JIe6I0T B MJIaJIeHYECKOM BO3pacTe:
IIACTOHUST; BO3MOXHBI CITACTUYHOCTD,
MBIILIEUHAS TUIIOTOHMSI, ATAKCHSL,
SITUAJIETICHST

BHe3sanHbIi 1e0I0T B paHHEM JeT-
CKOM BO3pacTe ¢ IUCTOHMH, TIap-
KWHCOHM3Ma, UMMYHoOehuUIIMnTa,
3MU30ANYECKON MTOAOCTPO SHIIeDa-
JIONIATUM, CIACTUYHOCTH, STTUJIETICUT

J1e010T B paHHEM JIETCKOM BO3pacTe
C aTaKCUM, IMCKUHE3UI, MUOKJIOHUI,
perpecca B pa3BUTUM, SMUJIETICUN

J1e610T B IETCKOM/TTIOAPOCTKOM BO3-
pacTe ¢ aTaKCUU, TUCTOHUU, TIOJIU-
HEeBpOMaTHH

J1e61oT BO B3pOCIOM BO3pacTe:
Mporpeccupyoliasi akcCoHaJIbHast
CEHCOMOTOPHASsI TIOJIMHEBPOTIATHSI,
4acTo C BOBJICUCHUEM BEreTaTUBHbBIX
BOJIOKOH, HapylIeHue paboThl MoYeK,
apUTMUU

J1e010T MpeuMyIIeCTBEHHO B JAET-
CKOM BO3pacTe: Mporpeccupyromnias
MblIIeYHas c1abocTh, aMuOTpOduH,
NbIXaTeIbHbIE HAPYIICHUS

Butamun B, (6notuh).

Butamun B, (TamuH) 1 BUTaMUH
B, (6rotnH); yeM paHbIie
HauYMHAETCS TepaIusi, TeM
0oJIbllIe YIAETCs TPENOTBPATUTh
CHMIITOMOB M HEOOPATUMBIX
MOBPEXIEHUI LIEHTPAJTbHOIK
HEPBHOI CHCTEMBI

donuHMEBasg KUCI0TA; YeM
paHblIe HAYNHAETCS TEPATINS,
TEM JIy4Ille Ha HEE OTBET

Buramun E; yem paHbiie
HaYMHAETCS Teparusi, TeM JIydIiie
Ha Hee OTBET

TpaHcruTaHTaIMS TTIEYEHH.
Tacdbamunuc

Hycunepcen.
Pucoumnnam.
OHaceMHOTeH abenapBOBeK

pPOBaHMSI ONTUMAJILHOTO TUTAHA BEACHUST W OTpeIeTeHUS
MPOTHO3a 3I0POBbSI M XXW3HM, TaK W JJIST JaJbHEHIIIEero
IJIAHUPOBAHUST CEMBbM B paMKaX MeIUKO-T€HETUYeCKOTO
KOHCYJNBTUpoBaHusA. [Ipyu 3TOM ¢ TOSIBJIEeHMEM HOBEii-
mmx MeronoB JIHK-aumarHocTukm, TakuMx Kak MaccoBOE
MapaJijieJlbHOe CEKBEHUPOBaHUE, TIOSIBIISIETCS BCe OOJIbIIIe
JIAHHBIX O <«MSITKMX» (DEHOTHUIAX BPOXIEHHBIX Hapylle-
HUI MeTaboIM3Ma C aTUTTUIHBIM IeOI0TOM BO B3pPOCIOM
Bospacre (rocye 18 yer), Hanpumep 6ose3Hn HumanHa—
INuxa Tuna C, 6onesnu Ilomne, meduimra rmepeHOCUMKa
IIOKO03bI, 00s1e3HM Tomre 1-ro Tuma u mp. [t Beex mepe-
YUCJIEHHBIX 3a00JIeBaHUI CYIIECTBYIOT METOIbI HO30MO-
nuUIMPYIOLIEH Tepanu. DTo 00yCJIOBIMBAET BaXKHOCTh
MPOBEACHUS CKPUHUHTA B LIEISIX BBISIBJICHUST TTOTEHIIU-
aJTbHO TTOJTAIOIINXCS KOHTPOJTIO HACITEICTBEHHBIX HEBPO-
JIOTMYECKHUX 3a00JIeBaHUI Y B3POCIIBIX MAIIUEHTOB.

Cosnanue 3¢G@EKTUBHBIX aJITOPUTMOB TeHETHYE-
CKOTO CKpUHUWHTA 6a3UpyeTcsT Ha HECKOIbKHMX KITIOYEBBIX
MPEATIOChITKAX.

Bo-TiepBBIX, 3TO HATMYKE METOIOB, TTO3BOJISTIONINX OCY-
IIECTBIISITh IMPOKOMACIITAOHBIN TapayieIbHbI aHaTN3
OOJBIIOTO YKCa TEHOB B TPOIECCE OTHOTO TEXHOJOTH-
YyecKoro 1ukia. K TakuM mMeTtomam OTHOCSITCS MacCOBOE
MapajuieIbHoe CeKBEeHUpOBaHUE (PK30MHOE, TeHOMHOE,
C HCITOJTb30BaHUEM TapreTHBIX TEHHBIX TTAHeNei), MyJIbTH-
IJIeKCHas TIpo00o-3aBUCHMast JTIUTa3HasT peakiMsl ¢ aMILTU-
dukupmeir (MLPA) u np. [2, 3]. OnHako A0St BBISIBIIsie-
MBIX HACJIEICTBEHHBIX 3a00J1€BaHUI TIPU UCTIOIh30BAHUN
METOIOB MAacCOBOTO  TapayjIeTIbHOTO CEKBEHUPOBAHUST
cocrapyisieT He 0osee 1/3 OoT Bcex HEBPOJIOTMUECKUX 3a00-
JIeBaHMI ¢ HesicHOU sthonorueir [9]. B pamkax mom-

TPYIIN pa3IUYHBIX HO30JI0TUI 3Ta 1Udpa MOXET IIMPOKO
BapbMpoBaTh. Tak, TIOJHO3K30MHOE CEKBEHUPOBAaHME
MO3BOJISIET BBISIBUTH MYTAHTHBIE TEHBI TIPM MMOTIATHSIX
B 35—76% ciydaeB, NpU HACJIEICTBEHHBIX HEBPOTIATHSIX —
B 20—45%, Tipy BpOXIEHHBIX MHACTEHWMUYECKUX CHHIPO-
Max — B 50—70%, mpu MHUTOXOHIPHATHHBIX 3a00JIeBa-
Husix — B 30—60% [10]. Tlpu mpoBeneHUM AUATHOCTUKU
1IeJIOTO Psifia HACJIE[ICTBEHHBIX HEBPOJIOTMUECKUX 3a00Jie-
BaHMIi, TaKMX KaK 5Q-CIUHAIbHAST MBIIIeYHast aTtpodus,
0ose3Hb [eHTUHITOHA, Psii CIIMHOLIEPEOEUISIPHBIX aTaK-
cuit (CLA), muomuctpodust [droiieHHa, MUOTOHUYECKasT
nuctpodust 1-ro u 2-ro TUIIOB, JIMIIEIOMATOYHO-TIeYeBast
MuoaucTpodusi, OoKyJIodapuHTeasbHas MUOAUCTPODUs,
CIIMHAJIBHO-Oy/Ib0apHass amuotpodus Kennenu u nop.,
B cWTy crielnuIHOCTA (heHOTUIIA U OCOOEHHOCTEl MyTa-
Wi (HarmprMep, AMHAMWYECKUX MyTalluil TpY TaK Ha3bl-
BaeMbIX OOJIE3HSIX BKCMAHCMU — OoJie3HU [eHTUMHITOHA,
CITMHOLEPeOEIISIPHBIX aTakeusxX 1, 2, 3, 6, 7 u 17-ro TUTIOB,
6one3Hn KeHnHenu) 1ienecooOpa3HO TapreTHOE TECTUPOBA-
HMe B LIEJISIX BBISIBJICHUSI MYTallii B KOHKPETHBIX TeHaX.
Bo-BTOpPBIX, TEHETUYECKNIT CKPUHUHT CYIIECTBEHHO
obsieryaeTcsl MpM HaJWYMKM YETKWX 3HAHWM O YacToTe
BOBJICUEHUSI KOHKPETHBIX T€HOB M YacTOT€ HOCUTENb-
CTBa KOHKPETHBIX MyTallMii B TOW WJIM WHOM HCClexye-
MOW TonyJasiuuu. SIpKUMU TMpUMEpaMHu 37eCh MOTYT
OBITH JaHHbBIC O TIpeoOnananuu mytaiuu G2019S B reHe
LRRK?2 y poccuiickux MaiyeHToB ¢ 0oJie3Hbto [TapkuH-
coHa [11] wiu naHHbIe O HAIMYUU B TIOMYJISIUMU SIKyTUU
KpYITHEMIIIero B MUpe Kiiactepa CIUHOLepeOeUIsIpHOM
arakcuu 1-ro Ttuma [12]. Pasymeercs, Hainuue Takom
YTOUHSIIOIIEH WH(OpPMALIMU CYIIECTBEHHO oO0JeryaeT
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BBIOOP KOHKPETHOTO T€HETMYECKOTO TecTa ISl BBISB-
JIEHUST MyTallMM ¥ 3HAUYUTETbHO CHIUKAET OOIIYIO CTOU-
MOCTb MCCIIeIOBaHUSI.

OtnenbHy0 TIpOOJieMy TIPEACTABISIET TIPEIUKTUB-
Hoe (TIpecUMIITOMaTUYeCKOoe) TeHEeTUYeCKOoe TeCTUpOBa-
HMe y JIMI U3 TPYIITBI PUCKA Pa3BUTHUST HACIEICTBEHHBIX
HEBPOJIOTUYECKUX 3a00JIeBaHMI, KOTOPbIE MOTYT UMETh
JUTUTETBHBIN JJATEHTHBIN MTPECUMITTOMBIN MIepUO/I Ha TPOo-
TSDKEHUM CBOETO Pa3BUTHSA. BONBIIMHCTBO TakMX 3ab0ste-
BaHWI1 B HACTOsIIEe BpeMsT MHKYPaOeTbHBI, OMHAKO €CTh
U UCKIIOYeHUs. Tak, MpU TemaTOJEHTUKYJISIPHOW Jere-
Hepaluy MPeBEHTUBHOE JIeYeHNE XeJaTUPYIOIIUMU TIpe-
rapaTaMy YCTIEIITHO TMPUMEHSIETCS YK€ Ha TPOTSIKEHUN
HECKOJIbKUX IECATUIETHIA. B OTHOIIIEHNN 5q-ClIeTUIeHHOM
CITMHAJIEHON MBILIEYHOU aTpOo(hUH TTOCIEIHINE HECKOJIBKO
JIET O3HAMEHOBAJINCH TMOSBIEHUEM TpeX TperapaToB
JUTSI TIaTOT€HETUYECKOTO JIEYeHUST — HYCUHEpPCEeH, PHC-
IUTIIaM W OHaceMHOTeH abermapBoBeK. Mx BHempeHuUe
B KJIMHUYECKYIO MPAKTUKy KapaWHAJIbHBIM 00pa3oM
MeHsIeT TeueHMWe 3a00JieBaHMS, TTO3BOJISISI MPU paHHEM
MPUMEHEHNU 00eCIIeYnTh KaueCTBEHHO HOBBIN YPOBEHb
JIBUTATEIbHOTO Pa3BUTHSI JETEH C OTUM TSKETBIM HEpPB-
HO-MBIIIEUHBIM 3a00JIeBaHUEM, a Y B3POCIBIX — TIPHU-
OCTAHOBUTH MPOTPECCUPOBAHKNE U JOOUTHCS HEKOTOPOTO
perpecca MoTopHoro nedunuta. bonee Toro, ¢ ydetom
BBICOKOI pacTpOCTPaHEHHOCTH Te€TePO3UTOTHOTO HOCH-
TEJIbCTBA Jejeliud 3K30HOB 7—8 reHa SMNI B oOieit
TTOMYJISIIANA HanboJiee MepPCreKTUBHBIM MPEICTABISIETCST
MpUMEHEHNEe TIaTOTeHEeTUUECKOW Teparnuu  CIAHAJb-
HOW MBIIIEYHON aTpoduy Ha JOKIMHUYECKOM IdTare —
STOMY acCIeKTy TMOCBSIIEH psI TEKYIIMX KIMHUYECKUX
nuccienoBanuii: NURTURE (NCT02386553, HycuHep-
ceH), RAINBOWFISH (NCT03779334, pucauriam)
u SPRINT (NCT03505099, onHacemHoreH abenapBOBeK).
IIpeBeHTMBHOE JieueHWEe TPUMEHUMO U K PSIy IPYTUX
3a00JIeBaHMI, TIEpEeUNCIICHHBIX B Taonuie. TeM He MeHee
MHOTHE BOIPOCH TPEBEHTUBHOTO TPECUMITOMATHYE-
CKOTO JIeYeHUs HaCJIeICTBEHHBIX 3a00JeBaHU HepB-
HOW Y MBIIIEYHON CUCTEM OCTAIOTCSl TUCKYTaOeTbHBIMU;
HaImpuMep, 1eJIeCO00pa3HOCTh Ha3HAYEHUST 3aMeCTUTEITb-
HOW (DepMEHTHOI Tepanmuu Ha MPECUMITTOMHOM CTaauu
oosie3nu IloMne wnu cyOcTpaTpeayluMpyolleil Tepanuu
yV WHAWBUAYYMOB C HAJIMYUEM JABYX TMATOT€HHBIX MyTa-
it reHoB NPCI wnu NPC2 npu 6one3nn HumanHa—
IMuka tuma C B OTCYTCTBUE KIMHUYECKUX TPOSIBICHUN
[13, 14]. B mo06oMm cimydyae paHHSISI TMarHOCTHUKA TTOTOOHBIX
KypaOeJibHbIX 3a00JIeBaHUN BbICOKOAKTyaJlbHA U UMEET
KJTIOUeBOE 3HAYeHUE NI MaKCMMaJbHO paHHEro Havajia
3¢ GEKTUBHONM HO30MOIU(DUIIMPYIOIIEH Teparu.

Ilpn wWHKYypabelbHOCTM HAaCIEIACTBEHHOro 3abose-
BaHUS C JUTUTEIBHOM MPEeCUMNTOMHON (a30if M B OTCYT-
ctBUe 3(h(MEKTUBHBIX METOIOB 3THOMATOTeHETUYECKOTO
JIeYeHHUsI, 4TO, K COXAJIICHWIO, B HACTOSIIIIee BpeMsl TIpei-
CTaBJISIET PEANTbHOCTh UTSI AOCOJIOTHOTO OOJIBITMHCTBA
HAaCJIeACTBEHHBIX 00JIe3HEN HEPBHOWM CUCTEMBI, OCYIIECT-
BJIEHUE paHHE TUarHOCTUKY TIOPOKIAET LEJTbIi KOMITIEKC
MOPaJIbHO-3TUYECKUX M MPaBOBbIX MpobsieM. OcoOeHHO

NMEPELOBAS

OCTPO 3TU TMPOOJIEMBI OIIYIIAIOTCS B CEMBSIX, OTATOIICH-
HBIX TIPOTPECCUPYIOIIMMU TSDKETBIMU 3a00JI€BAaHUSIMU CO
100%-11 TIeHeTPaHTHOCTbIO MYTaHTHBIX TE€HOB, IEOIOTH-
PYIOIIUMH TIPEUMYIIIECTBEHHO B IOHOIIIECKOM M CpETHEM
BO3pacTe, TAKUMU KakK 00yie3Hb [EHTMHTTOHA U ayTOCOM-
HO-IOMWHAHTHBIE CITUHOIIEpeOeIIIPHBbIE JIeTeHeparvu.
IMpu HacIemOBaHUY COOTBETCTBYIOIIMX MYTAHTHBIX TE€HOB
JIaHHBIE HelpoIereHepaTUBHbIE 3a00JIeBaHUST OOJIUTAaTHO
JIeOIOTUPYIOT B OTIPEIEJICHHOM BO3pacTe, HEYKJIOHHO TIPO-
TPECCUPYIOT, MPUBO/S K MHBATUIN3ALNHT, HEOOXOTUMOCTH
ITOCTOPOHHETO yXOlIa ¥ HAOIIOACHHS U TTPEKIeBPEeMEHHOM
cMeptr. CyIIecTBYIOIIME METOIbI MX JICYEHUS SIBIISTIOTCS
HUCKITIOYUTETbHO CUMIITOMATUUECKUMU. [IpeIMKTUBHAS
JIHK-anarHocTrka y UL U3 TPyl prcka ¢ 50%-ii Bepo-
SITHOCTBIO Pa3BUTHS 3a00JIeBaHUS (I€TH OOJTbHBIX, a TAKXKe
X CHOCBI, T.c. OpaThsd M CECTPhI) B Cydae MO3UTUBHOTO
pesynbrata JJHK-ananmm3a craBut Bpaya repes HEOOXOIM-
MOCTBIO COOOIIIEHUST O HOCUTEILCTBE MyTalli MOJIOIOMY
YyeJIoBeKY, KIMHUYECKH 310poBoMy Ha MoMeHT JIHK-Tte-
ctupoBanus [15, 16]. TIpu aToM OymeT HaHeceHa TsoKeast
TICUXOJIOTUYECKasl TpaBMa KOHCYJBTUPYEMOMY JIMILY, OCO-
3HAIOIIeMy HEM30eXXKHOCTh HEU3JICUNMMOTo 3a00JieBaHUS,
0COOEHHO KOT/Ia B CEMbE YK€ €CTh OOJIbHOW POJICTBEHHMK.
Hackomnbko atnyHa 1 npaBoMepHa mipenukTuBHas JITHK-
JIMarHOCTMKA B JaHHOM ciydae? CooOl1arh Ju KOHCY/Ib-
TUPYEMOMY JIMIly MO3UTUBHBINA pe3ynbrat? Cool1iarh
JIU POACTBEHHUKAM KOHCYJBTHPYEMOTO JIMLIA Pe3YJIbTaThl
ero IHK-tecta? ITpoBoauTh M MPecUMITTOMATUUECKOE
JHK-TecTtrpoBaHue 3M0pOBBIX AETEH, BXOAAIINX B TPYIIITY
pucKa Mo TMpockde MxX poauTeneii? DTM U MHOTUE Ipyrue
BOIPOCHI 3aKOHOMEPHO BO3HUKAIOT B MPOLIECCE METUKO-
TeHETUYECKOTO KOHCYJIETUPOBAHMS CEMEM, OTATOIIEHHBIX
HeKypaOeqbHbBIMM  HACJIEeACTBEHHBIMU  3a00JIeBaHUSIMMU.
B HacTostiiee Bpemst TIOCjie TMPOMOJDKUTEIBHBIX MHOTO-
JIETHUX IUCKYCCUM, B KOTOPBIX, HapsiLy CO CITEeLAaIv-
CcTaMH, aKTHBHOE YydYacTHe TIPUHUMAM OpraHu3alui,
00BEIMHSIONINE TTAlIMEHTOB (B TEPBYIO OYepedb CeMbU
¢ 0one3nblo IenTMHITOHA), pa3paboTaHBI OMOSTUYECKIIE
MPUHILIMITBI  MEAMKO-TEHETUUECKOTO KOHCYJIBTUPOBAHUST
U TIPECUMIITOMATUIECKOTO TECTUPOBAHUS CeMEM, OTSTO-
IIEHHBIX HACIEeACTBEHHBIMU MHKYpaOeTbHBIMU 3a00JIeBa-
HusSMU. Bo raBy yria cTaBUTCS TIPUHLUTI «HE HaBPeIn»,
oTpaxarolmii Bo3MoXHOCTh oTkaza B JIHK-tectupona-
HUS 3M0POBBIX JIWIL M3 TPYIIILI PUCKA MTPU HATMUUN Y HUX
a(hEeKTUBHBIX PACCTPOMCTB M CYMIIUIAIBHBIX MBICIICH.
K BaskHeHIIMM TIPUHITUTIAM OTHOCSTCST TAKXKe T0OPOBOJTb-
HOCTh, WH(MOPMUPOBAHHOCTD, CIPaBETMBOCTb, KOH(U-
JIEHIINATBHOCTh, IMYHOCTHAsT aBTOHOMUS. He momyckaeTcst
MPECUMIITOMATUYECKOE TECTUPOBAHUE JETei MO MPOChOe
WX POIUTENICH, 3a NCKJIIOUEHUEM CJTydaeB paHHETO Je0roTa
3a00J1eBaHus A0 HAcTyrieHus1 18 siet (B ciayyae 0oJie3Hu
[eHTUHTTOHA peYb WICT O IOBEHUIHHOW aKWHETUKO-PH-
runHoit ¢dopme). [laHHbIE OMO3TUYECKHME TTOAXOAbl YHU-
BepCabHbI, OIHAKO MOJDKHBI YUUTBIBATH CITEHUPUKY
KOHKPETHBIX CTpaH M COOOIIECTB. DTHUKO-TIPaBOBHIE
U JEOHTOJIOTMYECKUE TPUHLIUIBI TTPOBENCHUS MEIUKO-
TeHETUYECKOTO KOHCYJIBTUPOBAHUS TIOAPOOHO OCBEIICHBI
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Hnnapuowun C.H. u coasm. [1poGneMbl paHHEH TNATHOCTUKY HACTEICTBEHHBIX 3200IeBaHUIT HEPBHON CHCTEMBI

Hamu B npeAbIAyImx nmyonukauusx 15, 17]. HecomHeHHo,
JTAHHBIE TIPUHIIUITBI HECTATUYHBI, OHU OYIyT CYIIECTBEHHO
MEHSITBCSI TIOCTIe TIOSIBJICHUSI TOCTYITHBIX METOIOB HO30-
MOAUMUIIMPYIOIIEH Tepanuu TSIKENbIX W HEU3JIECUMMbIX
B HaCTOsIIIIee BPeMs HaCJIeICTBEHHbBIX 3a00J1€BaHNI HEPB-
Hoit cucteMbl. C BHEIpEHUEM B KJIMHUYECKYIO TPAKTUKY
MPOTOKOJIOB  3((EKTUBHON Teparnuu HacAeACTBEHHOM
MaToJIOTUM TIOCTENIEHHO MEHSIETCSl OTHOIIIEHME CIielra-
JINCTOB K JIAHHOM TpyTITie 3a00JIeBaHMI KaK K HeKypaleib-
HBIM cocTosTHUSIM [ 18].
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Ob30Pbl JINTEPATYPbI

HepCl'[eKTl/IBbl JUATHOCTUKHU U JICYCHU S z[e(buuuTa IJ1a3MaJIOr€eHOB
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Prospects for the diagnosis and treatment of plasmalogen deficiency

S.1. Polyakova’, G.V. Zasurtsev', P.V. Parshina’, B.A. Kobrinskiy'?

'Pirogov Russian National Research Medical University, Russia, Moscow;
°Federal Research Center of Computer Science and Control, Moscow, Russia

B 0030pe npeacTaBieHbl AaHHbIE 0 OMOJOrHYECKOM 3HAYEHUH MJIA3MAJIOTEHOB, X CHHTE3€e B IEPOKCHCOMAX, MOCIe/IyIoleM KacKaje
TpaHcGoOpMAIMH M AKTYAJbHOCTH MCCJIEOBAHUS POJIM IUIA3MAJIOTEHOB B MaTorenese psaa 3adosesanmii. Ilnasmanorennl, npes-
CTaBJSIOIMe CO00i YHUKAJbHDI NMoaKkIace runepodocdoamMnuaoB, UrpaoT pojb CTPYKTYPHBIX 0€JIKOB, CUTHAJIbLHBIX MOJIEKYI,
AHTHOKCUIAHTOB. JleuuuT nia3manoreHoB U3BECTEH NMPU FeHETHYECKU TeTePMUHHUPOBAHHBIX MEPOKCHCOMHBIX 3200J1€BAHUAX —
oosiesnp Pedicyma, puzomennueckasi TodeuHasi XOHAPOAUCIUIa3us, 0osie3nb LlemibBerepa u ap. Psn Bo3pacTHbIX HeiipoaereHepa-
THBHbIX 3200J1eBanuii (00s1e3H1 Asbireiivepa, ITapkuHCoOHA) TakKKe XapakTepu3yeTcsl CHHXKEHHEM YPOBHS ILIa3MaJIOTeHOB 32 CYeT
HapYLIEHUs1 CHHTE3a U/WIH YCKOpeHus ux ouozaerpanamun. Hapsiny ¢ 9HI0reHHbIMH NPMYMHAME CHUZKEHHSI YPOBHSI I1a3MAJIOT€HOB,
paccMaTpUBAETCSl MEXAHU3M HEOCTATOYHOCTH MX CHHTE3a aHAIPOOAMM KHIIEYHOIl MUKPOOHOTHI. DTH JaHHbIEe YKPEIUISIOT KJIMHU-
YyecKoe 3HauYeHne 0CH MUKPOOUOTa—KMIIeYHMK—MO3T. B Mupe pazpadarpiBaiorcs JeKapcTBeHHbIE MPENapaThl M CYIECTBYIOT OHOJIO-
ruyecku akTuBHble 100aBKH (BA/IpI) ¢ BBICOKHM COepKaHHEM MIA3MAJIOTeHOB, AICOPOUPYEMBIX B TOHKO# KUIIKE M MOCTYNAIOIIMX
B TKaHU U opranbi-muienu. [logyepkuBaercs nepcneKTUBHOCTD MCCJIEJOBAHMS META00IMTOB KUIEYHIX MUKPOOPTAHU3MOB, PSIMO
WM KOCBEHHO BJIMSIOMINX HA HAPYLIEHHE PA3BUTHS Y IeTeil, B YACTHOCTH MPH PACCTPOMCTBAX AYTHCTHYECKOTO CIEKTPa.

Karouesvie croea: demu, naasmanoeensl, eauyepopocgoaunudst, degpuyum, HeiipodeeeHepayusi, NePoOKCUCOMHble OOAe3HU, aYMU3M,

Kuwe4Has MMK[J06MOH’ICZ, samecmumenbHad mepanus.

Ansa untuposanus: lNonsikosa C.U., 3acypues I".B., MNMapiuvHa [1.B., KobpuHckuii b.A. NepcnekTnBbl AnarHOCTUKU 1 1e4eHus aeguuuTa rnias-
manoreHoB. Poc BecTH nepuHaron u neguatp 2021; 66:(4): 16-24. DOI: 10.21508/1027-4065-2021-66-4-16-24

The review presents data on the biological significance of plasmalogens, their synthesis in peroxisomes, subsequent transforma-
tion cascade, and the relevance of their role in the pathogenesis of a number of diseases. Plasmalogens, being a unique subclass
of glycerophospholipids, play the role of structural proteins, signaling molecules, antioxidants. Deficiency of plasmalogens is known
in genetically determined peroxisomal diseases — Refsum’s disease, rhizomelic point chondrodysplasia, Zellweger’s disease, etc.
A number of age-related neurodegenerative diseases (Alzheimer’s, Parkinson’s) are also characterized by a decrease in the level
of plasmalogens due to impaired synthesis and / or acceleration of their biodegradation. Along with the endogenous reasons for the
decrease in the level of plasmalogens the authors consider the mechanism of their insufficient synthesis by anaerobes of the intestinal
microbiota. These findings reinforce the clinical relevance of the microbiota-gut-brain axis. Many companies all over the world
develop drugs and biologically active additives (dietary supplements) with a high content of plasmalogens, being adsorbed in the small
intestine and entering the target tissues and organs. The authors emphasize the prospects of studying metabolites of intestinal micro-
organisms, directly or indirectly affecting developmental disorders in children, in particular, autism spectrum diseases.

Key words: children, plasmalogens, glycerophospholipids, deficiency, neurodegeneration, peroxisomal diseases, autism, intestinal mi-

crobiota, replacement therapy.

For citation: Polyakova S.l., Zasurtsev G.V., Parshina P.V., Kobrinskiy B.A. Prospects for the diagnosis and treatment of plasmalogen deficien-
cy. Ros Vestn Perinatol i Pediatr 2021; 66:(4): 16-24 (in Russ). DOI: 10.21508/1027-4065-2021-66—-4-16-24

A:TyafleOCTb M3Yy4eHUsI TUIAMAJIOTeHOB — CTPYKTYp-
BIX JINTIMIOB MEMOPAaH 3YKapUOTUIECKNUX KIIETOK —
00YCIIOBJIEHA, C OJHOI CTOPOHBI, Pa3BUTHEM JIUIIMIO-
MUKH, C APYTOM — PACIIMPSIIOLIMMHUCS ITPEICTABICHUSIMMI
0 POJIM KMIIEYHOW MUKPOOMOTHI KaK IPOAYLEHTA psiaa

JKM3HEHHO HEOOXOAMMBIX MOJIEKYJI, B TOM YUCJe Tia3-
MaJIOTEHOB HelpoTpoduueckoro neiictus. [nnuepo-
dochomunuabl MUPOKO BCTPEUAIOTCS Y aHadPOOHBIX
OakTepuii, 0ECITO3BOHOYHBIX M TMTO3BOHOYHBIX XXMBOTHBIX
[1—3]. B Hacrosiiee BpeMsi UX MECTO B MaToreHe3e psiia
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Ioaskosa C.H. u coasm. HepCHCKTI/IBbI JOUArHOCTUKU U JICHCHUA IIC(I)I/IHI/ITH TU1a3MaJior€HOB

HelpojereHepaTUBHBIX 00Je3Hel aKTUBHO H3yvaeTcs.
B nmerckoe muTaHMe MOOABISIOTCS TPENIIECTBEHHUKU
MJIa3MaJIOTeHOB TSI 00ECIeUeHUsT «MeTabOoJMIeCKOTO
nporpaMMupoBaHusi». Bce 210 00bsicHsIETCSI TOAUDYHK-
LIMOHAIBHOCTBIO JAHHBIX YHUKAJTbHBIX MOJIEKYIT.

Ilenb o0630pa: ToOKa3aThb KIWHUYECKOE 3HAaYeHUE
MJa3MaJloTeHOB  MpHM  3a00JIeBaHMAX, TeHETUYECKU
He CBSI3aHHBIX ¢ OMOTeHE30M TIEPOKCHUCOM.

OcHoBHble QyHKIMM MIa3mManorenos [3—8]:

1. PerynupoBaHue TeKy4YecTH, ILEJIOCTHOCTU MEeM-
OpaH KJIETOK 1 OpraHesi.

2. XpaHeHHe U BBICBOOOXAECHME TMOJMHEHACHIIIEH-
HBIX XXMUPHBIX KUCJIOT, KOHTPOJIb YPOBHST XOJIECTEPUHA.

3. lloanepkxaHue CIAUTHOCTM W HETMPEPHIBHOCTHU
MeMOpaHEI.

4. YyacTue B Iepeadye CUTHaJA 3a c4eT 00pa3oBaHUs
JINTIOCOM U1 BE3HKYJI.

5. AHTMOKCHUIAaHTHasI aKTUBHOCTb.

B 1924 1. R. Feulgen u K. Voit [1] nipennoxunu TepMuH
«TUTa3MaJioTeH» U ONMUCAHUSI HEM3BECTHOTO COeAUHE-
HUS, OOHAPY:KEHHOTO KaK BHYTPH, TaK U BHE KJIETKH.

benbruiickuii  yyeHblil, 1TMTOJOr U OUOXUMUK
Ch. de Duve B 1966T. omybauKoBal HCCleIOBaHUE,
B KOTOPOM Ha3BaJl MMepOKCUCOMAaMU OpTaHeJUTbI, yJacT-
ByIOILLIME B TepokcumasHbix peakumsix [4]. K BaxHeii-
UM QYHKIUSIM TTEPOKCUCOM OTHOCUTCSI CHTE3 TIIa3-
MaJIOTEHOB.

Bo3pacTaeie ocodeHHOCTH. MO3T B3pOCIOTO Yeso-
BeKa cocTaBisieT 2% OT Macchl Tena, a y aeteit — 20%,
U 10 5 JIeTHEeTo Bo3pacTa (Bo3pacTa MaKCUMAaJIbHOM Iiia-
CTUYHOCTU MO3Ta) TOJIOBHOMY MO3TY HYXHO VCIIETh
chopMupoBaThest. Y B3pPOCHBIX JIAMUALI COCTaBIISIIOT
5% cwipoii Macchl ceporo u 17% 6eoro BeEIIECTBa,
y JeTeill OOJiST JWMUAOB, B TOM YKCJIE TJIa3MaJOTeHOB,
menbine [8]. B padore N.E. Braverman u A.B. Moser [3]
YKa3aHO, YTO MO3T YelloBeKa COACPKUT MaKCHUMAaJlbHOE
KOJIMYECTBO TIa3MajoreHoB — 58% (Mo3xkedok — 63%,
OTIEbl KOPBI CEpOro BellecTBa — 356—58%, oTmensl
6enoro BemiectBa — 83—84%). Jlaxke Ha OCHOBaHUYM 3THUX
CBeICHUI HEIOOIEHEHHOCTh M3YyYeHUs TJIa3MaJOTeHOB
CTAaHOBUTCS OUEBUIHOIA.

B riepBbIe 2 Toma XKU3HU YeToBeKa MTPOUCXOIUT aKTHB-
Hoe (hOpMUPOBaAHKWE MO3Ta: POCT ACHAPUTOB U aKCOHOB,
(opMHpOBaHUE HOBBIX CHUHAIICOB, POCT TJIMAJIBHBIX
KJIeToK u muennHuszanus. [lepuon 3—24 mec KpuTudeH
IIJIS1 KOPTUKaJIbHBIX 30H [8]. Kpome Toro, omHOBpeMeHHO
C MTHTEHCUBHBIM Pa3BUTUEM MO3Ta (POPMUPYETCS KUIIIeU-
Hasg MUKpOOWOTA: TUTalleHTapHO-aMHHOTHYecKas diopa
peTyIMpyeT pa3BUTHE reMaTodHIIeMaTnuecKoro bapbepa,
MOJYJIUPYS TIPOAYKIIMIO OKKITIOAMHA M KJIayInHa-5 elie
BHYTPUYTPOOHO, MUKPOOMOM KHIIIEYHWKA MOIYJIUPYET
pa3BHUTHE CUHAIICOB, PETYJHMPYET MPOLIECC MUESIMHU3A-
MU B TpedpOHTaIbHON KOPKOBOM 30HE, MOMYJIUPYET
pa3BHUTHE U Co3peBaHMe DYHKIUM MUKPOTIUU U pe3U-
JIEHTHBIX UMMYHHBIX KJIETOK TTOCPEACTBOM TIETITUAOTIIA~
KaHOB OaKTepUaTbHON KIETKHU, oOecreunBasi yCTONIM-
BOCTb K TmatoreHam [9].

TnasmanoreHbl He TOJBKO CIIYKAT CTPYKTYPHBIMU
KOMITOHEHTaMW MeMOpaHbI U pe3epBYyapoM JIJIsi BTOpUY-
HBIX MECCEHIKEPOB, HO TakKKe M MOTYT y4acTBOBaTh
B CIMSIHUU MeMOpaH, TepeHoce MOHOB W yTUIU3aluU
xojiectepuHa [8, 10, 11]. YpoBeHb CBOOOTHOTO XOJIECTE-
puHa TipuMepHO B 3—4 pasza HUXe, 4YeM XOJeCcTepuHa,
CBSI3aHHOTO T[UIa3MaJloreHaMu B MeMOpaHaX KJIETOK.
BospacTHbIe U3BMEHEHMST YPOBHSI XOJIeCTepUHA U IeTeHe-
paTUBHBIE UBMEHEHUSI KJIETOK O0YCIIOBIEHBI CHIDKEHUEM
YPOBHS TUTa3MaJIOTeHOB W TIPUBOISAT K CEPAEYHO-COCY-
JIHUCTBIM 3a00JIEBaHUSIM, IEMEHLIMY 1 paKy [12—14].

InasmanoreHbl TakkKe JOEHMCTBYIOT KaK aHTUOKCH-
JAHTHI, 3alUIIAas KIeTKA OT OKHMCIMTEJIbHOTO CTpecca.
Pemenirop-ortocpeioBaHHasi  merpamais  Tuia3Majore-
HOB TTOf ACHCTBUEM IIJIa3MaJIOTeHCeJIeKTUBHOM (ocdo-
Junasel A2 MPUBOAUT K OOpa3OBaHMIO apaxuIOHOBOM
KHCJIOTHI, 911KO3aHOUIOB 1 (haKTOopa aKTUBALIMU TPOMOO-
uToB. HU3KMe ypoBHM 3THX MeTabOJMTOB HAIOT TPO-
duyeckre 3(pheKThI, HO TTPU BBICOKMX KOHIIEHTPAIUSIX
OHM IIUTOTOKCUYHBI U MOTYT y4acTBOBATh B ajllepruye-
CKOIf peakliMu, BocriajieHuu u TpaBmax [ 14, 15].

HckmounTeibHas BAXKHOCTh TTEPOKCHCOM YCTaHOBJIEHA
MpU U3yYEHUM TFeHEeTUUYeCKuX Oosie3Hell OuoreHesa mep-
okcucoMm — O6osee 30 3a0osneBaHMil. brioreHes nepokcucom
BKJIIOYAET CJIEAYIOIIME TMPOLIECChl: COOPKY MEePOKCUCO-
MaJIbHOM MeMOpaHbI, UMIIOPT, JeJieHUEe U Mporpepalnio
MaTpuKCcHOTO Oenka. [lepokcricomMa WrpaeT KITIOYEBYIO
poTb B KJIETOYHOM OKHCIMTEIbHO-BOCCTAHOBUTETHHOM
TOMEOCTa3e M OTBEeTe Ha OKHUCIMTENBHBIN CTpece, UTO CBSI-
3aHO C BHYTPUKJICTOYHON JIOKaIM3aIeli karamassl. Kara-
Jla3za — caMblii pacripocTpaHEeHHbIN (EePMEHT TIEPOKCUCOM,
YCKOpSIeT pa3jioxkeHue repekucu Bopopona [14—18].

Heduuur ria3MaJoreHoB OTMedaeTcsl Mpu 00JIe3HSIX
CHHTe3a TiepokcrucoM (0ose3Hb M CUHAPOMBI Llemmb-
Berepa, Oosie3Hb Pedcyma, ToueuHasi puzomenuyeckast
XoHApoauctpodus), a tTakke 6onesHn Humana—ITuka
mnma C, 6ose3nu JlayHa, cuaapome bapra, HeiipoHanb-
HOM 1iepounHoM JunodycimHose. [lo-Buaumomy, nedpu-
LIUT OOYCJIOBJIEH CHUKEHHOM aKTUBHOCTHIO (DEPMEHTOB,
CUHTE3UPYIOIINX TJIa3MaJIOTeHblI, BTOPUYHBIMU Hapylle-
HUSIMU TIepelayi CUTHala W TUTa3MajoreH-0eTKOBBIMU
B3aumozaeiicTBusamu [8, 13, 16—18]. Conepkanue 1uias-
MaJIOTeHOB CHUKAETCS W TMPU IPYTUX MaTOJOTUIECKUX
COCTOSTHUSIX, BKJTIOUast 00J1e3Hb AJbLTreiiMepa, UIIeMUIO
MUOKap/ia M TpaBMy CITMHHOro mosra [19]. Dto moxeTr
OBITH CBSI3aHO CO CTUMYJISILIMEN TIa3MaloTeHCeeKTHB-
Holl (ocdonumazer A2. [lna3MasoreHbl WTparOT BaxK-
HYIO POJib B Pa3BUTUU KOCTeM, Ta3 U Mo3ra. OmHako
(QYHKIIMY 5TUX COEAMHEHUI He YAeNIeTCs] JOCTATOYHOTO
BHUMaHUs, KaK ¥ BIUSHUIO WX OePULINTa HA Pa3BUTHE
¥ GYHKIIMOHMPOBaHNE OpraHoB |[§].

CrpyKTypHble OCOOeHHOCTH. [la3mMaaoreHbl OTHO-
CATCS K TpyIine munuepo@ocdosunmuaoB U COCTaBISIIOT
UX OCHOBHOW Tumn (puc. 1), B 2Ty Xe TpYyIIly BXOMST
chuHTOMIUIUABI (1IepeOPO3UABI, TAHTIINO3UILI, C(UHTO-
MueauHbl). Jleuuut epMeHTOB, pa3pylialoniux chpuH-
TOJTUTIMIBI, TIPUBOAUT K WX HAKOIJICHUIO B JIN30COMAaX
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MpU TaHTIMo3ua03ax, 6one3Hsx Humana—Iluka u lTomre.
Imunepodochomumnuabl  IBISIOTCS aMUITAaTUYECKUMUT
MOJIEKyJIaMH, T.€. UMEIOT TOJIoca, 00eCeYnBaloIIe X
SKUPO- Y BOAO- PACTBOPUMOCTb, TUAPOMOOHYIO U THIAPO-
(unbHYIO OpueHTalio Ha MeMOpaHe KJIETOK, CIOoco0-
HOCTb JIETKO MepeMelIaThcsl BIOJIb MeMOpaHbI, OBICTPO
BOCCTaHABIMBATh ee JAe(eKThl, (GOPMUPOBATH BE3UKYJIbI
u aunocomsl [5—7, 9, 15].

OCHOBHBIE COCTaBIIIONINE KJlacca MPOCTBIX 3pup-
HBIX (HOCHOMUNUIOB MIIEKOITUTAIOIINX COAEPKAT OTHY
AJTKWIBHYIO 1IeTTh B sn-1 TMOJOXEHUH, CBI3aHHYIO C TJI-
LIEPUHOBBIM OCTOBOM TTOCPEICTBOM TIPOCTOIN 3(UPHOI
cBsi3U. XOTs1 ObLIM OMNMUCaHbl BUABI C (pochorHO3UTOM
n hococeprnHOM B KaueCTBE TOJIOBHOM IPYITITbI, HAW-
GoJiee pacripocTpaHeHHbIe BUIBLI TIPUHAIUIEXKAT K KJIaccy
rnepodochoaTaHOIaMUHOB U Tuliepodocdoxom-
HOBBIX (hochonunuaoB. CormacHO MMPOKO UCIOJb3Ye-
MO HOMEHKJIaType 3TW TUIa3MaJOTeHbl Ha3bIBAIOTCS
MJIa3MaHUJIdTAaHOIAMUHAMM W TUTA3MEHMJIXOJIMHAMM.
CrenyeT yYTOYHUTh, YTO TEPMUH <«IJIa3MaJOT€HBI»
IO CYIIECTBY — TPUBUAJIbHOE Ha3BaHWE IJIa3MaHUJIdTa-
HOJIaMWHA U TIJIa3MEeHWJIXOJIMHA.

IToBepxHOCTH MeMOpaHBl KJIETKU COCTOUT W3 JIBOM-
HOTO CJIOSI TUTTMAHOM MeMOPaHbI, KOTOPBII COAEPKUT IBa
psina JTUTTMIHBIX MOJIEKYJ (puc. 2), TUTOTHO YITaKOBaHHBIX
BMeCTe, C BBICTYMAIOIIUMU HaJl TTOBEPXHOCTBIO PELENTO-
paMu, JUNUAHBIMUA padramu (TutoTMKaMK). MemOpaHa
JIEMCTBYeT KakK Oapbep, KOHTPOJIMPYIOLIWI TPaHCITOPT
BEIIECTB M3 KJIETKN M B KJIETKY. BeJlKu pelientopbl Kie-
TOYHOM MOBEPXHOCTU YYACTBYIOT B MEXKIIETOYHON KOM-
MYHMKALIMW, aKTUBALIMWA CUTHAJTbHBIX ITyTEH, OTPeIesIsIio-
X Pa3IMIHbIe KIETOYHbIe (DYHKIIMU, U MHOTOM JIPYTOM
[5, 6]. TinasmanoreHbl CKOHLEHTPUPOBAHbBI B CIIEIMAIM-
3UPOBAHHBIX MEMOpaHax, TAKMX KaK capKoJieMMa U Mue-
JIUH, U CEKPEeTUPYEeMbIX MeMOpaHaX, TaKMX KaK CUHATTH-
YeCKHe My3bIpbKU, CEKPETOPHBIE TPaHYIIBl U Cyp(aKTaHT.
HawnmeHblllee KOMMYECTBO TIIa3MaJIOTEHOB COICPKUTCS
B IMeYeHU. DTO MOKHO OOBSICHUTH MX CUHTE30M B TIEUEHU
U TIOCJIEIYIOIIMM TPAHCIIOPTOM B Jipyrue TKaHu [5, 10].

VYpoBHU TKaHEBBIX TUIa3MaJOTE€HOB CBSI3aHBI C BO3-
pactoM. Y 3I0pPOBBIX HOBOPOXAEHHBIX UX COMEPIKaHUE
B 3PUTPOLIUTAX 3HAYUTEIBHO HIDKE, YeM y JeTell crap-
mero Bo3pacta. OOIIee KOJIMYECTBO IJIa3MaJlOTeHOB
TOJIOBHOTO MO3Ta yBEeJIMYMBaeTCs BO BpeMs (pa3bl MUe-
JIMHU3AIWNA W TOCTUTAeT MaKCUMAJbHBIX YPOBHEW MpPU-
MepHO K 30 rogaMm ¢ MocjieayoluM CHUKEHUEM B TKa-
HSIX K cTapocTu |9, 20].

InazmaTrnyeckast MeMOpaHa 3yKaprMOTUYECKUX KIIETOK
conepxut 6osee 2000 BapuaHTOB JIMMUAOB, pa3HOOOpa-
3Me cocTaBa JUTTUAHOTO CJIoS MeMOpaH obecTieunBaeT Ux
CTaOMITBbHYIO (DYHKIIMIO U BUAOBYIO CTPYKTYPHYIO I XMMU-
YeCKyl0 CMelMGUIHOCTD, TaK Ha3bIBAEMbINA JTUTTATHBIN
nommopdusm [6]. ObpazoBaHue Be3WKyJT (ST DHIO-
M 9K301IMT03a) HEOOXOIMMO JIJIsSI TPAHCIIOPTA Pa3IMUHbBIX
COEIMHEHM BHYTPb KJIETKH U YIAIEHHIO UX U3 Hee, B TOM
qyuciie TPpU CUHANTUYEeCKOi Tiepemade. I[lma3maioreHb
MPENCTABIISTIOT CO0OI KiTace JIMTUIOB, KOTOPhIe comepsKaT

Ob30Pbl JINTEPATYPbI

CBS13b BUHWI—3(UP, KaK MokKazaHo Ha puc. 2. Hanpotus,
00BIYHBIE (hOCHONUITUIBI COASPKUT ABE AllUTbHBIE CBSI3U.
D10 omnpenensieT 6ojice BHICOKYIO TMOABMKHOCTD TIa3Ma-
JIoreHOB. B KileTKax HEKOTOPBIX TUITOB, TaKUX KaK Heii-
poHBl, 6ojice 50% KiIeTOYHOI MeMOpaHbI MOTYT COCTOSITD
W3 TUIa3MajioreHos [6, 7].

OHJIOTeHHBI CHHTE3 IUIA3MAJIOTeHOB. DHIIOTEHHBIN
CHUHTE3 3TUX COETUHEHUI TPOUCXOOUT B MEPOKCUCOMAX
U 3HAorUIa3Matuyeckoir cetn (puc. 3). B opraHusme
YyeJtoBeKa Iia3MeHuIsTaHoaMHa B 10 pa3 6osbiire, yem
Mma3sMeHWIXojnHa. HasBaHue mia3MajoreHbl B pealib-
HOCTU TIOfpa3yMeBaeT MX OoJjbllioe pasHooOpasue [15,
19, 21], koTOpOE 3aBUCUT OT JIJIMHBI «XBOCTOB» KMPHBIX
kuciot. [lma3MaioreHsl TJIAaBHBIM O0pa3oM TpeIcTaB-
JIeHBbI XXupHbIMU Kuciaotamu C16 u C18 atoMoB yriiepona.
BrigeneHo 16 rpyni mia3MajioreHOB, MaKCUMAaJTbHO TTPeI-
cTaBJieHbI masMaioreHsl p16:0/20:4 v p18: 0/20:4 [19].

VY nmanyeHTOB ¢ MIIEeMHUYECKON OO0Je3HBIO Cepala
1 UH(HAPKTOM MHOKaApIa B TUIa3Me ObUTH KOJIMUECTBEHHO
orpeneseHbl 65 BUIoB riunepodocdo- u chUHTOIUITHI -
noB. bbl1o yctaHoBieHo, uTo ypoBHU OoJiee 40 coennHe-
HUM, OTHOCSIIUXCSA K JIUTIONPOTENMHAM BBICOKOM TUTOT-
HOCTH, ObLTM HUXKE, YeM Y 310pOBbIX JIUII [19].

Jlednmmr maasmanorenoB. [lnasmanoreHsl MMEIOT
pelaroriee 3HaueHue JUIsl pa3BUTHSI U TudepeHITMpOBKI
IIBAHHOBCKMX KJIETOK, B CBSI3U C YeM UX Ae(eKThl Hapy-
MIAIOT PaAUAIbHYIO COPTUPOBKY, MUSTMHU3AIIAIO U CTPYK-
Typy muenuHa. Pesynbratel T.F. da Silva u coast. [2014]
JIEMOHCTPUPYIOT MOTPEOHOCTD B TIIa3MaloreHax JIjIst Tipa-
BWJIBHOM M CBOEBpeMeHHOU IH(depeHINPOBKY TIIBAH-
HOBCKMX KJICTOK U JJISI IIpoliecca MuenmHu3anuu [20].

B paHHUMIT TIOCTHATaNbHBINM TEPUOJ TUIA3MaJIOTEHBI
BaXXHBI TSI B3aMMOIEMCTBMS aKCOHA C TJIMEW M TIPO-
1ecca MUEIMHU3ALWU. BTOpUUHBIN Ae(ULINT TIa3Maio-
TeHOB MOXKET OBbITh Pe3yJIbTaTOM KaK CHUKEHUST er0 CHH-
Te3a, TaK W TIOBBIIIEHHON AerpajalMu, 4TO JO0Ka3aHO
MPU PECITUPATOPHBIX PACCTPONCTBAX, BOCITATUTEIbHBIX
coCcTosTHUSIX 1 060J1e3HU Anbitrerimepa [13, 15]. [TauueHTs
c Oosie3Hbl0 AublreiiMepa TepsiorT o 60% miasmaio-
reHoB u3 MemOpaH kjerok B mosre. D.B. Goodenowe
u coaBT. [12] mokasanu, 4TO YPOBHU LMPKYIUPYIOIINAX
MJ1a3MaJIOTeHOB B CBHIBOPOTKE KPOBM, a TOCMEPTHO —
B CEpPOM U OEJIOM BeIlleCTBaX FOJIOBHOTO MO3Ta MalMeHTOB
¢ JeMeHIuMel mpu 0oJjie3HU AJiblireiiMepa 3HAYMTEJIbHO
CHIDKAJIMCh M CTEeTIeHb TOTO CHIDKEHMSI KOppeupoBaia
¢ TsekecThio femeHumu [22]. Kpome Toro, Mosenb TuHe-
HOW perpeccry MPOrHO3MpoBaja, YT0 YPOBHM TIa3Malio-
reHoB (TUTa3MEHWJISTAaHOJIAMUHA) B CHIBOPOTKE YMEHB-
MIAIOTCS 32 HECKOJIBKO JIET IO TTOSIBJICHUS KITMHUYECKHUX
cuMnTomoB [12, 22].

Heiiponerenepamms. JlepekTbl T€HOB, KOAMPYIOIIUX
(GepMeHTBI CMHTE3a MJIa3MOTeHOB, 00YCTaBIMBAIOT ITaTO-
JIOTMYECKWEe TIPOSBICHUST TPYIIITBI TSDKEbIX Helpoaere-
HEepaTUBHBIX 3bI00JIEBAHWI, CBSI3aHHBIX C HAPYIICHHBIM
ouoreHe3oM. [TocKoJbKy MO3r COIEpPKWUT HauOOJIbllIee
KOJIMYECTBO TKAHEBBIX TUIa3MaJIOTEHOB, HEYIUBUTEIIBHO,
YTO WX MOHWXEHHOE COAep>KaHWe MOXKET MPOSBISTHCS
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Puc. 2. Cxema HeiipoHa, ero npycjoiiHas MemoOpaHa. IIlupokumu cTpeikaMu 0003HAYEeHBI MOJIOCA, COCTABJISIONINE HAPYKHbII
W BHYTPEHHUIi MOHOCJION JIBYCJIOiTHO# MemOpaHb! [mo 20].

Fig. 2. Scheme of neuron and its bilayer membrane. Wide arrows indicate the poles that make up the outer and inner monolayers of a
two-layer membrane [20].
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Puc. 3. Kackan o6pa3oBanus miasmajorenos [mo 3].

1 — FARI, peaykra3za xupubix cnuptoB; 2 — GNAP, nmnepondocdar ammarpancdepasa; 3 — AGPS, ankuarmuepordocdarcun-
Ta3a; 4 — ankunanun DHAP penykrasa; 5 — ankunanun mmunepodocdar anuiatpancdepasa; 6 — docdarasa dochaTtuaHoii kKuc-
JIOTBI; 7 — 3TaHo aMuH (xoimH) docorpancdepasa; 8 — miasmMeHWIdTAHOIAMUH AecaTtypa3a; 9 — dochommmnaza C; 10 — xomn-
tochorpancdepasa.

Fig. 3. Cascade of plasmalogens formation [3].

1 — FARI, fatty alcohol reductase 1; 2 — GNAP, glycerone phosphate O-acyltransferase; 3 — AGPS, alkylglycerone phosphate
synthase; 4 — acyl/alkyl DHAP reductase; 5 — alkyl/acyl glycerophosphate acyltransferase; 6 — phosphatidic acid phosphatase;
7 — ethanolamine (choline) phosphotransferase; 8 — plasmenylethanolamine desaturase; 9 — phospholipase C; 10 — choline phos-
photransferase.
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MpU pa3UIHBIX HeWpoIereHepaTUBHBIX 3a00JIeBaAHUSIX
[23—27]. Tak, ucciienoBaTe M OOHAPYXWIN PE3KOE CHU-
SKEHHME COIepKaHUS TUTa3MajorTeHOB B O€JIOM BeIeCTBE
Ha paHHMX CTaausIX 0oJie3HU AJbLIreiiMepa U CHUKEHUE
B CepoOM BeIeCTBE TIPU TSDKENIOW OeMeHIuu. [lotepst
TJ1a3MaJIOTeHOB B TOJIOBHOM MO3Te TIpu 00JIe3HU AJIbII-
reiimepa TakKe MOXKET IPOMCXOIUTH H3-3a OKUCITH-
TEJIBHOTO TTOBPEXICHMS, YTO MPUBOAUT K Aerpagallii
MJ1a3MaJIOTeHOB aKTUBHBIMU (popMaMu Kucioposa (rep-
BUYHBIMU, BTOPUYHBIMU W TPETUYHBIMU paavKaaMU)
[11,12].

VY nereif mepBUYHBIE TMEPOKCUCOMHBIE OOJIE3HU
XapaKTepU3yIoTCs TPYyObIMU (DYHKIIMOHATBHBIMU pac-
CTPOMCTBAMU Y TIOPOKAMU Pa3BUTHSI, HapyllIeHueM hop-
MMPOBaHUS He TOJIbKO HEHTPATbHOU U TieprepruIecKoi
HEPBHOW CHCTEMBI, HO TaK3Ke IJ1a3, KOCTel, IPYrux opra-
HOB U cucTeM [25]. CHUKeHue cofepKaHus Tuia3Maiore-
HOB OTMEUEHO MPU ApYyrux 3adoneBaHusx: oonesnu [lap-
kuHcoHa [26], Humana—ITuka Tun C [27], mm3odpeHnn
[28, 29], cunnpome [layHa, aytusme [30]. OnHako erie
MPEACTOUT OMPENETUTDb, CIAYXKHUT JU TOTepsT TIIa3Malio-
TeHOB OCHOBHOM MMPUYMHOM WIJIU CJIEICTBUEM TTaTOJOTHM.

OnpepeneHue Nna3mManoreHoB

R. Gross (2018), KypvpoBaBIlMii UCCAETOBAHUS TL1a3-
MaJIoTeHOB B BalIMHITOHCKOM YHWBEPCUTETE, OTMETWIL:
«DTH MOJIEKYJIbI, TUIa3MaJIOTeHBI, OKA3aJIUCh IO/l KOBPOM,
MOTOMY YTO HUKTO HE JIIOOUT aymarb O Hux... C HUMU
TspKeso paboTaTh». OH Ha3BaJl UCCIIEA0BaHMS 3THX BEILIECTB
«TTOXOXMMU Ha KBAaHTOBBIN CKa4OK B Oymyiiee» [31].

Mertonosioruss u3MEpeHUs] TKaHEBBIX TLIa3Mayio-
TeHOB TpeTepriesia 3HauuTeIbHbIEe YCOBEPILIEHCTBOBAHMSI
3a MocJIeIHUE HECKOIbKO aecsituietnit. [looHoe pazHO-
o0pa3ue BUIOB TJ1a3MajlOTeHOB He MOXKET ObITh OLIEHEHO
C TTIOMOIIBIO XUMUYECKOTO METO/IA, M OH 3aMEHSIeTCS TaH-
JIEMHOI MacC-CIEKTPOMETPUEI C XKUIKOCTHOM XpoMaTo-
rpadpueit (ZKX—MC/MC). DTUM MEeTOIO0M MOXHO TOYHO
UACHTU(PUIIMPOBATh HU3KUE YPOBHU JIUTTUAOB B CIIOXK-
HBIX CMeCSIX U BBISIBISTb XapaKTepHbIe (hparMeHTHBIE
WOHBI JUTSI KJ1acca roJIOBHOM TPYIIITbI ¥ KUPHBIX KUCIOT/
CMUPTOB, 3TEPUPUITMPOBAHHBIX C TIMLIEPUHOBOI OCHOB-
HOI 1LIeTIblo. DTO obJierdaeT MASHTU(UKAIINIO M3BECT-
HBIX U HOBBIX TTOJBU/IOB TJIa3MaJIOT€eHOB, KOTOPbIE MOTYT
BBITIOJTHATh TKaHecTnenuuueckne ¢yHkuuu. Kommue-
CTBEHHasI OlIeHKAa BBITIOJIHSIETCS C UCTIOIb30BAaHUEM Map-
KUPOBAaHHBIX BHYTPEHHUX CTaHIapToB [32—36].

MMKpOﬁHoe npoucxoxapgeHue nna3mMmasioreHoB

YcranosieHo, uto 6osee 40% Bcex comepXKamImxcst
B KpPOBU HUBKOMOJEKYJISIPHBIX COCAMHEHWN WMEIOT
MHMKpOOHOe TMpoucxoxaeHne. [TokaszaHa clI0XHasl 3BO-
JIIOIIMOHHAS UCTOPUS TUTa3MajoreHoB. buocuHTeTHYe-
CKUe TYyTH TUTa3MaJOTEHOB pPa3uvaroTcsl y a’dpOOHBIX
1 aHa9pPOOHBIX OpraHm3Mos [1, 37—41].

IMnazmamoreHbl OOHAPY:KEHBI BO MHOTMX aHa3POOHBIX
oakrepusix, Bkmovas Clostridia, Megasphaera, Proibioni-
bacterium w Veillonella. TlpoayueHTamu T1a3MajoreHOB

cayxat Desulfovibrio spp., Selenomonas ruminantium, Bac-
teroides ruminicola, Veillonella gazogenes, Peptostreptococcus
elsdenii, Propionibacterium freudenreichii, Propionibacterium
shermanii n npyrue 6akrepuu pona Clostridium [2, 38]. Xots
MMOBCEMECTHOE PACIPOCTpaHEHWE TUTa3MAJIOTeHOB B OTHX
aHa’POOHBIX OAKTEPUSIX TTOATBEPKICHO, KOJTMUYECTBO ITHX
COCIVMHEHNI Ha EIVHUILY MacChl KJIETOK 3HAYUTEJbHO
BapbUpyeT B 3aBUCUMOCTHM OT Buja Oakrepuii. [1nazmano-
TeHbI He OOHAPYXXEeHbI Y a3POOHBIX OaKTepuii 1y (haKy/ibra-
TUBHBIX AaHA3POOHBIX OAKTEPUIA, Jaske KOTIa OHU KYJIETUBH -
POBAJICH B CTPOTO aHA3POOHBIX ycJoBHsIX. [TazMaroreHb!
He ObLTM HalIeHBl y BCEX MPOTECTUPOBAHHBIX MOJOYHO-
KUCJIBIX OGaKTepuil, KOTOpblE, KaK W3BECTHO, OTHOCSTCS
K MHUKpPOoaspoUIbHBIM, HO UMENUCh Y Peptostreptococcus
elsdenii — cTporo aHa3pPOOHOI MOJIOYHOKMCIION OaKTepum.
Crnenyer otMmeTtutb, 4TO Propionobacteria freudenreichii
u Propionobacteria shermanii conepxXaiv TiIa3MajOreHBbl,
XOTS POCI B TOJlyaHa3pOOHBIX YCIOBUAX. M3BecTHO,
YTO MHOTHE IITaMMbl Propionibacterium siBASIIOTCSI aHa3p0O0-
HBIMU WJIM a3pOTOJIEpaHTHBIMU. TaKuM 0Opa3oM, MOXKHO
c/IeNath BBIBOJ, YTO TUIA3MAJIOTEHBI IIIMPOKO BCTPEUAIOTCS
Y CTpPOro aHa3poOHbIX OakTepuii u Propionibacterium. Cnio-
COOHOCTb HEKOTOPBIX MUKPOOPTaHM3MOB CHHTE3MPOBATh
TJ1a3MaJIoTeHbl, TTPEUMYILIECTBEHHO TUIa3MEHWIITaHO -
aMUH, TokasaHa B 0630pe T. Rezanka u coasT. [39]

B pabore S.M. O’Mahony u coaBT. [9] mokazaHbI
aTamnbl (OPMUPOBAHUS KUIIEYHON MUKPOOUOTHI, COOT-
BETCTBYIOIIME DPAa3IUYHBIM TEePUOJaM DPa3BUTHUS MO3Ta,
HauMHasI ¢ TIpeHaTajbHOTO Tepuona a0 20 Mec XU3HU.
HauGosee BakHbBINM BBIBOI COCTOUT B TOM, YTO CTAHOBJIE-
HUE KUIIEYHON MUKPOOMOTHI B TTEPUHATATLHOM MEPUOJIe
BIIUSIET HA (POpMHUPOBAHUE HEMPOTATOJOTHYECKUX 3200~
JieBaHUIT B 60Jiee MO3IHEM BO3pacTe; BO3MOXHO, YTO 3TO
OTYACTHU CBSA3aHO C CUHTE30M I1JIa3MaJIOTeHOB.

3amecTuTenbHas Tepanus njasmanoreHamm

3aMecTUTeNIbHAsT Tepanusl Tla3MaloreHaMu  OyaeT
WMETh CYIIECTBEHHOE IPEUMYIIEeCTBO TIPU PacCTpOii-
CTBax, KOTOPbIE XapaKTePU3YIOTCSI IEPBUYHOM U BTOPUY-
HOI HeZOCTaTOYHOCTBIO TIUa3ManoreHoB. HeGombinme
KOJIMYECTBA TIPEIIISCTBEHHUKOB TJIa3MaJIOT€HOB MOTYT
OBbITH TIOJyUYEeHBI W3 MOPEMPOAYKTOB, OOJbIIE BCETO
WX CONEPXUTCS B Ipebelrkax, HEKOTOPBIX MPOMBICIIO-
BBIX MOJUTIOCKAX, KpWJie, Macje aKyJibl, a TaKxKe silax,
KOpOoBbeM BbIMeHU. [ToJMHeHACHIIIIEHHbIE XKUPHbBIE KUC-
JIOTBI — TIPEAIIeCTBEHHUKHU TIJIa3MaJloTeHOB, a UMEHHO
apaxunoHoBass (C 20:4, ®-6) W mgoKo3arekcacHOBas
kucnotel (C22:6 ®-3) comepxkarcs B MacjiaXx MOPCKHX
6eCT03BOHOYHBIX JKMUBOTHBIX, TAKMX KaK TeYeHb aKybl
n Mmaciao kpwisg [40]. Juermdyeckue aaKMITIALEPUHBI
BCAChIBAIOTCS B HEM3MEHHOM BHUIE, OXHAKO BPUp-
Hasl CBSI3b MOXKET BIIOCJEACTBUU OKMCISATHCS B KIIET-
Kax CJIU3UCTON 00O0JOUKM KUIIeYHUKA. 2KuTeam pervo-
HOB, B KOTOPBIX MOPEMPOAYKTHI COCTABISIIOT OCHOBHOM
palyoH, UMEIOT WHbIe TPUIUHBI CMEPTHU, UTO, OJHAKO,
BBIXOJIMT 32 PAMKU 3TOM pabOTHI.
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BoNBIIMHCTBO SHIOTEHHBIX TIa3MaJOTeHOB MIJIEKO-
MUTAOIINX (BKJTIOYAsT JIIOIE) comepskaT TOJbKO aJIKUJTh-
uele term C16:0, C18:0 u C18:1. JIunmuasl mia3Mbl oTpa-
KAlOT U3MEHEHUsI B IMeTe B TeUeHUe HECKOJIbKUX THEN,
B TO BpeMs KaK W3MEHEHUs JIUIUIOB SPUTPOLIMTOB
U IPYIUX TKaHEW TMPOUCXOIAAT B TeUeHHWE HECKOJIBKUX
Heneab [3]. DTo yKaspiBaeT Ha BaXKHOCTb UMEHHO TKa-
HEBBIX TUTA3MaJIOTEHOB, HO CYIWTh O BO3MOXKHOCTSIX MX
abcopbunM ynooHee 1o TIa3MeHHBIM TUIa3MaoreHaM.

IMpenmecTBeHHUK TUIa3ManaoreHoB |—0-anKuarauie-
puH (puc. 3) MoMoraeT BOCCTAHOBUTbH YPOBHM TLJla3MaJio-
T€HOB Y TAlIMEHTOB C TIEPOKCUCOMHBIMU 3a00JIeBAaHUSIMU
criektpa lle/ubBerepa M y Mojeseil XMBOTHBIX C TOYeU-
HOIl pu3oMeNnm4ecKoll XoHapomucriasuenn [42, 43].
P.L. Wood u coaBT. [22] cuHTe3upoBaiv TIPeIIIeCTBEHHUK
aKWT-TuanIia3Manoreda, 1—0-rekcagemmn-2-DHA-
SN-JIMTIOEBYIO KUCIIOTY. bBoiblliee TomIoeHne Tpe-
IIECTBEHHUKOB OBUIO TOJyYeHO B TKAHSIX C JeDUIIUTOM
masManoreHoB. [lepopallbHBIN TIpHeM TJIa3MaJOreHOB
JaJl TIPOTUBOBOCITAIUTEIbHBIE W aHTUAMWJIOUIOTEHHbBIE
5 deKTh y B3POCIBIX MBIIIEH ¢ JIUTTOMOIMCAXapUI-HH-
IyLIUPOBaHHBIM HelipoBocniasieHueM [22]. TlepopanbHoe
BBeZICHUE OYUIIEHHBIX 3(UPHBIX (OChHOTUTTUIOB, U3BIIE-
YEHHBIX M3 MOPCKOTO TpeOellka, YIydIIvId KOTHUTUB-
Hble (DYHKUWUM TMAlIMEHTOB HE TOJIBKO C JISTKUMM Hapy-
IIEHUSMU TIO3HABATEbHBIX (DYHKIINIA, HO U ¢ OOJIE3HBIO
Anbireiimepa. B 1ies1oM 3TH McciienoBaHus MOKa3bIBAIOT,
YTO JUTUTETbHBIE TIEPUOIbI JISUSHUS TTPeaIIeCTBEHHUKAMK
IJ1a3MaJIOTeHOB OyIyT HEOOXOIMMBI JUISI TIPEOIOJIEHUS
pacrmama 3TUX COSIWHEHWH W JOCTUXKEHUST CTaOMIbHBIX
(usnonornyeckux ypoBHei B mo3sre [2, 43—45].

B Hacrosiiiee BpeMsi MHOTHE HETCKHE CMECH —
3aMEHUTEIM TPYAHOTO MOJIOKa OOoramialoTcss omera-3
1 oMera-6 XXUPHBIMU KUCIIOTAMU — TIPeIIIeCTBE HHUKAMU
MJ1a3MaJioOTeHOB. YueHbIMU J{aTbHEBOCTOYHOTO MHCTUTYTA
OUOJIOTUM MOPSI W SIMTOHCKUMU CITeLIMAIMCTAMKM  pa3-
paboTaHBl OMOJIOTMYECKNe TO00OABKM — YMCTHIE TIIa3Ma-
JIOTeHBI, KOTOPBIE YCIIEITHO MPUMEHSIIOTCS Y TTOXWIIBIX
nmanueHToB [2, 12, 13, 44, 45].

00cyXxaeHue 1 3ako4YeHue

CoBpeMeHHasi MeTab0JIOMUKaA BKIIIOYAET TTPOTEOMUKY,
TeHOMUKY Y HaMMeHee U3Y4eHHYIO JTMTUIOMUKY. bobioe
pa3HooOpa3ue TUIMUIOB (Kak B Tia3me, Tak U B MeMOpaHax,
MUEJIMHE, IPYTUX CTPYKTYpax U opraHesulax KJIeTOK) 3aBU-
CUT HE TOJIBKO OT SHIOTEHHOTO CMHTE3a M TUIIEBBIX KOM-
ITOHEHTOB, HO U OT COCTaBa M aKTUBHOCTU MUKPOOPTaHM3-
MOB KUIIIEYHUKA, T.e. OT OaKTepUaJbHOTO CHHTE3A.

MHorue acrekTbl ONMMMCAaHHBIX PYHKIIMA OCU MUKPO-
6MO0Ta — KUIIEYHUK — MO3T U TUTa3MaJOTeHOB TTEPEKPhI-
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BaroTcst. Kpome Toro, rpencTaBUTE M OMHOTO CeMecTBa
Bifidobacterium mMoryT uMeTh pas3UuYHBbIE MPOOHMOTHYE-
CKHe CBOWMCTBA M CITOCOOHOCTUM K CUHTE3y IIIa3Malio-
reHoB. Tak, Bifidobacterium animalis X He CUHTE3UPYIOT,
B OTJIMUME OT 1Tamma B. longum. Hanuuue ma3zmano-
TeHOB B IITaMMe B. longum MoXeT UrpaTh BaXKHYIO POJIb
BO MHOTUX pobuotuueckux apdexrax B. longum [40].

Kak mokaszanmu pe3ynbTaThl WCCIEIOBaHWIA, TUIa3-
MaJIOTeHbl CUHTE3UPYIOTCS MPEUMYIIECTBEHHO aHa3pO-
06aMu, a 'y a3po0oB 1 (haKyJIbTaTUBHBIX aHA3POOOB T1J1a3-
MaJIOTeHBI He 00pa3yroTcs. Y TipecTaBUTes et ceMeiicTBa
Clostridiaceae cHIXEHO coaepxKaHUe JIUITUIOB — IIpel-
IIECTBEHHUKOB TJIa3MaJIOTeHOB, (hochaTUIHON KUCTOTBI
u hochaTranaceprHa 1 OTMeYeH OYeHb HU3KUIA YPOBEHb
Iu1a3MajioreHoB. YcraHosieHo, uto C. fetani ATCC 10779
He COAEPKUT TIa3MaJIOTeHOB B OTIIMYKE OT TISATH IPYTUX
mwrtammoB C. fetani [1]. DTo yka3piBaeT Ha HEOOXOIM-
MOCTb yIJTyOJIEHHOTO aHaIM3a Pa3IMYHbIX TTPEeICTaBUTE-
Jieit MUKpoOroThl. TeM He MeHee KoppeKlus aeduiura
MJ1a3MaJIOTeHOB TyTeM BO3JACHCTBUS Ha MUKPOOUOTY
MpeACTaBIsgeTcst 6e30MacHOM U TIEPCTIEKTUBHOM.

Och MHUKPOOMOTa—KUIIEYHUK—MO3T TIPEACTABIISICT
€000i1 IByHAITpaBIeHHYI0 KOMMYHUKAIIMOHHYIO CHCTEMY
MEKTY KETyTOUHO-KUIIEUHBIM TPAKTOM M IIEHTPaTbHOM
HEPBHOM CUCTEMOI. DTU CBSI3U MOTYT OCYIIECTBISITHCS
HEPBHBIMM, MMMYHHBIMM, TOPMOHAQJIBHBIMU M MeTa-
oonmueckumMu  nyTamMu. Ocb  MHMKpPOOMOTa—KHUIIIEY-
HUK—MO3T MOXET BJIMSTH Ha TTO3HAHKE, (hOPMUPOBaHUE
JIMYHOCTHU, HACTpOEHWEe, COH M MUIIEBOe IOBeIeHMUE.
Kuireunast MUKpoOMOTa UTPAeT PoJib B OCHOBHBIX Heli-
poTpoduUecKux mporeccax, TakKux Kak (GopMupoBaHue
remMaTosHIledannyeckoro Oapbepa, MUETUHU3ALINS,
HelporeHe3 M CO3peBaHMEe MUKPOTIUU, U 3TO MOAY-
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PoJib IMTOKHHOB B MPOrpecCHPOBAHUN XPOHUYECKOI 00JI€3HH NMOYEK Y eTei
T.11. Makaposa, A.B. Hubynduna

®reQy BO «KasaHckuii rocy4apCTBeHHbIN MeAMLMHCKNIA yHnBepcuteT» MuHagpaea Poccun, KasaHb, Poccus
Cytokines and progressive chronic kidney disease in children

T.P. Makarova, A.V. Ishbuldina

Kazan State Medical University, Kazan, Russia

IIpoGnema xpoHu3amuu 3a00J1eBaHMii MOYEK OCTAETCS OHOI M3 AKTYaIbHBIX B Heposorun. Hakomiensl 1aHHble 0 MHOTOTPaH-
HOCTH MEXAHU3MOB Y4aCTHsl IMTOKMHOB B PA3BUTHH U MPOTHO3UPOBAHUM NATOIOTHYECKHUX COCTOSAHMIA. B BbINOIHEHHBIX B NOC/Ie1HIE
TO/IbI HCCJIENIOBAHMSX 0CO00E BHUMAHHUE Y/IENSeTCS U3YYEHNI0 MEXAHU3MOB MECTHOTO BOCIIAJIEHHS C MCCJIEZIOBAHUEM YPOBHS HHTED-
JIefiKMHOB B MoYe. LINTOKHHBI 0CYLIECTBISIOT B3aUMOCBSA3b MeXKIy HecnennduiecKuMH 3alIUTHBIMH PEAKIMAME U crienduyeckum
uMMyHuTeTOM. CHHTE3HPYSICh B 0Yare BOCHAJIEHUS, UTOKHHBI BO3JEHCTBYIOT NPAKTHYECKH HA BCE KJIETKH, YYACTBYIONIHE B BOC-
najeHuu. B ciyyae HecocTOSATENbHOCTH MECTHBIX 3AIMTHBIX PeAKIMil IMTOKUHBI MONAJAIOT B UMPKY/ISLMIO U UX AeiCTBHE MPO-
ABJIFETCA HA CUCTEMHOM YPOBHe, 4TO NPUBOJMT K PA3BUTHIO 0CTPO()a30BOro OTBeTA B opranu3me. B 0630pe npeacTaBiiens! JaHHbIE
0 NMTOKUHOBOM CTATyce NMPH XPOHHYECKOi 00JI€3HU MOYEK Y JieTeil U ero poji B MporpeccupoBaHun 3adoieBanus. Ilomuepkuyra
HayyHas U NPAKTHYECKAs 3HAYMMOCTb MCCJIeI0BAHMII HUTOKMHOBOTO CTATYCA MPH XPOHHYECKUX 3200JIeBAHUAX MOYEK.

Karouesvie caosa: demu, unmepaeliKunbsl, YUMoKUHbl, XpOHUUECKAs 601e3Hb NOYeK, NUeAoHedPUm, enoMepyIoHedpUm.

Ans untuposanuns: Makaposa T.11., NwbynanHa A.B. Posib LMTOKMHOB B MPOrpeccupoBaHnm XPOHNYECKoK 601e3Hu novex y aetei. Poc BeCTH
nepuHaton v neamnatp 2021; 66:(4): 25-31. DOI: 10.21508/1027-4065-2021-66-4-25-31

The problem of chronic kidney disease is one of the urgent problems in nephrology. There is data on the multifaceted participation
of cytokines in the development and prognosis of pathological conditions. The recent studies are focused on the mechanisms of local
inflammation with the analysis of interleukins level in the urine. Cytokines are mediators between nonspecific defense reactions and
specific immunity. Being synthesized in the focus of inflammation, cytokines influence almost all cells involved in inflammation. In
case of local defense failure, cytokines enter the circulation and act at the systemic level, developing an acute phase response in the
body. The review presents data on the cytokine status in chronic kidney disease in children and its role in the progression of the
disease. The authors emphasize the scientific and practical significance of studies of the cytokine status in chronic kidney diseases.

Key words: children, interleukins, cytokines, chronic kidney disease, pyelonephritis, glomerulonephritis.

For citation: Makarova T.P., Ishbuldina A.V. Cytokines and progressive chronic kidney disease in children. Ros Vestn Perinatol i Pediatr 2021; 66:(4):

25-31 (in Russ). DOI: 10.21508/1027-4065-2021-66-4-25-31

HCCMOTDH Ha CYIIECTBOBaHME MHOTOYMCIEHHBIX
METOJOB IMArHOCTUKU U JIEYEHUS XPOHUUYECKOM
00JIE3HU TIOYEK, MO0 HACTOSIIIETO BPEMEHM M3y4aloTCsI
BO3MOKHOCTH HOBBIX METOAMYECKUX IMPUEMOB, HAIlpaB-
JICHHBIX Ha OLIEHKY aKTMBHOCTH 3a00JIeBaHUsI, CTONKO-
CTU KJIMHUKO-JIa00pPaTOPHON peMUCCUU U ONTHMU3a-
LIMU Tepanu. B 3ToM KOHTEKCTe M3yvyeHue ToKa3aTeei
MECTHOIO BOCIAJIEHUSI M MECTHOI 3allUThl C MO3ULIMU
U3YUYEeHUS] WHTEPIIEMKUHOB y JeTell ¢ XPOHUYECKUMU
3200JIeBAHUSIMU TIOUYEK TTPUOOPETaeT OOIBIIOE 3HAUECHHE.

XpoHuyeckast 60J1e3Hb TTOUEK — HATHO30J0TMYECKOe
MOHSATUE, OOBEIUHSIONIEE BCE COCTOSTHUSI C COXPaHSIO-
LIMMUCS B TeueHue 3 Mec U 0oJjiee TpU3HaKaMU MTOBPEXK-
JIEHWST TIOYeK TI0 JaHHBIM JIAOOPAaTOPHBIX Y MHCTPYMEH-
TaJIbHBIX UCCIIEAOBAHWI U/WJIU CO CHIDKEHUEM (DUIIBTpa-
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LIMOHHOM (yHKUMY TToueK. OOIIen3BeCTHO, YTO MHOTHE
3a00s1eBaHUs TOYEK, MAaHU(ECTUPYs B IETCKOM BO3pacTe,
MPONOJIKAIOT MPOrPECCUPOBATh Y MOAPOCTKOB U B3pOC-
Jb1X. C KIMHUYECKON TOUKU 3pEHUS TTOHITUE «XPOHU-
yeckasi 0O0JIe3Hb TMOYEK» TMOJpa3yMeBaeT Heus30exkHOe
JaJibHEl1Iee MPOrpeccCupoBaHre MaTOJOTUYECKOTO Mpo-
1ecca. 9To MOBJIEKIIO 32 CO00I 00beNMHEHNE PA3TUYHBIX
Hedpoaornyeckux 3adosieBaHUid B TPYIIIY XPOHUYECKUX
6onesHeit nmouek no pekomeHaanuu K/DOQI (Kidney
Disease Outcomes Quality Initiative). B nennatpuu tep-
MWH <«XpOHUYecKasi 00Jie3Hb MOYEK» BIEPBbIE MPUME-
Huau R.J. Hogg u coast. [1] B 2003 1. Kak 3aMMCTBOBaH-
HBII U3 TepaneBTUIECKON MTPaKTUKH.

YcTtaHOBIEHO, UTO IIUTOKUHBI TIPUHUMAIOT ydyacThe
B peryasuuy MpoJudepaTUBHBIX IPOLIECCOB, IUD-
(depeHLIMPOBKH, POCTa, AEATEIbHOCTH KJIETOK [2, 3].
Wnrepneiikuubl (UJI) Mo3BosISIIOT peryaMpoBaTh Xapak-
Tep U NMPOAOJIKUTEILHOCTE UMMYHHOTO OTBETa M BOCTIA-
Jenust. KonnyecTBeHHOE coiep:KaHue [IMTOKMHOB U UX
COOTHOIIIEHNE OTPaKaloT AMHAMUKY TaTOJIOTMYECKOro
npoiiecca, KOppeJaupyroT ¢ aKTUBHOCTbIO 3a00J1€BaHUs,
YTO TIO3BOJISIET CyAuTh 00 3(h(HEeKTUBHOCTU MPOBOIM-
MO Teparnuu U TPOrHO3MPOBaTh UCXox Oosie3Hun [2—4].
Perynsitopbl ecTeCTBEHHOTO UMMYHMTETa — TIPOBOCTIA-

POCCUVCKWIA BECTHUK MEPUHATOJIONW U MNEANATPUM, 2021; 66:(4)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(4)

25




nutenabHbie TuToKMHLE: UJI-1 u UJI-6, dakrop HEKpo3a
omnyxonu (PHO) anbda; xemokuusl (UJI1-8), MmoHOLIM-
TapHbIi XeMoToKcuueckuii 6enok (MCP-1) u np. yuact-
BYIOT B HecTnielin(UIeCKOi 3allluTe OpraHu3Ma oT 0aK-
TepUaJIbHBIX W BUPYCHBIX MHDEKIM. VIX OCHOBHBIMMK
MUIIEHSIMM CIyXaT KJIeTKU-(harouuTbel — Makpodaru
u rpanyiaouutsl. UJI-6 nuayumnpyet nudhepeHIUPOBKY
B-1umdounToB B KIeTKH, NMPOAYLIUMPYIOIINE aHTUTENA.
Kpome Toro, aToT HUTOKMH CTUMYJIUpYyeT Tposude-
paiyio Me3aHTHaJbHBIX KJETOK M WMIpaeT KIIUYeBYIO
poJib B TiporpeccupoBaHuu riaomepysonatuu [5]. MJI-8
MPUHAJIEXUT K MOJICEMEICTBY XeMOKMHOB U SIBJISIETCS
MPEeUMYIIECTBEHHO HEUTPODUIBHBIM XeMOTPAKTaHTOM.
HMwMmerorcs Takke KIMHUYECKUME W BKCIIEpUMEHTasb-
HblE NaHHBbIE, CBUIETEJbCTBYIOUIUE, YTO 3TOT XEMO-
KWH BJIMSIET Ha MPOHUILIAEMOCThb KiIyooukoB [6]. ®DHO
-anbda — MpoBOCHATUTENbHBIN IIUTOKUH, CHUHTE3 KOTO-
poro ctumynupyercss anruoteHsnHoM [I. ®HO -anbba
yuyactByeT B auddepeHunpoBke MuoduodpodIacToB
W aKTHUBALIMKM TpaHCKpuniuoHHoro ¢akropa NF-«kB,
KOTOPBIN UTpaeT KJIOYEBYIO POJb B PETYJSLIMUA T€HOB,
YYaCTBYIOIIMX B BOCTIAJIMTEIIbLHBIX U UMMYHHBIX peak-
usX. B aKcrnepuMeHTallbHOW MOJENU CeprioBUIHOMN
TJIOMEPYJIONaTUM TeHETUYECKU OOYCIOBIEHHBIN nedu-
T ®HO anbbha n hapMakogorniyecKoe MHTMOMpPOBa-
HHUE 3TOTO LIMTOKWHA OCIA0ISIOT pa3BUTHE MOPAXKEHU
K1y00uKoB [6, 7].

LluToKkuHBbI, peryaupylolme criennduyeckKme
nmMyHHble peakuuun — WJI-2 u WJI-4, TtpaHchopmu-
pytomnii pakrop pocta (TDP) -GeTa 6eIKM yIaCTBYIOT
B aKTHUBALMU, pocTe U AUddepeHIIMPOBKE 3pEbIX TUM-
(otmToB. LINTOKUHBI, PETYIUPYIOIINE BOCITATUTEIBHBIC
peakiiuu, pa3BUBaOIIMecs B TIpoliecce crelnduruieckKoro
MMMYHHOTO OTBeTa — MHTEeP(EPOH-Y, KOTOPbIA UTpaeT
poib B aJanTallMOHHOM M BPOXIEHHOM MMMYHUTETE,
mmmpotokcun, UJI-5, MJI-10 u np. Ux ocHoBHast pyHK-
us — akKTuBalus Hecrenuduuecknx 3(pGheKTOPHBIX
KJIETOK: HMTOTOKCUYECKMX MakKpodaroB M eCTeCTBEH-
HeiXx KusuiepoB [8]. MJI-10 mHruOupyer akTUBaLIUIO
u auddepeHIIMPOBKY aHTUTEHCTUMYJIUPYIOIINUX KJe-
TOK, TaKMX KakK JEHIPUTHbIE KJIETKM W Makpodaru,
a TakXKe MOJABJISIET 9KCITPECCUI0 OCHOBHOTO KOMILIEKCa
rucrocoBMecTuMoctT Kiacca Il m ymeHbImaeT cekpe-
LIMIO TTPOBOCTIATUTEbHBIX [IMTOKUHOB, Takux kKak ®HO
anbbda, MJI-12, unrepneitkuu-18 u . NJI-10, kpome
TOTO, peryaupyeT pocT u auddepeHmpoBky B-kietok,
NK-knetok (CDS8), uurorokcnueckux T-mumdornTon
n T-xenrnepoB, TYYHBIX KJIETOK, KEPAaTUHOILIMTOB 1 HI0-
TeJaJIbHBIX U Me3aHTUaIbHbIX KieToK. B moukax UJI-10
CEeKpEeTHpYyeTCs TJIAaBHBIM 00pa3oM Me3aHTHUaJbHBIMU
W DHAOTEIMAbHBIMU KJIETKaMW W Y4acTBYET B pery-
JISIUMU M TIOJICPKAaHUM HOPMaJIbHOW (DYHKIIMU TTOYEK
B HOpPME U TIpU T1aTOJIOTUM, B TOM YMCJIE TIPU TTPOTPECCU -
pPOBaHUM XPOHUYECKOI MTOYEUHOI HETOCTATOUHOCTH [9].

BaxxHo oTMeTHUTB, UTO 3allMTHASI POJIb MPOBOCTIAI-
TEJbHBIX IIUTOKWUHOB MPOSIBISIETCSI B Cllydyae, €Ciau 3TU
MeIuaTopbl paboTalOT JOKaJbHO, B oyare BOCITaJIeHUs,

Ob30Pbl JINTEPATYPbI

OJIHAKO M30bITOYHASs M TEeHEpaJM30BaHHAs MPOIYKIIMS
MPOBOCTIAJIUTEIbHBIX IITUTOKMHOB TIPUBOAUT K OpraH-
HBIM auchyHKUIMsIM. Bo uzbexaHne M30bITOYHBIX TTPO-
SIBJIEHUII BOCHAJIMTEILHOTO TIpolilecca B OpraHu3Me
BKJIIOUAIOTCSI MEXaHU3Mbl HETaTUBHOTO KOHTPOJISI, OTO-
cpefloBaHHbIE TPOMAYKIIMEN TPOTUBOBOCTIATUTEIbHBIX
LIMTOKMHOB U PACTBOPUMbBIX MHTMOMTOPOB TTPOBOCITAJIMN -
TeJIbHBIX HUTOKWHOB [10].

ITo muenuto A.H. Masgunckoro [11] (2003), umuto-
KWHBI JEWCTBYIOT KaK MHOTO(AKTOPHBIN, TOIU(pYHK-
UOHAJBHBIA MeXaHU3M, OO0eCIeYMBAIOIINN MEXKIIe-
TOYHbIE KOMMYHUKAIIMM, HEOOXOAUMBIE IS MHAYKIIUN
U peaau3allii MMMYHHOTO OTBETa, PEeryjsiliud TeMo-
10332, BOCIMAJIMUTENIbHBIX M PerapaTUBHBIX TPOIIECCOB.
CoOanaHcupoBaHHasT MPOMAYKILMSI IIMTOKMHOB MMeEeT
Oosblioe  (hPU3MOJIOTMYECKOE 3HAueHWe, a TepPeKOoChl
B IIUTOKMHOBOM OaJlaHCE BHOCST CYIIECTBEHHbIM BKJIa
B MMATOJIOTHIO.

B cBsI3M ¢ aKTyaJlbHOCTBIO M3y4eHUsl WHTepJieii-
KWHOB aHaJIM3y LIMTOKWHOBOTO TOTEHIMAada TpU XpO-
HUYECKOl OOJIe3HM TOYeK y JAeTeil MOCBsIIeHa Cepusl
paboT OTEeYeCTBEHHBIX M 3apyOexkHbIX aBTOpPOB. Tak,
B paborax M.B. 3opuna u A.A. Baakosoit (2015, 2019)
npu 00C/Ie0BaHNM JeTeil ¢ TyOyJOMHTEPCTULIMATbHBIM
MopakeHWeM TIoUeK TII0Ka3aHO, YTO TIPOTPecCUpoBa-
HUE TIpollecca XapaKTepu30BajIoCh MOCTAAUINHBIM yBeE-
JIMYEHUEeM OKCKPELMU C MOYOW TPOBOCIAIUTESIbHBIX
mutokuHoB: WJI-1, NJI-6, WUJI-8, npoBocmaauTeIbHOTO
®HO -anbpda, npockiepornyeckoro TOP -6eta ¢ ogHO-
BPEMEHHBIM TIOCTAJIMHAHBIM CHUXXEHUEM 3KCKpeluu
¢ Mouoii mporuBoBocnanutenbHoro NJI-10, uro cBumae-
TEJbCTBYET O TIpeBaJMpPOBaHUM Tipoliecca ¢ubporeHesa
1O Mepe MPOrpeccupoBaHUs TYOYJIOMHTEPCTULIMATBLHOTO
nopaxeHus moyek [12, 13].

Kackan peakiinii, BbI3BAHHBIX U3MEHEHUSIMU LIMTO-
KMHOBOTO Tipoduiisi, pazHooOpa3eH. LIMTOKMHBI peako
NeMCTBYIOT B OMMHOUKY. OTBET, KaK MpaBWIO, OTpaXkaeT
cyMMapHbIit 2 GhEeKT HECKONIbKUX IIUTOKUHOB, KaX-
NIBIA U3 KOTOPBIX BJIMSIET HA YYBCTBUTEJIBHOCTbH KJIETOK
K apyrum dakrtopam [11]. ITo manueiM C.C. IlayHo-
Boit (2011) [14], omnpenenreHue CYTOUHON BKCKpelUU
¢ movoit umrokuHos (MJI-1, WJI-6, WII-8, WJI-10)
u dakropos pocta (DHO-anbdpa, TOP-6eta) nadop-
MAaTUBHO ISl TIPOTHO3UPOBAHMST TEUSHUST TYOYJIOMHTEP-
CTULIMAJIBHOW OOJIE3HU TIOYEeK Y JeTeil, acCOLMUpO-
BaHHOW C TIy3bIPHO-MOUYETOYHMKOBBIM  pPe(IIOKCOM.
IMon BAUgHWEM BocHAMUTEIbHBIX (akTopoB (PHO-
ampda, UJI-1, 6 1 T.1.) aKTUBUPOBaHHBIE (HUOPOOIACTHI,
MUOLIMTBI, SHIOTEJIMOIUTHI BbIPAOATHIBAIOT IIUTOKWUHbI
U (pakTOpHl pocTa, OKa3bIBaIOIINEe MOIIHOE XeMOATTpaK-
TUBHOE MEeHCTBUME M OOJIbIIIOE BIUSHME Ha YCUJICHME
W TIpOJIEHHWE BOCHAJIWTENIbHOM peakuwu [15]. Ananm3
9KCKPEIMU C MOYOI IIUTOKMHOB U TPaHC(HOPMUPYIOIIETO
¢akTopa pocTa OKa3bIBaeT IMpeodianaHue Tpolecca
¢ubporeHe3a Han BOCITAJIEHHMEM 110 Mepe (OpMHUpOBa-
HUS U TIPOTPECCUPOBAHMST XPOHUYECKOI 00JIE3HN TTOUYeK
y aereit. JIist BOCCTAaHOBJIEHUSI CTPYKTYPHI U (PYHKIIMO-
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HUPOBaHUs TKAHW U OpraHa B 1IEJIOM HEOOXOIUMO paB-
HOBeCHe TPO- U TMPOTUBOBOCITATUTEIBHBIX IUTOKUHOB,
CMOCOOHBIX, CBOEBPEMEHHO U TTOJTHOLIEHHO B3aUMOJICii-
CTBYSI APYT C IPYTOM, 3aBEPIINTh BOCTIAIUTEIbHBIN TTPO-
11ecc, HarIpaBUB €TO B CTOPOHY perapauni |14, 16].

IIpu xpoHunueckoMm mnueaoHedpUTe TMPOrpeccupyro-
1ee TOBpPeXIeHUEe TYyOyJOMHTEPCTULIMAIBHONW TKaHMU,
00YCJIOBJIGHHOE€ MUKPOOHBIM BOCHAJIEHUEM, PaCCTPOii-
CTBOM YpOAMHAMUKH, JUCMETA00IUYECKUMU TIPO-
leccaMM, TOXe TIpoTeKaeT Mpu HapylleHUu OanaHca
Mpo- W TPOTMBOBOCHAJIMUTENBHBIX IIUTOKUHOB [17—
19]. Tlo manuwsim II.I. KopenbkoBa u A.JI. IlaBnosoii
(2017) [20], ypoBeHb MPOBOCTATUTEIBLHOTO IIUTOKWHA
MNJI-8 B Moue u3 MOUYETOYHMKA TOPAXKEHHOUN TIOYKHU
MOXET CJIYXXUTb OCHOBHBIM MapKepoM, OIpeeIsIIoIIuM
CTEeTIeHb TSDKECTU aKTMBHOM (Da3bl XpOHMUYECKOTO IHe-
JioHedpuTa. B TO Xe BpeMsi ypoBeHb MPOBOCIAIUTEb-
HbIX uTokuHOB (MJI-6, MJI-8, ®HO -anbda) B miazme
KpOBH, TIpeBbIIAIOINIMI HOPMY B 5—7 pa3 nmpu obocTpe-
HUM XPOHUUYECKOTO TIheJIoHedpUTa, CBUACTEIbCTBYET
0 BO3MOXHOCTM pa3BUTHs ypocericuca. [lo MHeHUIO
L.M. Ortega u A. Fornoni (2019) [21], omnpeneneHue
YPOBHEW [IUTOKUHOB B TJIa3Me KPOBU MOXET UMETh TTPO-
THOCTMYECKYIO IIEHHOCTh B Pa3BUTHUU JAJIbHEMIIINX KITU-
HUYECKUX TMPOSBIEHUN KaK OCTPBIX, TaAK U XPOHUYE-
CKUX 3aboneBaHuit movek. OmnpeneneHue yposus MJI-6
u WJI-8 Moue MOXET CIyXKWUTh B KayecTBE TPEIUKTOpa
OOCTPYKIIMU MOUYEBBIX MyTelt 1 pyOlieBaHUs rouek [22].

Heob6xoanmo oTMETUTh, UTO TMArHOCTUYECKasi pojib
LIMTOKMHOB MMeET OOJIbIIIOe 3HaUeHWE Ha pa3HbIX 3Ta-
nax 3abojieBaHus Mmoyek. Tak, BBICOKME KOHIIEHTpaluu
MJI-8 B Moue OOJBHBIX C MEPBUYHBIM XPOHUYECKUM
MUeIOHEMPUTOM CBUIECTEILCTBYIOT O JJATEHTHOM BOC-
MajJjeHUuU U yrpose Hedpockiieposa, a BHICOKUE YPOBHU
NJI-8 B a3y peMmuccun — 0 HaJUUMU CKPHITOTO BOC-
MajieHusI B MOYKE, HE BBISIBISIEMOTrO C IMOMOIIBIO Tpa-
IUIAOHHBIX METOAOB IHMAarHoCTUKU. [lo MHeHMIO
I0.A. MepkonanoBoit (2011) [23], poct ypoBHst UJI-8
B MOY€ C YBEJMYEHMEM IPOJOXKUTETBHOCTU XPOHU-
YecKoro muesioHedpuTa J0Ka3biBaeT IMPOrpeccupoBa-
HUE BOCMaJeHUs C TMOCIEeAYIOIUM He(hpOCKIEePO30M.
Kpowme Toro, BaxkHO, UTO ¢ yBeTUYEHUEM IJTUTEILHOCTH
0ose3HM ycyryonsitoTesi npodudopoTudyeckue 3¢hheKTh
B TIOYKE, YTO J0Ka3aHO TEeHIEHUMEN K POCTY YPOBHSI
MJI-8 npu Bcex BapuaHTax XpOHWYECKOTO THenoHedh-
puTa U €ro MpSIMOI KOppesiiieit Co CKIePOTUUECKUMU
U3MEHEHUSIMU, BBIABJICHHBIMU C TTOMOIIBIO CIIUHTH-
rpadun noyek [24, 25]. [1o manabiM B.A. BerakoBckux
(2011) [26], B paHHeM TOCJIEOTIEPAIMOHHOM TepHOIe
y TIallMeHTOB C XPOHWYECKWM BTOPUYHBIM TTHENIO-
He(PUTOM EIUHCTBEHHOM ITOYKHU, OIEePUPOBAHHBIX
MO0 TMOBOAY Pa3MYHBIX HEeDPOYpOJOTHUEeCKUX IaTo-
Jioruii, HabmwoaaeTcsl aucbaiaHC Mpo- U MPOTUBOBOC-
nanuteabHbiX uutTokuHos (UJI-1p, UJI-2, UJI-4, NJI-§,
WHTeP(DEPOH-Y) B CHIBOPOTKE KPOBH, TIPOSIBIISIIOIITUICS
MTOBBIIIEHUEM YPOBHSI TTPOBOCITAIMTEBHBIX U CHUXKE-
HUEM TPOTUBOBOCTIATUTEIBLHBIX IIUTOKUHOB. [To MHe-

HUIO aBTOpa, HaOJMogaeMble HapyIIeHUsS ITUTOKUHO-
BOTO TIPOUIIST OTPaXaroT aKTWBAIIUIO OaKTepUaTbHOM
WHMPEKINU U CHIKEHWE 3alllUTHBIX CWJI OpraHu3Ma
Y 9TUX MALIMEHTOB.

ITo muenuto H.B. 3axaposoii u coast. (2013) [27],
K OJHOW M3 HanboJyiee 3HAYMMBIX XapaKTEepPUCTUK MOopa-
JKEHUST TTAaPEHXUMBI MOYEK Y OOJIbHBIX KOPATJTOBUIHBIM
He(hpOIUTHA30M U TTHETIOHEMPUTOM MOXKET OBITh OTHE-
CEeHO yBeJIMYeHUEe COomepKaHUsi OCHOBHOM TPYITITBI MPO-
BOCIAJIUTETLHBIX LIMTOKUHOB B Modve. CorocTaBiieHHe
JMAHHBIX KOJWYECTBEHHOTO OIPEIeSICHUs TTPOBOCITATH-
TEBHBIX IIMTOKMHOB B MoOYe C pesyjabratraMu Mopdo-
JIOTUYECKOTO ¥  MOP(HOOMETPUIECKOTO UCCIeNOBAaHUN
6MoNTaToB OOJIBHBIX KOPAIOBUIHBIM HeM®pOIUTHA30M
MOKa3aJio, YTO TOIbEM YPOBHS 3THX LIMTOKUHOB MOXHO
CYNTATh OMHOM M3 XapaKTePMCTHK BOCIAJTUTEIBHOTO
Mpoliecca B MOYEBBIBOISAIINX TMYTSAX. POCT comepkaHuUs
B MoOYe TPOBOCHAIMTEIbHBIX LIMTOKWHOB Y OOJBHBIX
¢ 000CTpeHUEM KaJIbKYyJE3HOro mnuesoHedpuTa comnpo-
BOKIAJICST YBEIMUEHUEM KOJIMUYECTBA BOCITATUTEIBHBIX
WHOWIBTPATOB B MapeHXUMe IMOYEK U CTEIeHU TTOBPEK-
JNEHUS DIHUTETNATbHON BBICTWJIKM MOYEBBIX KaHallb-
meB. [TombeM YpPOBHSI MPOBOCTATUTENBHBIX LIMTOKUHOB
B MOYE MOXHO CUMTATh CJIEACTBUEM YCUJICHUS MX 00pa-
30BaHUS TYOYJISpHBIM 3TNUTeNreM. BHeapeHue maro-
TEHHBIX MWUKPOOPTaHU3MOB B MOYEBBIBOISIINE ITyTH
MPUBOIUT K Pa3BUTUI0O MMMYHHOTO OTBETa Ha YpOBHE
SMUTENATBLHONM BBICTUJIKM MOYEBBIBOASIINX ITyTEH.
Ero mposiBieHreM CTaHOBUTCSI BBHIOPOC TaKUX MPOBOC-
MaJTUTEeTbHBIX ITUTOKWHOB, Kak WJI-1B, NJI-6 u WUJI-8.
OHM BBI3LIBAIOT MHMUIBTPAIINIO TKAHEBBIX CTPYKTYD,
OKPYXAIOIINX MOYEBBIBOIAIINE IYyTH, MaKpodaraMu
W JICHKOIIUTAaMU Y CTAHOBSITCS OMHUMU U3 aKTUBATOPOB
JATbHEUIIETO  pa3BUTUSA  TyOYJOMHTEPCTUIINATBLHOTO
BocraneHus [28].

B pabore A.B. Bynarosoit u coast. (2010) [28] ycTa-
HOBJICHO, YTO ITPU 000CTPEHUHN XPOHUIECKOTO TTHeIoHed-
puTa y JeTeil OTMEYaloTcsl CIBUTM B COOTHOIIEHUU DKC-
KPeTHUPYEeMBIX IIMTOKWHOB, CBSI3aHHBIE MPENMYIIECTBEHHO
C yBeJIMUEHWEM KOHIIEHTpAllMd IUTOKWHOB C TTPOBOCTIA-
yutenbHON akTuBHOCTHIO (DHO amsda u MJI-8). Tpu-
yeM Oosiee TspKenble (POpMbI OOCTPYKTMBHOTO THUENO-
He(puTa XapaKTepu3ylOTcsl 0Oojee BBICOKMM YPOBHEM
MPOBOCITAJIUTEbHBIX ITUTOKWUHOB. DTU CABUTU B IIUTO-
KWHOBOM apXUTEKTOHWKE TIPW Pa3IUIHBIX BapraHTax
TEUCHUS TeTOHe(PUTA TOBOPSIT HE TOJIBKO O MUcOaaHce
B LIUTOKMHOBOM CETU, HO M O BBICOKOM PUCKE Pa3BUTHS
HOBOTO WJIM OOOCTPEHUST YK€ WMEIOIIEerocss XpOHUYe-
ckoro mmenoHedputa [28]. [1o manueiM E.W. CrnobonsH
u coanT. (2017) [29], usmeHenust koHueHTpauu NJI-4,
WJI-10, WJI-12 u WJI-17 B Moue, NpOSIBASIIOIIMECS
MOBBIIIEHWEM TIPO- M CHWKEHUEM TIPOTUBOBOCITIAJIU-
TEIbHBIX LIUTOKWMHOB, TMOATBEPXKIAIOT HAIWIUE y OOJb-
HBIX C XPOHUYECKUM THUEIOHE(PUTOM B CTaIUU PEMUC-
CHV COCTOSTHUS JJATCHTHOTO BOCTIAJIMTEIHHOTO TIpoIiecca
(He BBISIBJISIEMOTO C TOMOIIBIO TPAAULIMOHHBIX METOIOB
0o0C/IeIoBaHUSI) C COXPAHSIONIMMCS aKTUBHBIM (DUOpO-
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TeHe30M KaK OCHOBBI JaJbHEMIIIEro MporpeccupoBaHUST
MUCHYHKIIUN TIOYEK.

IMTo maHHBIM pa3TUYHBIX WCCIEIOBAHUI IIUTOKMHO-
BOTO MPOMUIs MpK 3a00JIeBaHUSAX TTOYEK, aBTOPHI CXO-
JATCS BO MHEHHWM, YTO MHTEPJIEHKUHBI MOXKHO MCITOTb-
30BaTh KaK OMOMapKep MOBPEXACHUS MOYSYHON TKaHM.
Taxk, nmo muenuto R. Yakubov u coast. (2013) [30], NJI-8
MOXET CIIY>KUThb TTPOTHOCTUYECKUM OMOMapKepoMm pyo-
LIeBaHUs TTIOYEK IMOCJIe OCTPOTO 3MU30/1a MUeIoHeppuTa.
C Touku 3penust K. Lipiec u coast. (2018) [31], NJI-6
MOXHO WCITOJIb30BaTh KaK OMOMapKep XPOHUYECKOTO
MTOBPEXICHMS TTOYEK MOCIe OCTPOii (ha3bl TEeMOJUTHUKO-
ypemuyeckoro cuHapoma. B cBoto ouepenp L.M. Karza-
kova u coaBr. (2019) [32], uccinenyst HUTOKMHOBBII CTaTyC
y OOJTBHBIX C XPOHUYECKUM TJIOMEPYJIOHEMDPUTOM B 3aBU-
CUMOCTH OT TATOMOP(MOJOTUYECKOrO BapuaHTa, TPU-
IIUTU K BBIBOMY, UTO HanboJiee 3HAUMTEIbHBIN arcOamaHC
IINTOKMHOB B CBIBOPOTKE KPOBM XapaKTepeH Jist 00JTb-
HBIX ¢ MeMOpaHOMpoIrdepaTUBHBIM TJIOMEPYJIOHeDPU-
TOM. ABTODPBI MOAYEPKUBAIOT, YTO MOJYYeHHBIE TaHHbIE
CBUJIIETENIBCTBYIOT O HAJIMYUU OCOOEHHOCTEW WMMYHO-
rmaToreHe3a pa3JIMYHBIX BapUAHTOB XPOHUYECKOTO TJIO-
MepylIoHedpuTa 1 Jal0T OCHOBAHME TSI TIOMCKAa HOBBIX
MyTei JiedeHus1 3Toro 3aboeBaHus [32].

ITo muenuto P.O. Bernsiposa (2017) [33], perynsi-
LM MECTHBIX 3allUTHBIX peakIWii BO MHOTOM 3aBU-
CAT OT COCTOSSHUSI IIUTOKMHOBOTO TIPOMUIST MOYM.
IIpu oOcnenoBaHuUM neTeli ¢ pa3IMYHBIMM KIMHUYE-
CKMMM BapMaHTaMU XPOHWYECKOTO TJIOMepyJoHedpuTa
BBISIBJIEH JMCOaIaHC B CBIBOPOTKE KPOBU B CTOPOHY TIpe-
00J1aTaHus TIPOBOCHAUTETLHBIX IMTOKUHOB. [1py 3TOM
Haubojee CYIIeCTBEHHbIE pAa3IMuMs  YCTaHOBJICHBI
B conepxxanuu MJI-1p u ®HO -anbda He TombKo B hase
o0ocTpeHusi, HO U B ¢ha3e peMuccuu. Takue pe3yabTaThl
COTJIACYIOTCSI ¢ JAHHBIMU JIUTEPATYPhl U IPYTUX UCTOY-
HuKoB [34]. B yacTHoCTH, y neTeli ¢ pa3IMYHbIMU KIIU-
HUYECKUMM BapuUaHTaAMHM XPOHUYECKOTO TJIOMEPYJIO-
HedpuTa TakKKe OTMEUYeH aucbasaHCc ¢ TmpeobiiagaHeM
MPOBOCTIAIUTENIEHBIX ITUTOKMHOB B CBIBOPOTKE KPOBH.
HaunGonee 3HauMMBble pa3aTndus BBISIBIEHBI B COmepsKa-
i WJI-1B u @HO anbda, 9To yKa3piBaeT Ha HATMINE
aKTUBHOTO BoCITayIMTeIbHOTO TIporiecca [35]. H.J. Anders
(2016) [36] otBOomMT KmoueByo poiab WJI-la m U-1P
KaK OCHOBHBIM TTOKa3aTeJIsIM BOCITAJICHUs TTOYEK: yKa-
3aHHbBIEC MHTEPJIEMKIUHBI COIEPXKATCS TIOYTH Ha BCEX KIIET-
Kax MOYKH, JOTOJHUTETHLHO YCUIMBAsT BHICBOOOXICHME
uuTokuHoB 1 xemokuHoB. H.H. Kopskosa (2005) [37],
HCcClenys CoIepXKaHWe WHTEPICHKMHOB B CHIBOPOTKE
KPOBU MPH XPOHUIECKOM TIIOMepyJIoHedpUTE, BBISIBIIA
HE TOJIbKO BaXKHYIO POJIb IUTOKMHOBBIX B3aUMOAECTBUIA
B TIaTOTeHe3€e 3TOTrO 3a00JIeBaHMs, HO U pa3INdus LIUTO-
KWHOTO MPOMWIsT TPpU pa3HbIX KIMHUKO-MOPGHOIOTH-
YyecKMX BapumaHTax Oosie3Hu. HambGosee 3HaUMTETBHBIN
JIrcbaaHc IUTOKMHOB YCTAHOBJIEH Y OOJMBHBIX C MEM-
OpaHornpordepaTUBHBIM TJiIoMepyoHedputoM. [lomy-
YeHHbIEe JaHHbIE, IO MHEHUIO aBTOpa, CBUAETEIbCTBYIOT
0 HaJu4YMM OCOOEHHOCTEW WMMYHHOIIATOTeHe3a pas-

Ob30Pbl JINTEPATYPbI

JINYHBIX BapUaHTOB XPOHWYECKOTO TIoMepyJIoHedpuTa
M JAIOT OCHOBAaHME ISl TIOMCKA HOBBIX MyTEM JIeYeHUsI.
ITo muenuro M. Kolesnyk u coast. (2013) [38], usme-
HEHUs [IUTOKWHOBOTO MpOodWIS B BUAE MpeodIamaHus
MPOBOCTIATUTEbHBIX [IMTOKMHOB HaJl MPOTUBOBOCTIATM-
TEJbHBIMU TTPU XPOHUUYECKOM TIIOMEPYIOHE(DPUTE MOTYT
OBITh MCIOJB30BaHBI M B KauyeCTBE TMPOTHO3MPOBAHUS
pe3yIbTaTOB UMMYHOCYIIPECCUBHO Teparnu.

ITo nannueiM H.®. Jlatucdosoit u coast. (2019) [39],
aHaJIN3 LUTOKMHOBOTO TOTEHIIMAa Y OONMbHBIX C XpO-
HUYECKOM OO0JIE3HBIO TTOYEK BBISIBUJ, UTO HE3aBUCHMO
OT OCHOBHOTO MMMYHHOTO MeXaHW3Ma Havajlo TTOBPEK-
NEHUST TJOMEPYJSIPHOTO armapara XapaKTepHu3yeTcs
MPONYKILIMEN MeINaTOPOB BOCTIAJIEHUST, TAKUX KaK IIUTO-
KWHBI, XeMOKWHBI 1 aHTUMUKPOOHBIE MMENTHUIBI, KOTOPBIE
AKTUBHUPYIOT JICHKOIUTBI, Makpodaru v cOOCTBEHHBIE
KJTyOOYKOBBIE KJIETKU. YBeJMUeHNe CUHTe3a IMTOKUHOB
W aHTUMHUKPOOHBIX TENTUAOB MPUBOIUT K YCUJIEHUIO
BOCITAJIUTEIBHOTO OTBETa JIMM(MOLMTAMU U Makpoda-
ramu. OTHOBPEMEHHO TTPOUCXOAUT aKTUBAIIUS ME3aHT U~
aJTbHBIX KJIETOK, KOTOPbIe MOAMMDUIIMPYIOT MpeBpalieH1e
GubpOoOIIACTOB, CITOCOOHBIX CUHTE3MPOBATH MHTEPJICH-
kuHbl. [Ipu oOcnenoBaHUM OOJIBHBIX C XPOHWYECKOM
MOYEUHOM HEIOCTATOYHOCTHIO HE3aBUCHMO OT 3THO-
JIOTMU OTMeUYeH IKrcOaaHC B CTOPOHY YBEJIMUEHUST KOH-
LIEHTpALlMU TIPOBOCTIAIMTEbHBIX LIMTOKUHOB B KPOBU
MO0 CPaBHEHWIO C KOHTPOJBHOU TPyMmoil. ¥ GOJBHBIX
C XpOHUYECKUM TJIoMepyJioHedpUToM Ha (oHe Bocma-
JINTEJILHOTO TIpoliecca HabIomaeTcsi Hanbosee BEICOKOE
conepxxanue MJI-8. Ha ocHOBaHUY MTOJTyYeHHBIX pe3Yib-
TaTOB aBTOPHI JAENAIOT 3aKII0YeHWe O BaXHOW PO
LIMTOKWMHOB M aHTUMHWKPOOHBIX TIETITUIOB B TTATOTeHE3e
BOCTIAJICHMST TIPU XPOHUYECKUX OOJIE3HSIX TTOYeK U 000C-
HOBAaHHOCTU WX WCIIOJIb30BaHUS B KadyecTBe paHHEro
MapKepa XpOHUUECKOTO MOBPEXAeHUS TToveK [39].

YcraHoBieHO, 4YTO AucOagaHC IIUTOKWHOB CITOCOO-
CTBYET MPOrPECCUPOBAHUIO XPOHUIECKOM OOJIE3HU IMTOYEK
W pa3BUTHIO YaCcTO BCTpeydarolmxcs ociioxkHeHuit [40].
B pa6ote U.T. Mypkaunosa u coasnt. (2019) [41] moka-
3aHO, YTO Y OOJBHBIX ¢ XPOHUYECKOU OOJIE3HBIO MOYEK
MPU CKOPOCTH KiTyboukoBoit pubrpauun (pCKd) Huke
60 MJI/MUH pETMCTPUPYETCS TIOBBIIIEHUE COICpPKAHMS
WJI-6 B chiBopoTKe KpoBU. [1py XpoHUYECKO GOJIe3HU
moyek comepxxanue MJI-6 B KpoBU TeCHO CBSI3aHO CO
CKOPOCTBIO KITyOOUYKOBOW (DUIBTpAllUM W BEJTWIUHOM
IMAaCTOJIMYECKOTO apTepuaJbHOro JaBieHus. Bwecrte
¢ TeM MCCIIeIoBaTe M MPUIIIA K BBIBOIY, YTO MaTodu-
3UOJIOTMUECKNE MEXaHU3MBbl TPOTPECCUPOBAHUS XPO-
HUYECKON OOJIe3HN IMOYEeK C y4YacTUEM IPOBOCTIATM-
TeJbHBIX [IMTOKUHOB, B YacTHOCTU MJI-6, 4pe3BbIYaitHO
CJIOXHBI, MHOTOOOPA3HBI M HYXIAIOTCS B JajbHEUIIEM
nsyueHuu [41]. [TokazaHo, yTo TipeobyiagaHue MPOBOC-
MaJIUTETbHBIX [TUTOKWHOB HaX TMPOTHBOBOCTIAINTEb-
HBIMU TIPY XPOHWYECKOM TMOYEUHOM HEIOCTATOYHOCTU
MO3BOJISIET TIOATBEPANTHh BaXKHYIO POJIb ITUTOKMHOBBIX
B3aMMOJICCTBUI B TTaTOTeHE3e BOCTIATIEHUST TIPU XPOHU -
YeCcKUX OOJIE3HSIX MOYeK, a TaKKe KOHCTAaTUPOBaTh pa3-
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JINYUST IIUTOKWHOBOTO TIPOMUIIST TIPU Pa3HBIX CTaIMIX
aTux 3a0oneBanmii [42]. H.R. Vianna u coasr. [43] oOpa-
IIAIOT BHUMAaHUE Ha TO, YTO Pa3IuIus B TPODUIISX IIUTO-
KWHOB MOTYT OBITh CBSI3aHBI C 3TUOJIOTUEH XPOHUIECKOM
00JIE3HU MOYEK U APYTUMH U3MEHEHUSIMU, CBSI3aHHBIMU
¢ 3a00J1eBaHEM.

TakuM o00Opa3oM, ILIUTOKWHOBAsl PETYJISIIUST WMeEET
OTPOMHOE 3HaYeHWe B HOpPME U TIPU MaTOJIOTUYECKUX
Mpoleccax, B YaCTHOCTU TPU MPOTPECCUPOBAHUM XPO-
HUYeckoi 0OoJe3HM ToueK y jaerteil. MHorooOpasue
CBOMCTB IIUTOKWHOBBIX MEIMATOPOB CIIYXKUT OCHOBHBIM
(GyHKUIMAM — 3a1IKTe OT MHGMEKIIMOHHBIX aTeHTOB U BOC-
CTAHOBJICHUIO TKaHeil. B mepBylo odepenb LIUTOKUHBI
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DKCCYAATUBHDIIA CPEIHIIA OTUT: OCHOBHbIE MPUYMHBI PA3BUTHS B 1eTCKOM Bo3pacte. YacTts 1.

U.B. Casenxo’, M. 0. bobowko’?

'PreQy BO «Mep.biii CaHkT-MeTepbyprckuii rocyaapCTBEHHbIN MeAULMHCKNA YHUBEPCUTET M. akagemuka W.11. Masnosa»
Mwun3zpgpasa Poccun, CaHkT-MNeTepbypr, Poccus;

2Pre0yY BO «CeBepo-3anagHbiii rocyaapCTBEHHbI MeauuuHeKmii yHneepcuteT um. U.N. MedHukoBa» MuHagpasa Poccun,
CaHkT-MNeTepbypr

Exudative otitis media in children: the main causes. Part 1.

1LV. Savenko!, M.Yu. Boboshko'?

"Pavlov First Saint Petersburg State Medical University, St. Petersburg, Russia;
2Mechnikov Northwest State Medical University, St. Petersburg, Russia

CpeaHuii OTHT, B TOM YHCJIe DKCCYIATHBHBIA — OJHO U3 HaHOoJIee PACTIPOCTPAHEHHDbIX 3a00JieBaHuii IeTcKoro Bo3pacta. Ilpakru-
YecKH 0eCCMMIITOMHOE €ro TedeHue y JeTeil pAHHero U JOIKOJbHOTO BO3paCTa 00YC/IOBIMBAET BEPOSITHOCTh BOSHUKHOBEHHS TYTO-
YXOCTH, KOTOpPasi MOXKET ObITh He PACHO3HAHA CBOEeBpeMeHHO. VIMelommiicsi B TAKHX CJIyYasiX, KaK MPaBHIO0, MUHUMAJBHBIA CITy-
X0BO# neuIUT OyaeT CymecTBEeHHO BIMATH HA CIYXOpeuyeBoe Pa3BUTHE PeOEHKA, CTAHOBJIEHHE €ro BHICINMX KOPKOBBIX (hYHKIIMI.
ViMeHHO mequaTphl B CBOEil MPAKTHYECKOW NeSTEIbHOCTH MEePBbIMU CTAJKUBAIOTCS C MPOSIBJICHUSMH 3KCCYAATHBHOTO CpPeIHEro
otuTa. B CBA3M ¢ 3THM NpeaCTABIAETCS AKTYAIBHBIM HAJIMYME Y HUX TOCTATOYHBIX 3HAHUIA 0 3200/I€BAaHIH, B TOM YHCJIe 0 HanboIee
pacnpocTpaHeHHbIX NPUYMHAX U (PaKTOPaxX pUCKa ero pa3sutus. B nepoii yactu 00630pa JuTepaTypsl paccMOTpPeHbI Teopuu hopmu-
POBAHUS SKCCYIATHBHOTO CPETHETO OTUTA, POJIb BUPYCHOI M AKTePUAIbHOI ()I0PBI B PA3BUTHM 3200JI€BAHNS, BIUSHIE 00CTPYKIMH
CJIyX0BOii TPYOBI HA hoHe HOBOOOPA30BAHMIiI HOCOIIOTKH, KPAHHO(AIMAILHBIX AHOMAJIHIA (B TOM YKCJIe IPX XPOMOCOMHBIX adeppa-
HUsAX), AJIEPrHYecKuX 32001eBaHMIl, PUHOCMHYCHUTOB H aJIEHOWIUTOB.

Karoueswte caoea: demu, sxccyoamuenwlii cpeoHuil omum, 5muonocus, paKkmops pucka.

Ansa untuposaruns: CaseHko V.B., boboLuko M. 0. SkccynaTvBHbIN CPeaHWU OTUT: OCHOBHbIE MPUYYHbLI Pa3BUTUSI B IETCKOM BO3pacTe. YacTs 1.
Poc BecTH nepuHaton n neanarp 2021; 66:(4): 32-38. DOI: 10.21508/1027-4065-2021-66-4-32-38

Otitis media, including exudative otitis, is one of the most common childhood diseases. Almost asymptomatic course in children
of early and preschool age leads to undiagnosed hearing loss. In such cases the minimal auditory deficit significantly affects the
auditory-speech development and the formation of higher cortical functions in children. It is pediatricians who are the first to deal
with the manifestations of exudative otitis media. Consequently, their knowledge and understanding of the disease, including the most
common causes and risk factors, is important. The first part of the literature review considers the theories of the exudative otitis
media formation, the role of viral and bacterial flora in the development of the disease, the effect of obstruction of the auditory tube
against the background of nasopharyngeal neoplasms, craniofacial anomalies (including chromosomal aberrations), allergic diseases,
rhinosinusitis and adenoiditis.

Key words: children, exudative otitis media, etiology, risk factors.
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O)IHO M3 caMbIX paclpoCTpaHeHHBIX 3a00JeBaHUIA
B IETCKOM BO3pacTe — CPEeIHUI OTHUT, B TOM YHCJIe
9KCCYIATUBHBIN, KOTOPBIM mepeboneBator 6onee 80%
nereit 1o moctuxkeHusi Bo3pacta 4 jet [1]. Hecmorps
Ha To yTo B MexayHapoaHoit kinaccudukanuu 60Je3-
Heir 10-ro mepecmotpa (1990) He BbImENEH TEPMUH
«OKCCYIaTUBHBIN CpeHUI OTUT» (pa3Hble ero (hOpMbl
TpeacTaBiIeHbl B pyopukax «H65. HerHoiHBIN cpenHuii
otut», «H66.9. CpenHuii OTUT HEeYTOUHEHHBI» 1 «H67.
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CpenHuii OTUT Tipu OOJIE3HSIX, KJIacCUPUIIMPOBAH-
HBIX B JAPYrux pyOpHMKax»), MMEHHO HauWMEHOBaHUE
«3KCCYNATUBHBIN CPEIHUI OTUT» OOLIEIPUHSITO CPEeau
cnenuanuctoB. Penuausupyloliiee TeueHue 3abosieBa-
HUS, ero IJIUTeJIbHAS TMePCUCTEHIMSI MOTYT TIPUBOAUTH
K CJyXOBOW JenpuBallii, CYIIECTBOBaHUE KOTOPOI
B KPUTUYECKOM JUISI Pa3BUTUSI peUyM BO3pacTe, Iaxe
Mpyu HAJIMYUM MUHUMAJBHOTO CJYXOBOTrO Aeduiura
MOXET OBbITh MPUYMHOW CIYXOPEUYEBBIX HApYIIEHUMH,
npobjieM ¢ (GopMUpOBaHUEM sI3bIKA U KOTHUTUBHBIX
¢yHkumit [2, 3]. B cBI3M C 3TUM, a TakKXKe MOTOMY,
YTO B paHHEM JETCKOM BO3pacTe 3KCCYAaTUBHbBIN cpe/l-
HUI OTUT MOXET TpOTeKaTh MPaKTUYECKU OECCUMII-
TOMHO, CBOEBPEMEHHOE BbISIBIIEHUE W JieueHue 3a00-
JIeBaHUSI — OJIHA U3 COCTaBJSIONINX, 0OecTeunBaloInuX
MOJIHOLIEHHOE pa3BuTHe pebeHka. B aToMm mporuecce
HeMaJIoBaxkKHasl pPOJib OTBOAUTCS TeAUaTpy, KOTOPBIi
MEPBBIM MOXET CTOJKHYTHCSI C TIPOSIBJICHUSIMU IKCCY-
JIaTUBHOTO CPEAHET0 OTHUTA, YTO OOYCJIOBJIMBAaEeT HEOO-
XOJIUMOCTb HaJIMUMs Yy HEro COBPEMEHHBIX 3HaHUIA,
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B TOM YHCJIe 0 HanboJiee pacpoCTpaHeHHBIX MPUYMHAX
u dakTopax prucka pa3BUTHs 3a00JeBaHUSI.

DKCCynaTUBHBIN CPEIHUN OTUT — HErHOWHOe 3a00-
JIeBAaHUE CPEIHEro yxa, IpOSIBJISIIONIeEeCs] CKOTUICHUEM
B €ro TMoJIOCTSIX OJKccyaara (CEpO3HOro, CIU3UCTOrO
WM MYKOUIHOTO XapakKTepa), YTO MPUBOAUT K (OPMU-
pPOBaHUIO CHMTOMOKOMILIEKCA, OCHOBHOW COCTaBIISIIO-
el KOTOPOTO SIBJISIETCS] TYTOYXOCTh 3BYKOITPOBOISIIIETO
WY CMEIIAHHOTO XapakTepa. DKCCYIATUBHBIN CpeTHUIA
OTUT — TIOJUATUOJIOTMYECKOe 3a0ojieBaHME, KOTOPOE
B psiie clydaeB OOYCJIOBJIEHO COYETAHWMEM HECKOJbKUX
(aKTOPOB MECTHOTO M/WJI CUCTEMHOTO 3HaYeHus [4].

WMcropuyeckn CyliecTBOBaJO HECKOJIbKO TEeOpUit
(GopMHpPOBaHUS 3KCCYIAaTUBHOTO CpPEIHEr0  OTHUTa:
1) «hydrops ex vacuo» — xorga IMCOYHKIIUS CIyXOBOW
TpYyOBI, CITOCOOCTBYSI CO3IAHUIO OTPUIIATETLHOTO JaBJie-
HUSI B TTOJIOCTSX CPEIHETO yXa, TPUBOANT K TTOBBIIIIEHUIO
MPOHUIIAEMOCTU CTEHOK COCYIMCTOTO pycia; 2) «gocna-
AUMenbHas meopus», CBSI3bIBAOIIast Tpoilecc o6pa3o-
BaHMS 3KCCydaTa B CPEAHEM yXe C COOTBETCTBYIOLIMMU
U3MEHEHUSIMU ero CJIM3UCTO 000JI0UKH; 3) «cekpemop-
Has meopus», OCHOBAHHAsl Ha BeAyllell pojau B Maro-
JIOTMYECKOM TIpOIlecCe THIEPIUIa3sui  OOKaJIOBHIHBIX
KJIETOK M CIIM3UCTBIX Xee3 [S]. MU3BecTHO, UTO B Mpouc-
XOXIIEHUU DKCCYAATUBHOIO CPEJHEro OTUTA OAUHAKOBO
BaXXHYIO POJIb WUTPAIOT BCE TIpelCTaBIeHHBIE (DAKTOPHI,
SIBJISISICH 3BEHBSIMU OJTHOM 1LIeTTH, TTPUBOASAIIEH K (hOpMU-
poBaHuto 3a00seBaHusI. OOIIETTPU3HAHO TaKXKe YTBEPXK-
JIeHWe, YTO B TeHe3e OOJIBIIMHCTBA TUMITAHUTOB, B TOM
YUCJIe 3KCCYIaTUBHOTO CPEHETO OTUTA, JieXKaT B TIEPBYIO
odepelb HapylleHUsS APEHAXXKHOM W BEHTUJISILIMOHHOM
(yHKLIMM cITyXOBOI TpYOHI [6, 7].

JAchyHKIMS  CIlyXOBOW  TpyObl,  MMeoIIasics
npy (OpMUPOBAHUU BKCCYIATUBHOTO CpPEIHEro OTHUTAa,
MOXET HOCUTh XapaKTep OOCTPYKTMBHON IUCHYHKINN
(Tipy BHEIIIHE!, BHYTPeHHEN, CMeIIaHHOW WY TTapeTruie-
CKOI OOCTPYKIIMU CITyXOBOI TpyObI, TTOPOKaX pa3BUTHSI),
pedokc-a1uchYHKIIMA WIN TIPOSIBIISITHCS B BUE «3USTIO-
mieii» ciyxoBoit Tpyos! [8]. [penpacnonararonmmu ¢ak-
TOpaMU K Pa3BUTHUIO IKCCYTATUBHOTO OTUTA MOTYT OBITh
0COOEHHOCTU MOP(OJOTUU CPETHEr0 yxa — CTPOEHUE
OapabaHHOI MOJOCTH (pa3Mephl M THeBMAaTU3allusI aTTUKa
U COCLIEBUIHOTO OTPOCTKA, COOTHOIIEHUE CTPYKTYp BIMH-
TUMIIaHyMa, a TakKXXe pa3MepoB aTTMKa M OapabaHHOIA
MOJIOCTH ), BpOXKIEHHAs Y30CTh CITYXOBBIX TPYO [5].

HaunbGonee yacroii MpuYMHON 3KCCYyTaTUBHOTO CpeJi-
HEro OTWUTa CJIYXKMUT CMeIllaHHasi OOCTPYKIIMSI CIIyXO-
BOIl TpyOBI, pa3BUBawIascss Ha (GoHe OCTpO pecru-
paTOpHOIl BUPYCHON MH(EKIMU, KOTOpasi UTPaeT poJib
3aryckaroniero ¢akropa B pa3BUTHM 3abojeBaHus [9].
M3BecTHO, YTO B JETCKOM BO3pacTe BOCIAJIUTETbHbBIE
3a00JIeBaHUST CPEHETO yXa OCJIOXKHSIOT TeYeHUE MOUTH
70% BCcex TepeHOCUMBIX PeOEHKOM OCTPBIX pecrupa-
TOPHBIX BUpPYCHbIX WHGpekuuit [5]. MHbuumpoBaHue
pecrupaTOpHBIMUA BHpyCaMM, KaK TPaBUJIO, XapaKTe-
pU3yeTCsl CUCTEMHOW OTEYHOW peaKIMENW CIU3UCTHIX
000J10YeK BEPXHMX JBIXaTeIbHBIX TyTEH, CIIYXOBBIX TPYO

U TIOJIOCTEH CpEeIHero yxa, B TOM YHCIE B «KITIOYCBBIX»
00J1aCTSIX, TAKMX KaK OCTMOMeAaTaTbHbI KOMIUIEKC, TJI0-
TOYHBIE YCThSI CIYXOBBIX TPYO C MOCIeayIolieil 00CTpyK-
et mocienHux. Kpome TOro, BUPYCHI, OKa3bIBas
LIUTOMTATOTeHHOE AECTBUE, TTOAABISIOT MYKOLMJIAAp-
HBI KJIIMPEHC, YTO HapylllaeT 3BaKyallUio CIU3UCTOTO
CeKpeTa M3 cpemHero yxa. HambombImeil TPOITHOCTHIO
K CIU3UCTON OO0O0JIOUKE BEPXHMX IbIXaTeJbHBIX ITyTeil
00JIaIaAI0T  pecnupamopuvle  CUHUUMUANbHBIE — BUDYCbI
muna A u B, adenosupycwl, punosupycel, eupycol epunna
muna A, B u C, napaepunna (1 — 3, 44 u 4B munos). 3t
MmaToreHbl B JajibHEMIIeM JMOO Mcye3aloT (B TeuyeHHe
HECKOJIbKUX THEN), TUO0 MPOAOIKAIOT MTePCUCTUPOBATh
B COCTaBe 3KCCYyIaTa, 3aIOJTHSIONIETO TTOJIOCTA CPETHETO
yXa, WU B €ro CJIM3UCTON 000JI0UKe, CITIOCOOCTBYS (op-
MHMPOBAaHUIO KaK OCTPBIX, MOJTOCTPHIX, TaK M XPOHUYE-
ckux opM 3aboneBanus [10—12].

B pesynbraTe KIMHMYECKUX HAOMIONCHUI TakXke
YCTAHOBJIEHA CBSA3b OKCCYIAaTUBHOTO CpPEIHETO OTUTa
C 2epneceupycHbiMU UHDEKUUAMU, 8bl3bl6ACMbIMU BUDYCOM
Inwmeiina— bapp, yumomeearoeupycom u 6upycom eep-
neca uenosexa 6-eo muna [13—15]. TlepBuuHoe nHOU-
LIMPOBaHUE C YydJacTHUeM BHUpPYcoB ODmTeitHa—bapp,
reprieca 4yeJloBeka 6-ro THUIAa W LIMTOMETaJIOBUpYCca U UX
CcoYeTaHUl, a TakKke aKTWBALUSI XPOHUYECKUX (HOpM
WHOEKIIUNT MOXET MPUBOIUTL K PAa3BUTHIO TIPEUMYIIE-
CTBEHHO OCTPBIX M TOAOCTPBIX (DOPM 3KCCYIATUBHOTO
cpemHero oTtura. 3aboJeBaHWE COMPOBOXKIACTCS HA30-
(hapuHTeaIbHON OOCTPYKIIMEH, BBI3BAHHON KaK CUCTEM-
HOM OTeYHO-BOCIAJUTEIBHOM peaklneil CIU3UCTBIX
000J104eK BEPXHUX IbIXaTebHBIX MTyTeil M CPETHETO yXa,
TaK W TUTepIuUTasueil TUM@O3TUTEINAIBHBIX CTPYKTYP
HOCOTJIOTKM, YTO CIIOCOOCTBYEeT OOpa30BaHUIO BHITIOTA
B TIOJIOCTSIX cpenHeTo yxa. OTmensieMoe MOXeT ColepXkKaTh
JAHK Bupyca 3BnmreitHa—bapp, umMrtomeramoBupyca,
BUpYca MpoCToro repreca u varicella zoster [16]. Cnen-
CTBHEM BUPYCHOI MHMEKIINU TaKXKe CTAHOBUTCS (hOPMU-
poBaHWEe BTOPUIHOTO UMMYHOIEMDUIIUTHOTO COCTOSTHHMS,
KOTOpOE YCYTyOIIsieT TeueHUe 9KCCYIaTUBHOTO CPEeIHETro
oTuTa. JInarHo3 Bo BCceX CIydasix MOATBEPKIAAETCS METO-
JaMU UMMYHO(MEPMEHTHOTO U MOJIEKYJISIPHOTO aHalli3a
(monumMepasHoii 1enHoit peakuuu — [11[P). Passurue
OCTpPOTO/TIOIOCTPOTO OKCCYAATUBHOTO OTHUTA B TaKMX
clyJasiX, Kak TpaBUJIO, KYMUPYETCS € TTOMOIIBIO MPO-
TUBOBUPYCHBIX MPENapaToB B COYCTAHUN C UMMYHOKOP-
pPEKTOpaMU M CPEICTBAMM IMaTOT€HETHYECKON Teparuu.
BMmecTe ¢ TeM TTepCUCTUPYIOIINIA XapaKTep TepIeCBUPYC-
HOM MH(MEKIINY, MPUBOJIS K BhIpaXKeHHOM TUTIEPTPODUN
JUMGOUIHBIX BJIEMEHTOB HOCOTJIOTKU, MOXET TaKXkKe
00yCTIOBIMBATh XPOHUYECKOE TeUeHe O0JIE3HU, HEe 3aBU -
csiliee OT aKTUBHOCTH BUPYCHOTO Tpoliecca. DTH Caydan
3a00J1eBaHUS HapsIy C STHOMATOTeHETMUYeCKOi Tepa-
nuei TpeOyIoT XUpypruieckoro BMetareabcrsa [13—15].

HerHoliHbIN XapakTep BOCTIaIeHUs TIPU DKCCYAaTHB-
HOM CpeHEM OTUTE He MCKITIOUaeT HaJTUIusT 6aKTepruasib-
HOI (DJIOPBI B OTAEISIEMOM U3 CPEIHETO yXa, HECMOTPS
Ha TO YTO TPaAUIIMOHHBIMU KYJBTypaTbHBIMU METOIAMU
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oHa uaeHTUGULIMpYyeTCcs ToJbKo B 20—60% ciydaes [17].
DTO CBSI3aHO C T€M, UTO YKa3aHHBbIE METOMIBI CITOCOOHBI
0OHaApYXMBaTh TOJBKO IIAHKTOHHBIE (POPMBI MHMKPO-
opraHu3MoB. BmecTe ¢ TeM MaTOreHHBII MUKPOOMOM
CpeTHEeTo yXa TpU KCCYTATMBHOM OTUTE MOXET OBbITh
TpeICTaBleH OaKTepUsSMU, CYIIECTBYIOIIMMU B pa3ind-
HBIX (DOpMax, YTO TIOATBEPKAAET OaKTEPUATbHYIO 3THO-
sioruto 3abosneBaHus. [ToMMMoO CBOOODHO TIIaBaIONIMX,
IJIAHKTOHHBIX (POPM MOTYT BBISABISTBCS MUKpPOOpTa-
HU3MBI, Mapa3suTUPYIOLIe BHYTPUKICTOYHO WU CYIIE-
CTBYIOIIIME B BUJIe OaKTepUATbHBIX TUIEHOK (OMOTUIEHOK),
YTO TIOBBIIIAET YCTOMYMBOCTH MUKPOOHBIX TTOMYJISIIINIA
K JEUCTBUIO aHTHOAKTepUAJbHBIX TIpernapaTtoB W (ak-
TOPOB MMMYHHOI 3alllAThI, CITIOCOOCTBYSI BO3HUKHO-
BEHUIO PELUANBOB WJIM XPOHU3AIMU 3a00JIeBaHUS.
YcTaHOBIIEHO, YTO MUKPOOMOTA CPEIHETO yXa B HOpPME
U TIPY PELUAMBUPYIOIIEM M XPOHUYECKOM 3KCCYIaTUB-
HOM CpeIHEM OTHUTE pPa3IMYaeTcsl TOJIbKO 3a CUeT OMOo-
TUIeHKooOpasytommnx Oakrepuit. OHU OOHaApPYKUBAIOTCS
B OMomnTaTax CIU3MCTON OOOJIOUKM M CEKpeTe CPeTHETO
yxa 6osee yem y 80% maunenToB [17—19]. st o6Hapy-
SKEHMST BHYTPUKIIETOUHBIX TIapa3uTOB, a TAKKe TJIABHBIM
00pa3oM MHUKPOOHBIX COOOIIECTB B COCTaBe OMOIJIEHOK
TpeOyeTcsl TIPUBJIEUEHNE MOJIEKYISIPHO-TEHETUIECKIX
(TTLP, cexBeHupoBaHUs TOCAEAOBATEILHOCTEN TeHa
16S pubocomanvHoii PHK) n umroreHeTnueckux (iyo-
pPEeCLIEeHTHO TuOpuau3auunu in situ) METONOB, a TaKXe
JIa3epHOM CKaHMpYIOleil KOH(pOKAIbHOW M TpaHCMUC-
CHOHHOM 3JIEKTPOHHON MUKpocKoruu. [IpumeHeHMe
STHUX METOMOB IO3BOJIIET CYAUTh HE TOJbKO O HAJTUIUU
OakTepuii B 9Kccynare M/uiau OUOTCUITHOM MaTepuale,
HO 1 00 MX xXu3HecrocooHocTu [18—21].

Kak mpaBuiio (mo 75% ciydaeB), MUKpOOMOTA Cpe-
HEro yxa COAEPXWUT B Topsiake yowniBaHust Haemophilus
influenzae, Moraxella catarrhalis, Streptococcus pneumo-
niae. OMHAKO B TIOCJIeHEE BpeMsI Bce vallle OakTepHralib-
Hasg (Jiopa TpU SKCCYAAaTUBHOM CPEeIHEM OTUTE ObIBaeT
MpeicTaBlieHa 30JI0TUCTBIM M KoaryJa30HeraTUBHBIMU
cTadMIOKOKKAMM, KOTOPbIe B OCHOBHOM MIEHTU(MUIIN-
pYIOTCS B cOCTaBe OMOIIIICHOK, a Takxke Alloiococcus otiti-
dis, koTopblit ooHapyxkuBaetcst B 10—41% ciaydaes 3a60-
JIeBaHUs, KaK MPaBUJIO, TP OMHOCTOPOHHEM TTOPaKEHU U
[18, 21, 22, 23]. Kak crayo m3BeCTHO, IOMUMO TIJIaHK-
TOHHOM (OPMBI 3TOT MUKPOOPTAHM3M MOXET 00pa3o-
BBIBATh KaK MOHOTHUITHBIE, TaK W TIOJIUMUKPOOHBIE OaK-
TepuaibHbIe TIJIEHKU, aCCOLMUPYSICh TIIaBHBIM 00pa3oM
¢ H. influenzae. Tlpennonaraercs, uto Al ofitidis Mmoxer
CIoco0cTBOBATh BhKUBaHUIO H. influenzae, N3MeHsIsI €T0O
BOCITPUMMYMBOCTh K aHTHOMOTHUKAM U OJIarOTIPUSTCTBYST
POCTY MUKpPOOpTraHU3Ma JaxKke B HeOJIarompusiTHBIX YCII0-
BMSIX, M TEM CaMBIM UTPaTh KOCBEHHYIO POJIb B Pa3BUTUU
SKCCYAATUBHOTO CpelIHeTo oTUTa. JITUTeIbHOE COXpaHe-
HUE TP 3TOM CEPO3HOTO BBITIOTA B CPETHEM YX& MOXKET
OBITh CJEACTBUEM MEHbIIeH BUPYJEHTHOCTU A. ofitidis
0 CPaBHEHUIO C APYTMMU BO30ymuTesiMu. B psine ciy-
YaeB OKCCYIaT MOXET COIepXKaTh aHadpoOHYIO (iopy
(Fusobacteria, Porphyromonas, Prevotella, Enterobacteria),
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pa3BUTHE KOTOPO MOKET TPOBOIMPOBATHCI HU3KUM
MaplUWalbHBIM JTaBJIeHHEM KUCIOPOIa B MOJIOCTSIX CPel-
Hero yxa [19, 24].

Takum ob6pazoMm, posib OakTepualbHON  (JIOPHI
KaK OJHOTO M3 TPUTTEPHBIX (haKTOPOB (POPMHPOBAHUS
9KCCYIAaTUBHOTO CPETHETO OTUTA IPEACTABIISIETCS BITOJTHE
oueBuaHOM. Ho, 110 Bceit BUIUMOCTH, 3TO KacaeTcsl IJiaB-
HBIM 00pa3oM PEIUANBUPYIOIINX U XPOHUIECKHUX (POpM
3a0071€eBaHNsI, OCHOBHOM MPUYMHOM Pa3BUTHUSI KOTOPBIX
CIIYXXWUT TIEPEHECEHHBIM B TMPOLUIOM 3TMHU30[1 (3TU30IbI)
OCTPOTO CpEeIHEro OTUTA, He 3aBEPIIUBIIETOCS BBI3IO-
poBiieHreM B TeueHue 2 Mec [10, 25, 26]. Takoit ucxon
yalie BCero o0ObsCHSIETCS HeaaeKBAaTHBIM MPUMEHEHHEM
AHTMOMOTUKOB W/WJIW HEIOCTaTOYHOCThIO (DaKTOPOB
WMMYHHOM CUCTEMBbI, B YaCTHOCTH Ae(PUIIUTOM €€ TYMO-
paJIbHOTO 3BeHA W/WJIA AMCOATaHCOM B CHCTEME IIUTO-
KWHOB, a TaKKe HeolpaBIaHHBIM OTKa30M OT BBITIOTHE-
HUST MUPUHTOTOMMU (TIapalleHTe3a) B Tpoliecce JeUeHUs
[4, 21, 27-29]. YkazaHHbIE TIPUYMUHBI CITOCOOCTBYIOT
HETIOJTHOM 3JIMMUHALMK TUITAHKTOHHBIX (DOPM, a TaKXke
MPONOJIKAIOIIEUCS TIEPCUCTEHIINU OaKTepUil BHYTPU-
KJIETOYHO WJIM B cOCTaBe OMOTUIeHOK. BHyTpuKieTouHOe
CYIIIECTBOBAHME TTATOTEHOB, TTOMUMO 3TOTO, XapaKTepPHO
IJIT MUKOTUTa3MEHHOW M XJTaMUAMHHONW WHGEKIINIA,
pPOJIb  KOTOPBHIX TPUMEHUTEIBHO K 3KCCYIaTMBHOMY
cpeaHeMy OTUTY Takxke oOcyxkmaercs B iuteparype [14].
besycnoBHO, Helb3sl UCKITIOYATh 3HAUEHUE OaKTepuaib-
Horo (hakTOpa B (POPMUPOBAHUU IKCCYIATUBHOTO OTUTA
MPpU Pa3INYHBIX (hopMax AUCHYHKIIUK CIIyXOBOW TPYObI,
0COOEHHO B TeX CJIyJasixX, KOrja MocJeTHUE pa3BUBaIOTCS
BCJIEACTBHE WHMEKIIMOHHO-BOCTIAJIMTELHBIX 3a00J1e-
BaHUII BEPXHUMX IbIXaTEJIbHBIX MyTeil, YTO MOXET OBITh
COTIPSTKEHO C PUCKOM TPAaHCTy6ApHOTO MHMULIMPOBAHUS
cpenHero yxa [29]. OnHako cienyeT OTMETUTh, YTO JIaXKe
MpU SJMMUHALIMM 0YaroB MHMEKIIMY B Mpoliecce Jieve-
HUST 9TUX MALMEHTOB BOCTIAJIUTEIbHBIN TIPOLIECC B CPEI-
HEM yXe MOXEeT HOCHUThb YIOPHBIA XapakTep, IIOX0
MOAIABasICh KOPPEKIWKU, U 3TO CTABUT ITOJ COMHEHMHE
KJTIOYEBYIO POJIb OakTepuaabHOU MHGbEKIMU B (HOPMU-
POBaHUM 3KCCYTATMBHOTO CPEIHEro OTUTa MPH TaKUX
00CTOSITETbCTBAX.

3aBucumasi OT BHEIIHUX (aKTOpOB OOCTPYKTHUBHAS
NUCOYHKIIMS CIYXOBOM TPyObI MOXKET OBITh OOYCJIOB-
JIeHa MeXaHW4YeCKUM HapylleHHeM ee TPOXOIUMOCTH
MpU TUTIEPITIA3UU TJIOTOYHONH M TPYOHBIX MUHIAIWH,
TPYOHBIX BaJIUKOB, SI3LIYHOM MWHIATWUHBI, JTUMMOUI-
HBIX 2JIEMEHTOB 3aJHEil CTEHKM TJIOTKM, HEOHBIX MHUH-
nanuH. [locnenHue, pacrojarasicb B TJIyOOKOM HUIIIE,
MOTYT YIIEMJISATbCI MEXAy Iy>KKaMUd WM pacrpocTpa-
HATBCST B CTOPOHY TJIOTOUHOTO YCThSI CIYXOBBIX TpPYO,
CMOCOOCTBYSl Pa3BUTUIO MX OOCTPYKTMBHOW AUCHYHK-
uuu. lopasmno pexe B JIETCKOM BO3pacTe, B OCHOBHOM
y MOAPOCTKOB, 9KCCYTATUBHBIN CPEIHUN OTUT 0OYCIIOB-
JIeH aHaTOMWYECKUMU OCOOEHHOCTSIMM TTOJIOCTU HOCa,
B YaCTHOCTM WMCKPUBIIEHHEM TIEPETOPONKHU, TUIIEPTPO-
dueii 3agHUX OTHENIOB HWXHUX M CPEIHUX HOCOBBIX
pakoBrH. K HOBOOOpa3oBaHUSM HOCOTJIOTKH, KOTOPBIE
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MOTYT OBITh TPUIMHON Pa3BUTHUST IKCCYITATUBHOTO CPEI-
HEero OTUTa y JeTeil, OTHOCIT IOHOIIECKYI0O aHTHOMU-
OpoMmy, peTeHIIMOHHbIE KUCTHI, JuMdocapkomy. K pas-
BUTHIO BBITIOTA B TTOJIOCTSIX CPEIHETO yXa, KpOMe TOro,
MOTYT TIPUBOAUTL MTUCGHYHKIIMUA MBI MSITKOTO Heba
pPa3IUIHON TIPUPOABI, a TaKkKe PYyOIIOBBIE M3MEHEHMS
HOCOTJIOTKHY TTOCJIe TIepeHECEHHBIX XUPYPTUIECKUX BMe-
11aTeJIbCTB, CPEIr KOTOPBIX TUAUpYeT aneHotomus [30].
Ocoboe MecTo cpefay TPUYUH OOCTPYKTUBHOM JMC-
(GYHKIMU CITyXOBOW TpyObl 3aHMMAIOT BPOXKIECHHBIE
MMOPOKH, OCOOEHHOCTH W aHOMAJIUM pa3BUTHUS (KPaHUO-
(aumanbHBle aHOMaMK), K KOTOPBIM, B YaCTHOCTH,
OTHOCSITCSI TUTIO- U arljla3usl TJIOTOYHOTO YCThsI CITYXO-
BO#1 TPyObI, Cy>keHUE ee MPOCBeTa, TUBEPTUKYIIE3, HEI0-
pa3BUTHE TUIACTMHOK XPSIIEBON YacTU TPYObl M MBIIIIII,
obecrieunBaIONINX €€ BEHTWISLIMOHHYI0 (YHKIIUIO,
a Tak>Ke pacIleIMHBI BepXHEH TyObI, TBEPIOTO U MSITKOTO
Heba, B TOM YMCIIe UX CKPBIThIe (hOPMBI (TTOACTU3UCTBIC
pacuienumHbl, submucous cleft palate) [31]. Paciienusi,
obyciopnuBass  MOphO(GYHKIIMOHATBLHYIO  HECOCTOsI-
TEJbHOCTh MBI MSTKOro Heba (m. fensor veli palatini
u m. levator veli palatini), OTBETCTBEHHBIX 32 OTKPBITHE
TJIOTOYHOTO YCThSI CIIYXOBOM TPYOBI, YaCTO COYETAIOTCS
¢ ee HemopasBuTheM. [Ipu 3TOM OTMeualTCsl He3pe-
JIOCTb TPYOHOTO Xpsla, TUIOTUTa3Ws WIM aHOMaJuu
MPUKPETUIEHUsT YITOMSHYTBIX MBIIIII, YTO 3aTPYIHSIET
OTKPBITHE CIIyXOBOW TPYOBI WJIM JieaeT ero HeBO3MOXK-
HeiM [32, 33]. omoaHUTENbHBIM (aKTOpOM, CITOCOO-
CTBYIOIIIMM BO3HUKHOBEHUIO 3KCCYIATUBHOTO CPEIHETO
OTUTa TIPU paclleMHaX, CIYXKHUT HECOCTOSITETbHOCTh
OapbepHOil (hyHKIIMK Heba, YTO MPUBOAUT K (PopMUpo-
BaHUIO B HOCOTJIOTKE OYara XpOHWYECKOTO BOCTIAJICHUS
C MepPCUCTEHIINEN MPEeUMYIIeCTBEHHO MAaTOTeHHOW OaK-
TepuanbHOit Guiopbl. Kpome TOro, B BO3HMKHOBEHUM
3a00JIeBaHMST YYaCTBYET TMaTOJOTUUECKUI 3a0poC MUIIN
U XUIKOCTU B HOCOTJIOTKY C Pa3BUTHEM OTEYHO-BOCTIA-
JINTENIBHBIN peaklMu CIU3UCTON O0OJOUKM B 0O0JaCTU
IJIOTOYHBIX YCThEB CIYXOBBIX TPYO [32]. DKccynaTUBHBIN
CpemHUIT OTUT BcTpevaeTcs y 75—98% neTteii ¢ paciuenu-
HaMU BepXHel TyObl, TBEpHOTO W/WJIU MSITKOTO Heba,
npuBoAsl K (POPMUPOBAHUIO CTOMKOW KOHIYKTUBHOM
WM CMEIIaHHOW, B OCHOBHOM JIBYCTOPOHHE! TYroyxo-
ctu. PanHss xupypruueckasi KOppeKiiys mopoka (B Bo3-
pacte oT 6 10 12 Mec KU3HM) MO3BOJSIET CHU3UTH PUCK
(opMHMpOBaHUS 3KCCYTIATUBHOTO OTHUTA. BMmecTe ¢ TeM
B OOJIBIIMHCTBE CJlydyaeB HaOIIOmaeTCsl MepMaHEHTHOE
TeyeHue 3a00JieBaHUSI BHE 3aBUCUMOCTHU OT TIpOBele-
HUST OTNEPATUBHOTO JICYEHUS, BIIOTh 1O JOCTVIKECHUS
pebeHKOM Bo3pacTa 6, a B psiie ciydaeB 12 jeT. DKccy-
MATUBHBIM CPETHUI OTUT pa3pelraeTcs, Kak IMPaBWUIIO,
B TIpoliecce CO3peBaHUsI CTPYKTYp CPEIHEero yxa u IMpu-
JIeXalInxX aHaTOMUIeCKUX odpa3zoBanmii [33—35].
AHOMAJIMU CTPOEHMS CIIYXOBOM TPYOBI MOTYT BCTpe-
YaTbCsl Yy TALIMEHTOB C XPOMOCOMHBIMM abeppalvsiMu
(Tpucomueit xpomocom 18, 21 u 22-ii mapbl, UHBepcUei
XpoMocoM 1-i1 mapsl), a Takxke ¢ cMHApoMoM TayHca—
Bbpoxkca 1 opo-aururo-dainmaibHbIM AU30CTO30M (CUH-

npomoMm [lammmmnona—ITcoma) [36]. Tlpm cuHIpOME
JayHa (Tpucomust XpOMOCOMBI 21) 9KCCYIaTUBHBIN Ccpeli-
HUM OTUT Bp3HMKaeT B 38—50% ciyyaeB, TipeuMylie-
CTBEHHO B JIOIITKOJILHOM U paHHEM IIKOJBHOM BO3pacTe,
KOT/a B IIeJIOM B MeAUATPUUECKON TTOMYISIINU PaCIpo-
CTpaHEeHHOCTh 3abojieBaHMs MueT Ha crman. dDopmupo-
BaHWE KCCYIATUBHOTO OTHTa TIPU 3TOM 3aboJieBaHUM
CBSI3aHO C HaJIWMYKMEM TeHepaJIM30BaHHON MBIIIEUHOM
TUTIOTOHUW W/WIM TUTOTOHWUW MBI Jula (BCiem-
CTBME YETO pa3BUBaeTCsS TUCHYHKIMS CIYXOBOM TPYOHI,
B TOM UMCIie B (DOpME «3USTHUSI»), YKOPOUCHUSI CITYXOBOM
TpyOHBI, TUTIEpTPOGUM IMMMPOUTHBIX 00pa30BaHNIT HOCO-
JIOTKU (TJIOTOYHOM M TPYOHBIX MUHAAINH). DKCCYIaTUB-
HBI CpEeIHUI OTUT TIpU cUHApoMe JlayHa, KaK MpaBuiIo,
HOCHUT PEUMAVUBHUPYIOMINA WIN XPOHUYECKUI Xapak-
tep. ClaenyeT OTMETUTD, YTO B CBSI3M C COITYTCTBYIOIIEH
YMCTBEHHOM OTCTaJIOCThIO 3a00JieBaHUE Y TaKUX OOJb-
HBIX B T€YeHUE JUTUTETLHOTO BPEMEHHM MOXET TTPOTEKAaTh
6eCCUMIITOMHO, B TO € BpeMsl CIIOCOOCTBYS ellle boJiee
BBIpAXXEHHOM 3aJepKKe pe4eBOro U KOTHUTUBHOTO pa3-
BUTHSI BCJIENCTBUE CTOMKOTO CHUXXKeHUsI ciyxa [37, 38].
Annepruueckue 3aboyieBaHUs (aTONMAYECKUN JAep-
MaTuT, OpOHXMaJbHAsI acTMa, ajJIepTUYEeCKUil pPUHUT)
B KOHTEKCTE DKCCYTATMBHOTO CPETHETO OTHTA paccMa-
TPUBAIOTCS ¢ HECKOJBKUX TO3ULIMii. B mepByio ouepenb
OHM MOTYT CcO3/1aBaTh 00111 (DOH, HA KOTOPOM Pa3BUBa-
ercs 3aboneBaHue. PUCK pa3BUTHsI 9KCCyIaTUBHOTO OTUTA
CYIIECTBEHHO BHIIIe Y MALIMEHTOB CJEAYIONIUX TPYIIIT:
C OTSATOLIEHHOW <«aJIJIEPTOJIOTUYECKON» HACIEICTBEHHO-
CTBIO; CTpafgaloNInX aJIeprUIecKuMU 3a001eBaHUSIMUA
WY TIPEIPACITONOKEHHBIX K Pa3BUTHIO aJJIEpPIHYECKUX
peakinii; WMMEIOIIMX BBICOKOE COAepKaHWe OOIIEro
u crietmduyeckux IgE B ChIBOpOTKE KpOBU U/WJIU TI0JIO-
JKUATEJIBHBIE Pe3YJIbTaThl KOXHBIX Mpo0, a Takxke Tipe-
BBIIIAIOIIEe HOPMY YHMCIIO 03MHOMUIIOB B Tieprdeprye-
ckoit KkpoBu [39]. OTmMedeHo, 4TO MpU pelUANBUPYIOIEM
U XpOHUYECKOM TeUEHUN SKCCYTaTUBHOTO CPEIHETO OTUTA
y JIeTeil M B3POCJIBIX OCHOBHYIO POJIb B pa3BUTHU 3a00J1e-
BaHUs (Oosiee ueM B 85% ciiydaeB) UTpaeT aJuieprudecKuin
dakTop [40]. C 3TOi1 MO3ULIMY SKCCYTATUBHBIN CPETHUI
OTUT paccMaTpUBaeTCsl KaK IIMTOKWMH3aBUCHMasi BOCIIA-
JINTENIbHAsT peakiysi, oOycjoBileHHas akTtuBamueil Th2-
OIMOCPENIOBAaHHOTO (TYMOPAJTbHOTO) MMMYHHOTO OTBETa
[41, 42]. Cpenu ayreprudecKux 3a00J1eBaHII pPOJIb TPUT-
repa B pa3BUTHUM 9KCCYIaTUBHOTO CPETHETO OTUTA OTBOMIST
aTOMMYECKUM OpOHXUATBHOM acTMe, JepMaTUTy U TJiaB-
HBIM 00pa3oM aJljlepruieckoMy puHUTY. B MHOTOUMCIICH-
HBIX UCCIIEIOBAHMSIX MOKA3aHO, YTO MAIMEHTHl C XPOHU-
YeCKMMM U PeLUANBUPYIOIMMHU hopMaMu 3a00JIeBaHMsI
ropasJio vaille CTpafaaroT aJuIeprnieCKUMUA PUHUTAMY, YeM
JIIOAM TeX K€ BO3PACTHBIX TPYMI B 1IEJIOM B TIOMYJISILIVIN.
ITo HeKOTOpBIM TaHHBIM, 0KOJIO 50% neTeit ¢ SKCCymaTB-
HBIM CPETHUM OTHTOM B Ka4eCTBe COYeTaHHOM MaTOJIOTUN
umeroT auieprudyeckuii puHut [43]. Crnemyer, omHako,
OTMETUTB, YTO TIpSIMasl CBSI3b MEXIy HalnIrueM aijiep-
TMYECKOTO PUHUTA W BO3HMKHOBEHHMEM 3KCCYIATMBHOTO
OTHTA MPOCIICXKUBAETCS TNTABHBIM 00pa30M Y IeTeil cTapiiie
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6 ner [41]. TlaumeHThl, CTpagalOlIMe aIEPTUYECKUM
PUHHTOM, MOABEPXKEHBI (POPMUPOBAHUIO OKKITIO3MOHHOM
JTUCHYHKIIMU CITyXOBOI TPYOBI, UTO SIBISIETCS Pe3yibTa-
TOM Hazo(apuHTreaJbHOW OOCTPYKIIMU W/WJIM BOCTIAIM-
TEJHLHOTO OTeKa CJIM3UCTON 00OJOYKU CIIyXOBOM TPYOBI,
OOYCJTOBJIEHHBIX JIOKAJIBHOM TUITEPUYBCTBUTETLHOCTHIO
CIIMI3UCTOM OOOJIOYKM BEPXHMX JbIXaTeNbHBIX TTyTei.
KpomMe Toro, akccynat B CpeiHEM yXe MOKET OBITh TTPOU3-
BOIHBIM CUCTEMHOM aJUTEPTUIECKOM peaKIINU, ITOCKOJIbKY
CM3UCTasi 000JI0UKa HOCAa, HOCOTJIOTKM, CIYXOBBIX TPYO
U Me30TMMIaHymMa OapabaHHOU TI0J0CTH  O0pa3yloT
eIMHOE CTPYKTYpHO-(YHKIIMOHAJIbHOE O0Opa3oBaHue.
IIpu sTOM cimM3KcTast 000JI0UKa CPEHEro yxa pearupyer
Ha aHTUTEH aHAJIOTUYHO CJU3KMCTON 000JI0UKE BEPXHUX
nbIxaTeslbHbIX TyTeit [5, 10, 39, 41, 42, 44]. Anneprude-
cKasl TIpupojia IKCCYIaTUBHOTO CPETHETO OTUTA, acCollra-
LIS TIOCJIEHETO ¢ aJJIEPIUUeCKUM PUHUTOM WU PUHO-
CUHYCUTOM OOYCJIOBJIMBAIOT 11€J1IeCO00Pa3HOCTh Teparnuu
3a00JieBaHUsI ¢ TPUMEHEHMEM MECTHBIX JEeKOHTeCTaH-
TOB, AHTUTUCTAMUHHBIX W aHTWJICHKOTPUEHOBBIX TIpe-
apaToB, CUCTEMHBIX W TOMUYECKUX KOPTUKOCTEPOUIOB
[4, 44]. Bonee Toro, mpoBeAeHNE CITe(GUIECKON TUITO-
CEHCUOWIM3AlMA Yy TaKUX TAlMEeHTOB B aOCOIIOTHOM
GOJIBIIIMHCTBE CJTy9aeB KyMUPYET TPOSIBICHUS 3KCCyda-
TUBHOTO CPEIHETO OTUTA. DTO, IO MHEHUIO PSiia aBTOPOB,
HE TOJIbKO TIOITBEPXKIAET aJJIEPTUYECKYIO MPUPOIY 3a00-
JIEBaHMS TIPU aTOTUU, HO M OTKPBIBAET HOBBIE MepPCIeK-
THUBBI 71T 3TUONIATOTeHeTHIeCKOM Tepanuu [42, 45—48].
OOcTpykTuBHass JUCGHYHKIMSI CIYXOBOW  TpPYOBI,
Jiexxaniasi B OCHOBE Pa3BUTUSI 3KCCYIATUBHOTO Cpe-
HEro OTUTa, MOXKET TakXe ITPOBOLIMPOBATHCS OCTPOIA
WU 000CTpeHNEM XPOHUYECKOM BOCTIAIMTEILHOM MaTo-
JIOTUM TIOJIOCTU HOCAa, OKOJOHOCOBBIX Ta3yX M HOCO-
IJIOTKM — aJeHOMIUTaMW W pPUHOCUHycUTamu [5].
B nocnegHMe TOIBI aKTUBHO PacCMaTPUBAETCST POJIb XPO-
HUYECKUX aIcHOMINUTOB B BOSHUKHOBEHUN XPOHUYECKUX
U PEUMIVUBHUPYIOIMINX 3KCCYITATUBHBIX CPETHUX OTHTOB
y JeTeil BHe CBSI3M C pa3MepaMu U Tororpacdo-aHaTo-
MHMUYECKUMHM OCOOEHHOCTSIMM TJIOTOUHOM MUWHIATWHBI.
M3BecTtHO, uTO YacToTa OOHApyXeHUsl OaKTepuasbHOM
(nopbl, B TOM uncie 6aKTepuil, MpoayUMPYOIINX O1O0-
IJICHKY, B COCTaBe JTMMGbaaeHOUIHOM TKaHW TTPU XPOHU-
YECKOM T€YEHUU IKCCYTaTUBHOTO OTUTA, aCCOLIMUPOBAH-
HOTO C XPOHWYECKUM aIeHOMINUTOM, MOXET JOCTUTATh
73,8—100% [20, 49]. B 2TOM KOHTEKCTE HOCOIJIOTKA
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paclieHMBaeTCs KaK pe3epByap XpOHMUYECKOW WH(EK-
UM C TIEPCUCTEHILIMEN OaKkTepuaabHOU (GJIOpE B popme
OUOIUIEHOK. DTOT pe3epByap (opmupyeTcsi Ha (oHe
HapylIeHU MeXaHW3Ma BPOXAEHHOTO W aganTUBHOTO
WMMYHHTETA U 00YCIIOBIMBAET Ae(hEeKTHOCTh 3allIMTHOTO
o0apbepa Hocornotku [17, 29]. IlocnmenHee ompenensieT
BBICOKYIO BEpOSITHOCTb PACIpPOCTpAHEHUs] BOCTIATM-
TEJBLHOTO TIPOlIecca B CIIYXOBOU TpyOe ¢ pUCKOM pa3BU-
TUS DKCCYIAlMU B TIOJIOCTSIX cpeaHero yxa. M3BecTHoO,
YTO CKOTUIEHUST OaKTepuii, BXOASIINX B COCTAaB OUOTLIE-
HOK, TIPEMMYIIECTBEHHO JIOKATU3YIOTCS B JIMMMOUI-
HOI TKaHM, TIpUJIeXalleil K 00JIacTH TIIOTOYHBIX YCThEB
CITYXOBBIX TpyO. B cBete a3THX maHHBIX 3((HEKTUBHOCTH
aJIeHOTOMMU, COTIPOBOXIAIOIIEHCS TIIATEIbHBIM OCBO-
OOXIEeHWEM YyKa3aHHBIX 00JlacTeil B YCIOBMSX BSHIO-
CKOITMHM, CBSI3BIBAETCSI B TIEPBYIO ouepedb He C ymajie-
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OPUINHAJIbHBIE CTATbU

KecapeBo ceyeHne npu TsKeI0i NPeIKIAMIICHI: 0COOEHHOCTH PaHHEl HeOHATAJIBHOI
ajanTanun

9.B. Ucaesa, B.T. Pvickenvouesa
KbIprel3CKunin Hay4HbI LEHTP penpoayKumm YenoBeka, buiikek, Kupruackas Pecnybnvka
Caesarean section in severe preeclampsia: features of early neonatal adaptation

E.V. Isaeva, V.T. Ryskeldieva

Kyrgyz Scientific Center of Human Reproduction, Bishkek, Kyrgyz Republic

Heas uccnenosanus. Midyyenue ocodeHHOCTell TeyeHNs] pAaHHEl HEOHATAILHOM a/IaNTAIMU B 3aBUCUMOCTH OT METO/a AHECTE3UO-
JIOTHYECKOTO MOCOOMS IPH A0IOMMHAJIBHOM POOpa3peleHun GepeMeHHBIX C TSKeJI0i MPedKIAMIICHEIH.

XapakTepucTuKa jJeTeil U MeTo/bl uccienoBanus. [IpoBeeHo KOropTHoe NMPOCNEKTUBHOE UCC/IE0BAHNE, B KOTOPOE ObLIM BKJIIO-
4enbl 342 HOBOPOXKIEHHBIX OT MaTepeii ¢ MpedKIaMIcHeil TsKeoi crenenn. JleTn ObLIH pacnpeneeHsl B IPYNIbI B COOTBETCTBHI
¢ nepuozom recranuu. Ilpoananu3upoBansl nepuHATAIbHbIE OTEPH, IPOBEIEH AHAIM3 OLEHOK 00IEero COCTOAHMS N0 IKae Anrap
Ha 1-ii ¥ 5-if MUHYTaX XHU3HH, 2 TAKXKe HEBPOJIOTMYECKOr0 CTATYCA HOBOPOXKAeHHbIX Mo mKajge NACS na 15-it MUHYTe KU3HU
¥ yepe3 2 4 B 3aBUCHMMOCTH OT IPMMEHEHHOTO BO BPeMs KecapeBa cedeH!s METOIa aHeCTe3HH.

Pe3yabrarbl. Y HOBOPOXKIEHHBIX, HAYMHASA ¢ 34-ii Hele/IM reCTAMH, YCTAHOBJIEHO JI0CTOBEPHO DoJiee BHIPAKEHHOE HEraTMBHOE
BJIMSIHHAE TOTAJIBHOI BHYTPUBEHHO!H aHECTEe3WH HA COMATHYECKHid (POXKIeHHe B COCTOSIHMM MMIOKCHM) ¥ HEBPOJIOTHYECKHII CTATYC
HOBOPOXKIEHHBIX OT MaTepeii ¢ NPe3KJIAMIICHEl TSKEI0l CTeNeH! 0 CPABHEHUIO CO CTMHHOMO3roBoii anectesueii (p<0,05).
3akmouenne. IloyyeHHbie pe3yabTaTbl MOTYT MMeTh NMPAKTHYECKYI0 LEHHOCTb LISl HEOHATOJIOTOB, TAK KAK NMPU NPUMEHEHUH
TOTAJIbHOI BHYTPUBEHHOIi aHECTEe3UH BbISIBJIEHHbIE HAPYLIEHHS AIANTAIMOHHON CIIOCOOHOCTH HOBOPOXKIEHHBIX 0KHIAEMbI H JAI0T
BO3MOXKHOCTb BPayy CBOEBPEMEHHO OKa3aTh JIETAM aIeKBATHYIO NOMOUIb.

Karoueevie caosa: HOGOPOMCaeHHbIe, npesKaamncus msicenol CmeneHu, Kecapeeo ce4erue, Memood anecme3uono2u1ecKo2o obecneye-
HUs, nepuHama’bHole UCX00bL.

Ansa untuposanms: Vicaesa 3.B., Peickenbanesa B.T. KecapeBo ceyeHune npu TSXes0i npeaknamncumn: 0CoO6eHHOCTY paHHel HeoHataibHOM
agantauuu. Poc BecTH nepuHaton v neavarp 2021; 66:(4): 39-44. DOI: 10.21508/1027-4065-2021-66-4-39-44

Objective. To study the course of early neonatal adaptation depending on the anesthetic aid in abdominal delivery of pregnant women
with severe preeclampsia.

Characteristic of children and research methods. The authors carried out a prospective cohort study of 342 children born from mothers
with severe preeclampsia. The children were grouped according to their gestational age. The authors analyzed perinatal losses and assessed
general condition according to the Apgar scale at the 1st and 5th minutes of life, as well as the neurological status of newborns according
to the NACS scale at the 15th minute of life and in 2 hours depending on the anesthesia method used during the caesarean section.
Results. The authors found that the newborns from mothers with severe preeclampsia, starting from the 34th week of gestation,
demonstrated a significantly more pronounced negative effect of total intravenous anesthesia on their somatic (birth in a state
of hypoxia) and neurological status as compared with spinal anesthesia (p<0,05).

Conclusion. The results are of practical value to neonatologists, as total intravenous anesthesia is expected to cause the revealed
violations of the adaptive ability of newborns and the doctor is able to provide adequate timely assistance to children.

Key words: newborns, severe preeclampsia, cesarean section, anesthetic method, perinatal outcomes.

For citation: Isaeva E.V., Ryskeldieva V.T. Caesarean section in severe preeclampsia: features of early neonatal adaptation. Ros Vestn Perinatol
i Pediatr 2021, 66:(4): 39-44 (in Russ). DOI: 10.21508/1027-4065-2021-66-4-39-44

acTyllasi 4YacToTa KecapeBbIX CEUeHWI TpU3HaHa

BceMupHoIt opraHu3sanmeit 3mpaBooXpaHeHUs MUPO-
BOI1 MPOOJIEMON, TaK KaK He BJIeYeT 32 COO0M yaydlIeHusI
MaTepUHCKUX U TMepUHATAIBHBIX UCXOIOB M3-3a KPATKO-
CPOYHBIX M JOJTOCPOYHBIX HETATUBHBIX ITOCIIEACTBUIA
camoii orepauuu [1]. B Kuprusckoit Pecryonuke exe-
TOHO OTNEePaTUBHBIM TTyTeM poxkaatorcst oT 10,2 mo 12,0%
HOBOPOXIeHHBIX [2]. TlpeskiiamMIicust TsoKenoil cTereHn
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B Hallleil cTpaHe OCJIOXHsIeT TeueHue oT 19,2 mo 22,9%
Bcex OepeMeHHOCTei, MpM BTOM YacToTa OIepaTUuB-
HOTO pOIOpa3pelieHusT YBeIMINBAETCS B pa3bl U COCTaB-
JgeT okoo 50% 1o MaHHBIM YUYPEKIEHUM TPETUUHOTO
ypoBHs. CrenoBatelbHO, OK0Jio 50% HOBOPOXKIECHHBIX
OT GepeMEHHBIX C TSDKEJION MPEeaKIaMIICHUE UCTTBITHIBAIOT
Ha cebe BIMSTHIE aHeCTEe3MOJIOTMUECKIX MPEeTapaToB.

Ilenb uccnenoBanus: U3ydyeHre OCOOEHHOCTEN Teve-
HUSI paHHEW HeOHATaJIbHOM ajamnTaliyd B 3aBUCHUMOCTH
OT METO/la aHeCTEe3MOJIOTMYECKOTO MOCOOusT Mpu abmo-
MHWHAJIBHOM pOJOpa3pelieHnn GepeMEeHHBIX C TSIKETOM
MPEdKIIAMIICUEH.

XapakTepucTuka netein u MeTogbl UccnenoBaHns

Bomrenmmve B MccienoBaHWe  HOBOPOXIEHHBIE
or Marepeit — xutenbHUll Kuprusckoit PecryOiauku

POCCUVCKWIA BECTHUK MEPUHATOJIONW U MNEANATPUM, 2021; 66:(4)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(4)

39




POXIIEHBI B YCIOBUSX MEIUIIMHCKUX YIPEKICHUN Tpe-
TaHOTO ypoBHS B TeueHme 2016—2017 rr. [To okoHva-
HUM Habopa KOTOPTHI OHU OBUIM CTPAaTUDUIIMPOBAHEI
B COOTBETCTBUU C MEPUOJOM I'eCTaAlUM, TaK KaK KaKJI0My
Meproly COOTBETCTBYIOT CBOM OCOOEHHOCTU. B nmasb-
HelimeM ObUTH c()OPMUPOBAHBI TPYIIITHI B 3aBUCUMOCTH
OT MPUMEHEHHOI'O METO/Ia AaHECTE3UH.

B 1-10 rpynny 1 (#n=115) BolLIM HOBOPOXIEHHBIE
1ocjae ONEepaTUBHOIO POAOPA3PEIIeHUs] C TMpPUMEHe-
HUEM CIMHHOMO3IOBOW aHeCTe3uu, a BO 2-10 TPYIIly
(n=113) — HOBOpPOXJIEHHbIE TOCJIe OTIEPATUBHOTO POJIO-
paspellieHrs] ¢ TPUMEHEHUEM TOTaTbHOUW BHYTPUBEH-
HOU aHeCTe3WM W MCKYCCTBEHHOUN BEHTUJISIIIUM JICTKUX.
B xauectBe KOHTpodbHOU (3-s1 rpymnma, n=114) Oblia
ccopMupoBaHa TpyIIia HOBOPOKIECHHBIX, POIMBIIMXCS
Yyepe3 €CTeCTBEHHbIE POJOBbIe MYyTU 0Oe3 MPUMEHEHUs
HapKOTUYECKNX aHATTbTCTUKOB.

C Uefbl0 MakKCUMaJbHOTO BbIACIEHUS] BIUSIHUS
METO/la aHEeCTE3UM Ha HOBOPOXIEHHBIX M3 HUCCIeN0Ba-
HUST ObUTM MCKJIIOYEHBI IE€TU OT MaTepeil ¢ COmyTCTBYIO-
Iell COMaTUYECKOW MaTOJIOTHEN, a TakKke OT MaTepei
C Pa3BUBIIMMUCS YTPOXKAIOITUMU XKU3HU COCTOSTHUSIMU.

Kpumepuu exaiouenus: 6epeMEeHHOCTb B CpOKax 22 Hell
1 6oJiee ¢ MPesKIIaMIICUEN TSIXKENO CTeNeH; OJUH TUION;
OTCYTCTBME COMYTCTBYIOLIE COMaTUYECKON MaTOJOTUH.

Kputepun MPEIKITAMIICUU TSDKEJION cTe-
MeHWu: [OMACTOJMYECKOe apTepualbHOE JaBjieHUE
>110 MM PT.CT. M TeCT-MOJIOCKA Ha MPOTEUHYPUIO | «+»
u 6oJiee WM 3HaYMTeIbHAs nportenHypus (>0,3 r/cyr);
JOO TOBBIIIEHNWE JUACTOIUMYECKOTO apTepUabHOTO
naBiaeHust >90 MM PT.CT. U TECT-TIOJIOCKA Ha TIPOTEUH-
ypuio 1 «+» 1 Oosiee Win 3HAYUTETbHASI POTEUHYPUST
(>0,3 r/cyt); u/unm oguH unu OoJjiee U3 TMEepeYnCIeH-
HBIX CUMIITOMOB — YTIOpHAsi, CUJIbHAsI TOJIOBHAsI OOJIb;

0,9%

7,6%

Puc. 1. CTpyKTypa BbKMBAEMOCTH HOBOPOXKIEHHBIX.
Fig. 1. The structure of survival of newborns.

OPUINMHAJIbBHbBIE CTATbU

yIopHasi TOITHOTA W/WJINW PBOTA; OO B 3MUTACTPAITh-
HOIf 00JTacTH; TeHepaTN30BaHHbIC UJTN OBICTPO HapacTa-
fomue oteku. KecapeBo cedeHUe MMPOBOIUIIOCH TIO aKy-
MIEePCKUM TJITAHOBBIM M 9KCTPEHHBIM TTOKa3aHUSIM.

Kpumepuu uckaiouenus: MHOTOIUIOAHAsI OepeMeH-
HOCTH; BPOXICHHBIM TIOPOK Pa3BUTHS IIIONA; HEOHa-
TAJIbHBIA POJIOBOW TpaBMaTH3M; COITYTCTBYIOIIAsI COMa-
TUYeCKasT TIaTOJIOTUS Pa3TUIHOTO TeHe3a; KPUTUISCKUe
YTPOXAIOIINEe KU3HU CHUMIITOMBI YTSDKEICHUS TIPEdK-
JIAaMTICUU: peciMpaTopHbIii nuctpecc-cuHapom, HELLP-
cunapom (Hemolysis, Elevated Liver enzymes and Low
Platelets syndrome), TpomGouutonernus <100-10°/,
CUHIPOM NHUCCEMUHHMPOBAHHOTO BHYTPUCOCYIUCTOTO
CBEPTHIBAHUSI, aHYPUSI, TeTIATOPEHATBHBIN CUIPOM, YCHU-
JIEHWE CYXOXWIbHBIX PehIeKCOB.

Tt TipeicTaBIeHUST KOJMYECTBEHHBIX MAHHBIX pac-
CUnThIBAIM MenuaHy (Me), 3HaUeHUS TIEPBOTO U TPETHETO
kBapruneit [Q,; Q,] mokasareneid. Jlna npencrapneHust
KauyeCTBEHHBIX TIPU3HAKOB PACCUUTHIBAIIN UX YacToTy (%).
Ilpy cpaBHeHMM KOJMYECTBEHHBIX TPHU3HAKOB (Ooiee
NIByX TpYII) Hucnonb3oBaiu kpurepuit Kpyckana—Yon-
Juca, Ui KAueCTBEHHBbIX TMpPU3HAKOB (Oojiee NBYX
IPYIIIT) — KPUTEPHIi y>-KBaapaT, PU MaPHBIX CPABHEHUSIX
B OTHUX CJIyJasx WCIIOJh30BaIM TTOTNPaBKy BoHbeppoHU.
Kpurndeckuii ypoBeHb 3HAUMMOCTH TIPYU CTATUCTUIECKUX
cpaBHeHUsIX MpUHATO paBHbIM 0,05. MccnenoBanue 0100-
PEHO JIOKAJIbHOW ATUYECKON KOMUCCHUEN.

Pesynbrathbl M 06CyXaeHne

3a TMepuox MCCIENOBAaHUS JKMUBBIMU POIMJINCH
339 (99,1%) neteit, 3 HUX B paHHEM HEOHATAIHBHOM
nepuone ymepau 26 (7,6%); uHTpaHaTaIbHO TOTHOIN
3(0,9%) pebenka (puc. 1). [lepuHaTaabHasi CMEPTHOCTD
coctaBmia 85,5%o0 m 00ycloBlieHa, KaK MbI CUUTaEM,

MepTBOpOXaEHHbIE (N=3)
YmepLumve B nepsble 168 yacos (n=26)

m [NepeBeneHHbIE HA BTOPOW aTan
BbIXaXmnBaHus (N=66)

B BuinucaHHble gomoi (n=247)
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HE3peJIOCThI0 U HEJOHOIIEHHOCTHIO TIPEXICBPEMEHHO
POIVBIIUXCS HOBOPOXIEHHBIX, TaK KaK 3I0pOBbe
JIOHOIIEHHBIX HOBOPOXICHHBIX OBIIO B OOJBITUHCTBE
cyJaeB YIOBJICTBOPUTEIBHBIM. ClleyeT OTMETHUTH,
YTO MMEIOTCSI CBEEHWSI M O BBICOKOU TepUHATATbHOMN
3200JIeBAEMOCTH W CMEPTHOCTU JOHOIIECHHBIX IETel,
KOTOpasi, IT0 MHEHUIO aBTOPOB, CBsI3aHA UMEHHO C TIpe-
aKIaMIicueit [3].

3aKOHOMEpPHO, YTO YeM MEHBIIIE CPOK TecTa-
LIMU, TEeM BBIIIe TIepUHATaIbHas CMEpPTHOCTh. Tak,
B cpoke 22—27 Hen mnepuHaTalbHas CMEpPTHOCTb
cocraBuna 800,0%o0, B cpoke 28—33 Hen — 232,9%o,
B 34-36 Hen — 32,0%0 M B cpoKe rectalMy OOJIbIlE
37 Hen — 0 [4]. B cBsI3u ¢ 3TUM, BBUIY 3HAUYUTEIbHBIX
pasanuIMii B COCTOSTHMM HOBOPOXKIEHHBIX, JaJTbHEUIIINI
CPaBHUTEIbHBIN aHATN3 TIPOBOIWIN Pa3NeIbHO B KaX-
TTOM TIEPUOJIE TEeCTAIIVH.

B Tab:1. 1 mpuBeneHa cpaBHUTEIbHAS XapaKTePUCTHKA
YHUCJIa HOBOPOKIEHHBIX 10 CPOKAM TeCTAaIl B 3aBUCH-
MOCTH OT METONa POAOPa3PelIeHUsT W TPUMEHEHHOTO
BHJIa aHECTE3NOJIOTUIECKOTO TIOCOONS.

BBumy TOro, WTOo MO pe3yiasTaTaM CpaBHUTETHHOMN
OIICHKU OOIIETO COCTOSTHUSI HOBOPOXKIICHHBIX TIO IIIKaJie
Arnrap W TICUXOHEBPOJIOTMYECKOTO CTaTyca TII0 IIKaje
NACS B cpokax recraumu 22—27 u 28—33 Hen He BBHISIB-
JIEHO CTAaTMCTUYECKW 3HAYMMBIX PA3IMIUN MEXIy TPYyI-
namu (p>0,05), HOBOPOXAEHHbIE C JAHHBIMU CPOKaMU
ObITM OOBEMMHEHBI B OAHY TOATPYIIY IJIST TTPOBEICHUS
aHasm3a B CpaBHUBAEMbIX rpyrmnax (Taom. 2). [pynna HoBo-
POKIEHHBIX, POAMBIIUXCS Ha CpOKe recTaiuu 34—36 Hel,
BKJTtovasia 125 neteit, 3 KOTOpbIX B 1-ii TpyIITe BBITTMCAHbBI
nmomoii 39 (79,6%), mepeBeneHBl Ha BTOPOM 3TaIl BbIXa-
xuBaHus 8 (16,3%) 1 yMepnu B paHHEM HEOHATaTbHOM
niepuone 2 (4,1%). N3 2-ii Tpynmibl BEITTMCAHBI JOMOW 32
(80,0%) HOBOPOXIEHHBIX, MepeBeIcHbI Ha BTOPOIl 3Tal
BbIXaxkuBaHU 6 (15,0%) u yMepv B paHHEM HEOHATAb-
HoM niepuoze 2 (5,0%). V3 3-i1 rpyIIibl BEITUCAHBI JOMOM
33 (91,7%) HOBOPOXIEHHBIX, TIepeBeACHBI Ha BTOPOI STall
BbIXaxkuBaHUS 3 (8,3%). YMepmux B paHHEM HEOHATAb-
HOM Tiepronie He ObUTO. JJOCTOBEPHBIX Pa3TUIMiA MEXKITY
rpynnamMu He BbisiBjieHO (p=0,530).

B Ttabn. 3 mpencraBiaeHbl pe3ysibTaThl CpaBHUTEb-
HOTO aHajJin3a COMAaTMYECKOTO COCTOSTHUSI HOBOPOX-

Tabauya 2. CpaBHUTEIbHBI aHAIN3 ONEHOK no mKkajiaM Anrap u NACS B cpokax recramuu 22—33 nen, Me [Q; O
Table 2. Comparative assessment analysis on Apgar and NACS scales in the period of 22—33 weeks, Me [Q; O

Tabauya 1. TecTauMOHHDIA BO3PACT HOBOPOXKIEHHbBIX B CPAB-
HHUBAEMBbIX Ipynmax
Table 1. Gestational age of newborns in comparison groups

YucJ10 HOBOPOKIEHHBIX B Ipymmax, aoc. (%)

Cpok
recTamH, Hen 1-s rpynna 2-4 rpynna 3-4 rpynna
(n=115) (n=113) (n=114)
22-27 4(3,5) 4(3,5) 2 (1,7)
28—33 29 (25,2) 29 (25,7) 15 (13,2)
34-36 49 (42,6) 40 (35,4) 36 (31,6)
>37 33 (28,7) 40 (35,4) 61 (53,5)

IEeHHBIX IO IIKajie Amrap B CpokKax OepeMeHHOCTH
34—36 Hen. JleTu maHHOUW TPYMIBI COOTBETCTBOBAIM
recTallMOHHOMY CPOKY.

W3 npuBeieHHBIX TaHHBIX BUITHO, YTO B CpOKaX, OJIN3-
KUX K JOHOIIEHHOMY, Y HOBOPOXICHHBIX, POIUBIINXCS
rmocjie MPUMEHEHUST TOTAJbHOM BHYTPMBEHHOM aHeCTe-
31U, IO CPABHEHUIO C HOBOPOXKAEHHBIMHU TTOCJIE UCTIOJb-
30BaHUSI CIMHHOMO3roBoi aHecte3uu (l-s1 rpymnmna)
W POIVBIINXCS Yepe3 eCTeCTBEHHbIE POJIOBBIE MyTH CTa-
TUCTUYECKU 3HAUMMO HMXE OLIEHKM MO IlKajie Armrap
Ha |-fi MUHYyTEe XM3HU U yaule HaOJI0AaI0TCs SIBICHUS
KpaTkoBpeMeHHoii rurokcuu (p=0,033).

Ha puc. 2 mpeacraBieHbl pe3yJbTaThl CPaBHUTEb-
HOTO aHajM3a MCUXOHEBPOJOTUUECKOIro cTaTyca MCCie-
JlyeMBbIX HOBOPOXIeHHbIX 1o 1ikaie NACS B 3aBUCUMO-
CTU OT METO/a POAOpa3pelleHns] ¥ IPUMEHEHHOTO BUIa
aHEeCTe3MOJIOTUYECKOro Trocobusi. BumHo, 4TO mocie
MPUMEHEHHWST TOTaJbHOM BHYTPMBEHHOUM aHECTE3UU
B cpokax 34—36 Hen OepeMeHHOCTH BO 2- TpyIime
oneHka 1o mkaie NACS Obl1a CTaTUCTUYECKN 3HAYMMO
Huxe (p<0,001), yem B 1-i1 u 3-i1 rpymnmax.

B noHoiieHHbIe cpoku poauauch 134 HOBOPOXIEH-
HBIX, U3 HUX U3 |-ii U 2-ii TpyNIl BCe BBIMMCAHBI TOMOM
(33 u 40 cootBeTcTBEHHO). M3 3-11 TPYIIMbl BHIMTMCAHBI
nomoit 58 (95,1%) HOBOPOXIEHHBIX, TepeBeacHbI
Ha BTOpOW 3Tan BbixaxkuBaHust 3 (4,9%). IlepuHartaiib-
HBIX TIOTEPh HE 3aperrMCTpUpOBaHO. [OCTOBEpHBIX pa3-
JIMYMI MeX1y rpyTiamMu He BoisiBieHo (p=0,530).

B Tabn. 4 mpencraBieHbl pe3yJbTaThl CPaBHUTENb-
HOTO aHaJin3a COCTOSTHUS TI0 IITKaje ATrap JOHOIIEHHBIX

III]

III]

Ouenku, 6amnmw, Me [Q; Q]
IToka3areib p

1-s rpynna (n=33) 2-s rpymma (n=33) 3-s rpymna (n=17)

IlIxana Anrap

Ha 1-ii MuHyTE 514; 6] 514; 6] 51[4; 6] 0,529
Ha 5-i1 MUHyTE 715;7] 715;7] 61[3,5; 7] 0,240
[lIkana NACS

Ha 15-i1 MuHyTE 25 [18; 27] 25[17; 26] 20 [15; 26] 0,251
qepe3 2 9 29 [22; 30] 29 [22;29) 24 [19; 30[ 0,178
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HOBOPOXIEHHBIX. Tak, y JIOHOIIEHHBIX HOBOPOXICH-
HBIX, POAMBIIMXCS TIOCTE TPUMEHEHUS] TOTAJTbHOI BHY-
TPUBEHHOM aHECTe3UM, OLIEHKM IO IKaje Anrap Ha 1-it
U S5-I MUHYTaxX XU3HU ObLTM CTATUCTUUECKU 3HAYMMO
HMXe, 4yeM B |- u 3-i rpynmnax (CHMHHOMO3roBast aHecTe-
311 M CAMOCTOSITEIbHBIE POkl COOTBETCTBEHHO; p=0,001).

Ha puc. 3 mpencraBieHbl pe3yiabraThl CpaBHUTEb-
HOTO aHaJM3a TICMXOHEBPOJIOTMYECKOTO CcTaTyca JOHO-
IIEHHBIX HOBOPOXIEeHHBIX 110 11Kasie NACS B 3aBUCHMO-
CTH OT METOJa poaopa3pelieHs] U TTIPUMEHEHHOTO BUIa
aHeCTe3MOJIOTUYECKOTo Mocobust. BumHo, 4TO TIOCHTE
MPUMEHEHUsS] TOTaJbHOW BHYTPUBEHHOW aHECTEe3UHU
B IOHOIIIEHHBIX CPOKaX OepeMEHHOCTH OLIeHKa IO hCCie-
JIyeMO¥1 1Kajie BO 2-i Tpymre, Tak e Kak U B CpoKax
rectauuu 34—36 Hen, ObUIa CTAaTUCTUYECKM 3HAYMMO
Huxke (p<0,001), yuem B 1-it u 3-it rpynnax. Crenosa-
TeJbHO, JIETM B CpOKax recrauuu Oosiee 33 Hem mocie

OPUINMHAJIbBHbBIE CTATbU

MPUMEHEHUS Y MaTEPEN TOTATbHOW BHYTPUBEHHON aHe-
CTE3WM POXIAIOTCS B COCTOSIHUU TUITOKCUN CTAaTUCTUYE-
CKM 3HAYMMO dYallle, YeM Tocje NMPUMEHEHUST Yy MaTepu
CIIMHHOMO3TOBOI aHEeCTe3Mu WJIM TIOCTe CaMOCTOsI-
TeJbHBIX ponoB 0e3 aHecte3uu (p<0,05). ¥ 3Tux HOBO-
poxxaeHHbIX 1o 1Kajge NACS BBISIBIEHO CTaTUCTUYECKU
3HauYMMOe OOoJIbIlIee HEraTUBHOE BJIMSIHUE HA HEBPOJIOTH -
YecKMI CTaTyc Iocjie POXACHMUSI B CPAaBHEHUU C HOBO-
poxnaeHHbIMU 1-71 u 3-i rpynm. [lojgydyeHHBIE pe3ylib-
TaThl CBUAETEILCTBYIOT O HAJIMUYUN OOJiee BBIPAXKEHHOM
JIeTIPECCUM 1IEHTPaJIbHO HEPBHOW CHCTEMbl HOBOPO-
JKIEHHBIX TTOC/Ie MPUMEHEHMST TOTAIbHOM BHYTPUBEHHOM
aHEeCTe3un, KOTopasi MOXET CIYXUTh (haKTOpOM pHcKa
KOTHUTUBHOMN AMC(HYHKIUU U HapYyLIEHWN COLMaTbHOMN
anarnTaiuu aeTeit B Oyayiem.

BoabImMHCTBO COBpeMEHHBIX MCCIeOBaHUI TTOCBSI-
1IEHO M3YYEHUIO MePUHATAJIbHBIX UCXOM0B B 3aBUCUMO-
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Puc. 2. CpaBHUTEJIbHAS XaPAKTEPHUCTHKA ICMXOHEBPOJIOTHYECKOTO CTATYCA HOBOPOKIEHHbIX, POIMBIIMXCS B CPoKax 34—36 Hex.

1 — 1-arpynna; 2 — 2-g rpynna; 3 — 3-5 rpynna.

Fig. 2. Comparative characteristics of the neuropsychiatric status of newborns born in the period of 34—36 weeks.

1 — group 1; 2 — group 2; 3 — group 3.

Tabauya 3. CpaBHATEIbHDII AHAJIM3 OLEHOK O MKaje Anrap B cpokax 34—36 Hex
Table 3. Comparative assessment analysis on the Apgar scale in the period of 34—36 weeks

IToka3zarenn 1-s rpynna (n=49) 2-s rpymna (n=40) 3-a rpymna (n=36) p
Ouenka no mwkane Anrap, 6amel, Me [Q;; Q]
Ha 1-it MuHyTE 7 [6; 7]** 6 [5,5; 7]*, *** 7 [6; 7]** 0,033
Ha 5-i1 MUHYyTE 717, 8] 717; 8] 717; 8] 0,298
Yuicnio HOBOPOXKIEHHBIX C OLIEHKOI 110 11Kajie Anrap > 7 6aj10B
Ha 1-if MUHYTE KU3HA DS (DR Al 0,033
Ha 5-i1 MUHYTE KU3HA 47 37 34 0,255

Tlpumeuanue. *, *** — cpaBHeHUe TMoOKa3zarteseil 2-ii rpyInbl ¢ okazareasiMu 1-it u 3-it rpynm; ** — cpaBHeHuUe nokasareneii 1-ii u 3-it rpynn

C MOKAa3aTeJISIMU 2-ii TPYIIITHIL.
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Puc. 3. CpaBHUTEIbHASA XapaKTEePUCTHKA NMCHXOHEBPOJOTHYECKOTO CTAaTyca HOBOPOKIAEHHbIX (omeHka no mkame NACS), poaus-

muxcs B cpokax >37 Hell.
1 — 1-arpynna; 2 — 2-s rpynna; 3 — 3-s rpynna.

Fig. 3. Comparative characteristics of the neuropsychiatric status of newbhorns (NACS) with > 37 weeks gestation. Note: 1 — compar-

ison group 1; 2 — comparison group 2; 3 — comparison group 3.

Tabauya 4. CpaBHUTEIbHBII AHAJN3 OIIEHOK 10 MKaJe Anrap B cpoke 37 Hea v 0osiee
Table 4. Comparative assessment analysis on the Apgar scale in the period of 37 weeks or more

IToka3arenn 1-s rpynna (n=33) 2-4 rpynna (n=40) 3-g rpynna (n=61) p
Ouenka no mkane Anrap, 6amwisl, Me [Q; Q]
Ha |-l MuHyTe 717; 8]** 7 [6; 7]*, *** 717; 81** <0,001
Ha 5-1 MUHyTe 818;9] 8 [7; 8]*, *** 8 [8; 9]** <0,001
Yuic1o HOBOPOXKIECHHBIX C OLIEHKOM I10 I1Kaje Anrap > 7 6a/uios, abe. (%)
Ha 1-ii MUHYTE XU3HU 31 (93,9)** 23 (57,5)%, *** 48 (78,7)** 0,001
Ha 5-11 MUHYTE XU3HU 33 (100) 39 (97,5) 57 (93,4) 0,246

Ilpumeuanue. *, *** — cpaBHeHUeE MoOKazaTeeil 2-il rpynIbl ¢ okazaTeassMu 1-ii u 3-it rpymi; ** — cpaBHeHMe rokasaTeneit 1-it u 3-it rpynn

C TIOKA3aTeNISIMU 2-ii TPYTIITHI.

CTH OT METO/a aHeCTe3UW WJIM TIperapaTtoB, MpPUMEHsIe-
MBIX IS aHECTEe3UM y OepeMeHHBIX 0e3 TMIepTeH3UBHBIX
HapylleHul, 1, TeM 0oJiee TsKesIoi mpeskiaMrcun [4—9].
B kpaiiHe HEMHOTOUMCJIEHHBIX pPabOTaX, KacalolIUXCS
U3yYEeHUsS] TIepUHATAIbHBIX WCXOIOB y OepeMeHHBIX
C TUTIEPTEH3WBHBIMU HApYIIEHUSIMA TIpU abIOMUHAITb-
HOM pojiopa3pellieHu, Mbl HallIu TMOATBEPXKICHNE
MOJly4eHHBIM HaMu pesyabTatam [10—12].
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Influence of intrauterine hemodynamics on the C segment of the aortic arch in the fetus

G.G. Hubulava', S.P. Marchenko', A.B. Naumov', U.A. Strupeneva?, E.S. Kulemin’,
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Ieas. Onenka B3aMMOCBA3M MeXKIY IeMOIMHAMUYECKAMH XAPAKTEPUCTHKAMH JIEBOTO JKEJIYA0YKA W reOMeTPHYECKHMH 0COOEeH-
HOCTSIMH JIYTH 20PThI Y IUI0AA.

Mertoapi. UccaenoBanue Bbinoneno y 31 mioaa B nepuon ¢ 29 no 34-10 HeJesio recTalun MeTOA0M 3XoKapauorpaduu. OueHeHb
Mop¢oreomMeTpuyecKre XapaKTePUCTHKH JIEBbIX OTAENOB CepAla U YT aopThl. VI3yyeHHbIe MapamMeTpbl: KOHEYHbIil AHAaCTOINYe-
cKkuii 00beM Jesoro xkeaynouka (KIOJLK), ynapublii 00bem JeBoro xkeaynouka (YOJIXK), unrerpan noroka yepe3 aopTaibHblil
knanan (VTT AK), inameTp koJbua aopranshoro Kianana (AK), nmamerp cermenTa xyru aopTbl Mexkay OpaxuouedaibHbIM CTBOJIOM
u JieBoii connoii aprepueii (dC).

Pesynsrarsl. CpemHuii recraimonnslii Bo3pact cocrasui 31,9+1,4 wen. (95% AU: 31,4—32,4 nen). Cpeansisi macca tesna 18991377 r
(95% IN: 1762—2038 r). KJIOJIK 1,5710,64 ma (95% JAU: 1,3—1,8). YOJIK 1,310,45 mn (95% JAN: 1,1—1,4 m). AK 0,410,07 cm
(95% AU: 0,39—0,44 cm). Cerment C xyru aoptsi 0,37£0,07 em (95% AU: 0,035—0,040 cm). Mexay nepeMeHHbIMH, HCTIOJIb30BAH-
HbiMu 11 pacyera dC ayru aopTbl, uMeeTcst npsivas Koppeasinus (ko3 dumment koppensimuu Iupcona: K10 JIXK 0,51; p=0,002;
YOJIXK 0,46; p=0,005; AK 0,52; p=0,001). /Tuametp cermenta C ayru aopTbl MOKET ObITh PACCUMTAH C TMOMOIIBIO CJIEIYIOUIMX
ypasHennii: dC = 0,76-YOJIK+2,8 (95% AN YOJIXK 0,2—1,3 95% JIU nns kouctautsl 2,1—3,6; kpurepuii @umepa 7,6 p=0,01).
dC = 0,59-KT10JIK+2,8 (95% AN KTOJLK 0,2—0,98; 95% AU nas koucrantsi 2,2—3,5; kputepuii @umepa 10 p=0,004). dC =
=0,59-AK+1,3 (95% /1IN AK 0,22—0,95; 95% AU nas kouctantbl —0,23—2,9; kpurepuii @umepa 10,7; p=0,003).

BoiBogpl. 1) I'eMonunamMuuecKe XapakKTepUCTHKH JIEBOTO KeJTy04KA MO3BOJISIOT IPOTHO3MPOBATH Pa3Mepbl IyTH A0PThI y IIOAO0B ¢ 29
10 34-10 HeZleJII0 recTaluu; 2) Mop(oreoMeTpudecKre XapaKTepUCTHKH JYTH A0PThI ONPENEIIOTCS 0COOEHHOCTAMH YIAPHOTO 00beMa
JIEBOTO JKeJTyI09Ka, KOHEYHBIM IMACTOINYECKAM 00bEMOM JIEBOTO JKeJTyI0UKa H pa3MepoM (puOpo3HOro KoJblia A0PTAIBHOIO KJanaHa.

Karoueswte croea: koapkmauyus aopmol, 6HympuympooHas eeMoOUHAMUKA, KOHeYHbLil OUacmoAuecKuil 00sem 1€6020 HcenyoouKa.

Ans umtnpoBanns: Xybynasa I'.I"., Mapuetko C.[1., HaymoB A.B., CTpyrnieHesa Y.A., KynemuH E.C., HeBmepxuukas O.B., Yynaesa O.f0., Cenn-
BepcToBa A.A., YepHomopaoBsa A.B., AHapees M.C., Muntoros H.T., Kasapaakosa E.C. BausiHue BHYTPUYTPOGHOM reMoANHaMUKN Ha CErMEHT
C ayrv aoptsl y nnoaa. Poc BecTH nepuHaron v neguatp 2021; 66:(4): 45-52. DOI: 10.21508/1027-4065-2021-66-4-45-52

Objective. To assess the correlation between the hemodynamic characteristics of the left ventricle and geometric features of the aortic
arch in the fetus.

Methods. The study involved 31 fetuses from 29 to 34 weeks of gestation by echocardiography. The scientists assessed the morpho-
geometric characteristics of the left ventricle and aortic arch. They studied the following parameters: end-diastolic volume of the
left ventricle (LVEDYV), stroke volume of the left ventricle (LVSYV), velocity-time integral of the flow through aortic valve (VTI AV),
diameter of the aortic valve ring (AV), diameter of the aortic arch segment between brachiocephalic trunk and left carotid artery (dC).
Results. The average gestational age was 31,911,4 weeks (95% CI: 31,4—32,4 weeks). Average body weight 1899+377 g (95% CI:
1762—2038 g). LVEDV = 1,5710,64 ml (95% CI: 1,3—1,8). LVSV = 1,310,45 ml (95% CI: 1,1—1,4 ml). AV 0,410,07 cm (95%
CI: 0,39—0,44 cm). C segment of the aortic arc is 0,3710,07 cm (95% CI: 0,035—0,040 cm). There was direct correlation between
the variables used to calculate dC (Pearson correlation coefficient: LVEDV = 0,51; p=0,002; LVSV = 0,46; p=0,005; AV = 0,52,
p=0,001). The diameter of the C segment of the aortic arch can be calculated using the following equations: dC = 0,76 LVSV +2,8
(95% CI LVSV 0,2—1,3 95% CI for constant 2,1—3,6; Fisher’s criterion 7,6 p=0,01). dC = 0,59- LVEDV +2,8 (95% CI LVEDV
0,2—0,98; 95% CI for constant 2,2—3,5; Fisher’s criterion 10 p=0,004). dC = 0,59-AV+1,3 (95% CI AV 0,22—0,95; 95% CI for
constant — 0,23—2,9; Fisher’s criterion 10,7; p=0,003).

Conclusion. 1) hemodynamic characteristics of the left ventricle allow predicting the size of the aortic arch in fetuses from 29 to 34
weeks of gestation; 2) morphogeometric characteristics of the aortic arch are determined by the characteristics of the left ventricular
stroke volume, end-diastolic volume of the left ventricle and the size of the fibrous ring of the aortic valve.

Key words: coarctation of the aorta, intrauterine hemodynamics, left ventricular end-diastolic volume..

For citation: Hubulava G.G., Marchenko S.P., Naumov A.B., Strupeneva U.A., Kulemin E.S., Nevmerzhitskaya O.V., Chupaeva O.Yu., Seliversto-
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OPUIrNHAJIbHBIE C

b

OJINYECTBO HOBOPOXKIEHHBIX, TIOCTYIMAIOIINX B Kap-
szouempm ¢ TIpeHATaJIbHO YCTAaHOBJICHHBIM ITHa-
THO30M KOapKTallMM aopThl, COCTaBsieT OT 6 m0 32%
[1, 2]. Hwuskasgs yacTtora mpeHATaJbHOTO BbISBICHMUS
KOApKTallMX aOpPThI MOXKET OBITh OOBSICHEHA KaK CIIOXK-
HOCTBIO TIaTOTeHe3a MOPOKa M OTCPOYEHHOCTBIO KITMHU-
YECKUX TMPOSIBIICHUI 1O MOMEHTA 3aKPBITUS OTKPBITOTO
apTepuaJIbHOTO MTPOTOKA, TAK U TEM, UTO MCITOJIb30BaHUE
aXoKapauorpa@uIecKux KpUTEPUEB, OTPaKAIOIINX pa3-
Mepbl a0PTAJTbHOM M IYKTAJIbHOM AYT, MPUBOIUT K JIOXK-
HOOTpHUILIATeIbHBIM pe3ynbrataM |3, 4]. OTaenbHyo po-
GyieMy COCTaBJIsIeT AMArHOCTUKA Ha cpokax mo 20 Hen
recTalli M3-3a HEJIOCTATOYHON paspelnalomeii Cro-
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COOHOCTM CcoBpeMeHHoI armrmapatrypbl. CoOBpeMeHHOe
o0opynoBaHUWe 1T CKPUHUHIOBOTO  OOCJIEIOBaHMS
riofa TIO3BOJISIET OMNPEnesiTb OOBEMHO-TEOMETPUYE-
CKME XapaKTEepPUCTUKU KaMEP CEPILA B Y3KOM KOPUIIOPE,
Tak KakK OObEeMbl Kamep cepilla HaXOJsITCsS HUXe Mpe-
neyioB paspemeHus. Ha cpokax Oojyee 37 Hen rmorpemi-
HOCTM B JWArHOCTHUKE CBSI3aHBI B OOJBIIEH Mepe
C KaueCcTBOM M300paxkeHUus U3-3a 0COOCHHOCTEH pacro-
JIOXKEeHUSI TUTO/Ia, TIOMEX OT TPYAHOM KJIETKU, TIPU OJIUTO-
TUIpaMHUOHE U IyTUMU TTpuynHaMu. Hepenko nuarHos
MocJie POXIEHUSI OKa3bIBaeTCs 0oJjiee Cepbe3HbIM, YeM
MpeIoarajioch Mpy MPeHaTaJIbHO BBIMOJHEHHON 3X0-
Kapanorpaduu [5]. B peTpocnieKTMBHOM MCCIeqOBaHUN
MOCTHATAJIbHO TUArHOCTUPOBAHHBIX KOAPKTALIMI aOpThI
(TTpoMyI1lIeHHbIX BHYTPUYTPOOHO) MOKA3aHO, YTO TOJBKO
pasMep McTMyca aopThl M TIOTMEPEYHOM JYyTU TO3BOJISIET
YCTAaHOBUTH AMATHO3 TIPeHaTaIbHO [6].

OO0OBeMBI XKeTyTOUYKOB KOPPEIMPYIOT C MACCOU M TIJIO-
1IabI0 TTOBEPXHOCTU Teja TUIoJAa M MOTYT HE COOTBET-
CTBOBaTh CPOKy recrauuu [5, 7]. Jucrporopuus JeBbIX
U TIpaBBIX OTAEJIOB Ceplilla KaK caMblii pacrpocTpaHeH-
HBIl CKPMHMHTOBBI METON MMAarHOCTUKW KOapKTalluu
AOPTHI TIO3BOJISIET BBISIBUTH €€ JIMIIL y YacTH TUIOAOB
C PMCKOM pPa3BUTHSI 3TOTO MOpoKa. JlmarHocTuka Koapk-
TalM¥ A0PTHI Y TUIOAA IaKe TT0 JaHHBIM BeTyIINX CTIeIa-
JIMCTOB OCTA€TCs HEMPOCTOM 3aJavyeil, TaK KaKk B HOpME
OosibllIasi  YacTh ~ KOMOMHMPOBAHHOTO  CEPAEYHOTO
BBIOpOCA UAET Yepe3 OTKPBITHIN apTepualbHBII MPOTOK,
a JIeBBIN KeNylo4YeK HeAOoTpykeH oO0ObeMOM M3-3a CHM-
JKEHHOTO JIESTOYHOT'O0 BEHO3HOTO Bo3BpaTta [8—10].

K cyliecTBeHHBIM  OTrpaHUYEHUSIM  HOMOTpaMM
OLIEHKN  OOBEMHO-TEOMETPUUECKUX  XapaKTePUCTUK
JIEBOTO KeJTy/louKa Y IJ101a OTHOCUTCS OTCYTCTBHUE «30J10-
TOTO CTaHAApPTa», C KOTOPBIM MOXHO OBUIO ObI CPAaBHUTH
pe3yiIbTaThl, MOJTYYeHHBIE JaKe CAaMbIMU COBPEMEHHBIMU
anmapataMu 3xokapauorpaduu. Homorpammbl cooT-
HOIIEHUS 00BEMOB TTPABOr0/JIEBOTO KETYA0UKOB MOKa-
3bIBAIOT 3HAYMTENIbHYIO BapuadenbHocTh OoT 1,1 mo 1,5
[11, 12]. KonnuecTBeHHOE OMpeneaeHrue BHYTPUYTPOO-
HOI TeMOIMHAMWKHU TLJIOJA OCHOBBIBAETCSI Ha OLIEHKE
mapaMeTpa Z JUIsi aOpTaJbHOTO MCTMyCa M OTKPBITOTO
aprepuanbHoro mnporoka [13—16]. Iloxg mapametpom Z
MoJpa3yMeBaeTcsl CTaTUCTUYECKas BeJIWYMHA OICHM-
BaeMOro TapaMeTpa B BUJI€ CTAHIAPTHOTO OTKJIOHEHMSI
OT CpeHEero ero 3HaueHus B monyasiuuu. OagHaKo mocT-
MPOLIECCUHTOBAsl KOJMYECTBEHHAs! OlleHKa TakKXke BHO-
CUT TIOTPEIITHOCTH B TIOJIydaeMble pe3yJibTaThl. DTU JaH-
HbIe CBUICTEIBCTBYIOT O TOM, UTO MpsiMast BU3yaTu3arust
U TIpUMEHeHUe Z-KpUTepusl B TpeHaTaJIbHOM THMarHo-
CTHKe OOCTPYKILIMU Ha YPOBHE AYTH aOPThI HE TTO3BOJISTIOT
peINTh MPOOJIEMy CBOEBPEMEHHON TMArHOCTUKU IaTo-
JIOTUU aOPTHI.

Boicokasi yactoTta JIOKHOOTPULIATEJbHBIX pe3yJibTra-
TOB B BBISIBJICHUW TIATOJIOTUM AOPThI, IMUPOKUIA pa3dopoc
HOpMAaJIbHBIX 3HAaYeHU I aHATOMUUYECKUX CTPYKTYP, HEOI -
HO3HAYHOCTb MHTEPIIPETALINU TTapaMeTpoOB Z yOeXIaT
B HEOOXOIMMOCTH TMOKMCKAa HOBBIX METONOB JTUAarHOCTH-
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YecKOil olleHKU. B Hamem wuccienoBaHuu peanu3oBaH
BapuaHT JMArHOCTMYECKOW WHTEpIpeTalul 3XOoKap-
nuorpauyeckux MaHHBIX, OCHOBAHHbBIN Ha THUIMOTE3e
O BJIMSIHUM BHYTPUCEPAEYHONW TeMOIMHAMUKHU TLJI0/Ia
Ha pa3BuTHe MOP(OreOMEeTPUUECKUX XapaKTEePUCTUK
nyru aopThl. OTCYTCTBHE B MUPOBOI JIMTEPATYype KOJINUe-
CTBEHHBIX NAHHBIX O B3aMMOCBSI3M T€MOIMHAMUYECKUX
mapamMeTpoB BHYTPUYTPOOHOI reMoaMHaMMKU Ha ¢op-
MMPOBaHUE CTPYKTYpP AYTH aOPTHI B HOPME OIPEAETUIIO
11eJIb HAIeTO UCCIe0BAHUSI.

Henp uccaenoBanus: olleHKA B3aMMOCBSI3U MEXIY
reMOIMHAMUYECKUMU XapaKTePUCTUKAMU JIEBOTO Kely-
JI0YKa 1 TeOMETPUUECKUMU OCOOEHHOCTSIMU JIyTH aOPThI
B HOpMe y Tuiofia.

MaTepuanbl 1 MeToAbl

IpoBeaeHO TUJIOTHOE TIOMEPEYHOE BBIOOPOUYHOE
HcclieoBaHue Ha 6a3e XXeHCKo KoHcynbranuu [TepBoro
Canxr-IletepOyprckoro locymapctBeHHOro MeaununH-
ckoro Ynuuepcuteta B CauHkr-IletepOypre. B wmccre-
noBaHMe BKJtoueHa 31 OepemeHHast B Bo3pacte oT 21
1o 39 ner.

Kputepnu BKITIOYEHUsI B CCIETOBAHUE:

— corlacHe Ha yJ9acTHe B UCCIIeOBaHUH,

— OTCYTCTBUE TIPEIBAPUTEIbHO BBISIBICHHBIX I1aTO-
JIOTHA TTO/IA TIPU MPEABIAYIIMX 00CIeI0BaHUSIX,

— HOpPMaJTbHO TIpoTeKalolas 6epeMeHHOCTb,

— recTallMOHHBIN BO3pacT 1uioaa oT 29 no 34 Hen.

KputepusiMu UCKITIOUEHUS B UCCIeIOBAHNS OBUIH:

— BBISIBJICHWE CTPYKTYPHOI MAaTOJOTUU Ceplia U ero
CTPYKTYP BO BpeMsI MUCCIICTOBAHMS,

— MHOTOILJIOIHAsI 0EPEMEHHOCTb,

— caxapHbIif AuabeT y MaTepu,

— OTKa3 OT y4acTHs B UCCIIEAOBAHUH.

Bce uccnenoBaHus BBITIOJTHEHBI B XKEHCKOM KOHCYITb-
TallMi OJHUM OITBITHBIM CIELIMATMCTOM TI0 9XOKapIHUO-
rpadpum 1I0Aa. DXOoKapauorpadguueckoe MccieIoBaHNe
BBITIOJIHSIJIOCh Ha YJIbTpa3ByKoBoM arrapare Voluson E8
¢upmbl «General Electric». OueHuBasuCh MmapameTpbl
CepIEeYHO-COCYAUCTON CUCTEMBI y TUIOAA, K KOTOPBIM
OTHOCWJINCH pa3Mep AYTM aopThbl, KOHEUHBIM IUACTO-
JIMYECKUIA pa3Mep JIEBOTO XKeJlylodyka, yoapHblii 00beM
JIEBOTO 3KeJIyIoukKa U pa3Mep (HUOPO3HOro Kojblla aop-
TaJbHOTO KJjamaHa. JlmameTp ydacTKa aopThl MEXIY
OTXOXJIeHUeM OpaxuolieabHOTO CTBOJAa U JIEBOW
obuieit coHHolt aprepuu (cermeHT C, WU TIONepeyHast
Jyra aopThl) OBLT BBIOpaH B KadyeCcTBE WHTETPaTbHOTO
ToKa3aTeJisl OLIEHKU pa3MepOB IyTH a0OPThI.

KoHeuHbIlt mracToNMUeCKUil pa3Mep JIEBOTO XKely-
JIoyKa (PUKCHPOBAJIM B TlapacTepHAIbHOW TMO3UIINU
0 IJIMHHOM ocu (puc. 1). YiapHblii 00beM JIEBOTO XKeTy-
JIoYKa U3yJasii B S-KamepHoit mo3uuuu (puc. 2). Pazmep
(pnbPO3HOTO KOJIbIIA A0PTATBHOTO KjlalaHa OIeHUBAU
B 5-KaMepHOW MO3ULIMU TTyTeM M3MEPEHUs PaCCTOSTHUS
Ha ypOBHE CTBOPOK aopTaJIbHOTO KiarnaHa (puc. 3) [17].

OLIeHKY yIapHOTO 00beMa JIEBOTO JKeTya0YKa TTPOBO-
JIAJTA B JIBA 3Tarla: Ha TIEPBOM dTarie ONpeaessuIH TIoIAIb

MOTMEePEeYHOro CeYeHMsI aOpTAJIbHOTO KJaraHa, U3MEepeH-
HYIO TJTAHUMETPUIECKIM METOJIOM TTO KOPOTKO OCH aop-
TaJIbHOTO KJIallaHa B MOMEHT PacKpBITHsST CTBOpOK. Ecim
YETKO BU3YaJIM3UPOBATh KOPOTKYIO OCh B MOMEHT PacKphI-
THSI CTBOPOK HE TIPEJCTABISIIIOCh BO3MOXHBIM, TUIOIIAIb
paccuMThIBaJIM Ha OCHOBE pa3Mepa auaMeTpa 0a3aabHOTO
KOJIblIa KilaraHa aopThl 1o ¢opmyne: SCA=0,785D?
(rme CSA — mrornanpb cedeHust, cM?, D — nuamerp KoJibLia
KJIaTiaHa aopThl, CM); BTOPBIM 3TArlOM OIPENeIsIi UHTE-
TpajibHYI0 CKOpPOCTh IIOTOKA Ha YPOBHE aopTaJIbHOTO
KJIaraHa IyJIbCOBBIM JIOTTUIEPOM. YIapHbIli 00beM pac-
cuutbiBau 1o dopmyine: SV = CSA-+VTI (rne VTI —
MHTETpaJibHasi CKOPOCTh MTOTOKA, CM).

CraTUCTUUECKMI aHaJIM3 UCCJIENOBaHMUSI TMPOBO-
IWIN C TIOMOIIBIO IIporpaMMHOro obecrieueHunss IBM
SPSS 22.0 st Windows. IlpeaBapuTebHO paccuuTaHbI
cpeaHee apudMeThyeckoe 3HaueHWe M CTaHIapTHOE
OTKJIOHEHUWE IJis Kaxmoh rmepeMmeHHoil. [Ipu oreHke
CTaHIaPTU3UPOBAHHBIX OCTATKOB C TOMOIIBIO TTOCTPOE-
HUSI THCTOTpAaMMBl M KBaHTWJIBHOW AuarpaMMBbl TIOM-
TBEPKICHO HOPMaJbHOE pacrpeaeeHre MOCIeTHUX,
YTO SIBJIIETCS YCJIIOBUEM JJIsSI TIPOBEICHUS JIMHEMHOTO
pEerpecCMOHHOTO aHaiu3a. Pe3ynbraThl BBITTOJTHEHHBIX
M3MEPEHUI B TEKCTe M TabIMIAX TIPENCTaBICHbBI B BUIE
M=c v MenuaHbl ¢ ykazaHueM 95% MoBepUTETHLHOTO
nHTepBana — Me (95% ON).

[nsa ompenesieHUs] CWIbl M HalpaBJIeHUS B3auMO-
CBSI3W MEXy TeMOIMHAMWYECKUMM XapaKTepUCTUKAMU
JIEBOTO KeJyJI0uKa M pa3MepaMM TyTM aopThl, a TaKxke
C 1EJTbI0 MPOTHO3WPOBAHUS 3HAYEHMIT IYTU AOPTHI MPO-
BelleH OMHO(AKTOPHBIN JMHEHHBII perpecCMoOHHOM
aHamM3. B 1eNsX OLIEHKU CBSI3U MEXIYy TepeMeHHBIMU
onpeneneH koappunmeHTt Koppemstauu [Mupcona. Kpu-
TUYECKUI YPOBEHb 3HAUUMOCTH (p) TPUHUMAIIA PAaBHBIM
0,05. Ha ocHOBe TTOCTpOEHMS CKATTEPOTPAMMBI C Perpec-
CHUOHHOM NMpsSIMOI ONpeAessiii HaTIuure JTUHEWHOM 3aBU-
CUMOCTH MeXIy He3aBUCHUMOW W 3aBUCUMOI TiepeMeH-
Ho#t. C 1ieJIbl0 OLIEHKM OOIledl Bapvaluu ISl KaXIou
B3aMMOCBSI3M MEX]ly HE3aBUCMMOW M 3aBUCUMOI Tiepe-
MEHHOI ornpeesieH KoadduimeHT netepmuHannu (R?).

TTpoBepky coOJIOIeHUs YCIOBUI HE3aBUCUMOCTH
MepeMEHHBIX OCYIIECTBISUIM C TTOMOIIBIO KPUTEPUS
Durbin—Watson. CraTuctuyeckyi 3HAaUMMOCTb TTOCTPO-
€HHOI perpecCMOHHON MOJIEU TTPOBEPSUIM C TTOMOIIBIO
kputepust @umepa (F). Tlpu mocTpoeHnu perpeccu-
OHHOI MOIENW pPAaCCYMTBHIBAIM 3HAYEHUS] KOHCTAHTHBI
U ko3¢ duUIIMeHTa perpeccur co 3HaYeHUsSIMUA CTaHIAPT-
HOI OIIMOKM, ¥ yPOBHS 3HAYUMOCTH ipu 95% 1.

laHHOe uccienoBaHue TTPOBOAMIOCH B CTPOTOM COOT-
BETCTBUM C TpeOOBaHUSIMU XEJbCUHKCKOW JeKiapaiuu
(WMA, 1964) u [leknapaliiy o TTIOJIUTUKE B 00J1aCTH 06ec-
neuenusi npas naureHToB B EBporie (WHO/EURO, 1994).

Pesynbratbl

Ha ocHoBaHUM KpuTepreB BKIIOUEHUS] U UCKIIIOYE-
Hus y 31 GepeMeHHOI BBITIOJIHEHA pacIIMpeHHasi 9XO0-
kapauorpadus ruoga. CpeaqHuii recTallMOHHBIN BO3pacT
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OPUINMHAJIbBHbBIE CTATbU

ob6cnenoBaHHbBIX T10M0B coctaBui 31,9+1,4 Hen. Cpen-
Hsast Macca 18994377 . OcHOBHBIE TTOJYYEeHHBIE B XOJIE
o0ceqoBaHMsI MTapaMeTpPhI IIPeACTaBIIeHE! B Ta0I. 1.

CpeaHuii KOHEUHBI TUACTOJIMUECKUI 00BEM JIEBOTO
Kenynouka coctaBua 1,57+0,64 ma. Ilpu olieHke B3au-
MOCBSI3M TTOKa3aTesieil 3aBUCUMOM (pa3Mep AYyTH aopThI
B cermeHTe C) M HE3aBUCUMOI MepeMeHHON (KOHEUHBI
JIMACTOJIMUECKUIA pa3Mep JIEBOTO KeTyI0UYKa) pacCunuTaH
koaddunmeHT koppensiuuu [Mupcona (=0,507; p<0,02),
YTO COOTBETCTBYET HAJIMUMIO TIPIMOM KOPPENSIIIUKN
MeXIy TepeMeHHBIMU CpeaHei cTrernmeHu cuibl. Koad-
¢ummenT nerepmuHauuu coctaBun 0,257. HesaBucu-
MOCTb HaOJTIOIeHUI BBISIBJIeHa Ha OCHOBaHWUU 3HAYEHUST
kputepust Durbin—Watson (1,332). Kpurtepuit ®@uiiepa
(F=10,049; p<0,04) mnoarBepXmaeT CTATUCTUUYECKYIO
3HAYMMOCTb TIOCTPOCHHOW PErpecCUOHHON MOMIEJIU.
PesynbraThl pacuera KOHCTaHTHI U Ko3dduineHTta (cm.
Taba. 1; Taba. 2) mo3BossioT chOpMUPOBATH YpaBHEHUE
JIMHEWHOM perpeccuu (pa3Mep OYTM aopThl B CErMEHTE
C = 0,59 * KOHEYHBII AMACTOIUYECKUI pa3Mep JIEBOTO
xeqynouka + 2,8).

CpenHuii ymapHBI 00beM JIEBOTO KeIydodyKa COCTa-
Bun 1,3 mn. Koadduuuent xkoppensuuu I[lupcoHa
(r=0,456; p<0,005), 9TO COOTBETCTBYET HATMYUIO IIPSIMOI
KOpPPENSIIUA MEXIy TepeMeHHBIMU CpeaHel CTeTleHU
cunbl. Koagduiment nerepmuHauuu coctaui (,208.
3HavyeHus1 kputepuit Durbin—Watson 1,44. Kpurepuit
®umepa F = 7,63 (p<0,01). Pe3yabraThl pacueTa 3Haue-
HUI KOHCTAHTHI U Ko3(dduimeHTa (cM. Tad:. 1, 2) mo3Bo-
JISI0T ¢(hopMUPOBaTh YpaBHEHUE JMHEMHON perpeccuu

Vs ishenko, ®
- DO&T9E-19-01-03-2 GA=31wld

RABA-B8-DV0B
9.0crm/f13f60H: Tis 0.2

Tabauya 1. DxokapauorpadguyecKne napamMeTpsl, NOJTy4eHHbIE
B X0JI€ HCCJIeIOBAHUS
Table 1. Echocardiographic parameters obtained in the study

IToka3arenan Me Mun Makc 95% AN
KO JI2K, Mo 1,6 0,8 3,6 1,3—1.,8
DK AO, cm 0,4 0,26 0,54  0,38—0,43
YO JIK, M 1,3 0,3 2,2 1,1—1,4
Cerment C, MM 3,75 2,4 5,9 3,47—4,03

IIpumeuanue. K10 JIK — KOHEUHBI 1MACTOINYECKUIT 0OBEM JIEBOTO
xenynouka; @K AO — guameTp GprOpPO3HOro Kosblia a0OpTajabHOIO
kinanaHa; YO JI2K — ymapHblii 00beM JIEBOTO XKEJIyI0uKa; CErMEHT
C — cermeHT C J1yr aOPTHI.

Vet mishenko, *
%%
S D04796-19-01-03-2 GA=31wld

RAB4-8-D/0OB
9.0cm/fL3/60Hz Tis 0.2
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Puc. 1. 3amepenue mnameTpa (puGpO3HOTro KOJIbIA A0PTAIHHOTO
KJIanaHa.
Fig. 1. Measurement of aortic annulus.
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EDV AdC 0.B36md
EDV A4C 1.171ml

Puc. 2. VI3mMepeHne KOHEYHOTO TUACTOJIMYECKOTO 00beMa JIEBOTO JKeTy/I0YKA.
Fig. 2. Measurement of left ventricular end-diastolic volume.

POCCUCKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUN, 2021; 66:(4)
ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2021; 66:(4)




Xybyaasa I'.T. u coagm. BnusiHue BHYTpUYTpOOHOI TeMOIMHAMUKY Ha cerMeHT C IyTy a0pThl y II01a

Fokson Mishenko, ®
(1.}

D7 36-15-01-03-2 GA=31wld

RAB&-8-DV0B

S.0cmfLEBSf60HE Tis 0.3
e

Hi 03 MEDIKA
03012019  10:06:36

MV-Peak E DE213mis
MV Peak PG 2 Bdmmbg

Puc. 3. N3mMepeHne uHTErpaja CKOPOCTH NMOTOKA B BHIHOCSIIEM TPAKTE JIEBOrO

XKeJyaodka.

Fig. 3. Measurement of velocity time integral in left ventricular outflow tract.

Tabauya 2. KoaduumeHnTsl perpeccuu As nokas3areieid cpaBHeHUs

Table 2. Regression coefficients

IToka3zaTesb cpaBHEHUS b CranaapTHas ommoKa 3HAYNMOCTh ib ] LD
rpaHuIAa rpaHuIa
bO =2,818 0,319 <0,001 2,166 3,470
K0 JI2K
bI = 5,996 1,188 0,004 0,211 0,980
b0 =2,807 0,364 <0,001 2,062 3,553
YO JIZK
b1 =0,755 0,273 0,01 0,196 1,354
bo =1,315 0,756 0,092 —0,231 2,861
AopTaJibHBI KJIanaH
bI =59 1,805 0,003 2,208 9,591

ITpumeuanue. K10 JIK — KOHEUHbIN IMacTOIMUECKU 00beM JeBoro xeayaouka; PK AO — auameTp hubpPO3HOro KoJiblia a0pTaIbHOIO Kila-
nanHa; YO JIXK — ynapHblit 00beM JIEBOTO XKeJly104Ka; b — perpecCCUOHHbII K03 GUUMEHT b.

(pa3mep ayru aopthl B cerMeHTe C = (0,76 * 3HavyeHUe
yJIlapHOTO 00beMa JIEBOTO Xeynouka + 2,8).

Cpennuii nuamerp (GUOPO3HOTO KOJIbLIa a0PTAIBHOTO
knanaHa coctaist 0,4 cm. KoadduimeHT koppensiimu
IMupcona (=0,519; p<0,001), 4TO COOTBETCTBYET HaJIU-
YUIO TIPSIMOI KOPPEJISIIANA MEXKIy TIepeMEHHBIMU CpeTHet
crerieHn cuitbl. KoahUIIMeHT neTepMUHALIMKM COCTABUIT
0,269. 3naueHue Kputepusi Durbin—Watson 1,6854; xpu-
tepuii ®umepa F = 10,685 (p<0,003). Pe3ynbsrathbl pacyera
KOHCTaHTBhI M Koa(dduimeHta (cM. Tabm. 1) MO3BOJSIOT
copmmpoBaTh ypaBHEHUE JTMHEHHON perpeccuu (pa3Mep
nyru aopthl B cermeHTe C = 0,59 * nuamerp (puOpo3HOro
KoJiblia aopTajnbHoro Kiamana + 1,3). Tak, ma KO JI2K
ypaBHeHue nmeer Bua dC=0,59 « KJTOJIK+2,8; mia ®K
AO dC=0,59 + AK+1,3; ms YO JIZK dC=0,76 « YOJIK+2,8.

006cyxaeHue

HDOBCHGHHOG HUCCICOAOBAHUEC TI0O3BOJIMJIIO BbIYUC-
JINTb PETPECCUMOHHBLIC YpaBHCHUSA, C ITOMOIIBIO KOTO-

POTOMOKHO CITPOTHO3MPOBaTh pocT cermeHta C myru
AOpTHI B HOPME Y TIJIOJOB recTallMOHHOTO Bo3pacTa ¢ 29
no 34-10 Hemeal0 Ha OCHOBAHWM XOPOIIO BU3YaJIM3U-
pYEMBIX  BHYTPUYTPOOHO  OOBEMHO-TEeMOAMHAMUYE-
CKMX XapaKTEepUCTUK JIEBOTO Keaynodka 1 (pruOPO3HOTO
KOJIbIIa aOpTaJIbHOTO KiamaHa. [Ipy olleHKe BIWSTHUS
TeMOJMHAMUYECKHMX XapaKTePUCTHK JIEBOTO JKeJymTodyKa
Ha TeOMeTpUUYECKrEe OCOOEHHOCTH OYTH aOpThl B HOpMeE
y IUJIOJOB YCTAHOBJIEHA KOPPEJSIUs CpeIHeil CHIIBL.
IMonyyeHHBIE pe3yNbTaThl CTATUCTUYECKOTO aHalIM3a
MO3BOJIMJIA TIOCTPOUTH YpPaBHEHUST JIMHENHON perpec-
CUM, OTpaKalolllre 3aBUCUMOCTb MEXIY pa3MepoM IyTh
aopThl B cermeHTe C 1 pazmepaMu (hMOPO3HOTO KOJIbIIA
A0OpTaJIbHOTO KJjlalaHa, KOHEYHOTO HIUACTOJNYECKOTO
pa3Mepa JIEBOTO KeJTyIoyKa W yIapHOTro oobema JIEBOTO
Xemynouka. Ha ocHOBaHWY TTOJTyYeHHBIX JAHHBIX MOXHO
OleHUTh cerMeHT C Iyrv aOpThl B HOPME M UCTIOJb30BaTh
MOJTydeHHbIe HOpMaJbHble 3HAYEHUS TSI TTPOTHO3MPO-
BaHUs HapylIeHUS CUCTEMHOM Tiepdy3un y HOBOPOXK-
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JIEHHBIX BCJIEACTBUE TMIOTUIA3UM IYTW aOpPThI B TIEPUO
reMOJMHAMUYECKON TepecTpOMKM KPOBOOOpAIIEHMS,
MPY HAJTUIUU OTKJIOHEHUIA OT HOPMBI.

dopmupoBaHre aHATOMUYECKMX CTPYKTYp IYTH
aOpTHl M ee¢ pa3Mep 3aBUCAT OT MOP(HOIOTMIECKUX
(mo 56 cyT recranuu) ¥ TeMOIMHAMUYECKUX (haKTOPOB
(HaymHas ¢ 56 cyT recranuu 10 poxneHust). CUCTeMHBII
ITOTOK KPOBH Y T10Aa (GOPMUPYETCS KOMOMHUPOBAHHBIM
CepIeYHbIM BBIOPOCOM JIEBOTO U MPABOTO XKEJTYTOYKOB.

ITepBoe onpeneneHne TUMONIA3UM TyTH AOPTHI OITyO 1 -
KoBaHO B paboTax A.J. Moulaert 11 coaBt. B 1976 1. [18]. Ina-
METp TTPOKCUMATBHON YacTH AYTH aOpThl Y HOBOPOXKICH-
HBIX JOJDKEH ObITh Gojiee 60% oOT auameTpa BOCXOJSILEH
AOpTHI, MUCTATBbHAs YacTh 6osee 50% u nctmyc 6omee 40%.
T.R. Karl u coaBt. [19] B cBOMX MCCEIOBAHUSX BBISIBUIN
(hopmyiy, cortacHO KOTOPOW Iyra CUUTAETCS TUTIOTIa3UPO-
BaHHOM, €CJTN TTOTNEePEUHbI TUaMeTp IyTY B MUJUTUMETPax
MeHee MacChl 00JIbHOTO, BRIPAXKEHHOI B KMJIOTpaMMaXx.

B uccnenosanuu B.H. MnbuHosa [20], mpoBeneHHOM
B Tomckom HUW xapmmosornu, cpaBHUBAIOTCS pe3yilb-
TaThl OLIEHKM pa3MepoOB JYyTM aOpPThl Y HOBOPOXIEHHBIX
U JeTel 10 ToMa Mo Pa3IMIHbIM Hanboee YacTo UCTIONb-
3yeMbIM B HaCTOSIIIIee BPEMsI METOIaM OLIEHKN Z OTKITOHE-
HUS. ABTOPBI BBISIBUJIM CYIIECTBEHHBIE PA3IUUUS MEXKITY
pasMepamMu CETMEHTOB JyTM aOpThlI MPU MCTIOIb30BAHUM
pasHbIX AMarHocTHYecKnx Kputepres. E.B. Kpusoiekon
1 COaBT. [21] peKOMeHIyIOT JIJ1s1 BepU(DUKAIIUKA COTTYTCTBY-
OIIEH TUTTOTUTA3UU IyTU aOPTHI Y TTAlIMEHTOB ¢ KOApKTa-
LIMe U peKoapKTallKei aOPTHI MCITOIb30BaTh Z-KPUTepUii
¢ pacyeToM TO0 (haKTMUECKOMY POCTY M HOPMATHUBHOM
Macce, B3aToi u3 50 TepLEeHTUIS LIEHTUIbHBIX TaOJIuII
(pusmuecKoro pa3BUTHS IETEA.

B uccnenosanuu E. Sisli u coaBt. [22] cpaBHMBa-
JINCh 3HAYEHUST OIEHKW BBIPAKEHHOCTU TUITOTIIA3UU
nyriu aopThl 1o Homorpammam Cantinotti, Pettersen
u Lopez. HecmoTpst Ha Hamuuue KOppeNsIUUd MEXIy
HUMU, pe3YJBTaThl OIEHKU CYIIECTBEHHO OTIMYaJINCh
npyr ot apyra. [Ipu BHYTpMYyTpOOHOM WCCIeIOBAHUU
olleHKa MOpP(hOMETPUUECKUX TToKa3aTeJiell JTyTu aopThl
IyTeM TPSIMOI BU3yaqu3allii MOXET OBbITh 3aTpydHEeHa
32 CYeT TMOJIOXEHMST TIIoAA, HEIOCTaTOUYHOTO OIbITa
HCCIeIoBaTeNsl, TEXHUYECKUX BO3MOXKHOCTEH M WHBIX
npuurH. [IpeToKeHHBIT HaMW TIOAXOM IJIsST OIEHKHU
pa3MepoB OYTM aopThl JIMIIEH YyKa3aHHBIX HeIOCTaT-
KOB, TaK KaK He TpeOyeT MpsMOil BHU3yaau3aluu AyTU
AOPTHI y TIJI0JA, OHAKO UMEET OTpaHWIEHUS, CBSI3aHHbBIE
C HEOOXOIMMOCTBIO TIOJNYYEHUsI YEeTKOTO JOIILIEPOB-
CKOTO CUTHaJIa M KOPPEKIIMU YTjia YJIBTPa3ByKOBOTO JyJa
K TIOTOKY KPOBH.

CremyeT yuYuThIBaTh, YTO CYIIECTBYET OOJIbIIOE KO-
YECTBO aHATOMMYECKUX W3MEHEHUWI TIpU pa3IuIHbIX
BPOXIEHHBIX TMOPOKax Cepjlla, KOTOPbIE YMEHbIIAIOT
AHTErpagHbIA TTOTOK B BOCXOASAIIYIO aOpTy, MPUBOIS
K pa3BUTHIO MMATOJOTUU IyTH aopThl [23].

IMocne 3aBepuieHust (QOpMUPOBAHUS aHATOMM-
YeCKUX CTPYKTYp AYTM aopThl Ha 56-e¢ CyTKM BHY-
TPUYTPOOHOTO pa3BUTUS pa3Mep AYTd aOpPThl 3aBU-

OPUINMHAJIbBHbBIE CTATbU

CUT OT TeMoIWHaMuuecKux (aktopoB. A. Pymonbd
u coanT. [24] B 1972 1. chHopMyIupoBaIU «TEOPUIO
MOTOKa» KPOBM Y Tiofa. B cOOTBETCTBUM € 3TOW Teo-
pueil MOTOK KpOBW, TMPOXOISIINI dYepe3 CTPYKTYphI
cepllia M MarucTpajibHbIe COCYIbI, OMpPeaessIeT UX pas-
Mep TIpU POXACHUU. DTa TUIMOTEe3a TOATBEPKIAEeTCS
HaJIM4leM COTMYTCTBYIOINIEH THITOIUIa3UU TYTH Y HOBO-
poxaeHHBIX B 60—81% ciydaes.

TTocne 56 cyT recraluy BeCh JaJIbHEHIINI TEPUOL
BHYTPUYTPOOHOTO pa3BUTUS AYTM aopThl OIpeaesisi-
eTcst 00bEMHOM CKOPOCThIO TTOTOKA KPOBU, (GOpMUpYe-
MOTO JIEBBIM XEJyTOUYKOM U TIPOXOJISIIETO uepe3 Ayry
aoptsl [25]. TakuM oOpa3oM, ¢ 3TOTO BpeMEeHHN OCHOBOI
(GopMUpOBaHUS TUTTOTIA3UM AYTH A0PTHI U KOAPKTALIUU
AOPTBI CIIyXaT TeMOAWHAMHMUYECKHEe WM3MEHEHUs, pas-
BUBILIKECST B pe3ybTaTe U3MEHEHUs yIapHOro obbeMa
JIEBOTO XeJlyaodka. M3ydeHWe NMHAMUKUA TeMOIMHA-
MHUYECKMX TapaMeTpoB B HOpPME BO BpeMsl BHYTpU-
YTPOOHOTO Pa3BUTHS CIIY)KUT OCHOBOM IWAarHOCTUKH
MaTOJIOTUU YT aOpThl M TIOHMMAHUS OCOOEHHOCTEN
CTabMIM3alMU  COCTOSTHUSI HOBOPOKIEHHOTO C BpO-
KIEHHOW OOCTpYKIIMEN JIEBBIX OTHENOB cepama [26].
IMpennaraemMblii Ha OCHOBAHUM TIOJyYEHHBIX B HMCCIIE-
JNOBAaHUM  JAHHBIX  «FEMOAUHAMUYECKUI  MMOAXOI»
IIJIST OLIEHKHW pa3MepoB AYTM aOPThl MMEET CYIIeCTBEH-
HbIe TIPEUMYIIECTBA, TaK KaK HAMpsMYyIO YUYMThIBaeT
BKJIaJ JIEBOTO KeJIyIoYKa B KOMOWHUPOBAHHBINA cep-
JIEYHBI BBIOPOC, YTO SIBJAETCS pelialommnM (HakTopom
BO BpeMsl MEpecTporKu KpoBooOpalieHus st obec-
MeYeHus aleKBaTHOM TOCTaBKM KUCJIOPOIA U JOCTATOY-
HOM CUCTeMHOI nepdy3un MOCIe POXKICHMS.

Orpanuyenusi McciaenoBanus. B ucciaemoBaHnu yaa-
JIOCh BBISIBUTBH MPSIMble 3aKOHOMEPHOCTH YIOBJIETBOPH-
TeabHOro pasButust C cerMeHTa aopThl Ha (DOHE JocTa-
TOYHOTO yAApHOTO 0ObeMa 1 00beMa JIEBOTO KeJTyaouKa.
IMonyyeHHBIE DaHHBIE TAIOT TEOPETUYECKHE OCHOBAHMS
MpeArnoarath, YTo P YMEHbBIIIEHUN MTapaMeTPOB 3TUX
CTPYKTYp CYIIECTBYeT BEPOSITHOCTh (POPMHPOBAHUS
TUTIOTJIA3UM WM KOapKTaluu aopThl. OMHAKO MPSMBIX
JTAHHBIX, YKa3bIBAIOIINX HA 3TO, HE TOJy4eHO. DTO CIIy-
JKAT OCHOBaHUEM [UISI TIPOMOJDKEHUST JIeTau3UpOBaH-
HBIX WCCIEIOBAaHUI BHYTPUYTPOOHON TeMOIMHAMUKHU
U TIPEHATATLHOTO Pa3BUTHUS CTPYKTYP CHCTEMBI KPOBO-
obpamieHust. OlieHKa aHATOMUYECKUX CTPYKTYp cepila
U MarucTpaJbHBIX COCYIOB Ha OCHOBE 9XOKapauorpapuu
U OpraHu3aIs MPaKTUUEeCKOTO 00yIeHUS CITeIIUaTNCTOB
B pa3IMYHBIX cepax cepaeqHO-COCYIUCTON METUIIUHBI
ocTaeTcsl TIpoOJIeMOoii, pellleHNI0 KOTOPOil MOXET CITO-
CcOOCTBOBaTh MPUMEHEHNE COBPEMEHHBIX METOIOB K-
HU4YecKol ruractuHanum [27—30].

BbiBOAbI

1. TemoguHaMUYeCcKUe XapaKTePUCTUKH JIEBOTO JKEITy-
JIOYKA TTO3BOJISIIOT MMPOrHO3MPOBaTh pa3MepPhl JYyI'M aOPThI
Y IUTOJOB TeCTAlIMOHHOTO Bo3pacTa ¢ 29 1o 34-10 HeAeo.

2. JIyra aopThbI SIBJISIETCSl OTpaXkeHUEM BHYTpUCEpAEY-
HOM TeMOAMHAMMKH, TaK KaK MopdoreomMerpuyeckue
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Xybyaasa I'.T. u coagm. BnusiHue BHYTpUYTpOOHOI TeMOIMHAMUKY Ha cerMeHT C IyTy a0pThl y II01a

XapaKTepUCTUKHU JAYTM aOpPThI OTPENEIsIIOTCS OCOOEHHO-
CTSIMU yIapHOTO 00beMa JIEBOTO XKeJyloyKa, KOHEUHbIM
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Coaepxanue ra30TpaHCMUTTEPOB B MyNIOBUHHOI KPOBU M KPOBY HOBOPOXK/IEHHBIX,
POIMBIIMXCH Y MaTepeil ¢ mpedKaaMicue

HU.T. llonosa’, O.I. Cumnuxosa’, C.b. Hazapos', I H. Kysomenxo', M.M. Kaviuesa’,
H.B. Xapaamosa', U.B. Abpamosa’

'®Prey «MBaHoecknin HUN matepuHcTea u aetctea um. B.H. lopoakosa», MuHsgpasa Poccun, MBaHoBo, Poccus;
2dpre0y BO «MBaHoBCkas rocyaapcTBeHHas MeanumnHekas akagemus», Munsgpaea Poccum, MiBaHoBo, Poccus

The content of gas transmitters in umbilical cord blood and blood of newborns born
to mothers with preeclampsia

1.G. Popova’, O0.G. Sitnikova’, S.B. Nazarov', G.N. Kuzmenko', M.M. Klycheva',
N.V. Kharlamova', 1.V. Abramova?

'Gorodkov Ivanovo Scientific Research Institute of Maternity and Childhood, Ivanovo, Russia;
’lvanovo State Medical Academy, lvanovo, Russia

IIpoBeneHa oueHKa coepKaHUs OKCHAA a30Ta U CEPOBOJOPO/A B NMYNOBUHHOI M BEHO3HOI KPOBH HOBOPOXKIEHHBIX, POAUBIIMXCS
y MaTepeii ¢ npeaKamincueii u 6e3 npesKIAMICHH, 1S OlleHKH (hyHKIMM 3H10Te M Yy ITUX AeTeii. OcHOBHYIO rpynmy coctaBuiu 80
JKEHIIHH ¢ YMepeHHO# npedKnamicueii u 80 poaMBIIMXCS Y HUX HOBOPOXK/IEHHBIX; B KOHTPOJIbHYIO rpymmy Bount 50 aereii, poaus-
IHMXCs Y JKeHIMH 0e3 mpeakiaamncun. IIpoBonuiocs uccienoBaHue coaepKaHus OKCHIA a30Ta MyTeM OmpeeleHHs] CyMMAPHBIX
nutparoB u Hurputos (NO ), cepoBoaopoaa B CMeIAHHOI MYNOBUHHOI KPOBH, COOpanHoii B Tedenne 30 MuH nocsie poaopaspe-
LIeHUs1, ¥ BEHO3HOIi KPOBH, B3ATOIi Y HOBOPOK/AEHHbIX HAa 1—3-u cyTky xku3nu. I1pu ucciienoBannu mynoBUHHOM KPOBH JOCTOBEPHBIX
pasnmuwmii B conepxanu NO_H cepoBo0poa y HOBOPOKIEHHBIX 0CHOBHOM H KOHTPOILHOI IPYIMIbI He BbABIeHO0. OMHAKO B 11€/10M
y JeTeii OCHOBHOIi U KOHTPOJIbHOM IPYNIN NMPH MCCJIEIOBAHMM MYNMOBUHHOI KPOBH BbISIBJIEHA B3aUMOCBA3b MeXIy KOHUEHTpauuei
CepoBOIOPOJA ¥ BO3MOXKHOCTBIO PA3BUTHSI BHYTPUKEIYI0UKOBOTO KPOBOM3JIMSIHUS Y HOBOPOXKIAEHHOTO. B BeHO3HOIi KpoBH O0TMe-
YeHO J10CTOBepHOE noBbiienne copepxannsi NO_u cepoBoI0PO/Ia Y HOBOPOK/IEHHBIX, POAMBIIMXCS Y MaTepeid C PesKIamMIICHei.
B03M0KHO, 3TO BbI3bIBAET BA30AMIATAINIO KAK KOMIIEHCATOPHO! PEAKIMH OPTaHM3MA B MEPHOJ MOCTHATAIBLHON a1anTalUH Opra-
HM3MA peOeHKa, HANMPABJIEHHOI HA XKU3Heo0eceYeHne.

Karoueevte caosa: Hoeopoxcoertble, npesKAaAMNCUst, OKCUO azoma, ceposooopod, NynosUHHAs KPOBb.

Ans untnposanuns: Nonosa W.I., CutHukosa O.I., Hazapos C.b., KyabmeHko I".H., KnbiveBa M.M., Xapnamosa H.B., A6pamoBa V.B. Coaep-
XXaHve ra3oTpaHCMUTTEPOB B MyrnoOBUHHOW KPOBU 1 KPOBU HOBOPOXAEHHbIX, POAMBLLINXCS Y Marepel ¢ npeaknamrncuen. Poc BeCTH nepuHaTos
v neamnarp 2021, 66:(4): 53-57. DOI: 10.21508/1027-4065-2021-66-4-53-57

To assess endothelial function in the newborns born to mothers with preeclampsia and without preeclampsia the scientists assessed the
content of nitric oxide and hydrogen sulfide in the umbilical and venous blood of these children. The main group consisted of 80 women
with moderate preeclampsia and their 80 newborns; the control group included 50 children born to women without preeclampsia.
The authors studied the content of nitric oxide by determining the total nitrates and nitrites (NO ), hydrogen sulfide in mixed cord
blood collected within 30 minutes after delivery, and venous blood taken from newborns on the 1-3rd day of life. Umbilical cord blood
demonstrated no significant differences in the content of NOx and hydrogen sulfide in newborns of the main and control groups.
However, in general, the study of umbilical cord blood revealed a relationship between the concentration of hydrogen sulfide and the
possibility of developing intraventricular hemorrhage in a newborn of the main and control groups. In the venous blood there was a
significant increase in the content of NO_ and hydrogen sulfide in newborns born to mothers with preeclampsia. It may cause vaso-
dilation as a compensatory reaction of the body during the period of postnatal adaptation of the child’s body, aimed at life support.

Key words: newborns, preeclampsia, nitric oxide, hydrogen sulfide, umbilical cord blood.
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pesKIaMIICUsl — MaTOJIOTUsI OEPEeMEHHOCTH, KOTO-

pasi TIpeICTaBJIsIeT OJHY U3 CaMbIX aKTyaJIbHBIX MTPO-
0JieM aKylIepcTBa, TaK KakK CAYKUT MPUIMHON MaTEepUH-
CKOW M TIepMHaTaIbHOI 3a00JIeBAEMOCTH U CMEPTHOCTHU
[1-3]. Tlo mMHeHuUIO psima ucciaenoBaTeseil, B OCHOBE
WHULIMMPYIOLIUX MEXaHU3MOB Pa3BUTUSI TMIIEPTEH3UM,
HapyUIEHUI PEOJIOTUM U TeMOCTAaTUIECKOTO MOTeHIIhaia
KPOBU TIPU TIPEIKIIAMIICUM JIEXKUT AUCHYHKIUS IHIOTE-
s [4, 5]. AucdyHKims aHAOTEUS] Y MaTepu TIpU TIpe-
SKJIAMIICUM TIPUBOIUT K pa3BUTUIO (heTorialeHTap-
HOI HEIOCTATOYHOCTHU, XPOHUYECKOW BHYTPUYTPOOHOI
TUTIOKCUU TIJIONa, a TMepeHeceHHas XpOHWYecKasl BHY-
TPUYTPOOHAST TUTIOKCUS TUIOJAA MOXKET CIIYXXUTb OJIHUM
U3 KIIOYEBBbIX (DaKTOPOB TEepUHATATbHBIX TOpaKeHU
HEPBHOM CUCTEMbl HOBOPOXIeHHOro [6, 7]. BrisgBieHa
CBS13b TUC(HYHKIMU SHIOTEINS C JaTbHEUIITUM Hapyllie-
HUEM ajarnTaluyd y HOBOPOXIEHHBIX OT MaTepeit ¢ mpe-
skyamrncueit [8, 9]. B cBsI3u ¢ 3TUM akTyaJabHO U3y4de-
HUE BBIPAXKEHHOCTH AMCHYHKIIUNA SHIOTEIUS B CUCTEME
MaTb—IUIAlEHTa—IUIOMA, TIPU TIPEIKJIAMIICUM Pa3IMIHOMN
CTETEeHU TSIKECTH.

B nocnenHue rombl BHI3BIBAET MHTEPEC HCCIEI0BA-
HUE Ta30TPaHCMUTTEPOB KPOBU, TAKUX KaK OKCHJI a30Ta
(NO) u ceposozopon (H,S), peryaupyroninx MHOXECTBO
(usnosornyeckux M MNaTOOU3MOJIOTUYECKUX TpOoliec-
COB B OpraHM3Me U JAIOUIUX CXOXUE BHYTPUKIETOYHbBIC
addekTsl [10].

Okcun a30Ta — BaXKHEUIUN PETYISITOP COCYAUCTOTO
toHyca. OH cuHTe3upyeTcs u3 L-apruHuHa mpu yda-
crum NO-cuHTa3bl 3HIOTENUSI COCYI0B, Makpodaros
1 HEWpPOHOB, WHHEPBUPYIOLINUX TJAAKYID MYCKYJaTypy
[11, 12]. Cuuraercs, yTo AeUIIMT OKCcHUIa a30Ta MpPU-
BOJUT K CITa3My COCY/IOB M COOTBETCTBEHHO K Pa3BUTUIO
WIIEMUU U TUTIOKCUY B TKaHsx [11, 13, 14].

Okcun a3ora CAyXXUT TPU3HAHHBIM MapKepoM JucC-
(YHKIIMM 3HIOTENMS, TIOCTOSTHHO TIPOIYLIMPYETCST SHIO0-
TeJeM B HEOOJIBIIMX KOJIMYeCcTBaxX (TakK Ha3bIBaeMbIi
0a3oBbIll (hOH), a MPU BO3NEHCTBUSIX TMOBPEXKIAOIINX
(bakTOpOB €ro CMHTE3 B 3HJOTEIMATbHBIX KJIETKaxX 3Ha-
YUTEJbHO TIOBbIIIaeTcs. Kak m30bITOUHAs, TaK U HEJO-
craTovHasi TIpOAYKIIMSI OKCUA a30Ta MOXET CTaTh MpU-
YUHOM TIATOJIOTMYECKHUX W3MEHEHUil B OpraHusMe.
JlaHHble TUTepaTypbl YKa3bIBalOT Ha €r0 yJacThe B pery-
JISIMU COCYAUCTOTO TOHYCA, YTO, TIPEX/Ie BCEro, CO3AaeT
obecrieyrBaeT HOpMaJIbHOE KpOBOOOpallleHUe XKU3HEHHO
Ba)KHBIX OPTaHOB TJI0JIa U TMOCTHATAJbHYIO aJarTalluio
HOBopoxzaeHHoro [6]. TIpu HOpMalbHO TIpOTEKaIOLIEi
OepeMeHHOCTH OKCUJI a30Ta obecrieunBaeT (pu3noIoru-
YecKOoe COCTOSIHME COCYAMCTON CucTeMbl, 0e3 KOTO-
pOro HEBO3MOXHO HOpMaJibHOe (DYHKIIMOHUPOBAHUE
(deTomnnanieHTapHOTO KOMIUIEKCa. Y HOBOPOXIEHHBIX
B TIEPBbIE CYTKM KM3HU OTMEYAETCs CIIOCOOHOCTh CUH-
Te3MpOBaTh OKCHUJI a30Ta, KOTOPbI HEOOXOMMM /IS 00ec-
MeYyeHrsl Ba3oauaTallud ¥ WHTMOMPOBAHUSI arperaluu
TPOMOOLIMTOB. BBISIBIIEHO pe3Koe yMeHbIIIeHUEe aKTUBHO-
ctu (epMeHTa, CTUMYJIMPYIOlero oopa3oBaHue OKCHUIA

OPUINMHAJIbBHbBIE CTATbU

a3oTa M, CJeloBaTelIbHO, YPOBHSI OKCHA a30Ta B KPOBU
OepeMeHHBIX C IpedKIIamIicueit [15].

CepoBoopo1 B IMOCJIeIHEE BpeMsI MPeCTaBIIsIeT 3Ha-
YUTETbHBI MHTEpEeC KaK BaxkHas ra3oo0Opas3Hasl pery-
JISTOpHAsE MOJIEKyJla CO MHOTUMHM OMOJOTUYECKMMU
1 (HU3NOJIOTUIECKUMU (DYHKLIMSIMM, BKITIOYasl CUHAI-
TUUYECKYIO MOAYJISIIIAIO, HEMPOTIPOTEKIINIO M paccliabiie-
HUE TagkuX MBI [16]. OTHOCUTEIBHO BBHICOKKME KOH-
LIEHTpallM1 CEPOBOIOPOIa OOHAPYKEHBI B MO3Te KPBICHI
U YeJIOBEKa, YTO MO3BOJIMIIO TIPEATTOIOKUTH BOZMOKHYIO
¢usnosorndeckyo pojib 3toro raza [17]. Ipanp mexmy
(GU3NOITOTMUECKUMH 1 TOKCUIECKUMU 3D heKTaMu cepo-
BOIOpOIA O4YeHb TOHKas. [To-BUAMMOMY, KIIETKU MJie-
KOTTUTAIOIINX UMEIOT YETKHWI PETYISTOPHBIN MeXaHU3M
KOHTPOJISI SHJAOTEHHOTO YPOBHSI CEpOBOIOpOIa B (DU3UO-
JIOTUYECKN OOITYyCTUMBIX TIpenesiax. TakuMm o0pa3oM,
YpOBEHb CEPOBOAOPOJA B TKAHSX ITOBBIIIACTCS TOJBKO
B OTBET Ha CIENUMUUECKYI0 CTUMYJISINI0, TTPUTOM
JIOKAJIbHO U KPaTKOBPEMEHHO. 3aTeM ero KOHILIEHTpaLIHs
OBICTPO CHUIKAETCS, TaK KaK OH paclieruisieTcst (pepMeH-
TaMM, CBSI3bIBACTCS C OSJIKAMM WJIA pearupyet ¢ IpYyTUMU
coennHeHusamu |18]. IToka3zaHa poiab 3HIOTEeHHOTO CEPO-
BOIOPOIA KaK PEryasaropa KpOBSHOTO NABJICHMUS, BBISIB-
JIEHO y4JacTHe 3TOTO raza B BOCTIAJIMTEIbHBIX TTpoleccax,
CTUMYJISIIIUY aHTUOTeHe3a W pacCMaTpUBACTCS BO3MOXK-
HOCTb €r0 MCIOJIb30BaHUS JJIsST KOPPEKLIMU MeTabo -
YeCKUX HapyIIEeHWI B JIETKUX U CEePAEYHO-COCYIUCTOM
cucreme [19-21]. TTo nanubiM auteparypsl, H,S asis-
eTCST BaXHBIM PETYJIATOPOM MUKPOCOCYIUCTONM peak-
TUBHOCTHU ¥ CITOCOOCTBYET Ba3oAMJIATAllUN. YBEIMUECHUE
comepkaHus CepoOBOIOPOAA B KPOBU Y HOBOPOXKIEHHBIX
CBUIIETEIBCTBYET O Pa3BUTUU ITUCGHYHKIIUU IHIOTETUS
W HapylIeHUU MUKpOUMPKyJsiuuu [22]. Beicokue KoH-
LIEHTpallMM CEePOBOJOPOIA TaKXkKe OKa3bIBAIOT pacciald-
JIsTiolee AeMCTBUE Ha TIIaJKWEe MBIIIBI KPOBEHOCHBIX
cocyaoB  mocpeacTBoM aktupBaunu  AT®-3aBUCUMBIX
K+ [23]. YuuTbiBast naHHbIe JUTEPATYPHI, CAEAYET OTME-
TUTh, YTO U OKCHI a30Ta, U CEpOBOIOPOJ OKa3bIBAIOT
Ba30IUIATATOPHBIN D(P(DEKT, XOTSI UMEIOT pa3IuJHbIe
MEXaHU3MBI ICCTBUSI.

B nutepatype cBemeHMSI O coAepKaHUM B KpPOBU
OKCHJIa a30Ta M CepOBOIOPOJA Y JTOHOIIEHHBIX U HEI0-
HOILIEHHBIX HOBOPOXIECHHBIX, POAMBIIUXCS OT MaTepei
C TIpeaKJIaMIICUeit, MaJIOUMCIICHHBI.

IHeab ucciaenoBaHusi: BBISIBUTH OCOOCHHOCTHU COMEp-
JKaHWST OKCHMIA a30Ta U CepOBOAOPOJA B ITyMOBUHHOM
1 BEHO3HOI KPOBU Y HOBOPOXIEHHBIX OT MaTepeli ¢ mpe-
SKJIAMTICHEN 1T OLeHKU (DYHKIIMY SHIOTENINS Y IETE.

XapakTepucTuka peten un MeTogbl UCcriefoBaHns

O6cnenoBanbl 130 HOBOPOXAEHHBIX Ha 1-e cyTKu
Kku3HU. OCHOBHyIO Tpyrmy coctaBuid 80 >KeHIIMH
¢ yMepeHHO# npeskuamricueir u 80 poauBIIUXCS Y HUX
HOBOPOXAEHHBIX, U3 HUX 45 HOBOPOXIEHHBIX C TecTa-
IIMOHHBIM Bo3pacToM oT 32 no 35 Hem maccoil Tena
ot 2067,31£76,7 T 1 35 HOBOPOXICHHBIX, POIUBIIUXCS
B cpoke oT 38 no 41 Hen ¢ maccoii tena 3380,2+57,2
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Ilonosa U.I. u coaem. Conepxanie Ta30TPAHCMUTTEPOB B MyMTOBHHON KPOBU ¥ KPOBY HOBOPOXKIECHHBIX, POMUBIINXCS Y MaTePeil ¢ IpeaKIaMIICcHeit

KoHntponbHyto rtpyrnmy coctaBunu 50 nereid, poauB-
LIUXCS Y KEHIIIUH 0€3 MPe3KJIaMIICur, U3 HUX 25 netei
POIMINCH B CpOKe TecTaunu ot 32 1o 35 Hex u 25 HOBO-
pPOXIEHHBbIX — B cpoKe oT 37 1o 39 Hen. OuieHKy ob1ero
COCTOSIHMSI JIeTeil, HEBPOJOTUYECKON CUMITOMATHUKU
MPOBOJMJIN Cpa3y MOCJe POXKACHUS U €XEeTHEBHO B TeUe-
HUE HEOHATAJIBHOTO Tepuoaa, Ha OCHOBAHUM KIMHU-
YeCKOW KapTWHBI M JAHHBIX JTOMOJHUTEIBHBIX METOIOB
uccienoBaHus. JIMarHOCTUKY — BHYTPUIKETYIOYKOBBIX
KPOBOU3IUSHUI OCYIIECTBJISIIA Ha OCHOBAHUM PE3YJib-
TaTOB HEWPOCOHOTpahUUECKOro NCCIIeTOBaHMSI.

HccnenoBanmn cMelIaHHYIO ITyMOBUHHYIO KpOBb,
cobOpaHHyto B TeueHue 30 MUH TT0CIe pogopa3pelieHusl,
U BEHO3HYIO KPOBb, B3SITYI0 Y HOBOPOXAEHHBIX Ha 1—
3-1 CyTKM Xu3HU. B KpoBM uccienoBanu coaepxkaHust
OKCHJa a30Ta IyTeM OTpeneeHUsI CyMMapHbIX HUTpa-
ToB U HUTpUTOB (NO ) METOJAOM BOCCTAHOBJIEHUS
HUTPATOB B HUTPUTHI B TIPUCYTCTBUU XJIOpHMIA BaHa-
nus [24]. Conepxanue H,S onpenensiiu no merony K.
Qu u coasrt. (2006) [25].

CraTuctuueckyro 00pabOTKy MaHHBIX BBITTOTHSIIN
C TMOMOIIIbIO CTaHJAPTHOTO nakeTa rmporpamMm SDS. Yun-
THIBasl XapakTep pacrpeneseHus, OTJIWYHBIM OT HOp-
MaJIbHOTO, OTNMCAaHWe MPEACTABIISIA B BUIE MEIUAHbI —
CepeuHBbl  pacripeie/ieHusl M3y4aeMoro Tpu3HaKa
u uHTepkBapTuibHOro uHTepBasia (ME [Q25; Q75]).
CpaBHeHME MeXIy IpylIiaMy IMPOBOAUIIN C NCMOJIb30Ba-
HueMm kputepuss KommoropoBa—CmupHoBa. CraTucTH-
YeCcKM 3HAUMMbIMU cunTanu pazauuus npu p<0,05.

PeaynbraThl M 06CyXaeHue

CymmapHble HUTpaThl U HUTPUTHI (NO)) 1 cepoBoj10-
PO CayXaT MokaszaTesssIMU, KOTOpPble KOCBEHHO Olle-
HUBAIOT (QYHKIIMIO COCYAUCTO cTeHku. [lonyueHHbIe
pesysbTaThl 0 cofepxkaHuu NO 1 cepoBo0opo/a B Myrno-
BUHHOU 1 BEHO3HOU KPOBU HOBOPOXKIEHHBIX OT MaTepeit
C TpeskyiaMmricueil (OCHOBHasl rpynmna) U 0e3 TaKoBOW
(KOHTpOJIbHASI TPYIINa) MpeacTaBieHbl B Ta0I. 1.

[To maHHBIM WCCIIeNOBaHWII B TYITOBUHHOW KpPOBU
KOHLEeHTpalu NO 1 cepoBOL0OpO/a y HOBOPOXKIAEHHBIX

OCHOBHOW M KOHTPOJIBHOM TPYIIT AOCTOBEPHO HE pa3-
JIMYaTNCh. B BEHO3HO# KPOBU Y HOBOPOKIEHHBIX OCHOB-
HOI TPYIITBI OTMEYEHO TOCTOBEPHOE TOBBIIIEHUE KOH-
uentpatmn NO_ B 1,25 pasa u cepoBonoposa B 1,3 pasa
MO CpaBHEHWIO C TaKOBBIMU Y JeTeil KOHTPOJBHOIM
rpynmbl. [To pe3ynbraTaM KOppensiiMOHHOTO aHaiu3a
B 0OIIIeil TpymIe HOBOPOXAECHHBIX BBISIBJICHA TTOJOXKM-
TebHAsT 3aBUCUMOCTb MEXIY COJAEPKaHUEM CEepOBOMIO-
poJa B TYITOBUHHOI KPOBU Y PUCKOM Pa3BUTHUS BHYTPU-
KeJynoukoBbiX KpoBousnusHuit  (r=0,80; p=0,0001).
YCcTaHOBIIEH TPOTHOCTUYECKMI TMapaMeTp KOHIEHTpa-
LIUU CepOBOIOPOAA B MYMOBUHHON KPOBU M TIPU YPOBHE
35 MKMoJb/n uaum 0Oojee TIPOTHOZUPYIOT pa3BUTHUE
BHYTPIKETYIOYKOBOTO KPOBOUBIUSHUS € TOYHOCTBHIO
85,2%, dyBCTBUTENBHOCTBIO 78,6%, CriellM(UIHOCTHIO
90,9% (matent Ne2676703 ot 10.01.2019 «Croco6 mpo-
THO3MPOBAHUST BHYTPMIKETYIOUKOBBIX KPOBOM3IUSHUIA
Y HOBOPOXIIEHHBIX»). BHenpeHue aToro cnocoda mo3Bo-
JIUT CBOEBPEMEHHO TIPOBECTU JieueOHbIE MEPOTIPUSITHSI.
Crioco0 He TpeOyeT 3HAYMTEIbHBIX BPEMEHHBIX 3aTpart,
€ro MOXHO MCTIOJIb30BaTh B MPaKTUYECKON paboTe Bpa-
el KITMHUYeCKOW JJabopaTOpHOM AMAarHOCTUKHU, peaHu-
MaToJIOTOB, HEOHATOJIOTOB.

PesybraThl MccienoBaHU KPOBU HOBOPOXKICHHBIX,
POIVBIIMXCS Y MaTepeid ¢ TIpesKIaMIIcuell 1 6e3 TTpedK-
JIAMIICUU, B 3aBUCHUMOCTH OT CpOKa TeCTalluM TPeICTaB-
JIEHBI B Ta0I. 2.

ITo maHHBIM WCCIeTOBAaHUM, B MYMOBUHHOM KpPOBU
conepxanuss NO_ ¥ cepoBOfOpOfa Y HETOHOUIEHHBIX
W JIOHOIIEHHBIX HOBOPOXAEHHBIX OCHOBHOW TPYIITBI
MO CpaBHEHUIO C KOHTPOJIEM JOCTOBEPHO He pasiinya-
Jch. OMHAKO BHYTPU OCHOBHOM TPYIMITHI Y HETOHOIIEH-
HBIX HOBOPOXICHHBIX, POAUBIINXCS OT MaTepeil ¢ MpedK-
JIaMIICUel, comep:KaHue cepoBomopoaa B 1,2 paza ObLIO
BBIIIIE, YeM Yy JoHoIIeHHbIX aeteit (p<0,05), yto cBume-
TEJBCTBYET O Pa3BUTUU TUCGHYHKIIUU SHIOTEUS Y HETO-
HOIIIEHHBIX HOBOPOXXIEHHBIX.

Ipn wuccnemoBaHWM BEHO3HOW KpPOBU OTMEYEHO,
4TO y HEIOHOIIEHHBIX HOBOPOXKIEHHBIX conepxkanune NO
61710 BhITIE B 1,7 pa3a, a conepkaHue CepOBOIOPO/IA JIUIIb

Tabauya 1. Conepxanue CyMMapHbIX HUTpaToB U HUTPUTOB (NO ) U cepoBoI0POA B MYNIOBMHHOI 1 BEHO3HOH KPOBH HOBOPOXK/IEH-

HBIX OT Marepeii ¢ npeaknamncueii (Me [25%; 75%])

Table 1. The content of total nitrates and nitrites (NO ) and hydrogen sulfide in umbilical cord and venous blood of newborns from

mothers with preeclampsia (Me [25%; 75%])

HOBO])O)KHCHHMC oT MaTepeﬁ

Hosopomem-n.le orT MaTepeﬁ

IToka3zarenn 0e3 mpesknamincuu (KOHTPOJIbHAS TPYNNA) € MPedKJIAMIICHeli (OCHOBHAS TPYINa) p
n=50 n=80

NO_, MKMOIIb/7T

B IIYIIOBUHHOM KPOBU 112 [92; 120] 109 [92; 124] HA
B BEHO3HOI KPOBU 254 [180; 325] 320 [245;360] 0,05
H,S, Mmxmonb/n

B ITyTMIOBUHHOU KPOBU 30 [25; 38] 33 [23; 43] HJI
B BEHO3HOI KPOBU 33,5[23; 43] 44 [28; 58] 0,001

Ilpumeuanue. NO_— cymMapHble HUTpathl U HUTPUTHI; H,S — ceposonopon; HIL — HenoctoBepHo.
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Tabauya 2. Copepxanue CyMMAapHBIX HUTPaToB U HUTPUTOB (NO ) M CEpOBOIOPOIA B MYNOBHHHO! H BEHO3HOI KPOBH HOBODOK/IEH-
HBIX OCHOBHOI{ M KOHTPOJIbHOI IPYIIN B 3aBUCUMOCTH 0T cpoka recranuu (Me [25%; 75%])

Table 2. The content of total nitrates and nitrites (NO,) and hydrogen sulfide in umbilical cord and venous blood of newborns from
mothers with preeclampsia depending on the gestation period (Me [25%; 75%])

IToka3arenn

HenoHomenHnbie HOBOPOZKICHHbIE

Ilonome}mme HOBOPOXKIECHHbIE

KOHTPOJIbHAS Tpynna OCHOBHAsI rpynna KOHTPOJIbHAS TpyNna OCHOBHAsI rpynmna
n=25 n=45 n=25 n=35 v

NOX, MKMOJIb/JT

B MYIOBUHHOU KPOBU 99 [85,5; 134] 109 [96; 125] HI 26 [21; 37] 32 [20; 42] HI
B BEHO3HOM KPOBU 185 [144; 254] 304 [248; 354] 0,001 128 [102; 178] 178 [125; 236] 0,004
H,S, Mxmonb/n

B IIYTIOBUHHOM KPOBU 34 [25,5; 45,5] 38 [30; 46] HI 29 [25; 35] 31 [27; 36] HO
B BEHO3HOI KPOBU 39 [15; 62] 45 [32; 62] 0,05 31[19; 39] 44 [28; 61] 0,02

B 1,2 pasza, y JOHOIIIEHHBIX HOBOPOXIEHHBIX Ha (hOHE
HeOOMbIIOro NpeBbilieHns conepxanus NO_ B 1,3 pasza
OTMeuajioch 0oJiee BIpakeHHOE YBETMUYEHUE COepKaHUST
cepoBoaoponaa (B 1,8 paza; p<0,05), uTo, BEPOSITHO, CBSI-
3aHO C KOMIIEHCATOPHBIMU MeXaHU3MaMM.

3akovyeHue

IMposenena ouenka comepxkanuss NO, 1 cepoBojo-
pona B MYMOBMHHOW M BEHO3HOUW KPOBU HOBOPOXKICH-
HBIX OT MaTepeil ¢ TpesKIaMIicueit 1 6e3 MPesKIaMITCUH.
IIpu wccrenoBaHMM TIYMMOBMHHOW KpPOBU JIOCTOBEp-
HBIX pasanyuii no comepxkanuio NO u cepoBomoposa
Y HOBOPOXIEHHBIX OCHOBHOI M KOHTPOJbLHOW TPYIIIIBI
He BbigBaeHO. [lpu cpaBHEHWM TMOJYYEHHBIX JaH-
HBIX MCCJIEIOBAaHMUSI Y HOBOPOXACHHBIX B 3aBUCUMOCTHU
OT CpOKa TecTalliM BBISIBJIEHO, YTO Y HETOHOIIEHHBIX
HOBOPOXXACHHBIX, POIMBIIUXCS Yy MaTepeil ¢ TIpesakK-
Jlamricueit, Gosiee BblpaxkeHa AUCHYHKIUS SHIOTENUS,
Ha YTO YKa3bIBaeT IMOBBIIIEHUE COAECPXKaHUSI CEPOBOIO-
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porna B 1,2 pa3a B MyNMOBMHHOI KPOBU IO CPaBHEHUIO
C TAKOBBIM Y JIOHOLIIEHHBIX JIETE.
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OPUINMHAJIbBHbBIE CTATbU

KiMHuyeckas ¥ IMarHoCTHYECKAs 3HAYMMOCTDb KHIIeUHO# pakim 0e/lKa, CBI3bIBAIOIIETO
JKMpHbIE KHCJIOTbI, y JieTeil ¢ 0eJJ0K-MHAYIMPOBAHHOM SHTEeponaTuei

H.T. Ilpuxoouenko, T.A. lllymamosa, A.H. Hu, E.C. 3eprosa

Pre0y BO «TrxookeaHCKUI rocyaapCTBEHHbI MeanUMHCKWIA yHuBepceuTeT» Munagpasa Poccuun, Bnagueoctok, Poccus

Clinical and diagnostic significance of the intestinal fraction of fatty acid binding protein
in children with protein-induced enteropathy

N.G. Prikhodchenko, T.A. Shumatova, A.N. Nee, E.S. Zernova

Pacific State Medical University, Vladivostok, Russia

Beok-uHAYIMPOBAHHAS SHTEPONATHS — YACTOE NMPOSABJIEHUE FACTPOUHTECTHHAIBLHOI MULIEBOI aJJIEPriu y JeTeii paHHero Bo3-
pacrta. /lns cBoeBpeMeHHOil MOCTAHOBKM JMATHO3a W NMPO(UIAKTHKM 00OCTPEHMii OCOOEHHO AKTYyaJleH MOMCK HEMHBA3MBHBIX
MeTO0B TUATHOCTUKH.

eab uccaenoanus. OueHKa CHIBOPOTOYHOTO, (DEKATLHOTO M YPUHAJILHOTO YPOBHS KHMIIEYHOU (hpakiumm 0eKOB, CBA3BIBAIOIIMX
JKUPHbIE KHCJIOTBI, Y ieTeii ¢ 0eJIOK-HHIYHMPOBAHHOI SHTEPONATHElH U UX KIMHHYECKO# 1 IMATHOCTHYECKO# 3HAYMMOCTH.
Marepuan u metoasl. O0ciaenoBansi 29 aeTeii ¢ GeI0K-UHIYIMPOBAHHOI SHTeponaTHeii B Bo3pacre ot 1,5 mec 10 1 roga u 20 310-
POBbIX JeTeil (KoHTposibHas rpynna). s auddepenuuansHoii JMATHOCTHKY € BPOXKIEHHBIMH 3200J1€BAHUSMHU 2KeJIy0YHO-KUILeY-
HOTO TPAKTA BCeM MALMEHTAM NMPOBEIEHA 330()aroracTpoayoJeHOCKOMHUS ¢ MOP(OJIOTHIECKHM HCCIeI0BaHieM duonTaros. B nemsax
OIIEHKM KJIMHMYEeCKHX CHMIITOMOB Kcnoib3oBana mkajia The Cow’s Milk-related Symptom Score (CoMMiS). Becem aeTsm B cbiBo-
POTKe KPOBH, MOYe, KONPoGuIsTpaTe MeTOIOM SH3MMCBA3AHHOTO MMMYHOCOPOEHTHOTO AHAJIM3A ONpeesI KHIMEeYHYI0 (hpaKIuio
0eJika, CBA3bIBAIOIEro XKUPHbIe KuCI0ThI (intestinal fraction of the protein binding fatty acids, I-FABP).

Pe3ynsratel. BblsiBleHO mOBbImIeHHE YPOBHS HccienyeMoro Oeinka B kposu 125,20123,79 nr/mia, B Kompoduibrpate
0,3610,05 ur ma, B Moue 0,1641+0,031 nkr/mi o cpaBHEHHIO ¢ TAKOBbIMH B rpynmne Konrpous (19,21+4,94 nr/ma, 0,18+0,02 nr/
mia u 0,0391+4,62 nkr/mia coorsercTBenno; p<0,05). O0HapyKeHbI NPsIMble CUIIbHbIE CBSA3M MEXKIY CTENEHbI0 MOP(OIOTMIECKHX
H3MEeHEHHil, KIMHMYECKOi BbIPAXKEHHOCTbIO FrACTPOMHTECTHHAJbHDIX MPOSIBJICHUIA M KOHIIEHTPaLueii 0e/1Ka, CBA3BIBAIONIET0 XKUPHbIE
KHCJIOTBI, B CHIBOPOTKE U B MOYe, YMEPEHHbIE CBSAI3H C MOKa3aressivu B Konpoguisrpare (p<0,05).

3akimouyenne. [TosbileHne CHIBOPOTOYHOTO, heKaIbHOro 1 ypuHaabHoro yposhsi I-FABP y neteii ¢ 0e10K-MHIYLHMPOBAHHOI SHTEpONaTHE
MOATBEPXKAAeT KJIMHAYECKYIO M TUATHOCTHYECKYI0 3HAYMMOCTD ONpEeJieHUs] JAaHHOTO OHOMApPKepa BO BCeX OMOJIOrMYECKHX KHIKOCTSX.
Ero BbICOKasi 4yBCTBUTEJILHOCTD H CHEIM(UIHOCTD ONpe/iesieHHsi B MOYe NMepCeKTHBHA LISl MCIOJIb30BAHMS B NeANATPUYECKOI IPAKTHKE.

Karoueente caoea: demu, kuweunas paxuus beaxa, céssviearoueeo ycupHvle kuciomol (I-FABP), kuwieunbiii 6apvep, nuuesds aniepeus.

Ansa untupoBanus: puxoayeHko H.I., LLlymatoBa T.A., Hu A.H., 3epHoBa E.C. KnuHu4eckasi u anarHoctTuyeckasi 3Ha4uMOCTb KULLEYHOM
¢ppakumm beska, CBS3bIBAIOLLErO XUPHbIE KUC/IOTbI, y AeTel ¢ 6e/10K-NHAYLMPOBaHHOM 3HTeponatvei. Poc BecTH nepuHaron n negmatp 2021;
66:(4): 58-63. DOI: 10,21508/1027-4065-2021-66-4-58-63

Protein-induced enteropathy is a common manifestation of gastrointestinal food allergy in young children. Non-invasive diagnostic
methods are especially relevant for the timely diagnosis and prevention of exacerbations.

Objective. To evaluate serum, fecal and urinal levels of the intestinal fraction of fatty acids-binding proteins in children with pro-
tein-induced enteropathy and their clinical and diagnostic significance.

Material and methods. The authors examined 29 children with protein-induced enteropathy aged from 1,5 to 12 months and 20
healthy children (control group). For differential diagnosis with congenital diseases of the gastrointestinal tract, all patients underwent
esophagogastroduodenoscopy with morphological examination of biopsies. The Cow’s Milk-related Symptom Score (CoMMiS) was
used to assess clinical symptoms. In all children, the intestinal fraction of the protein binding fatty acids (I-FABP) was determined
in blood serum, urine, coprofiltrate by enzyme-linked immunosorbent assay.

Results. The scientists found an increase in the protein level in the blood 125,20+23,79 pg/ml, in coprofiltrate 0,36+0,05 ng/ml,
in urine 0,164+0,031 pg/ml compared with those in the control group (19,21+4,94 pg/ml, 0,18+0,02 ng/ml and 0,039+4,62 pg/
ml, respectively; p<0,05). The authors found direct strong relationship between the degree of morphological changes, clinical severity
of gastrointestinal manifestations and the concentration of fatty acid binding protein in serum and urine, moderate relationship with
the indicators in coprofiltrate (p<0,05).

Conclusion. An increase in serum, fecal and urinal levels of I-FABP in children with protein-induced enteropathy confirms the clin-
ical and diagnostic significance of this biomarker in all biological fluids. Its high sensitivity and specificity of determination in urine
is promising for pediatric practice.

Key words: children, intestinal fraction of fatty acid binding protein (I- FABP), intestinal barrier, food allergy.
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Hpuxodwemco H.T. u coaem. KnuHuueckasi 1 AMarHocTUIecKast 3HAUMMOCTb KMIIIEUHOI CbpaKLII/II/I 66J’[Ka, CBA3BIBAIOLIETO XKUPHBIE KUCJTOTEL. ..

BHCTDO pacTtyiasi pacrpoCTpaHEHHOCTb IMUIIEBOM
aJIIepruv HaOJIOMAETCsI BO BCEM MUPE M CUMUTAETCS
«BTOPO# BOJIHOW 3MUIEMUU ajuIepruyeckux 3abosieBa-
Huii» [1, 2]. Anneprudeckasi SHTEpornaTusi, Uian OeoK-
WHAYUMPOBAHHAS SHTeponaTust (SHTeponaTust, MHIYLM-
poBaHHas MUILEBLIMU OEJIKaMU), SIBJISIETCS PE3YJIETaTOM
raCTpPOMHTECTUHAIBHON TIMIIEBOM aJlJIepTUM B paH-
HEM JETCKOM BO3pacTe W HauboJsiee 4acTo MPOSIBIISIETCS
CPBITUBAHWEM, PBOTOU, TIEPCUCTUPYIOLIEN Auapeeit
U HEIOCTAaTOUYHBIMU MacCO-POCTOBBIMU TIpHOaBKamMu
[3]. KopoBbe MOJIOKO U cOs clly>kaT Hanbosee pacrpo-
CTpaHEHHBIMU TPUTTEpAMU; JOKa3aHa TakKXkKe 3TUOJIOTH-
yeckasi 3HaUMMOCTb 3J1aKOB (pucC, OBeC, STYMEHb), MsIC-
HBIX TIPOAYKTOB (TOBSIOWHA, KypwIla, WHAeWKa), SuII,
HEKOTOPBIX OBOIIEH U (DPYKTOB, PHIObI, MOPETTPOIYKTOB,
OIMCaHbl CJIyyau pa3BUTHUSI aJIEPrUYeCcKOl IHTEpO-
MaTuy MocJe yrnoTrpedseHus npoduotuka Saccharomyces
boulardii |3, 4]. HanboJtee BaxkHa CBOeBpeMeHHasI ITocTa-
HOBKa JIMarHo3a y JeTeil MepBOro rofa XXU3HU, UMEHHO
B 9TOM BO3pacTe HeajeKBaTHasl Tepamnus W TpUMeEHe-
HUe HEOOOCHOBAHHBIX OrPAHUYMUTESBHBIX JUET 4YacTo
MPUBOAAT K DPA3BUTHIO YIPOXAIOIIMX XKU3HU peakiiuii
[2—4]. duarHocTtvKa Oel0K-UHAYLIMPOBAHHOW 3HTEPO-
MaTuM OCHOBaHAa Ha THIATEJIbHOM aHaJIN3€ KIMHUKO-
aHAMHECTUYECKMX JaHHBbIX, KOMIUIEKCA pe3yabTaToB
J1abOpaTOPHOTO U MHCTPYMEHTAJTBbHOTO MCCIETOBAHUS;
yacTto NI mpoBeneHus auddepeHInaNibHONW AUarHo-
CTUKM M YTOUHEHUS JMarHo3a HeoOXoauMa SHIOCKOIUS
¢ ®HTepobuoricueii [2, 3, 5].

Jlnst  CBOEBPEMEHHOIN JMAarHOCTUKM UM MOHM-
TOpPMHTAa TaCTPOUHTECTUHANbHBIX (OPM  THUIIEBOI
ajJieprud B HacCTosIllee BpeMsl MHTEHCUMBHO pa3pa-
0aThIBAIOTCSl CMOCOOBI TUATHOCTUKU  TTOBPEXICHMUS
KMIIEYHOTO Oapbepa C HCIOJb30BAaHUEM PA3IMYHBIX
MeTonuK [4, 6, 7]. OnHaKO UX BBICOKAasl MHBA3UBHOCTh
OrpaHUYMBAET MOBCEAHEBHOE UCITOJIb30BAHUE B KJITMHU-
YeCcKOU TMpaKTUKe M 3aTSrMBaeT MOCTaHOBKY MarHosa,
croco0CcTBYS (hDOPMUPOBAHUIO XPOHUYECKMX 3a00JeBa-
HUM 1 moanaeUIUTHBIX COCTOSHUM [§].

Kueunast ¢ppakiius 6eka, CBSI3bIBAIOIIETO XXUPHbIE
kucnotsl (I-FABP), — BHyTpuK/I€eTOUHBII O€I0K, CTIELIM-
¢dryeckn M OOMJIBHO 3KCIIPECCUPYEMBbIN B 3MUTEINATb-
HBIX KJIETKaX CJIU3UCTON OO0OJOYKM TOHKOW W TOJICTOM
kumiku [9]. Jlokanuzauusi [-FABP B anwutennonmrax
BOPCHUH OOYCJIOBJIMBAET €ro MPOHUKHOBEHUE B KPOBOTOK
MpU MOBPEXIEHUU CIU3UCTON OOOJOUYKM KMIIEUHUKA
paszmmuHeiMKu (pakTopamu [9, 10]. Ilocne BBICBOOOXIIE-
Hus [-FABP uupkynupyer B KpoBY 1 3aTeM JTMMUHUPY-
ercst u3 opranusma [11]. C Hauana 90-x ronoB XX Beka
MHOTHE MCCIIeI0BaTE M COOOIIATIN O B3AUMOCBSI3U MEXKIY
koHueHrtpainueir [-FABP B chiBopoTke KpoBu u 3a00-
JIEBAHUSIMU TOHKOW KWIIIKW; HE BbI3bIBAET COMHEHUS
HaJIMuue TeCHOM CBSI3U ChIBOPOTOYHOTO YpoBHS [-FABP
U TIOBPEXIIEHNSI TOHKON KHUIIKM KaK BOCIAJUTEIbHOTO,
Tak M uireMudeckoro xapakrepa [9, 10]. I1penmomoxmu-
teabHO [-FABP MOXHO M3MepsiTb B pa3jiMyHbIX OHO-
JIOTUYECKUX XUAKOCTSIX: B CBHIBOPOTKE (WJIM TUIa3Me),

Moue 1 KorpodwisrpaTe. CrienoBatebHO, OTIpeaecHIe
cofiepKaHusI 3TOTO SHIAOTEHHOTO TTPOTENMHA MOXET UMETh
MUATHOCTMYECKOEe 3HAYCHWE IS OLEHKU IIeJIOCTHOCTU
BIUTENNS CIU3UCTON OOOJOYKM KHUINEYHWKA, B TOM
qucie s HEMHBa3WBHOTO MOHUTOPWHTA OETOK-WHIY-
LIMPOBAHHOM SHTEPOITATHUM.

Ienb uccnenoBaHus: OlleHKA KIIMHUYECKOW U TUArHO-
CTUYECKOM 3HAYMMOCTU OTIpeNe/IeHNs] KUIIeUHOl (hpak-
MK OeJTKa, CBSA3BIBAIONIETO KUPHbIE KUCIOTHI, B pa3Iny-
HBIX OMOJIOTUYECKUX KUAKOCTSX Y IETEH ¢ allIeprudecKoit
(6enoK-MHIYIIMPOBAHHOIT) SHTEPOMATUEHA.

XapakTepucTuka geten u MeTogbl UccnenoBaHns

B uccaenosanme ObuIM BKIIOYeHBI 29 meteit mep-
Boro rofa xu3Hu (ot 1,5 mecsiueB g0 1 roma) ¢ nuie-
BOM ajuleprieil K KOPOBBEMY MOJIOKY, aJUIEPTUYECKON
sHTeponaTueir — 1-s rpynmna. JnarHo3 ObLT BhICTaBJICH
B cooTBeTCcTBUM ¢ DefepadTbHBIMU KIMHUTIECKUMU PEKO-
mennauusimu (2018), pekomennauusimu EBpomneiickoro
o0l11lecTBa JIETCKUX TacTPOIHTEPOJIOrOB, TenaTrojioroB
u Hytpuimosnoros (ESPGAN, 2012), Esporneiickoii aka-
JNEeMUN aJlJIeproJIOTUM W KJIMHUYECKONW HMMMYHOJIOTUM
(EAACI, 2014). KoHTtpoabHyto (2-10) Tpyrmy cocra-
Buau 20 300pOBBIX JIeTeil, COIMOCTaBUMBIX IO TIOJNY
M BO3PACTY, C HEOTSTOIIEHHBIM aJIeProJIOrMYecKuM
aHaMHe30oM. PoauTenu maiueHTOB Jaiyd TMUCbMEHHOE
corjacue Ha ydyacTue B MCCJIeIOBaHWU, KOTOPOE ObLIO
MPOBEIEHO C YYETOM TPeOOBaHUI XeIbCUKCKON AeKIa-
pamu BecemupHoii accoumanum « DTUYeCKre ITPUHIINITBI
MPOBENEeHNS] HAyYHBIX MEIULIMHCKUX WCCIIeIOBaHUI
¢ yyactueM uyejoBeka» ¢ rornpaBkamMu 2000 r. u «[1paBu-
JJaMM KJIIMHWYECKOM TpakThku B Poccuiickoit Menepa-
UW», yTBepXaeHHbIMU [Ipukazom MwunHuctepctBa P®
o1 19.06.2003, No 266.

HetsM ¢ aniepruyeckoil HTeporatheit ObLUIO Tpo-
BEJIEHO KOMIIJIEKCHOE KIMHUKO-TabopaTropHoe, Ouo-
XUMHUYECKOe, MMMYHOJIOTMYeCKoe U (hyHKIIMOHAIBHOE
obcnenoBanue. J11st 00beKTUBHOMN KIIMHNYECKON OIIeHKI
TSDKECTU TaCTPOMHTECTUHAJIBHBIX TPOSIBICHUI MCIONb-
3oBanu The Cow’s Milk-related Symptom Score (1kany
CoMiSS). B uensx auddepeHIIMaaibHON TUarHOCTUKU
C BpPOXIEHHBIMU 3a00JIEBAHUSMU KEJITyTOYHO-KUIIEY-
HOTO TPaKTa, a TakXke IPYruMu (HEMMMYHHBIMM) (dop-
MaM{ TIMIIEBOM HENMepeHOCUMOCTH (LieMakusi) BCeM
nauueHTaM -l rpynmbl Obula TIpoBeieHa 330(arora-
CTPOEIOHOCKOIUSI ¢ MOP(OJOTUYECKUM UCCIEN0BAHUEM
OUOIITaTOB.

Kumeunyio dpaximio 0eyka, CBSI3bIBAIOIIETO XUP-
HbIe KUCJIOTHI, OMPEessiii B ChIBOPOTKE KPOBU, MOYE
n xompodwisrpate MertogoM ELISA (sH3uMCBsI3aH-
HOT0 UMMYHOCOPOEHTHOTO aHaJIM3a) ¢ UCIIOJIb30BAHUEM
peakTuBoB (pupmbl («Cloud—Clone Corp», CCC, CIIIA).

[ns mpuroToBieHUsT KOMPOGhUJIBTPaTOB OMOI0THYE-
ckuit matepuan (100 mr) cmermmBanu ¢ 5 mut 0,9% pac-
TBOpa HaTpusl Xjopuaa, LeHTpudyrupoBaau 10 MuH.
ToToBBIN cyrnepHaTaHT B KojuuecTBe | MJI pasziuBaiu
B MIpOOMPKY 3MreHAopd U LeHTpUudyrupoBaiu eie pas
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B TeueHne 5 MuH. [TolydeHHBIN CyrepHAaTaHT XpaHWIN
npu Temreparype —20°C He Gosee 4 Hen. Kompoduib-
TpaT UCIOJb30BaI OMHOKPATHO.

O06paboTKy  TIOJIyYEHHBIX  JaHHBIX  TTPOBOAWIN
C MCIMOJIb30BaHMEM MaKeTa MPUKIaIHBIX MporpamMm Sta-
tistica 13.3 («StatSoft Inc, CILIA). HemapameTrpuueckuii
TecT MaHHa—YUTHU pPACCUMTHIBAIM JUISI CpaBHEHUS
KOJIMYECTBEHHBIX TTOKa3aTeseil, KOppeKIMio Ha MHOXe-
CTBEHHOCTh CPaBHEHMI BBITIOJHSUIM 10 MeToay XojMma.
KoppensgumoHHbIit aHaan3 ¢ ornpenesieHrueM Koadduim-
eHTa Koppessaiuu CriupMeHa UCMoJIb30Balu sl Ompe-
NeJIEHUSI CBSI3W, €€ CTeleHW M 3HAUYMMOCTHU pa3Iuuuit
Mexny npusHakamu. YyBcTBUTEIBHOCTH (Se), a Takke
cnetnUIHOCTb (Spe) BBISIBIEHHBIX MPEIUKTOPOB Olie-
HeHa ¢ momolniblo ROC-KpuBbIX, ObLIM OMpeneaeHb
IMOPOTY OTCEYEHMUSI.

Pesynbrathbl

lTacTponHTeCTUHABHBIE ~ TIPOSIBJICHUST  TTMINEBOM
JJIEPTUHN K OeJIKY KOPOBBETO MOJIOKA Pa3IMIHOM CTETICHU
BBIPaXXEHHOCTU OBbLTA XapaKTepHBI IS BCEX TMAllMeHTOB
-1 rpynribl. Y Bcex AeTeit oTMeuascst 4acThlii CTYJI C sIBJe-
HUSIMUA OpOIMILHOM TUCIIETICU W IIPUMEChIO CTU3u, y 16
(88,9%*) — yYacTele cpbiTuBaHus, y 4 (22,28%) — pBOTa,
y 27 (94,5%) — meteopusmM, y 26 neteii (88,9%) — dna-
TynmeHuust, B 24 (83,4%) ciydasix KUWIIEYHBIC KOJUKHU.
st TTallMeHTOB ¢ aJlJIepTMYeCcKOi dHTepoIaThueil ObLIn
XapaKTepHbl HeJIOCTaTOYHbIe MPUOABKU B Macce Tela,
CHIDKeHMe anmeTuTa. B pesymsrate y 6 (20,7%) neteii
no mkane CoMiSS Obuta mosyyeHa OIEHKA, COOTBET-
CTByIOIIAs JIETKUM TiposiBiieHusiM (4,5+0,4 Gamra); y 10
(34,5%) oTMeyanmuch TaCTPOMHTECTMHAIBHBIE CHM-
MTOMBI cpefiHelt crenenu Tskectu (10,7+0,8 6anos); y 13
(44,8%) 3apuKCUPOBAHBI TSIKENBIE KETYIOUHO-KHUIIIEeY-
Hble niposiBiieHus (14,4%1,6 6amna).

Tcromornyeckoe McClieOBaHWE BBIABWIO — TIPH-
3HAaKW JUCTPODUU CIM3UCTON OOOJOYKU KETyI0UHO-
KHUIIIEYHOTO TPaKTa Pa3HOU CTETICHM, Jallle OMMCHIBAINCH
sgBieHust cybarpopun. Cnuszucrtas 000JI0uKa TOHKOM
KUIIKA OblJJTa HECKOJIBKO  CIJIakeHa, OINpeIesuInCh
IIUPOKME W KOPOTKHE BOPCHMHBI (BBICOTA COCTaBJIsIA
292,2+18,6 MKM), IJTyOMHA KPUTIT ObUIA TIPU OTOM YBEJIH-
yeHa u pocturana 147,84+14,6 MkMm. OTHOIIIEHUE BBICOTHI
BOPCHMHBI K TJyOMHEe KpunThl coctaBwia 1,98+0,09
(B HOpMe 1:3—1:5). DHTEpOIUTH HA BEPLIMHE BOPCUHOK

31ech 1 aaliee: MPOLEHT BBIUMCIICH YCIOBHO, TaK KaK YMCIIO IeTeit
meHnee 100.

OPUINMHAJIbBHbBIE CTATbU

3HAYMUTENIBHO yIuTomannuch — 28,56+0,7 Mxm (Hopma 34
+1,0 MKM), ipuoOpeTasi Kyondeckyro GopMy. YMeHblla-
JIOCh KOJIMYECTBO OOKAJIOBUIHBIX KJIETOK C UX TPEUMY-
1IECTBEHHON JloKaiu3anueit B odaactu kpunt. OnucaHa
oOwibHasE WHGWIBTPALIMST SMUATEIUATBHON TUIACTUHbBI
BOPCMHOK W KPUIIT WHTPA3NUTEIUATbHBIMUA  JTUMGO-
LIUTaMU y MAlMEeHTOB, YacTO OMPENeNIsUINCh CKOTUICHUS
JUMOOIUTOB C TUIa3MaTUYECKUMU KJIeTKaMu, BCTpeda-
JINCh eNUHWYHBIE 303MHOMGMIL. KomuuecTBo MexXanu-
TeJIUaabHbIX JIMM(MOLMTOB Kosiebasoch ot 165,5+£15,8
1o 282,4+46,1 Ha 1000 smep (Hopma 63,419,0 o Otto).

Ilpu  ompenmenenun  [-FABP B pasmmuuHbIX
OMOJIOTUYECKUX KUAKOCTSIX (CHIBOPOTKE KPOBHU, MOYE
M Korpoduiasrpare, Ta0J1. 1) BEISIBIIEHO €r0 CTATUCTUIECKI
3HAaYMMOE TIOBBbIIIIEHWE y OOJbHBIX 1-#i rpymmbl. Tak,
B KpoBu KoHieHTpaius [-FABP Obiia moBblilieHa
B 6,5 pasa, B Moue B 4,2 pa3za, B KOIpopWIsTpare B 2 pasa.

Jns  olleHKM KIMHUYECKOW U JAMarHOCTUYECKOM
3HauumocTu ornpeneneHusi [-FABP B paznuuHbix Ou0-
JIOTUYECKUX XKUAKOCTSIX TPOBEACH aHalu3 B3aUMOCBSI-
3eii MeXJy YpOBHEM YyKa3aHHOTo Oejlka M OlleHKaMu
no mkaiae CoMiSS, u BbIpakeHHOCTbIO MOP(DOJIOTH-
YEeCKMX M3MEHEHUI CIU3UCTON OO0OJOUYKM KUIIEYHUKA
¢ onpejieieHrueM KoadduiimeHTa paHTOBOM KOppeisiiuu
CrniupmeHa (tabi. 2). BbIsiBIeHBI MpsiMble KOPPEJSIIUU
pa3IMUyHON CTENeHW WHTEHCUBHOCTM MEXAYy W3y4YeH-
HBIMM OMOMapKepaMu.

Benuunna AUC (rutoimaaps moja KpUBbIMUA, CM. PUCY-
HOK) 11s1 KoHleHTpaiuu [-FABP B chiBopoTke cocraB-
qsieT 0,869 (onTUManbHBIA TTopor 83,15 mr/mit, 4yBCTBH-
TeabHOCTh 83%, criertnduaHocTh 93%), nst Moy — 0,841
(ontumanbHbIi Topor 0,092 1Kr/mii, 4yBCTBUTEJbBHOCTD
88%, crenmduaHocte 77%), mis KompoduiabTpata —
0,721 (ontumanbHbIi mopor 0,292 Hr/MJ1, YyBCTBUTEb-
HoCTb 67%, crieluduaHoCcTb 79%).

Tabauya 1. Conepxanue I-FABP B pa3imunbix 610/10rHuecKux
JKHIKOCTSX Y 00CJIeI0BAHHBIX JeTei

Table 1. The content of I-FABP in various biological fluids

in the examined children

Ioka3ateau 1-(’;,2);;1)11 a 2-&2’;3)“ a
ChIBOpOTKA, MTI/MJI 125,20%23,79* 19,21+4,94
Moua, nKr/mia 0,164+0,031*  0,039%0,004
Konpodunbsrpart, Hr/Ma 0,36+0,05* 0,18%0,02

IIpumeuanue. * — pazmuuus noctoBepHsl (p<0,05).

Tabauya 2. B3auMOCBSI3b MEXKIY BbIPAKEHHOCTbIO MOP(0JOTHYECKUX M3MeHeH i 1 oneHKamu o mkajie CoMiSS ¢ ypoHem
I-FABP B 0Onosiornyeckux xKuakocTax (Koadduiment panropoii koppeasuuu Cnupmena; p<0,05)
Table 2. The relationship between the severity of morphological changes and CoMiSS with I-FABP scales in biological fluids

(Spearman’s rank correlation; p<0,05)

IToka3arein ChIBOPOTKA Konpodwuasrpar Moua
CreneHb MOPGhOIOTMIECKIX N3MEHEHUI 0,65978 0,32986 0,608413
Ornenka no mkaine COMISS 0,58477 0,486329 0,532969
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Hpuxodwenxo H.T. u coaem. KnuHuueckasi 1 AMarHocTUIecKast 3HAUMMOCTb KMIIIEUHOI (I)paKLII/II/I GCJ'IKa, CBA3BIBAIOLIETO XKUPHBIE KUCJTOTEL. ..

006cyxpaeHue

KenynouyHo-KUIIIEYHBI TPaKT B HACTOsIIEe BpeMms
paccmaTpuBaeTcsl Kak BakHOE 3BeHO MMMYHHOTO OTBETa
1 (GOPMUPOBAHUST TOJIEPAHTHOCTU K TIUIIEBBIM TPOAYK-
TamM. HeoOXomumMocTh B3aMMONENCTBUSI MHOTOUMCIICH-
HBIX (haKTOPOB BHEIIHEH cpefbl (KOMITOHEHTOB THUILIM,
OakTepuii, BAPYCOB, Napa3uTOB) C KJIeTKaMW UMMYHHOM

crcTeMbl Ha 0osbLIoi TuTornanu (y gereit okosno 200 m?)
JMOCTUTAETCSl CO3MaHueM OajaHca MeXAy pa3BUTHEM
3aIIUTHBIX pPEaKLMid TPOTUB BHEIIHUX arpeCcCUBHBIX
¢dakTopoB M (OpMHUPOBAHUEM TOJIepaHTHOCTU [2, 5].
CunTaercs, UTO TIOBPEXACHUE SMUTEIUATHLHOTO Oapb-
epa, 00ecreyrBaroIIero MOBBIIIEHHOE MTPOHUKHOBEHHE
WHTAKTHBIX TUIIEBBIX aJUIEpPreHOB, WTpaeT KITI0YEBYIO
poib B ayulepruyeckoil ceHcmOumnu3anuu. HemasHue
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Pucynox. ROC-KpuBas quarnoctuyeckoii aqdekrusHocTn onpenesenns I-FABP B ceiBopoTKe KpoBH (a), Moye (0) 1 Konpoduib-

Tpare (B).

Sp, specificity — cnenuduunocTs; Se, sensitivity — 4yBCTBUTEIBHOCTD.
Figer. ROC-curve of the diagnostic efficiency of I-FABP determination in blood serum (a), urine (0) and coprofiltrate (8).

Sp — specificity; Se — sensitivity.
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WCCIIeIOBaHUS TOKa3aiy, 4YTO 3SHTEPOLMTHI YeoBeKa
YUacTBYIOT B 3aXBaTe paCTBOPUMBIX aHTUTEHOB U CeJIeK-
TuBHOU aktuBanuu T-kierok CD8+ ¢ momaBmstoieit
dynkuueit [4]. [To cyTu, BbICKa3aHO TPEANOJIOXKEHUE,
YTO SHTEPOLIMTHI PETYIUPYIOT CKOPOCTh 1 BUJ, TTOTJIOIIE-
HUs aHTUTEHOB. B CBSI3M ¢ 3TUM TMOKa3aHO, YTO UMEHHO
KUIIIEUHBbI Oapbep MMeeT OoJibllioe 3HayeHue B (op-
MUPOBAaHUW TOJEPAHTHOCTU WJM Pa3BUTUU TIUIIECBOM
ajuileprum, a jJabopaTopHble TOKa3aTeau TOBPEXKICHUS
SHTEPOIIMTOB MOTYT CJIYXWUTb MEPBBIMU JTHATHOCTHYE-
CKMMHU MapKepaMM pa3BUTUSI WU OOOCTPEHUS aJlJIepTU-
YeCcKOro BOCHaJIEHUs, B TOM YMCJIe MPU OeTOK-UHIYIIM -
pOBaHHOI1 HTepomaTuu [6, 7].

benku, cBa3biBatonue xupHbie kuciaotel (FABP),
saBsioTes:  HeOonbmmu  (14—15 kJla) BomopacTBOpH-
MBIMM 1IUTO30JIbHBIMU OeJIKaMu, KOTOpble 00pas3yroTcsi
B 3pEJIbIX QHTEPOLIMTAX KUIIEUHUKA; X OCHOBHOMW (hDyHK-
LIMEl CUMTaeTCs MepeHOC XUPHBIX KUCIOT B 9HIOIIIa3Ma-
TUYECKUI PETUKYJIYM U3 alTMKaIbHON MEMOpPaHbI SHTEPO-
1IUTa; MUMEHHO TaM TIPOMCXOAUT OWOCHUHTE3 CJIOXHBIX
sunuaoB. [lokazaHo, yro 6a3oBbie ypoBHU FABP otpa-
KalT (PU3MOJIOTMUECKOE COCTOSTHUE SHTEPOLIMTOB, TOTAA
KakK TOBBIIIEHHbBIE YPOBHM YKa3bIBalOT Ha TMOBPEXICHNE
SMUTENINAJIBHBIX KJIETOK KuiedHuka [9—12]. KonueH-
tpauus [-FABP oueHb HU3Ka B HOpMe Y 3I0POBBIX CYOb-
€KTOB, HO 3HAYUTEJIbHO BO3pacTaeT B KpoBU 4vepe3 60
MMH T10CJIe TIOBPEXICHUSI SHTEPOLIMTOB KullieuHuka [10].
Coob11asioch 0 TOBBIIIEHHBIX YPOBHSIX ChIBOPOTOYHOTO
i MoueBoro [-FABP y maineHTOB ¢ KUIIEYHON uile-
MMEl, CHUHIPOMOM CHCTEMHOTO BOCTIAJIUMTEIBHOTO OTBETA
1 HEKPOTU3UPYIOIIUM 3HTepokosuToM [13, 14].

Hame nccnenoBanue mokasajo CTaTUCTUYECKU 3Ha-
yumMoe nosbilienue ypoBHs [-FABP Bo Bcex uzyyaembix
OMOJIOTUYECKMX KUIKOCTSIX Y JeTell ¢ Oel0K-UHAYLM-
pOBaHHOI 3HTEponaTueii: B KPOBU €ro KOHIIEHTpALIUs
OblIa MOBBILIEHA B 6,5 pa3a, B Moue B 4,2 pas3a, B KOIIPO-
¢unbrpare B 2 pasa. [loBbllieHre YpOBHSI TaHHOTO OMO-
MapKepa TeCHO KOppeanpoBajio ¢ MOpGhOJIOTUYECKUMU
U3MEHEHUSIMU CIU3UCTON OOOJIOUYKM TOHKOW KHILKH,
00HApy>XeHHBIMU HaMM TIPU THUCTOJOTMYECKOM MCCIIe-
IOBaHWM, a TakKke C KIMHUYECKUMU CHUMIITOMaMu
MopakeHUsl KeIyIOYHO-KHUIIEYHOTO TpaKTa, OlIEHEeH-
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HeiMu nipu ToMoinu 1mKagasl COMISS. Haubonee Tec-
Has CBA3b C MOP(OJOTMUECKUMHM W3MEHEHUSIMU CITU-
3UCTON 00OJOYKM KHWIIEYHWKA OblIa CBOMCTBEHHA
I-FABP cbIBOPOTKM, UTO TOATBEPXKIAET €r0 BBICOKYIO
MHOOPMAIIMOHHYIO LIEHHOCTh JJIT KOCBEHHOM OIIEHKU
cocrostHusl KuineyHoro Oapbepa. [-FABP Moun Takke
WMeJT TECHYIO KOPPENSIINIO C BBIPAXKEHHOCThIO MOPGhO-
JIOTMYECKUX TTOBPEXICHUI KuIlleyHnKa. [loydeHHbIe
pe3yabTaThl JOCTOBEPHO JIEMOHCTPUPYIOT, UYTO OIpe-
nenenne comepxanus [-FABP B Omomormueckmx skmm-
KOCTSIX MOXKET CITY’KUTb B Ka4eCTBe OOBEKTMBHBIX KPU-
TepueB TIPU OLIEHKE COCTOSTHUSI KHIIEYHOTro Oapbepa
W paHHEN IMarHOCTUKE aJUIeprMYecKOro BOCTAJICHUS
y ereil ¢ 0eoK-MHAYLIMPOBAHHOK 3HTEpornaTtueit. Jto
ObUTO TIOATBEepXIeHO Tipu TipoBeaeHuM ROC-ananmnza
u onpeneneHun AreaUnderCurve (rioiafab moa Kpu-
BoiMu, AUC). CornacHo oOIIenpu3HaHHBIM TTOAXO0IaM
MO OLIEHKe MoJiydeHHBbIX pe3yiabratoB ROC xoporemy
KayecTBY JAMArHOCTUYeCKoro tecta coorBeTcTBYyeT AUC
Ha ypoBHe 0,8—0,9, cooTBeTcTBeHHO noka3zarenu [-FABP
B ceiBopoTKe 0,869 1 B Moue 0,841 MOTYT OBITb UCIOJIb-
30BaHbI B KIIMHUYECKOM MTpaKTUKE.

3aknovyeHue

IMpoBeaeHHOE HAMU MCCIIeAOBaHNE BBISIBUJIO TTOBHI-
IIEHWE CBHIBOPOTOYHOTO, (heKaJTbHOTO M YPUHAIBHOTO
ypoBHst [-FABP y pereii ¢ 0enoK-MHIYLUPOBAHHOMI
SHTEpONaTUEell M YCTAHOBMJIO BBICOKYIO KIMHUYECKYIO
W IWAarHOCTUYECKYIO0 3HAYMMOCTD OTIPeeIEHUsT JaHHOTO
6uomMapKepa B CBHIBOPOTKE WM Moue. BbIcokasl 4yBCTBU-
TeabHOCTh (88%) 1 cietuduaHocTh (77%) onpeneaeHust
I-FABP B Mouye 0COOEHHO TepCIIeKTUBHA IS MCIIOJIb-
30BaHUs JaHHOTO OWoOMapKepa B TeIMATPUIECKOM
MpaKTUKE, YTO OOYCIOBJIEHO HEMHBAa3MBHOCTHIO U Oe3-
oracHoctbio Metona. OTCyTCTBHE MPOTUBOIIOKA3aHUIA
MO3BOJISIET UCIOJb30BaTh yKa3aHHbBII METOM KaK B OCT-
pBIif TIepuo 3a00JieBaHUsI, TaK U B TEPUOA PEMUCCHUU.
Merton mepcreKTUBEH IJIsT TIPOBEACHUS paHHEM TUarHo-
CTUKU TIMIIEBOM aJUIepTHu y JAeTeil, OLIEHKU COCTOSTHUU
KUIIIEYHOTO Oapbepa, a TakXkKe pa3BUTHUsS €r0 TOBPEXIe-
HUS y IeTel ¢ MAIIEBON ajlyiepruei Ha aTanax pacumpe-
HUS paliMoHa.
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Lenb ucciienoBanusi. AHAJIN3 €CTECTBEHHOTO TeYyeHHs CNMHAJILHOM MbleyHo# aTrpoduu 1-ro Tna y nereii ¢ 1e010ToM 3a001€BaHUs
110 6 Mec B pOCCHIICKOIi MOMY/ISIMY NALMEHTOB.

Marepuana U MeTObI MccienoBaHusA. B peTpocneKTHBHOE MHOTOIIEHTPOBOE MCCJIE0BAHME BOILIM JaHHbIe 54 /eTeii ¢ yCTAHOB-
JIEHHBIM JUATHO30M CIIMHAJIbHOIi MbIIIeYHOIi aTpohun 1-ro THIA, KOTOPbIE He MOJIYYATH TEPANUIO NPENnapaTaMu HyCHHEePCEeH, PHCIH-
iam, GpaHaniam, OHACEMHOreH a0enapBoBeK-KCaiioi WM APYTMMH AHTHCMBICJIOBBIMH OJIMTOHYKJICOTHIAMH/CeJIeKTHBHBIMH MO/IH -
c¢ukaropamu cruiaiicuira rea SMN2 WM reHOTepaneBTHYECKMMH Npenaparamu it Tpancaykuuu rena SMNI1. Ha ocHoBaHun
MeJINIMHCKUX JTOKYMEHTOB COOPaHA BCS JOCTYNHAS WH(GOPMALHMSA 0 COCTOSHUU 3I0POBbS JieTeil, He00XOAMMOCTH PeCIMPATOPHOI
MO/IEPKKH M JIETAJIBHOT0 UCX0/1A MJIM HAYAJIA INTEIbHOI UCKYCCTBEHHO! BEHTHIISIIAM JIETKHX.

Pe3ynbratel. Menana BpeMeHH OT POXKIEHHS /10 HACTYILIEH!S] KOMOMHUPOBAHHOTO COOBITHS (JIETAJBHBI HCXO/ WM HAYAJIO JITH-
TeJbHOI PeCUPATOPHOIl NMOIEPKKH), ONpesiesieHHas ¢ nomompio Metona Kannana—Meiiepa, cocraBuna 365 [269; 409] nneit
(12 mec). Y 22 u3 54 nereii OblIa U3BeCTHA gaTa cMepTu. MeauaHa Bo3pacTa, Npu KOTOPOM (DMKCHPOBAJICS JIETAIbHbIA UCXO],
coctasuia 301,5 [181; 375] nua (9,9 mec). ¥V 15 u3 54 nanuenTos ObL1a M3BECTHA 1aTA HAYAJIA JIJIMTE]ILHO PECIMPATOPHON MO -
JIePXKKH, MeaMaHa KoTtoporo coctasuaa 180 [91; 276] aueii (5,9 mec). Y 5 u3 54 nereit ObLIM H3BECTHBI M 1ATA HAYAJIA JJIMTEIbHOM
pecnupaTopHoii MOIEPKKH, M 1aTa JIETAJbHOTO UCXO/1A, TIPU 3TOM YCTAHOBJIEHO, YTO MeHAHA BPeMEHH OT HAYAJa JJIMTE]IbHOI
PecHHpaTOPHOii MONIEPKKH 10 HACTYILIEHHS JIETAJTLHOT0 HCX0a Y 9THX AeTeii coctasisier 361 [135; 619] nenn (11,87 mec).

I1o nannpiM ananu3a noarpynnbl u3 32 neteid, 111 KOTOPBIX ObLIA AOCTYNHA MHGOPMANKUSA 0 BPEMEHH HAYAJIA NPOAOKUTEbHOI
PeCHpPATOPHOIl MONIEPKKH W/WIH O aTe JETAILHOIO MCX0/1a, MeJHAHA BPeMEHH OT POXKIEHHUS 10 KOMOMHUPOBAHHOTO COOBITHS
cocraBuia 245,5 [173; 331] aueii (8,07 mec).

3akmouenne. B xone peTpoCneKTHBHOIO MCCJIEJOBAHMS MOJYYeHb! JaHHbIE O BPeMEHH HAYaJla MOCTOSIHHOI PecnupaToOpHOi Moj-
JIEPIKKH M BPEMEHH HACTYILIEHHs JIeTAJbHOTO MCX0A OT JAThl POXKIAEHHS B OTCYTCTBHE MATOreHETHYECKOTrO JieYyeHHs 3200 1eBaHus
y JeTeii co CIUHAJIbHOI MblleyHou aTtpodueii 1-ro Tuna. IoayyeHHble TaHHBIE B POCCHIICKO# MOMY/ISINHA 00JbHBIX JeTeil CONo-
CTABUMBI C OIYOJIMKOBAHHBIMH MEKIYHAPOIHBIMA AAHHBIMA. DTH CBEIEHHS] MOTYT OBITb MOJIE3HbI /ISl IONOJHUTEIbHON ONEHKH
COCTOSIHUS 310POBbSI MAMEHTOB, MOJYYABUINX MPENAapaThl, BIUSIONME HA ypoBeHb 0esika SMN B opranu3Me, a TaKKe KaK OnopHbie
JaHHbBIE MPU Pa3padoTKe HOBBIX MOIXOIO0B TePANUH.

Karoueeote caoea: demu, cnunanvras moiuieuras ampogusi 1-eo muna, 6oaesnv Beponuea—Ilogpgmanna, een SMN 1, een SMN2, ecme-
cmeeHHoe meuerue.

Ans umtuposanmns: Bnonaseu [.B., [aHvHa H.B., UnbuHa E.C., KokopuHa A.A., Ky3erkoBa J1.M., Canero E.fO., CmupHoB [.C., LLleBuoBa I0.A.,
CaynuHa A.B., lNetpos A.H., 3onkuH H.A., JinHbkosa IO.H., 3uHknHa-OpuxaH A. B. PeTpocnekTBHBbI aHaam3 eCTECTBEHHOIO TeHYEHUS CrINHaIbHOM
MbiLLIeYHOU atpoum 1-ro Tuna y Aeted. Poc BecTH nepuHaton v neamatp 2021; 66:(4): 64-73. DOI: 10.21508/1027-4065-2021-66-4-64-73
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Brodasey /. B. u coagm. PeTpocTieKTUBHBIIT aHATTM3 eCTECTBEHHOTO TeUSHHS CIIMHATBHOI MBIIIEYHOI atpodnu 1-ro TuMa y feTeit

Objective. To analyze the natural course of type 1 spinal muscular atrophy in children with the onset of the disease up to 6 months
in the Russian population.

Material and methods. The retrospective multicenter study included data of 54 children with an established diagnosis of type 1 spinal
muscular atrophy who did not receive therapy with nusinersen, risdiplam, branaplam, onasemogen abeparvovec-xioi, or other anti-
sense oligonucleotides / selective SMN2 splicing modifiers or gene therapy drugs for SMN1 gene transduction. Based on medical
records, the scientists have collected all available information on the health status of children, the need for respiratory support and
death or start of long-term mechanical ventilation.

Results. The median time from birth to the onset of the combined event (death or initiation of long-term respiratory support), deter-
mined using the Kaplan-Meier method, was 365 [269; 409] days (12 months). The date of death was known in 22 out of 54 chil-
dren. The median age of death was 301,5 [181; 375] days (9,9 months). The initiation date of long-term respiratory support was
known in 15 of 54 patients, the median was 180 [91; 276] days (5,9 months). Both the start date of long-term respiratory support
and the date of death were known in 5 of 54 children; while it was found that the median time from the initiation of long-term respira-
tory support to death in these children was 361 [135; 619] day (11,87 months).

In a subgroup of 32 children with available date of initiation of long-term respiratory support and / or the date of death, the median
time from birth to the combined event was 245,5 [173; 331] days (8,07 months).

Conclusion. In the course of a retrospective study, the authors obtained the information on the date of the onset of constant respi-
ratory support and the date of death from the date of birth in the absence of pathogenetic treatment in children with type 1 spinal
muscular atrophy. The data obtained in the Russian population are comparable with the published international data. This informa-
tion can be useful for additional assessment of the health status of patients who received drugs affecting the level of SMIN protein
in the body, as well as reference data for the development of new approaches to therapy.

Key words: children, type 1 spinal muscular atrophy, Werdnig- Hoffmann disease, SMN I gene, SMN2 gene, natural course.
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CHI/IHaIILHHe MbIIIIEUYHbIE aTpOPUU — TeHETUYECKU
reTeporeHHasi rpyrra 3a0oJieBaHUI, XapaKTepu-
3YIOIIAsiCsl TIPOTPECCUPYIOLIEH fereHepalueii U ruoesbio
JIBUTATEJIbHBIX HEHPOHOB T€PEIHUX POTOB CIIMHHOTO
MO3ra, a TakXe B psijie CIydyaeB siiep CTBOJIA TOJIOBHOTO
mo3ra [1, 2]. CnuHanbHast MbllliedHast aTpodusi ¢ 1e0o-
TOM B paHHEM BO3pacTe — OJHAa M3 BEAYIIUX MPUYUH
CMEpPTHOCTHU Yy JIeTell C HacJIeACTBEHHBbIMU OOJE3HSIMU.
PacrnipoctpaHeHHOCTh 3TOTro 3a00JIEeBaHUSI COCTaBIISIET
1 ciyyvaii Ha 10 ThIC. JKUBOPOKAEHUI, YaCTOTA HOCUTEb-
crBa myTauuu B reHe SMN 1 oueHuBaetcs kak 1:54 [3, 4].
CaMoii  pacrpoCcTpaHEeHHOI  MOJIEKYJISIpPHO-TEHEeTUYe-
ckoii (opmoit 3abosieBaHMSI, HA KOTOPYIO MPUXOAMUTCS
85—95% Bcex 3apeTMCTPUPOBAHHBIX CITy4aeB, SIBIISICTCS

5q-crvHagbHast MbIllIeyHast aTpodus, WIK TPOKCUMAITb-
Has CIMHaJbHas MblmegyHas atpodwus [1, 5]. Dro 3a60-
JieBaHUe OOYCITOBJIEHO Jesielineil u (MJIn) MyTaleii reHa
SMN1 (ot aHr. survival motor neuron — T€H GbIICUBAHUS
deueamenvroeo Heiipona) [1, 2, 5, 6]. Ten SMN1 pactniono-
JKeH B 00J1aCTH IJTMHHOTO TuIeYa XPOMOCOMEI 5, coaep-
XKameit Takke reH SMN2. SMNI1 n SMN2 pa3nnyarorcs
MATBI0 HYKJICOTUAAMU, OOWH M3 KOTOPBIX HAXOIWUTCS
B KoAupylolleit 00JacTi B 7-M 3K30HE. DTO U3MEHEHHUE
MOCJIEIOBATEIBHOCTA BJIUSIET Ha CIUIAWCHHT, TPUBOIS
K CHUDKEHUIO 9KCIIPECCUU TTOJTHOPA3MEPHOTO (DYHKIINO-
HajbHOTO Oenka reHoM SMN2 |3, 7]. ZKuBopoxkaeHHbBIE
JETU, y KOTOPBIX OTCYTCTBYET (DYHKIMOHAIBHBIM TeH
SMNI, umeror kKak MuHuMyM 1 koruto reHa SMN2 [1, 3].
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cKoil matosorun HaunoHaabHOro MEIMLMHCKOTO UCCIEN0BATEIBCKOTO 1LICH-
Tpa 310poBbs aeteit, ORCID ID: 0000-0002-9562-3774

119296 Mocksa, JIOMOHOCOBCKMIA TPOCTL., 1. 2, ¢Tp. |

Carnero Enena FOpbeBHa — Bpau-HeBpOJIOT, HAYAIbHUK OT/IE/a MalIMaTUBHOM

MeIULMHCKOI oMol OBIacTHOM IeTCKOU KIMHUYECKON OOJbHULIBI,
ORCID ID: 0000-0002-2831-8243

6620149 Exarepunoypr, yi. C. [lepsiouHoit, 1. 32

CwmupHoB [leHuc CepreeBud — Bpauy-HEBPOJIOT, 3aB. OTAEJEHUEM Helpodu-
3uoJioruu YessitonHCKoi 00JIaCTHOM JeTCKOM KIMHUYECKO OOIbHULIBI,
ORCID ID: 0000-0002-5173-9994

7454076 Yensiounck, yi. Bioxepa, 1. 42 A

LleBuoBa FOnust AHzpeeBHa — Bpau-HEBPOJIOTI AETCKON KIMHUKU CHOUp-
CKOTI'0 TOCyJapCTBEHHOTO MEIMLIMHCKOTO YHUBEPCUTETA,

ORCID ID: 0000-0003-3376-7411

8634050 TomcK, MOCKOBCKMIA TPaKT, JI. 2

CaynuHa AHHa BanepbeBHa — MEIMUMHCKUIA 3KCIEPT OTAENa KIMHUYECKOI
pa3paboTKu «AyTOMMMYHHBIE U opdaHHbIe 3a60eBanMs» 3A0 «BUOKAL»,
ORCID ID: 0000-0002-3385-2563

[TetpoB Anekceit HukomaeBuu — Beaymmii SAS-aHaTUTUK OTaesIa OMOCTaTH-
ctuku 3A0 «BUOKAJl», ORCID ID: 0000-0001-7083-3575

3onkuH Hukurta AsnekceeBUd — TIJI. OMOCTATMCTMK OTIeAa OMOCTATUCTUKU
3A0 «bBUOKAl», ORCID ID: 0000-0002-7938-710X

Jlunbkosa MOnus HukonaeBHa — K.M.H., TUp. JeMapTaMeHTa KIMHUYECKON
paspabotku 3A0 «<bBUOKAl», ORCID ID: 0000-0002-5463-1022
3uHkuHa-OpuxaH ApuHa BajepbeBHa — pyK. OT/1e/1a KIMHUYECKOM pa3paboT-
KU «AyToUMMYyHHbIE 1 opdaHHbIe 3a60neBanus» 3A0 «bBUOKAL»,

ORCID ID: 0000-0002-8499-2232

9198515 Cankr-IlerepOypr, noc. CtpesbHa, yi. Cssisu, 1. 34 A
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OPUIrNHAJIbHBIE C

b

YcraHoBneHa oOpaTHasi 3aBUCUMOCTb MEXIY TSKECTbIO
TeyeHUsI 3a00JIeBaHUS U KOJTMYECTBOM Koruii reHa SMN2
[3, 8]. IlokazaHO, 4TO MALIMEHTEHI C TSLKEJIOW (POpPMOIA CITH -
HaJIbHOI MbILIEYHOM aTpodun 1-ro Tina umeroT ot 1 10 2
konuit reHa SMN2, y neTeil co CMMHAIBbHON MbIILIEYHOM
arpodueii 2-ro tTuna reH SMN2 B OCHOBHOM MpeACTaB-
JIeH 2—3 KOMUsIMU, a OOJIBIIMHCTBO TMAllMEHTOB CO CITH-
HaJIbHOM MbIllIeYHO# aTpodueit 3-ro Tumna umeer ot 3—4
1o 5—6 xormii reHa SMN2 [1].

B Hacrosiiiee Bpemsi Hanbosee pacrpocTpaHeHHast
Ki1accuduKalusl CIUHAJIBHON MBIIIEYHON aTpodun
y JeTell BKJIHOYAeT 3 TUIMa B 3aBUCMMOCTU OT BO3pa-
cTa Ha MOMEHT ne0rora 3a00JieBaHUSI U CITIOCOOHOCTH
pebeHKa AOCTUTaTh OIpeAesIeHHBIX 3TAarioB MOTOPHOTO
passutusa [3, 7]. CnuHaibHas MbIlIeYHas aTtpodus
I-ro Tuna (MnameHveckast ¢opma, wim 6oie3Hb Bepa-
nura—loddmanna) — Hambosee TsKenass MU pacrpo-
CTpaHeHHas; 3TOT TUIT uMeeTcs y 6ojee 60% maueHTOoB
[1, 9]. 3aboneBaHue xapakTepusyeTcsl 1e0I0TOM B BO3pa-
cTe 1o 6 Mec, HAIMYMEM TaKWX CUMITOMOB, KaK BbIpa-
JKeHHasl MbIlIeYyHas c1aboCTh, MbIIIEUYHAsT TUTIOTOHUS,
HapylleHUe TJOTaHMs; (DOpMUPOBAHUE IBUTATETbHBIX
HaBBIKOB 3HAYUTEJbHO HaApYIIEHO TpU HOPMaJIbHOM
YPOBHE TICUXOpEUYEBOro pa3BuTHs. be3 mnpumMeHeHuUs
Tepanuy, HamnpaBJIeHHOW Ha M3MEHEHWEe YPOBHSI Oeika
SMN, netM co CHOMHAJIBHONW MBIIIEYHON aTpodueit
1-ro TUIa HUKOTAA HEe JOCTUTAIOT TaKOK BEXW MOTOPHOTO
pa3BUTHSI, KaK CHOCOOHOCTb CHUIETh 0€3 MOMICPKKH.
CMepTh WM TOTPEOHOCTh B MOCTOSSTHHOW MCKYCCTBEH-
Hoii BeHTwisiuuu Jerkux (MBJI) nactynaet 1o goctuxe-
HUS peOeHKOM IBYXJIETHEro Bo3pacra [1, 3, 7].

3a mocnienHee AecsATUIETAE B Teparuu 3a00JieBaHUS
OCYILIECTBJICH TPOPHIB, TaK KaK BIEpBbIe ObLIN pa3pado-
TaHBI TIperapaThbl, CIIOCOOHBIE TTOBBIIIATH YPOBEHDb OeIKa
SMN B opranuzme uenoBeka. [lepBbIM 0100peHHBIM
npernapaToM Ha Tepputopuu Poccuiickoit Denepanun
cran HycuHepceH (2019r1), ocennio 2020T. B Poccum
0/100peH K TIPUMEHEHUIO CEJIKTUBHBII MOaupUKaTOp
cruialicuara reHa SMN2 pucoumiam, B pse cTpaH pas-
pellieHrWe Ha MpPUMEHEHME TIoJydyusa TeHHas Teparus
st TpaHeayKumu reHa SMN1. DddekTuBHOCTD Tiepe-
YUCJIEHHBIX BUJOB JIEYEHUSI M CITIOCOOHOCTH OKa3blBaTh
3HAYMMOE BJIMSTHUE Ha TeueHue 3a00JieBaHUs TOKa3aHbI
B paMKax KJIMHUYECKUX ncciiemoBanuii [10].

CrtpemuTesbHbIE M3MEHEHUS B TIOAXOME K Bele-
HUIO TIAIIMEHTOB TOAYEPKHYJIU HEOOXOAMMOCTh cOOpa
W CUCTEMAaTU3allMM JAHHBIX O €CTECTBEHHOM TEYEHUU
CMUHAJIBHOW MBIIIEYHOI aTpoduun 1-ro TUIa B poccuii-
CKOW MOmyJsIliMKA NauueHToB. B mepByto ouepens npen-
CTaBJISIETCSI BaXKHBIM OMpeeIeHUEe TaKOro IoKas3aTesis,
Kak BpeMsl 10 HACTYTUICHHUS JIETAJIbHOTO MCXO/a OT JaThl
POXIIeHUSI, a TaKXKe CITOCOOHOCTb K JOCTUKEHUIO OTpe-
NIeJIEHHBIX MOTOPHBIX BeX pa3BuTus. OrnpeneneHne 3TUX
rmokasaTtesiell B paMKaX PeTPOCIEKTUBHOIO MCCJeloBa-
HUs B TIOMYJISIUMU POCCUHCKMUX TallMeHTOB MO3BOJUT
BBITIOJIHSITh  IOTIOJTHUTENIBHYIO OIIEHKY MCITOJIb3yeMOi
Teparnuy B KJIMHUYECKOHN TpaKTHUKe, MOJIydeHHbIE JaH-

HbIe MOTYT OBITH TIOJIE3HBI TIPU TIOCTPOEHUU (apMaKo-
SKOHOMMYECKUX Mmoneieil. KpoMme Toro, wmH(opMamus
O ©CTeCTBEHHOM TeYeHMHN 3a0ojieBaHUSI MOXET ObITh
WUCIIOJIb30BaHAa MpPU pa3pabOTKe TUlaHa KIMHUYECKUX
WCCIIEIOBAaHUIA  HOBBIX JIEKAPCTBEHHBIX —TperapaToB
IIJIST TepaTriiv CITMHAJIbHOM MBIIIIEYHOM aTpoduu.

Takum 00pa3oM, 1eJbI0 PETPOCTIEKTUBHOTO MHOTO-
LIEHTPOBOTO MCCIIeIOBaHUSI OBIT aHAJIM3 €CTECTBEHHOTO
TeYeHUs CITMHAJIBHON MBIIIEYHON aTpoduu 1-ro Tmma
y eTeli ¢ 1e6oToM 3a00J1eBaHus 10 6 MecC.

MaTepuan n metoabl ucCcnenoBaHUs

PerpocriekTuBHBII COOp TAHHBIX O €CTECTBEHHOM Tede-
HUU CMIUHAJIBHON MBIIIEYHOI aTpoduu 1-To TMMa y aetei
TMPOBOAWIIU B 8 JIeueOHO-TIPO(PMITAKTUUECKUX YIPEXKICHUSIX
(JITTY) Ha tepputopuu Poccuiickoit ®denepartivm. Ha ocHo-
BaHUM MEIULIMHCKON TOKYMEHTAllMM JaHHbIE MallueHTOB
BHOCWJIM B 3JIEKTPOHHYIO WHAWBUIYAJIbHYIO PErucTparu-
OHHYIO KapTy. B COOTBETCTBMU ¢ YMCIIOM 3amuceit B Meau-
nuHcKoi nokymeHTanuu JIITY B perucrpaiimoHHoOl KapTe
3aTOJTHSTA BUSUTHI COTJIACHO XPOHOJIOTMYECKOMY TIOPSIIKY,
B KOTOPOM TAIIMEHT MOcelial Jievalero Bpava. st Kax-
JIOTO TalMeHTa ObLIa TIPeayCMOTpeHa BO3MOXHOCTh BHE-
CeHMSI JII0OOTO YrcIa MPOBEACHHbBIX paHee BU3UTOB B AJI€K-
TPOHHYIO MHAMBUIYATbHYIO PETUCTPALIMOHHYIO KapTy.

PeructpupoBanu Bce NOCTyMHBIC JaHHbIE aHaMHe3a
JKW3HU, aHaMHE3a OCHOBHOTO 3a00JieBaHusI, TH(pOpMaIio
0 COCTOSTHUY 3I0POBbSI MAIIMEHTA Ha KaXKIOM BU3UTE, B TOM
yucae aeMorpacuyeckre M aHTPOIOMETpUYECKHe TToKa-
3aTesd, JaHHbIE O MOTOPHOM pa3BuTHsI pebeHKa. Kpome
TOr0, COOMpPAJIM BCIO OCTYITHYIO MH(MOPMAIIMIO O BpeMEHU
Hayajia WCITOJIb30BaHUSI HEWHBA3WBHOW Y WHBAa3WBHOM
WBJI u ee nmMTeTbHOCTH, TIPUMEHSIEMOI Tepariy, orepa-
TUBHBIX BMEIIATEIbCTBAX, TOCTTATAIM3AIUSIX, YTPOXKAFOIINX
JKA3HU COCTOSIHUSIX U JIETAJIBHBIX KcXoaax. Beuto orieHeHO
BpeMsI 10 Havajia JUIMTEIbHOW PeCTTMpaTOpHON TTOIePXKKU
(8 Tom uncie MBJI yepes TpaxeocTomMy Wi HEMHBA3UBHOM
pecrpaTopHoii oaaepXKu 16 4 11 6ojiee B CyTKU He MeHee
2 Hem) W BpeMsl JI0 HACTYIUIEHUSI JIETAJIbHOTO HCXOMa
otaenbHo. KpoMe Toro, paccumTtaHo BpeMsl 10 HaCTyTLIe-
HUSI KOMOMHUPOBAHHON TOYKU B BUJIE JIETAIbHOTO MCXO/a
WM Havajla JJTUTEJIbHOM pecrpaToOpHOl TIOMIEPKKU,
TaKk KaK TOTPeOHOCTh B TMPOAOIKUTETbHON MCKYCCTBEH-
HOWM BEHTWJISILIMM OTpaXkaeT TSIKECTb COCTOSIHUSI Mallu-
enra. [lomxon ¢ wucnoab3oBaHMEM KOMOWHMPOBAHHOM
TOYKM CUMTAETCS CTAHIAPTHBIM JUISl UCCIENOBAHUI ecTe-
CTBEHHOTO TE€YEeHUS 3a00JIeBaHUS Y JIETei CO CITMHAIIBHOM
MBIIIEYHOM aTtpodueit 1-ro ThMma, a Takxke Ul KIMHUYe-
CKUX MCCTIeIOBaHM TIpertapaTosB [7, 11].

B uccnenoBaHue BKIIOYAIN AETE MYXXCKOTO M JKEH-
CKOTO T10Jla, KOTOpPbIE€ COOTBETCTBOBAJIM CJICTYIOIIUM
KpUTEpUSIM: TIOATBEPXKIEHHBI AMarHo3 CHUHAJIbHOM
MbIllIeYHO aTpoduu 1-ro Tuma, aAe0HT KIMHUYECKUX
CHMTITOMOB B BO3pacTe 0 6 MeC BKITIOYUTEIBHO U OTCYT-
CTBUE CTIOCOOHOCTM CaMOCTOSITEJIbHO CHUIETh 0e3 TOf-
NIep>KKHW B TeUeHUE XXKU3HU. B nccienoBanue He BKIOYaIu
JeTeil, KOTOPBIM MPOBOIMJIACH Teparusl Iperapatamu
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Brodasey /. B. u coagm. PeTpocTieKTUBHBIIT aHATTM3 eCTECTBEHHOTO TeUSHHS CIIMHATBHOI MBIIIEYHOI atpodnu 1-ro TuMa y feTeit

HYCHMHEPCEeH, pPUCIMIUIaM, OpaHarjiaM, OHaceMHOTeH
abenapBoBeK-KCalloll WM IPYTUMU aHTUCMBICIOBBIMU
OJINTOHYKJIEOTUAAMU/CEIEKTUBHBIMA MOIU(PUKATOpaAMU
crutaiicudra reHa SMN2 wnu TeHoTepaneBTUYEeCKUMU
npenapatamu s TpaHcaykiuu reHa SMNI. Kpowme
TOTO0, HE BKITIOYAJIA TTALIMEHTOB, MHMOPMALIHMS O KOTOPIX
OblJ1a OrpaHUYeHa JAHHBIMU O IaTe POXKICHUS, TMarHO3e
CMTMHATBHOM MBIIIEYHON aTpodun 1-TO THUITA U aHTPOIIO-
METPUYECKMX TTOKa3aTelNsIX, T.€. BKITIIOYEHUIO He TTOJIe-
SKaJIW TMAUEeHThI, Y KOTOPBIX UMEIOIAasiCsT MeTUITMHCKAsT
nHOOpMALIMS He comepKajia CBEICHUI O COCTOSTHUU UX
3I0POBbSI 1 TCYEHUW OCHOBHOTO 3a00JICBAaHMSI.
Craructnyeckmii anam3. VccienoBanue ObIIIO peTpo-
CITeKTUBHBIM, MHGOPMAIIMS coOMpaiach UCKIIOUUTETHHO
Ha OCHOBAaHWM JaHHBIX MEIUIIMHCKOM ITOKYMEHTALIUH,
KOJIMUECTBO BHECEHHBIX TAHHBIX M BU3UTOB y IMAIIMEHTOB
Pa3IMYAIoCh, B CBSI3U C YeM MCITOJIb30BATN BCIO TIOCTYITHYIO
nHbopMamio. JlaHHbIE TTAIMEHTOB OIMUCHIBAIN C MCITOJb-
30BaHNEM aOCOJTIOTHOTO ¥ OTHOCUTETLHOTO YHCIa HabJTIO-
JIEHUI, TTapaMeTPOB OINMMCATETbHON CTaTUCTUKK (CpelHee,
CTaHIAPTHOE OTKJIOHEHWE, MeAWaHa, WHTePKBAPTUILHBIN
pa3max). Cratuctnyeckuii aHaim3 mpoBoauiv B SAS 9.4.
Jlnst ommcaHusT HENPEPBIBHBIX TIEPEMEHHBIX OBUIM pac-
CUMTaHBbI CpeaHee, CTaHIAPTHOE OTKIOHEHWe, MearaHa,
MHTEPKBAPTUIILHBIN pa3Max, ISl KaTerOpUATbHBIX — YUCIIO
u nons HabmoneHuit. OLIeHKY BpeMeHU OT JaThl pOXKICHUS
IO JaThl HACTYIUICHUS JIETAJTbHOTO MCXOAA WJIM JO JaThl
Havyana JuidtenbHoi uHBa3uBHOU W BJI/HenHBa3uBHO
pecMpaTopHOI MOAAEp:KKU 16 U 1 6osiee B CYTKU HE MeHee

2 Hesl, a TaKKe BPEMEHU 0 KOMOWHMPOBAHHOW TOYKH,
OOBEIVHSIONIEH 9TH COOBITHS, BHITTOJHSIIN B THSX C TIOMO-
mpto Metona Karmmana—Meiiepa. JlaHHbIe CyOBEKTOB,
Y KOTOPBIX M3y4aeMoe COOBITHE He HACTYITUJIO, MIOIBEPraIn
MPaBOCTOPOHHEMY IIEH3YpHUPOBAHUIO TIOCTIEAHEN IaTol,
JOCTYITHOW B 3JIEKTPOHHOI MHAWBUIYATLHON perUCTpaliy-
OHHOI1 KapTe.

Pesynbratbl

CO0p peTpPOCTIEKTUBHBIX JTAHHBIX BBITTOJHSUIA C WIOJIS
no okTsaopsr 2020T. B wucciiemoBaHMe BOULIM JaHHBIC
54 nereit ¢ maroii poxaenuss ot 2008 mo 2020 . CoracHo
KPUTEPUSIM BKITIOYEHUST B MEAUIIMHCKOW TOKYMEHTAIIUN
y Bcex JieTeil ObIT yKa3aH JUarHo3 CITUHAJbHON MbIIIeY-
Holi atpoduu 1-ro Tuna, y 6 (11,11%) naimeHTOB TUarHo3
ObIT TMOCTaBJIeH Ha OCHOBAaHWM KIIMHUKO-aHAMHECTHYE-
CKUX JaHHBIX, WH(POpMALS O pe3yIbTaTe FeHeTUYeCKOTO
TeCTUpOBaHUs OblIa HocTyrHa y 48 (88,89%) mamueHTOB,
KonmuecTBo Komwuit reHa SMN2 6bu1o onpeneneHo y 13
(27,78%) matmenToB: y 10 (18,52%) Obuto 2 KOTMY TeHa
SMN2, y 3 (5,56%) — 3 xonuu. B uccrenoBaHum ObUTH
ucronb30BaHb! naHHble 30 (55,6%) nereit Myxxckoro u 24
(44,4%) xenckoro mona. Kpome Toro, mpoaHaIu3npo-
BaHBI UMEIOIITNECS TaHHbIE O BO3pacTe, XapaKTepe MUTa-
HUS U TOTPeOHOCT B BEHTWJISILIMM JIETKUX HAa MOMEHT
niepBoro ocmotpa B JITTY", tie BeITOIHAICS cOOp PETpo-
CMEKTUBHBIX TaHHBIX (Ta0. 1).

* TlepBblif OCMOTP B KOHKPETHOM LIEHTpE, paHee peGeHOK MOT Ha-
6101aThCA B IPYTUX MEAULIMHCKUX YIPEXKIECHUSX.

Tabauya 1. AHaMHecTHYECKHE M TIPOYKE JAHHbIE MAIMEHTOB, BKIIOYEHHBIX B PETPOCTEKTHBHBIH aHAIN3
Table 1. Anamnestic and other data of patients included in the retrospective analysis

ITapamerp

Pesynsrar (n=54)

[Ton
Myxckoit
KeHckuit

He6ror CMA 10 6 Mec
Bospact Ha MoMeHT niepBoro ocMmotpa B JIITY, nHu

XapaKTep IIUTaHWA Ha MOMEHT II€PBOTO0 OCMOTpa
CaMOCTOATEIBbHOC

Yepe3 30H1

Yepe3 raCTpocToMmy

YaCTUYHO CaMOCTOATEIbHO, YACTUYHO 30HQ

HET JaHHBIX

HOTpC6HOCTI) B BECHTUJIALIMU JIETKUX HA MOMEHT IIEPBOIo OCMOTpa

CaMoCTOSITeIbHOE TbIXaHUe
MBJI yepes TpaxeocTomy

WBJI menee 16 4 B cyTKH

CaMocTosiTeIbHO + HeMHBa3uBHas1 BeHTWIsinus Jerkux (BiPAP u np.)

n (%) 30 (55,6)

n (%) 24 (44,4)

n (%) 54 (100)

M+SD 227,14204,32
Me [Q1; Q3] 186 [71; 310]

n (%) 39(72,2)

n (%) 11 (20,4)

n (%) 2(3,7)

n (%) 1(1,9)

n (%) 1(1,9)

n (%) 42(77,8)

n (%) 7 (13,0)

n (%) 4(7,4)

n (%) 1(1,9)

IIpumeuanue/ M — cpentee 3HaueHue; SD — ctanmapTHOe oTKIIoHeHue; Me — MenuaHna: [Q1; Q3] — mepBsiii u Tpetuit KBapTuin. CMA — crin-
HaJibHast MbliieyHas atpodust; JITTY — neuyebHo-nipodunakTuyeckoe yupexnaeHue; MBJI — nckyccTBeHHas BEHTUIISILIMS JIETKUX.
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Y Bcex geTeil TepBble CUMITOMBI CITMHAJTBHOMN
MBIIIEYHOM aTpouM MOSBUIUCH 10 6 MeC OT JaThl
poxneHus, neOIoT 3a00JIeBaHMs ObLIT TIpeaCcTaBIeH KOM-
IJIEKCOM CUMIITOMOB, CpeAu KOTOPBIX, KaK TIPaBUIIO,
onpenessics Benyuuii. B 60abIIMHCTBE cilyyaeB JOMU-
HUPOBAJl CUMIITOM MBIIIIEYHOM CTab0CTH: OH PETUCTPU-
poBanca y 53 (98,15%) nereii. OTMeHaIMCh TAaKXKe OTCTa-
BaHUE MOTOPHOTO pa3BUTUS U (DEHOMEH «0O0PaTHOTO
pazButust» — y 49 (90,75%) u 11 (20,37%) neteit coot-
BETCTBEHHO.

MenunaHa Bo3pacTa JeTeil Ha MOMEHT MepPBOTO OCMO-
tpa BJITTY™ cocrasumma 186 [71; 310] aueit (6,11 mecsia).
Y 4 (7,41%) nerteit B MEAMIMHCKOW TOKYMEHTAILIUM
He OBIJIO CBEACHUIT O Pa3BUTUU MOTOPHBIX HABBIKOB, Y 46
(85,19%) MoTOpHBIE HABBIKU, COOTBETCTBYIOIINE BO3pa-
CTY, OTCYTCTBOBaN. JlaHHBIE 00 OlIEHKE MOTOPHOTO pa3-
BUTHSI HAa MOMEHT ItepBoro ocmotpa B JIITY mpencras-
JIEHBI B Ta01. 2.

N34 (7,41%) neteity 1 (1,85%) pebeHKa ¢ TMarHO30M
CMUHAJIBHOW MbIIeYHON aTpoduu 1-ro tumna (3 konuu
reHa SMN2) Ha 10-M Mecsue XKM3HU OTMEUalach CIO-
COOHOCTh TIOMHUMATh W YIAEPKUBATh TOJIOBY B TeUCHUE
5—7 ¢ nexa Ha XUBOTe, peOEHOK MOT TaKXe CaMOCTOSI-
TeJBHO TIEPEeBOPAYMBATLCSI CO CITUHBI Ha OOK, C JKMBOTa
Ha 60kK. [Tpu atom 2 (3,70%) nmeteit (y omHOTO pebeHKa
orpezeneHo 2 Konuu reHa SMN2, y BTOporo KoJnuecTBO
KOTIMIA TeHa He OmpeesieHO) B Bo3pacTe 6—7 Mec ObLIH
CITOCOOHBI MMOAHUMATh U YIAEPKUBATh TOJIOBY B TeUCHUE
5—7 ¢ nexa Ha xuBote, y 1 (1,85%) pebeHka (Koaude-
cTBO Kommii reHa SMNZ2 He ormpeneieHO) B BO3pacTe
10 Mec oTMevanach CIOCOOHOCTh OCYIIECTBIIATH Tepe-
BOPOT CO CTIMHBI Ha OOK. COTJIACHO OIIEHKE MOTOPHOTO
pa3BUTHUS B IMHAMUKE HU Yy OMHOTO M3 JIeTe, Y KOTOPBIX
MMeNTMCh BHECEHHBIE TaHHBIe, He OBLIO TIporpecca B pas-
BUTHU MOTOPHBIX HABBIKOB.

OTHOCUTENIBHO  BUAA  TOJIy4aeMOTO  JICUCHWUS
Ha MOMEHT TepBOr0 BM3UTa, OTPAKEHHOTO B MEIULIMH-
CKOMl MOKYMEHTAllUM, OTCYTCTBHE Tepanuu ObIIO yKa-
3aH0 y 33 (61,11%) nerteii, cuMnToMaTHYeCKast Tepartust

**  [lepBBIif OCMOTP B KOHKPETHOM IIEHTpE, paHee peOEHOK MOT
HaOII0NAThCS B APYTUX METULIMHCKUX YUPEXKACHUSIX.

OPUINMHAJIbBHbBIE CTATbU

npumenstiach y 11 (20,37%), maccax/JIDK ykazaHbl y 8
(14,81%) marueHTOB, BaTBIIPOCBYIO KUCIOTY TIOTYJaTH 2
(3,70%). Ha nipoTskeHUM BCETO MEAMILIMHCKOTO HAOJII0-
JIEHUsI, JOCTYITHOTO TIO JAHHBIM MEIMIIMHCKON HOKY-
MEHTallM1, HU Y OJHOTO U3 54 nmeTeii He MCMoJIb30Balach
Teparnus, CriocoOHasi BIUSTh Ha ypoBeHb O0esika SMN.

B cBI3M C peTpOCHEKTUBHBIM XapaKTepOM aHau-
3UPYEeMBIX JAHHBIX y psda TAlUEeHTOB OTCYTCTBOBala
nHpOpMaIMs O BO3pacTe Ha MOMEHT Hayvajia pecriipa-
TOPHOU TOMIEPKKU W €€ IJIUTETbHOCTU, B psilie CIIy-
YaeB MEIWIIMHCKUE 3alMCH colepKaiu WHGMOPMAITUIO,
TTOJTYICHHYIO TOJIBKO Ha OTHOM OCMOTpE JIeYaIllero Bpava,
6e3 yrouHeHus KataMHe3a. MiHdopMmarst o gaTe HacTyTuIe-
HMSI JIETAJTbHOTO MCXO/a U JaTe Havaja JUTUTeTbHOM pecri-
paToOpHOIl TOMIEepXKKe IO OTICTBHOCTH ObLla JTOCTYITHA
MeHee yeM y 50% BKITIOUEHHBIX B WCCIIENOBAaHUE JETEH.
B ¢Bs13u ¢ 9TUM MeIMaHa BpeMEHM ISl 3TUX COOBITHIA ObLTa
OlICHEHa TOJIbKO B TOATPYNIAX MAMeHTOB C HaIMIreM
YKa3aHHBIX COOBITHIA. Tak, JaHHBIE O HACTYIIICHUH JIETATb-
HOTO Mcxofa ObUTM AOCTYIHEI y 22 (40,74%) w3 54 netei.
MenuaHa Bo3pacTa 3THX JeTeii Ha MOMEHT CMEPTH COCTa-
Buia 301,5 [181; 3751 aust (9,91 mec™ " puc. 1).

Wudopmaiisi o  HEOOXOAMMOCTU  JUTUTEJbHOM
pecriupatopHoii moanepxku (uHBasuHast M BJI/HeoO-
XOIMMOCTh HEMHBA3UBHOW PECTUPATOPHON MOMIEPKKU
16 1 Goyee 4acoB B CYTKM He MeHee 2 Helleib) ObLTa
noctyrnHa y 15 (27,78%) u3 54 neteit. MenuaHa Bo3pacTa
Ha MOMEHT HayvaJla JUTUTeJIbHOW PecrMpaTopHON TMOI-
nepxxku coctaBuia 180 [91; 276] nueit (5,9 mec; puc. 2).

Jnst 5 mauuMeHTOB OBUTM M3BECTHBHI KaK JaTa Hadala
JUTUTEJTbHOW pPEeCITMpaTOpPHON TOMIepKKU, TaK M JaTa
TTOCJIEYIONIETO JIeTAIbHOTO wcxoma. it meteit aToi
TPYNIbl ObUIO YCTAHOBJEHO, 4YTO MeAWaHa BpeMEHU
OT Hayaja [JIATEJIbHOU peCrMpaTOpHON TIOIAEPKKHA
N0 HACTYIUIEHUSI JIeTaJbHOTO HcXoma cocTaBiseT 361
[135; 619] nenn (11,87 mec).

BpeMst ¢ MOMeHTa pOXKIEHUST 10 HACTYTUICHUST KOMOU-
HUPOBAHHOTO COOBITUST (JIETAJILHOTO MCXOMa WIM Hauyaia

- 31ech M Janee B KBaJpaTHBIX CKOOKAX yKa3aHbl 3HAUEHUS Tep-
Boro (Q1) u tpetbero (Q3) KBapTUIICi.

*E 3nech v ganee pu KouBepraunu 1 mecstiy = 30,417 qHs.

Tabauya 2. OneHka 1o mKajie MOTOPHOTO PA3BUTHS HA MOMEHT mepBoro ocMotpa aereii B JIITY
Table. 2. Assessment on a scale of motor development when children are first examined in a medical facility

IToka3areib n,Z([;) ) nH(;) He’l::ﬁ;:;l bIX
TTon3aHue Ha yeTBepeHbKAX 0 50 (92,59) 4(7,41)
Ormnopa Ha HOTY TIPU BepTUKATU3ALUNA 0 50 (92,59) 4(7,41)
[MepeBopaunBaeTcst ¢ XKMUBOTa Ha GOK 1(1,85) 49 (90,74) 4 (7,41)
IlepeBopaunBaeTcs ¢ XKMBOTA HA CIIUHY 0 50 (92,59) 4(7,41)
TlepeBopaunBaeTcst co CMHbBI HA OOK 2 (3,70) 48 (88,89) 4(7,41)
IlepeBopaunBaeTcs co CIIMHbBI HA XKUBOT 0 50 (92,59) 4(7,41)
TlonHuMaeT u yaepkKuBaeT rojioBy S—7 ¢ B MOJOKEHUU Ha KUBOTE 3(5,56) 47 (87,04) 4(7,41)
Cunut 6e3 moaIepKKU 0 50 (92,59) 4 (7,41)
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CobriTie — BPEMA OT JATHl POKACHIA 1O HACTYTUICHIS JIETAIBHOTO MCXO0Aa

Puc. 1. Bpems 10 HACTYIIEHHS JIeTAILHOTO MCXO0/IA Y IeTell CO CIIMHAJIbHOI MbIIIEeYHOii aTpodueii 1-ro Tuna npu ecre-

CTBEHHOM TedeHnH 3a00jeBanus (22 pedeHKa).

Fig. 1. Time to death in children with spinal muscular atrophy type 1 in the natural course of the disease (22 children).

JUTUTEJIHOM  PeCIMpaTOpHON TMOANEPKKU) ObUIO pac-
cuMTaHo y Bcex 54 aereil. B oTcyrcTBHe HaHHBIX O COObI-
TAW MBI TPOBOIMJIM LIEH3YPUPOBAHKME TIOCIEIHEN IaToit
HaOMIONIEHYsI, JTOCTYITHOM B 3JIEKTPOHHON WHIAWBUAYaJTb-
HOW perncTpalMmoHHOl Kaprte. MenuaHa BpeMEHM COCTa-
Bua 365 [269; 409] nueit (12 mec; puc. 3). ITo Pesynb-
TaTaM aHajM3a BbDKMBAEMOCTM C  KCITOJIb30BAaHUEM
metona Karutana—Meliepa y 54 mauyeHTOB YCTaHOBJIEHO,
YTO BEPOSITHOCTh OTCYTCTBUSI COOBITHSI B BWIE JICTATb-
HOTO WCXOAa WJIM Hayaja JUTUTEJTbHOW pPecrMpaToOpHOI
MoanepkKu B Bo3pacte 91 aHs XKu3HU (TTPUOTIUZUTETHHO
2,99 mec) coctaBuia 90,5%, B Bozpacte 184 mHs (iprMepHO
6,05 mec) — 72,2%, B Bo3pacte 365 mnHeii (12 mec) — 47,8%,
B Bo3pacte 409 nHeit (mpumepHo 13,45 mec) — 34,5%, B BO3-
pacte 656 aHeit (mpumepHo 21,57 mec) — 27,6%, B Bo3pa-
cte 834 mHa (mmpumepHo 27,41 mec) — 24,1%, B Bo3pacTe
1601 mHeit (mpumepHo 52,6 mec) — 19,3% (tabm. 3).

[Tpu ananuse nmoxarpynmsl U3 32 neTeit, 1151 KOTOPbIX
Oblj1a JOCTYITHA WHGMOPMAIUs O TTIOTPEOHOCTH B BEHTH-
JISIUWM JIETKUX, BpeMEHU Havayia U MPOAOKUTETbHOCTH
pecrupaTopHOil TTOAAEPKKU W/UIN O AaTe JEeTaabHOTO
HhCXoAa, MelAraHa BPEeMEHM OT POXKAECHUST IO HaCTyI-
JIeHUsI KOMOMHMPOBAHHOTO COOBITUSI cocTaBwia 245,5
[173; 331] aus (8,07 mec; puc.4). [To noctukeHun 3 mec
cobbiTust He gocturnu 84,4% nereit, 6 mec — 56,3%,

12—18 mec — 25,0%, 2 netr — 6,3%. K Bo3pacty 2 roma
3 Mec cOOBITUE HACTYMUJIO Y BCex aeTeit (Tad. 4).

OO0cyxaeHue

ITo pesynbrataM peTPOCIIEKTUBHOTO MCCJIEIOBAHUS
€CTECTBEHHOTO T€YeHUsT CIIMHAIBLHONW MBILIIEYHON aTpo-
¢um 1-ro TMMa YCTaHOBJIEHO, YTO MeIMaHa BpPEeMEHU
OT pOXICHUS 10 HACTYIUIEHUSI KOMOWHUPOBAHHOTO
COOBITHS (JIETATLHOTO WMCXOAa WJIM Havaja JUIUTeNTb-
HOI pecrMpaTOpHOI MOJIEPXKKH) cocTaBisieT 365 [269;
409] nueit (12 mec). Y 22 u3 54 nereil Oblia U3BeCTHA
JaTa CMEpPTH, MeIruaHa Bo3pacTa Ha MOMEHT JIETaTbHOTO
ucxona cocrapuia 301,5 [181; 375] aus (9,9 mec). ¥V 15
u3 54 malueHTOoB OblLla U3BECTHA JaTa Havajia JIUTeb-
HOW pecnupaTOpHON MOMIEPXKKHU, MeIuaHa BO3pacTa
coctasuia 180 [91; 276] nueit (5,9 mec). Y 5 u3 54 nereit
OB M3BECTHBI U JaTa HavyaJia IJTUTeIbHOM pecrupaTop-
HOM MOIIEPXKM, M JaTa JIETaAJbHOTO MCXO/Aa; MeauaHa
BpEMEHM OT HayvaJla JJIUTETbHON pecrMpaTopHO Mo~
JIEPXKW 10 HACTYIUIEHUs JIeTAIBbHOTO MCXOda y HUX
coctasuia 361 [135; 619] nenb (11,87 mec).

B noarpynme 32 nereii, 1uisi KOTOPBIX ObLIa JOCTYITHA
WHDOPMALIUS O TIOTPEOHOCTU B BEHTUJISILIMM JIETKUX, Bpe-
MEHM Havajla W TIPOIOJIKUTETLHOCTA PEeCTMPaTOPHOI
TMOAIEPKKHA U 'Y KOTOPBIX OBUTH 3a(hUKCUPOBAHBI COOBITHUS
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Puc. 2. Bpems 10 Hayaa JJIMTEIbHOI PeCIIMPATOPHOI MOIIEPKKH Y JIeTeil CO CMHAbHOW MBIIIEYHO# aTpodueit
1-ro TMNa NpH ecTeCTBEHHOM TeueHHH 3a0oeBanus (15 nereii).

Fig. 2. Time before the start of long-term respiratory support in children with spinal muscular atrophy type 1
in the natural course of the disease (15 children).

KOMOWHUPOBAHHOW TOYKHU, MeIaHa BPEMEHU OT POXKIIE-
HMS 10 HACTYIIJICHUST COOBITHS B BUJIE JIETAILHOTO MCXOIa
WM Hayaja JUIMTETbHOUW PeCITMpaTOPHOIN TOIAePKKU
coctaBuna 245,5 [173; 331] nus (mpumepHo 8,05 mec).
Paznuunie B Moay4eHHBIX 3HAYEHUSIX MeAUaHBI Bpe-
MEHHU OT POXICHUS OO0 HACTYIUIEHUS] KOMOWHWPOBAH-

HOTO COOBITHS Y BCeX 54 MaLlMEHTOB B CPABHEHUU C IO -
rpynmoi u3 32 aeteid, 1UIst KOTOPBIX ObLTA M3BECTHHI JaTa
Havana pmutenbHoit MBJI unu maTta meranbHOro Mcxona,
BEPOSITHO, CBSI3aHO C TEM, YTO B OOIIEH BBIOOPKE AeTei
MPUCYTCTBOBAJIM TALIMEHThI, JIJIsI KOTOPBIX Obljla HEU3-
BECTHA Jara Havaja MJIUTEJIbHOM BEHTWISLIMU JIETKUX.

Tabauya 3. Pesyabrarel anamm3a Kannana—Meiiepa 111 KOMOMHHPOBAHHOTO COOBITHS (JI€TATbHbIH HCXOI WM HAYAJIO TUTETbHOI
pecnupaTopHOii MOIePKKM) Y 54 1eTeii co CIMHAIBHO# MbIIIeYHO# aTpodueii 1-ro Tuma
Table. 3. Results of the Kaplan—Meier analysis for a composite event (death or initiation of long-term respiratory support)

in 54 children with spinal muscular atrophy type 1

Yucjio nanueHToB

Yucio nanueHToB

Bpems, 1uu Hol;;g::;eﬂo € U3y4aeMbiM Ilen3ypuposano Oe3 nccnezEyeMblx CT::Z:;?:;:M 95% U, %
coObITHEM coobITHii, %

91 47 1 0 90,5 4,053 78,6—95,9
184 36 1 0 72,2 6,336 57,6—82,5
365 17 1 0 47,8 7,653 32,4-61,7
409 11 1 0 34,5 7,929 19,7—49,8
656 9 1 0 27,6 7,698 14—43,1
834 7 0 1 24,1 7,469 11,3-39,5
1601 1 0 1 19,3 7,372 7,5-35,2

POCCUCKWIA BECTHUK MEPUHATOJIOMMW U MEANATPUM, 2021; 66:(4)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(4)



Brodasey /. B. u coagm. PeTpocTieKTUBHBIIT aHATTM3 eCTECTBEHHOTO TeUSHHS CIIMHATBHOI MBIIIEYHOI atpodnu 1-ro TuMa y feTeit

100
90
~ 80
S
E 70
E
3
g 60
g
@ 50
]
5
E 40
<
=
g 30
S
=
20 2
10
0 160 320 480 640 801 961 1121 1281 1441 1601
Bpems (um)
TonBep:xeHo pHCKyY
Bee cyOpeKTH
54 42 22 10 9 7 4 3 3 2 1

—a— Bce cyObexTsI (CoObITIA: 32/54)
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HCcXo[a WIN HeOOXOAMMOCTH JINTeNbHOI nHBa3nBHOM UBJI / HeoOX0qMMOCTH HEMHBA3BHOM

pecIHpaTOpHOH noanepxku 16 1 Gojee 4acoB B CYTKH HE MEHee 2 Hellelb

Puc. 3. Bpemsi 10 KOMOMHHPOBAHHOTO COOBITHS (JIeTAIBHbII MCXO MIIM HAYAJIO JUIUTEILHOI PEeCIIUPATOPHOI MO PK-
KM) y 54 neTeii o CIUHAJIbHO# MbIIIe4HO# aTpodueii 1-ro Thna.
Fig. 3. Time to combined event (death or initiation of long-term respiratory support) in 54 children with spinal muscular

atrophy type 1.

V oTneabHBIX GOJIBHBIX OBITNM M3BECTHBI TaHHBIE TOJBKO
OJIHOTO OCMOTpa 0e3 HaOsoneHus B auHaMuKe. JlaH-
HbIE 3TUX MAlMEHTOB MOTJIM BHECTH BKJIAJ B yBeJIMUEHME
MeIMaHbl BO3pacTa, Tak KaK OHU MOTJIA TIPOIOIKUTEb-
HOe BpeMsl HaXOJUThCST Ha MIOCTOSTHHOM pecrpaTOPHOI
MoJjiepXKe, HO 3Ta MHpopMalius Obljia HeAOCTYITHA.

B 1menom TmosydeHHBIE JIaHHBIE  COIOCTABUMBI
C paHee OMNYyOJIMKOBAHHBIMU pe3yJbTaTaMU HUCCIIEeNO0-

BaHMI y NeTell CO CMUHAJbHON MbIIIEUHON aTpodueii
l-ro Thma TMpM eCTECTBEHHOM TEYeHWU 3a00JieBaHUS
[11, 12]. Tak, B TpOCIEKTUBHOM HCCIIIOBaHUU, TPO-
BeneHHoM R.S. Finkel u coast. [11], MeauaHa BpeMeHU
MOCTHXKEHUsSI KOMOWHUPOBAHHOW TOYKM (JIeTaTbHbBII
WUCXOJl WX TOTPEOHOCTh B PECIIMPATOPHOI TOMIEPKKE
He MeHee 16 U B IeHb B TeUeHUe He MeHee 2 Hef) y 00JTb-
HBIX 1eTeil coctanisuia 13,5 [8,1—-22,0] mec [11].

Tabauya 4. Peyabrarel anamm3a Kannana—Meiiepa 111 KOMOMHHPOBAHHOTO COOBITHS (JI€TATbHbIH HCXO WM HAYAJIO TUTETbHOI
PecnupaTOPHOii MOAIePKKH) B oArpymnie u3 32 feTeii co CNMHAIbHOM MbIIIeYHO# aTpodueii 1-ro Tuma
Table 4. Results of the Kaplan—Meier analysis for a composite event (death or initiation of long-term respiratory support)

in a subgroup of 32 children with spinal muscular atrophy type 1

Yucio nanueHToB

Yucio naneHToB

Bpewms, nau 1O Ci € HCCJIeIyeMbIM Llen3ypupoBano 0e3 uccleayeMbIx Cramaprias 95% IU, %
PHCKY = OLIMoKa
coOBITHEM coobITHii, %

91 28 1 0 84,4 6,419 66,5—-93,2
184 19 1 0 56,3 8,770 37,6—71,3
365 9 1 0 25,0 7,655 11,8—40,7
656 3 1 0 6,3 4,279 1,1-18,1
919 1 1 0 0,0 3,076 0,2—13,7
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MBJI — ucKyccTBEeHHAS BEHTUISIIUS JIETKHX.

IMonyyeHHBIE TaHHBIE TaKXKe TMO3BOJISIOT MPEATIONO-
KUTb, YTO PUCK JIETATBHOTO MCXOAa U HEOOXOAMMOCTH
Havaja JJUTETbHON pecrpaTOpHON MOIIEPKKHU (B TOM
yucie MBJI yepe3 TpaxeoctoMy WM HEOOXOAMMOCTU
HEMHBA3WBHOW peCMpaTopHON TomAepkKu 16 4/cyT
u OoJiee He MeHee 2 Hel) B Bo3pacTe 12 Mec cocTaBisieT
npuMepHO 52,2%, 4TO TaKKe COOTHOCUTCS C OLEHKOI,
MOJYyYeHHON B WCCIEIOBAHWU €CTECTBEHHOTO Teve-
HUST CTIMHAIBHON MBIIIEYHON aTpoduu 1-To Thma, TIe
BEPOSITHOCTDb JIOCTVKEHUSI KOMOWHMPOBAHHOW KOHEY-
HOIf TOYKM B Bo3pacTe 12 Mec cocTaBisjia IIPUMEPHO
50% [11]. B oTHOLIEHMY MOTOPHOTO Pa3BUTHS TTOTyUEHBI
OXWIaeMble JUISI 3TOTO THUIAa CITMHAJIBHON MBIIIEYHOM
aTpouu pe3ynbTaThl: B TONABJSIONIEM OOJBITUHCTBE
JIETU He MOTJIU TIOTHUMATh U YIEPKUBATh TOJIOBY B ITOJIO-
>KeHUHU JiexXa, HU Y oJHOro pebeHKa (B Bo3pacTe Kak Jio,
TaK ¥ nocjie 6 Mec) He OblIa pa3BUTa CIIOCOOHOCThH CAMO-
CTOSITENIBHO CUIETh O3 TTOMIePKKHU, HEe OTMEYaIOCh IMPO-
rpecca B pa3BUTUU MOTOPHBIX HABBIKOB.
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Puc. 4. Bpems 10 HACTYIUIeHHS] COOBITHII B BHIEe HAYaja JJIMTEJIbHOH PEeCIMPATOPHON MOMIEPKKH
H/WITH JIETAJILHOTO MCXO/IA Y JeTeil CO CIMHAJIbHO# MbIlIeYHOoit aTpodueii 1-ro Tuna (moarpynmna 32 pedenka).

Fig. 4. Time to events in the form of the onset of long-term respiratory support and / or death in children
with spinal muscular atrophy type 1 (subgroup 32 children).
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OPUINMHAJIbBHbBIE CTATbU

Hapymenus BKycooIyeHus y JeTei ¢ reMo0.,1acTo3aMu M 3JI0Ka4eCTBEHHbIMHU
OINYXOJISIMHU IIEHTPAJIbHOI HEPBHOM CHCTEMbI, 3AKOHYMBIINX JIeUeHHEe

A.1O. Bawypa, T.A. Koemyn, C.C. Jlykuna

PrbY «HaumoHanbHbI MeANLNHCKNA nccnenoBaTenbCkuii LeHTP AeTCKOM reMaTonormm, OHKOIOrM 1 UMMYHOJI0M A
M. Omntpusa Poravesa» Munsgpasa Poccumn, Mocksa, Poccus

Taste disorders in children with hemoblastosis and malignant central nervous system
tumors after treatment

A.Yu. Vashura, T.A. Kovtun, S.S. Lukina

Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Moscow, Russia

JIOCTUTHYTBI CyIIECTBEHHbIE YCHEXH B JIEYEHHH OHKOJIOTHYECKHX 3200JI€BAHMil, PAcTeT YHCJIO AeTeil, MMEIOMUX OTAAJEHHbIE
NOCJIeICTBUS MPOTHBOOMYX0J1€BOr0 JiedeHusi. OHU U3 KJII0UEBbIX MOCJIEICTBUII — HYTPUTHBHBIE, CYIIECTBEHHbIM (hakTOpOoM pa3-
BUTHS U COXPAHEHUsI KOTOPBIX SABJIAIOTCS BKycoBble Hapyuienusi. HecMoTps Ha MHTEpec K 3TOMY BOIPOCY, YBEJINYEHHIO YUCJIA UCCJIe-
JIOBAHMIA, TOUHBIIi FeHe3 H PUYUHHO-CJIeICTBEHHbIE CBS3M ITHX HAPYIIEHHIi IOKA He YCTAHOBJIEHDI.

Leab uccnenosanus. Mzyyenne ocodeHHoCTel BKycoouLyieHus y aeteii ¢ remodsnacrozamu u onyxoismu ITHC nocne jevenus.
Marepuaini u MeToabl. [IpoBeaeHo nonepeuHoe uccjienoBaHue, B KoTopoe BKaodeHbl 110 gereii ¢ remodaacro3amu (42 nanueHTa)
u ¢ onmyxosamu ITHC (68 nauuentos) B Bo3pacte ot 10 mo 17 jet. Ilepuoa nmociie OKOHYAHUS JIE€YEHHsT COCTaBHI 2—5 JieT. AHa-
JIM3UPOBAJIMCH JAHHbIE HYTPUTHBHOIO CKPMHMHIA (MHIEKC MACChI Tesla U JaHHble onpoca). [IpoBoauics Tect Ha uaeHTHDHKANMIO
YyeTbIpex BKYCOB (KHMCJIblii, TOPbKHIi, COJIEHBII, CJIAJIKHIT) PACTBOPAMH B PELIAMEHTHPOBAHHOI KOHIeHTpamuu no cranaapty 'OCT
ISO 3972-2014.

Pe3ynbratel. Boabioe unciio geTeil nMen HapyHieHHs BKYCOOIIYHIEHHs: K TOPbKOMY BKycy — 64,6%, ciagkomy — 40%, Kuc-
nomy — 43,7%, conenomy — 33,6%. Bosbine Hapyuienuii 0b1710 y nereil ¢ remodsnacrozamu. Y aereii ¢ onyxoasmu [THC vame
0TMeYaJICh MapareB3un. Y JeTeil ¢ 0KMpeHueM oTMedeHa 00J1bIast 10151 ITHX HAPYIIEHUi 0 CPABHEHHUIO C IETbMH C MCTOILIEHHEM
1 HOPMAJIbHBIM HYTPUTHBHBIM CTAaTycOM. B3aMMOCBSI31 ¢ 4aCTOTO# NpUeMa NMUILH, €ro PeryJIsipHOCTHIO H ANNETHTOM He NMOJIy4YeHO.
3akmouenue. IloaTBepKIeHO HATMYNE COXPAHSIOIMXCS JUIUTEIBLHO MOCJIe OKOHYAHMS JiedeHUs] HYTPUTUBHBIX HAPYIIEHUil ¥ Tpo-
0JieM co BKycoBocnpusituem. Cyzisi o BceMy, 3HAYMTEIbHAS YaCTh UX UMeeT nepudepudeckuii rexes.

Karouesvte caoea: demu, onkonoeus, 2emamonoust, HympumugHblli Cmamyc, 6KycoousyueHue.

Ana untupoBanuns: Baiwypa A.lO., KostyH T.A., JlykuHa C.C. HapylueHusi BKycOOLLYyLLeHUs y AeTeii ¢ remMob1acto3amm v 3/10Ka4e€CTBEHHbIMU
OMyXOJIIMU LIEHTPAasIbHOW HEPBHOV CUCTEMbI, 3aKOHYMBLUMX SlIeHeHne. Poc BecTH nepuHaton v neavarp 2021, 66:(4): 74-80. DOI: 10.21508/1027—-
4065-2021-66-4-74-80

Despite significant achievements in oncopediatrics there is an increasing amount of children with remote consequences of anticancer
treatment. Nutritional disorders are one of the key consequences, the main factors of which are taste disorders. Despite the interest
in this issue, an increase in the number of studies, the exact genesis and causal relationships of these violations have not yet been
established.

Objective. To study the characteristics of taste perception in children with hemoblastosis and CN'S tumors after treatment.
Material and methods. The authors carried out a cross-sectional study, which included 110 children with hematological malignancies
(42 patients) and CNS tumors (68 patients) aged from 10 to 17 years. The after — treatment period was 2—5 years. They analyzed
the nutritional screening data (body mass index and survey data). A test for the identification of four tastes (sour, bitter, salty, sweet)
was carried out with the solutions in a regulated concentration according to the standard GOST ISO 3972-2014.

Results. The majority of children had violations of taste: to bitter taste — 64,6%, sweet — 40%, sour — 43,7%, salty — 33,6%.
Children with hemoblastosis had more disorders. Parageusia was more common in children with CNS tumors. Obese children have
a greater proportion of these disorders compared to children with malnutrition and normal nutritional status. There is no relationship
with the frequency of food intake, its regularity and appetite.

Conclusion. The authors have confirmed the presence of nutritional disorders and problems with taste perception that persist
for a long time after the end of treatment. Apparently, a significant part of them has a peripheral genesis.

Key words: children, oncology, hematology, nutritional status, taste perception.
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Bawypa A.10. u coasm. HapyiieHus BKyCOOIIYIIEHUS Y eTeli ¢ TeMOOIacTO3aM1 U 3I0KaUeCTBEHHBIMU OTTYXOJISIMU [IEHTPATLHON HEPBHOI CUCTEMBL...

COBpeMeHHHe MPOTOKOJIBI  TTPOTHUBOOITYXOJIEBOTO
JIeYEHUsI U Pa3BUTHE COTPOBOAUTENILHON Teparnuu
MO3BOJIUIN JTOOUTHCS 3HAYUTEJBbHBIX YCIIEXOB B JET-
ckoii oHkosioruv. OIHAKO 3TO COMPSIKEHO C yBeIuye-
HUEM KpPAaTKOCPOYHBIX M OTCPOUYEHHBIX OCIOXHEHUIA,
KakK TIOCJIe/ICTBUI OCHOBHOTO 3a00JieBaHUSI, TaK U €ro
neuenus [1—3]. Hampumep, mokaszarenb W3JICYCHUS
OT ocTporo JuMdobaacTHOro Jieiiko3a y neTeil ceii-
yac npesbiaeT 80%, omHAKO TMPU 3TOM 3HAYUTETHHO
YBEJWYUIOCHh YMCJIO MAlUMEHTOB, TOJBEPralolInNXCs
PUCKY JOJITOCPOYHBIX HEOJIArOMPUSTHBIX MOCJIEACTBUI
IIJIST 37I0POBbSI, CBSI3AaHHBIX C TTOJYYEeHHOW paHee MpoTH-
BOOITYX0JIeBOI Tepanueii [2, 4]. DTH oCIOXHEHUS YXYI-
1IaI0T pe3y/bTaThl JICUEHUsI, YBEJIUUMBAIOT HETaTUBHbIC
ero a(pdeKThl U CTOMMOCTb, a TAKXKE BJIUSIOT HA COCTOSI-
HUE 3I0POBbSI M KaYeCTBO XM3HU peOeHKa Iocje u3je-
YeHUsI OT OHKOJIOTUYECKOTO 3a00JIeBaHMSI.

H3BectHO, uTo Oosiee yem y 2/3 nmereit BO Bpewmsi
aKTUBHOI (ha3bl MPOTUBOOITYXOJIEBOI Teparuu pa3BU-
BalOTCSl HYTPUTHUBHBIE HapYIICHUsI, CBSI3aHHBIE C Hapy-
IIEHWeM TOCTYIIJICHUs, YCBOCHUS THIIW /WA MeTa-
6omusma [5, 6]. HemoctaTok HYTpHUEHTOB TPUBOAMT
K pa3BUTUIO HYTPUTHBHOW HEIOCTATOYHOCTH, KOTOpast
HE TOJBKO TMPOSIBIISIETCSl CHYDXKEHUEM MacChl Tejla /v
3a/Iep>KKO pocTa, HO M COIPOBOXKIAETCS KOMILJIEKCOM
HapylIeHU#l ToMeocTaza W OpraHHOW HEeIO0CTaTOYHO-
cThio [6]. B TO ke BpeMst U30BITOUHOE TTUTAaHKWE KaK CIIe/I-
crBue mopaxeHusi [LIHC omyxonbio uiam Kak TposiBie-
HUe TMOOOYHBIX 3(h(EKTOB JIEKAPCTBEHHBIX TPEIapaToB
(HanpuMep, TJIIOKOKOPTUKOCTEPOUZOB) M  METOJ0B
JieyeHusl (HarmpuMmep, oO0JiyueHue) TPUBOAMUT K pa3BU-
TUIO OXUPEHUSI U CTOMKHUX METabOJUYEeCKUX TPOOJIeM.
IMocnenHue crocoOHBI yCyryosnsITbCsSl caMu, TTOTEHIIM-
poBaTh HeraTwBHBIE 3(MGEKTHI OXUPEHUS W CIIYKUTH
(yHOaMEeHTOM JUISI Pa3BUTHS TSKETBIX KOMITIEKCHBIX
CHCTEMHBIX HapylIeHWH, JUKBUAAIUS KOTOPBIX TIpe-
CTaBJISIETCS YK€ KpaitHe CJI0XHOM [7—9].

CoxpaHsitoluecss HyTpUTUBHBIE U MeETa0oJIMYecKue
HapylieHUs] y TIallMEHTOB TMOCJe OKOHYaHMSI aKTHB-
HO# hba3bl JIeYEeHUS 3HAYUTETBHO OCJIOXHSIOT XXU3Hb
pebeHKa, 3aTPYyIHSIIOT KOMIUIEKCHYIO €70 peadbMInTaluio
U BOCCTaHOBJIEHUE, HECMOTPsI Ha JOCTUTHYTYIO PEMMUC-
CUIO OCHOBHOTO 3a0oseBanusd [2, 9, 10]. OgHa U3 KITo-
YeBBIX TPUYMH HYTPUTUBHBIX HAPYIIEHU W TPYTHOCTEM
WX KOPpEKIWM — HapylleHWe armeThTa, aaecKBaTHasI
U TIOJHOLIEHHAs1 aduMeHTalusi pedbeHka. B cBow oue-
penb ogHUM M3 (haKTOPOB BTUX TMPOOJIEM CayXaT Hapy-
IIEHUsI BKYCOOIIYIIEHUsI, KOTOpblE 4YacTO BO3HUKAIOT
B Mpoliecce TPOTUBOOIYXOJIEBOTO JIEUEHUS] U MOTYT
COXpaHSITbCSl JUIMTEIbHOE BpeMsl TIOCJIe €ro ycrell-
HOTO OKOHYaHus. Bpiaensitor criemyoolime pa3HOBUI-
HOCTM M3MEHEHUSI BKYCOBOW YyBCTBUTEJIBHOCTHU: areB-
3Usl — MOTEPSI CIIOCOOHOCTU OLIYIIATh OTAEJbHbBIN BKYC
(MM BCe OCHOBHBIE BKYChI — TOTaJIbHAsI areB3usi); TUTIO-
reB3Usl — CHUXKEHHUE CITOCOOHOCTH OIIYIIATh BKYCHI; TUC-
TeB3Usl — HapylleHWe BOCIPUSITHS BKyca TIPU HAJTUIUU
BKYCOBOTO CTUMYJIa WJIA MPU TIOJTHOM €ro OTCYTCTBUU.

OTaenbHO BBIIESIOT MapareB3uio (Kak pa3HOBUIAHOCTD
NACTEB3UM) — OIIMOOYHOE BOCIIPUSITUE OJHOTO BKYCO-
BOTO OIIYIIEHUST BMECTO JAPYTOTO.

OmyuieHre BKyca B TOJHOTE TICUXO(U3MOoIoTHYe-
CKMX MEXaHU3MOB — HEOTbheMJIeMasl YaCTh BOCTIPUSITUS
OKpPYXalollero Myupa, urpaeT OrpOMHYIO POJIb HE TOJIBKO
B HYTPUTHMBHOM, HO M B HEMPOKOTHUTUBHOM acIeKTe
BoccTaHoBJieHUs1 pebeHka [11]. CHukeHUe YyBCTBU-
TEJIbBHOCTU K OCHOBHBIM BKYyCaM, MCKaXX€HHUE BKYCO-
BBIX OIIYIIEHUI, (AaHTOMHOE BKYCOBOE BOCHPUSITHE
WIW TIOJHAsl TIOTepsl CIOCOOHOCTHM pas3inyaTh BKYCHI
CIIY)KUT OJHUM U3 TPaBMUPYIOIIMNX (HAaKTOPOB Y OHKO-
JIOTUYeCcKuX OOJBbHBIX JETCKOTrO BO3pacTa, Korjaa Ipo-
1ecchl pocTa M pa3BUTUSI Haubojiee WHTEHCHBHBI
M TECHO CBSI3aHbI C PAllMOHAILHOCTBIO mMuTaHus [12].
Yem MeHbIlIe BO3pacT pebeHKa, TeEM MOTYT ObITh OoJiee
BbIpaXKeHbI U OoJiee ApaMaTUYHbI OTIaJICHHBIE TIOCTIEe -
CTBUSI HapylIeHUs] BKycOBOro Bocrpusitus [13, 14].
TTosToMy mpencTaBisIOTCSI aKTyaJbHBIMU MCCJIEq0Ba-
HUS B 3TOI 00J1aCTH, TTO3BOJISIIONINE BBISIBUTh BKYCOBbBIE
HapylIeHUs], COTIOCTaBUTh UX C OCOOEHHOCTSIMU TTHUTA-
HUS 1 JaTh B KOHEYHOM CYETE BO3MOXKHOCTb TPOBEJIE-
HUS TAapreTHOW HYTPUTUBHOM KOPPEKIIUH.

Ilea» wuccnemoBanusA: UM3y4eHUE OCOOCHHOCTEH
BKYCOOIIYIIIEHUST Y JeTeil ¢ reMo01acTo3aMi U OIyXO-
v LHHC.

XapakTepucTuka getei u MeTogbl UccnenoBaHns

Ha 6aze JleueOHO-peaOMIUTAIIMOHHOTO HAyYHOTO
neHntpa «Pycckoe mone» (manee — JIPHLI) mpoBeneno
nonepeyHoe ucciaenoBanue. [IpoaHanm3MpoBaHbl JTaH-
HBle AeTelt ¢ remoOsactozamMu M omyxoasmu [IHC,
MoJiygaeMble OOILIETIPUHITBIM IyTEM B XOme 00Ceno-
BaHU, a TakKKe MyTEM OMpoca JAETel W UX POIUTENEN.
PesybraThl CpaBHUBAIY C JaHHBIMU, TTOJTyYeHHBIMU TTPU
OLIEHKM BKYCOBOW 4yBCTBUTEIBHOCTU. KpuTepuu BKITIO-
YeHUsI ObUIU CIIeaYIOIIne:

— OCHOBHOW MarHo3: reMo0acTo3bl (OCTPBI JUM-
GOOIaCTHBINM JIEHKO3, OCTPBIN MUEIO0JaCTHBIN JIEHKO3,
HEXODKKMHCKas JUMdoMa), 3JI0Ka4eCTBEHHBIE OTy-
xoym LTHC, nokanm3oBaHHBIe B 00JIaCTH 3aIHEN yepern-
HOW SIMKW;

— TIPOTUBOOITYX0JIEBOE JIeYeHUE 3aKOHUEHO, BKII0Yast
MOICP>KUBAIOIIYIO Teparuio;

—BpeMs TOCjie OKOHYaHMSI IPOTUBOOIYXOJIEBOTO
JIEYEHUSI OT 2 110 5 JIeT;

— CTaTyC pEMMCCHUM OCHOBHOTO 3a00JIeBaHMSI;

— Bo3pact oT 10 1o 18 neT;

— TIoJTyJalolye MUTaHUe TOJIbKO MepopaIbHo;

— Mo CaHHOE NH(POPMUPOBAHHOE COTJIaCUE 3aKOH-
HBIMU MPEACTABUTENIIMU TIALIMEHTOB U IETbMU B BO3pa-
cte crapiie 14 ner.

Kputepuu oTkasa oT BKIIOUEHUS:

— HECOOTBETCTBME XOTSI OBl OJHOMY KPUTEPUIO
BKJTIOUECHUS;

— TsDKeJIbIe  TICUXUYEeCKHe OTKIJIOHEHWUS,
YMCTBEHHAs OTCTAJIOCTb;

riryookast
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Tabauya 1. XapakTepucTHKA MCCIeyeMOoil BLIDOPKH
Table 1. Characteristics of examined sample

ITapametp 3HaueHue
OO6111e€e KOJIMYECTBO, /1 110
TennepHast xapakTepuctuka, # (%)
MaJIbuUKU 64 (58)
JEBOYKU 46 (42)
Bo3spacrt, roast
MearaHa (MUH.—Makc.) 12,1 (10—17)
Hoszonorus, n (%)
reMo0J1acTO3bI 42 (38)
omyxou LITHC 68 (62)
Bpemsi ociie OKOHYaHUST JIeUEHUST, TOIbI
MenraHa (MAH.—MakKc. ) 3,5 (2-5)

— HEBO3MOXHOCTb ~ YCTAHOBUTb KOHTAKT  MEXIy

pebeHKOM M ucciieoBaTeieM Ha MOMEHT OLIEHKU BKYCO-
BOIl 4yBCTBUTEJIbHOCTH, BKJIIOYAsl SIBHBIM WJIM HESIBHBIN
OTKa3, WIM HeXeJlaHue peOeHKa;

— TIpO0JIEMBI C TJIOTAaHUEM, KEBaHUEM;

— OCTpbIe pecrnupaTopHble 3a00JieBaHNUSI HA MOMEHT
HCCIIeTOBaHUS BKYCOBOI UyBCTBUTEJIbHOCTH;

— HEBO3MOXHOCTb KOTHUTUBHO IH(PGhEepeHInpOoBaTh
M ONMUCHIBATh BKYC (OlLIEHMWBAJACh MyTeM MpelBapUTE/Ib-
HOTO Ofpoca C accolualusIMU: «CIaaKuil» — caxap,
CIIAIOCTU; «KUCHIbI» — JIMMOH; «TOPbKWil» — ropyuiia,
rpeindpyT, Kode; «CoNeHbI» — COJTb, COJICHBI Orypelr).

B Tabn. 1 npeacTaBieHbl OCHOBHBIE XapaKTEPUCTUKU
MOJy4eHHON BBIOOPKM. B cooTBeTcTBMUM C pa3paboTaH-
HeiM B JIPHLI anmropurmMoM BceM AeTsSIM IIpU MOCTYII-
JICHUM TIPOBOAWJICSI HYTPUTUBHBI CKPUHUHI, BKJIIO-
yasi aHTPOIIOMETPUIO M aHKETUPOBaHUE C TTOMOIIbIO
AHKET-ONPOCHUKOB T10 TUTAHUIO W COIYTCTBYIOIIUM
npobiemaMm. Ilepen HagamoMm mcciiemoBaHUs 3aKOHHBIM
MpeCTaBUTENIEM UCCIIeTyeMOT0 TTOANUCHIBATIOCH UH(OP-
MUPOBaHHOE coTJIacKe Ha MPOBeIeHUE TECTUPOBAHMSI.

AHTpOIIOMETpHUST BKJIIOUaJla U3BMEPEHUE MaccChl Tefa,
pocTa 1 BbIYMCIIEHUEe UHAeKca Macchl Tena. st nHaekca
MacChl Tejla ONpeAesisuiu Z-3HaueHUsI COOTBETCTBEHHO
HopMmaTuBaM BceMupHOIT opraHu3aluu 3apaBoOOXpaHe-
Hus ¢ nomouisto cora WHO Anthro 1 WHO Anthro
Plus [15, 16]. Y3 aHKeTHI-OMPOCHUKA, KOTOPYIO 3aroJi-
HSITA POIMTENIM peOeHKa TPU HETNOCPEeICTBEHHOM yda-
CTUM CaMOTo pebeHKa, BKIIOYAIM B aHAIN3 CIIEeIYIOIIne
NIaHHbIE: aTMeTUT (CHUXEH, MOBBIIIEH, HOPMaJIbHBIN),

OPUINMHAJIbBHbBIE CTATbU

yacToTa nprueMoB nuiu (MeHee 3 pas, ot 3 g0 5, 6osee
5 pa3 B JieHb), X PETyJSIPHOCTh, U3BMEHEHWEe MacChl Tella
3a nocyiennue 3 mec. s vccienoBaHusi BKYCOBOM UyB-
CTBUTEJILHOCTU (BO3MOXHOCTEH BOCHPHMATUS W IUD-
(GepeHIMPOBKU) UCITONB3YeTCsl MOAU(UKALIUSI MeToaa
HCCIIeIOBAHUST BKYCOBOM YYBCTBUTEIBHOCTH «MeXKTOCy-
JApCTBEHHBIN cTaHIapT: MeTo ucclieIoBaHUsI BKYCOBOI
yyBctButesbHOocTH ['OCT ISO 3972-2014». B Tatdn. 2
MpUBEIEHBI CTAHIAPTHBIE PACTBOPHI M WX PerIaAMEHTH-
poBaHHas creundukanus. McciaemoBaHne BKITIOYAIO
orpesieieHre BO3MOXHOCTU AP depeHIMpoBKU (MIeH-
TU(hUKALIMU) YeTHIPeX OCHOBHBIX BKYCOB (COJIEHOTO,
TOPBKOTO, CJTAJIKOTO W KUCI0TO). McImonb30Baam pacTBop
B CTaHIapTHOM pa3BeJieHUH (CM. TabJI. 2).

HccnenoBanne TPOBOIUIN B IMMPOMEXKYTKAX MEXIY
MpueMaMy THUIIA, He paHee 4eM depe3 | 9 Tmocie
MmpueMa TUIIW. 3aTeM TIPOBOAWJIM TIPEABAPUTENb-
HBI OMpPOC ST OIEHKU BO3MOXHOCTH KOTHUTWB-
HOTO pacro3HaBaHUs BKYCOB. Bce roToBBIe pacTBOPBI
pa3IuBal B TIJIACTMKOBBIE CTaKaHUYMKU C 0OBEMOM
npo06 30 mu. PebeHoK moymkeH OBLT MeIJIEHHO cAesiaTh
KaK MUHUMYM OJWH TJIOTOK MPOOHOTO pacTBopa WJH,
IO 3KeJaHWIO, CIUTIOHYTh, TIPeABAPUTEIBLHO TOAEPKaB
pactBop Bo pTy 1—2 c. IlepBoit mpoBoamniaacek Impoba
C YUCTOI MUTHEBOM BOMOIA.

Pesynbrathl

Hympumuenoiii  cmamyc. OO0cnenoBaHHbIe  JI€TH
M0 HYTPUTHUBHOMY CTaTyCy, OMpEeHe/IIeMOMY BeTU4u-
HOI z-3HAYeHUST MHIEKCA MacChl TeJla, pacipeae/IINCh
ciaeayoimuM  obpaszoM. HopwmanbHbINE  HYTPUTHUBHBIN
craTyc (z—3HavyeHWe WHAEKCAa MacChl Teja B Tpelesrax
ot —1,00 mo +1,00) otmeuancs y 49 (44,5%) nauneHTOB,
HYTPUTHUBHASI HEIOCTATOYHOCTh (Z-3HaueHMe WHIeKca
Macch Tena Hike —1,00, a mo daxry ot —2,41 no —1,09)
y 15 (13,6%) neteii, M30BITOK MacChl Teja (Z-3HaUYECHUE
nHAekca Macchl Tena ot +1,00 mo +2,00) y 26 (23,6%),
OXUpeHUe (z-3HaYyeHWe WHIEKCa MacChl TeJla BHIIIe
+2,00, mo dakty ot 2,13 1m0 3,45) y 20 (18,2%). 13 atoro
cienyet, 9To MeHee 50% oOOCIIeIOBaHHBIX AETEH WMETN
HOpPMAaJIbHBIN HYTPUTUBHBIN CTaTyC, HECMOTPST HA PEMUC-
CHIO ¥ 3aKOHYEHHOE TIPOTUBOOITYXOJIEBOE JICUECHHE.

Bxycosas uyecmeumenvrnocms. Tlpu  ompemencHUN
BKYCOOIIYIIIEHUsT OBUTH TTOYYeHBI CIIEMYIONTNE Pe3yib-
tatel. Y B 13 (11,8%) manmeHTOB OTMeJaaach TUCTEB3US
Mpu TIpreMe YMCTOl NMUTheBo Bonbl. [Ipu mpode Bomb

Tabauya 2. VcnbiTaTeIbHbIE PACTBOPBI 1151 HAEHTH(UKALNH BKYCOB

Table 2. Test solutions for taste identification

KonuenTpanus B cTaniapTaom

Perucrpanyonnblii Hovep CAS 5
pa3BeeHnH, I/aM

Bkyc DTaJIOHHOE BEIECTBO
Kucnbrit JInmMoHHas KuciaoTa
Topbkuii Kodeun
CoJteHblit XJopua HaTpUst
Craakuii Caxapo3a

77-92-9 0,28
58-08-2 0,195
7647-14-5 1,19
57-50-1 5,76
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Tab6auya 3. YyBCTBUTEIBHOCTD K YETHIPEM OCHOBHBIM BKYCAM B CTAHAAPTHOM Pa3BeIEHIH
Table 3. Sensitivity to standard solutions of the four main flavors

Pesyamrar KucJbrit Topbkuii CoJienblii Cnagkuit
LA n (%) n (%) n (%) n (%)
Het HapyieHuit 62 (56,4) 39 (35,5) 73 (66,4) 66 (60,0)
AreB3ust 39 (35,5) 62 (56,4) 27 (24,5) 37 (33,6)
9(8,2) 9(8,2) 10 (9,1)U 7 (6.,4) 5
KaK COJICHBIN 3 KaK COJIEHBIH 6 IS ETERITE & [ [T 2
[TapareB3us cTpyktypa* KakK CJIaJKuii 4 KaK COJICHBIN 3

KakK CJIagKuii 5
KakK ropbkuit 1

Kak ciaakuii 1
KaK KUCJIbIi 2

KaK ropbKuii 1
HETOHSATHBIN 2

KaK ropbKuii 1
HETIOHSITHBIN 2

[lpumeuanue. * — onmcaHa CTpyKTypa MapareB3uii, T.e. BKyC, KOTOPBIi IeTH OMUCHIBAIU TIPY TIpUeMe YKa3aHHOTO PacTBOpA.

qyBCTBOBAJ ciankuii BKyc 1 (1%) peObeHOK, coneHblit — 7
(6,4 %), xucabiii — 1 (1%), ropekuii — 1 (1%), ewe 1 (1%)
peOeHOK YYBCTBOBaJ MeTayutmieckuii Bkyc u 2 (1,8%)
TMaleHTa WACHTU(PUIINPOBATIN HEKU TPUBKYC, YETKO
He 0003HauyuB ero. M3 13 maiuenton 10 nepeHecu omny-
xomu UHC, y 7 nereit umenach n30bITOUHAs Macca Tena,
vy 4 — oXXUpeHue Uy 2 — HOpMaJTbHBI HYTPUTUBHBIN CTa-
TYC TIO BETMUYMHE WHIIEKCA MaCCHI TeIa.

Pe3yssTaTh! OlIeHKY 9yBCTBUTEIEHOCTH K 4 OCHOBHBIM
BKycaM TIpejcTaBiieHbl B Tabia. 3. M3 mpencraBieHHBIX
TMAHHBIX BUIHO, YTO Yy MHOTUX JIeTeld MMeIach IVCTeB-
3Wsl: TMOO BOBCE HE UyBCTBOBAIN BKYC, JINOO HEBEPHO €T0O
UAEeHTU(UIIMPOBAINA. XyKe BCEro Oblia CUTYaIus ¢ OIpe-
JlelIeHeM TOpbKoro BKyca. Y 64,6% o06cienoBaHHBIX
BBISIBJIEHBI TPOOJIEMBI ¢ e€ro uaeHTtuduxkanueit; 56,4%
ero He pacrnio3HaBaiu (areB3us). HamMmeHbluasi yactoTta
areB3Wi M OMCTEB3UI OTMEYEHA OTHOCUTEJBHO COJIEHOTO
Bkyca (33,6%), ¢ areB3ueii y 24,5% neteii. Hapymenust
OTIYIIIEHWSI CTAIKOTO M KMCIIOTO BKYCOB OTMeYasiach IpHu-
OM3UTELHO Yy paBHOTO uncia aereit: 40 u 43,7% coor-
BeTcTBeHHO. [Ipy 3TOM HYXHO OTMeTHTh, uTO 33,6%
JeTelt He YyBCTBOBAJIM CJIAIKUIA BKYC B CTAHIAPTHOM pa3-
BeJICHUU, areB3us K KUCIIOMY BhIsiBlicHa y 35,5%.

100
90
80
70
60
50
40
30
20
10 +—

0 : :

CooTHoLleHne areB3uin, %

VYV 16 (14,5 %) mauneHTOB MMeIach TOTaJbHasl areB-
3UsI, OHM HE WICHTUOWIIMPOBAIM HU OTHOTO BKyca
B CTAaHIAPTHOM pa3BeIeHUN; 9 U3 HUX TIEPEHECIA TeMO-
osactosbl u 7 — onyxonu HHC (puc. 1). Cneayer otme-
TUTH MTapareB3WH K OCHOBHBIM BKycaM. [1o9TH Bce BBISB-
JICHHBIC CTydau ObUTM WACHTU(MUIIMPOBAHBI y HETEH,
nepeneciiux onyxonu LIHC (31 u3 35 O0NbHBIX).
Kaxk BumHO M3 Tabs. 3, neTy omnpeaessuii HeKUil BKYC,
HO TIPaBWJIBHO €r0 MIeHTUGhUIIMpoBaTh He Morau. Cie-
IIyeT TaKKe OTMETUTh, YTO COJCHBI W CIamKUil BKYCHI
HEKOTOpbIe NETH NaXe He CMOTJIM ONMucath (OHW JyB-
CTBOBAJIM, HO HETMIOHSITHO OBLJIO CaMO OIIYIIEHNE).

Crenywomeid 3amadyeit ObUIO CpaBHEHME YacTOTHI
BBISIBJICHHBIX HApyIICHU! Yy TAIMEHTOB C pPa3HBIMU
HO30JIOTMYECKUMHU TPYIIITaMA (TeMOOIacCTO3bI U OITYXOJT!
HHC). PesynsraTtsl mpencrasieHsl Ha puc. 1. U3 Beex
CcllydaeB areB3UM K TOpPbKOMY 73% OBLIO BBISBICHO
y JeTeli ¢ remobJacTo3amu, K Kuciomy — y 68%. Coe-
HBII BKYC HE OIIYTUJIM TPUMEPHO paBHOE YMCIIO AeTeit
00erx HO30JIOTMYECKUX TPYII. B TO Xe Bpems ciai-
KWl BKyC yalie He oiyianu aetu ¢ onyxoasmu LITHC:
62% Bcex areB3uii K 3TOMY BKYCY TTPUIILIOCHh Ha TAaHHYIO
HO30JI0THIO.

B Onyxonn UHC

Femob6nacTo3sbl

Kunecnbii [opbkui

ConeHblii

Cnapnxui

Puc. 1. Huci0 NANUEHTOB € areB3UsSMH B 3aBUCUMOCTH OT HO30JI0THH.

Fig. 1. Number of patients with ageusia regarding nosology.
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OPUINMHAJIbHbIE u

B Kncnbin
B [opbkunin
= ConeHblii

m Cnapgkuii

Puc. 2. CtpyKTypa areB3mii y jeteii ¢ B30BITOYHOIT MACCO#i Te1a/0KHPEHNEM.
Fig. 2. The structure of ageusia in children with overweight/obesity.

BoisiBIeHHBIE  ClIydad areB3uM ObUIM B Jallb-
HEWIIleM COTOCTaBIeHbl C HYTPUTUBHBIM CTaTyCOM
pebeHKa TIO pesyiabraTaM aHTporioMeTpun. Haunbob-
Iasi 9acToTa areB3Wii OoTMevayiach y JeTeil ¢ M30BITKOM
Macchl Tejla/OXUpEeHWEM TI0 BeIMYMHE WHAEKCa MacCChl
Tejaa: Ha UX A0JI0 mpuxoantcs 69% Bcex BBISIBICHHBIX
ciyyaeB areB3un. Cpeau aeTeii ¢ HOpMaTbHBIM MHIEKCOM
MAacchI TeJIa TPUXOAMIIOCHh 6% Bcex areB3uit, a cpeu aeTei
¢ WcTolIeHrueM — ocTtaBimecs 15%. BkycoBast cTpyKTypa
areB3uil y JeTeil ¢ M3OBITKOM MAacChl Tejia/OXHpeHUeM
npezacTaBiieHa Ha puc. 2. Cpeau Bcex areB3uid y eTeit aToi
TPYIIITBI YacTOTa areB3uii K COJIEHOMY ObLTa 3HAYMTETHHO
MeHbIre ocTanbHEIX (10%). YacToTa areB3uit K TOPbKOMY
oKasaJlaCh caMoii BBICOKOI (OHa B IIeJIOM TIpeobjamaet
o BbIOOpKe, cocTaBisist 37% ot obuiero yucna). Jdomu
areB3Wil K CJIaJkKoMy M KUCJIOMY BKycam coctaBuiau 30
1 23% COOTBETCTBEHHO.

IMpn comocTaBieHWW JaHHBIX AHKET-OMPOCHUKOB
U TIOJYYEHHBIX TAHHBIX BKYCOOIIYIIEHUST CYIIeCTBEH-
HBIX pa3N4nii B OTIpeJeIeHUN BKyca He mojiydeHo. Tak,
MBI HE BBISIBUJIN CBSI3U aIllieTUTa (110 KpaitHel Mepe, ero
CYOBEKTUBHOTO OLIYILIEHMSI), YACTOTHI MPUEMOB ITHUIIN
U KPaTKOCPOUHOM TMHAMUKU MacChl TeJla ¢ OCOOEHHO-
CTSIMU BKYCOOIIIYILIEHUST.

0OO6cyxaeHue

IpoBeneH neCKpUTITUBHBINA aHAIU3 TIEPBUYHO TIOJTYy-
YEHHBIX JAHHBIX 110 BKYCOBOI YyBCTBUTEIBHOCTH Yy JIETEH,
nepeHeciux pak. B naHHoii pabote mpeacraBieHbl nep-
BUYHBIC PE3YyJIbTaThl, MOJYYEHHbIE B XO/€ TOBEPXHOCT-
HOTO JECKPUNTUBHOTO aHaJn3a MCCAeNyeMOi BBIOOPKU.
Craructuueckre CpaBHEHMSI IO BbIOOpPKE HE TPOM3BO-
IAJIACh, TIO3TOMY TIOKa HEJb3sl JI0Ka3aTeJbHO TOBOPUTh
0 KaKUX-JIM0O CBA3SIX U SIBJICHUSIX IO pe3yJikTaTaM pabOoThI.

TeM He MeHee BbISIBJIEHBI CIIEAYIONINE OCOOEHHOCTH.
Bo-nepBbiX, 3TO pacrnpoCTpaHEHHOCTb HYTPUTUBHBIX
HapyllIeHUl y JeTeld, 3aKOHYUBIINX MPOTUBOOITYXOJIEBOE
siedeHue. Takast pacrpocTpaHEeHHOCTb ONMUCHIBAIACh HAMU
paHee B ApYryx HalIMX paboTax 1 3TO MPEACTaBIISIET TTPO0-
JIeMy He TOJIbKO OTEeYeCTBEHHOU oHkomemuarpuu [17].

ABTOpHI He pa3 MOAYEPKUBAIN HaJIMUME HEpelIeHHBIX
CBOCBPEMEHHO HYTPUTHUBHBIX TPOOJIEM Y NeTel, IOITy-
YAIONINX W TIOJTYYUBIIUX TTPOTUBOOITYXOJIEBOE JICUCHNE.
Bompekn HEKOTOPBIM TPENCTABICHUSIM Y OOJIBIITIMTHCTBA
WU3JIeYEeHHBIX JeTeli HYyTPUTUBHBIE HAPYIICHUS HE KyIH-
PYIOTCST M HE KOPPEKTUPYIOTCS CaMOCTOSATeIbHO. Bosee
TOTO, OHWM CKJIOHHBI YCYTYOJSIThCS M YCYTYONISTh ApyTHe
OCTaTOYHBIC OpPTaHHBIE W CHCTEMHBIC OCIOXHEeHUs |1,
2, 9]. TloaTomy 06e3 COOTBETCTBYIOIIECH peaduIUTalNu
(KoTOpasi HauyWHAaeTCsl C MOMEHTa ITOCTAHOBKU [Wa-
rHo3a!) MHBaJWAU3ALIMUS U3JIEYEHHBIX OT paKa jJeTeil 3Ha-
YUTETLHO BO3PACTAET.

B manHOI1 paboTe KITIOYEeBBIM UTST HAC OBITO UCCIIeI0BA-
HUE BKYCOBOTO BOCTIPMSTHS 1 AU(DHEPEHIIMPOBKU OCHOB-
HBIX BKYCOB y 00CJTIEIOBAaHHBIX JIETel, TaK KaK M3BECTHO,
YTO HAPYIICHUST BKYCOOIIYIIIEHHWSI 9aCTO COMPOBOXKIAIOT
JIeUeHNEe 1 HePeIKO OCTAIOTCST Ha HEOTPEIeIeHHBIN CPOK
TocJie ero OKOHYaHus. HecMOTpst Ha WHTepec K TaHHOM
TpobJieMe, pe3yabTaToB MCCIeIOBaHUI TToOKa HEMHOTO —
0CO0EHHO BO 2-i1 1 3-i1 meproabl peadbunutanyu. OTyactu
TTOTOMY, YTO TTPY OHKOJIOTUIECKUX 3200/ IeBaHUSIX HapyIIIe-
HUST BKYCOBOTO BOCTIPUSITHSI, KaK TIPaBUIIO, HOCAT KOMOM-
HUpoBaHHbII XxapakTep [18, 19]. OcobeHHOCTH BKYCOOIITY-
IIEHUST TTOMMMO OCHOBHOTO 3a00JIeBaHUSI M TIOCIIEICTBUI
€ro JICYEHUST MOTYT OBITh CBSI3aHBI C TTPUBLIYHBIM COCTABOM
paloHa pebeHKa, PeKMMOM TTUTAHUSI B CEMbE, COIIMATb-
HBIMU U KyJIbTYpHbIMU bakTopamu U T.1. [18]. [ToaTomy
HEeJb3s YETKO BBISIBUTH 3aBUCUMOCTU M BBICTPOWTH TTPH-
YUHHO-CJICIICTBEHHBIC CBSI3M B TaHHOU TipobieMe. K Tomy
ke MHOTHE WCCIIeIOBAaTe T OCHOBHOM YIIOp IO aHAJIN3y
BKYCOOIIYIIIEHU! NeNaloT Ha IMallieHTOB C HEHpPOOHKO-
JIOTUYECKUMHU  3a00JICBaHUSIMU, CITPABEITMBO  TTOJIarast,
YTO JUTATESIbHBIE COXPAHSIONINECS HApYIICHUS WMEIOT
IIEHTPATBGHBIN TeHe3. OmHaKo TIpW 3TOM Kak OBl YITy-
ckarorcs Tiepudepuyeckre Helpornatuu, T.€. Hapylle-
HUSI TIepeadyd BOCTIPUSITAST B MO3T, a TakKKe ITOBPEXK-
TIEHUST CaMOTO BOCITPMTHUMAIOIIIETO aITlliapata — BKYCOBBIX
petrenrtopoB. [ToaToMy Hamu ObITa B3sITa TPYIIITA TTAIIMEH-
TOB C TeMOOJIACTO3aMU, Y KOTOPBIX MBI TIOJYJMiIn Oojiee
BBICOKYIO YacTOTy TUCTEB3WI W areB3Wil TI0 CPaBHCHUIO

POCCUCKWIA BECTHUK MEPUHATOJIOMMW U MEANATPUM, 2021; 66:(4)

78

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(4)



Bawypa A.10. u coasm. HapyiieHus BKyCOOIIYIIEHUS Y eTeli ¢ TeMOOIacTO3aM1 U 3I0KaUeCTBEHHBIMU OTTYXOJISIMU [IEHTPATLHON HEPBHOI CUCTEMBL...

C TaKOBOM y NEeTei CO 3710KAYECTBEHHBIMU OMYXOJSIMU
IHHC, nokanu3oBaHHBIMM B 3aJHEN YEperHON sSIMKe.
Hame uccnenoBanure B 3TOM He €IMHCTBEHHOE; 3apy0exK-
HbIe aBTOPbBI TaKXKe IMOJyJaayd pe3yabTaThbl, OMUCHIBAIO-
1IKe CBSI3U TeprudepruIecKnX HeiponaTuii 1 HapyleHun
MUTAHUS Y JeTell Ha TO3MHMX CPOKaxX IOCcIe OKOHYaHUSI
npoTtuBoonyxoseBoro jseueHus [18, 20]. Kpome Toro, cie-
JIyeT OTMETUTh BBISIBIEHHYIO B TEKYIlel paboTe ropasmuo
OOJIBIITYIO YAaCTOTY pa3BUTHSI MApareB3uil y IeTei ¢ Omyxo-
nsimu LTHC. Bo3MozkHO, TOTOMY YTO X TeéHe3 MOXKET ObITh
MPEeUMYIIECTBEHHO LIEHTPaJbHBIM. B 11e710M mosyueHHbIe
HaMU JaHHbIe BKYcOBOW MU((GEpeHIMPOBKY CBUACTETb-
CTBYIOT, YTO Y 3HAYMTEIHLHOTO YMCIa JeTeil COXpaHSIIOTCS
HapyllIeHUsT BKYCOONIYIIEHUS], OCOOCHHO K TOPbKOMY
BKyCy. DTa HaxojkKa MHTepecHa JUIsl JaJbHEMIIero Ooru-
CaHUs M W3YYEeHUs, TIOCKOJIbKY B JINTepaType Mbl TOKa
He HalllJIA TTOIOOHBIX JaHHBIX.

JlornyHo, 4TO HapYIIEHUST BKYCOOIIYIIIEHUST U HYTPHU-
TUBHBIN cTaTyc OyIyT 3aBUCETh APYT OT apyra. B naHHOM
WUCCIIEIOBAHUM B ONpPEIeJIeHU HYTPUTMBHOIO CTaTyca
Mbl OTPAaHWYMJIMCh WHIEKCOM MacChl Tejla, OCO3HaBasl
MPU 3TOM, YTO JAHHBIN TMOKa3aTe/ib He MOJHOCTBIO aje-
KBaTHO OIpeAesisieT MCTOIIEeHUE/OXUPEHUE Y OOJbHBIX
JTaHHO# KOTOpTHL. B manpHeimeM 1eaecoodpa3Ho mcciie-
JIOBaHUE C pes3yjbraTaMyd TKaHEBOTO cocTaBa Tela —
B YaCTHOCTH, CONEPXKaHUEM XKMPOBOW MaccChl, OE3KUpO-
BOI Macchl U MbIIIIEYHOI Macchl. [ToaydyeHHbIe TeKylre
pe3ysbTaThl MOKa3ajJu TOopas3no OOJbIIYI0 YacTOTy BKY-
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COBBIX MHBEpPCUIl Yy JeTell ¢ WU30BITOYHOI Maccoil Tesa
u oxupeHuem. [lpuyem He K ciaakoMmy BKYCY, KakK clie-
JIOBAJIO OXMJATh. XOTS Mbl IOHUMAEM, 4TO MOJTYYEHHbIE
JAHHbIE SIBJISIIOTCS TIEPBUYHBIMU U TPEOYIOT JETAIbLHOTO
aHasm3a B MOArpYyIax.

IMonyyeHHble pe3yabraTbl IUKTYIOT HEOOXOIUMOCTb
M3YYEHMsI ITOTO BOIMPOCa MU MHOTO(haKTOPHOTO CPaBHU-
TEJILHOTO aHa/ln3a (B TOM YMCJIe ¢ MOoKa3aTeasiIMUA BKYCO-
OLIYIIEHUST YCJIOBHO-3I0POBOII  KOTOPTHI HACEJEHMUSI),
a TakKe IMOMCKa MPUINHHO-CIICICTBEHHBIX CBsi3eil. DeHo-
MEH U 0COOEHHOCTH MapareB3uil Takxke CaeayeT Mmoapoo-
Hee u3yuyaTb. BMecTe ¢ JeTaJibHbIM aHAIM30M COCTaBa
NuUTaHUs pebeHKa M OCOOEHHOCTEH BKYCOOIIYIIEHUS
MbI CTABUM 3TO OTHOM U3 OJIMKANIINX CBOMX 3a/1a4.

3akniovyeHue

Ewe pa3 ciemyer moauyepkHyTh, YTO HApYIIEHUs BKY-
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Correcting eating disorders in obese adolescents
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2Pirogov Russian National Research Medical University, Moscow, Russia

AKTyaJIbHOCTb MCCJIEIOBAHHSI 00YCJIOBJIEHA HEOOXOMMMOCTBIO M3YYeHHs COCo0a ynoTpedeHus MUINM B KayecTBe METOxa KOp-
PeKH HAPYUIeH!sI MIIEBOr0 NOBEAEHNUs Y OJPOCTKOB.

Ieab uccnenoanusi. OueHKa KOPPEKIMOHHOTO MOTEHINAIA METOAMKH 0 CIIOCO0Y yNOTped IeHHs MUILH Y MOAPOCTKOB MPH HApyIIie-
HHUAX MUALIEBOr0 MOBEJACHUSA MO TUITY ATAMEHTAPHOI0 O2KMPEHUA.

XapakTepucTHKa JeTeil 1 MeToabl uccienoBanust. PopMUpPoOBaHUe MCCIEI0BATEIbCKON BHIOOPKM HA OCHOBAHMH KPUTEPHEB OLIEHKH
HHIEKCA MACChI TeJIa Y MOAPOCTKOB OCYIIECTBIISUIOCH HA EPBOM 3Tamne uccienopanns. OOumii 00beM UCC/Ie10BATEIbCKOI BHIOOPKH
cocrtasu 69 monpocTkos B Bo3pacte 13—16 JieT ¢ annmMeHTapHbIM 0xkupeHueM. Ipynna ypaBHuBasach o noay. Ha sropom aTamne ocyie-
CTBJISUIOCHh AHKETHPOBAHKE MOJAPOCTKOB /LISl OLEHKH PErIAMEHTA YIIOTPEOICHUS M COMIepKAHUS YOTPeOIsieMOoil UM, BKII0YAst JHep-
TeTHYECKYI0 leHHOCTh. Ha TpeTheM aTane Bee MCTbITyeMble ObLTH Pa3esieHbl HA TPH HCCJIeI0BAaTebCKIe TPYNIbL, IS IBYX M3 KOTOPBIX
ObL1a pa3padoTaHa OTIebHAS POrpaMMa KOPPeKIMH HAPYLIEHHI TUIEBOro NOBEIEHHs C YIeTOM U3MepPsieMbIX IapaMeTpoB.
Pe3ynbrarel. YceTanosieHa 3()()eKTHBHOCTh METO/1a KOPPEKIMH HAPYHIEHH MUIIEBOTO MOBEIEHHs C U3MEHEHHEM PeriaMeHTa yro-
TpeOJieHHsl MUK, MPeNoJATAIIIAS ONOCPEIOBAHHOE YNIOTPedJeHne eIbl MPeJMETHBIM CIOCO00M (C MCHOJIb30BAHHEM CTOJIOBBIX
npuOOPOB — BUJIKH, HOXKH, NAN0YKH). [IpH 3TOM COXpaHSIMCh conepKaHue, 00beM M KPATHOCTh ynoTpedienus mumm. CHikeHne
MAacchl TeJ1a MPH ONOCPEIOBAHHOM CIIOCO0E YNOTPeOIeHN)S MUIM COCTABJISIET B cpeHeM 10 2 Kr B Henesno. Kpome Toro, ¢hmkcuposa-
JIOCh CHIKEHHE HHIEKCa Macchl Tesa. JIoCcTOBEPHO YBeIMYHBAIOCH BPeMs MpHeMa MUIIM, YTO BJIMSET HA KOHTPOJIb 00beMa yrnoTpeo-
JeMoi NMUIIA, NEPEeBOAUT MHUILECBbIC neﬁcmnﬂ U3 HENPOU3BOJIbHOIO YPOBHS C OTCYTCTBUEM cbm(camm HA BKYCOBBIX OIIYIICHUAX
HA NPOU3BOJIbHBIIA.

3akimouenne. MeToAMKa PEKOMEHIYeTCS K MCMOJb30BAHMIO KAK YACTH NMPOLECCa KOPPEKUMH HAPYIIEHHil MUIIEBOTO MOBEIAEHHUs,
TaK KaK T0CTYITHO HHTErpUupyeTCs B M000it MeTOZ[l/l‘[eCKl/[ﬁ KOMILICKC U HE UMeeT npowmorloxaaannﬂ.

Karouesvte caosa: demu, cnocod ynompebaenus nuuwu, 0nocpedo8aHHoe ynompeobaeHue Nuujl, HeonocpedoganHoe ynompeoneHue
NULU, HApYUeHUe NULe6020 NOBEOCHUSL.

Ansa untuposanuns: HuknwuvHa E.N., HuknwwHa B.B., MeTtpatw E.A. MeTon KoppeKkummy HapyLLUeHWI MULLEBOro NnoBeaeHusl NnoapoCTKOB C OXU-
peHnem. Poc BecTH nepuHarton n neavatp 2021; 66:(4): 81-88. DOI: 10.21508/1027-4065-2021-66—-4-81-88

The relevance of the study is conditioned by the need to study the way of eating as a method of correcting eating disorders in adolescents.
Objective. To evaluate the correction potential of the nutrition method in adolescents with eating disorders by alimentary obesity type.
Characteristic of children and research methods. At the first stage of the study the research sampling was based on the criteria for
body mass index assessing in adolescents. The total size of the research sample was 69 adolescents aged 13—16 years with alimentary
obesity. The group was equalized by gender. At the second stage, the adolescents were surveyed to assess the rules for the use and
content of food consumed, including energy value. At the third stage, all patients were divided into three research groups, two groups
had a separate program for the correction of eating disorders, taking into account the measured parameters.

Results. The study confirmed the effectiveness of the nutritional disorders method by changing the eating rules and using object-me-
diated consumption of food (using cutlery — forks, knives, sticks). At the same time, the content, volume and frequency of food intake
were preserved. The average weight loss with an indirect way of eating was up to 2 kg per week. In addition, they recorded a decrease
in body mass index. The time of food intake significantly increased, which affects the control of the amount of food consumed, trans-
ferring eating actions from an involuntary level with a lack of fixation on taste sensations to an arbitrary one.

Conclusion. The technique is recommended for use as part of the eating disorders correction, since it can be easily integrated into any
methodological complex and has no contraindications.

Key words: children, way of eating, mediated food consumption, non-mediated food consumption, eating disorder.

For citation: Nikishina E.l., Nikishina V.B., Petrash E.A. Correcting eating disorders in obese adolescents. Ros Vestn Perinatol i Pediatr 2021;
66:(4): 81-88(in Russ). DOI: 10.21508/1027-4065-2021-66-4-81-88
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OPUINMHAJIbBHbBIE CTATbU

BHaCTOHH_[ee BpeMsl OoJIbIllasi 4YacTb MCCIIETOBaHUIA
BO MHOTHMX 00JIaCTSIX HAyYHOTO 3HAHUS ITOCBSIICHA
M3YYeHUIO HapyIIeHWsIM TUIIEBOrO TTOBEJACHUs pa3-
JnuHbIX BUA0B [1—3]. KoppekiimoHHble 1 MHBa3MBHbIE
aCITeKThl HapyIIEHWH TUIIEBOTO TOBEIAECHUST B UCCIEI0-
BaTeIbCKUX 0030pax MpPEeACTABISIOT M3MEHEHUs CTPYK-
Typbl IUTaHUS 1 ero KayecTna [4—S8].

IIpu HayKOMeTpMYECKOM aHaJlu3e WCCIeNOBaHUI
MUIIIEBOTO TTOBeIeHNST B UH(MOPMaLIMOHHOM cucteMe Web
of Science B xpoHoyiornueckux rpanuiax 2015—2020 rr.
00BeM TTyOJTUKAITMOHHOM aKTUBHOCTHU COCTABIJI 66 Hayd-
HBIX myonukaumii. Yepe3 Tpolenypy KapTHpOBaHUS
HamMu chOPMUPOBAHBI TPHM KiacTepa: M3ydeHUe ap-
MaKOJIOTMYECKON KOPPEKLMU TIUIIEBOTO TIOBEICHMUS;
MU3yvYeHUe SHIOKPUHOIOTMUECKUX MEXaHU3MOB Hapyle-
HUI MUIIEBOTO TOBEACHUST; N3ydeHne (PaKTOpPOB pHcKa
HapylIeHU I TTUIIeBOTo TToBeaeHus (puc. 1).

PesysraThl MccaenoBaHWA, TTOCBSAIIEHHBIX U3Yy9eHUIO
KOPPEKIMY HApYLIEHUH MUILEBOTO MOBEACHUS IO CITOCO0Y
VIIOTPeOJIEHNsT B OTEYECTBEHHBIX 1 3apyOeKHBIX HayKOMe-
tpuueckux 6azax (Elibrary, Pub Med, Scopus, Web of Sci-
ence), He MpeACTaBlIeHbl. B CBSI3M ¢ 3TUM paccMOTpeHMe
KOPPEKIIMU TIMIIEBOTO MOBEACHUS 0 CIOCO0Y yrnoTpeo-
JIEHUST TIO3BOJISIET paccMaTpUBaTh CITOCOO YMOTpeOIeHMs
(ortocpeToBaHHbBIIN CTOJIOBBIMU MPUOOPAMU MJT HEOTTOCPE-
JTIOBaHHBII) KaK TTPEAMKTOP KOPPEKIIMN HAPYLIEHUH TTHTIEe-
BOTO TIOBEICHYST TIPY aJTAMEHTApPHOM OXXUPEHHH.

[InmeBoe moBeneHMWE IIPEACTaBISIET COOOU IIEH-
HOCTHOE OTHOIIIEHUE K THIIe U CITOCOo0y ee yrnoTrpeo-
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«eating behavior» (nuuieBoe nopeneHue).
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JIEHWST, BKJIIOYas PEeXMMHBIE W OpraHU3allMOHHBIE
acriekThl ero peanusanuu. [IumieBoe moBeaeHNE BKITIO-
YyaeT MPEANnOUTeHUsI, CTEPEOTUITHI TUTAaHUS, WHIUBU-
nyaJibHBIC JJISI KaXXJI0To 4YeJloBeKa, a TakXke TUIIEBbIe
YCTaHOBKM, TPWBBIYKU, MEPEKUBAHUS B OTHOIICHUU
nuiy (KayectBa M KoiuudectBa). OCHOBHBIMU (DOP-
MaMM HapylIeHW TMUIIEeBOTO TMOBEACHUS SIBISIOTCS:
SMOLMOTEHHOE HapylIeHWe TMUIIEBOTO TOBEICHMUS
(mpuem mnumM Ha (OHE 3MOLMOHAJIBHOTO IMCKOM-
dopTa, 4To TpOABIAETCA B (opMe TepMaHEHTHOTO,
KOMITYJIbCUBHOTO M Ce30HHO-a(peKTuBHOTO pac-
CTpOWCTBA), 3KCTEpHAJbHOE HapylleHWe TMUIIEBOTO
nmoBeAeHUs (M30BITOYHOE MOTpebeHe TTUIIU TPOBO-
LUPYeTCs BHEIITHUMU pPa3IpakUTEIIMU — BHEUTHUM
BUIOM, 3aITaXOM €JIbl, PEKJIaMOI MUIIEBHIX TPOAYKTOB,
BUAOM TIPUHUMAIONIMX THILY JIOAei) W OTpaHUYM-
TeJIbHOe HapylleHWe THIIEBOro MOBeAeHUS (XaoTHU-
HbIe HEIOCIeN0BaTeIbHbIe OTMU30AbI OTPAHUYCHUS
noTpedeHUsT elibl, KOTOPbIe PeTyJIIpHO HapyllIalTcs,
YTO MPUBOAUT K AeKomrieHcamuu) [9, 10].

HapyireHust myieBoro moBeaeHWsT YaCcTO TTPUBOISIT
K BO3HUKHOBEHWIO aJUMEHTApHOTO OXWPEHUS, TIpe.-
crapisitoiiero coboii 3aboyieBaHME OOMeEHa BEIEeCTB,
JIJIT KOTOPOTO XapaKTepHbI yBeJWYeHue oObeMa XKUpPo-
BOI TKaHM, TPOTpeccHUpylolliee TeUyeHWEe M BBICOKAs
CKJIOHHOCTb K peluarBaM. ECThb cylliecTBeHHbIE pasiin-
Yysl B XapaKTePUCTUKAX HOPMAJbHOTO M HapyIIeHHOTO
MUIIEBOTO TTOBEACHMSI, HECMOTPsI Ha YCJIOBHOCTH MO100-
HOTO pa3rpaHuyeHus (puc. 2).

impoligance

lism

AN
g:e'rh?&gos;asis

Puc. 1. KapTupoBanue 3ampocoB uccjenoBanuii B ungopmamuonHoii cucreMe Web of Science mo KioueBbiM cjioBam
Fig 1. Mapping research queries in the Web of Science information system using the key words “eating behavior”.
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Hukuwuna E.H. u coaem. MeTon KOPPEKIUY HAPYIICHUIT TUIIEBOTO MOBEICHHS MTOIPOCTKOB C OKUPEHUEM
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Puc. 2. Pe3ynsTaThl CPABHUTEIHHOTO AHAJIN32 XaPAKTEPUCTUK YIOTPeOIeHNS elbl PH HOpPMe W HAPYLIEHUN

NHUILIEBOro NOBEACHUA.

Fig 2. The results of a comparative analysis of the characteristics of food consumption with norm and eating

disorders.

KputepuanbHblii TOAXOA K YMOTPEOJCHUIO eIbl
MMO3BOJISIET BBIIEJIUTH JBa TUIIA CITOCOOOB: 0€3 MOIb30-
BaHMsI CTOJOBBIMU MpuOopaMu (JTIOXKW, BUJIKUA, HOXa,
rnajoyek M Jip.) U OMOCPEAOBAHHbBINA CTOJOBBIMU TIPU-
6opaMu crioco0 yrorpebaeHust eapl. OnocpenoBaHHOE
yIoTpedaeHue ebl MOXET OCYIIECTBISITHCS C UCTIONb-
30BaHMEM TOJBKO JIOXKKM (Kuakas W Kalieoopas-
Has TuIa), ¢ UCTIOIb30BaHWEM TOJbKO OJHON BUJIKHM,
C WCIIOJIb30BaHUEM BUJIKM M HOXa, C UCITOJb30BaHUEM
najouyek. MoXeT BKIOYATh CJOXHbBIE TPUOOPHBIC
MaHUITYJISIHAM — HOX M BUJIKA, JIOXKa W BUJKA U T.JI.
[IpeoGnanaomiuM B MOJPOCTKOBOM BO3pacTe CTEpeo-
TUIIOM TIUTAHUS OCHOBHBIX MPOAYKTOBBLIX Ipymil (6e-
KOBBIE MPOIYKThI, 36pPHOBbIC, KOHAUTEPCKUE W3ACIUS,
MpOayKThl (acT-yna) sIBASIETCS HEOMOCPEIOBAHHBIN
CTOJIOBBIMU TIPUOOpPAaMM CIOCOO YIOTpeOJeHUS eIbl
(yale Bcero pykamu u ObICTPO).

MopdodyHKIIMOHaIbHAST OpraHU3alvs TUIIEBOTO
MoBeeHNsT O0ecrneuynBaeTcsl LEHTpaMM THUIToTajJaMyca
(LIEHTPBI TOI0A U 3KaK/Ibl), TIPEMOTOPHBIMU U MpehpOH-
TaJIbHBIMU 30HaMU1 KOPBI OOJIBIINX TTOYIIApUiA, a TAaKXKe
0asajJbHBIMM TaHTIUSMU. B 3aBUcMMOCTM OT criocoba
ynoTtpebaeHust MUy Mop@odyHKIIMOHATbHbBIE OCHOBA-
HUs Takke OynyT oTiinuarbes. [1pu HeorocpeaoBaHHOM
ynoTpeOJeHur MU Mopdosiornyeckasl opraHu3arus
obecrieyrBaeTcsl Ha YpPOBHE IIIEHHOTO OTaena T03BO-
HouHUKa. B ciyyae ymorpeOieHMs] XUAKOW W Kalle-
00pa3HOl TUIIM C TIOMOIIbIO JIOXKKU YPOBEHb MOp(dO-
JIOTUYECKOTO OCHOBAHMSI BKJIIOYAET CTPYKTYPHI IIEHHOTO
oT/esla TO3BOHOYHMKA, a TaKKe IMPOAO0JroBaTOr0 MO3ra

1 MocTa, OaszanbHble TraHrmu. [lpu ynorpebiaeHuu
MUIIKA C UCMOJIb30BaHMEM BUJIKUA MOPGhOQYHKIIMOHATb-
Hasl opraHu3aius odbecreunBaeTcsl Ha YPOBHE IIEIHOTO
oT/eNla TO3BOHOYHMKA, a TakXke CTPYKTypaMH TIpo-
JIOJITOBATOTO MO3ra, MOCTa, 0a3ajJbHBIMU TaHTJIUSIMU,
MEJIKOMOTOPHBIMU  3JieMeHTaMU.  MopdodyHKIIo-
HaJIbHBI YpOBEHb OpPraHU3allMM YMOTPEOJECHUST MUIIA
C UCIOJb30BaHUEM BUJIKM M HOXa BKIIIOYAET IPOIOJI-
roBaThIii MO3T, MOCT, MpPELEHTPaTbHbIE OTAEbI JTOOHOM
KOphbI, O0a3ajibHble TaHTIUMK. [Ipu ynoTpeGaeHUN MUINA
Mpu TIOMOIIM Tajgouyek Mop(PodYHKIIMOHAIBHBIN ypO-
BeHb OpraHM3allMy TakKXe COCTABJISIIOT IMPOIOJTOBaTHIN
MO3I, MOCT, TpElLEeHTpPaJbHbIe OTAEJbl JIOOHOI KOpBHI,
OazayibHbIE TAHTJIUU.

Ilea» wuccaemoBaHusi: OlLIGHKA  KOPPEKIIMOHHOTO
MoTeHLIMaIa METOAMKY T10 CIOCO0Y YITOTpeOIeHUsI TUIITN
MpU HapyLICHUSIX TUILIEBOTO TOBEAEHUS MO TUIY M-
MEHTapHOTO OXXUPEHUSI.

XapakTepucTuka geten u MeTogbl UccnenoBaHns

OpraHuzanust UcciIeqoBaHUs BKJIIOYalla TPU ITara.
dopmurpoBaHKe UCCIeI0BATEILCKON BHIOOPKM HA OCHO-
BaHWM KPUTEPHMEB OLIEHKU CTaHIAPTHOTO OTKJIOHEHUS
(SD) nHaekca Macchl Tesa y MoapOCTKOB OCYIIECTBIISUIN
Ha mepBoM atane. OOmuil 00beM HCCiIenoBaTebCKOM
BBIOOPKM cOCTaBWII 69 MOapOCTKOB B Bo3pacte 13—16 et
(cpemnuii Bo3pact coctaBwi 14,62+2,31 roma) ¢ anm-
MEHTapHBIM OXUpeHHeM. [pynmy ypaBHUBaIU 1O TTOTY
(B uWcciaemoBaHMM TIpUHMMaNKM ydactue 31 MalbuyuK
n 38 neBouek). MHmeKC Macchl Telna pacCYMTHIBAIU

POCCUVCKWIA BECTHUK MEPUHATOJIONW U MNEANATPUM, 2021; 66:(4)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(4)

83




KaK OTHOIIIEHWE MacChl Tea (B KWIOTpaMMax) K POCTy
B KBaapare (B caHTUMeTpax). Kpurepuii BKIHOYEHMSI
B MCCJIEIOBATEIbCKYIO TPYIIIY: COOTBETCTBME WHIAEKCA
Macchl Teaa auanazoHy ot 30,6 mo 33,2 kr/m? (anuMeH-
TapHOe oxupeHue). CpemHnii MHIEKC MACChI TeJla TOJ-
POCTKOB, YYacTBYIOIIUX B WCCIEAOBAHWM, COCTABILUI
31,54%1,22 kr/m?, 4TO COOTBETCTBYET aJIMMEHTAPHOMY
oxupeHuto. Ilo JaHHBIM NPODUIAKTUYECKOTO MEIu-
IIMHCKOTO OCMOTpa BCE UCIBITYeMble MMeNn 3apuKCh-
pOBaHHOE 3akJo4YeHue «310poB». McciaenoBaHue ocy-
IIECTBIISTN Ha YCIOBUSIX WH(MOOPMIPOBAHHOTO COTTIACHS.
B nucbmeHHOM MHMOpPMUPOBAHHOM coriacuu (UKCH-
pOBa perIaMeHT B3aMMOIEUCTBUS C KIMHUYECKUM
TICUXOJIOTOM, TIPEITOIaraBIINii eXXeTHeBHYIO TTePUOIAY -
HOCTb JIMYHBIX BCTpeY; (POpPMUPOBAHUE BHUICOOTYECTOB
MO pexXuMy YIoTpeOsieHUs ebl (3aBTpak—00ea1—YyK1H);
TIePeChUIKY BUICOMATePUAIOB Yepe3 TIPUIIOKCHUST; CAaHK-
IIMM BBIXOJA W3 MporpaMMbl (HECOOJIOJeHUE YCIOBUIA
SKcTiepuMeHTa). JIsi BCeX yYaCTHWKOB WCCIICIOBAHUS
00s13aTeTbHBIM YCJIOBHEM OBUT TIPMEM BOIBI B 00BeMe
He meHee 2,0—2,5 n/cyt. laHHOe ycioBue 3a(pUKCUpPO-
BaHO B MH()OPMUPOBAHHOM COTJIACHU.

J7s1 Kaxxaoro moapocTKa, Y4acTBYIOLIETO B HUcCCTe-
TOBaHUM, OTIPEIEIISICSI COCTaB YITOTPEOISIEMOM THIIN
(B TIPOIICHTHOM COOTHOIIECHUW OTIPEAEISIOCh KOJIH-
YeCTBO OEJIKOB, KWPOB, VIJIEBOMOB) W PACCUUTHIBAIIN
CPEHIOI0 CYTOUHYIO IHEPreTUYecKylo LEeHHOCTb YIO-
TpeOsIeMOl TUIIA Ha KaXIbI MpreM Ha OCHOBaHWUM
pe3yIBTaToOB aHKeTupoBaHus. CpeqHssl SHepreTuIecKast
LIEHHOCTh OfHOW mopuuu cocrapiasuia 1500—2000 kkai
(c mpeobnamaHWeM B pallMOHE YIJIEBOAHOW TIUIIIN).
O0beM yIJIeBONOB B OMHOW TOPUMM yHOTpeOasieMoit
iy coctaisti oT 50 mo 70% ot oblieil sHepreTuye-
CKOW LIEHHOCTH.

TakK 1 No cogep>XaHuto, He NnpoBoannach.

+ KonnyectBo nCMbITyEMbIX: 19 noapoCTKOB.

+ Llenb nporpaMmmbl: UBMEHEHME pernaMmeHTa yn0Tpe6neHMﬂ nnwn.

° Co,u,ep>|<aHV|e nporpamMmebl: onocpenosaHHoOe yn0Tpe6neHV|e €ebl NpeaMeTHbIM cnoco6bom
(C nCNoNb30BaHMEM CTONOBbLIX I'Ipl/l60pOB — BUJIKN, HOXW, NaNOYKN U T.4.) C COXPaHEHNEM
coaepxxaHua, obbema n KPpaTHOCTU yrIOTpe6J'I6Hl/lFI nnn.

+ KonnyectBo ncnbiTyeMbix: 24 nogpocTka.

+ Lenb nporpammbl: UISMEHEHWE COAEPXaHWS ynoTpebnsemon eapi.

+ Copep>xaHve NporpamMmbl: UISMEHEHWE COAEPXAaHNS YyNOTPebnsiemMo efibl OCYLLLECTBNSAIOCH
BPa4YOM—AMETONI0NOM UHONBUAYASNTbHO SIS K&XA0r0 UCMNbITyeMOro.

+ KonnyecTtBo ncneityembix: 24 nogpocTka.
+ LleneHanpaBneHHasa KOPPEKLUMS HapYLLEHUI NULLLEBOrO NOBEAEHUS KaK NO PEraMeHTy,

OPUINMHAJIbBHbBIE CTATbU

Ha BropoM 3Tame mnpoBomuin Oeceny C HCIBITYye-
MBIMHM, HaIlpaBJICHHYIO Ha OLIEHKY perjaMeHTa YIoTpeo-
JIEHUSI UMM TTUIIM (TI0 TeMITy U JUIMTEeJIbHOCTH). AHKeTa
BKJIIOUaJia TIepeuyeHb BOIPOCOB, KacalolIMXCs pexXuma
MUTaHUs, KOJWYEeCTBA THINM, MecTa M crocoba YIo-
TpeOJIeHNST TIUIIM, COIAEPKAHUS YITOTPEOIAEMOM I
(uTO enmsT), a TakXKe CYTOUHYIO 3HEPreTHYECKYI IIeH-
HOCTb (pacCYUTHIBAJIM MCXOIST M3 KOJIUYECTBA U COMEpP-
KaHUs ynoTpebsiemoit nuiu). Ha ocHoBaHUM aHanu3a
MOJIyYEHHBIX Pe3yJIbTaTOB OLEHUBAJIM JOJIO0 YIOTpPeO-
JIEHUST TIAIIA Pa3HBIMUA CcIriocobaMu (0OTMoCpeT0BaHHBIM
U HETIOCPEICTBEHHBIM).

Ha Ttpetbem 3Tame uccienmoBaHus ObUIM COpMU-
pOBaHBI TPU WCCIEAOBATELCKUE TPYIIBI — JBE DKC-
nepuMeHTaibHble (D, 1 B)), oaHa KoHTpoJbHas (K).
JIst Kaxkaoi 9KCIepUMEeHTaTbHOM TPYITIBI OblIa pa3pa-
06oTaHa OTIebHAsI TporpaMMa KOPPEeKIIMU HapylIeHW
MUIIEBOTO TOBEIECHMUSI C YIEeTOM HM3MEPSIEMBIX TMapame-
TPOB — BPEMEHHOTO perlaMeHTa YMOTPeOJeHMS TTUIIN
00 ee conepxkaHus (puc. 3).

B nepBoit skcnepumeHTanbHOM rpynme (9,) 00s-
3aTeJIbHBIM YCJIOBMEM ObUla BUIEO(UKCcAIUS KaXkI0Tro
MpreMa MUIIY TTOAPOCTKAMM ¢ HapyIIeHUEM THIIEeBOTO
nmoBefcHUs. Bo BTOpOil 3KCIepUMEHTAIbHOM TpYIIe
(3,) B mpoluecce peanusalii MPOrPaMMbl KOPPEKLIMK
HapyIIeHU TUIIEBOTO MOBEACHUS MOAPOCTKAM HeoO0-
XOIMMO OBIJIO BECTH JHEBHUK C MUCbMEHHOM puKcamyeit
KaxkI0To TIpreMa MHIIM TT0 00beMY, COAePKaHUIO U Bpe-
MEHHOMY perJlaMeHTY.

OO0masi MpoAOJIKUTEBHOCTh TIPOTpaMMBbl  KOPpPeK-
LMY HapYIIeHW MMUIIEeBOTO MOBEACHUS B 00EUX IKCIIe-
pUMEHTAJIbHBIX TPYIMIax cocTaBisiia 5 Hex (35 mHeit).
B kaxnoii rpynne (3, 9,, K) ocyliecTsisim usMepeHme
Macchl M MHJIEKCa MacChl TeJla uepe3 Kaxable 7 THEei.

Puc. 3. Oprann3zanus TpeTbero 3Tana UCclieJOBAHNUsI KOPPEKIMA HAPYIIEHNs] MMIIEBOT0 NMOBeIeHNs Y MOAPOCTKOB MO CIOCco0y yno-

TpeOJIeHs MUIIH.
C)

1

— neppas 9KCNepUMEeHTAbHASA Ipynna; D, — BTopas dKCnepuMenTanbHas rpymna; K — Kontposibnas rpynna.

Fig 3. Organization of the third stage of the study of correction of eating disorders in adolescents by the way of eating.
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Hukuwuna E.U. u coaem. Meton KOppEKIINn Hapymel—mﬁ TIMIIEBOTO MOBEACHMA ITOAPOCTKOB C OXKUPEHUEM

CraTuctuueckyro o0pabOTKy TOJYYeHHbBIX JaHHBIX
BBITIOJTHSITA € WCITOJIb30BAHMEM METOJOB CPaBHUTEIb-
HOI cTaTUCTUKM (HemapameTpuueckuii U-Kputepuii
Manna—Yutun  (p<0,05) nmnga  cpaBHEHMSI MaccChl
U MHJEKCAa MacChl Teja MeXIy Tpemsl rpyrnnaMu UCIbI-
TyeMbix; Kputepuii y> @puamana (p<0,05) npuMeHsIU
IS OLIEHKW JWHAMUKHW WCCIIeAyeMbIX ToKa3aTeseit
OTJIETHHO IO KaXKIOW TPYITITE UCTTBITYEMBIX).

Pesynbrathl

B pesynabraTe OIICHKM OJIEBOTO pacrpeneIeHUs
crnocoba yroTrpebsieHusl MUIMA 110 TPYyInaM MOAPOCT-
KOB OBIJIO YCTAaHOBJIEHO, YTO TPY HApyIIEHUU TTHUIIEBOTO
TTOBENIEHNSI Y TIOIPOCTKOB MTPE00IIaTaeT HeOITOCPETOBaH-

HBI CIOCO0 ymoTpeOJeHNsT UM B CPaBHEHUM C OIO-
cpenoBaHHBIM (puc. 4).

B pesyibrate wucciaemoBaHUsT OWHAMMKHM MacChl
M WHIEKCA MAcChl TeJla BBISIBIEHO CTAaTUCTUYECKU 3Ha-
YMMOE CHUXXEHHUE ToKasaTeneil B O, u 3, 9KCIEPUMEH-
TaJbHBIX TPYMMax TPU OTCYTCTBUM TaKOBBIX B KOH-
TpoiabHOW rpynme (cM. Taomuiy). [lpu cpaBHeHUU
MacChl M WHIEKCAa MAacChl Tejla € TMPeaIIeCTBYIONINM
3aMepPOM JIOCTOBEPHO YCTAHOBIIEHO, YTO B O, OT HENEIH
K Hemejie TMPOUCXOAWJIO 3HAYMMOE CHUXKEHUE MacChl
Tena: 3a 1-10 Hemesto OHO B cpeaHeM coctaBuiio 0,5 KT,
3a MocjeqHo (5-10) — okojio 2 K. B B, BhigBieHa
obpaTHast TeHAEHLWsT: Hanbojee MWHTEHCUBHO CHUXKeE-
HUE Macchl TeJla TIPOUCXOAMI0 3a 1-10 Hemelo (B cpel-

Tabauya. 3HAYNMOCTD PA3JIMIMA MACCHI M HHIEKCA MACCHI TeJIa B IMHAMUKE Peaji3aiui MPOrpaMMbl KOPPEeKIMH HAPYIIeHHi

NUILEBOTO noBeaeHus moapocTkoB (x> ®puamana; p<0,05)

Table. The significance of differences in weight and body mass index in the dynamics of the implementation of the program

for correcting eating disorders in adolescents

HccenoBarebeKue 1-51 Hemens 2-4 Heeas 3-g Henens 4-g Henens 5-g Henenst
e P o P Lo P Lo P o ? -
Macca Tena, Kr
CH 0,024%* 12,16 0,042%* 11,29 0,041%* 11,12 0,047* 11,22 0,038%* 11,34
3, 0,027* 11,12 0,041%* 11,36 0,059 11,05 0,041%* 11,24 0,032* 11,19
K 0,167 10,92 0,059 10,72 0,078 10,94 0,102 10,91 0,196 10,93
Wnpekc Maccel Tea, Kr/m?
CH 0,022%* 0,026* 11,42 0,041%* 11,27 0,041%* 11,18 0,037* 11,31
3, 0,017* 0,031%* 11,21 0,029* 11,19 0,043%* 11,27 0,044%* 11,54
K 0,194 10,19 0,097 10,24 0,107 10,38 0,111 10,71 0,092 10,92
”puM@’lﬂHU@. *_ craTUCTUYECKAs 3HAYMMOCTD pasnnqnﬁ TIpy CpaBHECHUUM C UCXOOHBIMU JAaHHBIMMU.
1,5
1
0,5
Ii—.
% 0
('; 1-9 Hepens 2-a Hepens 3-9 Hepensa 4-a Hepensa 5-a Hepens
3 -0,5
©
=
-1
-1,5
-2
-2,5

MepBas akcnepuMeHTasibHas rpynna
a@= Bropas sKkcrnepumeHTasibHas rpynna
a@= KoHTposibHag rpynna

Puc. 4. InnamMuka Macchl TeJ1a B IPOLIECCE PEATM3ALMH MPOrPAMMbI KOPPEKLUH HAPYIEHHIA TMILEBOTO MOBEIEHUS N0 TPYINAM NOAPOCTKOB.
Fig 4. Dynamics of weight during the implementation of the program for the correction of eating disorders by groups of adolescents.

POCCUVCKWIA BECTHUK MEPUHATOJIONW U MNEANATPUM, 2021; 66:(4)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(4)




HEM TOUTH Ha 2 Kr), 3a 4-10 HEJIeJII0 CPeIHEE CHUXKEHUE
coctaBwio 0,81 xr, a K 5-1f HefeJle ”THTEHCUBHOCTD CHU -
JKEHUsT MacChl Tejla YMeHbIIWJIach (00llee CHUXKEHME
Macchl Tejla K 5-f Hejesie COCTaBUJIO TIpUMEpHO | KT).
B KOHTpONIbHOW TpymIie 3HAYMMOE M3MEHEHUE MacChl
TeJia He BhISIBJIEHO (CM. puc. 4).

JlnHaMUKa WHAEKCAa MacChl Tesia MO TpyrIaM Takxke
XapaKTepU3yeTcst HEpPaBHOMEPHOCTHIO. Haub6onee
MHTEHCUBHOE CHIDKEHNE MHIEKCa MACCHI TeJla BBISBIEHO
y noapoctkoB B,. B B, n1MHaMuKa 3TOro Mokasaresis
HOCHJIa MOHOTOHHO YOBIBAIOIINiA XapakTep. B KOHTpoJTb-
HOI TpyIIIe IMHAMUKA UMeJa XapaKTep IiaTo 6e3 cTaTu-
CTUYECKU 3HAYMMBIX M3MEHEHUI (puc. 5).

IMpn ¢uKkcanmy BpeMeHH, 3aTpauyMBaeMOro Ha Kax-
NI TIpUeM MUuIK (3aBTpaK, o0eld, YKUH), JOCTOBEPHO
YCTaHOBJIEHO, YTO Y MOAPOCTKOB TPYMIIBI 3, B MPOLECCE
KOPPEKIMK HApyIIEeHU TUIIEBOTO MOBEIESHUST TTPOU30-
IIJIO €ro TMOYTH ABYKpaTHOE yBeIWYeHUe K 3-i Hemee.
IMocne 3-it Hemenu Bpems MOTpeOJEeHUS TUIIM CTaOu-
JIN3UPOBAIOCH M OCTAJIOCh HEW3MEHHBIM. YBeIUYeHUE
BpeMEHM OBIIO OOYCIOBIEHO BKIIOYEHHMEM OIOCPENO-
BaHHOTO Crocoba YIOTpeOIeHUs TUINM TP KaskKIOM
rpreMe — TMPUMEHEHHWE CTOJOBBIX MPUOOPOB TPUBEIIO
K YBEJIMUEHHIO BpeMeHU (puc. 6).

B rpynme 9, BbisiBlieHa 0OpaTHas TEHAEHLMA: BPEMsI
YIOTPeOJCHUST TUIU 33 KaXAbli TpUeM MOHOTOHHO
YMEHBIIAIOCh, YTO OBIIO OOYCIOBIEHO COKpallleHHEeM
obbeMa TUIIW. B KOHTPOJIBHOI TpyIlie B OTCYTCTBUE
1IeJICHATTPABJICHHOTO BO3JACHCTBUS MO KOPPEKIIUU Hapy-
IIEHWI TIHIIEBOTO TOBeAeHUs 3a(PUKCUPOBAHO OTCYT-
CTBHE U3MEHEHUI BpeMEeHU YIOTPeOIeHUS TTUIIH.

MHpekc maccbl Tena, Kr/m>?

OPUINMHAJIbBHbBIE CTATbU

OcylecTBsiA OLIEHKY AWHAMUKU WHIEKCAa MAacChl
Tejla B MpOLECCe pean3alMyd MPOrpaMMbl KOPPEKIIUKU
HapylIeHUid TMUILEBOro ITOBEAECHUSI B IIEPBOIl BKCIIE-
PUMEHTAJILHON TPYIIE TOAPOCTKOB, MBI TOCTOBEPHO
YCTAaHOBWJIM CHIDKEHUE JAHHOTO ToKaszaTelsT K KOHILY
5-i1 Henenu.

OOcyxaeHue

B coBpemeHHbIx HayuHbix cuctemax (Web of Sci-
ence) MNpM aKTMBHOM HCCJIENOBAaTEIbCKOM WHTEpece
K acrekTaM CTPYKTYPhI TTOTPeOeHUsT TTUIIEBbIX MPOAYK-
TOB HCCJIEJIOBaHUSI O KOPPEKIIMM HapylIeHWI TMulie-
BOrO MOBEIEHMSI MO CMOCO0Y ymnoTpeOiaeHusl He Mpe.-
craBieHbl. Bmecte ¢ TeM u3yuyeHUE CTEPEOTHUIIOB
MUILEBOTO TIOBEJACHUST y JeTell M3 pasHbIX BO3PACTHBIX
TpynI  (JOIIKOJbHBIA BO3pACT, MJIAAIIMK IKOJbHBIN
BO3pACT, MOJAPOCTKOBBII BO3PACT) MOXHO paccMaTpu-
BaTh B KaueCcTBe OOIEei nccieaoBaTeIbckoi joruku [11].
MexaHn3M CcTepeoTUNN3aM, TIpeaIioaralomnii gop-
MUpPOBaHUE CTEPEOTHUIA IMUIIEBOTO TOBEIEHUS IO CIIO-
co0y ynoTpebieHusT UM, TaKXe afeKBaTeH ISl KOp-
PEKIIMU HApYILIEHUI MUIIEBOTO MOBEICHUSI.

3aknovyeHue

Onenka 3GGEKTUBHOCTU TPOrpaMMbl  KOpPpeK-
1IMYA TIUIIEBOTO MOBEAEHUSI MOAPOCTKOB MO METOJMKE
perjiaMeHTalluM crocoba yrnorpediaeHust Muiu (rpem-
METHO-OTIOCPEOBaHHbBIE NEUCTBUSI C 00s513aTeTbHBIM
WUCIOJIb30BAaHUEM CTOJIOBBIX MPUOOPOB TPU HCKIIO-
YEHUU HEIMOCPEICTBEHHOTO KOHTaKTa pyK) CBUjE-
TEJbCTBYET O CHUXXEHUM I[oKa3aTejlell Macchl Tesa

\31 ,3h =31 ’32
S
=
0,60\ T
==30,48
! 2
1-9 Hepensa 2-9 Hepens 3-9 Hepensa 4-9 Hepens 5-a Hepens

@ [NepBag aKCnepnMeHTasbHas rpynna
==0== BTOpas 9KCnepuMeHTanbHas rpynna
==9== KOHTPOJIbHAA rpynna

Puc. 5. IluHaMuKa MHIEKCA MACChI TeJIa B poliecce peain3alui NPorpamMmMbl KOPpeKIMH HapylIeH!ii MUIEeBOro NoBeeH s MO0 TPyI-

naM noapoCTKOB.

Fig 5. Dynamics of body mass index during the implementation of the program for the correction of eating disorders by groups of adolescents.
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Hukuwuna E.H. u coaem. MeTon KOPPEKIUY HAPYIICHUIT TUIIEBOTO MOBEICHHS MTOIPOCTKOB C OKUPEHUEM

MepBas akcneprMMeHTanbHasa rpynna

KoHTponbHasa rpynna

BTopas akcnepvmeHTanbHas rpynna

5-avenens [EBINEEN 45 5.5 Henemn 5.9 Henens

4-q Hepens 13,7 4-5 Henens! 13,7 4-q Henens

3-a Hepens 3-a Hepens 3-a Hepens

2-a Hepens 2-9 Hepens 2-9 Hepens 13,5

1-9 Hepens 14,5 1-9 Hepens [189 [ 93 | 1-9 Hepens

0 20 40 60 0 10 20 30 40 0 10 20 30 40
[VTEeNbHOCTb NPpYiemMa nuLLy, [MTENbHOCTb NPYeMa MULLK, [MTENbHOCTb NPreMa NULLK,
MUH MUH MUH
[ 3aBTpak O6en, YXUH [ 3aBTtpak O6en, YXuH [ 3aBTtpak O6en, YXuH

Puc. 6. lunamMuka ynoTpe0/ieHns UIIM [0 IPYNNAM HOIPOCTKOB IO ITUTEJIHOCTH (B MUHYTAX).
Fig 6. Indicators of changes in food intake by groups of adolescents by duration (inminutes).

(a COOTBETCTBEHHO M MHIEKCAa MacChl Teja) aaxe
IpU COXpaHEHUM COAepXKaHWs paluoHa W IIepUO-
IUYHOCTM TNpHeMa Tuimu. PermameHTtanus crmocoba
yIoTpeOJeHUsI UM — OJMH M3 CMOCOOOB KOpPpEK-
UM HapylIeHWI TNHIIEBOTO MOBEASHUS MOIPOCTKOB.
JlocToBepHO yBelIMYMBaeTCs BpeMms MpueMa MUIIH,
YTO BJIMSIET Ha KOHTPOJb OOBEeMa YIOTpeOJeHUs,
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PeruonasibHbie 0c00eHHOCTH 3710pOBbsI MOAPOCTKOB B Poccuiickoii Penepanuun
B2012—2018 rr.

O.b. Kapnosa, B.O. lllenun, A.A. 3azopyiiuenko
®IrBHY «HaumoHanbHbI Hay4HO-MCCNeaoBaTENbCKUIA MHCTUTYT 0OLLECTBEHHOMO 300p0Bbs M. H.A. Cemaluko», Mocksa, Poccus
Regional characteristics of adolescent health in the Russian Federation in 2012—2018

O.B. Karpova, V.O. Shchepin, A.A. Zagoruychenko

Semashko National Research Institute of Public Health, Moscow, Russia

AHAH3 COCTOSIHHS 3[10POBbsI OAPACTAIOIIETO MOKoJeHns B Poccun mveeT 0co0yl0 akTyalbHOCTb, MOCKOJIbKY MIMEHHO B JIAHHOM
nepuoze (hopMUpPyeTCs MOTEHIMAT PA3BUTHSI OYIYIIMX NOKOJIEHHIA.

Ieas ucciaenosanus. Vi3yuyeHue u aHAIU3 PETHOHAJILHBIX 0COOEHHOCTEN MOKa3aTeieil 32a00,1eBaeMOCTH HaCeJIeHHs MOIPOCTKOBOTO
Bo3pacra B Poccun.

Marepuan u Metoabl. IIpu npoBeaeHnH HCCIeT0BAHNS HCTIOIb30BAIMCH PA3/INYHbIE HCTOYHNKH JTNTEPATYPbI, MATEPHAJIBI CTATHCTH-
4eCKOii 0TYETHOCTH; MPUMEHSIICS METO/I M3yUeHH s M 00001IeHNs onbITa. JIJIs cTaTHCTHYECKOr0 AHAM32 TMHAMUKH 3200.1eBAeMOCTH
HCI0JIb30BAJIMCH MOKA3ATE M A0COTIOTHOTO ¥ OTHOCHTEILHOTO MPHPOCTA, MPOBOAWIACH OEHKA IEIHBIX M 0a3MCHBIX TEMIIOB POCTA,
NPU TIOMOLIY PErpecCHOHHOTO AHAM3A OCYIIECTBIIACH 0000IEHHAsI XaPAKTEPUCTHKA TUHAMHUKH 3200J1€BAEMOCTH.

Pe3ynsrarsl. B paboTe naercs moapo0Hblii anam3 3a00,1eBaeMOCTH HACeJIeHHs IOAPOCTKOBOro Bo3pacTa B Poccuiickoii Menepamun
B nepuox 2012—2018 rr. IlpoBeneno onucaHue TMHAMHUKH M CTPYKTYPbl KaK NMEPBHYHOM, TAK 00Ieil 3200/1€BA€MOCTH, BbIsIBJICHBI
KJIacChl 3200JIeBaHNIi, MMEIOUINE CTOMKYIO TEHIEHIMIO POCTA NMOKA3aTeieil, 1aeTcs UX CPABHEHHE C AHAJIOTUYHBIMH TOKA3aTesIMU
B IPYIUX CTPAHAX; MPOAHAIM3MPOBAHBI PETHOHAILHbIE 0COOEHHOCTH 3200/1€BAEMOCTH MOIPOCTKOB; AETAILHO 0TMEYAETCS YPOBEHD
3200J1eBA€MOCTH CPABHUTEJIBHO 11 cy0bekToB Poccuiickoii Menepanun no Bcem Kiiaccam 00ie3Heil.

3akimodenne. AHAIM3 JAHHBIX BBIABIJI KJIACCHI 3200/1€BAHMIA, 11 KOTOPBIX XapaKTepeH CTAOWIbLHbINA POCT MOKA3aTeNell KaK mep-
BUYHOIA, TaK U 001IEeii 3200/1eBA€MOCTH: HOBOOOPA30BaHKs, SHIOKPHHHBIE 3200/1eBaHus (0KHUPEHHeE), 00JIE3HH [11a3a, TPABMATH3M.
Takum 00pa3om, [Uisi CHCTEMBI 3ipABOOXPAHEHNS ObLIH 0003HAYEHBI HANIPABJIEHHS, TPEOYOIIHE 0CO00r0 BHUMAHNS U Pa3padoTKu
KOHKPETHBIX Mep /ISl CHHZKEHHsI YPOBHS 3THX 3a00/eBaHuii. Pe3ynsraTsl MCC/ie0BaHUS TOKA3AIM HU3KYI0 MEIUIIMHCKYI0 AKTHB-
HOCTb TMOIPOCTKOB, YTO JOJZKHO OBITH YYTEHO MPH PA3padOTKe KOMILIEKCA Mep, HANPABJIEHHbIX HA yBeJINYeHHe 0XBATA MOIPOCTKOB
MeIMIMHCKAMH 0CMOTPAMH.

Karoueesvte caosa: nodpocmku, 3abonesaemocms, cmpykmypa 3aboneeaemocmu, nepguunas 3abonreeaemocms, odujas 3aboresae-
Mocmb, QUHAMUKA 3a001e6aeMOCIU.

Ans umtnpoBauns: Kapnosa O.b., LLlenuH B.O., 3aropyridveHko A.A. PervioHasibHbie 0COBEHHOCTY 3[0P0Bbs I0APOCTKOB B Poccurickori dene-
pauumm B 2012-2018 rr. Poc BecTH nepuHaton n neavatp 2021; 66:(4): 89-94. DOI: 10.21508/1027-4065-2021-66—-4-89-94

Health status of the younger generation in Russia is of particular relevance, since it is this period that forms the development potential
of future generations.

Objective. To study and analyze regional features of the incidence rates of the adolescent population in Russia.

Material and methods. The authors have used various literature sources, statistical reports; the method of studying and generalizing experi-
ence. For the statistical analysis of the morbidity dynamics they used the indicators of absolute and relative growth, they assessed the chain
and basic growth rates. Also the authors generalized the characteristic of the incidence dynamics by means of regression analysis.

Results. The paper provides a detailed analysis of the incidence of the adolescent population in the Russian Federation in 2012—2018.
It describes the dynamics and structure of both primary and general morbidity, identifies classes of diseases with a stable trend
of growth, and compares with similar indicators in other countries; the authors analyze the regional characteristics of the incidence
of adolescents; compare the level of morbidity in the Russian Federation for all classes of diseases.

Conclusion. The authors revealed classes of diseases, characterized by a stable increase in indicators of both primary and general
morbidity: neoplasms, endocrine diseases (obesity), eye diseases, injuries. Thus, the article identifies the directions for the health
care system that require special attention and development of specific measures to reduce the level of these diseases. The results
of the study demonstrate a low medical activity of adolescents, which should be taken into account when developing a set of measures
aimed at increasing the coverage of adolescents with medical examinations.

Key words: adolescents, morbidity, morbidity structure, primary morbidity, general morbidity, morbidity dynamics.
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Ha BCIO XU3Hb [1]. AKTyallbHOU SIBJISIETCSI TEHACHLIMST K Matepuan v MmeToabi
XPOHU3ALMU MaTOJOTUYECKHUX TTPOIIECCOB Y TTOIPOCTKOB,

KOTOpasi MPUBOAUT K CYIIECTBEHHBIM OTpaHUYECHUSIM WccnenoBanue mMpoBOAWIM C UCMOJb30BAHUEM CTa-
TPYAOCTIOCOOHOCTH M B MTOTE K COKPAILEHUIO OXHUae- TUCTUYECKNX AaHHBIX 0a3bl Poccrara [3]. AHamm3upo-
MOl TIPOMOJKUTENBLHOCTA KU3HU B3POCJOTr0 Hacele- BaJIM OOIIYIO M TIEPBUYHYIO 3a00JIeBA€MOCTb TTOAPOCTKOB
Hus. B cBere yBenumuuBalolleiics Harpy3ku Ha TpyHO- (15—17 net) xak B Poccuiickoit Denepaliii B 1LIEJIOM,

CIIOCOOHOE HaceJIeHNWe, BBI3BAaHHONM HeOJIaronpusTHBEIM TakK U B ee cyobekTax. JUIst mjuttocTpaliii paHTOBBIX pac-
M3MEHEHUEM TI0JIOBO3PACTHOTO COCTaBa HaceJIeHMUs npeaejeHuit M IUHAMUKK ToKa3aTesleil MCMIoJib30Balu
Poccun, 3a6ota 0 310pOBbE MOAPOCTKOB KaK TJIaBHOM TUCTOTPAMMBI, B KaUeCTBE CTATUCTUYECKUX ITOKa3aTesei

MTOTEHIIMAJTE TTOTTOTHEHUS TPYIOBBIX PECYPCOB CTpAaHbl —  JWHAMUKU 3a00JIeBA€MOCTU — pacCUMTaHHBIE KO3hdu-
He TOJIBKO BaxkKHas 3ajauya 3ApaBoOXpaHeHus, HO U (ak- LIMEHTHBI POCTA, a TAKKE LIEMTHBIE Y 0a31CHBIE TEMITHI PU-
TOp CTAOWIM3ALUM SKOHOMMUYECKOTO Pa3BUTHUsI CTPAaHBI pocta. JIOMOMHUTENBHO TpOBeleHa OlleHKa XapakTepa
B uesioMm [2]. CremyeT Takke OTMETUTh, YTO ITOJAPOO- IMHAMWKN 3a00J€Ba€MOCTH, MOKa3aBIIel HanOOJIbIINE
HOe WCClieloBaHne 3a00JIeBa€MOCTH TIOAPOCTKOB, €€  BEJIMYMHBI TPUPOCTA 32 UCCIIEAYEMbIIA TIEPUOT, OCYIIEeCT-
JTUHAMUKWA W CTPYKTYPhI TTO3BOJISIET MPUHUMATH 000C- BJISLIICSI PETPECCUOHHBIN aHAJTU3.

HOBaHHBIE yIIpaBJIeHUECKHE pelleHus B cdepe 3apaBo- CraTUCTUUECKYI0 00pabOTKY [JaHHBIX BBITTOTHSIN

OXpaHEHHUsI, KakK MaKCMMU3UpoBaTh 3(hGEKTUBHOCTh ¢ nomolikto rmakeroB SPSS, Excel-2007.
MEpOTIPUSITUIA TT0 TIOBBIIIEHUIO 3I0POBbsS HaCeJICHUS,

TaK M o0ecreuynBaTh pPEruoHaJIbHO-CIEIMMDUISCKUIA PesynuTathl n o6cyxnenve

MOJXO/ B 3MpaBOOXPaHEHUM, YUYUTHIBAIOIINI OCOOEHHO- B nepmon ¢ 2012 mo 2018 1. aGCOMIOTHEIN TTOKa3aTeNlb
cTH 3a00JIeBA€MOCTH B pa3IMYHBIX cyObeKTax Poccuii- obmeit 3aboneBaeMoOCTH AeTeld B Bo3pacte 15—17 et
ckoit Menepanin. B Poccuiickoit ®denepanum cHusmics Ha 3,5% (¢ 9 590
Iens uccaenoBanns: BEIIBUTH OCHOBHBIC TeHIeHIun 276 1o 9 258 713), 3a6omeBaeMocTh (B pacuete Ha 100 ThIC.
COCTOSIHUSI 3IOPOBbsSI MOAPOCTKOB B Poccum m mpeio- MOAPOCTKOB) CHU3MJIACH 3a ATOT TePUOM Bcero Ha 2,5%.
KATh COOTBETCTBYIOIIME PEKOMEHAAIMU U MeXaHW3Mbl  JIJIst GOJBIIMHCTBA KJIACcCOB 3aboJieBaHWI 3a aHaJIU3U-
BJIVSTHUS HA JAHHYIO CUTYaIIUIO. pyeMblii Tiepuon HaOJIoAaloch yMeHbIIeHUe 3a0oJie-
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Pucynox. JlMHAMHKA TePBUYHOI M 0OImIei 3a0oeBaeMocTH MOAPocTKOB B 2012—2018 rr. mo oTmesbHbIM Kiaccam 0osie3Heil
(ua 100 Toic. cooTs. Haceaenus) B Poccuiickoii Penepanum.

HNB — nekoropbie uHbeKknuonnsie u napasurapusie 6onesnn; HO — noBoo6pa3zoBanus; BOC — Goie3Hn SHAOKPUHHOI cHCTe-
MbI, PACCTPOICTBA MUTAHUA W HapymeHus ooMeHa Bemects; [IPuPIl — ncuxuyeckue pacceTpoiicTBa M paccTpoiicTBa NMOBEIEHHS;
BHC — 60ae3nu HepBHOIi cucTembl; BI' — Gosie3HM m1a3a M ero npuaaToyHoro anmapara; bY — 0o0Je3Hn yxa U COCIEBHIHOIO OT-
poctka; BCK — 0o.1e3uu cuctemsl KpoBooopamenusi; BOJI — 60.1e3um opranos apixanusi; BOIT — 6oJie3Hu opranoB nuieBapeHus;
BKullK — 6oJie3un Koxu 1 moakoxHoi kietdyatku; BKMC — 00Jie3HH KOCTHO-MBIIIEYHOH CHCTEMbI M COEMHUTEIbHOIM TKAHM;
BMC — 6oJie3n1 M04YenoJI0Boii cucTeMbl; BpA — BpoXkIeHHbIe aHOMAIMH (MOPOKM Pa3BUTHSA), AedopMai H XPOMOCOMHbBIE HAPY-
menust; TpaBMbI — TPaBMBI, 0TPABJIEHUS M HEKOTOPbIE IPYTHE MOCIEACTBHIS BO3IEiCTBHS BHEITHUX MPUYHH.

Figure. Dynamics of primary and general morbidity of adolescents in 2012—2018 by individual classes of diseases (per 100,000,
respectively population) in the Russian Federation.
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Kapnosa O.b. u coasm. PernoHanbHble 0COOCHHOCTH 310POBbsI TOAPOCTKOB B Poccuiickoit @eneparmu B 2012—2018 rr.

BaeMOCTH (CM. PMCYHOK). bepeMeHHOCTh M CUMITITOMBI,
MPU3HAKN U OTKJIOHEHUSI OT HOPMBI He TTOKa3aHbI B AUA-
rpaMMe, TaK KaK UX OTHOCUTEJIbHOE M3MEHEeHUe CIIUIII-
KOM BEJIMKO 10 CPaBHEHMIO CO BCEMU OCTaTbHBIMU KJIac-
camu OosesHeit. Kpome Toro, He NMpUBOASTCS NaHHbIC
Mo IWHAMUKe KJlacca «0OoJIe3HU KPOBU» B CBSI3U C TEM,
YTO M3MEHEHUs B JAaHHOM KJjlacce KakK IO TepBUYHOM,
TaK M Io 00I1eit 3a601eBaeMOCTH COCTABNISIOT MeHee 1%.

Jnst psina KitaccoB 3a0oyieBaHUI HaOMIOmanCcs pocT
3a00J1eBaeMOCTH. 3HAUMUTENIbHBIA POCT OOIIEH M MepBUY-
HOI 3a00JileBaeMOCTH 3a(DMKCUPOBAH JUTST KJlacca HOBOOO-
pazoBanuii (31,8 u 23,6% cOOTBETCTBEHHO), SHIOKPUHHBIX
3aboseBanmii (15,6 u 7,4%). 3aboneBaeMOCTb HOBOOOpA-
30BaHUSIMM KaK TIepBUYHAsI, TaK M OOIIasi MMeeT TeHICH-
LIMI0 K POCTY. Pe3ybraThl perpecCMOHHOr0 aHallvi3a IO/~
TBEP>KIAIOT TUTIOTE3Y O TMHEHHOM XapaKTepe pocTa oOIei
3abosieBaemMoctH (¢ koadduimentom B=43,1 u R?=0,93).
Ilpn aHanuze 3abosieBaHUl 3SHAOKPUHHOW CUCTEMBbI
0Cc0o00 BBIIENSIETCSl OXUpPEHUe; TaK, MepBUYHAsT 3aboJre-

BaeMOCTh OXMpeHMEM BbIpocia Ha 38,9% wu cocraBuia
773 na 100 TBIC. TTOAPOCTKOB, a OOIIasT 3a00JIeBAEMOCTh
Beipocia Ha 50,1% wu coctaBuia 3523 Ha 100 ThIC. TTOI-
pocTKOB. PerpeccroHHBI aHaaM3 oOIIEil 3aboIeBacMO-
CTU OXKMPEHWEM TTOATBEPAWIT THTIOTE3Y O JMHEIHOM pocTe
rokasaresisi (¢ koadduimentom p=184,2 u R?>=0,98).

B nepuon 2012—2018 rr. cTpykTypa 3a00J1€BaeMOCTH
MaJIo MEHSJIach KaK B OOIIEei, TaK M B IMIEPBUYHON 3a00-
JieBaeMocTH (Tabu. 1).

Haubonbiive usmeHeHus: (pocT) B CTPYKType Mep-
BUYHOI 1 00IIIel 3a60J1eBaeMOCTH TIPUXOASTCS Ha Kitace
HoBooOpazoBanuii (28,4 m 35,2% COOTBETCTBEHHO),
KJacc 6osie3Hel SHIOKpUHHOM cucteMbl (11,51 18,6%),
OoJie3Hell TJa3a W ero mpuaatoyHoro ammapata (6,5
u 13,2%), 6one3neit yxa (6,5 u 5,6%), a Takke TpaBM
u otpaBneHnii (10,6 1 9,2%).

B crpykType Kak nepBUYHOIA, Tak U 0OO0IlIel 3abose-
BaeMOCTH TTOAPOCTKOB B TEUEHME BCETO aHATM3UPYEMOTO
nepuoaa TepBOe PaHTOBOE MECTO 3aHMMAIOT OOJIe3HU

Tabauya 1. JIlnHaMuKa CTPYKTYpPbI NEPBUYHOIT U 001Ie# 32a001eBaeMocTH MoAPocTKOB B 2012—2018 1., %
Table 1. Dynamics of the structure of primary and general morbidity of adolescents in 2012—2018, %

Hepnuqﬂaﬂ 3200;1€BaEMOCTh

O0mas 3200/1€BaeMOCThb

fom—faces: 2012 2015 2018 fiprpoct 2012 2015 2018 fipupoct
b 2,8 2,6 2,5 —9,4 2,1 2,1 1,9 -38,1
HO 0,3 0,4 0,4 28,4 0,4 0,4 0,5 35,2
bKp 0,6 0,7 0,6 4,2 0,8 0,9 0,9 2,7
bBC 1,8 2,1 2,1 11,5 3,9 4,5 4,6 18,6
IPuPII 0,8 0,8 0,6 —25,0 2,9 2,8 2,5 —14,1
BHC 2,9 2,9 2,8 -3,6 5,5 5,7 5,6 2,0
br’ 4,3 4,6 4,6 6,5 8,8 5,4 10,0 13,2
by 2,5 2,7 2,6 6,5 2,1 2,6 2,2 5,6
bCK 1,3 1,2 1,1 —8,5 2,4 2,5 2,4 =22
bOJ 48,6 49,0 51,4 5,7 34,1 34,3 35,4 4,0
bOI1 5,4 5,3 4,6 —14,3 8,8 8,6 7,5 —14,4
BKulIK 6,1 5,9 5,1 —16,2 5,0 5,2 4,7 =77
BKMC 4,4 4,3 4,1 =5,9 7,8 7,9 7,8 —0,6
bBMC 4,5 4,3 4,0 —11,4 5,2 5,1 4,8 —7,2
b, P, III1 0,9 0,7 0,4 —55,0 0,7 0,5 0,3 —53,0
BpA 0,3 0,2 0,2 —13,1 1,0 1,1 L1 8,8
Cumi. 1,5 0,3 0,2 —88,1 1,6 0,3 0,1 —92,7
TpaBMbL 11,6 12,6 12,8 10,6 7,3 7,9 7,9 9,2

Tlpumeuanue. Ub — HekoTOpbIe MH(PEKIIMOHHBIE 1 apa3uTapHble 6osie3HU; HO — HoBooOpa3oBaHus; BKp — 60s1€3H1 KpOBU, KPOBETBOPHbBIX
OpraHoOB W OTIEJIbHbIC HAPYIICHUs, BOBJIEKAIOIINE UMMYHHbBIN MexaHu3M; BOC — 0oyie3HU SHIOKPUHHOM CUCTEMBbI, paCCTPOICTBA MUTAHUST
U HapylueHust oomeHa BeiecTs; [TPuPII — necuxuueckue pacctpoiictBa U pacctpoiicTBa noseneHust; BHC — 6one3nu HepBHoI cuctembl; bIT —
00JIe3HM TIJ1a3a U ero MpuaaroyHoro anmnapata; BY — 6osiesHu yxa u cocueBuaHoro orpoctka; BCK — 60s1e3Hu cucteMbl KpOBOOOpAIEHMSI;
BO/1 — 605e3uu opranoB asixanusi; BOIT — bone3nu opranos nuieBapeHust; BKullK — 6o1e3Hu koxu u moakoxHoii kiaeryatku; BKMC —
00JIE3HU KOCTHO-MBILIEYHOM CUCTEMbI M COeAMHUTEIbHOM TKaHU; BMC — 6osie3HU MoyernosioBoii cucteMbl; b, P, TTIT — 6epeMeHHOCTb, po/ibl
1 TI0CIePOIOBOI repuon (Mokasaresib UCUMCIeH Ha eHcKoe HaceneHue (10—49 ner); BpA — BpoxieHHble aHOMaIUK (ITOPOKU Pa3BUTHS),
nedopMaluu 1 XpOMOCOMHBIE HapyleHust; CUMIT. — CUMITOMBI, IPU3HAKU U OTKJIOHEHUSI OT HOPMBbI, BISIBJIECHHBIC TTPU KITMHUYECKUX U J1a-
OOpaTOPHBIX UCCIIEAOBAHUSIX, HE KJIacCCU(PUUMPOBAHHBIC B IPYTUX pyOpuKax; TpaBMbl — TpaBMbl, OTPABJIEHUSI U HEKOTOPbIE APYTUe MOCe/I-
CTBUSI BO3ICUCTBYSI BHEITHUX MTPUYNH.
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OpraHoB AbIxaHus. [1py 3TOM 04eBUIHO, YTO JOJIST 3a00-
JIeBaHUII B 3TOM KJIacCe CpPEelM BIIEPBBIE BBISIBICHHBIX
3aboneBanmii (48,6% B 20121 u 51,4% B 2018 1) OBLTA
3HAQUUTEJIBbHO BBIIIE WX JOJM B OOIIel 3abojieBaeMo-
ctu (34,1-35,4%). AHanornyHasl KapTWHa XapaKTepHa
" JUTST KJIacCOB MH(EKIMOHHBIX U Mapa3uTapHBIX 001e3-
Heit (2,8—2,5 n 2,1-1,9% COOTBETCTBEHHO), a TaKXe
JUTS Kjtacca TpaBM 1 otpasieHuit (11,6—12,8 u 7,4—7,9%
COOTBETCTBEHHO). Bce 31O cBUIETELCTBYET O TOM, UTO,
KakK MPaBWJIO, TIPU 3TUX 32001 BAaHUSIX TIOAPOCTKU BBIHY-
SKIEHBI CPOYHO 00paIiaThes 3a MEAUIIMHCKOM TTOMOIIIBIO.

Jnst  octalibHBIX  KjaccoB  3a0osieBaHUIT  KapTWHA
MEHsIETCsS] Ha IIPOTUBOIONIOKHYIO. Jlomst Oone3Heit opra-
HOB TIMIIEBAPEHUST B CTPYKTYpe OOIIeil 3a00sieBaeMOCTH
cocrassiia ot 8,8 10 7,5%, B TO BpeMsI Kak J0J1s 3TUX 3200~
JIEBaHUI1 Cpely BBISBJIEHHBLIX BIepBblie Obuta 5,4—4,6%.
Honst 601e3Hel KOCTHO-MBIIIIEYHOM CHCTEMBI COCTABIIsIIA

OPUINMHAJIbBHbBIE CTATbU

B oOmeit 3aboneBaemoctn 7,7—7,8%, a B MEpPBUYHON —
TONBKO 4,2—4,1%, a monsa Gosne3Hell mia3a gocruraia 8,8—
10 u 4,4 —4,6% cOOTBETCTBEHHO, YTO YKa3bIBAaeT Ha HU3KYIO
MEIULIMHCKYIO aKTUBHOCTD ITOIPOCTKOB.

B aHamu3upyeMblii  Tlepyrol  KakK  TepBUYHAsI,
TakK ¥ o61ast 3a6o1eBaeMocTh B Poccuiickoit Denepatinu
MeHs1achk Majo (taoi. 2).

INepBuunas 3a6oeBaeMoCTb MoaApocTKoB Ha 100 ThIC.
COOTBETCTBYIOIIEr0 HaceJleHUs yMeHbInamach ¢ —7,7%
B JlaabHEeBOCTOUHOM 110 —2,2% B Cubupckom deaepaib-
HOoM okpyre. Poct 3abGoneBaeMOCTM OTMEYEH TOJBKO
B CeBepo-3anagHoMm denepaibHOM Okpyre. IIpu sTtoMm
MaKCHMAaJTbHBIM POCT TIEPBUYHOI 3a00JIeBAEMOCTU TIPU-
xomutcss Ha Cankr-Iletepoypr (10,9%). Hnst MoOCKBBI
XapakTepHO YMEHBbIIEHWe TIepBUYHON 3a00JieBaeMO-
ctu (—9,4%). AHanmormyHas KapTWHa HaOIOmaeTcst
U TIpU aHaiu3e oOIIeil 3a007eBaeMOCTH. 31eCh TaKXKe

Tab6auya 2. PernoHaibHbIe ACTIEKTHI 3200J1€BAEMOCTH HA OCHOBE TMOKa3aTeieil IMHAMUKHY NMePBUYHOI H 00111l 3200/1eBaeMOCTH
noaApocTKoB B 2012—2018 1. (Ha 100 Tbic. cCOOTBETCTBYIOMIEr0 HaceeHus) B Poccun
Table 2. Regional aspects of morbidity based on indicators of the dynamics of primary and general morbidity of adolescents

in 2012—-2018 (per 100,000, respectively population) in Russia

Peruon 2012 2013 2014 2015 2016 2017 2018 (Zoll[gi%“l";;, -
IlepBuyHag 3a601€Ba€MOCTD
Poccuiickast @enepariust 143134 141884 143109 138510 137274 136019 137815 -3,7
Lenrpasnbhbii @O 141959 138033 137437 130668 133799 132567 134831 =50
Ceepo-3amanHbiii @O 171867 167311 170625 166500 174164 171145 174215 1,4
HOxHs1i PO 133511 133814 133491 126152 126885 127650 130282 -2,4
Cesepo-Kaskasckuit @O 103520 110895 110128 107305 103730 104860 101159 -2.3
IMpuBomkckuit @O 156077 158188 156773 150248 146127 145134 146644 —6,0
Vpansckuit @O 142514 143240 142748 138381 136772 133893 133205 —6,5
Cubupckuit @O 142246 143848 144017 139876 135736 133611 139183 -2,2
JHansHeBocTouHblit PO 152259 154988 155772 151086 147470 142095 140565 —7,7
Mockaa 132419 125293 120236 115924 120358 117424 119990 -9.4
Cankr-IletepOypr 176935 179358 183695 182653 196754 185716 196255 10,9
O6111as1 320071€Ba€MOCTb
Poccuiickast @eneparmist 228 139 229771 229468 221238 225782 220741 222402 -2,5
Lentpanbhbiit @O 225133 221940 220045 211380 211070 207040 210641 —6,4
CeBepo-3anaaHbiii PO 276 587 274223 280691 279122 284983 278633 279 580 1,1
OxHBI1iE DO 212691 212990 212862 204459 204907 206145 209930 -1,3
Cesepo-Kaskazckuit @O 171613 179368 178162 175848 194465 172166 167456 -2,4
[puBomkckuit ®O 258 044 260164 259117 254645 250136 247566 247711 —4.,0
Vpanbsckuit PO 218435 222313 222286 219805 217791 215028 215212 -1,5
Cubupckuit @O 217219 224197 227509 225752 223370 220731 227004 4,5
JansHeBocTouHbI PO 220121 221373 220496 226627 217585 207671 208192 —5,4
Mocksa 219849 211380 198560 189738 189753 182939 187091 —14,%
Cankr-ITetepOypr 333490 341855 352299 353521 358952 347894 352155 5,6

POCCUCKWIA BECTHUK MEPUHATOJIOMMW U MEANATPUM, 2021; 66:(4)

92

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(4)



Kapnosa O.b. u coasm. PernoHanbHble 0COOCHHOCTH 310POBbsI TOAPOCTKOB B Poccuiickoit @eneparmu B 2012—2018 rr.

pocT oOIeit 3a60JieBaeMOCTH  XapaKTepeH TOJBbKO
nist Ceepo-3amagHoro (1,1%) u Cubupckoro (4,5%)
denepanbHBIX OKpyroB. Camoe 3HAUYMTETHLHOE YMEHbBb-
1eHue oo1eit 3aboseBaemMocTu 3adukcupoBaHo B LleH-
TpanbHoM, [IpuBomkckom u JlaabHEeBOCTOUHOM dene-
paibHbBIX oKpyrax (—6,4, —4 u —5,4% COOTBETCTBEHHO).
B Mockse o61ast 3a001eBaeMOCTh cHU3MIAch Ha 14%,
a B Cankr-IletepOypre BoIpocia Ha 5,6%. Camble BBICO-
KWe 3HayeHUs TIepBUYHONW M 00Ieil 3abojieBaeMOCTH
xapaktepHbl 1151 CeBepo-3anaaHoro u [IpuBomkckoro
(emepasbHBIX OKPYTOB, a caMble HU3Kue — st CeBepo-
KaBkasckoro ¢enepaibHOro OKpyTa.

CylIecTBYIOT 3HAYMTEJbHBIE pErMOHalIbHbIE pa3-
auaust — B 2,5 pasza u 6osiee — 10 TIEPBUYHON 1 001IIeH
3200JIeBAGMOCTH TIOAPOCTKOB B pa3pe3e BCEeX KIIACCOB
3a0osieBaHuit. OCOOBIN MHTEPEC TPENCTABISIOT KIacChl,
JUIT KOTOPBIX 3a(UKCUPOBAH POCT KaK TEePBUYHOIM,
Tak 1 o011eii 3a00meBaeMocTH. Tak, 15T Kj1acca HOBooOpa-
30BaHUI 3HaUeHUE TIepBUYHON 3a0oneBaemocTn Ha 1000
MTOIPOCTKOB B Pa3IUYHBIX PETHOHAX CHJILHO OTJIUYAIOTCST
OT cpeiHepoccuiickux 3HaueHuit (5,3). Haubosnbliiee 3Ha-
YeHUe ToKa3aTelis puxoauTces Ha YyKOTCKUIT aBTOHOM-
Hblii okpyr, CeBacromnonb, Pecriyonuky Asnraii, ApxaH-
reJibckyto obnactb, Pecryonuky Komu (12,2, 12,5, 12,2,
13,7 u 11,8 coorBercTBeHHO). TakuM 00Opa3oM, BO Bcex
9TUX peruoHax IepBUYHAs 3a00eBaeMOCTh HOBOOOpa-
30BaHUSIMU B 2,5 pasa BbIlle, YeM B cpeaHeM mmo Poc-
cum. Topona MockBa u Cankr-IletepOypr Takke UMeEOT
JIOBOJILHO BBICOKHMeE TtoKazatenu (7,9 u 16,4, T.e. B 1,5 pa3a
u 3 pasa Bbllle, yeM B Poccuiickoit denepanym). Cambie
HU3KKME 3Ha4YeHUsl MEepBUYHOI 3a001eBaeMOCT HOBOOO-
pa3oBaHUSIMM OTMeUeHBI B pecityonmkax CeBepo-Kaskas-
ckoro ¢enepanbHoro okpyra: Pecriyonuka [larecran (1,2),
Kab6apnuno-bankapckasi Pecniyonuka (1,4), KapauaeBo-
Yepkecckast Pecrryonuka (0,4).

Camast BbICOKasi 3a00J1eBa€MOCTb OOJIE3HSIMM 3IHIO0-
kpuHHOI cucteMbl B 2018 . ormeueHa B OpJ1oBcKoii 001a-
ctu, Pecniyonuke TwiBa, OpeHOyprckoit oonact, ApxaH-
reJabekoit obnactu, Kypranckoit ob6nactu, YibsiHOBCKOM
obmactu, Pecnyonmuke Jlarecran, AcTpaxaHCKoOW o0Ja-
ctu (60,6, 58,4, 53,1, 52,4, 51,5 u 48,1 cOOTBETCTBEHHO)
npu ypoBHe B cpeaHeM 1o Poccun 27,9. Camble HU3KHE
rmokasaTesisi oTMedeHbl B EBpeiickoii aBTOHOMHOI 00J1a-
ctu (5,95), Pecnyonuke Wurymeruu (7,4), IlckoBckoii
obsactu (9,1) u CraBporonbckoM Kpae (9,2).

IMepBuunHast 3a007eBacMOCTh  OOJIE3HAMU  TJa3a
U €T0 MPUIATOYHOTO arfrmapara B psje perMOHOB 3HAYM-
TEJIBHO BHINIE CpeaHepoccuiickon (62,8). Makcumaib-
Hble 3HaAueHWsT ToKasaTeslss oTMedeHbl B KypraHckoi
obnactu (115,6), Pecnyonuke CesepHast OceTusi—Ana-
nus (113,1), Pecnyonuke Antait (107,9), ActpaxaHckorii
obnactu (106,0), Pecriyonmke darectan (104,2). Huszkue
3HaueHUs TokazaTesnst umenuch B YeueHckoit Pecry6-
nmke (27,4), Maraganckoit obnactu (30,6), KabapnuHo-
bankapckoit Peciyonuke (35,0). B Jlunenkoit, Spocnas-
ckoii, IlckoBckoit m Camapckoil oOJjacTsIX 3HaueHHe
roxasareJisi HaX0UJIOCh B 1rara3oHe 36—36,8.

Kracc TpaBMBbI 1 OTpaBlieHUsT 3aHUMAET BTOPOE paH-
TOBOE€ MECTO B CTPYKType TepBUYHOI 3a00jieBaeMO-
ctu (12,8%). Camblit BBICOKWII TpaBMAaTH3M OTMEUYCH
B Pecnyonuke Anpiresi (347,2), Kypranckoii o6nactu
(302,2), TIpumopckom kpae (267,0), HyKoTCcKOM aBTO-
HOMHOM okKpyre (256,1), Cankrt-IletepOypre (253,6),
Pecniyonuke Tatapcran (252,1). Ilpu 3HaueHum moka-
3atenst B cpeaHeMm 1o Poccum 174,4 B aTMX permoHax
TpaBMaTu3M B 1,5—2 pa3za Bbilie. Camble HU3KME YPOBHU
TpaBM M OTpaBJIEHUI Cpeau MTOAPOCTKOB ObTN B YeueH-
ckoit Pecrry6omuke (24,8), CaxanuHcKoi obractu (68,6),
EBpeiickoit aBToHOMHOI obnactu (69,5), Pecnyonuke
Wurymernn (72,9), Pecniyonuke bypsaruu (78,9), Kapa-
yaeBo-Yepkecckoit Pecnyonuke (82,8), T.e. B 7—2 pasa
MeHbIe, yeM B Poccuiickoit denepaliin B LIETOM.

TTpoBeneHHBIN aHAIM3 TTOKa3ajl CYIIeCTBEHHBIE pa3-
JIMYUSI TIEPBUYHOM 3200JIeBA€MOCTH TIOIPOCTKOB ITO BCEM
KJaccaMm 3a00jieBaHUI B pa3IMUHBIX pernoHax Poccuii-
ckoit deneparmu.

HaunmeHee «0maroronydHbIMiu» PErMOHAMHU B CMBICTIE
nepBUYHOI 3a001eBaeMocTH B 2018 T. SIBJISTMCH ApXaHTe Tb-
ckast o0acTh (3a00J1eBaeMOCTb 110 BCeM Kitaccam 0oJie3Hei
4yacTo B 2—3 pa3a BbIIIIe COOTBETCTBYIOIINX CPETHEPOCCHIA-
ckux 3HaueHuit), Cankt-IlerepOypr u Pecniyonuka Kape-
Just (TToKasaTesib 3a00J1eBaeMOCTH TaKKe IO BCeM Kilac-
caM OonesHeil Bblle, yeM B Poccuiickoii Menmeparnm).
Pernonamu ¢ caMoli HU3KO# MepBUYHOI 3a00J1€BAEMOCTBIO
obin YeueHckast Pecriy6nvka (3a nckimoueHreM 0ose3Hei
kpoBu), KapauaeBo-Yepkecckast Pecrnydnuka, [TckoBckast
00actb, CTaBpOIOJILCKII Kpaii.

Takum oOpaszom, 3a aHanmu3upyembiin nepuona 2012—
2018 r. cHU3MIach TIepBUYHAs U 00IIast 3a00J1eBaEMOCTb
cpenu moapocTkoB. OMHAKO TS psiia KJTacCoB 3a00eBa-
HUI oTMeYaJicsl pocT 3abojieBaeMOCTH. Bripociia u mpo-
JOJKAET PaCTU C JIMHEWHBIM TPEHIOM KakK TepBUYHAS
(23,6%), Tak u odbmas (31,8%) 3abojeBaeMOCTh IO~
POCTKOB HOBOOOpa3zoBaHUsMU. M3ydeHUWe ITUHAMUKU
00mIelt 3a0071eBAEMOCTH OHKOJIOTMYECKUMM 3a00JIeBa-
HUSIMU HaIpaBJIeHO Ha COBEPIIEHCTBOBaHWE OpraHU-
3alMM MEAVIIMHCKOM TTOMOIIM: paHHed IUAarHOCTUKU
W IPYTUX IPOTUBOPAKOBBIX MEPOTIPUSITUIA.

Poct uuncna sHIOKpUHHBIX 3a00J€BaHUII TTOAPOCT-
KOB CBsI3aH B OCHOBHOM C POCTOM 3a00JIeBA€MOCTH OKM-
peruem (38,9% mnepBuunast u 50,1% oGiias 3aboseBae-
MOCTb), YTO BeCbMa aKTyaJlbHO He TOJBbKO B Poccuiickoit
Depepanun, HO U B Mupe. [okazaHo, UTO OXHMpEHUE
JIETel U TTOIPOCTKOB MOXET CTaTh MPUINHON TaKMX 3a00-
JIeBaHUI, KaK caxapHblii AuadeT 2-ro TUIA, CeplIeIHO-CO-
CyAMCTas TTaToJIOTHSI, apTepraibHasT TUTIEPTeH3UsI, OPTO-
nearyecKue U oHKojornyeckue 3adoneBanusi. Hanbonee
BBICOKHME YPOBHU 3a00JIeBAEMOCTH OXHMPEHUEM CpeIu
nonpoctkoB 3adukcupoBanbl B CIIA m skoHOMIYe-
cku pa3BuThix cTpaHax Esporbl. B CIIA B 2016 T. 6bL10
20,7% moapOCTKOB ¢ MHAEKCOM MaccChl Tejia boJiee 2 cTaH-
JAPTHBIX OTKJIOHEHUI oT MeauaHbl U 41,2% ¢ nHuex-
COM Macchl Tejla Gojiee | CTaHAapTHOTO OTKIOHEHUS.
Hns Poccumiickoit Denepaniin 3T 3HAUEHUST COCTABIISIIOT
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4,71 18,6% [4]. OnHako, KaKk 0TMeJaJIoCch paHee, 3a00Jie-
BaeMOCTb OXHUPEHUEM CPeIy TOAPOCTKOB B Poccuiickoii
Denepaniy MeeT CTAOMIIBHYIO TEHASHIIUIO K POCTY.

Pocr 3aboneBaeMocTH TaTOJIOTHEN OPraHOB 3pEeHUS
(MUoOTMsI, acTUTMaTHU3M) Y TIOAPOCTKOB 4YacTO CBSI3aH
C BBICOKMMM Harpy3kamu BO BpeMsl y4eObl, SMOLIMOHAITb-
HBIM HampstkeHreM. Kpome Toro, repexosn K HOBBIM Cpel-
cTBaM WH(OPMAIIMOHHBIX TEXHOJOTHII, MCIOJb30BaHKE
B Y4eOHOM TIpOlIecCe TaIKeTOB, MHOTOYacOBOE CHUIEHHE
y KOMITBIOTEPA — BCE 3TO OTPULIATETLHO BIUSIET HA TICUXO-
JIOTUYECKOE COCTOSTHE TIOAPOCTKOB U MX 3pEHIE.

Ocoboe 3HaYeHNe UMeeT POCT MOAPOCTKOBOTO TPaB-
Matu3Mma. Bo BceMUpHOM IoKJIaae O MpoMUIaKTUKeE IeT-
CKOTO TpaBMaTH3Ma OTMeYaeTCsl, YTO TMepPBOE PaAHTOBOE
MECTO Cpeau TPUYMH CMEPTU JeTeil IO roja TpuHaI-
JIESKUT TIepUHATAIbHBIM TIPUYMHAM, Y IeTell B BO3pacTe
1—14 et — 3a00eBaHUSM HUXXHUX JIbIXaTEJIbHbBIX MTyTeH,
a y moapoctkoB 15—19 ner — mopoXXHO-TPaHCTIOPTHBIM
npouctiecTBusM. B Poccuiickoit ®Denepalini TpaBMbI
TaKXe CIy>XKaT OCHOBHOM MPUYMHON CMEPTU U WHBAIU-
MU3aly monpocTkoB. B 20091 72% mpuuwH cMepTa
MOAPOCTKOB MPUXOAWINCH Ha TPaBMbI U BHEIITHUE TIPU-
yuHbl. [IprueM 3aboieBaeMOCTh TpaBMaMu U OTpaB-
JICHUSIMM MUMEET TEeHJEHIIUIO K pocTy: B nepuona ¢ 2012
o 2018 . oH cocTaBui 8%. Cpeayt OCHOBHBIX BHEIITHUX
MIPUYMH 0COOYIO TPEBOTY BBI3BIBAET TAKXKE YPOBEHb CYyH-
LIMJIOB, Ha KOTOpbIe TIPUXOOUTCA OKOJO 25% cmepteid
OT BHEIITHUX TTPUYMH.

AHanu3 permoHajgbHBIX OCOOEHHOCTE 3abosieBae-
MOCTHU TIOAPOCTKOB B Poccuiickoit Denepaniny mokasat
CYIIECTBEHHBIE PA3INYMS TI0 3a00JIeBaeMOCTH MO BCEM
kiaccam 6osesHeil. [1py 9TOM caMblii BBICOKUIT YPOBEHbD
3200J1eBAEMOCTH OTMEUYeH B ApXaHTeJbCKOM 00JIacTH,
Cankr-IletepOypre, pecnyonuke Kapenuu, rme mnep-
BUYHasI 3a00JIeBaeMOCTh IO BCeM KjaccaM OoJie3Hel
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Kougpaukm unmepecos:

Aemopbi dannoii cmambu h0OmMeepousu Omcymcmeaue KoH-
(aukma unmepecos u hUHaHco80U NOAOePICKU, 0 KOMOPbIX
Heobxoo0umo coobuyume.

OPUINMHAJIbBHbBIE CTATbU

B 2—3 paza Bblllle, yeM B cpenHeM mo Poccuu. Camyto
HU3KYIO TIEPBUYHYIO 3a00J1€BaeMOCTh MMEIOT YeueHcKast
Pecniybnvka (3a nuckitoueHueM 0ose3Hel kposn), Kapa-
yaeBo-Yepkecckasa Pecnybnuka, IlckoBckass 007acTh,
CraBpornosbckuil Kpait. CToJib HU3KWI ypOBEeHb 3a00J1e-
Baemoctu B CeBepo-KaBka3zckoMm permoHe MOXeT ObITh
pe3yIbTaTOM TUTIOAUATHOCTUKM, YTO TPEeOYeT MOTIOJHU-
TeJTbHBIX UCCIIEIOBAHUIA.

3aknovyeHue

B mepuion 2012—2018 rr. B Poccuiickoit Menepanuu
Ha0JII01a]TIOCh CHUKEHUE KaK OOIIei, TaK U TepBUYHON
320071€BaeMOCTH TOAPOCTKOB. OTHOCHUTENbHBIN ITOKa-
3atenb (Ha 100 ThIC. TOAPOCTKOB) 00IIIEl 3a00eBaeMO-
CTU YMEeHbIIWICS Ha 2,5%, a mepBUYHOI 3a00JIeBaeMO-
cti — Ha 3,7%. TIpoBeeHHBIN aHAN3 BBISIBUII KJIACCHI
3a00J1eBaHUM, IJIT KOTOPBIX XapaKTepeH CTaOWJIbHBIN
pPOCT Kak TIepBUYHON, TaK WU 0OIIei 3a00J1eBaeMOCTH:
HOBOOOpa30BaHUsI, SHAOKPUHHBIE 3a0o0ieBaHUs (0XM-
peHue), OOJIe3HU TIJ1a3a, TpaBMaTHU3M. TakuM oOpasoMm,
IJIST CHUCTEMBI 3[IpaBOOXpaHEHUsT ObUITM O00O3HAYEHBI
HarmpaBJIeHUsI, TpeOylole 0co00ro BHUMAaHUS U pa3-
pabOTKM KOHKPETHBIX Mep ISl CHIKEHUS YpPOBHS
9TMX 3a0ojeBaHuUil. Pe3ynabrarel mcciieqoBaHus TMOKa-
3aJIM HU3KYI0 MEIUIIMHCKYI0O aKTMBHOCTb TOAPOCTKOB,
YTO CJIeAyeT YYUTBIBATh MpPH pa3paboTKe KOMILIEKca
Mep, HampaBJIeHHBIX Ha YBEJIMYEHHE OXBaTa Hacelie-
HUST TIOAPOCTKOBOTO BO3pacTa MEIULIMHCKUMM OCMO-
Tpamu. [TomydeHHBIE JTaHHBIE JOKHBI OBITH TTOJOKEHBI
B OCHOBY pa3pabO0TKU JOTOJHUTEIbHBIX Mep IO Mpodu-
JIaKTUKe 3a00JIeBaeMOCTH MOAPOCTKOB. [lpu aHamm3se
pPETMOHAJILHBIX OCOOEHHOCTEN 3a00J1eBa€MOCTH  TTOJI-
POCTKOB TSI KaXKIOTO PETMOHA OBUTU BBISIBICHBI OCHOB-
HbIE KJTacChl 3a00JIeBaHMIi, TpeOylole 0co60ro BHUMA-
HUST CUCTEMBI 3[paBOOXpAaHEHUST KOHKPETHOTO CYObeKTa.
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KJIMHUWYECKUE CJTYHAU

MHozkecTBeHHbIE CYOIIeBPAIbHbIE KMCTHI B JIETKMX Y pe0eHKa ¢ cunapomom /layna

H.C. Jles, M.B. Kocmiouenko, U.E. 3opuna, JI.B. Cokonosa, FO.JI. Muzepruuyxui

OCI «Hay4HO-nccnenoBaTeibCKNin KNMMHUYECKUIA MHCTUTYT neamatpum M. akagemuka tO.E. Benstuwesa» GrAQY PHUMY
um. H.W. NMuporosa MuHagpasa Poccuun, Mocksa, Poccus

Multiple subpleural cysts in the lungs in a child with Down’s syndrome

N.S. Lev, M.V. Kostyuchenko, I.E. Zorina, L.V. Sokolova, Yu.L. Mizernitsky

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

Cunnpom /layna — HanOosiee 4acTasi XpOMOCOMHASI AHOMAJIHS CPEZIN JKMBOPOXKIECHHBIX. V3-32 NONHOM WM YaCTHYHON TPUCOMUH
xpomocombl 21 npu cuHapome JlayHa BO3HUKAIOT KOTHUTHBHbBIE HAPYLIEHHs, JUcMopdYecKre 0COOEHHOCTH U BPOXK/IeHHbIE IOPOKH
passutus. Jlerounble 3a00JieBanus SBJISIOTCA HanOosiee YACTOi MPUYNHON CMEPTHOCTH OOJBbHBIX cunHapomom Jlayna. B crartbe
OCBelleHbI MyJIbMOHOJIOTHYECKHE MP00JIeMbl, KOTOPbIe HAOIIOAAIOTCA Y NALMEHTOB, A TAKXKe MPUBEJeHO KJINHMYECKOe HA0II0IeH e
pedGenka ¢ cuHapomMoM JlayHna, UMeIOLIEro NaTo/I0rHIO JIerkHuX.

Karoueevte caosa: demu, cunopom Jlayna, namonaocus Aeckux, NOpoK pasgumus Ae2Kux, cyoniespanbHole KUcmbl.
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Down’s syndrome is the most common chromosomal abnormality in live births. Due to the complete or partial trisomy of chromosome
21 the Down’s syndrome causes cognitive impairment, dysmorphic features and congenital malformations. Pulmonary disease is the
most common cause of death in patients with Down’s syndrome. The article highlights the pulmonological problems of the patients,

and it also describes a clinical case of a child with Down’s syndrome with pulmonary pathology.
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CVIHZ[DOM JlayHa B HacTosIIee BpeMsl caMOe M3BECT-
HOEe XpOMOCOMHOe 3abojieBaHue y Jonein [1].
Ero pacrmpocTpaHeHHOCTh COCTaBJIsSIeT OKoOJio | ciydast
Ha 800 xuBopoxneHuii. ExxeronHo ¢ cunapomom JlayHa
poxmatorcst okosio 6000 meTei.

3abosieBaHuEe OOYCIOBJICHO HapyIIeHWEM B XpPOMO-
come 21. Bo3MOXXHEI 3 cienyIonix BapuaHTa:

—TpucoMusi (3 TIONHBIE KOMUU XPOMOCOMBI 21) —
pe3yJIbTaT HepacXOoXISHUS XPOMOCOM BO BpeMsl Meii-
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032 y OTHOTO U3 POAUTENeil. DTO sBIICHUE KOPPEITUPYeT
C TIPEKJIOHHBIM BO3pacToM MaTepu 1 oTiia. [Toatomy pac-
MPOCTPaHEHHOCTh CMHApOoMa JlayHa BO BCEM MUpPE yBe-
JITIUIIACH 32 TIOCIICTHIE HECKOJIBKO IeCATUICTUI;

— XpOMOCOMHAsI TPaHCIOKAIIUsI, TIPU KOTOPOIl TeHe-
TUYECKUI MaTepura U3 XpOMOCOMBI 21 TIprucoenuHsIeTCS
K Jpyroii xpomocome. DTO MOXET MPOU3OUTU de novo
WJTU TIepeaBaThCs OT OJHOTO M3 POAUTEIICH;

— MO3aWIM3M CUUTAETCS TMOCT3UTOTUYECKUM COOBI-
THeM (T.e. TIPOUCXOISIINM TIOC/Ie OTUIOAOTBOPEHUS).
B pesynbrare oOHapy>XMBaIOTCS ABE KJIETOUHBIC JIMHUU:
OoflHa — C TPUCOMMEH, a Jpyrasg — C HOPMAJIbHBbIM
KapuOTHUIIOM.

VY 94% manmeHTOB ¢ cuHApoMoM JlayHa oGHapyXu-
BaeTCs TIOJNHAsi TPUCOMUS XpomMocoMbl 21. OcTaibHBIE
cJIydau COCTaBIISIOT TpaHcaokauu (3,3%) u Mo3anim3m
(2,4%). BapmaHTBI TIATOJIOTMM XPOMOCOMBI 21 co3maroT
(EHOTUNMUYUECKYIO M3MEHYMBOCTb OT MUHHUMAJbHBIX
HapylIeHu 10 KIacCHMUYecKoro (eHOTUIa CUHApOMa
Hayna. ITpu TprcoMu# XpoMocOMBI 21 cTpagaioT ToYTH
BCE CCTEMBI I OpTaHbI MAallMeHTa, YTO TTPUBOIUT K IITUPO-
KOMY CTIeKTpY (DEHOTUTTMIECKUX TIOCTIEACTBHIA; B TIEPBYIO
odepeb K HUM OTHOCSITCS YMCTBEHHAsT OTCTaJIOCTh, JIVC-
Mopduyeckre 0COOEHHOCTH W MOpPOKM pa3Butus [1, 2].
JI1st 0OBSICHEHUST TIATOJIOTMYECKUX M3MEHEHUI TIpU CUH-
npome JlayHa Tpe/UTOKeHBI IBa MEXaHW3Ma: HeCTaOWTh-
HOCTb pa3BUTHS (T.e. TIOTepss XPOMOCOMHOTro OajiaHca)
¥ TaK Ha3bIBaeMbIil 3(pPeKT 103npoBKY TeHa |3, 4].
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CunnpoM JlayHa HEM3MEHHO CBSI3aH CO CIIEKTPOM
YeperHO-JTUIIEBbIX aHOMAJIMi, HO YacTO BCTPEYaloTCs
JIpyTie MEIUILIMHCKUE TIPOOJIeMBbl: TIOPOKU Pa3BUTHS
KETyIOYHO-KUIIIEUHOTO TpaKTa, HapylIeHUusT WMMY-
HUTeTa W ayTOMMMYHHBIE 3a0oyieBaHUs, OUCHYHKIIUS
IIATOBUIHON 3XeJe3bl M TeMaTOJIOrMYecKue paccTpoii-
crBa [1]. TlpumepHo 45—50% Bcex HOBOPOXKIEHHBIX
¢ cuHapoMoM JlayHa WMEIOT BpOXIEHHBIE TTOPOKHU
cepilia, daiie Bcero aedeKT aTPUOBEHTPUKYJISIPHOM
neperoponaku [5]. OOmiasi TUMOTOHMS, 3amepxkKa pas-
BUTHSI, YEPEIHO-JIMIIEBbIE aHOMaJuu, OOCTPYKTUBHOE
aIrrtHO® BO CHE, MMMYHOAE(UIIUT, CEpAeYHO-COCYIUCThIC
HapylIeHMsI, a TakXke ractpolasodareajbHblii pediokc,
CBOICTBEHHBIE MallMeHTaM ¢ cUHApoMoM JlayHa — Bce
9TO CIOCOOCTBYET TOBBIIIEHHOMY PHUCKY aciupanuu
U WHGEKIWA IbIXaTelbHbIX IyTei, (OPMUPOBAHUIO
JIeroyHoro cepaua [6].

[IpoGneMbl ¢ AbIXaHWEM U pecrupaTopHbBIe 3a00Ie-
BaHUS CIIy>XKaT OIHOM M3 HanboJiee YacThIX MPUIUH TOC-
MUTAJIM3ALUA U CAaMOU 4acTOW MTPUIMHOW CMEPTH Tallu-
eHTOB ¢ cuHApoMmoM [layHa B mo0oM BospacTe [5, 7, §].
PecriupatopHble 3abosieBaHus TIpu cuHApoMme JlayHa
MOXHO pa3leJUTh Ha COCTOSIHMS, TOopaxaroliue BepX-
HUE ObIXaTeIbHbIe TyTH, HWKHUE AbIXaTeIbHBIE TyTH,
JIETOYHYIO COCYIMCTYIO CETh, a TaKXKe HEeTOCPeACTBEHHO
JIETOYHBIE CTPYKTYPBI: MHTEPCTULIMA W  aJIbBEOJIBI.
CTpyKTypHbIe aHOMAJIUHA OPATbHO-HOCOBBIX XOJIOB CITO-
COOCTBYIOT XPOHUYECKOW achupaldy, TPOSBISIIOTCS
MMOCTOSTHHBIM KalllJIeM, XpUIaMid W TTOBTOPHBIMU TTHEB-
MoHMsIMH. CykeHHe W Ie(eKThl BEPXHUX JBIXaTeIbHBIX
MyTel B BUJE JApUHTOMAJISILIMU ITPOBOLUPYIOT 0OCTPYK-
L0 W amHo? BO cHe y 39—79% neteil ¢ CHHIPOMOM
Hayna [9, 10]. YacTo Habmoma0TCsI yKOPOUEHUE U CyKe-
HUE TpaxeMu, TpaxeoMaJslMs, a TakKe TpaxeaTbHbI
oponx [11].

IMpu cuanpome JlayHa MOBBILIEHA 9acTOTa Pa3BUTHS
MHOEKIUN AbIXaTebHBIX TyTeil. Ha pecrimpatopHbIe
3a00IeBaHUs y 3TUX AeTeid mpuxonutces 43—78% rocmm-
TaJau3aluii B OTAEJIEHUsT MHTeHCUBHON Teparuu u 50%
c/TydyaeB MCKYCCTBEHHOU BEHTWJISILMU JieTKux [5, §].
OnHy 13 HanboJiee YacThIX M TSKEJIBIX MHMEKINI HIK-
HUX JBIXaTeJIbHBIX MyTei BBI3BIBAET PECITUPATOPHO-CUH-
uuthanbhblii BUpyc (RSV). Cungpom [dayHa ciayxut
dakTopom pucka pazsutusi RSV-o6ponxuonura [5].

CKJIOHHOCTh TMaIlMEHTOB K PEUUAMBY WHMEKIUIA
HVDKHUX JTbIXaTeJbHBIX TYyTel MOXET ObITh 00YCIOBJIeHA
B TOM YHCJIe€ HEJOCTATOUHOCTHIO BPOXIEHHOTO W TIPU-
o0peTeHHOTO MMMyHHMTeTa. [loka3aHO, UTO CHUKEHUE
MMMYHHOM (PYHKILIMY BTOPUYIHO IO OTHOILIEHHIO K U30bI-
TOYHO SKCIPECCUN CBSI3aHHBIX ¢ UMMYHUTETOM TE€HOB,
JIOKaIM30BaHHBIX Ha Xpomocome 21 [12]. ¥V GonabHBIX
oTMeueHbl nedbuutT uMmmyHornobyiuHa (Ig) A, nedu-
uut noakiaccoB IgG, mioxoil oTBET Ha BaKIMHAIIUIO,
CHIDKEeHUE KOJMYEeCTBA M (DYHKIIMOHATBLHOW aKTUBHOCTH
B-xnerok [5]. PeuunuBy nHMEKIIMT TaKKe MOXET CITO-
coOCTBOBaTh U3MEHEHUE (DYHKIIMU PECHUTYATOTO SIU-
TeJIUST IbIXaTeJbHBIX MyTei, CHIKeHUE YacTOThl OMeHUIA

KJINMHUYECKUE CJTYHAU

pecHUYeK, oOHapyXXeHHoe Tpu cuHapoMe [layHa, XOTs
VIBTPACTPYKTypa PeCHUYEK MO JAHHBIM HMCCIIECIOBAHUS
He Obuta HapyuieHa [13].

Ilatomormueckue m3MeHeHus Ipu cuHApome JlayHa
MOTYT COIPOBOXAATHCS Pa3HOOOPA3HBIMU  TTOpake-
HUSIMU  KPOBEHOCHBIX COCYIOB JIETKHUX, BEIYIIUMU
K (opMHpPOBAaHUIO WHTEPCTULIMAIBHBIX HM3MEHEHUIA
JIETOYHOM TKaHW, JETOUYHOM TUTEPTEH3MU, OTEKY JIer-
KMX, O9MOOJINM JIeTOYHOM apTtepuu [14]. DmMOonust u oTeK
JIETKMX, KaK MPaBUJIO, BTOPUYHBI IO OTHOIIEHUIO K BPO-
JKIEHHOW TITaTOJIOTMU JIEBBIX OTIEJOB cepiama. DTomy
y MalMeHTOB ¢ CMHApoMoM JlayHa crocoOCTBYIOT Oosiee
TOHKas CTeHKa JIETOUYHBIX apTepHOJI, U3MEHEHMS TIPO-
HUIIAEMOCTH SHIOTEIUS COCYIOB, CBSI3aHHBIE C Hapyllle-
HUSMU KaJIUEBBIX N KAJIbIIMEBBIX KaHAJIOB [5].

TucTonormyeckast KapTUHA COCYIOB JIETKUX MPU CUH-
npome JlayHa XapaKTepu3yeTcsl TKaHEBOM He3PesOCThIO,
JNBOWHBIMU KaTWJUIAPHBIMU CETIMU W BHYTPUJIETOY-
HBIMM OpOHXOJIETOUYHBIMHM aHactomo3aMu [15]. Tucro-
XUMUYECKH B COCYIUCTOM CETH JIETKUX y TAlMeHTOB
0OHaApYXKMBaeTCs Mepen30bITOK aHTUAHTUOTEHHBIX (haK-
TOPOB, TAKWX KaK dHIOCTaTUH, KoJutareH-4A3, mpeiie-
CTBEHHUK aMUJIOMIHOTO OeJIKa U TKaHEBBIA WHTHUOUTOP
MaTPUKCHOW MeTaJUIONpPOTEeNHA3bI-3, YTO BO MHOTOM
00BSICHSIET CHIXKEHUE KPOBOCHAOXKEHUsI M TIpeIpacrio-
JIOKEHHOCTb K JIETOYHOM rurepreH3uu [16].

CoueTaHre TIOPOKOB Pa3BUTHST BEPXHUX IbIXaTelTb-
HBIX TIyTel, IUCIIA3WU albBEOJISIPHBIX KamuJUISIpOB,
OCOOEHHOCTEI CTpOEHUS JIETOYHOW TKAaHW y TalMeH-
TOB C CHUHIpOMOM JlayHa, TMMOKCUU W TUIEPKATHUHN
B COBOKYITHOCTHM CITOCOOCTBYIOT Pa3BUTHUIO JIETOYHOM
runiepreHsun [17]. Hetn ¢ cuHapomom JlayHa, ymep-
1€ OT CepAeYHO-JIETOYHBIX 3a00JIeBaHUI, YaCTO UMENTH
TUCTOJIOTUYECKHE J0KA3aTeIbCTBA HApPYIICHUST albBEO-
JISPHOTO M COCYAMCTOTO pa3BUTHUS JIETKMX, BKITIOYAst
YMEHBIIEHNE TIIOIIAAN TTOBEPXHOCTH JIETKUX W OPOHXO-
aJTbBEOJISIPHBIE AHACTOMO3BI, YTO TPUBOIMIO K CYIIe-
CTBEHHOMY YXYIIIEHUIO Ta3000MeHa U CepAeUHO-JIErOU-
HOI HemocTaToyHOCTH [15].

Oco00oro BHUMaHUS TPEOYET BOIIPOC 00 aHOMAJIMSIX
JIETOYHOM TKaHU TIpu cuHapoMe JlayHa. Jlerkue manyeH-
TOB MUMEIOT OCOOEHHOCTH CTPOCHMUSI, pOCTa W Pa3BUTHSI.
K HUM OTHOCSTCSI TUTIOTUTAa3UsI JIESTOYHOM TKaHU, YMEHb-
IIeHWe KOJIMYeCTBa ajibBeo (10 58—83%), yBennueHHbIe
aJTbBEOJISIPHBIE BO3AYIIHBbIE MPOCTPAHCTBA U CYOIIeB-
paibHble KUCTHI [5, 18]. YMeHblIeHue o01Iei riomanm
aJTbBEOJISIPHOM TTOBEPXHOCTU MOXKET MPUBOIUTH K KOM-
MEHCATOPHOW KMCTO3HOU OWIaTaliu ajbBEON W, BO3-
MOXHO, CITOCOOCTBYET (DOPMUPOBAHUIO KHCT.

O xuctax B JerKuX Yy JeTeil ¢ CUHIPOMOM
Jlayna BnepBble coobOmwiu  V.V. Joshi u coaBT.
(1986) [19]. Hebonbime Mo pa3Mepy KHUCTHI OOHAPYXKH-
BaroTcs y 20—36% neteit ¢ cuHapoMoM [layHa. JluameTp
KHCT cocTaBiisgeT oT 1 mo 4 mMm. [lpu rucronorndyeckomM
HCCIIeIOBAaHUM OOHApYXKeHO, YTO OHU COOOIIAIOTCS
¢ cyOruieBpaJibHBIMM  ajbBeojaMM. BbIcTHMIIKA KHUCT
COCTOWT M3 IIJIOCKMX W KYOOBMIHBIX STUTETUATBHBIX
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Jlee H.C. u coaem. MHOXeCTBEHHBIE CYOTIIeBpaIbHbIE KUCTHI B JIETKKMX Y peOeHKa ¢ cuHapoMoM JlayHa

KJIeToK. MeXny COCeIHMMM KHUCTaMU TPOCIEKUBACTCS
BOJIOKHUCTAs COeMHUTEbHAsI TKaHb, JUM@aTUIecKre
1 KpoBEHOCHBIE cocybl. Coo0IIaIOCh TaKXKeE, YTO Y 3TUX
MalMEeHTOB MOXET OIpPeAe/SIThCS HEI0CTaTOK 3IacTUy-
HOM TKaHM B CTeHKaX KHWCTBI M HeCTelM(pUIeCKU
MHTEePCTUINAILHBIN THEBMOHUT [20].

HekoTopble aBTOpbI paccMaTpUBalOT KHUCTO3HbIE
U3MEHEHUsl KakK MpuoOpeTeHHble MocTHaTanbHO. [1pen-
MoJjlaraeTcsl, YTo0 B KaKOKW-TO MOMEHT KM3HU Y TallueH-
TOB C cUHApoMOoM JlayHa MPOMCXOMUT arorTo3 ajabBeo-
JIIPHOTO 3TUTENINSI, KOTOPBI MPUBOAUT K 00pa30BaHUIO
kuct. Tak, 3amMedyeHO, 4TO y OOJIbHBIX HaOIOmaeTCs
MOBBIIIEHHAsT TUOEb BCJIEICTBUE aronTo3a ajlbBeoJIsip-
HBIX 3MUTEINABHBIX KJIETOK P OCTPOM TTOBPEXICHUN
JIETKUX BCJIEACTBHUE OCTPOTO PECIIMPATOPHOTO JUCTpPECcC-
cuHapoma. [locmegHuit pa3BuBaeTcsl y TallMEHTOB
¢ cunapomom JlayHa B 10 pa3 uvaie, yeM B CpelHEM
B nionyssiiiuu [21]. ApryMeHTOM B TIOJIb3Yy 3TOTO TIpe-
MOJIOXKEHMST CJIY>KAaT OTCYTCTBUE CYOTUIeBPaJIbHBIX KUCT
Y MEPTBOPOXIEHHBIX MJIAJEHIIEB U TIJIONOB C CHUHJAPO-
MoM JlayHa, a TakkKe 4yacToe pacroioKeHUe KUCT B CyO-
TUIeBPAJIBHBIX OTHEJIaX, TAe JIerouHasi TKaHb MTPOI0JKaeT
¢opMUpOBaTHCSI B TEUEHUE PAHHETO IMOCTHATAJIbHOTO
nepuopa [22].

PenTreHoamarnoctruka CyOIIeBpaTbHBIX KUCT
npu cuHapome JlayHa numeeT ocooeHHOCTU. Mesikre BO3-
NyIIHbIE CYOTJIeBpajibHbIe KUCTHI Y JIeTeil peaKo BU3ya-
JIMBUPYIOTCST Ha OO30pPHOI pPEHTreHorpamMme TIpyIHOM
kaetku. [1o nanneiM D.M. Biko u coaBr. [18, 22], nuib
npu KomrbiotepHoi ToMorpacdun (KT) rpynHoii KieTku
U TUCTOJIOTMYECKOM MCCJIeIOBAaHUM BO3MOXKHO OOHapy-
JKeHUre TiepudeprueckKux CyorieBpaabHbIX KHCT, a TAKXKe
KHCT, pPacCIOJIOXEHHBIX BIOJb MEXIOJEBBIX el
1 OPOHXOCOCYIMCTHIX TTyYKOB.

KnuHudeckye TpOSIBIEHUST CyOTUIEBPAIbHBIX KUCT
3aBUCSIT OT CTETICHU MX BBIPAXKEHHOCTH,, COYETAHUSI C BPOXK-
NEHHbIMU TIopokaMu cepia. CyOruieBpajibHble KUCTbI
4acTo TMPOTEeKalT OECCUMITTOMHO U SIBJISIIOTCSI PEHTIEHO-
JIOTMYEeCKMMU Haxoakamu. B nutepatype mmeroTcsi onu-
caHust cyoruieBpaibHbiX KucT Ha KT rpyaHoit kieTtku
y TaluMeHTOB ¢ cuHApoMmoM J[layHa 0e3 pecrnupaToOpHBIX
cumntoMoB [23]. OnmHako oOHapykeHUe CyOruieBpaib-
HBIX KMCT MMeeT OOoJIbllIoe KIIMHUYECKOe 3HaUeHUe U3-3a
BBICOKOTO pUCKa pa3BUTHS TTHEBMOTOpakca [24, 25].

B Harmreit k1mHUKe Mbl HaOIOMAIM TTAlIIMEHTa C CUH-
npoMm JlayHa W MHOXKECTBEHHBIMM CYOTLIEBpabHBIMU
Kuctamu B jerkux. [lpuBoauM KiMHUYecKoe HaOJo-
JIeHue.

PebGeHok 3 jier mocTynuil B OTAEJIEHUE IMyJIbMOHO-
JIOTWU BITepBble M3 XaHTbI-MaHCUIICKOTO aBTOHOMHOTO
OKpyra ¢ aMarHo3oM: cuHapom JlayHa. MHoXecTBeH-
Hble MOpOKU pa3BuTUs. CyOKIMHUYECKUN TUTIOTUPEO3.
HacnencrBeHHOCTb IO ajyIepru4ecKuM U OpOHXO0JIeTOu-
HBIM 3a00JIeBaHUSIM OTSTOIlleHa — 0alyIlKka Io JMHUU
OTLIa CTpamaeT OpOHXMAIBLHOI aCTMOIA.

Bospact wmartepm pebenka 38 ger. Manpunk
ot 2-it 6epemeHHOCTH (1-51 6epeMeHHOCTh — 3aMepliasi),

npoTrekaBlieir Ha (poHe aHEeMUH, TecTo3a BTOPOil TOJI0-
BUHBI C TpU3HAKAMM BHYTPUYTPOOHOW TUITOKCUU
mona. Ponopaspetienue oneparuBHoe B 40 Hen. Macca
npu poxaeHuun 2850 1, pocT 51 cM, OlieHKa IO IIKae
Anrap 7/8 ©OannoB. Ilociie poxXaeHMsT TIPEAIIONOXeH
cuHApoM JlayHa, TUarHo3 ObLT TMOATBEPKIEH MPU aHa-
JI3¢ KapUOTHUIIA — BBISIBIEHA TPUCOMMST XPOMOCOMBI 21.
B meprone HOBOPOXIEHHOCTU PeOEHOK TIepeHec oIe-
paTMBHOE BMEIIATENILCTBO TIO TMOBOAY aTpPe3Wy THIIe-
Boma. Poc m pasBuBasics ¢ oTcTaBaHMeM. BakiuHamus
MpoBeieHa 10 WHIWBUAYaJbHOMY KajleHmapio. B Bo3-
pacte 6 Mec OB BBIABICH CYOKIMHUYECKUN DYTHPEO3.
KoHcynbTrpoBaH TeHETUKOM: XPOMOCOMHasl MaTOJIOTHS,
TprcoMust XxpoMocoMbl 21, cuHnpom JlayHa.

B Bo3pacre 2,6 rona Ha 0030pHOI PEHTreHOrpaMMe
TPpyOIHOM KJIETKM TalleHTa, BBHITIOJHEHHOM Ha (oHe
pecnupaTopHOi MH(MEKLWHU 11 UCKITIOYEHUST TTHEBMO-
HUW, OBIJIN BBISIBJIECHBI U3MEHEHUST: TeopMaIiust Jerod-
HOTO pHMCYHKa CIipaBa B 00JacTW BepXHeW MoJu (BIOTb
MEXIOJIEBOI TIIEBPHI); CryIIeHWEe JETOUYHOTOo PUCYHKA
B TIpoeKIMu |1 cerMeHTa crpaBa. bbl1 ycTaHOBJIEH nMa-
THO3 THeBMOHHMU. [IpemiokeHa TOCTUTAIM3ALINS,
OT KOTOpOI pOIMTENM TallMeHTa OTKa3aJluchb. AMOY-
JJATOPHO peOeHOK Toydaj aHTHOAKTepUadbHYyI0 Tepa-
MU0  aMOKCULIMJUTMHOM, OPOHXOJUTUYECKHUE, OTXap-
KuBatonime TmpernapaTbl. CHMOTOMBI PEeCITUPATOPHOM
vHbeKMn KynupoBanuchk. Karenab, oaplika pedeHKa
He OECITOKOWMIIM, XPUIIbI B JIETKUX HE BBICIYIINBAIKCE.
Yepe3 2 Hem B OTCYTCTBUE KIIMHWYECKUX TPOSIBIICHMIA
pecrupaTOpHOI TaTOJIOTMM Ha OO30pHON PEHTTEHO-
rpaMMe BBISIBIEHHbIE paHee M3MEHEHUsI COXPaHSIIUCH,
B CBsI3U ¢ 4yeM Oblia BbinmojHeHa KT rpymHoil KieTku.
Ha KT Ha ypoBHe BepXHMX T10JI€i1 ObLITN BBISIBJICHBI MHO-
JKECTBEHHBbIE MEJKHE TTOJOCTH, PaACIOJIOXKEHHBIE CyO-
TJIeBpaIbHO B JIaTepaJbHbIX OTAEIaX W 10 XOIy MeXIO0-
JIeBBIX Ooposn. Yepes 6 Mec malleHTy Obla BHITIOJIHEHA
noBropHast KT rpynHoii KiIeTKM, Ha KOTOPOIl BBISIBJIEH-
Hble paHee M3MEHEHMSI COXpPaHSUTUCh. [TyJTbMOHOIOTOM
MPEATIONIOXEH MOPOK Pa3BUTHS JIETKUX.

Ilpy mocTymjieHUW B OTHENEHUE MYJIbMOHOJOTUN
B BO3pacTe 3 JIET COCTOsSTHUE peOeHKa CpellHel cTerneHu
TSDKECTU TI0 OCHOBHOMY 3a00JIeBaHUIO, CaMOYYBCTBHE
He cTpajgaeT. Macca 14 kr, poct 104 cm. deHorun cuH-
npoma Hayna. Kamuist, ogpiiiku B mokoe HeT. Co3Ha-
HHUE sICHOE, TMOJIOKEeHWe akTuBHOe. KoXXHbIe MOKPOBBI
OJleHbBIe, CyXHWe, YUCTble. Bummmble CIM3UCThIE 000-
JIOYKHU PO30BBIE, YUCThIE, BiIaxkHble. HocoBOe abIxaHue
He 3arpyaHeHo. Dopma TpyaHON KIIETKU HWIMHApUYE-
ckag. Yucno neixanmii 24 B 1 MuH. B nerkux npixanne
MPOBOANTCS BO BCE OTHOEIbI, XPUIIOB HET, pABHOMEPHO
ocnabneHo. Yacrora cepaeunsix cokpaiieHuit (HCC)
114 B 1 muH. ToHbI cep/lia 3By4Hble, pUTMUYHbIE. 2KUBOT
MSITKUIA, 0e3001e3HeHHbIN. [leueHb, cene3eHKa He yBe-
suueHbl. CTyn peryasipHblii, opopmiaeHHbI. Moueuc-
nyckaHue 6e3001e3HEHHOE.

ITo maHHBIM IMYyJbCOKCUMETPUU TPU3HAKOB TUITOK-
CeMUM B TIOKO€ He BhIsBIeHO0: SpO, 98% mpm YCC 114
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B 1 MuH. [TokazaTenn KIMHUYECKOTO U OMOXUMUIECKOTO
aHajiM3a KpoBM, aHAJIM3a MOYM 0Oe3 MaToJIoTUM. YPOBEeHb
nmmyHornooynuHoB Jg A, M, G, E B kpoBu, cyomnonyJisi-
mun T-KJIeToK B HopMe. YpOBeHb KOPTHU30J1a, TOPMOHOB
IIUTOBUIHOW XKeJie3bl, aHTUTEJ K THUPEOoTepoKCcuaase
U TUPEOTJIOOYIMHY, abdha--aHTUTPUTICMHA B TIpeeiax
pedepeHCHBIX 3HAYeHU T HOPMBI

Ha osnektpokapauorpamme: ymepeHHasl CHUHYcCOBast
aputmusi, YCC 125—113 B 1 muH. HenonHast Giokana
npaBoil Hoxku mydyka [uca. [lo gaHHBIM 32x0KapaMoO-
rpauu: HeOOJIbIIINEe aHEeBPU3Mbl MEeMOpPAHO3HOI YacTu
MEXCKETyIOYKOBOM U IIEHTPAJbHOW YacTH MEXIIPe.-
CepIaHOM TTeperopoaK, OTKPBITOE OBAJIbHOE OKHO 1,5 MM
C HETMOCTOSTHHBIM MWHUMAaJIbHBIM COpOocOM. JIaHHBIX,
MTOATBEPKAAIONINX OTKPBITBHI a0pPTaIbHBIN MPOTOK, HET.
IMonoctn cepauia He paciMpeHsbl. PacueTHoe cUCTONMMYE-
CKO€ JIaBJieHUEe B TIPaBOM KeJIyaouke 28 MM pT.CT. (HopMa
1o 36 MM pr.cT.). KoHCcynbTammst Kapamosora: OTKPBITOe
oBajibHOe OKHO (1,5 MM). Majble aHOMaIuKU Pa3BUTUSI
cepniia (aHeBpU3Ma MEXIIPEICePAHOM Meperopoiku, aHe-
BpM3Ma MEMOpPaHO3HON YacTh MEXCOKETYI0YKOBOM Tepe-
roponku). HeromHas 6y1okana mpaBoit HOXXKM mmydka [iica.

ITo manHbIM ynbsrpasBykoBoro uccienoBanust (Y3UN)
OPIOIIHOM TIOJIOCTM M TI0YeK BBISIBIIEHBI PEaKTUBHBIC
M3MEHEHUS TIeYeHU TIPU COXpaHEeHUN HOPMAaJIbHBIX pa3-
MEpOB; YBeJIMYEHHbIE TUM@aTUIeCKHe y3JIbl B BOPOTaxX
MEeYeHN; YBEJIMYEHUE KEITUYHOTO TMY3bIpsi, YTOJILECHUE
€r0 CTeHKH; PEeaKTUBHBbIE M3MEHEHWS TOIKETyI0YHOM
JKeJIe3bl; yBeIMYeHre o0beMa JIEBO TOYKU; YTONIIeHUE
1 U3MEHEHNE CTEHKU JIOXaHKU JIEBOI MMOYKU; TBYCTOPOH -
Huii HedponTos. [1pu Y3U mutoBuaHOI Xeae3bl BbISIB-
JIEeHbl MWHUMAJIbHO BbIpaXXeHHbIe Indh@y3Hble H3Me-
HEeHUsI, 00bEM XKeJie3bl B MpejiesiaX BO3PACTHON HOPMBI.
Ha peHTreHorpamMMme TIpUAAaTOYHBIX Ma3yX HOca IaTo-
JIOTUYECKUX M3MEHEHMI He OOHAapyXeHO, Ma3yXu BO3-
JIYITHBI, JIOOHBIE MMa3yXy He pa3BUTHI.

Ha peHTreHorpamMme TpymHON KJIETKM B TIPSIMOW
MPOEKIIMK CIpaBa B 00JIaCTM BEpPXHEWl MOJU, BAOJb

KJINMHUYECKUE CJTYHAU

MEXI0JIEBON TUIEBPHI 1e(hOPMUPOBAH JIETOUHBIN PUCY-
HOK. OmpenessitoTcsl JOKaJbHbIe, BO3AYIIHBIE TMOJOCT-
Hble 00pa3oBaHUs BIOJb MEXIO0JIEBON TJIEBPbl BEepXHEN
JI0JIA TIpaBoTo Jierkoro. OTMEYeHOo CryuieHre JErouHoro
pucyHka B mpoekuun | cermenTta crnpasa. [lpuzHakoB
0o0CcTpyKTUBHOTO cuHIpoMma He BoisiBieHo. Ha KT opra-
HOB TPYJHOM KJIETKU IMTHEeBMAaTHU3a1l1sl JIETOYHBIX CETMEH-
TOB 0€3 CyIIECTBEHHbIX U3MeHeHUli. Bnonb KocTaabHOM
TUIeBPHI, TTPEUMYIIIECTBEHHO HAa YPOBHE BEPXHUX JOJei
JIETKHX, a TAaKXKe BI0JIb MEX/I0JIEBBIX TJIEBPATbHBIX JIUCT-
KOB C 00€erX CTOPOH OIpeAesIIoTCSI MHOXKECTBEHHbIC
BO3AYIIHBIE KUCTBI, pazMepamMu 1—15 MM, OOJIBIIMHCTBO
C IUIOTHBIMY CTeHKaMu. B BepxHeit noJjie cripaBa ompene-
JISIIOTCSI HEMHOTOYMCJIEHHBIE YYaCTKU BHYTPUIOJIbKOBOM
aMpuzemMbl. OuaroBbie 1 MHGUIBTPATUBHBIE U3MEHEHMS

2 A |

Puc. 1. O030pHast peHTreHOrpaMMa TpPYIAHON KJIeTKH 0O0JIbHO-
ro K.: Bo3/ylHbIe noJiocTH B/10J1b MEK/I0J1€BO TLJIEBPBI, CIPABA.
Fig. 1. Plain chest X-ray of patient K.: air cavities along the in-
terlobar pleura, on the right.

P A

N7

Puc. 2. KoMnbloTepHasi TOMOTpaMMa rpyIHoii KJIeTKH 00J6HOr0 K.: akcHa/ibHbIe cpe3bl — MHOXKECTBEHHbIE CYOIIeBpaIbHbIe KHCTHI
¢ 00eux CTOPOH, BJ0JIb MEK/I0JIeBOIi (2) M KOCTAIbHO¥ (0) mieBpbl.

Fig. 2. Computed tomography of the patient K.: axial slices — multiple subpleural cysts on both sides, along the interlobar (a) and
costal (0) pleura.
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Jlee H.C. u coaem. MHOXeCTBEHHBIE CYOTIIeBpaIbHbIE KUCTHI B JIETKKMX Y peOeHKa ¢ cuHapoMoM JlayHa

Puc. 3. KomnbioTepHass TomorpaMma rpyaHoil Kietku 001pHoro K.: KopoHaphbie cpe3bl — MHOKECTBEHHbIE KHCTBI BIOJIb MEXK/I0-

JIeBoii (a) M KOCTAIbHOI (0) MIeBpbI ¢ 00€UX CTOPOH.

Fig. 3. Computed tomography of the patient K.: coronary section — multiple cysts along the interlobar (a) and costal (0) pleura.

B JIETKUX He BBIABISIOTCS. KopHU MHTAKTHBI. CHHYCBI
cBoOOmHBI. CpeocTeHNE He CMEIIIeHO, He PacITupPeHo.
Takum oOpazom, y pebeHKa ¢ cuHapomoM JlayHa
MPU  PEHTreHOJIOTUYECKOM 00CJieJOBaHUM Ha 0030p-
HOM pEeHTreHOrpaMMe TPYIHON KJIETKM BBISBICHBI
JINIIG JIOKAJIbHBIE, BO3MYIIHBIE TOJIOCTHBIE 00pa3oBa-
HUST BOOJIb MEXIOJEBON TIIEBPHI BEpXHEN MONM TIpa-
Boro jierkoro (puc. 1). KT rpymHoil KjneTku okazajiach
ropasno mHpopmaTrBHee. Ha akcHanbHBIX M KOpOHAp-
HBIX Cpe3ax YeTKO OIpenessiiIuCh MHOXECTBEHHbIE,
pa3HOKaIMOepHble, ¢ TOHKUMU CTEHKAMU BO3IYIIHBIE
KHCTBI C 00EMX CTOPOH BJI0JIb KOCTAIbHOI 1 MEXII0JIEBOM
ruieBpsl (puc. 2, 3). BoisiBIeHHbIE UBMEHEHUSI MOTYT pac-
LIEHUBATbCSA KaK TMOPOK Pa3BUTHUS JIETKUX: ABYCTOPOH-
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Autoimmune hepatitis as the first manifestation of autoimmune polyendocrine syndrome
type 1 in a 5-year-old girl
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AyTOMMMYHHBIIi TeNATHT — XPOHUYECKOE BOCHAIMTEIbHOE 3200/IeBaHIe TeYeHH HEesICHOM ITHOJIOTHH; PACTIPOCTPAHEHHOCTD K0Be-
HUWJIBHOTO AYTOMMMYHHOTO TelaTHTA HEM3BECTHA. AYyTOMMMYHHBII renatut Berpeyaercs y 10—20% nanueHToB ¢ ayTOMMMYHHBIM
NOJIMIHIOKPUHHBIM CHHAPOMOM 1-ro Tuna — peakum (opdannbivM) 3a00/1eBaHueM, 11 Kotoporo B 70—100% ciyyaes xapakrepHa
KJIMHAYECKasi TPHAJA: XPOHHYECKHUIi KOXKHO- CIIM3UCTBII KAHANI03, THIIONAPATHPE03 H HANMOYEYHNKOBAS HEIOCTATOYHOCTD, A TAKIKE
0oJiee 25 BO3MOXKHBIX AYTOUMMYHHBIX SHIOKPUHHBIX M HEIHIOKPUHHBIX NPOSIBIECHMUIA.

B npuBeeHHOM HAOJIOEHHM AYTOMMMYHHDIIi T€NATUT Y JI€BOYKH 5 JIET CTAJ MEPBbIM KIMHHYECKAM MPOSIBJIEHHEM 3200J1€BAHMS.
IosBieHne y pedeHKa CUMITOMOB XPOHHYECKOT0 KOJKHO-CIU3HCTOr0 KAHIH/I032 MO3BOJIMIO MPETOJIOKHTD U MOATBEPAUTH TeHe-
THYECKH TUATHO3 AyTOMMMYHHOTO MOJU3HIOKPMHHOTO CMHAPOMA 1-ro THNA 10 NPUCOeTMHEHNS TOPAKEHUS SHIOKPHHHBIX OPTraHOB.
Y neBouku BbisiB/IeHbI HOHCeHC-MyTanuu R257* u p.Q94* rena A/RE B koMnayH/-reTepo3urotHom cocrossnuu. ITos3nnee nossunoch
elie 0JHO AayTOUMMYHHOE PACCTPOICTBO — PACHIPOCTPAHEHHOE BUTHJINTO.

CBoeBpeMeHHAs TMATHOCTHKA AYTONMMYHHOTO OJU3HIOKPUHHOTO CHHAPOMA 1-ro THna y peGeHKa ¢ mepBbIM HESHIOKPHHHBIM ayTo-
HMMMYHHBIM NPOSIBJIEHHEM, HAYAJI0 TEPANNH U JaJbHeililee MeTUIMHCKOE BeleHHe MO3BOIHIN NPeJOTBPATUTD TSKEJIble OCT0KHEHHS
1 YJIYYIIUTb KA4eCTBO JKU3HH MANMEHTKH.

Karouesvte caoea: demu, aymoummyHHbll eenamum, aymoumMmyHHbLI NOAUSHOOKPUHHbLI cuHOpom [-eo muna, een AIRE mymayus
R257%, mymauyus p.Q94*, Xxponuueckuil KONCHO-CAUZUCMbLI KAHOUOO3, BUMUAULO, Ne4eHUe.

Ans umtnposBanus: sibnokosa E.A., Pumckasi A.M., lpuHueswndy KO.T1., Butebekas A.B., bopucosa E.B., LLlaBpos A.A., bparvmos C.U., Opnosa E.M.,
Cosaea J1.C., [pammaroryno M.U. AyTouMMyHHbIV renatuT Kak nepBoe nposiB/IeHne ayToMMMYHHOIO MoJIM3HAOKPUHHOIroO cuHapoma 1-ro tuna
y neBoykun 5 net. Poc BecTH nepuHaton v neavarp 2021; 66:(4): 101-108. DOI: 10.21508/1027-4065-2021-66-4-101-108

Autoimmune hepatitis is a chronic inflammatory liver disease of unknown etiology; the prevalence of juvenile autoimmune hepatitis
is unknown. Autoimmune hepatitis occurs in 10—20% of patients with type 1 autoimmune polyendocrine syndrome, a rare (orphan)
disease, which is characterized by a clinical triad in 70—100% of cases: chronic mucocutaneous candidiasis, hypoparathyroidism and
adrenal insufficiency, as well as more 25 possible autoimmune endocrine and non-endocrine manifestations.

This study describes a case of a 5-year-old girl with autoimmune hepatitis as the first clinical manifestation of the disease. The symp-
toms of chronic mucocutaneous candidiasis enabled us to suggest and genetically confirm the diagnosis of autoimmune polyendocrine
syndrome type 1 before the lesions of endocrine organs. The girl had nonsense mutations R257 * and p.Q94 * of the AIRE gene in a
compound heterozygous state. Later, there appeared another autoimmune disorder — common vitiligo.

Timely diagnosis of type 1 autoimmune polyendocrine syndrome in a child with the first non-endocrine autoimmune manifestation, initiation
of therapy and further medical management made it possible to prevent severe complications and improve the patient’s quality of life.

Key words: children, autoimmune hepatitis, type 1 autoimmune polyendocrine syndrome, AIRE gene R257 * mutation, p.Q94 * muta-
tion, chronic mucocutaneous candidiasis, vitiligo, treatment.

For citation: Yablokova E.A., Rimskaya A.M., Grintsevich Yu.P., Vitebskaya A.V., Borisova E.V., Shavrov A.A., Ibragimov S.I., Orlova E.M.,
Sozaeva L.S., Grammatopulo M.I. Autoimmune hepatitis as the first manifestation of autoimmune polyendocrine syndrome type 1in a 5-year-old
girlRos Vestn Perinatol i Pediatr 2021; 66:(4): 101-108 (in Russ). DOI: 10.21508/1027-4065-2021-66-4-101-108

YTOUMMYHHBIE 3a00JIeBaHUS TIEUeHU — XPOHUYE-

CKWe BOCHMAJUTEIbHbIE OOJe3HW TeYeHU HESICHOM
STUOJIOTUU, JUISI KOTOPBIX XapaKTEepPHbI HaJIW4Ue IUpP-
KYJTUPYIOIIUX ayTOAHTUTEN W TOBBIIeHUe ypoBHsS IgG
B KpoBH. [pymnma BKIIOYaeT ayTOMMMYHHBIE TeTaTUThI,
XOJIeCTaTUYeCKUe 3a00JIeBaHMSI M TIEPEKPECTHBIN CUH-
npoM (overlap-syndrome). AyTouMMyHHbIE€ 3a00J1€BaHUS

rneyeHu OoJiee arpecCUBHO MPOTEKAIOT B IETCKOM BO3pa-
CTe U B OTCYTCTBHME CBOCBPEMEHHON UMMYHOCYITPECCHB-
HO Teparuu MOTYT OBICTPO TIPUBECTU K PA3BUTUIO LIUP-
posa neuenu [1, 2].

PacripocTpaHeHHOCTh ~ ayTOMMMYHHBIX — Te€TlaTUTOB
B MUpe BapbupyeT oT 4 1o 25 ciyyaeB Ha 100 Thic. Hace-
neHust [1-3]. WctuHHasg pacrpocTpaHEHHOCTh OBe-
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HWIbHOTO ayTouMMyHHoro renaruta (AWT) HeusBecTHa,
3a00J1eBa€MOCTb TMHAMUYHO PACTET B IETCKOM U B3pOC-
Jioi momynsitusx [1-3].

Bbinensiior nBa TMMa 1OBEHWIBHOTO ayTOMMMYHHOTO
renatuta: AWI-1, ceporno3uTUBHBIIN 110 aHTUTEIAM
K raakuM meiiam (SMA) u/unv aHTUSIAEPHBIM aHTU-
tenaMm (ANA), K pacCTBOPUMOMY aHTUTEHY MeYeHU (aHTU-
SLA/LP); AWI-2, ceporno3uTUBHBII TI0 aHTUTEJIaM
K MUKpoOcOMaM Mouyek u rnedyeHu l-ro tuna (a-LKM-
1) u/vnu aHTUTENaM K LIMTO30JI0 TMEYEeHU 1-ro Tuma
(a-LC-1). YkazaHHbIe THUIIBI pa3IMYalOTCS HaJIUUYUEM
crieliuUUecKux ayTOAHTUTEN, TSKECTbIO TMPOsIBIie-
HUH, KJIMHUYECKUM OTBETOM Ha Tepanuio. [IporHos
st AWUT-2 meHee GaronpusiTHelii [ 1, 2].

IlepBble KIMHUYECKUE MPOSIBICHUSI ayTOUMMYHHOTO
rernaruTay aetei KpaliHe BapuadeabHbl — OT 0ECCUMITOM-
HBIX opM (10% caydaeB) 10 GHYTBMUHAHTHON MeYeHOY-
HOI HeJ0CTaTOYHOCTH, Oosbllie XapakTepHoit a1t AWUT-2
[1, 4]. Hau6onee yacto (10 50% ciydaeB) oTMeUaeTCs OCT-
pbiit TeratuT; y 25—40% mainueHToB 3aboJieBaHUEe TeueT
HE3aMETHO C HapacTaHUEM Xajlo0 B TEYEHUE HECKOJIbKUX
MecstieB; B 10% ciydaeB 3a00s1eBaHTEe BBISIBIISICTCS TTOCIIE
Pa3BUTHUSI OCIOXKHEHU I MOPTAIbHON TMIIEPTEH3UU — LIUP-
po3a TMeYeHH, KeJYIOYHO-KUILIEYHOTO KPOBOTEUEHUS
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KJINMHUYECKUE CJTYHAU

u tuniepcrieHnsma [1—6]. Tlo kpaitHeit mepe y 1/3 6071b-
HBIX ayTOUMMYHHBIM TE€MaTUTOM UMEETCSI LIUPPO3 TICUeHU
Ha MOMEHT ITOCTaHOBKM quarHo3sa [1].

OCHOBOI1 TarHo3a ayTOMMMYHHOTO TeraTuTa CIIy>KAT
KOMOWHAIMST KIMHUYECKUX, OMOXUMUIECKUX, UMMYHO-
JIOTUYECKUX 1 MOPGOJIOTMYECKUX TIPOSIBJIEHUN: TOBBI-
IIEHWEe YPOBHS LMPKYIUpPYIOIIUX ayroaHTuten u IgG
B KPOBH, TMIIEpraMMarIoOyJIMHEeMUs, a Takke Mopho-
JIOTUYECKHEe TIPOSIBJICHUSI TIEPEeropoJoYHOro rermaTuTa
[1—3]. Jlyist niMarHOCTUKY MCTIOJIb3YIOTCSI OalIbHBIC YIIPO-
meHHble auarHoctudeckue kputepum IAIHG [1-3],
JIOCTOBEPHBIN MarHO3 ayTOMMMYHHOTO TeraTuTa BO3-
MOXXEH TIOCJIe MCKIIIOUEHUST BUPYCHBIX renatuTtoB (A, B,
C, E, Omreitna—bapp BupycHoro), 6oie3uu Buiibcona—
KonoBanoBa, HeaIKoTroIbHOM XXKMPOBOI 00JIE3HU TTEYSHM,
snekapcTBeHHoro rerarura [1]. Tutp ayroanturen 1:40
CYMTACTCSl AUArHOCTUYECKUM [IJIS B3POCJbIX, UISl JeTei
9TOT ypoBeHb HUXKe — 1:20 npu onpenenenun ANA u SMA
wm 1:10 npu onpenenenuu antu-LKM 1 [1-3]. Buorncus
MEeYeHU CUMTAeTCsl 00s3aTeIbHOM ISl TIEPBUYHON Iuar-
HOCTUKU ayTOMMMYHHOTO TeTlaTUTa W JUIsSl JaJbHeMIIei
OTMEHBI UMMYHOCYTIPECCUBHOI Teparuu.

MmMmyHocymnpeccuBHast Tepanus ayTOMMMYH-
HOTO TremaTtuTa TIpedrojaraeT JJIMTeIbHOEe Ha3Ha-
yeHue mnmokokoptukocrepounos (I'KC) — npen-
HU30JIOHA B J03¢ 2 MI/KT/CyT W a3aTUOIpUHA B 03¢
no 2 Mr/kr/cyt. JUIMTEeIbHOCTh UMMYHOCYNPECCUBHOMN
Teparnuy 10 TMOTBITKUM €€ OTMEHbI OOBIYHO HE MeHee
2—3 net [1, 2]. Y OonpmMHCTBA MAIEHTOB CHIDKEHNE
B KpOBU YpOBHsI aMUHOTpaHcdepa3 Ha 80% mocTuraercst
B nepBbie 2 Mec Tepanuu. be3 neyeHus: mporHos3 Hebna-
TOMPUITHBIA — CMEPTHOCTh B TedeHUe 10 JleT MOXKeT
nocturath 90% [2].

B 61,8% cnyyaeB ayTOMMMYHHBIN TeTaTUT He €IMH-
CTBEHHOE ayTOMMMYHHOE 3a00JIeBaHMEe TTallMeHTa U acco-
LIMMPOBAH C HAJIMUKEM IIIMPOKOTO CITEKTpa APYTUX BHETIE-
YEHOYHBIX ayTOMMMYHHBIX WJIM UMMYHOOTIOCPETOBAHHBIX
3aboneBaHnii — cuHapoma IllerpeHa, cucrtemHol Kpac-
HOI BOJIYaHKHW, pEeBMATOMUHOTO apTpyTa, CaXapHOTO Jua-
Oeta 1-ro TMMA, BOCTIAIUTEJIbHBIX 3a00JIeBaHUI KHUIlIeU-
Huka, nenvakuu [1-3, 7]. KpoMme Toro, ayrouMMyHHBI
rermatuT Betpevyaetcst y 10—20% malneHToB ¢ ayTOMMMYH-
HBIM TTOJIMHAOKPUHHBIM CUHAPOMOM 1-ro tumna [1, 7, 8].

AYTOMMMYHHBI ~ TIOJMOHAOKPUHHBIA  CHUHAPOM
1-ro tuna (autoimmune polyendocrine syndrome type
1; autoimmune  polyendocrinopathy-candidiasisec-
todermal dystrophy/dysplasia — APECED; OMIM
240300) — peakoe MOHOTeHHOe 3a00JieBaHUE C ayTo-
COMHO-PEIIECCUBHBIM TUIIOM HacjieqoBaHus. 3aboJieBa-
HUE BCTpeYaeTcsl BO BCeM MUpPE ¢ HauOoJIbIlIel pacipo-
CTPaHEHHOCTHIO B CKaHAWHABCKMX cTpaHax (1:25 Teic.),
B Utanuu (1:14 400), cpenu upanckux espeeB (1:9000)
[9, 10].

Pa3zButne maHHOro cHUHApoMa OOYCJIOBJIEHO Ouas-
JIeJIbHOW MyTalluMeld reHa ayTOMMMYHHOTO peryisitopa
AIRE, pacmonoXeHHOro Ha XpoMocoMe 21, B permoHe
21g22.3. Ten akcrpeccupyetrcsi B TUMyce, JumMdaTrnie-
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Sbnoxosa E.A. u coaem. AyTONMMYHHBIH TEMATUT KaK TEPBOE MPOSIBICHNE ayTOMMMYHHOTO TTOJIMIHIOKPUHHOTO CHIPOMA |-T0 TUTIA Y IEBOYKH 5 JIET

CKMX y3J1aX U cejie3eHke [9], ero oTcyTcTBHE TPUBOIUT
K TIOJABJICHUIO 3KCIIPECCUM ayTOAHTUTEHOB B THUMYCE,
HapylIeHUI0 HeTaTUBHOW cejieKiuu T-TuMGbOoLUUTOB,
MOTEHLIMPYS Pa3BUTHE MHOXECTBEHHBIX ayTOMMMYHHBIX
9HJAOKPUHHBIX U HEOHIIOKPUHHBIX TIposiBieHuit [11].

AYTOUMMYHHBIH ~ TIONIMOHAOKPUHHBIA  CHHAPOM
1-ro Thnma uMeeT TMOJMMOP(HYI KIMHUYECKYI Kap-
TUHY C TTOpakeHHEeM MHOTHX OpraHoOB, TeueHUe 3aboJre-
BaHUs O4YeHb BapuabesbHO. [1o MaHHBIM MCClleIOBaHUIA
Ha OTHOCHUTEJbHO MHOTOUYMCJCHHBIX KOTOPTaxX TMallleH-
TOB, KJIacCU4ecKasi TpraJga — XpOHUYECKUI KOXKHO-CITU-
3UCTBI KaHIWI03, TUTTONApaTUPe03, HAATIOYEeTHUKOBAST
HEJI0CTaTOYHOCTh — TposiBisieTcss y 70—100% mnaumeH-
ToB. Hanmnume ABYX CMMIITOMOB M3 TUITUYHON TpHamIbl
TTONTBEPKIACT AMAarHO3 CHHIpPOMa Naxe Oe3 TeHeThde-
cKoro uccienosanusi mytauuii B reHe AI/RE. OnnHaxko,
IMMOMMMO 3THUX TpexX Hamboyiee YacTO BCTPEUAIOIINXCS
CHMIITOMOB, BO3MOKHO pa3BUTHE 0oJjiee 25 Ipyrux KOM-
rmoHeHToB. Cpeay HUX SHIOKPUHHBIE (CaXapHbIi quaberT,
ayTOMMMYHHBIN TUPEOUIUT, HEMOCTATOYHOCTh (DYHKITUU
STUIHUKOB/SIMYEK, TUTOMUTYUTAPU3M) W HEIHIOKPUH-
HBIe TIposiBiieHus [9—13].

HesHpgokpruHHbBIE ayTOMMMYHHbBIE TIPOSIBJICHUSI MOTYT
3aTparuBaTh pa3HbIe CHCTEMBI OPTAaHOB: Yallle HaOJIo-
JAlOTCA U3MEHEHMST KOXM M €€ TIPUAATKOB — BUTUJIUTO
(15-30%), anomeuus (25—40%), rumnoriasust 3yOHOI
smamu (25—75%), ounxomuctpodus (20—50%); 3aboe-
BaHUsS XeJTYTOYHO-KUIIEYHOTO TpaKTa — 3JHTEPOTaTHsI
(25-30%), arpocduueckuii ractput (10—-30%) u ayrto-
nMMyHHBIH TertaTuT (10—20%) [10—13]. Pa3HbIif Bo3pacT
U TIOPSAAOK MaHM(beCcTallu OCHOBHBIX U 0OJiee PeIKUX
MPOSIBICHUI TIPUBOAAT K CIOXHOCTSAM KIMHUYECKOM
nuarHocTuku. [lomo3peHne Ha ayTOMMMYHHBIN TIOJH-
SHIOKPUHHBIA CUHAPOM 1-TO THTIA CIIYKUT MOKa3aHUEM
K moucky myrauuii reHa A/RE, orpenesieHUIO YPOBHSI
ayTOaHTUTEJl K omera-umHTepdepoHy U aybda-uHTep-
depony (anti-IFN-a,0), cnennduyHbIX 1151 yKa3aHHOTO
cuHapoma [11—14].

AYTOMMMYHHBI ~ TeMaTUT TpU  ayTOUMMYHHOM
MOJTUIHIOKPUHHOM CUHIpOMe 1-ro THUIa BbIAENEH
B OTHEJILHYIO TPYIIMY, He OTHocsIytocs Hu K AUT-1,
Hu K AWT-2, MocKojbKy B 3TOM Cllydyae 4acTO BBISIB-
JISIIOTCST Ipyrue ayroaHturtesna — k utoxpomy CYP450
(CYPI1A1, CYP1A2, CYP2B6) u oueHb criennbpUIHbIE
JIIST 3TOTO BapWaHTa ayTOMMMYHHOTO TeTaThTa ayTo-
antutena K AADC (mekapbokcuiaze apoMaTUYeCKUX
L-amunokucnot) [10—15] — aHTUreHY, KOTOpBI 3KC-
npeccupyercsi B 1uMrososie renarouuta. Cpean HaO10-
JTaeMBIX KOTOPT MAallMEeHTOB C ayTOMMMYHHBIM TIOJIHM-
SHIOKPWUHHBIM CUHAPOMOM |-ro THWIa 3HAYUTEIBHO
BapbUpyeT 4YacTOoTa ayTOMMMYHHOTO TeraTuta — OT 4
1o 43%, a Takke BBIPAXXEHHOCTh KIIMHUYECKUX TPOSIB-
JIECHU — OT GECCUMITOMHOTO TOBBIIIEHUST aKTUBHOCTH
TpaHcaMMHa3 10 (YIbMUHAHTHBIX (DOPM C JIeTATbHBIM
ucxonom [10, 12, 13, 15].

[TaroreHeTruecKast Tepanusi CHHIPOMa He pa3pado-
taHa. OObeM JIeYEHUsI OIpeIeNsieTcsl Teparnuei Kax-

JIOTO M3 WMMEIOUINXCS COCTAaBHBIX KOMITOHEHTOB 3a00-
JIeBaHUS: 3aMECTUTEbHAsI Teparnusl TPy SHIOKPUHHOM
MopaXkeH!!, Tpernaparthl alb@a-Kaablua0ga U KaJabIUs
MpU TUIOTNApaTUpPeo3e, MMMYHOCYIIPECCUsST TIPU ayTo-
WMMYHHOM TeIaTUTe W ayTOMMMYHHON B3HTepOmnaTHu,
MPOTUBOTPUOKOBAs Teparus MPU XPOHUIECKOM KOKHO-
CITM3UCTOM KaHAUI03e.

IlporHo3 mnpu ayTOMMMYHHOM TOJUIHIOKPHUH-
HOM CHMHIpoMe |-To Thma TakKe BapuabesieH U 3aBUCUT
OT couyeTaHUsI KOMITOHEHTOB 3aboseBaHusi. HecBoeBpe-
MeHHasl IMArHOCTHUKA, TSDKeIOoe TeYeHHWe C Pa3BUTHEM
JKU3HEYTPOXKAIONINX, TPYAHOKYPAOEIbHBIX COCTOSTHUIA,
HealeKBaTHasl 3aMeCTUTEIbHAsi TOPMOHAJIbHAs Teparus
Ha (oHe TICUXOJIOTMYECKUX MPOOJIEM Y TAKUX TTALIMEHTOB
0o0yc/oBIMBaOT paHHOO cMepTHOCTh [10]. TlpuBeneH-
HOe KJIMHHWYECKOe HaOIoJeHNe NEeMOHCTPUPYET CIOXK-
HOCTh JMArHOCTUKW ayTOMMMYHHOTO TOJU3HIOKPUH-
HOTO CUHApoMa 1-To TUIa y pebeHKa ¢ MPOSIBICHUSAMU
ayTOMMMYHHOTO TernaTuTa B 1e01oTe 3a001eBaHus.

Knunnyeckuii cayyaii. /leBouka 13 et mocrynuia
noBTopHo 08.20191. B oOTHeNeHUE TacTPOIHTEPOJIOTUU
VHUBEPCUTETCKON JETCKON KIMHWYECKON OOJIbHUIIBI
(YAKB) ®TAOY BO ITepsbiit MITMY um. .M. Ceue-
HOBa C XajobaMM Ha SIM30IMYECKUe HOIOIINe 060NN
B 3MUATACTpaIbHOI 00J1acTH 0e3 CBS3U C TIPUEMOM TTUIIIH,
60/ B KOJIEHHBIX U TOJIEHOCTOITHBIX CyCTaBaX HETIOCTO-
STHHOTO XapaKTepa, yTOMJISIEMOCTb, U3BMEHEHUSI HOTTEBOM
mactuHbl 11 magbla mpaBoi KMCTH, paciipocTpaHEeHHOe
M3MEHeHMe MUTMeHTaluuu Koxu. PedbeHok HaOmonaeTcst
B oTaeeHuM ractposHTeposiorun YAKD ¢ 7 ner.

Anamues xcusnu. JleBouka OT TpeTbeil (pusmo-
JIOTUYECKON OepeMEeHHOCTH, POIbl CaMOCTOSTEIbHBIE
Ha 40-i1 Hemenme. Macca Ttenma mpu poxaeHum 4580 T,
JumHa 58 cM. PaHHee ICMXOMOTOpHOE pa3BUTHE TTO BO3-
pacty. B meprose HOBOPOXIEHHOCTH W B paHHEM BO3-
pacte He Oosena. IlepeHeceHHBIe aeTcKue WHDEK-
uu: BeTpsiHas ocrna B 2016 . Bakumuauust nmposeaeHa
COTJIaCHO HAIMOHAJLHOMY KaJleHAapio 0 pa3BUTHUSI
OCHOBHOTO 3aboJieBaHUs, 0e3 peakuuii. JImacKUHTECT
Bcerma oTpuiaTebHbINA. HacneacTBeHHOCTL TIO 3a0071e-
BaHUSIM XeJTYIOUYHO-KHUIIIEUHOTO TPAaKTa He OTSTOIICHA.

Anamues 3aboneeanus (puc. 1). Hauano 3aboneBaHust
¢ 08.2012 1. (5 net) ¢ anu3on0B (heOPUILHOMN JINXOPAIKH,
COMNPOBOXIABIIECICS  pacTpOCTpaHEHHBIMU  TISITHUCTO-
MaryJIe3HbIMU BBICHITIAHUSIMUA, apTPATHSIMU, JETYIUMUA
apTpUTaMu MeX(aJIaHTOBBIX CYCTaBOB KHUCTEM M KOJICH-
HBIX CYCTAaBOB, HOIOIIMX OOJell B JXMBOTE B TapayMOu-
JIMKAJTbHOM 00J1acTH, SIBJIEHWIA TermaTWTa — yMepeHHast
TermaToMerajus IO JaHHBIM YJIBTPa3BYKOBOTO 00C/IEN0-
BaHMSI, CUHIPOM IIUTOJIM3a — TIOBBIIIEHNE aKTUBHOCTU
acrapraramuHoTpaHchepsl (AcAT) no 104 en/n, ana-
HuHamuHoTpachepassl (AAT) mo 128 en/n, C-peak-
TUBHBIN Oenok +++. HeomHoKpaTHO TOCTIMTAIM3UPO-
BaHa TI0O MECTY JKUTEIbCTBA (IeTCKOoe WHMOEKIMOHHOE
otnenenne . Cmonencka B 08.2012; kapamoiormyeckoe
otnenenne OI'BY3 «JleTckoil KIMHNYECKO OOJIBHULILI»
. CmoneHcka B 10—12.2012) nist ycTaHOBIEHUSI va-
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KJINMHUYECKUE CJTYHAU
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Puc. 1. JuHaMHKa OCHOBHBIX KJIMHHYECKHX CHHIPOMOB 3200/1€BAHHU.

Fig. 1. Graph of dynamic changes in clinical disease syndromes.

XKCK — XpoHn4ecKHii KOKHO-CIM3UCTbI Kanauao3; I1p — npeaunsonon; Aza — asaruonpun; Mrx — metorpekcat; ACT — acnap-
TaramuHoTpancdepasa; AJIT — ananmnamunorpanchepasa; FOMA — roBennibHblii nanonarmyeckuii aprput; AIIC — 1 —ayToum-
MYHHBIii TOJTMIIAHAYISAPHbIA cuHApoM-1; DBB — Dnmreitna-bapp supyc MII; Ilc — mynbc-Tepanus MeTuimpeaau3ononoM; ABT —
anTubakrepuasbnas tepanusi; HIIBIT — nectepounnsie nporusoBocnanuTelbHble npenaparbl; YIKb — yauBepcuteTckas nerckas
Kinnnyeckas ooabHuna (CeuenoBckuii Yausepceurert); DHII — sannokpunosioruueckuii Hayunblii nentp (HMUILL snnokpuHoorum).

rHo3a. [lpu obciaenoBaHuM o0Opallago BHUMaHME Clie-
nytoiee: COD 33—41 mMm/4, remorioouH 109 r/n, AcAT
117 en/n, AnAT 146 en/nm, ANA oTpuuateNbHble, anti-
LKM 5 ME/mn (Hopma). UckiioyeHO TeueHHe Hepcu-
Huosza, ximamummosa (PIITA), Tokcorutazmoza (MDA),
OOHapyXeHbl aHTUTeNlla K BUpycy OJmureiiHa—bapp
(OBB): IgG-EBNA >500 en/mi, 1mMTOMeraJoBUpPYCHOM
(IMB) nndexumu IgG 95,6 en/min. YcTaHOBIEH KIMHU-
YEeCKWI IUATHO3. I0BEHWJIbHBIN MANONATUYECKUI apTpUT
(FOHA), cucremHast (popma (ayieprocenTuIecKuii Bapu-
anr), aktuBHocTh III cremenu, DBB-renatut, ymepeH-
Hoit aktTuBHOCTU. Teparust BKmovana ['KC (Metunmnpen-
HU30JIOH B BUIE MyJIbC-TepaIiiu B 103€ 5 MT/KT, Ha Kypc 3
WHBEKIIMM), METOTPEKCAT 5 MT/HEe MHBEKIIMOHHO, HeCTe-
POMIHEIE TTPOTUBOBOCTIAIUTENIbHEIE TIperapaThl, aHTHOAaK-
TepuabHbIE TIpeTapaThl, IpernapaThl ypcoae30KCUXOJIEBOM
KUCITOTHI.

ITpn MOBTOPHOI TOCTIUTAIM3ALIMU B KapAMOJOTHYE-
ckoe otaenenue B 03.2013 (6 neT) HabIIOMAIACH BBICOKAST
LIMTOJTUTUYECKAss aKTUBHOCTb, TPEBBINIAIONIAS HOPMY
nmout B 35 pa3 (AcAT 1178 en/n, AnAT 1273 en/n).
MertoTrpekcaT ObUI OTMEHEH, Ha3HaueH IMPeTHU30-
JIOH BHyTpuMbIieyHo 30 mr, 4 MHBEKUMU, 3aTEM Tep-
opasibHO B 03¢ 1 Mr/KT (25 Mr/cyT) 10 2 Hefl ¢ TToceny-
fotieit ormeHoi mo 10 Mr, 3aTeM 1Mo 5 Mr MpeaHU30JI0Ha
B HEJENI0 — CO CHWXEHUEM LIMTOJIUTUYECKON aKTUB-
HOCTH, npeBbiatoiieit Hopmy B 10 pa3 (AnAT 394 en/n,
AcAT 393 en/n). Ilocne oTrmeHBbl TIipernapara BHOBb

Ha0JI01aI0Ch HapacTaHUE IIMTOJIUTUIECKOM aKTUBHOCTH
JI0 YPOBHSI, TIpeBbIlIawoliero HopMmy B 33 pasza (AnAT
1172 en/n, AcAT 782 en/n). Bo3oOHOBIeHa Teparusi
npeaHusogoHoM 45 mr/cyt (1,5 mr/kr) — 1 mec, ¢ Mea-
JIECHHbIM CHUXEHMEM 10 5 Mr/cyT, Ha ¢hoHe JeueHUs
Kk 02.2014: AcAT 75 en/n, AnAT 73 en/n, menouHast poc-
daraza 202 en/n, y-rayramuiatpaHcnentuaasa 27 ea/n.

[Ipu TIepBOIf TOCTIUTANA3AIIUN B TaCTPOIHTEPOJIOTH -
yeckoe otaesenre YIKD B 05.2014 (B Bo3pacte 7 jieT) BO
BpeMsl 00CJIeIOBaHUs OTMeYanoch Cleaylolee: KIMHU-
YeCKWI1 aHaJTN3 KPOBU 0e3 IMaTOJIOTUIECKUX U3MEHEHMH,
ANAT 103 en/n, AcAT 95 en/n, ANA 1:80, y-T100yaMHBI
23%, IgG 21,7 r/n. YcraHOBJIEH OMArHO3 ayTOMMMYH-
Horo renatuta 1-ro tuna (ANA-M0N0XUTENbHbII), yMe-
peHHoIl akTWBHOCTU. [IpoBommiach KOMOWHWPOBAH-
Hasi WMMYHOCYIIPECCHBHAsI Tepamusi — TIPOIOJIKeH
TpueM TIPETHU30JI0Ha 5 MT/CYT, Ha3HaueH a3aTUOTIPUH
25 mr/cyT ¢ yBenuueHuem 1o3bl 10 50 mr/cyt (1,5 Mr/Kr)
U TIperapaTr ypcoae30KCUX0JaeBOi KUCIOThl 250 Mr/cyT
(9 mr/kr). B TeyeHue 5 Mec oTMeueHa HOpPMaIU3aLIMS
ypoBHeit AcAT, AnAT.

ITpu nmoBropHoii rocniutanu3zanuu B YIKb B 10.2014 1.
0OHapyXeHbI TPU3HAKW TPUOKOBOTO TTOPAKCHUS CIIU-
3UCTON OOOJIOUKM TOJOCTH PTa, OHMXOMUKO3a Tajlb-
1IeB pyK. BriepBble OBUT TIPEIIONOXEH ayTOMMMYHHBIHN
MOJIMAHIOKPUHHBIN CUHAPOM 1-Tro Tuma. JleBouka Obuia
koHcyasTHpoBaHa B PI'BY «HMMIL sHIOKpuHOIO-
run» Mun3npasa Poccuu. Ilpu o0cnenoBaHuM TaHHBIX,
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Sbnoxosa E.A. u coaem. AyTONMMYHHBIH TEMATUT KaK TEPBOE MPOSIBICHNE ayTOMMMYHHOTO TTOJIMIHIOKPUHHOTO CHIPOMA |-T0 TUTIA Y IEBOYKH 5 JIET

MOATBEPKIAIOIINX SHIOKPUHHBIE HapylIeHUs], Hanbo-
Jiee TUMTMYHBIC JIJIs 9TOTO 3a00JieBaHMS (TUTIONapaTUpeo3
W TUTTOKOPTULIM3M), HE MOJYYeHO — YPOBHU KaJIbILIUSI,
docdopa, agpeHokopTUKOTporiHOro ropmoHa (AKTT),
KOpPTU30Jla U PeHUHa B Mpenaeiax pedepeHCHbIX 3Haye-
HUit. OgHAKO MO JAHHBIM TEHETUYECKOTO UCCIeTOBAHUS
JIUAarHO3 ayTOUMMYHHOTO MOJUIHIOKPUHHOTO CUHAPOMA
1-ro TuMa GBI MOATBEPKAEH. BEHISIBIEHBI MyTalluy TeHa
AIRE B KOMITayHII-T€TEPO3UTOTHOM COCTOSIHUU: HOH-
ceHc-myTtauun R257* u p.Q94*.

ITpu ummyHOOrMUECKOM 00CIeT0BaHUU ObUT OOHA-
PYXEH BBICOKMII MHAEKC HelTpanusytouux anti-IFN-
o,0. OnpeneneH MOJOXUTEIbHbIA WMHAEKC ayTOAHTU-
tea Kk AADC. YpoBeHb ayToaHTUTEN K 21-ruapokcuiase
(QaHTUTeHY HaIlOYeYHUKOB) ObLT HM3KWUM, KJIMHUYE-
CKUe TIPOSIBIEHWST HAAITOYEYHUKOBOW HEIOCTATOUHOCTU
OTCYTCTBOBAJIU.

Ha ¢doHe npoTuBOrprOKOBOI Tepanmuu KynupoBa-
Juch U Oosee roga He OECTIOKOWJIM SIBIEHUSI OHMXO-
MMKO3a, KaHJuA03a CIM3UCTbIX obosouyek. basucHas

Tepanusi ayTOMMMYHHOTO TeraTuTa IpojIoJiKaiach
B MpPEXXHEM 00beMe: TIPETHNU30JIOH 5 MT'/CyT, a3aTUONPUH
50 mMr/cyT.

IToBTOpHO pedeHok rocrnutanuzupoBaics B YIKb
¢ yactoroii 1—2 paza B roa. [IpenbsaBiasiiuch 3Mm3011-
YecKue Kajo0bl Ha C1aboCTh, YTOMIISIEMOCTh, HOOIINE
0oJIM B BMUTacTpajJbHOW 00JAaCTU M TpPaBOM Moapede-
pbe, OTMEYAJIUCh SIBJICHUS OHMXOMMKO3a TaJlblIeB PYK,
1O JaHHBIM JIaOOPATOPHBIX MCCIIEN0BaHUI — 0e3 maTo-
Jlornueckux uaMeHeHuii. [1pu obciaemoanuu B 11.2016
(Bozpact 10 net): Tutp ANA 1:80, Mo maHHbIM (HuUOPO-
9JIaCTOMETPUM TeUYeHU BbIsIBIEH ¢Guopo3 | crereHu.
Koppekuust 1036l 6a3MCHOM Tepanmuu He TTPOBOIUIIACS,
Ha3HAyYaJMCh TIOBTOPHBIE KYPChl TMPOTUBOTPUOKOBOIA
Tepanuu (GpykoHa3oJoM (BHYTPb), HATAMUIIMHOM, aMO-
poJiuHOM (MECTHO).

B 04.2017 r. (10,5 rona), uepe3 HeJeo Mocie epeHe-
CEHHOI1 BETPSIHOM OCIbI OTMEeYascst 3Mu30.1 (peOprIbHOM
JINXOpAJIKU B TeUeHUe 3 THel, 6oIeil B KOJEHHBIX M TOJle-
HOCTOITHBIX CyCTaBaX, HOIOIINX 00JIeil B 3MUTaCTPaTbHOM
00J1acTV U TIpaBOM IToApedOepbe 0e3 CBSI3M C MPUEMOM
. focmuTann3npoBaHa Mo MecTy XuTeabcTBa (CMO-
JIeHCKasi o0JlacTHasl JeTcKasl KJIMHWYecKasl OOJIbHUIIA).
IIpu obGcnemoBaHMU: B OOIIEeM aHaIM3e KPOBU YBEIU-
yeHne COD g0 42 MM/4, BBICOKMI OMOXUMUYECKUIA
cuaapom uuronmnsa — AcAT 566 en/n, AnAT 469 en/n,
neiikouutypusi 1o 120 B 11/3p., ciieapl Oejaka B 00IIeM
aHanu3e Mouu. [leBouka rmojydyana npeaHu3ooH 30 mr
(1 Mr/kr) B TeueHue 2 Hell, 3aTeM PEKOMEHJOBAaHbI CHU-
JKeHMeE JI03bI 110 5 MT B HelleJ1to 10 15 Mr/cyT, a3aTMonpuH
25 w™r/cyt, mpemnapaTr ypCOAE30KCHXOJIEBOW KMCIOTHI
500 mr/cyt (15 Mr/Kr), MTHTMOUTOpP TIPOTOHHOM TOMIIBI
a3oMernpasoi 20 Mr — 8 Hexm, aHTUOAKTepUaIbHas Tepa-
nus (ueduxkcum 7 nHeit). Ha ¢oHe Tepanuu uyepes 2 Hen
npeobiBaHus B ctauunoHape AcAT u AnAT crabunusu-
poBanuch B mpenesax Hopmbl, COD 8§—15 MM/4, aHanu3
MouM 0e3 maToJormdecknx n3mMeHenuii. Ilom mabopartop-

HBIM KOHTposieM K 06.2017 . m03a MpeaHn300Ha CHU-
JKeHa 10 15 Mr/cyT, a3aTMOTIpUH 25 MT/CyT, YPCOIe30KCH -
xoJieBast Kucjaora 500 Mr/cyT.

C 06.2017 (12 nmet) y pebeHKa OTMEUYEHO TOSIBJICHHE
MHOXECTBEHHBIX OYaroB BUTHJIUTO, Ha3HaYeHa MECTHAs
tepamnus Takpoaumycom 0,1%. C 2018 . (13 neT) HabI0-
JAeTCsl PEeUMINB OHMXOMUKO3a — TOJTydaia TTIOBTOPHBIE
KypChbl TIPOTMBOTPUOKOBOI Tepanuu. YpoBHU ANAT
u AcAT, kanbuus, dochopa, IgG, y-rnodynunos, AKTT,
KOPTHU30Jla U peHMHA COXPaHsINCh B TIpenenax pede-
PEHCHBIX 3HAUYECHUA.

I1pu Hacrosei rocnuTanu3alnuu B Bo3pacte 13 yer
(08.2019 ) mpu ocMmoTpe oOpaillaeT BHUMAHKUE MOsIBIIe-
HUE MHOXECTBEHHBIX 0YaroB ACTTUTMEHTALUM — BUTH-
JIUTO Ha KOXe JIMIA, HIKHUX KOHEYHOCTSX (Ha ThIIe
CTOT, KOJIEHSIX), €AWHMYHbIE — B JIOKTEBOM OOJACTH,
Ha crinHe (puc. 2, 3). OTMedeH Mporpeccupyronmnii OH1-
xomuko3 Il manbua npasoit kuctu (puc. 4). I[Ipu ocmo-
Tpe TMOJOCTU PTa BBISIBIIEHA TMIOTUTIa3UsI 3yOHOI SMaJIH.
DyHKIMS cepala U JeTKUX He HapyiieHa. 2KUBOT yme-
pPEHHO B3/yT, OOJIe3HEHHBIN TPU MaJblallid B JITHTa-
crpuu, 30He [Hloddapa, a Takxke B Toukax Kepa u Kaua.
Kpaii mmedyeHr BBICTYIaeT M3-TIOA Kpasi pebepHOM ayru
Ha | ¢M IO MpaBo CPeAHEKITIOUYNIHON TUHUH, POBHBIN,
MSITKODJIACTMUHBIN, celle3eHKa He manbiupyercsa. CTyi
U INYpe3 He U3MEHEHBI.

JlaHHbIe JTAOOPATOPHBIX WCCIEIOBAaHWI: B 0OIIEM
aHaM3e KPOBU M MOYM 0e3 MaTOJOTMYECKUX U3MeHe-
HUI; B AUMMYHOJJOTUYECKOM M OMOXMMUYECKOM aHaJIn3e
KpoBU — runepxojectepuremus (6,11 MMOJIb/7); ypOBHIA
IEIOYHON  hochaTasbl, y-TIIyTaMUITPAHCTICTITUIA3HI,
AcAT, AnAT, nokasarenu kanbuusi, ¢docdopa, y-Tio-
oynunoB, IgG, AKTT, kopTusona u peHUHa B Mpenesax
pedepeHcHbix 3HaueHuit. ANA 1:40. AyroaHTuTena
K 21-rugpokcuiase UCCIeAOBAINCH TPYKIBI C pa3HUIICH
B 1—2 roga 3a mepuoj HaOIIOACHUSI, 1 OHU OCTaBaJuCh
HIXXe TTOPOTOBOTO YPOBHSI.

ITpu 330aroracTpoayoneHOCKONUU BbISIBIEH KaH-
NUI03 MUIeBoaa (prc. 5), raCTpUT aHTPaJIbLHOTO OT/ea,
Hp-HeratuBHbiit (ObICTpBIi ypeasHbiii TecT). [lo maH-
HBIM YJIBTPa3ByKOBOTO MCCIIE[IOBaHUS OPraHOB OpIOII-
HOM TIOJIOCTM — 3XONMPU3HAKW HE3HAYUTETHHOTO YBe-
JIMYEHUST TIEUeHUW, DXOTEHHOCTh TMEeUeHW He M3MeHeHa,
MapeHX1uMa OJHOPOIHAS; YINIOTHEHNWE CTEHOK XETIHOTO
My3bIpsi, CUMIITOM <«ILIABAIOIIMX XJOMbEB» B MPOCBETE
JKEJTYHOTO TTY3bIpst, AU GY3HbIE M3MEHEHUST TTOIKEITy-
JIOYHOM XKEJE3HI.

COBOKYMMHOCTh JaHHBIX aHaMHe3a, JIabopaTOPHOTO
¥ WHCTPYMEHTAJIBHOTO 00CIeIOBaHUST TTO3BOJISIET cop-
MYJIUPOBATh OKOHYATETbHBIN KITMHUUECKUIA TUaTHO3.

OCHOBHOI: ayTOUMMYHHBIH  TTOJUIHIOKPUHHBIN
cuHapoM l-ro tuna (Mytauuu reHa AIRE B KOMIayH[I-
reTepo3uroTHoM coctositHuu: R257* u p.Q94*): xpoHu-
YECKUI KOXKHO-CITU3UCTBIN KaHAWI03 (peluanuBUPYIO-
I OHUXOMWKO3, KAHIUIO3HBIN 330(arut, CTOMAaTHT);
ayTOMMMYHHBIN TeTlaThT, HU3KOM aKTUBHOCTH; BUTHIIATO
cerMeHTapHoe; TUTOIIa3usl 3yOHO SMaIH.
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ConyTCTBYIOIINI AUATHO3: XPOHUYECKUI TacCTPUT
aHTpaJibHBIN, Hp-He accounupoBaHHBIN, 00OCTpe-
Hue. JAuchyHKiuys OuimapHOro TpakTa ¢ OWJIMaApHBIM
caKeM.

PexomennoBaHo: npenHu3oyioH 13,75 Mr/cyT co cHU-
>KeHrueM m03bl (1o 1,25 Mr mpeaHu3o0JioHa B HENeNo)
1o 10 Mr/cyT; a3aTMONPUH 25 MT/CYT MOCTOSIHHO, Mperna-
paThl yPCOIE30KCUXO0JIEBOI KUCTOTHI 0,5/CYT ITUTENTBHO,
¢nykonasos, 150 Mr BHYTpb Ha 5 Hejl, Ha HOTTEBYIO TUIa-
CTUHY alMUIMKaLWKU: HaTaMuuuH 2%, amopoidun 5% —
JI0 MCYE3HOBEHUST MOPaXKeHHBIX YYaCTKOB HOITS; KaJIHUs
M MarHMsl acraparmHaT, KapOoHaT KaJblUs, MHKPO-
KaTlCyJIMPOBaHHbBIM TIAaHKpeaTUH, alioMuHus ¢ocdar;
Ha oyard BUTWINWTO amrummkamuu: takpoiaumyc 0,1%.
s TpoGUIAKTUKU  XPOHUYECKOTO  KOXHO-CIIM3U-
CTOTO KaHIWI03a PEKOMEHIOBAaHbBI Kypchl (hiyKoHa3oma
150 mr/cyT 7 nHeit 2—3 pasa B roj.

OO6cyxaeHue

B omnucaHHOM KIMHWYECKOM HaOMIOACHUU TIep-
BbIMU CUMMTOMaMM 3a00jieBaHNs y peOeHKa 5 jieT ObLIn
BMU30Mbl JUXOPAJKU, apTPUThI W apTpaJifTMd B CycTa-
BaX KOHEYHOCTEMH, TSITHUCTO-TIAMyJIe3HbIe BBICHITAHUSI.
ITo cOBOKYMHOCTM KJIMHMYECKUX TIPOSIBIEHUI TIOC/e
UCKJIIOYeHUST MH(EKIIMOHHON MPUYUHBI OB YCTAaHOB-
JIeH nuarHo3 cucteMHoit (popmbel FOUA, HavyaTa Tepanust

Puc. 2. Butmiuro Koxu Juna W med (YeTKas JIMHHUSA
JEeNUTMEHTAINH KOXKH).

Fig. 2. Vitiligo of the face and neck skin (the line between the
depigmented and pigmented zones).

KJINMHUYECKUE CJTYHAU

HECTePOUTHBIMU TTPOTUBOBOCHAIUTETLHBIMU TIperapa-
TaMM, aHTHOAKTepuabHasl Tepalus, a B TOCIeAyIOIeM
nynbc-tepanust ['KC, metoTpekcatom.

CJIOXHOCTB TTEPBUYHOTO TUATHO3a B TAaHHOM HaOJTIO-
JIEHUU OTpeaesisyiach TOJUMOPMOU3MOM TTEPBBIX KIMHU-
YeCKUX CUMITTOMOB CHCTEMHOTO 3a00JIeBaHUST, BO MHOTOM
nmetotiero macky FOMA. CrenyeT oTMETUTh, YTO apTp-
anrun O6ecriokosIT mout 80% TalMeHTOB B JeOi0Te
ayrouMMyHHoro rematurta [1, 3, 7] BHe 3aBHCUMOCTHU
oT ero akTuBHOCTU. CodYeTaHUe JIMXOPAIKU, apTpaj-
TMU W KOJIBLIEBUIHOW 3PUTEMBI OINMMCAHO KakK TepBOe
MPOSIBJIEHNE ayTOMMMYHHOTO MOJU3HIOKPUHHOTO CHH-
npoma 1-ro TMTa y AeTei Miamaiiero Bo3pacta B 15% ciy-
yaeB, naxe 0e3 mposiBiieHunit renatura [ 10, 12].

OnHako BBICOKUI TIEPCUCTUPYIOIIMI LIMTOIU3 10 35
BEpXHUX TpaHWUI] HOPMBI 1o ypoBHIO AJIT mocmyxut
OCHOBaHUWEM U O0OCIeIOBaHWS pebeHKa B TacTpo-
9HTEPOJIOTMYECKOM OTnejeHun, auarHod KOUA Obur
TTOCTaBJICH TIOA COMHEHUWE, TIPEITIONIOXEeH W TTONTBEp-
XKIeH JOWarHo3 ayTOMMMYHHOTO Tematuta [-To Tuma
(ANA-nonoxurenpbHoro). Turp ANA nocturan 1:80
0 Havyajla WMMYHOCYTIpeCCUBHOU Teparmu. CorjgacHo
YIPOIIEHHBIM AuarHoctruueckum kpurtepusim IATHG [2]
CYMMAapHBIIf TTOKa3aTesib 10 JICUYCHUST B JTaHHOM cCiTydae
COCTaBUJ 7 OAIJIOB — «BEPOSITHBII ayTOMMMYHHBI rena-
TUT». Y TAIUEeHTKU B MOMEHT ITOCTAaHOBKW JWarHo3a

Puc. 3. BATHINrO KOXKH CTOI.
Fig. 3. Vitiligo of the feet skin.

Puc. 4. Onuxomuko3 Il nanbia npaBoii KUCTH.
Fig. 4. Onychomycosis II finger of the right hand.

Puc. 5. Kanununo3s ciusucroii numesoaa (DIIIC).
Fig. 5. Esophageal mucosa candidiasis (upper GI tract endoscopy).
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Sbnoxosa E.A. u coaem. AyTONMMYHHBIH TEMATUT KaK TEPBOE MPOSIBICHNE ayTOMMMYHHOTO TTOJIMIHIOKPUHHOTO CHIPOMA |-T0 TUTIA Y IEBOYKH 5 JIET

oTMeyvascsl oJoXUTebHbI 3ddekT oT Tepanuu ['KC,
HO PEXUMBI UX TTPUMEHEHUST OTINYAINUCh OT PEKOMEH-
JIOBAaHHBIX TP JICYEHWH ayTOMMMYHHOTO TeraTuTa,
ypoBeHb AJTAT 1 AcAT He 1oCTUT HOPMBI U BHOBb TTIOBbI-
mascs 10 ucxogHoro nocie otmeHbsl ['KC.

IlepBbie MpOsIBIEHUST XPOHMUYECKOTO KOXHO-CJIM-
3UCTOT0 KaHAWAO3a Y TALUWEHTKU C ayTOMMMYHHBIM
rernaTuToM OOYCIOBWIM HEOOXOAMMOCTb KOHCYJIbTAllMU
SHIOKPUHOJIOTA [UIS1 UCKJTIOUEHUST Qy TOUMMYHHOTO TOJTU-
9HIOKPUHHOTO cuHApoMa 1-ro tuma. CrieayeT OTMETUTb,
yTo cpenu 138 maueHToB ¢ 3TUM 3a00JieBaHUEM, HAOTIO-
JaBmuxcst B ITHCTUTYTe SHIOKPUHOIOTUM DHAOKPUHO-
JIOTMYECKOTO HAydyHOTO 1IeHTpa, B 67% ciiyyaeB TMepBBIM
MposiBIeHUEM 3a00sieBaHUsI ObUT HEHIOKPUHHBINA KOM-
TTOHEHT: 6ojiee ueM Y 50% — XpOHMUECKUI KOKHO-CITU3U-
CTBIN KaHIUA03, Y 2% — ayrTouMMyHHBII reniatut [10].

VY npencraBieHHOW OONbHOW HaWAEHbI MyTallMU
reHa A/RE B KOMMayHA-reTepO3UTrOTHOM COCTOSTHUM —
MU3BECTHasl HOHCeHC-MyTalusi R257* u HoHceHc-MyTa-
musa p.Q9%4*, He omumcaHHas paHee Yy JIPYrux TalueH-
ToB [10]. Mytatms p.R257* (c.769C>T) cumuraercs
camoii gacroit myrarmeit reHa AIRE (mo 76% Habmone-
Huii [10]) st poccuiickoit MOMysIMK, a TaKKe TUTTUY-
HOI 111 (PMHCKOM, TTOJIbCKOM M CIIOBEHCKOUW KOTOPTHI
nauueHToB [9—11, 13].

[Tpu uMmMyHOJIOTMYECKOM 00CIeTIOBaHUK OOHAPYKEeH
BBICOKMIT WHIeKc HelTpanusyommx anti-IFN-o,0 —
JNIMAarHOCTUYECKUX MapKepoB ayTOMMMYHHOTO IIOJIM-
9HAOKPUHHOTO CUHApOMa |-TO THMA, YTO MOATBEPAUIO
nuarHo3s [14]. OnpenesieH MoJoXUTETbHbI MHAEKC ayTO-
anturen Kk AADC. Dty ayroaHTuTeNa ObUIM BbISIBICHBI
BIIEpBbIE B €BPOINEMCKOM MCCJIEIOBAHUM Y TAllMEHTOB
C ayTOMMMYHHBIM TIOJIMOHAOKPUHHBIM  CUHIPOMOM
1-ro Tuma u renatutom [15].

JleBouka monyvaeTr jgedeHue ['KC (mpemHu30J10H),
YTO MOXET «MacKMpPOBaTbh» CUMIITOMbI HaAITOYeUYHNKO-
BOIi HEJIOCTATOYHOCTH, YACTUYHO 3amellasi HelocTaro-
Kt KopTU3oJ. B TakoMm cityyae ocoboe 3HaueHue mpu-
JTAeTCsl UCCIIEIOBAHUIO ayTOAHTUTEN K 21-ruapokcuiase,
KOTOpbI€ JOTOJHUTEIbHO CBUIETEJIbCTBYIOT 00 ayTo-
MMMYHHOM arpecCUy TPOTUB HAATIOYETHUKOB U PUCKE €€
pasButus. B tTaHHOM HaOII0I€HUN YPOBEHb ayTOAHTUTEN
Ha MPOTSKEHUU Tepuoja HabMIOAeHUs OCTaBaJICs HUXeE
IMOPOTOBOTO 3HAUEHUsI, TakKKe OTCYTCTBOBAIW KIMHM-
YecKue TPOSIBIeHUsS MaHU(ECTHON HaAMOYeUHUKOBOM
HEJOCTaTOYHOCTU. TeM He MeHee MallMeHThl C ayTo-
WMMYHHBIM TIOJIM9HAOKPUHHBIM CUHAPOMOM 1-TO THITa
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Treating a teenager with Morquio A syndrome (mucopolysaccharidosis IV A) with Vimizim
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IIpuBesnen KaunuYecKuii cirydaii pepMeHTO3aMeCTHTEIbHOI Tepanuy NpenapaToM 3J10cyabdasa anbga y NOIPOCTKA ¢ PeAKUM JIH30-
COMHBIM 3200J1eBaHHeM — MyKonosmcaxapuaosom tuna IV A (cuaapomom Mopkuo A). JleyeHue ObLIO HAYATO JOBOJILHO MO3/IHO,
B Bo3pacTe 12 jieT Ha (hoHe TsKes0r0 TeyeHus cunapoma Mopkuo A. Tem He MeHee y peGeHKa 0TMeYeHO yiy4lleHHe MoKasaTeeii
BBIHOCJIMBOCTH M MEJIKOWi MOTODHKH, NMOBBINIEHNE MBIIEYHOr0 TOHyca. OOCYKIAIOTCS HEAOCTATOYHOCTh WHGOPMAIUH O COBpe-
MEHHbIX MeTOaX (DepMEHTO3aMeCTUTEIbHOI TePANNH, a TAKXKe OrPAHMYeHHs JaHHOTO THNa Tepanuu. [ToquepkuBaeTcs HeoOX0aM-
MOCTb MEKIUCIUILTMHAPHOTO MOAXO0/A VISl JIeUeHHs] TAKUX 3200JIeBAHHI Y 00/IErYeHNs COCTOSIHUS NAIUEHTOB.

Karoueswte caoea: demu, auzocomuoe 3aboneéanue, mykonoaucaxapudoz muna IV A, cunopom Mopkuo A, pepmenmoszamecmumens-
Has mepanus, 3n0cyavghaza anvgpa, Bumusaiim, kaunuveckuii cayuail.

Ans untuposanums: lypuHoBa E.E., Cyxomsicosa A.Jl., CemsidkuHa A.H., Oumposa [1.B. JledeHvie npenapatom Bumuaarim (Vimizim) nogpoctka
¢ cuHapomom Mopkuo A (mykornonvcaxapuvao3om IV A). Poc BecTH nepuHaron v neauatrp 2021; 66:(4): 109—-117. DOI: 10.21508/1027-4065-
2021-66-4-109-117

The article describes a clinical case of enzyme replacement therapy (ERT) with elosulfase alfa for a teenager with mucopolysaccha-
ridosis type IVA (MPS IVA, Morquio A syndrome). Treatment was started quite late, at the age of 12, against the background of a
severe course of Morquio A syndrome. Nevertheless, the child showed an improvement in endurance and fine motor skills, and an
increase in muscle tone. The article discusses lack of information on modern methods of enzyme replacement therapy, as well as the
limitations of this type of therapy. The paper emphasizes the need for an interdisciplinary approach to treat such diseases and alleviate
the condition of patients.

Key words: children, lysosomal disease, mucopolysaccharidosis type IV A, Morquio A syndrome, enzyme replacement therapy, elosulfase
alfa, Vimizim, case report.

For citation: Gurinova E.E., SukhomyasovaA.L.,, Semyachkina A.N., Ochirova P.V. Treating a teenager with Morquio A syndrome (mucopolysac-
charidosis IV A) with Vimizim. Ros Vestn Perinatol i Pediatr 2021; 66:(4): 109—-117 (in Russ). DOI: 10.21508/1027-4065-2021-66-4-109-117

yKonosnncaxapuao3 tuna IV A (cunapom Mop-

ko A wm Mopkuo—bpeitnchopna; OMIM
Ne253000; MKB-10: E 76.2) — penkoe HaclieICTBeH-
HOe 3aboJieBaHUE W3 TPYIITbI JIM30COMHBIX OOJIe3HEl
HaKOIJICHUSI ¢ ayTOCOMHO-PEIIECCUBHBIM TUTIOM HacJie-
noBaHus. 3aboyieBaHME BbBI3BAHO HEPUIIMTOM JIM30-
coMajbHOM THAponas3bl — N-aleTUITaTaKTO3aMUH-6-

cynbdarcynbdaraser (EC 3.1.6.4) [1], KOoTOpyio KOTUPYET
reH GALNS (xpoMocoMHas Jokanu3auus 16q24.3).
B rene GALNS 3apernctpupoBaHo >330 pa3adyHBIX
BBI3BIBAIONINX OOJE3Hb MYyTallWii, BKJIOYash MMCCEHC-
M HOHCEHC-MYTalluM, MYyTallMM CaWTOB CIJIAaCHUHTA,
HeOOoNbIINe AeNCIUN, KPYIHbIE IeNEelIMd W BCTABKU
u T.0. Bce MyTauym, BeI3bIBAIOIINE MYKOITOJTMCAXapUI03
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tina [V A, cHUXXaroT nin 3JIMMUHUPYIOT PYHKIIMIO (hep-
MeHTa N-aleTWIralakTo3aMUH-6-cyabdaTcyTbdaTaspl
[2, 3]. PazHooOpa3ue myraiuii B reHe GALNS nipuBoaut
K U3MEHEHMIO aKTMBHOCTU (DepMEeHTa IO YeThIpeM pa3-
JIMYHBIM MeXaHU3MaM, 4TO OOYCIOBJIMBAET IIUPOKUI
CIIEKTP KIIMHUYECKOW TSKECTU OOJIE3HM — OT TSKETBbIX
dopmMm 1o 6osee gerkux peHotunos [4, 5]. Kimaccrnueckue
(Tsxenbie) (popMbl XapaKTepU3YIOTCsI TIPOAOIKUTETbHO-
cThio ku3HU marmeHToB 20—30 set, a nerkue GopmMbl —
HEOOJIBIINM TOpaXXeHUEM KOCTeH M BHYTPEHHMX Opra-
HOB, MallMEHTHl MOTYT MMETh OTHOCHMTEJIBLHO XOpoliiee
KayecTBO Xu3Hu 10 50—60 et [6].

PacrnipoctpaHeHHOCTh ~ MyKOIOJIMCaxapuao3a THUIa
IV A BapbupyeT cpenu pa3HbIX 3THHUECKHX TPYII U Olle-
HuBaetrcst ot 1 Ha 600 ThIC. HOBOPOXIEHHBIX B Benko-
O6putanum 10 1 Ha 926 ThIC. HOBOPOXIAEHHBIX B ABCTpaJIuU
[7-9]. Ilo nmocnenHuM onieHKam, B Poccuu 3aboneBaHue
Bcrpevaercs y 1 u3 250 Teic. HOBOpoxaeHHbIX [10].

Hedpuunt N-aneTniragakTo3aMUH-6-CyIb(haTCyTb-
(aTasbl BeeT K HAKOIJICHUIO B TKaHSIX, B OCHOBHOM
B KOCTSIX M XpsIllaX, TJTMKO3aMUHOTIMKAHOB — Kepa-
TaHCylb(aTa W XOHIPOUTUH-6-CyIb(daTa, 4YTO BBI3BI-
BaeT IUCITIA3WIO CKejleTa M, KaK CJeICTBUE, HU3KUIA
poct [11]. IlopaxkeHnue ckejieTa M CBSI30K — HamboJiee
y3HaBaeMble XapaKTepUCTUKU cuHApoMa Mopkuo [6].
IMpn poxaeHUM OOJBITUHCTBO TALIMEHTOB BBITJISIST
3MI0POBBIMM, Jeopmaliny cKejieTa OOHapYKMBaKOTCS
B Te€UEHME HECKOIbKHX MEePBHIX JIET KU3HU. Y TalleHTOB
C TSDKEIbIM (DEHOTUIIOM OOJIE3HU CYIIECTBEHHO 3ames-
JIEH POCT, YTO OTMEYaeTCsl ke rmociie 24 Mec XXKU3HU, pOCT
npekpamraeTcs B Bo3pacte 7—8 jet [12, 13]. Knunnue-
CKUMM TIPOSIBIICHUSIMU TsKeJIol (DOpMBI 3a00JIeBaHUS
CJTyKaT CKeJIeTHasl IUCIIIa3usi, KOpoTKas 1i1esi, yKopoue-
HUE TYJIOBUIIA, HECTAOMIBHOCTh M KOMIIPECCHST CITMH-
HOTO MO3Ta Ha YpPOBHE KpaHHOBEpPTEOpaJbHOTO Tepe-
X0Ola B COYETAaHUU C MUEJIONATHEeN, MPOrpecCUpylomas
KudocKoamoTrueckass  aedopManusi  TTO3BOHOYHUKA,
KUJeBUAHAA AedopMaldsl TPYIHOW KIETKU, THUIep-
MOOUJIBHOCTb MEJIKUX CYCTAaBOB, AMCILIA3Usl Ta300emd-
PEHHBIX CYCTaBOB W BajJbrycHas aedopMalldsl HIK-
HUX KOHEUHOCTEH, a TakXkKe OOCTPYKLMS JBIXaTeIBHBIX
myteit [6,13]. B mporecce pocta GOTBHBIX MPOUCXOANT
VXYIOIIEHWEe HEBPOJOTMUECKOTO U OPTOIEANYECKOTO
cTaTyca, U B TTOAPOCTKOBOM BO3pacTe OHM NMPUKOBAHBI
K MHBaJMAHOMY Kpeciy. [TalmeHTsl ¢ Tskesoit popmorii
0e3 CBOEBPEMEHHOTO JIeYCHMUSI YMUPAIOT OT pecrupa-
TOPHBIX 3a00JIeBaHUI, OCJOXHEHUI B IIEHHOM OTIese
CIIMHHOTO MO3Ta WJIM TIOPOKOB CepAeYHBIX KJIalaHOB
B Bo3pacte ot 20 1o 30 yer [6].

B HacTostiee BpeMst it GOJBHBIX MyKOTIOJMcaxapy-
nmozom Ttuma IV A paspabortaHa (epMeHTO3aMeCTUTE b~
Hasl Teparusi, OJHAKO TOKa He CYIIEeCTBYET PAIMKAIILHOTO
MeTo/Ia JIEYeHUsI, KOTOpOe MOIJIO Obl oKa3aTh 3(PheKTUB-
HOE BO3IEHCTBME Ha WMMEIOIIMECS TOPaKeHUsI KOCTei
n cBsa3ok [14, 15]. depmeHTO3aMECTUTEIBHAS TEPATIUST
OCHOBaHAa Ha TIPUHLUIIE TIEPEKPECTHON KOPPEKIINH,
COITaCHO KOTOPOMY JIM30COMHBIN (hepMEHT TOTJIONIAeTCSI

KJINMHUYECKUE CJTYHAU

KJIETKaMU-PELIMITMEHTaMU U WX JIM30COMaMM 4epe3 MaH-
HO30-6-¢ocdaTHbIil perientop. Ipenapar i ¢pepMeHTO-
3aMEeCTUTENTLHOM Tepariy MPY MyKOTIOIMCcaXxaprua03e THIa
IV A (snocynbdaza anbda, ToproBoe HazBaHue «Bummn-
3aiiM», Vimizim, kommanun «bunoMapun WMHTepHAIIHIT»)
ObLT 0TOOPEH JTsT KITMHUUYeCKOW npakTuKu B 2014 . Yripas-
JIEHVEM TI0 CAHUTAPHOMY HA/I30pY 32 KAYECTBOM IMUILIEBBIX
MpOIYKTOB U JekapcTBeHHbIX TiperniapatoB CIIIA (FDA)
u EBporeiickuM areHTCTBOM TIO JIEKApCTBEHHBIM Cpell-
ctBaM (EMA). B Poccuu nipernapat mosryaust perucrpariu-
OHHoOE ynocToBepeHue B KoHile 2018 1.

Onocynbdasa anbha — 3TO TEHHOMHXEHEPHBIN (ep-
MEHT 4ejioBeka N-alleTHITaTaKTO3aMUH-6-CyThhaTaza
(thGALNS) ¢ npucOeIMHEHHON KOHIIEBOM OJIUIo-
caxapumHOM Iemblo  (MaHHO30-6-cocdat), OGmaromapst
yeMy (hepMEHT PacITO3HaeTCsl M WHTEPHAIM3YeTCs KIIeT-
KaMu TIOClie BHYTpMBeHHOW wHMy3uu. I[locie wuHTep-
HaJM3allid ~ PeKOMOWHAHTHOTO  0Oejika  TTOBBIIIACTCS
yaeabHast (hepMeHTaTMBHAsA aKTUBHOCTb M 3aITyCKaeTcst
KaTaboIM3M KepaTaHCyabdarta M XOHIPOUTUH-6-CYIb-
darta [16], yTO TO3BOJSIET M30€XKATh MX HAKOIUICHUS
B KJeTKax. Dyocynbdhasza ajbda BBOIUTCS BHYTPUBEHHO
exeHeneIbHO B 03¢ 2 Mr/Kr/Hen. aHHBIN Tperapar
MpU3HAH UTA JIeYeHUsT TTALUEHTOB € MYyKOIoJMcaxapy-
no3om tuma IV A. Iloka3zaHo, 4TO mon BIMSIHUEM 3TOM
Teparny CHUXKAETCs YPOBEeHb KepaTaHCyJb(darta B Mode,
VIIYUIIAIOTCST TTOKAa3aTei B TeCTax ¢ 6-MUHYTHOM X000
U 3-MUHYTHBIM TIOIBEMOM TIO JIECTHHIIE, (hYHKIIMOHATb-
HBIE TECThI JIETKUX, MBILIECUYHBIA TOHYC Y CHIDKACTCS YPO-
BEeHb 0OJIEBBIX OLIYIIeHW y matmeHToB [17, 18]. OnHako
y JAHHOTO BHIA JICYEHMSI €CTh HECKOJIbKO OrpaHWYeHUIA:
1) HEOOXOMMMOCTb €XEHENETbHON UIUTeIbHON MHQY3UU
B TeueHHe 4—6 4; 2) KOPOTKUIA TepUOJ IOTyBBIBEICHUS
nperapaTa y 4ejoBeka — 35 MuH [19]; 3) BbicoKas 1ieHa
npenapata. Kpome Toro, y naiueHToB, noay4aBiiux ¢ep-
MEHTO3aMeCTUTETbHYIO Teparuio, He BBISIBICHO YITy4Ile-
HUSl B OTHOIIEHWM OUCIUTA3MM CKeJleTa WJIM TaTOJOTUU
Kocreii [15, 20].

Knunnyecknii npumep. [lanment Bospact 18 e,
HaoOmonaercss B TAY Pecnyonukanckoit 6oapHue Nl
— HanwmonanbHoM nieHTpe MeauiimHbl Pecryonmnku Caxa
(AxyTtust) ¢ aumarHozoM: Mykomnoaucaxapunos IV, tun
A (cunnpom Mopkuo).

Anamues xcusHu. Manbuuk oT 1-fi GepeMeHHOCTH,
MpOTeKaBIIIei B MepBOIi MOJOBUHE C YTPO30il MpephiBa-
HUSI, BO BTOPOI MOJIOBMHE ¢ aHemuell. Pombl cTpemu-
TeJbHBIE, C MPEXIEBPEMEHHBIM H3JTUTUEM OKOJOTLION-
HBIX Boa. Macca tema mpm poxnenuu 3430 1, mommHa
52 cM, OKpyXHOCTb TrojioBbl 33 cMm. OlueHKa Mo IiKaje
Arrap 6/7 6amnoB. CocTosTHUE TTOCHE POXKICHUS TSKe-
Jjoe ¢ 1-X CYTOK 3a CUeT HEBPOJOTMYECKON CHMIITO-
MaTUKW: aAvuHaMMs, TUIEPKUHE3bl Ccrubateneii, Tpe-
Mop, rurnopeduiekcusi. HaGnonanucy nerexuu Ha Jule
U TYJIOBWIIE, IbIXaHWE OCJIa0JIEHO ¢ TIEPBOTO JTHS, TIPU-
rayuieHe ToHoB cepaua. Co 2-ro AHS XU3HU OTMEYEH
OTeuHblil cuHApoM (no 4 cyT), ¢ 3-ro JHS — Trenaro-
MeTaJlisl, BJIaXHbIe XPUIbI B JIETKUX, 3aTpyIHEHHOE
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Typunosa E.E. u coasm. Jleuenne npenapatom Bumusaitm (Vimizim) mogpoctka ¢ cunapomoM Mopkuo A (Mykomosncaxapunozom IV A)

JIbIXaHWe, TUTIepeCTe3nsi, TTOBBIIIIEHUE TeMITepaTyphl.
C 6-x cyTok Habomaics CUHIPOM XEITyXH, cOXpa-
HsBmiicss 1o 2 mec. C AuMarHo3om: BHYTPUYTpOOHasi
MHOEKINST, BPOXIECHHBIII MEHUHTUT, BHYTPUYTPOOHAsI
IMTHEBMOHMS; pOIOBasi KpaHMOCTIMHaIbHasT TpaBMa. Cy6-
apaxHOMAAJIbHOE KPOBOMBIUSHMUE, ¢ 6-X CYTOK pebe-
HOK ObLT TIOMEIeH B MH(PEKIIMOHHOE OT/AeJIeHNe HOBO-
POXIEHHBIX, 3aTeM TiepeBelieH B OTIeJIeHUE MaTOJIOTN
HOBOPOXAEHHBIX C IMAarHO30M: TUIIOKCHYECKOe Iopa-
JKE€HME LIEHTPaAIbHOM HEPBHOW CUCTEMBI M TTIOJO3PEHUEM
Ha aHOMAJTIO Pa3BUTHS KETUEBBIBOASIICH CUCTEMBI.

VnsTpa3BykoBOE HcCCieIoBaHME B Bo3pacte 1 mec
BBISIBUJIO YMEPEHHYIO TermaToOMerajuio, 3XOMPU3HAKU
(rebuTa ITyMOYHOM BEeHBI M JIEBOI BETBU BOPOTHOM BEHBI.
JInarHo3: MOpOK pa3BUTHUS KETUEBBIBOASIICH CUCTEMBI;
areHe3mst KeJITHOTO TY3bIPsT; aTpe3usT OOIIEeTO XKETIHOTO
nporoka? [lpy MarHUTHO-pe30HAHCHOW ToMorpaduu
(MPT) opraHoB OplolIHOii MOJ0CTH B Bo3pacte | Mmec
Obl1a BBISIBJICHA TUTIOTUIA3US JKEJTIHOTO TTy3bIpst. OIHAKO
MpU TUHAMUYECKOM HCCIeIOBaHUN (renaToOMIUCIIMH-
Turpacdus) TaHHAsT aHOMaJIUsI He TTOATBepaAnIack. B Bo3-
pacte 7 Hell TTocyie 00cieI0BaHus B O0IIEXUPYPTrUIeCKOM
OTIEJICHUN BBITTMCAaH C JUArHO30M: TUCKUHE3US XKeJl-
YeBBIBOISIINX TyTeil Ha (oHe aedopMaiuy XeTIHOTO
my3bipst, aHemus Il cremenu; mepuHataabHas SHIEda-
JIOTIAaTHsl; TUTIEPTEH3MOHHBIA CUHAPOM; CUHAPOM IBU-
raTeJbHbIX PAacCTPOMCTB; PaHHUM BOCCTAHOBUTEIbHBIN
MepUO/I.

PeGeHok Hauan nepxarb TOJOBY ¢ 3 MeC, CUAMUT
¢ 6 mec, xomut ¢ | roga. Hayam roBopuTh coru mocie
roaa. [lepBbie 3y0bl nosiBuuch B 7 mec. C 7 JieT yuuTcst
Mo TMporpaMMe cpemaHell 0o0pa3oBaTENIbHOM  IITKOJIBI
Ha nomy. [lepeHeceHHbIe 3a001€BaHNSI: OCTPBIE pecrrpa-
TOPHO-BUPYCHbIE UH(DEKIINU, YACTbIE AHTUHBI, OPOHXMT,
OCTpast ABYCTOPOHHSISI OPOHXOITHEBMOHUSI.

Anamnes 6onesnu. llepBble TIpu3HAKM 3a00JI€BaHUS
MOSIBUJIMCH B Bo3pacTe 8—9 Mec B Bue AehopMaliviu rpyi-
HOI KJIETKM M HIDKHMX KOHe4yHocTeil. B Bo3pacre 1 roma
1 Mec pebeHOK ObUT OCMOTPEH BpauOM-Te€HETUKOM. BhIsB-
JIEHO TIOBBILIIEHWE YPOBHS TJTMKO3aMUHOTIIMKAHOB B MOUe
(CKpUHMHT-TeCT). PekoMeHI0BaHO yTOUHSIIO11IeE 00CIIEN0-
BaHMe B LIEJISIX MOATBEPXKACHUST CUCTEMHOTO 3a00JIeBaHUST
B CTALIMOHAPHBIX yCIOBUAX. [Ipy TOBTOPHOI KOHCYJIbTA-
IIMM Bpada-TeHETMKA B Bo3pacTe 4 JieT ObUIM OTMEYEHBI
cieaylolye KIMHAYECKWEe TPU3HAKK: TPOTPECCUpyIo-
mast BajbrycHasl neopManusl KOHEYHOCTE, KUJIEBHI-
Has nedopmaiust TpyIHON KIIeTKW, OTCTaBaHUE B POCTe,
rpyObie uyepThl Juia. [1o naHHbIM 1ab0paTOpPHBIX MCCe-
JIOBaHWI B JIEMKOIIUTAX TMeprudepuIecKoil KPOBH BBISIB-
JIEHO CHIDKEHUE aKTUBHOCTU N-alleTHIraJaKTo3aMUH-
6-cynbdarcynbdaTasel 10 0,5 HMOJB/MT/4 TIpU HOpMeE
6,6—19 HMonb/MT/4. B Mo4ye oGHapy:KeHa MOBBIIIIEHHAST
SKCKPErst OOIINX TITMKO3aMUHOTIIMKAHOB, KepaTaHCYJTb-
¢aTa, KOHLIEHTpALIMS INIMKO3aMUHOIIIMKaHOB 17,5 Mmr/MM
npu Bo3pacTtHoil Hopme 4,4—8,0 mr/MM. Ha ocHoBaHuu
KIIMHUYECKUX TIPOSIBJICHUI W pe3yJIbTaTOB aHAJM30B ObLT
YCTaHOBJIEH IMarHO3: MyKomoyincaxapuaos tumna [V A.

C Bo3pacra 4 JeT malueHT eXeroaHo MPOXOINJ CTa-
IIMOHApHOE oOCIeIoBaHNMe, IOJIyJal CHUMITOMAaTHYe-
cKoe, (u3MoTepaneBTHUECKoe JedeHne. B Bospacte
6 JreT BaJbrycHast necdopMalus HUKHUX KOHEUHOCTEH
craia 6osee BbIpakeHHOM, OMHAKO MaJIbYMK He YTpaTUiI
CIMOCOOHOCTH K CaMOCTOSATETbHOMY XoxaeHuto. Kpome
TOTO, HAabJIIoJaIach yMepeHHasl TeraTOMETaIHsI.

3aboneBaHre TIPOTPECCUPOBAIO, B BO3pacTte § JeT
OTMEUEHO yBeJIWYeHne aeopMalid HIKHUX KOHeY-
HOCTEH, 4TO CIPOBOIMPOBATIO 3HAYMTEIBHOE 3aTpyaHe-
Hue 1pu xoawsoe. [TalmeHT cTan moab30BaThesi KOJISICKOM.
TMossBunmce pe3kue 60M B 001aCTH IIIEU, TIEPUOANIECKIIS
rojioBHbIe 60711, [TpKn KIMHUYECKOM OCMOTpE B 3TOM BO3-
pacTe OTMeUYeHbI OTCTaBaHUE B POCTE, YKOPOUEHUE TYIIO-
BWIIIA, KOPOTKA IIest, KUIeBUIHasK AepopMalysl IpyIHOM
KJIETKU, TYTOMOIBIKHOCTD B CYCTaBaX BEPXHUX M HIDKHHUX
KOHEUHOCTeM, yKopodyeHMe W aedopmaius KOHEUHO-
CTeil, TUTTEPMOOUIBHOCTb MEJTKIX CYCTaBOB, YBEJMYEHME
obbemMa XKUBOTa, BUCHepoMeranus. MHTeUIeKT coxpaH-
Hutit. [Tpu MPT 1iefiHoro otnena mo3BOHOYHMKA B BO3pa-
cTe 8 JIeT BriepBbIe BBISIBJICH CTEHO3 MTO3BOHOYHOTO KaHaIa
Ha yposHe C,—C ,: cyxeHue 10 8—9 mm Ha yposHe C,—C
B TiepeiHe3aTHEM HaTIpaBJICHUM.

ITpu KIMHMYECKOM OCMOTpe B Bo3pacte 9 JIleT oTMe-
YeHO HEYKIIOHHOe TIpOrpecCHpoBaHue 3abosieBaHUs.
KoHcTaTupoBaHO 3HAYMTENbHOE OTCTaBaHWE B POCTE
(poct 102 cMm, Mmacca tena 23,5 Kr), HapacTaHUE CKeJieT-
HBIX Ie(opMalii MO3BOHOYHMKA, KOHEYHOCTEH, cycTa-
BOB, TPYIHOW KIJIETKU, BBIpaXKEHHBIE AUCTPOPUIECKHE
W3MEHEeHUs B TeJlaX MO3BOHKOB. KpoMe TOro, BBISIBICHBI
W3MEHEHUsI OpraHoOB 3peHUsl (MTOMYTHEHUE POTOBMIIBI)
W OPTaHOB KeJTyJOYHO-KUIIEUHOM CUCTEMBI (TermaTome-
Tayivsl, KaJIbLIMHATBI B TieueHn). TTaliMeHT nepeaBuraics
C TIOMOIIBIO KOJISICKU. WMHTeNneKTyaqTbHOe pa3BUTHE
COXpaHHOE C HEKOTOPHIM OIepeXXeHUeM Bo3pacTa.

TMonnerit IHK-ananu3 rena GALNS nipoBejieH B BO3-
pacte 10 ner B naboparopuu HacnencrBeHHBIX 00Je3-
Heil oOMeHa BelllecTB MeanuKo-reHeTUIeCKOTO HayqHOTO
neHTtpa uM. akagemnka H.I1. boukoBa. B rene GALNS
ObITM OOHAPYKEHBI IBE MMCCEHC-MYTAallU B KOMIIAyH]T
rerepo3urotHoM coctositHuu — p.Gly44Val/p. Trp230Arg
(c.131G>T/c.688T>A).

Jleuenue. B Bo3pacte 12 jeT mo >KM3HEHHBIM TTOKa3a-
HUSIM HayaTa (pepMeHTO3aMEeCTUTENIbHAsl Teparus Tpe-
napatom Bummzaiim (ammocynbdasa anbda, elosulfase alfa,
buoMapun WMHTepHBIIHI) B peKOMEHIOBAaHHOUN 03¢
2,0 MT/KT exkeHeIeTbHO (62 MT TTpu Macce Tea 31 KT), BHY-
TpUBEeHHOI MHQy3ueil, menaeHHo. [Ipemenukaimst ocy-
LIECTBIISIACh CYNMPAcTUHOM BHYTPHUMBIIIEYHO. B Havase
uH(py3un Oblla OJHOKpaTHas pBoTa. BrocnencTsuu
B MpeMeIUKalUsl MCTIONb30BaICS TaBEeTWJI, TaKKe OBUIA
Jo6aBIeHBI METUTIPEN MBIIIIEUHO, PAHUTUANH BHYTPb.

Jo Hayana ¢pepMeHTO3aMECTUTEILHON Teparmy KITN-
HUYecKash CUMITTOMaTHKa 3a00JieBaHUsI COOTBETCTBOBAIA
MpU3HAKaM TsoKesIol (opmbl cuHapoma Mopkuo. Kpowme
TUTTMYHBIX TIPU3HAKOB, TAKMX KaK HU3KUI POCT, KOPOTKAsT
1iest, KunaeBuaHas aecopmanus rpyaHoi kiaetku [—I1 cre-
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TTIeHM, BaJIbIyCHasT meopMaliust KOJEHHBIX CYCTaBOB, YBe-
JIMYeHne 00beMa 1 TYTOMOIBIKHOCTD KPYITHBIX CYCTaBOB,
TMTIEPITONBIKHOCTh  MeXK(haJTaHTOBBIX CYCTaBOB, KpPYII-
HBle YepThl JIMIA, YMEpeHHasl TenaTOCIIEeHOMErasusl,
ITOMYTHEHWE POTOBUIILI U TYTOYXOCTh Ha (hOHE COXpaH-
HOTO MHTEJUIEKTA, Y MaleHTa HabJioaaaach BeIpaskeHHasT
MBIIIeYHasT TUTIOTOHUSI, TIpUBEIIIass K HeoOXOIUMOCTH
ITOCTOSTHHOTO MCTTOJIb30BaHMSI MHBATMIHOMN KOJISICKU.
Yepes 6 Mec Teparmuu 3J10CyIb(da3oit aabha Habmoga-
JIach MOJIOKUTETbHAST TMHAMUKA CAMOYYBCTBUS U COCTOSI-
Hus1 pebeHka. OTMeyanoch YMEHBIIEHWE pa3MepoB
«J4ETOK» U «OpacyieTOK», HOpMaJ13allnsl pa3MepoB TeUeH!
U ceJe3¢HKH, a TakKe TOBBIIIEHWE MBIIIEYHOTO TOHYCA.
IMocnemnee, Mo Bcelt BEPOSITHOCTH, TTO3BOJIMIIO TTALIUEHTY
ONMpaThesT HA HOTUM UM CAMOCTOSITENTBHO CTOSITh, TPUAEP-
SKUBasICh 3a OTTOPY, B TeYeHNE HECKOJIbKIUX MUHYT (puc. 1).
C xonua ¢espansa 2016 u 1Mo HacTosllee BpeMs
(bepMmeHTO3aMECTUTENTbHAS Tepariisi TTPOBOIUTCS B THEB-
HOM cTalumoHape Meauko-reHeTndeckoro mneHrtpa [TAY
PC(I) «PBNel-HLIM». CremyeT OTMETUTH XOPOIIYIO
MepeHOCHMOCTh Tepanmuu. B auHaMHWKe OTMedaeTcst

KJINMHUYECKUE CJTYHAU

yJIydllieHre nokKa3aresieil BBIHOCIMBOCTH, MEJIKOI MOTO-
puku. OTMEUeHBI TMOJOXUTEIbHAST TUHAMUKA W3MEHEe-
HUI CepAeYHO-COCYIMCTON CHUCTeMbl M TTapeHXMMAaTO3-
HBIX OpraHoB (OTCYTCTBHME BHCILIEpOMETavuM), OJHAKO
KOCTHO-CYCTaBHbIE UIBMEHEHUs coxpaHsitoTcs. CrimHaIb-
HBI CTeHO3 1 Aedopmalny MO3BOHOYHUKA (paKTUIECKU
YXYAIIUIUCHh B TeueHue 54 Mec Tepamnuu, XoTs Mopdo-
JIOTUYECKUX U3MEHEHUI KOHEYHOCTE 3a TOT Xe Tepruos
He o0HapyXeHo (CM. TabiulLy, puc. 2).

Ilocne 3aouyHOIl KOHCYJNBTALIMM C 3apyOeskHBIMU
KoJuleTaMM  TO0 JaHHBIM CEpPUM  TOCJIeI0BATEIbHBIX
MPT-cHnMKOB nanueHTa B Bo3pacte 15—17 JeT, B cBsI3u
C BBISIBJICHHBIMY HapyILIEHUSIMU T10 XKU3HEHHBIM TTOKa3a-
HUSIM peKOMEHIOBaHa KOMIUIEKCHasl oTiepaliust Ha Ieii-
HOM OT/eJie TTO3BOHOYHMKA T10 TIOBOAY MMEJoNnaTuu
U CTeHO3a MO3BOHOYHOTO KaHaJjia, orepalivs 1o peKoH-
CTPYKIIMM Tpaxeu W oriepalus Ha HUXHUX KOHEUYHO-
ctsx. OnmHaKo mocjie 3a0YHbIX KOHCYJITAlldil B BEAYIIINX
denepanbHbIX KiauHUKax Poccum u3 Hayuno-uccre-
JIOBaTEJIbCKOTO KJIMHUYECKOTO WHCTUTYTa TeAuaTpuu,
Poccuiickoit nerckoii KIMHUYECKO OobHUIIEI, Hatmo-

Puc. 1. TIoapocToOK ¢ peaKuM JM30COMHBIM 3a00/IeBaHHeM — MyKomnosmcaxapuao3oMm tuna IV A (cuaapomom Mopkuo A).

a — /10 Haya1a (hepMeHTO3aMeECTUTEILHOM Tepanuu Jiocyibda3oil anbda, nepeaBuKeHne TOJIbKO B MHBAJIUIHON KOJIsiICKe; 0 — ve-
pe3 6 mec mocie Havana ¢epMeHTO3aMeCTUTEbHOI Tepanuu, BOCCTAHOBJIEHHE CIIOCOOHOCTH CAMOCTOSATENIbHO CTOATh B TEUEHHE
HecKOJIbKUX MuHYT. (M300paxkeHus myGIMKYIOTCS MOCIe MOJIydeHns] iH()OPMUPOBAHHOTO COIIACHS POIUTEJIell MANEeHTA).

Fig. 1. A teenager with a severe lysosomal disease — mucopolysaccharidosis type IV A (Morquio A syndrome).

a — before enzyme replacement therapy with elosulfase alfa, moving only in a wheelchair; 6 — after 6 months of enzyme replacement
therapy, restored the ability for maintaining in standing position during several minutes. (The images are published after receiving

informed consent from the patient's parents).
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Typunosa E.E. u coasm. Jleuenne npenapatom Bumusaitm (Vimizim) mogpoctka ¢ cunapomoM Mopkuo A (Mykomosncaxapunozom IV A)

Puc. 2. a — MPT KpannoBepTedpasbHOro + MIEHHOro + rpyaHOro OTIEIOB MO3BOHOYHHKA. Bu3yanu3upyercs cTeHO3 U MUeJIONaTHs
Ha ypoBHe KpaHnoBepTe6paibHoro nepexona. Ha yposae Th1—Th2 no3BonkoB otmevaercs perpoanctes. [1o nanabiv MPT nosso-
HOYHMKA OTMeuYaeTcs ToTaibHas miarucnonauius; 6 — KT rpyaHoii kietku. OTveuaeTcs BbIpakKeHHas! KuieBuaHas negopmanus
rpyaHoii Knetku; B — KT Tpaxeu, rpyaHoii KJI€TKH M IPYHOro OT/€e]1a 03BOHOYHHKA. Busyaimsupyercs aedopmanus Tpaxeu co cre-
HO30M Ha YPOBHe ¢/3 ee pa3mMepa; BbIpaXKeHHAs KWIeBUIHAS Ned)opManus rpyIHOi KJIeTKH; TOTAIbHAS IUIATHCTIOHIUINS TIO3BOHKOB
Ha YPOBHE IPYAHOrO OT/eJa M03BOHOYHNKA, cMemenne Th1—Th2 no3BoHKoB.

Fig. 2. a— MRI of the craniovertebral + cervical + thoracic region of the spine. Stenosis and myelopathy were seen at the craniover-
tebral junction level. At the Th1—Th2 vertebrae level, retrolisthesis was noted. By the spine MRI total platyspondylia was detected;
0 — CT image of the chest. There was a pronounced pigeon chest (pectus carinatum); B — CT of the trachea, chest, and thoracic spine.
Trachea deformation with stenosis at c/3 level was noted; pronounced pigeon chest; total vertebral platyspondylia at the thoracic

spine level, Th1—Th2 vertebrae displacement.

HaJIbHOTO MEAMIIMHCKOTO MCCIIeI0BATEIbCKOTO IIEHTpa
neTckoi TpaBmatosioruu u oprorneauu um. [LU. TypHepa
MOJyYeHbl PEKOMEHAAINN, WCKITIOYAIoIIe BO3MOXK-
HOCTb KOMILJIEKCHOTO XUPYPrU4eCKOro BMEIIaTeIbCTBa

B Bo3pacte 17 jer y maumeHTa y9acTUIMCh 3a00Jie-
BaHUs IbIXaTeJbHBIX MyTeil: OPOHXUTHI C OOCTPYKIIUEN,
OpoHxornHeBMOHMU. B Hactosiiiee Bpemsi B BO3pacTte
18 ner GosbHOI TPOMOJIKAET TOJyYaTh €XEHEIETbHO
(hbepMeHTO3aMECTUTENTBHYIO Teparuio MpernapaToM 3J10-
cynbdasa anbda B 103€ 2 MI/KT exXeHenesbHo. [laimeHT
“MeeT AUCTIPOTIOPLIMOHATIBHOE TEIOCIOXEHNE ¢ aedu-
LIMTOM MacChl Tejla U pocTa: Macca 35 Kr, pocT 122 cM.
OTMevaroTCcs XapaKTepHble MHOXECTBEHHBIE aedop-
Maluy TPYOHOW KIIETKW, TIO3BOHOYHUKA, BEPXHUX
W HIDKHUX KOHEYHOCTEH, KOpOTKas Ies; TepeaBura-
eTcsT Ha Kouisicke. MIHTeJuteKT coxpaHHbIi. Kpome Toro,
HaOTIOMAlOTC KIMHUYECKHWE TPOSIBICHUST TTOPaKeHUST
OpraHOB 3peHUs: AUCTPO(PUS POTOBUILIBI OOOMX TJjia3
U TUTIEPMETPOTTMIECKUI aCTUTMATU3M.

006cyxaeHue

Bcero Heckonbko JieT Hazal JedyeHWe CUHIpoMa
MoOpK1O B OCHOBHOM OTPaHMYMBAIOCH CUMITOMATHYE-
CKOI TIOIAEPKKOM, METMKAMEHTO3HBIM JIECYCHUEM CHM-
MTOMOB, (U3MOTEparueil, XUPYPruIeCKO KoppeKIrei
u peabwuranveit. GepMeHTO3aMeCTUTETbHAST TEPATTHST
(anocynbdasza anbda, Bumuzaiim) 6p11a omoopeHa B FDA
14 peBpainsg 2014 1., a 20 dpeBpass Toro ke roga EBpomneii-
CKOE€ areHTCTBO MO JIEKAPCTBEHHBIM CPEICTBAM PEKO-
MEHIOBAJIO €€ KIMHUYEeCKOe MPUMEHEHUS I TeX Xe
nokasaHuii. B Poccuun mpemnapar noyryduit peructpaiuio

b K KoHiy 2018 roga. HecMmoTtpst Ha To 4TO Tepanust
Hanbosiee 3 deKTUBHA IJIsT OOJTBHBIX JeTei, NCClieIoBa-
HUS C y9acTHEeM B3POCIBIX U JaxKe MOKUIIBIX TTAallMeHTOB
Tak>Ke ToKa3aJii BbICOKYI0 3(heKTUBHOCTS [21].

B cratbe mpuBeneH KIMHWYECKUN TIPUMEDP ITOYTH
5-7eTHero HaOJIIOIEHUs 3a TIALIMEHTOM C TsDKeJoi (op-
Moit cuHapoma Mopkuo A nipu ¢epMeHTO3aMeCTUTEb-
HOW Tepanuu TipernapaTtoMm sjocyibdasa anbda. Jleve-
Hue Obuto HauaTto B Bo3pacte 12 ner. Tsokenas dhopma
3a0o0JieBaHMSI OblJla ITMAarHOCTMpPOBaHa Ha OCHOBaHUU
COBOKYITHOCTH KJIMHUYECKUX TTPU3HAKOB U PE3YIbTaTOB
JTa0OPaTOPHBIX MCCIIEIOBAHWI: MOBBIIIEHNE MOYETHOMN
OKCKpeluy KepaTaHcyibdaTa, CHUKEHUE aKTUBHOCTHU
N-aneTwiraiakTo3aMuH-6-cyabdarcyabdarasbl, HaIu-
yue AByX MUCCEHC-MyTaunit B reHe GALNS.

JaHHBIe O KJIMHWUYECKOM TIPUMEHEHWM TIperapara
anocynbdaza anbda B Poccum KkpaitHe orpaHUYeHbI
1O TIPUYMHE €T0 HeJIaBHETO OJ0OPEeHMsI, UTo JAejiaeT Halll
OTYET Ype3BbIYAitHO IIeHHbIM. Kpome Toro, HeoGXOAMMO
MOMYEPKHYTh, YTO ATOT KIMHUYECKUI CIIydail — MepBbIiA
ONBIT TIPUMEHEHUsST (hepMEHTO3aMECTUTETLHON Teparun
JUTSL JIedeHUsT MyKomojimcaxapuno3a [V A Ha Tepputopun
Poccun: tepanms Oblla HavaTta IO KM3HEHHBIM TTOKa3a-
HusM B 2015 1, 3a101ro 10 perucTpanuu npemnapara B PD.

B Hacrosiiee BpeMmsi  pocTtynHble  «KimHuueckue
pekoMmeHnauu. Mykononucaxapunos IV tuna y nereii»
B peaakumu 2016 . He comepkat HH(GOpMaLUK 0 (hepMeH-
TO3aMECTUTEIBHOM Tepanu. OTHUM U3 HEMHOTOYMCIICH-
HBIX O(UIMATBHBIX JOKYMEHTOB, COAEPXKAIINX PEKOMEH-
TN 110 (pepMEHTO3aMECTUTETBHOM TepaITiy, OKa3aIucCh
«MeToanueckre peKOMeHIAINK TT0 paHHEe TUarHOCTHKeE
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KJINMHNYECKUE CJTYHAU
Tabauya. Knnanyeckoe TedeHune 3a00J1eBaHus Y ManeHTa ¢ cUHApoMoM Mopkuo
Table. The clinical course of the disease in a patient with Morquio syndrome
IToka3zarenn Jlo ®3T 6 mec 3T 10 mec ®3T 54 mec ®3T
Pocr 102 cm — — 122 cm
CTeHo3 KpaHNOBEpTe-
OpaJIbHOTO TIepexoIa
" CreHo3 Ha ypoBHe C, ;¢ MaKCUMaJIbHbIM
CrnuHaJIbHBIN 11 CreHo3 ciuHHOMO3r0-  CTeHO3 Ha YPOBHE
cTeHo3 Ha ypoBHe Th CaTUTTATBHBIM 1A~
CTEHO3 XI . Boro kaHana (KT) C. uTh _(MPT)
(MPT) METPOM 4 MM; CTEHO3 1-11 1-11
Ha yposre Th,_; cTeH03
Ha yposHe Th,, (MPT)
[Mpu3Haku HecTa- CwmelneHne 1yru
OMJIBHOCTHU B 00JIaCTU M 3y0uaToro oTpoctka  Jlucriactuyeckue
M3ru6 Ha ypoBHe .
KpaHUOBepTeOpasIb- MePBOTO IIEIHOTO U3MEHEHUS TeJl
C,,,—Th,, odbpa3oBa- . .
Hedopmarm N I HOTO Tepexofia B aHTe-  TI03BOHKA; PeTPO- 1mo3BoHKOB; Os odon-
HIEe U3rnbda Ha ypOBHE . . .
TMO3BOHOYHMKA u perpocdaekcuo (KT); maucre3 B obnact toideum; aHTeCTIOH AU~
TPYIHbBIX TO3BOHKOB .
Th— (MPT) Ccrud Ha ypoBHE Ipy/i- Th—Th,; kuneBuaHasg  JonucTes Mo3BoHKa Th,
o HBIX TO3BOHKOB Th, | nedopmarms rpynHoic  (MPT)
(MPT) kaetku (KT)
Ha ypoBHe kpaHuoBep-
Bcero nmo3BoHounuka  Bcero mo3BoHoYHUKa
Ilnatucnonnumus TeOpaIbHOTO Mepexoaa
(MPT) (MPT)
(KT)
KommpeccnonHast
Ha ypoBHe kpaHuoBep- Ha ypoBHe KpaHHOBEp- MMEIOINATHs IEMHOTO
Muenomnarust — TeOpaJIbHOTO Mepexofa  TeOpaIbHOTO Mepexoia  CerMeHTa CITIMHHOTO
(MPT) (KT) mosra Ha ypoHe C, |
(MPT)
[Iporpeccupyroriee
CyXXEHHE B MecTe Kpa-
[Mpusnaku GyHKIIMO- HUOBEPTEOPAIbHOTO IMopaxeHue Tsxe-
HAJILHOTO MOPaXXeHUsT  TMepexola, 3eKTpodr-  JIOi CTeTeHU 3aJHUX
DneKTpoMHuorpa- BOJIOKOH 3aJHET0 3MOJIOTUYECKUE U3ME-  KAaHATHMKOB B KPAaHUO-
busa CTOJI0a B 30HE Kpa- HEHUS [IEHTPAIIbHOTO BepPTEOPATLHOM ITepe-
HUOBEPTEOPATLHOTO BpEMEHU MPOBENEHUsI,  XOJIe, C yXyALIEHUEM
nepexoaa 3HAUUTENbHOE yXyAllle- B AMHAMUKE
HHE CyOKOPTUKAIEHOTO
MOoTeHIaIa
H3meHeHus hyHKIIMN
JIETKMX C TIPU3HA-
OTHOCUTEILHOE YJTyY-
[etusmorpacdus — KaMU OOCTPYKTUBHbBIX ’, -
IIeHre TIoKa3aTesieit
U PECTPUKTUBHBIX HApy-
IIEHWIA BEHTIISIIAN
Peryprurarus
MUTPATLHOTO KJIallaHa
Henocratounoctsb .
DxoKapauorpadus - — 1-ii cteneHu, peryp-
MUTPAJILHOTO KJIaraHa
TUTaLNs 2Q0PTAJIbHOTO
KJIamana 1-i creneHu
CteHo3 Tpaxen
Ha YPOBHE BEPXHEN
Jledopmanuu yp PXHeY
arepTyphl TPYIHON
JPYTUX OPTaHOB -
KJIETKW; CMeIleHre
tpaxeu BripaBo (KT)
ITpumeuanue. P3T — hepmeHTOzaMecTUTENbHASI Tepanusi; MPT — MarHuTHO-pe3oHaHcHast Tomorpacdust; KT — koMmbloTepHast Tomorpadusi.
MYKOTIOJIMCAXapUI030B», COCTaBJIEHHbIE AccouMaluein CUPOBaHHYIO KM3HEHHYyI eMKocTh Jierkux (FVC),
MEIMUMHCKUX TeHETUKOB B 2019 I. Bee a0 momuepkuBaeT  00beM (hopcupoBaHHOTO Bbifoxa 3a 1-10 cexkyHay (FEV))
HEJI0OCTaTOYHOCTh MH(MOPMAIIMM O COBPEMEHHBIX Mperna- U UHAEKC MaccChl JieBoro xenynouka [17, 22, 23]. lanHbie
paTtax ¥ BAXXKHOCTb OCBEIIEHUST KITUHUYECKOTO CITydast. HCCleIoBaHUIA MOATBEPKAAIOT, UTO aocybdasza anbda
PesynbraThl KIMHWUYECKUX MCMIBITAHUN TOKa3alu, MO3BOJISIET MallMEHTAM COXPAaHUTh WM TaXe BOCCTAHO-
4yTO B0Ccyibdasa ajabda XOpoIIo MepeHOCUTCs U TT03BO- BUTb CIIOCOOHOCTh K CaMOCTOSITEJIbHOMY TepeaBUXke-
JISIET TIOBBICUTH BBIHOCJMBOCTh, CTAOMIN3UPOBATh (Op- HUI0, OJHAKO BO3HUKIINE MOPAKEHNST KOCTHOW CUCTEMBI
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Typunosa E.E. u coasm. Jleuenne npenapatom Bumusaitm (Vimizim) mogpoctka ¢ cunapomoM Mopkuo A (Mykomosncaxapunozom IV A)

HEBO3MOXXHO 00paTUTh BCIISATh. B MpencTaBIeHHOM KT~
HUYECKOM TIpuMepe Ha (hoHe (pepMeHTO3aMeCTUTETbHOM
Tepany Mbl OTMeYaeM yJIydIlieHre TToKa3aTesieil BEIHOC-
JIMBOCTH W MeJIKOM MoTopuku. Yepe3d 6 Mmec Tepanmuu
aJiocynbdaszoit aabda mauMeHT MOT ONMUpaThCcsi Ha HOTU
U CTOSITh C OTMOPOI B TeUeHUe HECKOJIbKUX MUHYT. Crie-
IIyeT TakKXe YIMOMSIHYTb HEKOTOPYIO TOJOXUTEIBHYIO
ITUHAMUKY W3MEHEHUI OpraHoB CepIeUYHO-COCYIMUCTOMN
CHCTEMBI M OTCYTCTBUE BUCIIEPOMETAJINHN.

Myxkononucaxapuao3 [V A xapakrepusyercsi 3HaUU-
TeJIbHOU TUCITIa3Keli CKeJleTa, U ITO3TOMY HanboJiee 01~
JTAaeMbIM TepareBTUYeCKUM 3(P(HEKTOM SBIISIETCST BO3ACH-
CTBUE Ha TOpaxkeHUsT KocTel u xpsmeit. K coxaneHuio,
MoKa HET COOOIIeHUH O BIUSHUU (hepMEHTO3aMeCTh-
TeJIBHOU Teparnuy Ha pa3pelleHre CKEJETHBIX Topaxe-
HUi y manueHToB. ClenoBaTeIbHO, METOIBI (PU3MOTEepa-
MEBTUYECKON M XUPYPTUUECKOUM KOPPEKIIUU COXPAHSIOT
CBOIO aKTyaTbHOCTh. Kak 1 BO BceX paHee OMmyOJIMKOBaH-
HBIX OTYETaX O TepaIliM 3JTOCYJIb(a3oii arbda, MbI TaKXKe
HabJIIoJaTi COXpaHeHNe, a B HEKOTOPBIX aCTieKTaxX 1 Mpo-
rpeccUpoBaHMe KOCTHO-CYCTaBHBIX U3MEHEHUI B paMKax
OCHOBHOTO 3a00ieBaHUsI (CM. TaOJIUILY).

IMaumeHTtsl ¢ mykomonucaxapumosom IV A umeror
KOMITJIEKC OPTOIEANYECKUX MPOoOJIeM, TaKMX KaK MHO-
SKECTBEHHBIM JIU30CTO3, HECTAOMJIIBHOCTH B KpaHUO-
LIEpBUKAJbHOW 00J1aCTH, CTEHO3 MO3BOHOYHOTO KaHajla
C pa3BUTHEM MMEJIONATUH, TIPOTPECCUPYIONIE KOHTpaK-
TYpbl KPYITHBIX CYCTaBOB. XUPYPrUYECKYI0 KOPPEKIIUIO
OPTOIEANYECKUX U3MEHEHMI, B YaCTHOCTU TTO3BOHOY-
HUKa, HEOOXOOMMO paccMaTpuBaTh He TOJIBKO KaK pea-
OUINTAIINIO, HO M KaK KyITUPOBaHWE BUTAJBHBIX OCIOXK-
HeHuI [24—26].

IMamenT M.B. ObUT KOHCYJBTMPOBaH OpTOIEAAMU
He TOJIBKO B POCCUMCKUX KIIMHUKAX, HO 1 B OHOM U3 KJTU-
Huk CIHA. YuuteiBas Hanuuue y OOJBHOTO OOCTPYK-
LIMM JIBIXaTeTbHBIX MyTell Ha (OHEe YacThIX OPOHXUTOB,
nedopmalu  Tpaxew, 3a00JIeBaHMSI CepIeYHO-COCYIM-
CTOI CHCTEMBI, aTJaHTOAKCUAJIbHOW HeCTaOMIbHOCTH,
CTeHO3a MO3BOHOYHOrO KaHaia (10 4 MM) U MUEJIONaTuu
Ha ypOBHE KPaHMOBEpPTEOPaTbLHOTO Tepexona, Mporpec-
CHUPOBaHUST BaJbIyCHOW aedopMaluyi HIKHUX KOHeY-
HOCTeii, 1 Ha (hOHE 3TOTO YCYTryOIeHHsST HEBPOJIOTUYECKOTO
U OPTOMEAUYECKOTO CTaTyca, MalMeHTY MO XU3HEHHbIM
MOKa3aHUSIM TIPEUTOXKIIIA TPOUTIEHHYIO JIEKOMITPECCHIO
C OJIHOMOMEHTHOM cTaOuIu3aluei 3aTblika U HIeHHOTro
OTJeJ1a TTO3BOHOYHMKA, (POPMUPOBAHUE 3aTHETO CITOHIN-
Jiofe3a ayropeOpoM. BTopbiM aTamom ObLIO MPEIoKeHO
BBITIOJTHEHME KOPPEKIIMU BaJTbIYCHOM JAe(hopMaliy HIK-
HUX KOHEYHOCTEH.

Jedopmamust Tpaxeu, 3a00JIeBaHUSI CEPIEUHO-CO-
CYAUCTOM CHUCTEMBI MMEIOT BBICOKWUI PHUCK pa3BUTHS
OCJIOKHEHUI BO BpeMsl aHecTe3uu (OOCTPYKIMS JbIXa-
TeJIbHBIX MyTeW, TPYIHOCTU WIM HeyJayu Mpu WHTyOa-
UM, HEOOXOIMMOCTDb 9KCTPEHHOI TPaxeoCTOMUM ITOCTIe
aKcTybanmu). HectabuabHOCTH Ha YPOBHE KpaHUOBEPTE-
OpaJTbHOTO TIepexo1a MOXeT ITPUBECTU BO BpeMsT MHTyOa-
LMY K TTOBPEXICHUIO CITMHHOTO MO3ra, Tape3y/TuleTuu,

JleTaibHOMY ucxony [27, 28]. PomnTenu mamueHTa oTKa-
3QINCh OT OIMEpPATUBHOTO JICYEHUST BBUAY BBICOKOTO
pHUcKa pa3BUTHUST MHTPAOTIEPAITMOHHBIX OCJTOXHEHUIA.

C To3WIMM CUHAPOMAJILHON OLEHKHM TaTOJOTUU
IIeTHOTO OTHIeja TO3BOHOYHMKA TIPU MYKOIIoJrcaxa-
puaI03ax CieayeT BBIACIUTb TPU CUHApoma: 1) CTeHO3;
2) HecTaOWIbHOCTD; 3) ux coueraHue. CouetaHue 3TUX
CUHIPOMOB M BapuUaHTOB nedopMaliMyi MO3BOHOYHUKA,
KOTOpbIe MOTYT BBI3BIBATH BTOPUYHBIE HEBPOJOTHYE-
CKHUe TIPOSIBIIEHUS, BapbUpPyeT B 3aBUCUMOCTU OT THUIIA
myKkononucaxapunosa [1, 29]. BonbmmHCTBO aBTOPOB
MPUAEPKUBAIOTCSI MHEHUSI O HEOOXOAMMOCTU pPaHHEro
JIeYeHUsT KpaHWOBEpPTEOpaJIbHOTO CTEHO3a MPU MYKO-
noJiucaxapuao3ax, 10 pa3BUTHUSI HEOOpaTUMOM AuchyHK-
ouu crimHHOTro Mo3ra [30, 31].

TpynHO ompeneNuTh ONTUMAaTbHbIE CPOKU JIJIST BMe-
IIATEJIbCTBA, TTOCKOJIBKY IMMOTEHIIMAIbHBIE IIPEUMYIIIECTBA
JNEKOMITPECCUU TOJIKHBI OBITh COOTHECEHBI ¢ BHICOKUMU
pUCKaMU, CBSI3aHHBIMU C aHECTe3UEH W XUPYPTUIECKUM
BMeIaTeIbCTBOM. bosiee Toro, cremeHb KOMIIpecCuu
He 00s3aTebHO KOppEeaupyeT ¢ HEBPOJOTUYECKUMU
MposiBIeHUsIMU. Hanuyue TpU3HAKOB W CHUMIITOMOB
MUEJIONaTUM CIYXKUT aOCOMIOTHBIM TTOKa3aHUEM K Orle-
paimu. OTHOCHUTETbHBIMU  TTOKA3aHUSAMU  SIBIISIIOTCS
BbIpaXEeHHasi HECTAOWJIbHOCTb (>8 MM) U U3MEHEHUE
B CIIMHHOM MoO3Te (0o4Yardu MHUeonaTUu) IO JaHHBIM
MPT [32, 33]. MuHuManbHOE TTPOCTPAHCTBO MO3BOHOY-
HOTO KaHajla, HeoOXoauMoe [JIsi HOpPMaJbHOTO (hyHK-
LIMOHUPOBAHUSI CIMHHOTO MO3ra, HE YCTaHOBJIEHO.
TlosToMy cneayer WMCIOIb30BaTh PEKOMEHIOBAHHbIE
IIKaJIbl OLIEHKM CTEeHO3a MpU MyKoroaucaxapumose [V A
NI OTIpe/ieJIeHUs TIOKa3aHU K KpaHMOBEPTeOpaIbHOM
mexomrmpeccun [32]. KitoueBoli B paHHEM CKPUHUHTE
BepTeOpabHOTO CHHApPOMA SIBJISIETCS OlLleHKa HEBPO-
JIOTMYECKOTO M JIBUTATEJIbHOTO cTaTyca nanueHTta. Hau-
6oJice BaMAHBIMU IIKaJaMU TPU3HAHBI MOIUMPULIMPO-
BaHHas IIKaia SIITOHCKON OpTONeaNYeCKOi acconalii
mJOA (JOAScore), mkansl Hypuka (Nurickscale), Tect
¢ 6-MUHYTHOI XOIb0Oi1, TeCT ¢ 3-MUHYTHOI XOIBbOOIA.

OrtsrolieHue HEBPOJIOTUYECKOTO cTaTyca M yXy/llie-
HHUE KayecTBa XW3HU Ha (hOHE TOATBEPKICHHOTO CTe-
HO3a M HeCTaOMJIbHOCTH, a TaKXe MpOorpeccupoBaHUe
nedopmaliii  TTO3BOHOYHMKA OOYCJIOBJIMBAIOT — TIPOT-
HOCTUYECKHU XHU3HEHHBIE MOKa3aHUST K XUPYPTUUIECKOM
Koppekuuu. JleKkoMmpeccusi M OKLIMITUATOCTIOHIMIIO-
Nie3 ToKa3aHbl TMalMeHTaM ¢ HeCTaOWJIbHOCTBHIO M CTe-
HO30M Ha YpOBHE KpaHUOBEpPTEOPAIbHOTO TIepexoja.
Ilpy HanmMuuM MPU3HAKOB 0OOMX CHHIPOMOB TpeOyeTCs
pellieHrue OpTONEAMYECKUX U HEHPOXMPYPrHUECKUX
3aj71a4 OTHOBPEMEHHO. B mpeicTaBieHHOM KIIMHUYEeCKOM
cllydae He OBbITM TIPUMEHEHBI XMPYpPrHUUeCKUe METOIBI
JIeYeHUs, 9YTO B 3HAUUTETbHOM CTETICHN CBSA3aHO C TshKe-
Jioii popmoii 3a060sieBaHMSI, IPU KOTOPOI XUPYpPTrUIECKOe
BMEIIaTeTbCTBO XapaKTEePU3YeTCsT BHICOKUM PUCKOM.

Huskuit poct — Haubosiee BaXHBI U M3MEPUMBIH
MpPU3HAK CKEJETHOM NMCIIa3uM TP MYKOITOJIMcaxapu-
noze IV A. Tlpu olieHKe aHTPOITOMETPUUYECKMX AaHHBIX
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y 128 manureHTOB MYXCKOrO U XEHCKOTO MoJia C TsKe-
JIBIMUA (hopMaMU 3TOTO 3abojieBaHUs Jaxe MPU paHHEM
Hauaje (epMeHTO3aMeCTUTEIbHON Teparui B BO3pacTe
o 5 JieT He HaOJoJan0Cch 3HAYUTEILHOTO YIIYyUIleHUS
rokasaresieil pocta Tena. [lallMeHTHI BHE 3aBUCHMOCTHU
OT TIOJYYEHUST TepaliMu JOCTHTAJM CBOETO0 KOHEUHOTO
pocra mipumepHo K 10 rogam. Ha doHe dhepmeHTO3ame-
CTUTEJIBHOM Tepanmuu y OOJBHBIX OTMEYaJoCh CHUKE-
HUe MyOepTaTHOTO BCIUIeCKa pocTa, KaK M Y MalleHTOB
0e3 teparnmu [20]. [IpencraBneHHBIN HAMU KJITMHUYECKUIA
MpUMep TakKXKe TOATBEPKIaeT 3Ty TEHICHIIMIO, XOTS
peniaioliee 3HaUeHWE MOXKET MMETh JOCTATOUYHO ITO3[-
Hee Havajio (hepMEHTO3aMECTUTEILHOM Tepariu y 3TOTO
pebeHka B Bo3pacte 12 jret. B HacTosiiee Bpemst K BO3-
pacty 18 neT manpeHT umeeT pocT 122 ¢M, YTO COOTBET-
CTBYET CPEIHMM ITOKa3aTeIsIM ISl OOJBHBIX C CHHAPO-
MoM Mopkuo.

CrefyeT OTMETHTD, YTO JaXe B CJlydae Teparuu 2J10-
cynbdaszoit aabda y MoXUIbIX MalMeHToB yepe3 18 mec
OHU CMOTJIM BOCCTAHOBUTH CITOCOOHOCTH K CaMOCTOSI-
TETLHOMY XOXICHMIO, OTMEYaaud yMeHbIIeHUe OO0l
n ycrajmoctu [21]. TlonyuyeHHble maHHBIE YKa3bIBAlOT
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B MOMOLLIb TPAKTUYECKOMY BPA4YY

CemeiiHas roMO3MroTHas THIIEPX0JIeCTEPUHEMHS Y JeTeii: cTpaTerus paHHel THArHOCTUKH
U JIeYeHust

U.B. Jleonmvesa

OCIN «Hay4yHo-1ccnenoBaTenbCKUin KNMHUYECKUIA MHCTUTYT NeamaTpum uM. akagemuka tO.E. Benstuwesa», Praoy BO
PHUMY um. H.U. MNMuporosa MuHagpasa Poccun, Mockea, Poccus

Familial homozygous hypercholesterolemia in children: early diagnosis and treatment

LV. Leontyeva

Veltischev Research and Clinical Institute for Pediatrics at the Pirogov Russian National Research Medical University,
Moscow, Russia

CeMeiiHasi TOMO3UIOTHASI THIEPXOJIeCTEPUHEMHSI — PEKOEe YrpozKaromiee JKH3HU 3200/1eBaHUe, PACIPOCTPAHEHHOCTb KOTOPOTO
1o nocJieqHnM Aanubiv cocraisier 1:160 000—1:320 000. OcHOBHBIM NPOSsIBJIEHHEM 3200JI€BAHNS CIYKUT IKCTPEMAJILHO BHICOKHIA
YPOBEHb X0JIeCTEPHHA JUTNONPOTEUHOB HU3KO¥ IIIOTHOCTH (D0siee 13 MMOJIb/JT), 4TO BbI3bIBAET PAHHEE ATEPOCKJIEPOTHYECKOE NOPa-
JKeHHe COCYI0B, B TOM YHCJIe KODOHAPHBIX, HAYNHAS C TMEPBOTO JAECATUIETHS JKU3HH, U MOXKET NPHBOIUTH K Pa3BHTHIO HH(pAPKTA
MHOKap/ia B 1eTCKOM Bo3pacTe. CeMeiiHasi TOMO3HIOTHAS TMIEPX0JIECTEPHHEMHS OCTAETCS MAJIOM3BECTHBIM 3200/1€BaHHEM B KJIH-
HHUYECKO# MPAKTHKE MeIUATPa; 3TO BeleT K 320310l TMATHOCTHKE U MO3IHeMy Hauaiy Tepanuu. HanGonee yacToii npuynHoii
3a00JeBanus cayxar myrauuu B reie LDLR (90%), pexe B renax APOB (5—10%), PCSK9 (1%), LDLRAP1 (1%). N3n0xeHbt
KPUTEPHH JUATHOCTHKH CeMeiiHOii rOMO3MIOTHO# runepxoJecrepuHeMud y neteil. [1oapooHO oCBAIEHbI KINHUYECKHE MPOSIBICHUS
HA KOXKe, HA YPOBHE CepPIeYHO-COCYANCTOl cHCTeMbl, Ma3. [IpeacTaBiiensl cTpaTernsi BeeHNs U BO3MOKHOCTH JIeYeHUs] MALu-
eHTOB. /13/10:kKeHbI NOKA3aHUs K HA3HAYEeHHIO 1 3¢ ()eKTHUBHOCTb CTATHHOB, 33€TP0JIa, MOHOKJIOHA/IbHBIX aHTHTEN K PCSKY, adepesa
Juis tedeHus 3a6o0eBanus. O0CYKIaI0TCS NePCNeKTHBbI JaIbHelilIei Tepanuu.

Karoueeote caosa: demu, cemelinas 20Mo3ueo0muas eunepxonecmepuHemusi, cUunoAunudeMu4eckas mepanus, Kpumepuu OUuaeHoCMuKu,
2eHemu4ecKue acneKmol.

Ans umtuposarus: JleoHtbesa M.B. CemeliHasi roMO3UroTHasi rmnepxoaecTepuHemMmnn y AeTe: cTparerns paHHei anarHoCTukn 1 J1Ie4eHus.
Poc BecTH nepuHaron v neguatrp 2021; 66:(4): 118-128. DOI: 10.21508/1027-4065-2021-66-4-118-128

Familial homozygous hypercholesterolemia is a rare life-threatening disease, the prevalence is 1: 160,000-1: 320,000. The main
manifestation of the disease is an extremely high level of low-density lipoprotein cholesterol (more than 13 mmol / 1), which causes
early atherosclerotic vascular lesions, including coronary arteries, starting from the first decade of life, and can lead to myocar-
dial infarction in childhood. Familial homozygous hypercholesterolemia remains a little-known disease in the clinical practice of the
pediatrician; it leads to delayed diagnosis and late initiation of therapy. The most common cause of the disease is mutations in the
LDLR (90%) gene, less often in the APOB (5—10%), PCSK9 (1%), LDLRAPI (1%) genes. The article presents the criteria for the
diagnosis of familial homozygous hypercholesterolemia in children. The authors discuss clinical manifestations on the skin and at the
level of the cardiovascular system, eyes. They present the strategy of management and the possibilities of treating patients. The paper
presents the indications for the appointment and the effectiveness of statins, ezetrol, monoclonal antibodies to PCSK9, apheresis for
the treatment of the disease. It discusses prospects for further therapy.

Key words: children, familial homozygous hypercholesterolemia, lipid-lowering therapy, diagnostic criteria, genetic aspects.
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CeMeﬁHaﬂ TOMO3UTOTHAsI TUTIEPXOJIeCTEPUHEMUS —
penkoe yrpoxatolee XKU3HU 3a00jieBaHUE, XapakK-
Tepu3ylolleecss pe3KMM TTOBBIIIEHUEM YPOBHS OOIIETO
X0JIeCTEpUHA U XOJIECTEpUHA JIMTIOMPOTEMHOB HU3KOM
rutotHoctu (JITTHIT) B KpoBu, 4TO MpPUBOAUT K paH-
HEMY YCKOPEHHOMY aTepOCKJIEpPOTUYECKOMY Iopa-
KEHUI0 MaTUCTPaJbHBIX COCYIOB W BO3HUKHOBEHUIO
CepAeYHO-COCYAUCTBIX 3a0ojieBaHUl (MIIIEeMUYECKOM
Oone3Hu cepalia, MHpapkTa MuUOKapja) Ha TMEepPBOM—
BTOPOM JIECSITWJIETUM XU3HU; TIPU 3TOM CPEIHSISI TIPO-
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JOJKUTEJIbHOCTD XKU3HU IMMAITMEHTOB COCTAaBJISICT MCHEC

30 et [1, 2].
Pacnpocmpanennocms.  CemeiiHasi  TOMO3WUTOTHast
TUTIEPXOJIECTEpPUHEMHUSI — MOHOTEHHOe 3aboJieBaHUeE.

PanHee cunTanock, 4TO ee pacrpoCTPaHEHHOCTh COCTaB-
snstet 1:1 000 000. Pe3ynbraThl TTOCIeIHUX UCCIETOBAHUMI
C WCIOJb30BaHUEM ToJUlaHAcKuxX kpurtepueB (Dutch
Lipid Clinic Network criteria) TuarHoCTUKM TrMIEpPXoJie-
CTEPUHEMMU TIO3BOJIJIM yTBEPXKIATh, UTO PacIpocTpa-
HEHHOCTb TeTePO3UTOTHOM (hOPMBI 3a00JIeBaHUS COCTAB-
aster  1:200, TpenmosiaraemMasi  pacIipoCTPaHEHHOCTH
romo3urotHoit ¢opMel — 1:160 000—1:320 000 [3, 4]
M, COTJIaCHO COBPEMEHHBIM KPHUTEPHUSIM, TOMO3UTOTHASI
dopMa OTHOCUTCS K peakuM 3abojeBaHusM. Hanboms-
1ast pacrpoCTpaHEHHOCTh TAHHO (hOPMBI TUTIEPXOJIeCcTe-
PUHEMUHN BBISIBJIEHAa Cpeln (DpaHIIy30B, MPOKUBAIOIINX
B Kanane (mpoBunums KBeGek), adppukaHIiieB, MPOXU-
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Baronux B KOxHoI1 Adpuke, XpUCTUAHCKMX JIMBAHIICB,
YTO CBSI3aHO ¢ 000COOJIEHHOCTBIO 3TUX HALIMI U BBICOKUM
MPOILICHTOM POICTBEHHBIX OpakoB [2, 3].

lenemuuecxue acnexmoi. CemeliHasi TeTepO3UTOTHAS
TUTIEPXOJIECTEPUHEMHUST HACJIEAYeTCsl 1O ayTOCOMHO-
nmoMuHaHTHOMY THTy. B 90% ciyyaeB 3abojieBaHKe BO3-
HUKaeT pu Mytanusix B rene LDLR (OMIM 606945) [2].
[en kapTupoBaH Ha KOpPOTKOM TUIeUYe€ XpOMOCOMBI 19,
K HacTosillieMy BpeMeHu omnucaHo 6osiee 1700 myTanuii
aroro reHa [3—5]. Tomo3urorHas ¢popma 001€3HU BOZHU-
KaeT ¢ 9acToToil 25% B ciydae HaJTU4IUSI TeTePO3UTOTHOM
¢opMBbI y 000UX pOIUTETIEH.

BcrenctBre MyTtanumm  HapyliaeTcsl  aKTHUBHOCTh
peuenrtopoB JIITHII, pacroiokeHHBIX Ha TOBEpX-
HOCTU TeNaTOLMTOB M WTIPalolIuX KIIOUEBYIO pOJIb
B CBSI3BIBAHMM W BBIBEIECHWM M3 KPOBOTOKA IIUPKY-
qupytommx JITTHII. B 3aBucumocT ot octaTouyHO#
aktuBHoctu peuentopoB JIITHIT manmenTsr mompas-
JIESI0TCS Ha 2 TPYIIIBL: pelenTop-HeTaTUBHAS — aKTHUB-
HOCTH PEIIETITOPOB COCTaBISIeT MeHee 2% W perenTop-
neeKTUBHAsS — aKTUBHOCTh PEIENTOPOB KOJeOIeTCS
oT 2 10 25% ot HopMHlI [1, 2]. B ciyyasix poacTBEHHBIX
OpakoB myraiuu reHa peuernropos JITTHIT y romo3uror
OyIyT OOWHAKOBBIMU, a TOMO3WUTOTHI — «MCTHHHBIMU»
(true homozygotes). B ciyuae eciam ponuTenn posKaeHbI
B pa3HBIX pPeTMOHAX, MyTallUM 3TOTO TeHa, KaK MpaBuJIo,
paznuunHbie. Torma pedb MIET O KOMMAyHHI (CMelraH-
HBIX) TeTepo3urotax (compounds heterozygotes) [5, 6].
Pexe BO3MOXHO couyeTaHUe MyTallMii B pa3HbIX TeHax,
Kak npaBwuio, 31o TeH LDLR u APOB wim PCSKY; B aToM
clyyae MalMeHThl KiacCu(UUUPYIOTCS KaK «IBOWHBIE
TeTepO3UTOTHI» [2, 5, 6]

IpuunHoit ot 5 1o 10% ciayyaeB ceMeitHOIi rumep-
XOJIeCTEpUHEMUU ciiykaT myTtauuu rena APOB (OMIM
107730), reH KapTHpOBaH Ha Xpomocome 2. DTOT TreH
koaupyet anosunorporenH B-100, Bxonsiiuii B coctaB
JITTHTI, xoTopblit nelicTBYeT KaK JIMTaH/ sl pelienropa
JITTHIT. Mytauuu rena APOB mpuBOmsT K Hapylie-
Huto cBs3bpiBaHus xonectepuHa JITTHIT ¢ peumenropowm.
HaunbGonee yacTto mMyraiuyM JTaHHOTO T€Ha BCTPEYalOTCS
y HaponoB CeBepHoii EBporsl [2, 4, 6].

Ten PCSK9 (OMIM 607786) omnpenenseT (yHKIIUIO
MPONMPOTEMHKOHBEPTA3bI CYOTUIN3NH/KEKCUH 9-T0 TUTIa
(PCSKD9). Myrauuuy 3TOoro reHa MpuBOAST K Pa3BUTUIO
ceMelfHoi rutepxoiectepuHeMun B 1—2% ciydaes. TeH
KaptupoBaH Ha xpoMocoMe | [7—10]. YcraHoBieHo,
yto PCSK9 npencrapisieT coboit 610K, CUHTe3UpyeMblii
B MEYEeHW U KUIIEUHUKE; DTOT OEJIOK HEIOCPEICTBEHHO
yuactByeT B nerpanaiuu perenropos JITTHIT. Myranuu,
BbI3bIBawIMe ycuieHue (yHkuuu reHa PCSK9, nipu-
BOIAT K 3aMeJIeHNIo perukimHra peuentopon JITTHII.
PenienTopbl morpyxaroTcs BriyOb KJIETKM M HE UMEIOT
Bo3MoOXHOCTM TpaHcrioptupoBath JIITHIT u3 kpoBu
B TeMaTOLUMTHI, UYTO MPUBOIUT K TIOBBLIIICHUIO YPOBHS
xoJyiecreprna JITTHIT [8—10]. PesaunyanbHast akTMBHOCTD
peuentopoB JITTHIT no HacTosiiiero BpeMeHn He u3ydya-
Jlachk mpu myTtauusix B reHax APOB v PCSK9 [2].

Hawubombliee 4uCIO TEeHETUYECKMX MCCIeI0BaHUMI
MpU TUIIEPXOJECTEPUHEMUM TpoBeneHo B losuanauu.
Ilo maHHBIM JUMUAHOTO M TEHETUYECKOTO CKPUHUHTA
cpenu 104 682 nuu, nepeHecinx MHGPApKT MUOKapaa
B MOJIOIOM BO3pacTe, TOMO3UTOTHasl (popMa ceMeiHom
rurepxojiectepuHeMun BbisiBieHa B 49 (0,05%) chy-
yasix, yto cootBercTBYeT yactore 1:300 000. Cpenu Hux
20 mamreHTOB ObLIM TOMO3UTOTAMU C MYTallMSIMU B T€HE
LDLR, 25 — KoMnayHJ-TeTepO3UTOTaMU TI0 MYTalLUSIM
B reHe LDLR, 4 — roMO3UroramMu 1o MyTallUsIM B T€HE
APOB. Hu B onHOM cilyyae He BbISIBJIEHbI MyTalluy TeHa
PCSK9 B nByx anmnensix [4].

Kpaitne peako (menee 1%) romosurotHas cdopma
CeMEeHOI TUMepXOoJeCTePUHEMUN MOXET BO3HUKATh
npu mytauuu B reHe LDLRAPI, onpenensitoiieM (QyHK-
uio ajantepHoro Oenka 1-ro tuna peuerropa JITTHIT.
JlaHHbIi OeT0K B3aUMOJEHCTBYET C LIMTOIIA3MaTUYECKUM
«xBocTom» perienitopa JITTHIT, myTaiimu npuBoasiT K CHU-
JKeHUI0 (PYHKIIMOHAIBHON aKTUBHOCTU peLeNTOPOB. Tur
HacJiefloBaHUS 3a00JIeBaHUsI — ayTOCOMHO-PELIECCUBHBI.
BaxxHO OTMETHTB, YTO TeTepO3UTOTHBIE HOCUTEIU MyTa-
LIMY UMEIOT HOPMAaJTbHBIE YPOBHU JIMTTUAOB |2, 6].

HapyweHnus nunugHoro o6meHa

K OCHOBHBIM HapylIeHUSIM JIMTIMAHOTO OOMeHa
Npu CeMEWHON TOMO3UTOTHOW TUIMEPXOJIeCTepUHEMUN
OTHOCHUTCSI 9KCTpeMalbHOE YBEJIMUEHUE YPOBHSI OOILIETro
xonecreprHa u xojiectepuHa JITTHII. ITpu atom ypoBeHb
0011IeTO XOJIeCTepMHa B KPOBM KOJIEOJIETCSI B TMAria3oHe
15—30 mmonp/n (600—1200 Mr%), uto B 5—10 pa3 mpe-
BbItIaeT HopMy (3—4,5 mmonb/n, wmm 120—180 mr/%)
[1—3]. OcHOBHBIMU MTEpEHOCYMKAMU XOJIECTEPUHA CITyKaT
JITTHII, a penienTop-onocpeaoBaHHbBIN KaTabOJIM3M XOJIe-
crepuna JITTHIT npoucxonur B reyeHu. YnajeHue 3TOro
COEIMHEHUST U3 TUTa3Mbl KPOBU OCYIIECTBIISIETCST 3 CUET
cesasbiBanus JITTHIT ¢ penientopamu, pacnoioxkeHHbIMU
Ha renatouuTe. OOpa30BaBIIMICS KOMIUIEKC ITOCPEI-
CTBOM B3aMMOJICHICTBHUSI C OEJIKOM-aIanTepoOM K PeLerTo-
pam JITTHIT (LDLRAPI), myreM 3HAOIIMTO3a MPOHUKAET
B KJIETKY, 3aT€M HampaBJsieTCsl B JIM30COMY, TJie TTPOMC-
xomut paspyiieHue yactuil JITTHIT. CesaspiBanue PCSK9
¢ peuenTtopoM JIITHIT Ha moBepxHOCTHM TermaTonuTa CIio-
cooctByer aerpamaumu JITTHIT u mpenoTrspaiiiaer Bo3-
BpallleHUE PEleNTOPOB Ha MOBEPXHOCTh KJIETKMU. Pe3koe
cHwkeHue ¢GyHkuuu perentopos JITTHIT nmpu romosu-
TOTHOM ruriepxoyiectepuHeMun Hapyiiaet cBs3b JITTHIT
¢ APO-B, uro mprBOAUT K CHUXXKEHUIO KakK 3axBaTa, TaK
u karabosmama JITTHIT neyensto. B mia3me pe3ko moBbI-
maercst ypoBeHb xosiecreputa B JITTHII, nocturast B 60716-
mHCTBe ciydaeB 13 mmomb/n (500 mr%) u Gonee [1—4,
10, 11]. YBenuuenue conepxanus JITTHIT cnocoGcTByeT
YCKOPEHHOMY MX TIPOHMKHOBEHHWIO Uepe3 DHI0TeINallb-
HBIl Oapbep, OTIOXEHUIO JIMMUAOB B CTEHKE COCYIOB,
VHULIMAUUKU BOcTIaJieHUsT U (hOPMUPOBAHUIO aTePOCKIIE-
POTUYECKOM ONSAIIKU. 3HAYEHUS JIUTIONPOTEMHOB BHICO-
KOM IIJIOTHOCTU — OCHOBHOH aHTHUATepOreHHOHN ¢pak-
1IUW, YOAISIONIeH XOJECTepUH C TTOBEPXHOCTU KIIETKH,
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MPU TOMO3UTOTHOI (opMe TUMEepPXOJeCTEPUHEMUN CHU-
JKEeHBI, 4TO 00YCJIOBJICHO KOMOMHALIMEN MeTa0OIMIECKIX
nedeKToB B BUIE YCUJIEHHOTO KaTabolIM3Ma M CHUKEH-
Horo cuHTe3a APO-A-I [2, 3, 11]. Tomo3uroTHast rumnep-
XOJIECTEpUHEMUS YaCTO acCOLMUPOBAaHa C TOBBIIIEHUEM
ypoBHSI JurornpoTtenHa(a)/Lp(a), yBelMunBaOIUM PUCK
pa3BUTHS CepACIHO-COCYIMCTRIX 3a0oneBanuii |2, 3].

VYposens xonecrepunHa JITTHIT y neteit ¢ romo3uror-
HOM TUIepXxoJecCTepuHEMUE 3aBUCUT OT T€HETUYECKOTO
necdekra, BbI3BaBlIEro 3adosieBaHue (puc. 1). Mak-
cumanibible ypoBHu JITIHIT (mo 24 mwmonb/n) BcTpe-
YalTCsl Y pelenTOp-HEeTaTUBHBIX TAllMEHTOB C TOMO-
3UTOTHBIMU MyTanussmMu B reHe LDLR. Haumenbinue
YPOBHU UMEIOT TOMO3UTOTHBIE MALIMEHThI C MyTaIUSIMU
B reHax ABOB/PCSKY9. KomnayHa-reTepo3uroThbl
(LDLR+ApoB/PSCK9) wnu romo3urotsl LDLR «nedexr-
HbIe» 3aHUMAIOT TTPOMEXYTOUHOE TToJIoKeHue [2].

ITo manHbIM oOcnemoBaHusl 49 MalMEHTOB C TeHe-
TUYECKU BepUMUIIMPOBAHHONW CEMEWHHON TOMO3UTOT-

HOW TUINEpXOJEeCTEPUHEMUEN, TIPOBEACHHOTO TOJ-
JIAHACKAMU  UCCIENOBATENSIMUA, CPEAHUN YpOBEHb
xonectepuHa JITTHIT cocraBun 12,9%+5,1 mmonb/n

(konebanus ot 4,4 no 21,5 mMmonab/n). Bmecte ¢ tem
COCTOsTHUE TOJBKO 50% TMalMeHTOB COOTBETCTBOBAJIO
KJIMHUYIECKUM KPUTEPUSAM TOMO3UTOTHOM THUITepXOJie-
crepuHemumn (xonecrepun JITTHIT >13,0 mmounb/n)
U TOJBKO Y 29% wuMenuch KIMHWYECKUE TPOSIBICHUS
CepaeYHO-COCYAUCTHIX 3a00eBaHult [4].

KnuHnyeckne nposisneHus

IlepBbIMU KIIMHUYECKUMU TIPOSIBJIEHUSIMU CEMENHOMR
TOMO3UTOTHOM THUIEPXOJIeCTEPUHEMUH, KOTOPbIE MOTYT
TTOSIBUTBCS Y JIeTel yKe B Bo3pacTte 1—3 JieT, pexxe B 4—6 JieT,
CJIy>KaT KOXKHBIE UBMEHEHMSI B BUJIE TJIOCKMX U TYOEPO3HBIX
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kcantom [1-3, 7, 11, 12]. I11nockue KcaHTOMBI (KCaHTO-
MaTo3HbIe OJISIIIIKM) JIOKAJIM3YIOTCSl Ha SITOAMIIAX, B MEX-
MaJIblLEBOI 00J1aCTH, Ha JIAOHSIX U TIEPeHEN YaCTH KOJIeH,
Ha cru0areslbHON MOBEPXHOCTH JIOKTEH, B TOAKOJEHHOM
smke (puc. 2). TyOeposHble (Oyropyarbie) KCaHTOMBI,
Kak TIPaBWJIO, JIOKAJIM3YIOTCSI Ha KOXe pa3rudaTebHBIX
TMOBEPXHOCTEN CYCTaBOB JIOKTEH, B O0JIACTU SITOMMII, ILIEU,
noadoponKa M CTOI M CIyXaT Haubojiee CreludUIHbIM
MPU3HAKOM CEMEHOI ThrepXxojecTepuHeMUn (CM. puc. 2).

CyXOXWIbHBIE KCAHTOMBI — OCHOBHOW CHUMIITOM
CO CTOPOHBI OTIOPHO-/IBUTATEILHOTO arrapaTa; OHU Yallie
BCETo PacriojlaraloTcsl B aXWUJUIOBBIX CYXOXWJIUSIX, B pa3-
r0aTeNsIX MajablieB KUCTU W UMEIOT BUI TIJIOTHBIX, MeI-
JIGHHO pacTyIIUX OITyXOJIEBUTHBIX 00pa3oBaHuii (puc. 3).
TucTonornyeckn xapakTepu3ylTCs TePUCYXOXKUIbHBIM
pacroyioXeHWeM KCAaHTOMHBIX KJIETOK, COYETAIOIINXCS
C KJeTKaMM BoOCTaJIMTeNbHOro WHuiIsTpara. OOBIYHO
MPOTEKAIOT OECCUMITTOMHO, HO B CJTy4ae BOBHMKHOBEHMUSI
TEeHJIEHUTA WU TPaBMbI MOTYT ObITh 00JIe3HEHHBIMU [1—3,
12]. PanHee nosiBieHne u 0OJIbIIIee YMCIIO KCAHTOM OTMe-
YyaeTcsl y pelienTop-HeraTUBHBIX MAallMeHTOB IO CpaBHE-
HUIO C penenTop-aeheKTuBHbIMU [2, 7, 13].

OdTanbMOJIOTUYECKUE M3MEHEHUST XapaKTepU3YIOTCS
KCaHTeJla3MaMu — CJIeTKa BO3BBIIIAIOIIMMUCS TIJIOCKOM
(opMBI TIITHAMU, C XKEJITOI OKPaCcKOM, pacroI0XKeHHBIMU
€IMHUYHO WJIM MHOXECTBEHHO B 00JIACTU BHYTPEHHETO
yIy1a mia3Hoi menu. Hambosree TMITMYHA U] TOMO3UTOT-
HOI (hOpMBbI POTOBUYHAS JUIIOWAHAS Ayra — KpyroBOe
TMOMYTHEHHUE POTOBUIIBI CEPO-0€0ro 1BeTa IIMPUHON
oT 1 10 3 MM, C IJIagKOI ITOBEPXHOCTHIO, 00JIee MHTEHCHUB-
Hoe B obsiacty Kpasi poroBulibl [2, 3, 12, 13]. Ha puc. 3, 6
MpencTaBlieHa JIMMOWIHAS Tyra POTOBUIIBI Y HaOIIOmaB-
1Ieiicsl B Halllel KIMHUKE TMAalMeHTKU ¢ CeMEMHOI TOMO-
3UTOTHOM TUTIEPXOJIeCTePUHEMUEH.

[omo3surotHasa LDLR [omo3surotHasa LDLR fomo3urotHasa KomnayHp
HeraTueHasA nedekTusHanA APOB|PCSK9 lomosurotHas LDLR
WU TOMO3UIoTHanA n APOB|PCSK9
LDLRDAP1/ARH
| XCNNHN mmonb/n mud B XC JIMHIM makc

Puc. 1. YpoBenb xojectepuHa JunonporennoB Hu3Koii miotHocTu (XCJIITHII) B 3aBMCHMOCTH OT réeHOTHIIA Y MAIMEHTOB C TOMO-
3UrOTHOIi runepxoJjecrepuHemMueii. AnantupoBaHo u3 ctate M. Cuchhel [2].
Fig. 1. The level of low-density lipoprotein cholesterol, depending on the genotype, in patients with homozygous hypercholesterolemia.

Adapted by M. Cuchhel [2].
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Puc. 2. Koxnble miockue (a) u Tyoepo3nbie (0) KCAHTOMBI y JieTeil ¢ TOMO3UTOTHOM THIEePX0JiecTepUHeMueii
(co0cTBeHHBbIE HAOIIOEHMUS).

Fig. 2. Cutaneous flat (a) and tuberous (6) xanthomas in children with homozygous hypercholesterolemia (own
observations).

Puc. 3. CyxoXKujbHble KCAHTOMBI () U JMMOUIHAS Jyra
Y AeBouKkH (0) MPH rOMO3UTOTHOM IUNEPXOJIECTEPHHEMUM
(coOcTBeHHbIE HADJIIOICHHS).

Fig. 3. Tendon xanthomas (a) and lipoid arch in a girl (0)
in homozygous hypercholesterolemia (own observations).
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Hzmenenus cepdeuno-cocyoucmoii cucmemsi. Peskoe
noBbillieHue ypoBHs xosectepuHa JITTHII, nHaumnas
C POXIEHUs, TIPUBOIUT K paHHeMY AeOIOTY U TIporpec-
CHPOBaHUIO aTePOCKJIEPOTMYECKOro TIpoliecca ¢ Topa-
SKEHWEM MarvcTpaibHbIX apTepuii KPYITHOTO M CPETHETO
Kambpa. PHCK BO3HMKHOBEHUSI CEPACYHO-COCYIUCTBIX
OCJIOKHEHUI aTepOCKJIEPOTUUYECKOTO TeHe3a Yy maleH-
TOB C TOMO3WTOTHOI TumepxonectepuHemueit 8 100 pa3
BBILLIE TTOMYJISILIMOHHOTO [2, 3, 11]. ATepockiiepoTuyeckure
OJIAIIKY TTOSIBIITIOTCS B COHHBIX, KOPOHAPHBIX M MOYeY-
HBIX apTepUsIX, TPUBOISA K UX CTEHO3Y U Pa3BUTHIO WIIle-
MHUYECKUX W3MEHEHMiI. Y TalMeHTOB C TOMO3UTOTHOM
TUIIepXoJieCTepuHEMUE (pelienTop-HeraTuBHbIX) CUMII-
TOMBI TTOPAKEHUST CEPACUYHO-COCYIUCTON CUCTEMBI TTPO-
saBIstiores 1o 10-1eTHero Bo3pacta [7, 12—15].

ATEpOCKIIEpOTHUECKNE W3MEHEHUs]  KOPOHAPHBIX
apTepuii y JAeTeldi ¢ TOMO3UTOTHOM CEMEWHOW Tumep-
XOJeCTepUHEMUEH 1O JaHHBIM  THUCTOJIOTMYECKOTO
HCCIEIOBAHUST COOTBETCTBYIOT KOHEUHBIM CTAJMSIM aTe-
pockiiepoTrdeckoro Ipouecca [2, 12, 13]. ¥V peuentop-
HETraTUBHBIX TALIMEHTOB C TOMO3WTOTHOM THMIIEPXOJie-
cTeprHeMMel MHMApKT MHUOKapAa MOXKET BCTPEeUYaThCsT
Ha TepBOM U BTOPOM JECATWJIETUU KU3HU, Y perern-
TOP-Ie(EKTUBHBIX — HAa BTOPOM—TPETheM JECATUICTUH
Xu3Hu [2, 7, 12, 13—15]. CnenyeT nog4epKHyTh, YTO aTe-
POCKJIEPOTUYECKUIA TIPOLIECC U IaKe pa3BUTHE UH(apKTa
MMOKap/a y JAeTeil MIoxo AuarHocTupytorces. Tak, paHee
HaMu ObLIO TIpeIcTaBlieHO HaOJfoJeHue 3a JIeBOYKOM
C TOMO3WUTOTHOM TUTIEPXOJeCTepUHEMUEN, TTepeHecIIei
OCTPBIN MEJTKOOYaroBbIii MH(MAPKT MUOKapaa, KOTOPIiA
He ObIT AMarHOCTUPOBAH BoBpeMmsI [16].

ATepoCKJIepOTUYECKHM TIPOILIECCOM  TTOpaxKarTcs
KOpeHb aOpTHl M aopTalbHEIN KiamaH [2, 7, 14]. Otio-
SKEHUS JIMTTUIOB MPUBOAAT K JeTeHepaTUBHBIM U3Me-
HEHUSIM CTBOPOK aopTaJbHOTO KjarnaHa ¢ (hopMUpoOBa-
HUEeM HaJ- W/WIW KJIallaHHOTO aopTaJbHOTO CTEHO3a.
KamHUYecKrn 49acTo BBICAYIIMBAECTCS CUCTOJMYECKHUI
1IIyM U3THAHWS Hall aOpTaJdbHBIM KianaHoM [13, 17, 18].
OtioxeHue XoJieCTepMHAa Ha CTBOPKAax aopTaJlbHOTO
KJaraHa TakKe MOXET IMPUBOANTD K a0OPTaTbHOMN Heno-
cratrouyHoctu [2, 17, 19]. K coxaneHuto, 10CTaTOYHO
4acTo MopaxkeHne aopTaJIbHOTO KJlaraHa y IeTei ¢ roMo-
3UTOTHOW TUIIEPXOJIECTEPUHEMIUEH OIMOOYHO TPaKTy-
eTcd Kak IposIBJIEHUE peBMaTUYecKoro mpoiecca [16].
Hapymienne mnepdysnm Muokapaa BO3HMKaeT BCJE-
CTBME KaK aopTajibHOTO CT€HO3a, TaK U aTepOCKIEePO-
TUYECKOTO CYKEHUST KOPOHAPHBIX COCYIOB, UTO YBEJIM-
YKMBaeT BhIPAXXEHHOCTh CTeHOKapauu. B ciyyae creHo3a
MOYEYHBIX COCYIOB TPUCOEIMHSIETCS apTepuaibHast
runepteHsus [2, 13]. PazButue nieMuyeckoii 6oye3Hn
cepalia, nH(apKTa MUOKapaa COMPOBOXIAETCS TOSIBIIE-
HUEM CUMIITOMOB HEJOCTAaTOYHOCTH KPOBOOOPAIIICHHUS,
JIUACTOJIMYECKOM M CUCTONMYECKON MTUCHYHKIIUIMU,
YTO KIMHUYECKM MaHUMECTUPYET ONBIIIKON W/WIN
creHokapaueit [2, 7, 12, 14, 15]. Peuentop-HeraTus-
HbI€ MallMeHThI, KaK MPaBUI0, He TOXUBAIOT 10 20-71eT-
HETO BO3pacTa, eCJI He TIPOBOAUTCSI KOMOMHUPOBaHHAsT

B MOMOLLIb TPAKTUYECKOMY BPA4YY

TUTIOJIUTTUAeMUYECKast Tepanusi; perenTop-aeheKTHbIe
(receptor defective) mareHTbl OOBIYHO XUBYT 110 30 €T
[2,7,12, 13—15].

OwarHocTtuka

KpurepusiMmu 1MarHOCTUKY CEMEMHON TOMO3UTOTHOM
TUTIEPXOJIECTEPUHEMUU MOTYT CIIY>KUTh T€HETUYECKHe
u ¢deHoTunuueckue rnokasareiau [2, 3, 11]. AGCOTOTHBIN
KpUTEpUIl JMarHo3a — TEeHETUYeCKOe TOATBEPXKICHUE
JIByX TIATOT€HHBIX MYTAHTHBIX ajulejielt B JIOKycax T€HOB
LDLR, APOB, PCSK9wvimu LDLRAPI. ®eHOTUITNYECKIMU
MapKepamu CIyXaT YypOBEHb MCXOMHOTO XOJIECTEpUHA
JITTHII 6onee 13 mMoab/a (500 Mr/mwt) mmbo >8 MMOJIb/JT
(300 mr/mn) Ha (oHE TUIOIUTIMAEMUYECKON Teparuun
B COUETAHMU C JIFOOBIM U3 CIEAYIOIINX CUMITTOMOB:

— KOXHasl WX CYyXOXMWJIbHasi KCaHTOMa B BO3pacTe
o 10 net;

— TIOBBILLIGHHBI  ypoBeHb  XxojiectepuHa  JITTHII
y 000MX poauTesieli, COOTBETCTBYIOIINI TeTePO3UTOTHOM
ceMeifHO# rumnepxoyiecTepuHeMUT (Oosiee 4 MMOJIb/TT).

Crenyer TMOAYEPKHYTh, YTO YPOBHM XOJIECTepUHA
JITTHIT sBasitoTCcsl TOABKO OPUEHTUPOBOYHBIMU; B JET-
CKOM BO3pacTe MpU TOMO3UTOTHOW TMIEPXOJECTepUHE-
MMM 4aCTO BCTpevaroTcsi 0oJjiee HU3KUE YPOBHU XOJiecTe-
puHa u 6osiee Hu3kue yposHu JITTHII, uro He mo3BoJsier
WUCKJTIOYMTH TOMO3UTOTHYIO TMIIEPXOJIECTEPUHEMUIO, OCO-
OCHHO TIpY HAJWYUM TETEPO3UTOTHOI (DOPMBI y 000MX
ponuteneit pebeHka. B cBs3u ¢ 3TUM 0coboe 3HaueHue
MpUoOpeTaeT MMAarHOCTMKA TeTePO3UTOTHON THMIIEPXOJie-
crepuHeMuu y ponureneit [2, 3, 20]. st aToro ncnosib3y-
torest routadackue (Dutch Lipid Clinic Network criteria),
opurtaHckue (Simon-Broome Registry) win AamepukaH-
ckue (Make Early Diagnosis Prevent Early Death -MedPed
US-nporpaMma AMarHOCTUKM U MPOMPUIAKTUKKA paHHEH
cMmept) Kpurtepuu [1, 3, 11].

Haubonee ymoOHBIMU KpUTEPUSIMU TUATHOCTUKU
CeMeHOM reTepo3UroTHON TUMEPX0JIECTEPUHEMUN CUM-
TalOTCS TOJUIAHJCKUE, BKIIOYalole OAJUTbHYIO OLIEHKY
JIaHHBIX aHamHe3a, ypoBHs1 xosiecrepuHa JITTHIT xmu-
HUYECKN-(PEHOTUTTNYECKUX TIPOSBJICHUN, TEHOTUIIM-
poBaHus. [IpeuMyilecTBO 3THUX KpPUTEPUEB COCTOUT
B PaHXXMPOBKE IMarHO3a Ha OIpeie/IeHHbI, BEpPOSITHDIN
U BO3MOXKHBIN (CM. TaOIuUILy).

BBuay kpaitHe BBICOKOTO pHCKa pPaHHEro pa3Bu-
TUSI aTePOCKIEPOTUYECKOrO Mpollecca U ero ObICTPOro
MPOTPECCUPOBAHUST JIETU C TOMO3UTOTHOM TUIep-
XOJIECTEpPUHEMUEN TOJIKHBI HaXOAUThCS TIOMA PEryisip-
HbIM HaOJI0ICHUEM C YIJyOJIeHHOU OIIEHKOW aTepo-
CKJIEPOTUYECKMUX W3MEHEHUN COCYAUCTOW CHUCTEMBI.
IIporpamma oOGciiemoBaHMs OOJDKHA BKIIIOYATh HOII-
riep-axokapauorpaduo, st YTOUHEHUST TTOPaKeHUs
A0PTAJIBHOTO KJIallaHa PEKOMEHIYEeTCSl YpeCHUIIeBO/I-
Has sxokapauorpadus [1, 2, 18]. Haubonee nnpopma-
TUBHBIM HEMHBA3WBHBIM METOJIOM TUArHOCTUKU KOPO-
HapHOTO aTepoCKIepo3a CUUTAETCSl MYJIbTUCTIUPATIbHAS
KOMIIbIOTEpHAs KOpoHaporpadusi WM MarHUTHO-PE30-
HaHCHasi ToMmorpadusi ¢ peKoMeHayeMoii yactoroi 1 pas
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Tabauya. Tonnanackue KpUTEPUH THATHOCTHKY ceMeiiHoii runepxosectepudemun (Dutch Lipid Clinic Network criteria)
Table. Dutch criteria for the diagnosis of familial hypercholesterolemia (Dutch Lipid Clinic Network criteria)

Ipynna xpurepuen CHMITOMBI THIIEPXO0JIECTEPUHEMHH Banst
1-sa Ninemuueckasi 60J1€3Hb Cep/lia A0 55 JIeT y MyX4uH, 10 60 et 1
AHaMHeCTUYeCKUe y KEeHIIMH (POACTBEHHUKH MEPBOI CTETIEHN)
XonectepuH 6oJiee 95-ro MepLUeHTUIIsI B TOMYJISILIUU (POACTBEHHUKHI 1
1 crenenm)
KcaHToMBI Wi 1yT¥ pOrOBUIIBI (POICTBEHHUKHU MTEPBOIA CTETIEHU) 2
XoJsiecTepuH BbIlIe 95-T0 MEepLUEHTUIS y peObeHKa 2
2-9 V nainueHTa paHHsIs UleMuyeckast 00Jie3Hb cepata (10 55y MyK- )
Knunuueckue 4yiH, 10 60 y XEHIIIH)
V manueHTa paHHVe HapylIeH!s liepeOpabHbIX W repudepuie- 1
CKHX COCYIOB (10 55 jieT y My>kurH, 10 60 JIeT y JKEeHIIIH )
. Tybepo3Hble KCAaHTOMBI 6
JlaHHBIE OCMOTpa
Jlyra poroBu1ibl 10 45 et 4
4-5
buoxumuueckue (ypoBHU XOJIECTEPUHA) 5 e T (G2 b ) .
6,5—8,4 mmoub/a (251—325 Mr/mwt) 5
5,0—6,4 mmoab/1 (191250 mr/mw) 3
4,0—4,9 mmonb/a (155—190 mr/mr) 1
%"‘ Myratus 8 resiax LDLR, APOB, PCSK9, LDLRAPI 8
eHeTuvecKue
BozmoxHbIi 4 b6amna
JInarHo3 rurnepxoJieCTepuHeMust BeposiTHbIM 6 6aoB
OnpenereHHbII 8 6amioB

B 5 net [2, 11,1 9]. KoMmmbioTepHast ToMorpadust MOKET
BBISIBJISITh KaK KaJIbIIM(UIIMPOBAHHBIE, TaK U HeKallb-
uuuurpoBaHHble OnsAIIKKU. [lyrniaekcHOe CKaHUpOBa-
HHUE BKCTpaKpaHWaJbHBIX OTIEI0B OpaxuoiubalbHbIX
apTepuii obecneuynBaeT paHHEE BBISIBIEHUE aTepo-
CKJIEpOTUYECKHUX OJISIIEK B COHHBIX M Opaxuouedaib-
HbIX aptepusix [2, 7, 11, 13]. Ha puc. 4 npencraBieHbl
aTepocKJiepoTUIecKue OJSIIIKYA B 00J1acTu OudypKaluu
00111ei1 COHHOM apTepuu C TIePeX0/IOM B YCThe BHYTPEH-
HEl COHHOW apTepuu y OMHOU M3 MAIlMEHTOK, HaOJI0-
JlaeMoi B Halllel KJIMHUKE C TOMO3UTOTHOM TUTIepXoJie-
CTEpPUHEMUEMN.

IIpoBeneHue cTpecc-TeCTOB HE TO3BOJISIET JOCTO-
BEPHO JAMArHOCTUPOBATh MPOSIBICHUSI CYOKJIMHUYECKOTO
aTrepockiieposa, 1ieJiecoo0pa3HO ero KOMOWHUPOBATh
C KOMIIbIOTEPHON MYJIBTUCIIUPAJIbHON TOMorpaduei
WIM MarHUTHO-pe30HaHCHOU Tomorpadueil. Ilokasa-
HUEM K CTpecc-TecTaM CJyXaT KJIMHUYECKHE TpOsIBie-
HUS MIIEMUU WA TOpPaXeHUsl aopTajbHOTO KJjlaraHa.
Ha pwuc. 5 mpencraBiaeH dparMeHT 3JIEKTPOKapINO-
rpaMMBbl C BBIPAXEHHOUW CYO3HIOKapAMaJIbHOW MHIle-
MUel y TalMeHTKU, HaOitomgaeMoil B Halleil KIMHUKE
C TOMO3UTOTHOW TuIepxojecTepuHemueii. MHBazuBHas
KopoHaporpadusi TokKa3aHa JIeTSIM C TsSDKeJIOW TUrep-
XoJiecTepruHeMMel (pelenTop-HeraTuBHbIE), Y KOTOPBIX
HEBO3MOXHO TPOBEJIEHUE CTPECC-TECTOB M3-32 BO3pa-
cra [2]. MOHUTOPUHT COCTOSTHUS CEPIEUYHO-COCYIUCTOM

CHCTEMBI [IETE€l C THUIIEPXOJIECTEPUHEMUEN LIEJIECO00-
pasHO IPOBOINUTH B YCJIOBMSIX CIELMAIM3MPOBAHHOIO/
SKCIIEPTHOTO KJIMHUYECKOTO LIEHTPA.

JleyeHune

Jueta pu3HaeTCsT 0053aTeIbHOM B JIEUEHUN TOMO-
3UTOTHOW THTepxoiecTepuHeMu. Heobxomumo ctpo-
roe OrpaHWYeHHME KOJIMYECTBA HACBIIIEHHBIX XHWPOB
u xojiectepuHa. Jlojis XMPOB B COCTaBe CYTOYHOTO
palroHa JokKHA ObITh MeHee 30%, TIpU 2TOM HachI-
IIEeHHBIe XWPHBIE He IOKHBI TpeBblmath 7—10%.
Ilorpebnenre xojecTepuHa He IOJDKHO TIPEBHIIIATH
200 mr/cyT, comepkaHue MUILEBbIX BOJJOKOH — COCTaB-
Jaatb 10—20 mr/cyt. BmecTte ¢ Tem naxe cTporasi AueTa
HEeIOCTaTOYHO 3P (PeKTUBHA IS JIeYeHUS] TOMO3UTOT-
HoOIi runepxosecrepuHemuu [2, 7, 11].

VYpoBeHb (PUBMYECKON HATPy3KHM Yy JeTeil ¢ ToMO-
3UTOTHOM TUTIEPXOJIECTEpUHEMHUEH ONpeaesisieT CTeNeHb
KOPOHApHOTO aTepOCKJIepo3a M CTeHO03a aopTaJbHOTO
kinanaHa. Jletam 6Ge3 BBIpaXXeHHOTO aOpTaJIbHOTO CTe-
HO3a 1 UILIEMUYECKOI 00JIe3HU cep/illa yMEPEHHbBIE Pery-
JIApHBbIe (DU3NYECKUEe HArpy3KW He TPOTHUBOITOKA3aHbI,
0COOEHHO TIpY M3OBITOYHON Macce Tella; KakK IpaBuJo,
HMCKITIOYAIOTCS MTHTEHCUBHBIE (PU3MYeCKIe Harpy3Ku.

Medukamenmosnoe nevenue. HazHaueHue TUTIONNTI-
JEMUYECKUX TPEernapaToB — OCHOBHAs COCTaBJISIONIAsI
B BEICHUM IMAIlMEHTOB C TOMO3UTOTHON TUIIepXOJIeCTe-
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pUHeMUel. YUUTHIBas KpaiiHe BBICOKUI PUCK OBICTPOTO
MPOTPECCUPOBAHUS  aTEPOCKIEPOTUIECKOTO TIpoliecca
U BBICOKYIO BEPOSATHOCTh BOBHUKHOBEHUSI €TI0 OCJIOXKHE-
HUI, TUTTOJTUTTHAEMUYECKKIO Teparuio Ha3HavyaloT cpasy
rmocJie BBISIBJICHUSI 3a00JieBaHUsI, HaUMHasi ¢ 2—3-JeT-
Hero Bo3pacTta [2, 7, 11, 13, 20]. CornacHo coBpeMeH-
HBIM PEKOMEHIALMSIM 1IeJTh TUTTOJIUTTUIEMUIEeCKOI Tepa-
MUY TIPU TOMO3UTOTHOM THTIEPXOJIECTEPUHEMUHN Y AeTel
COCTOMT B JOCTMXEHMM ypoBHs XxonectepuHa JITTHII
<3,5 mMoab/n. OgHaKO TOCTUYb TaKOW YPOBEHb KpaliHe
CJIOKHO, B CBSI3U C 3TUM MPOMEXYTOYHOM 1LIETbI0 MOXKET
CUMTATbCSl CHMXKEeHUe YpoBHs xosectepuHa JITTHII
Ha 50% 1o cpaBHEHMIO ¢ UCXOAHBIM [2, 11].

Cmamunbl — WHTUOUTOPBI  3-TUAPOKCU-3-METUII-
TTIOTapUI  KO3H3UM-A-penyKTa3bl (OPMUPYIOT TEPBYIO
JIMHUIO MEIWKAMEHTO3HOW Tepamnuu, CIOCOOCTBYIOT
YMEHBIIIEHUIO aTePOCKIEPOTHUECKUX COCYAUCTBIX ITTIPO-
sIBJIeHUI. JledeHne cTaTMHaAMM «CIBUTaeT» JeOI0T TskKe-
JIBIX CEPAEYHO-COCYIUCTBIX OCIIOXKHEHUI Y TOMO3UTOTHBIX
rmaimeHToB ¢ Bo3pacra 12,8 no 29,3 rona [21]. B nerckoii
MpaKTUKE B HACTOSIIIIEE BpeMsl MCIMOJB3YIOTCS pO3yBa-
cratud 10—20 wmr/cyt (MakcumanbHo 40 Mr), aropsa-
cratud 20—40 mr/cyt (MakcumaiibHo 80 Mr), cuMBacTa-
™H 20—40 mr/cyr (MakcumanbHO 80 wmr). Heobxomum
MOHUTOPWUHT T€YEHOUHBIX TpaHCaMWHa3, KpeaTUHKU-
Hasbl. [IpyMeHeHUe CTaTMHOB TIO3BOJISIET CHUBWUTH YPO-
BeHb xojectepuHa JITTHIT B cpemnem Ha 10—25% nmaxe
y peLeNnTOp-HeTaTUBHBIX IAallMEHTOB C TOMO3WUTOTHOM
runepxojiectepuHemueit [2, 7, 11, 21-23]. Tlo naHHbIM
KIMHUYECKUX  PaHIOMU3UPOBAHHBIX  MCCIACIOBAHUIA,
Ha3HaYeHMe CMMBACTaTWHA B BBICOKMX 03aX ITO3BOJISIET
CHIXaTh ypoBeHb XonecteprHa JITTHTT va 30% [24]. Ycra-
HOBJIEHO, YTO CTaTUHBI 6oJice 3((MEKTUBHBI TIPY MyTalluN
B reHe LDLRAPI [23]. JlaHHbIe KpYITHOTO MeTaaHaju3a,
prurounBirero 170 000 mammeHToOB ¢ THUIIepXOJIeCTEPUHE-
MHUe, TTPOAEMOHCTPUPOBAIA OE30MaCHOCTh Ha3HAYEHUST
CTAaTUHOB B TTaHe BO3HUKHOBEHUS M3MEHEHUI B TIeUeHU
u puszunyeckoro pazputus aereii [25]. Ecau umerorcs 6uo-
XUMUYECKUE HapYIIeHUsI, TO CJIEAyeT MPEeKPaTUTh Jieue-
HUE 10 HOpMaJTM3alUM TTapaMeTPOB C TTOCIETYIOIINM TTPO-
JIOJDKEHUEM Tepalliyi B MEHbIIIEH 03¢ U ¢ 6ojiee YacThIM
OMOXMMUWYECKUM MOHUTOPUHIOM [25].

Dzemumué — CeNeKTUBHBIN MHTUOUTOP BCACBHIBAaHMSI
JIUTIUIOB B KUIIEYHUKE, CHUXKAEeT YpPOBEHb XOJecTe-
puna JITTHIT na 10—15% [2, 11, 26]. YuuteiBas Tpya-
HOCTU B JOCTWXKEHUM LIEJEBLIX YpOBHEM XojecTepruHa
JITTHIT y maumMeHTOB ¢ TOMO3MIOTHOW TUIEpXoJiecTe-
pUHEMUEN, CTAaTUHBI CeayeT KOMOMHUPOBATh C 33€TU-
Mub6oMm [26, 27]. Pe3ynbTaThl GONBIIOTO KIMHUYECKOTO
uccnenosanuss ENHANCE (The Exetimibe and Sim-
vastatin in Hypercholesterolemia enhances atheroscle-
rosis regressio study) ¢ BkitoyeHuem Oosiee 700 maum-
€HTOB C CeMEWHOI TUIIepXoJeCTepUHEMHEN TToKa3alu,
YTO KOMOMHAIIMS CUMBACTaTUHA C 936 TUMUOOM TTO3BOJISIT
JTOTIOJTHUTEIbHO CHU3UTH ypoBeHb xosnectepuHa JITTHIT
eme Ha 20%, uto B cymme coctasisieT 30—40% [26]. Ipe-
napat HazHavaetcsi ¢ 10 jiet, xopoiio nepeHocurcs [27].

B MOMOLLIb TPAKTUYECKOMY BPA4YY

Puc. 4. lynjaekcHoe CKAHMPOBAHHE IKCTPAKPAHMAJILHOTO OTIe-
J1a OpaxuonedaabHbIX apTEPHUii Y pe0eHKa ¢ rOMO3UTOTHON TH-
nepxoJieCTePUHEMHEN: aTePOCKIEPOTHYECKAS OJIAIMKA CpeIHei
3XOreHHOCTH B YCThe BHYTPEHHEH COHHOM apTepuu CO CTEHO30M
Ha 35—40% (coGcTBeHHbIE HAOIIOAEHUS).

Fig. 4. Duplex scanning of the extracranial brachiocephalic
arteries in a child with homozygous hypercholesterolemia:
atherosclerotic plaque of moderate echogenicity in the mouth
of the internal carotid artery with 35—40% stenosis (own ob-
servations).

Monokaonanvnvie aumumena k PCSK9 (MHruOUTOpPHI
PCSK9) — HoOBBIN Kjiacc TpernaparoB, MOAABIISIONINX
AKTUBHOCTb TPOMPOTEMHKOHBEPTa3bl CYyOTUIM3WMHA/
KeKCMHa 9-ro THMa, 4YTO CIOCOOCTBYET PEUMKIMHTY
peuenropoB JITTHII, cHuxast TemM camMbIM YpOBEHb
xosecrepuna JITTHIT B mnasme. K mpemapatam 3Toro
KJTlacca OTHOCHUTCSI 3BOJYyKyMab. B mepBoM muioTHOM
WCCIEIOBAHUM TI0 TIPUMEHEHHMIO MOHOKJIOHATBHBIX
AHTUTE K TIPOTIPOTEMHKOHBEPTa3e CYOTENIM3WH/KeK-
cuHa 9/Evolucumab/AMG 145 a5 neueHust roMO3UTOT-
HOIl TUTIEePXOJeCTepUHEMUN (BKJIIOUEHBI 6 pPelenTop-
Ne(EKTUBHBIX W 2 pelenTop-HeraTUBHBIX IallieHTa)
MMOKa3aHo, YTO TIperapaT CHUKAeT YPOBEHBb XOJecTe-
puna JITTHIT y peuentop-aeheKTUBHBIX TAalMeHTOB,
MPHW 5TOM Y pelleNTOp-HETraTUBHBIX CHUKEHUE YPOBHS
xosiecrepuna JITTHIT ve gocturnyro. CrereHb CHUXE-
HUS YPOBHS 3aBHUCesa OT JO3bI Mpernapara — CHIKeHUe
coctaBwio 19,3£16% nipu ogHoKpaTHOM BBeaeHuu 420
mr npernapata 1 pa3 B 4 Hen u 26,3+20% 1nipu BBeieHU A
420 mr kaxnawie 2 Hen [28]. PesyabraTsl 6ojiee KpYITHOTO
PaHIOMU3UPOBAHHOTO KJIMHUYECKOTO WCCIeIOBaAHUS
Trial Evaluating PCSK9 Antibody in Subjects with LDL
Receptor Abnormalities-TESLA yactb B y 6GonbHbIX
C CeMeMHOW TOMO3UTOTHON THIEpXOJeCTepUHEMUEH,
BKJIIOUMBIIETo 33 mmanumeHTa crtapire 12 jet, mokasaiun
3(hGEKTUBHOCTL 3BOJNyKyMaba. JIOCTMTHYTO yMeHb-
meHue ypoBHs xojectepuna JITTHIT va 57% no cpas-
HeHuo ¢ 1aiebo 3a 52 Hen [29]. [Ipemapar BBoguTCS
nonkoxHo B 1o3e 420 mr (3 mmpwuua o 140 mMr ¢ uHTEep-
BasioM 15 MuH) | pa3 B Mecsl, MakCUMajlbHas 1034
npenapata coctanisieT 420 Mr 2 pa3a B Mecs1l (6 mmpu-
1eB) [29]. Panee Mbl onucanu ycrneniHoe puMeHeHne
9BOJIyKyMaba Tpy JieYeHUW MajbyuKa 14 J1eT ¢ ToMo3u-
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Puc. 5. Tlpuznakm cy0osnHmokapauanabHoii mmemun (nemnpeccusi cermenta ST Ha 7—8 mm) Ha DKI
NPY NPOBeJIEHNH TECTA C A03UPOBAHHON (hr3MIecKoii Harpy3Koii y peGeHKa ¢ rOMO3UIrOTHO rumepxoJie-

cTepuHeMueii (COOCTBEHHbIE HAOMIOIEH!S).

Fig. 5. ECG signs of subendocardial ischemia (ST segment depression at 7—8 mm) during a dosed exer-
cise test in a child with homozygous hypercholesterolemia (own observations).

TOTHOM TUIIEPXOJIECTEPUHEMUEH; TIPU 3TOM OTMEYEHO
HEe TOJIbKO CHMXeHHe YpoBHs xosectepuHa JITTHII,
HO U perpecc kcaHToMm [30].

Acbepe3 aunonpomeunog HuU3Koi NAOMHOCMU — WHBA-
3UBHBIN, HO Haubosiee 3(GHEKTUBHBIM METOJ JIeYeHMSI
MPU TOMO3UTOTHOM ruriepxojectepuHeMu. OH TO3BO-
ssieT cenekTuBHO yaansaTh dyactuubl JITTHIT u3 kpoBo-
TOKa, Ojarogapsi CBSI3bIBAHUIO C aHTUTEIAMU, AEKCTpaH-
cynbhaToM WM TermapuHOM. DTOT METOI MPUMEHSIETCS
MPU COXpaHEHUHN TUIIEPXOJECTEPUMHEMUM Ha (DOHE KOM-
OMHMPOBAHHON TUITOJUIIUIeMUYecKoil Teparmu [31].
Adepes mosBojisier Haumbosee 3(PGEKTUBHO CHUXATh
ypoBeHb xosectepuHa JITTHIT wa 50-70% wu sBas-
eTCST «30JI0TBIM CTaHAapTOM» B JIeYeHUM TOMO3UTOT-
Hoit runiepxonecteuHemuu [2, 7, 11]. [Tpu npoBeneHuun
adepe3a TaKXKe CHMXKAETCS YpPOBEHb JIMIONPOTeMHA
a (Lp(a)), uTo crocoOCcTBYyeT YMEHBIIEHUIO prcKa pas-
BUTHSI CEPJIEYHO-COCYAUCTHIX 3a00neBanuii [32]. Adepes
COYETAIOT C MEAMKAMEHTO3HBIM JIeYEHUEM CTaTUHAMMU.
ITpu 3TOM BO3MOXKHBI perpeccusi KCaHTOM, 3aMelJieHue
MporpeccupoBaHud arepockieposa [7, 26, 31, 32].

OnHUM 13 MUHYCOB acdepesa SBsieTcsl ObICTPOe BO3-
BpallleHUe K BBICOKMM YpoBHsIM xosiectepuHa JITTHII,

yXe depe3 Helesio Tociie TPpoIeayphl. B cBs3u ¢ atuMm
achepe3 TOBOAUTCS peryiaspHo | pa3 B 2 Hem, HauM-
Has ¢ 5-JIeTHETo BO3pacTa, XOTS XOPOIIWe Pe3ybTaThl
OBUTM TIOJYYeHBI Naxe y JeTell Oojiee paHHETO BO3pa-
cTta ¢ Maccoii Tena 6onee 13,5 xr [7, 31, 32]. K mobou-
HbIM 3¢ dekTaM adepesa OTHOCSITCS TMITOTOHMS, 0OJU
B XXWBOTE, TUTIOKAJIMEMUSI, Kele30aeUIIUTHAsT aHeMUSI.
HeobxomumocTh yacToro npuMeHeHus adepesa TpebyeT
MOCTOSTHHOTO HAXOXIEHUs TalMeHTa BOJW3W IIEHTpa,
IJie MPOBOIMTCS TPOIIEaAypa, YTO 0OYCIOBIMBAET YMEHb-
IIeHWe MMPUBEPKEHHOCTY TTAallMeHTa K JeueHuto. CremyeT
MOAYEPKHYTh, YTO HEJb3sl coueTaTh adepe3 ¢ MCIOJIb-
30BaHWEM WHTUOWUTOPOB aHTMOTEH3WHIIPEBPAIIAIOIIETO
depmenTa [2, 32]. K coxaneHuto, 10 HaCTOSIIIIETO Bpe-
MEHU 3Ta Tpolieypa UMEET OrpaHMYEeHHOE MPUMEHEHNE
B ITeAMATpUUIECKO nmpakTuke B Poccum.
Tpaucnaanmayus  newenu. ITlpu  HEZOCTATOUHOU
3(pHEKTUBHOCTY  THIOJUIUAEMUIECKUX TIperapaToB
B coueTaHUM c adepe3oMm (ITPU TOMO3UTOTHOM THUIIEP-
XOJIECTEPUHEMUU, KaK MPAaBUIIO, 3TO PELENTOP-HEeraThB-
HbIe TMAIUEHTHI) TTPOBOIUTCST TPAHCIUIAHTALIMS TTeYSHU
[2, 7, 33—36]. [To manHbIM HabmomeHUs 3a 90 manu-
eHTaMM, TIEpeHEeCIIMMU 3TO BMeIIATeNbcTBO, B 63%
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cyJaeB yIAeTcsl OCTAaHOBUTH JayibHeIee pa3BUTHE
aTePOCKIEPOTUYECKOTO TMOpaXKeHUs CepaedHO-COCYI-
cToil cucteMbl, B 24,4% oTMedaeTcsl MporpeccupoBaHme
aTepOCKIepOTUYECKOTo TIpoliecca M Toibko B 12,3%
MTPOMCXOIUT Perpecc aTepockiiepo3a (KCAaHTOM U aTepo-
CKJIepoTHYecKuX osiiiek B cocynax) [37]. OrpaHudyeHust
TpaHCIIAHTALIMU TTIeYeHU: HEOOXOMMMOCTh TTOCTOSTHHOM
MMMYHHOCYTIPECCUBHOM Teparry U BO3MOXKHBIE TOCTIe-
ornepalMoHHbIe oclioxxHeHus [36, 37]. B ciydae BwIpa-
SKEHHOTO aTepOCKIIEPOTUYECKOTO TIpoliecca B Cepile
(KOpOHApHBIN  aTepOCKIepo3, TOPaKEHUST aA0pPTajb-
HOTO KJarmaHa) OCYIIECTBISIETCSI KOMOWHMpOBAaHHAST
TpaHcIUIaHTauus cepaua u nedenu [34, 35]. M. Ibra-
him [34] nmpuBOIUT yCIEIIHOE MPOCHEKTUBHOE HaOJI0-
JeHre B TedeHue 20 JieT 3a MallMeHTKON ¢ TOMO3HMTOT-
HOI TUIIepX0JieCTepUMHEMHUENR, KOTOPOI B Bo3pacte 6 jieT
OblJla BBITIOJTHEHA KOMOWHMPOBAHHON TpaHCIUTAHTALIMST
cepala u rneyeHu. JJOCTUTHYTO CHUKEHME YPOBHST XOJie-
crepuna JITTHII ¢ 13 no 2,1 mMosb/a.

Jlomumanud — OAHO W3 HOBBIX MEIMKAMEHTO3HBIX
CPEICTB, KOTOPbIE TIPUMEHSIIOTCST JJIST JIEYEHUST TOMO-
3UTOTHOW TUTepxonecTepruHeMun. Ilpemapar sBiseTcst
MOIITHBIM CEJICKTUBHBIM HWHTUOMTOPOM BHYTPUKIIETOU-
HOTO MUKPOCOMAJbHOTO O€jKa, MEepPEeHOCSIEro TPUTIu-
LIEPUIIBI, JIOKATM3YETCS B POCBETE SHAOMIA3MAaTUIECKOTO
pETHKYyJIyMa M OTBEYaeT 3a CBS3bIBAaHWE W TPAHCITOPTH-
POBKY OTIETBHBIX MOJIEKYJT TUTTHAOB MEXKIy MEMOpaHaMM.
MUKpOCOMaNIbHBIN  O€JIOK, TEePeHOCSIINI  TPUTITULIE-
puabl (MTTP-microsomal triglyceride transfer protein),
urpaet KiaodeBylo posib B coopke APO-B-comepxkarniyx
JIMTIONTPOTENHOB B TleueHu U KuieuHuke [38—40]. Muru-
OupoBaHMEe MMKPOCOMAJIBHOTO 0ejKa, TepeHOCSIIIEero
TPUTIMIEPUIBLI, TIPUBOOUT K YMEHBIIEHUIO CHHTe3a
JIUTIOTIPOTEMHOB OYeHb HU3KOM M HU3KON TUIOTHOCTH
U, Kak pesyabratr, cHuxkeHuto yposHst JITTHIT B kpoBu.
B Xoze KITMHUUECKOTo UCClienoBaHusI MO 3(h(MEKTUBHOCTH
1 6e30MacHOCTY TTPUMEHEHMS JIOMUTATTUIA YCTAHOBJIEHO,
yT0 ypoBeHb xojecteprHa JITTHIT y maiimeHToB, mosyyas-
X 3TOT TIpernapaT B COCTaBe KOMOMHMPOBAHHOM TUITO-
JIMTTMIEMITYECKOM TepaIni, ObUT JOCTOBEPHO Oojiee HU3-
KM TI0 CpaBHEHMIO ¢ mpuMeHeHMeM adepesa [39, 40].
K ocHOBHBIM 1TO00YHBIM 3(hdeKTaM TPUMEHEHUS JIOMU-
TalmyiAa OTHOCATCS OCIIOXKHEHWSI B BUAE HapylICHUS
(GYHKIIMM  XKeTyA0YHO-KUIIIEYHOTO TpakTa (muapes),
pasButue crearo3a medeHn. A.P. Chacra m coaBt. [40]
ONMMCAIM YCTEIIHBI OMBIT TPUMEHEHUST JIOMUTAIUIA
(20 mr) y pebeHKa ¢ TOMO3UTOTHOI TUIEpPXOJecTepUHeE-
MHEe B KOMOMHAIIMU C 33¢TUMHOOM M aTOpBacTATHHOM.
IMpemapar Xopolio TepeHOCHSICS, TIO3BOJIWI CHU3HUTH
yposenb JITTHIT Ha 37%, nipu 3ToM He OBUIM BBISIBIICHBI
M3MEHEHUS B MOKa3aTeJIsIX TpaHCaMWHAa3, OTCYTCTBOBAIIN
MPU3HAKK KUPOBOTO TeraTo3a. KopoHapHast peBacKyisi-
pu3anms MmokasaHa Mpy TSOKeJI0oM UIIeMUYecKOl 60JIe3HN
cepaua. [Toka3zaHueM K TIPOTE3MPOBAHUIO AOPTATHLHOTO
KJIaImaHa CITy>KUT KOMOMHUPOBAHHOE TSDKEJI0e TIopakeHHe
aopTaJIbHOTO KJarmaHa (BbIPAXXEHHBIN CTEHO3/KOMOWHM-
POBAHHBIN CTEHO3 M HEIOCTATOUHOCTH). PEKOHCTPYKIIMS

B MOMOLLIb TPAKTUYECKOMY BPA4YY

KOPHSI a0PThI MOXKET OBITH MTOKa3aHa MPY 3aMeHe aopTallb-
Horo kiamaHa [2, 7, 13]. Llemecoobpa3Ho HaOomeHue
MallMEeHTOB KOMAaHIOM Bpayeil HEeCKOJbKUX Celralb-
HOCTe: KapIUOJIOTH, IUTTHIOJIOTH, TIPU IMPOBEICHUH OTTe-
panuii To Tepecagkyd aopTaIbHOTO KjlaraHa B KOMaHIy
CITELIMATUCTOB 11eJIeCO00pa3HO BKITIOYUTH (hapMaKoJIora-
reMaroJjiora JJisi BHI0OOpa TAKTUKY ONMTUMAIBHON aHTUKOA-
TYJITHTHOM Tepanuu [2, 7].

3aknovyeHue
FOMO3I/IFOTHaH TUTICPXOJICCTEPUHEMUA — PEAKOEC
HACJIEACTBEHHOEC 3a0osieBaHNE , XapaKTepU3Yyro1eecs

JIOBOJIbHO BEICOKMM PUCKOM Pa3BUTHSI CEPACUHO-COCYI -
CTBHIX OCJIOKHEHUIA, YTO OOYCIOBIIEHO KpaifHe OBICTPBIM
pa3BUTHEM aTEepPOCKJIEPOTUYECKOro TIpollecca 3a cuer
aKkcTpeMasibHO Bbicokoro yposHst JITTHII. be3 nedenus
MPOIOJIKUTETbHOCTD KU3HU TTAIMEHTOB MOKET He TIpe-
Boitiath 20 jet. [IpuunHamu 3a00eBaHuUs CIIy>KaT MyTa-
uuu B reHax LDLR, APOB, PCSK9, LDLRAP. Hau6oinee
TSDKEJI0e TeueHre 00JIe3HN UMEIOT TALMEeHTHI C TTOJTHBIM
cHmxeHueM ¢yHkuuu perenropoB JITTHIT (peuenrop-
HeratuBHbIe). [lepBbiMUM cuMIITOMamMu 3a00JIeBaHUSI
CIyXaT aKcTpaKapAauaJlbHbIe CUMIITOMBI B BUIIE KOXHBIX
KCaHTOM, B CBSI3U C YeM TAIIMEHTHl B TIEPBYIO OYepellb
obpatatoTes K AepmaTosiory uiau neauatpy. Heodxonumo
MOBBIIIATH YPOBEHb MHOOPMUPOBAHHOCTH 3TUX CITeIINA-
JINCTOB JJISI CBOEBPEMEHHOTO OTpeeIeHUsT OTKJIOHEHU I
B JIMITUIHOM OOMEHE, UTO TTO3BOJINT COBEPIIIEHCTBOBATH
PaHHIO TUATHOCTHMKY TUIepXxoyiecTepruHeMuu. M3meHe-
HUST CepHEYHO-COCYIUCTONM CUCTEMBI XapaKTepU3YIOTCS
MopakeHeM aopTaIbHOTO KJIallaHa W BhIpAaXKEHHBIM aTe-
POCKIJIEPO30M a0PThI, KOPOHAPHBIX (ITPEUMYIIIECTBEHHO
MPOKCUMAJIbHBIE OTAEIbI) U OpaxuoledaaTbHbIX apTepHii.
Hepenko 6e3 neyeHust nHGapKT MUOKapaa y pebeHKa Bo3-
HUKAaeT Ha TIePBOM—BTOPOM JAECATUIICTUM XU3HU. DKC-
TpeMaJbHO OBICTPOE pa3BUTHE aTePOCKIEPOTUUECKOTO
npoiiecca TpebyeT paHHEro Havaja KOMOWHUPOBAHHOM
TUTIOJTUTTUAEMUYECKOM Tepaniy, HaYrHast C ABYXJIETHETO
Bo3pacTa. Kak mpaBuio, mpuMeHsieTcsT KOMOMHAIIUST CTa-
TUHOB, MHTUOMTOPOB KMIIIEYHOTO BCACBIBAHUS JIUTTHIOB
1 MOHOKJIOHAJTBHBIX aHTuTea K PCSK9.

BMecte ¢ TeM nmaxke TOJTMKOMIIOHEHTHAsI Teparust
He Bcerma TO3BOJISIET 3HAYMTENbHO CHU3UTH YPOBEHb
xonectepuHa JITTHII, Ttem Oojee mocTwyhb IIeJIEBOTO
yYpOBHS. B cBSI3M ¢ 3TUM KpaliHe BaxkKHO 00Jiee ITMPOKOe
BHenpeHne B Poccum Mertonma adepesa JTMIONPOTEUHOB
y npeteii. CienyeT yYUTBIBATh WHBA3WBHOCTH 3TOM TPO-
LEeaypbl U HEOOXOAUMOCTh ITOCTOSTHHOTO €€ TTPOBEICHUS,
YTO OOYCJIOBIMBAET 3aBUCUMOCTb TallMeHTa OT IIeHTpa
U CHWXaeT KomIuaeHc. Haspeno peiieHue Bormpoca
peructpanuu B Poccuu HOBBIX TIpemnaparoB IJIsl Jiede-
HUSI TOMO3WTOTHOM THMIEPXOJeCTepUHEMUN, B YaCT-
HOCTU CEJIEKTUBHBIX MHTMOUTOPOB MMKPOCOMAJIBHOTO
OenKa, TIepeHOCSIIEro TPUTIUIEpuabl, 3(hHEKTUBHOCTh
KOTOPOTO TIPU THUIEPXOJECTEPUHEMUH COITOCTaBUMa
¢ 3 PeKTUBHOCTLIO adepe3a. B ¢BA3M ¢ TsKeabIM Tede-
HUEeM 3a00JieBaHUSI, HEOOXOAMMOCTBIO YIITyOJIeHHOM
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OIIEHKU COCTOSIHUSI CepIeUyHO-COCYIMCTON CHUCTEMBI,
ITOCTOSTHHOTO MOHMTOPHUPOBAHUST KJIMHUIECKUX U JIa00-
PATOPHBIX M3MEHEHUI, HA3HAYEHUST ITOJTMKOMITOHEHT-
HOM  TUITOJIMITMIEMUYECKON Teparuu  HEeOOXOINMO
paHHee HarpaB/ieHUe IeTeil ¢ TOMO3UTOTHOM THUIIEPXOJie-
CTepUHEMHUEN B CIELUAIN3UPOBAHHBIE LIEHTPHI, NMEIO-
1€ COBPEMEHHYIO IMarHOCTUYECKYIO 6a3y 3KCIePTHOTO
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Poab yuacTKOBOro neauarpa B paHHeil IMarHOCTUKE HAPYIIEHWiA pe4eBOro pa3BuTUs
y JeTeil JOIKOJbHOI0 BO3pacTa
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The role of the district pediatrician in the early diagnosis of speech developmental disorders
in preschool children
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Peub 1 13bIK — BasKHeiiIINe CPeICTBA KOMMYHHKAIMK peOeHKa ¢ OKpyxaoumm Mupom. B HacTosiimee Bpemst B Poccuiickoii Deje-
panuM HeT JOCTOBEPHbIX JAHHBIX O PACHPOCTPAHEHHOCTH HAPYIIEHH peun M A3bIKa y fereil. [1o 1aHHBIM 3apy0eKHBIX ABTOPOB,
B MONYJISIAM JI€Teil JOINKOJIbHOTO BO3PACTA PACCTPOICTBA peyn nuarHoctupyiorcs B 3,4—6,4%, a a3pika — B 8—10% cuyuaes.
Pannee BbisiBJIeHHE NPUYMH HAPYIIEHUI PA3BUTHS PEYH M SA3bIKA Y J€Tell MPEICTABJIACT CIOKHYI0 MEXKIUCHUILTMHAPHYIO NPO0.iemy.
Hamu paspaGoTaH aJropur™ JAMATHOCTHKH HADPYIIEHHIA PA3BUTHS PEYM W SI3bIKA Y JeTell JOIKOJLHOTO BO3pAcTa, rie BeXymast
POJib NPUHAIEKUT YIACTKOBOMY Tenuatpy. VIMEeHHO OH MOJKET OLEHHTb CKOPOCTh PAa3BUTHsI PEYEBbIX HABBIKOB PeOEHKA, HCXOMS
U3 BO3PACTHBIX HOPM, NIPOAHAJN3MPOBATH IAHHbIE AHAMHE3a, (DAKTOPBI PUCKA, OCYIIECTBUTH (PU3UKATBHOE 00CIeI0BAHNE PeOeHKa,
pa3padoTaTh MHIMBHAYAILHYIO MPOrPaMMy MPOBEIEHHSI OCHOBHBIX JIa00PATOPHO-MHCTPYMEHTAIBHBIX MCCIEI0BAHUIA M TPHUBJIEYD
JUIS KOHCYJIBTAIMH NPO(UIBHBIX CIIENUANTNCTOB. BaXKHbIM sIBJIsSieTCSA TMHAMIYECKOE HAOJII0IEHHE ITO KATeropuu JeTeii.

Karoueevte caosa: demu, napyuienue peuu/s3vika, haKmopul pucka, areopumm OUaeHOCMUKU, neouamp.

Ans untupoBanus: BonruHa C.5., Axmetosa A.P., Hukonaesa E.A., lamuposa P.I., ConoBbeBa H.A. Posib y4aCTKOBOIro neamarpa B paHHew
ANArHOCTUKE HapyLLUEHWUV Pe4YeBOro pas3BuTus y AETel AOLIKOIbHOro Bo3pacta. Poc BecTH nepuHaton v neavatp 2021; 66:(4): 129-134.
DOI: 10.21508/1027-4065-2021-66-4—129-134

Speech and language are the most important means of communication between a child and the outer world. Currently in the Russian
Federation there is no reliable data on the prevalence of speech and language disorders in children. According to foreign authors,
speech disorders are diagnosed in 3,4—6,4% in the population of preschool children, and language disorders are diagnosed in 8—10%
of cases. Early identification of the causes of speech and language development disorders in children is a complex interdisciplinary
problem. The authors have developed an algorithm for diagnosing speech and language developmental disorders in preschool chil-
dren, where the district pediatrician plays the leading role. It is district pediatrician who can assess the speed of the child’s speech
skills development, based on age norms, analyze the history data, risk factors, carry out a physical examination of the child, develop
an individual program for conducting basic laboratory and instrumental studies and consult specialists. Dynamic observation of this
category of children is important.

Key words: children, speech/language disorder, risk factors, diagnostic algorithm, pediatrician.

Forcitation: Volgina S.Ya., Ahmetova A.R., Nikolaeva E.A., Gamirova R.G., Solovyeva N.A. The role of the district pediatrician in the early diagnosis
of speech developmental disorders in preschool children. Ros Vestn Perinatol i Pediatr 2021; 66:(4): 129-134 (in Russ). DOI: 10.21508/1027—-
4065-2021-66-4-129-134

Peqb U SI3bIK — 3TO BaKHBIE CPEICTBA CBSI3U MEXKIY
pebeHKOM M OKpYXKaloIIUM MHUPOM, 3TO ocobast
1 HamboJsiee coBeplleHHas1 hopMa OOIEeHUS, TIPUCYIIAsT
TOJIbKO 4eJIOBeKY. MIX cTaHOBIIEHWE TIPOMCXOIUT B Tep-

BbIE TOIBI XU3HU HeTeil, NUMEHHO B 3TO BpeMsl HabJIio-
JAeTCsl MHTEHCUBHOE Pa3BUTHE TOJOBHOTO MO3Ta U €Tro
¢ynkunit. PebeHOK pokmaercsi co copMUpPOBaHHBIM
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a ero HaBBIKM pPa3BUBAIOTCS  Oiaromaps  TOMY,
YTO OH CJIBIIIUT Peyb B3POCIBIX, a TAaKKe B pe3yibTare
peyeBoi TpakTUKM, oOydeHus1 U BocriuTaHus [1]. Peun
CO3/MaeTcsl cepueil CIOXHBIX W CKOOPIMHUPOBAHHBIX
JIBIDKEHUI IbIXaTeTbHOM, TOPTaHHOM, BeJohapuHTeaTb-
HOI U OpaJIbHOM CTPYKTYp, (hOPMUPYETCS U3 apTUKYIISI -
M (3BYKOB), TOJIOCA, PE30HAaHCAa W XapaKTepU3yeTCs
oernocteio. LleHTpanbHast u nepudepuyeckass HepBHasI
cucreMa o0OecreyrBaeT COIJacOBaHHYIO paboTy Bcex
PEYEBBIX/AI3bIKOBBIX CUCTEM. TeMITbl TIPUOOpETeHUS
pEYEeBBIX HABBIKOB y JETE MOTYT pa3jvyaThCs, U €CIIN
OHU OTCTAIOT OT JOJDKHOTO HOPMATHBA JIJIST TAaHHOTO BO3-
pacra, To TOBOPSIT O 3a/iepKKe pa3BUTHS peun [2].

IMoHsITHE peub M SI3BIK He OIHO U TOXe. SI3BIK TOMI-
paszesisieTcsi Ha pelenTUBHBIA (CITOCOOHOCTh TTOHU-
MaTb) M 9KCIPECCUBHBbINA (CMOCOOHOCTb MPOU3BOAUTH)
KOMITOHEHTHI. OH BKJTIOYAeT B3aMMOJICCTBYOIINE TIO-
cucTeMbl: (DOHOJIOTUIO (CHCTEMY 3BYKOB peun), JEKCUKY
(cnoBapHBIi 3arac), CMHTaKCcUcC (rpaMMaTUKy), CeMaH-
TUKY (CMBICJIOBOE 3HAUCHWE CJIOB) M TIParMaTuky (COIn-
aJbHbIe aCTEeKThl sI3bIKa, YYUTHIBAIOIINE BO3MOXHOCTU
TOBOPSIIIIETO U KOHTEKCT) [3].

PaccTpolicTBo peun — 3T0 HapyllIeHUEe €€ BOCTIPOM3-
BemeHUsT. OHO He BIIUSICT Ha OOIIYIO CITOCOOHOCTD Yello-
BeKa IMOHMMATh APYIMX WK (HOPMYJIUPOBATh CEMaHTH-
YeCKM U CUHTAKCUYECKHW TIPaBWJIbHBIE (pa3bl BO BpeMs
o0ITIeHMs. SI3BIKOBOE PACCTPONCTBO TPENCTABISIET COOOM
HECTIOCOOHOCTD BBIPAXXaTh WM TIOHUMATh YEIOBEUCCKYIO
peub. CrienyeT OTMETUTB, YTO PACCTPOMCTBO PEUM U SI3bIKA
MOTYT CYIIIECTBOBATh OMHOBPEMEHHO W OBITh B3aWMOCBSI-

PacctpoiicTBo

APTHKYTALHH

B MOMOLLIb TPAKTUYECKOMY BPA4YY

3aHHbIMU. Hanbolee CIOXXHBIE M3 HUX OCTAIOTCST Ha JI0JI-
TMe TOObl W CYIIECTBEHHO BIMSIOT Ha SKU3HEICATEb-
HOCTb ¥ Ka4eCTBO KM3HU YeyioBeka. Hanbonee nocrymHo,
Ha Ham B3misia, H. Feldman (2019) npennoxuia cuctema-
TU3AIMIO 1 YKa3aJla Ha B3aUMOCBSI3b HapylIeHU (opMu-
pPOBaHUS peuu U s13bIKa y neteit (puc. 1) [2].

BaxHo moguepKHYTh, 4TO B HacTosIIIee BpeMs B Poc-
cuiickoit Demepallni HET TOCTOBEPHBIX JAHHBIX O pac-
MPOCTPAaHEHHOCTU HAPYIIEHW peuyr M sI3bIKa y JeTel,
TaK KaK OHM He moctynaioT B DenepanbHYIO CIyXKOY
rocyapCcTBeHHO# crtaTucTuku [4]. Bmecte ¢ TeM omy0-
JINKOBAHBI Pe3yIbTaThl €AMHUYHBIX UCCEIOBaHU. AHa-
JIN3 YacTOTHI BBISIBJICHUSI PEUYEBBIX HApYIIEHWI Cpeau
5737 neTeii HOIIKOILHOTO Bo3pacTa I. TioMeHM 3a Iepuo/,
¢ 2008 o 2018 . (CKpMHUHTOBOE UCCIETOBAHUE) MOKa-
3aJ1, 4TO K 3 rofgaM peueBble TUCHYHKIIMN (OPMUPYIOTCS
yv31,2%, x4 —y44,3%, x Stomam —y 18,1%, k6 —y 7%
nereii [5]. C.}O. benunosa (2017) orMeuaert, 4To yacToTa
oOpallleHHs IeTell ¢ CUCTEMHBIMU HApYIIEHUSIMUA Pa3BU-
T peur B LleHTp maTosornu peun M HeiipopeadbuInTa-
i emapraMeHTa 31paBooXpaHeHUsT MOCKBBI YBEIH-
ymtack ¢ 10,7% B 2004 1. 1o 37,5% 82016 1. [6].

PacctpoiictBa peunm Bcrpevarores y  3,4—6,4%,
a a3pika — y 8—10% nowmkonsHukoB [7, 8]. Uccaenosa-
HUsI, TIpoBedeHHbIe B KaHame, BbIsIBMIM, 4TO y 12,6%
neteir B Bozpacte oT 24 no 30 mec HabmomaeTcsl To3/1-
Hee popMmupoBaHue pa3Butus peun [9]. B Upake (myrem
orpoca ceMeii) OleHUBAIUCH CIyX, MOTOPHBIE, KOTHU-
TUBHBIE, peUeBble U SI3BIKOBBIE XapaKTepUCTUKU y 353
JeTeil MTOIIKOJBHOTO BO3pacTa, KOTOpBIE OOpaTWINCH

.  J

—
JuzapTpua

3BYKH pedH:
MOTOPHBIE
HApYIICHHA PEIH

.~ @/

T'omoc m pe30oHAHC:
OXPHILIOCTS,
THIICP H IHIIOHA3AIBHAL PEYb

BernocTe peun:
3aHKAaHHE

Jetckan

AarnpaxKcHi

pedH
e

PacctpoiicTBo
PenenTHRHOH peqn

Pedernie
HApYMIeHHS

HA3LIROBBIE
HApYIMIeHHAS

PaccrpoiictBo
IKRCOpeCcCHBHOH pean

Puc. 1. PaccTpoiicTBa a3bIKa U peuyn [no 2]
Fig. 1. Disorders of language and speech [2].

arpaMMaTH3IM

Donoaorun: JexcHka: CHHTAKCHC: CemaHTHKA: IlparmaTaka:
bonomornueckoe OrpaHHYeHHEIH CHHTaKCHYECKOE CEMAHTHUECKOE [IPArMaTHYECKOS
HapYIIEHHE CIToBapHEI 3amac HApYIICHHE PEIH; paccTpoiicTBo PacCTpOHCTEO
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Boseuna C.4. u coasm. Ponb yqacTKOBOTO MeivaTpa B paHHEH TUaTHOCTHKE HAPYIIEHU pedeBOTO Pa3BUTHS y IETel TOMIKOIBHOTO BO3pacTa

B IETCKYIO TICUXUATPUIECKYI0 6ompHUITLY. Y 11,9% n3 HUX
orpesensiaach epBUYHas 3aaepxkka peuu [10].

K coxanenuto, neararpbl MepBUYHOTO 3BEHA HENO-
CTaTOYHO BJIA/ICIOT COBPEMEHHBIMU TEXHOJIOTMSIMU paH-
HEW NTUArHOCTMKM HapyLIEHW peyr U sI3bIKa y JETeH,
YTO 1 OMPEAESISIET AKTYaTbHOCTb MPEICTaBIEHHON PaOOTHI.

Knaccudukauusa

B Hactosmiee BpeMs B KIMHWYECKOW TpaKTHKE
HCTIONB3YIOTCS Pa3IMYHble KiIacCU(UKAIIMU Hapyle-
Huii peun u s3bika. CornacHo MexnyHapomHON Kiac-
cudpukauuu OosnesHeil 10-ro TepecMoOTpa BBIAEISIOT
crienuduIecKre pacCTpoCTBa Pa3BUTHUSI P U S3bIKa
(F80) — paccrpoiicTBa, TIp¥ KOTOPBIX HOPMaJbHBIN
XapakTep TPUOOpPETEeHUSI SI3BIKOBBIX HAaBBIKOB CTpa-
JTaeT yKe Ha paHHUX CTaausX Pa3BUTHSA. DTU COCTOSTHUS
He CBSI3aHBI C HEBPOJOTMUYECKUMM HApYIIEHUSIMU, CeH-
COPHOI HEIOCTaTOYHOCTHIO, YMCTBEHHOM OTCTATOCTHIO
i (akTopamMu OKpyxKarwliei cpenbl. [pymnma Komos
F80 naxomutcsa B cocraBe 61oka F80—F89 «Paccrpoii-
CTBa TICHMXOJIOTUYECKOTO Ppa3BUTHUsI», Kylda OTHOCSITCS
crienMduIecKkoe pPacCTpOMCTBO PEUYeBOM aApPTUKYJISIINN
(F80.0), paccrpoiictBo skcnpeccuBHoit peun (F80.1),
paccTpoiicTtBo peuenTuBHOl peun (F80.2), mpuobpeTreH-
Has acdazus ¢ sanunernicueit (Jlannay—Knednepa) (F80.3).
Wmetotcst u npyrue pyopuKu, Toe MpeAcTaBleHbl pac-
CTPOICTBa pa3BUTHUsI peud M sI3bIKa, a UMeHHOo: F70—72
(yMcTBeHHas1 otcTanocTh); F-8 (paccrpoiicTBa mcuxo-
Jiornyeckoro (ncuxuueckoro) passutus); F81.1 (cneuun-
(uyeckue paccTpoiicTBa pa3BUTHUST YIeOHBIX HABHIKOB);
F98.5—-98.6; R47—R49 (cuMmnTOMbI ¥ MIPU3HAKH, OTHO-
csIrecs: K peyu 1 rojiocy).

B Hamreii ctpaHe TpUMeEHSIETCS KJIMHUKO-TTEIAro-
rudeckas KjaacCU@uKauus HapylleHUs pedu U s3bIKa
y nereit [11]: HapymieHMs] yCTHOW pe4yu, HapylleHUs
MUCbMEHHOM pedn.

Hapymenuss ycTHoit peum JensTCs Ha JBa THUIIA:
HapylmeHus: (POHALIMOHHOTO W CTPYKTYPHO-CEMaHTH-
YecKoro (BHYTpeHHero) ohOpMIIEHUST BBbICKA3bIBaHUSI.
K mepBomy tumy oTHocsaTcs nucoHMsl (KayeCTBEHHOE
HapylleHWe TOJOCOBOW (DYHKIINUM, TIPOSBISIONIEECS
XpUIIOTON, THYCABOCTbIO, OCHUILJIOCTBIO), Opamuianus
U TaxXWiains — TIaTOJIOTUYECKOe 3aMeljIeHue,/ycKope-
HUE peuM, 3auKaHue (TeMITO-pUTMHUUYECKOE HapylleHHe
peun, 00yCIOBIEHHOE CYTOPOKHBIM COCTOSTHEM MBITIIIT
pedyeBoOro armapara), JUCHaius (HapylleHWe 3BYKO-
MMPOU3HOIIEHUs TIPU HOPMAJIBHOM CITyXe W COXpPaHHOM
WHHEPBALMM  apTUKYJSIIIMOHHOTO arrapara), pPUHO-
Jnamus (HapylleHUsl 3BYKOIIPOW3HOIIEHUs BCIIEICTBUE
necdekTa peuyeBoro arrapara) U qu3apTpust (HapylieHue
3BYKOTIPOU3HOCHUTEIBHOU CTOPOHBI PeUM, OOYCIIOBIICH-
HOE OPTraHWYEeCKUM TOpaXeHWeM IIeHTPaTbHOW HepB-
HOI CUCTEMBI U PacCTPONCTBAMU MHHEPBAIIMU PEYEBOTO
armapara).

Bropoit THIT BKITIOYaeT TaKuWe HapyIIeHWs, KaK ajia-
st (OTCYTCTBHME WJIM HEIOpa3BUTHE PeYM B pe3yJibrare
OPraHMYECKOTO MOPaXXeHUsT PEUeBBIX 30H KOPHI TOJIOB-

HOTO MO3ra BO BHYTPUYTPOOHOM WJIM paHHEM TEpuoje
pa3BuTHUsl pebeHKa), adas3us (MOoJHAsT WIM YacTUYHAS
yTpara cchOpMUPOBAHHON Peur B pe3yJIbTaTe MopakeHusl
KOPKOBBIX peUEBbIX 30H U UX CBSI3€i1).

Hapymenuss nucbMeHHO# peuu: TUCIEKCUS U JauUcrpa-
¢ust — HapylIeHUe Mpoliecca YTeHUs U M1UchMa.

CyllecTByeT  TakxXe  TICUXOJIOTo-renarornueckast
knaccudpukaums [12]. JI.O. bamansan (2000) [13] npen-
JIOXKWJT KJIacCU(UKALIMIO PEYEBBIX PACCTPOICTB y AeTeit
B 3aBUCHMOCTH OT BEAYIIMX HEBPOJOTUYECKUX HapyIlle-
Huii. JlnarHocTMuecKoe M CTaTUCTUYECKOe PYKOBOJICTBO
Mo mcuxudyeckum paccrporictBam (DSM-5) paccmatpu-
BaeT PacCTPOICTBa, CBSI3aHHBIE C HAPYIIEHUSIMU HEHpPO-
pa3BUTHSI, K KOTOPbIM OTHOCSITCSI PACCTPONCTBA KOMMY-
HUKaIMU: pevyu, peyeBOl apTUKYJISIUUU (TPYIHOCTU CO
3BYKOMPOU3HOIIEHUEM, 3aTPYIHSIOIINE YCTHOE OOIIe-
HUe), 3aMKaHue (PaccTpOMCTBO BaeHUs peublo, HAUM-
Harolleecsl B ISTCKOM BO3pacTe), COLMAIbHOE PacCTPOii-
CTBO KOMMYHUKa1uu [14].

AnarHocTuka HapyI.IJEHl/Iﬁ pe4yn un a3bika

BhIsiBIeHME pevyeBBIX U S3BIKOBBIX 3alepKeK OCHO-
BbIBaeTCS Ha 3HAHWM 3aKOHOMEPHOCTEH pa3BUTHUSA
pebenka [15]. Jnst paHHeil TUMAarHOCTUMKU HapyLICHUS
Pa3BUTHST peYM U SI3bIKA YYACTKOBBIN TEIUaTp MCIOJb-
3yeT KJIACCUYECKUE TIOAXOMbI: aHAJIU3UPYET >KaJIoObl
pebeHka (MM ero poauTesNieil), TaHHbIe aHaMHe3a (0no-
JIOTUYECKOTO, HACJIEACTBEHHOTO M COIMAIbHOTO), TPO-
BOJUT ero (pr3MKagbHOe 00cieoBaHuEe ¢ TTPUMEHEHUEM
JJabopaTOPHO-UHCTPYMEHTATBHBIX METOIOB MCCIIENO-
BaHUs, MO TOKa3aHWSIM Ha3HavyaeT KOHCYJIBTalluu CIie-
LIMAINCTOB, OCYIIECTBIISIET AMHAMUYECKOe HaOI0IeHHE.
KpaiiHe BaXHO CBOEBpeMEHHO oOOpallaTh BHUMaHUE
Ha MPU3HAKK 3aJePKKU PeYeBOTO/SI3BIKOBOTO Pa3BUTHS
pebeHka (cM. Tabnuiry) [2].

3amep:XKa peyd OOYCIOBIMBAaeT HEOOXOIMMOCTH
MEIUIIMHCKOTO BMeEIIaTeIbcTBA B Cydae, €ClId CKO-
POCTb Pa3BUTUS peuyr COCTaBiseT 75% OT BO3PACTHBIX
rnokasarejeid uad MeHble. Hampumep, eciu peueBbie
HaBBIKU 24-MeCSIYHOTO peOeHKa COOTBETCTBYIOT peye-
BBIM HaBBIKaM 18-MecsyHOro peOeHKa, TO, IMPOBOAS
pacuetsl: 18/24 = 3/4 unu 0,75 u mepeBoOs MOJyYeH-
HOE YMCJIO B MIPOLIEHTHI, MBI ITOJTy4aeM IMoKa3aTesb, paB-
HBII 75% OT OXMIaeMoii CKOPOCTU Pa3BUTUS PEyH, T.c.
KOHCTAaTUPYeM KJIMHWYECKU 3HAYMMYIO 3alepKKy peuu,
Npy KOTOPOI TpeOyloTCd MalbHEMWIIass ITUarHOCTUKA
u nedyeHus [2].

HeobxomnuMo MOMHUTB, YTO TIPU OIIEHKE PEeUYeBBIX/
SI3BIKOBBIX HaBBIKOB CJIeAyeT MPUMEHSITb METOA WHTEp-
BbIOMPOBAHUSI, aHKETUPOBAHUSI IETEH W POIUTEIIEI, OCY-
LIECTBJISITh HETOCPEACTBEHHOE HaOJIIoeHe 3a peOeH-
KOM M UCTIOJTb30BaTh CTAHIAPTU3UPOBAHHBIE OLIEHOYHBIE
TeCTbl. MOHUTOPUHT HEPBHO-TICUXUYECKOTO Pa3BUTHS
JeTel, BKIIOYasl OLIEHKY peuu M sI3bIKa, TPOBOIMTCS
YYaCTKOBBIM TEIUATPOM COTJIaCHO TIpuKazy MWHU-
crepctBa 3npaBooxpaHeHuss PD or 10 aBrycra 2017 T
Ne 514n [16]. st BBISIBICHUS 3aJ€PKKA peYM U SI3bIKA
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MOTYT WCIOJIb30BaThbCsl CTAaHIAPTU3MPOBAHHBIC TECTHI,
pa3paboTaHHbIe /ISl IETE COOTBETCTBYIONLIETO BO3pacCTa,
Harpumep, ompocHuKu sizbikoBoro (LDS — Language
Development Survey), KOMMYHUKATHBHOTO DPa3BUTHUS
Maxkaprypa—beiitca (MacArthur—Bates Communicative
Development Inventory), onpocHuk passutusi Battelle,
nomkonbHbIM  cKpuHUHT BRIGANCE, [lenBepckuit
ckpuHuHrosbiit Tect (DENVER II) u ngp. YuutsiBas,
YTO HapyIIeHWE peyd M SI3bIKa MOXKET ObITh CBSI3aHO
C paccTpoiCTBaMU ayTMCTUUYECKOTO CIEKTpa, HeoOXo-
IIUMO TIPOBOJIUTH PAHHIOW JMArHOCTHUKY 3THUX COCTOSI-
HUI C YyYeTOM KJIMHUYECKUX XapaKTepPUCTHK, a TaKXKe
C WCTOJIb30BaHWEM  CIelMaJM3MpPOBaHHBIX TECTOB
(aHKeT), pa3pabOTaHHBIX OTeYeCTBEeHHBIMU [17] 1 3apy-
O6exxHbpiMM [18] yueHbiMu. BaxkHo He 3a0biBaTh 00 0OCO-
OEHHOCTSIX pa3BUTHSI P U SI3bIKA y MPEXKIECBPEMEHHO
ponuBiIuXcs nereit. B Hacrosiiee Bpemst sl TIpoBee-
HUs $I3BIKOBOTO CKPUHUHTA Y HEIOHOIIEHHBIX HeTei
npumeHsoT mkany beitniu 111 u onpocHuk Rescorla’s
Language Development Survey [19].

Crenyouiuii 3Tan AUMArHOCTUKKA — J1abOpaTOpPHO-
WHCTpYMEHTaIbHbIE MccienoBaHus. [ToayyeHbl Heompo-
BEpXXMMbIE TOKA3aTeJIbCTBA TOTO, YTO MPU TJI00ATBHOM
3a/lepKKe pPa3BUTUSI TPEOYeTCsl UCCAeNOBaHUE Kapuo-
TUIMA, TlIoKaszaTeleil oOMeHa (aMWHOKMCIIOT, OpraHuye-
CKMX KMCJIOT U Ip.), TIPOBeIeHUEe TeHETUYECKOTO TeCTU-
poBaHust [20]. Jyis MCKIIOUEHUS] HapylIeHMST cliyxa
JIeTSIM CO 3HAYUTEJIbHOM 3a7IepXKKOI pevn U si3bIKa MoHa-
nobutcs aynuomMerpus [21].

IlpoBenenue snekrposHuedarorpapun (B TOM
Yyucyie B TIEPUOJ CHA) aKTyaJlbHO [JISI BBISIBJICHUS CYyO-
KJIMHUYECKUX SIMWICNTUYECKUX TPUCTYIOB, KOTOpbIE
HETraTUBHO BJIMSIIOT Ha (OpMUpPOBaHUE KOTHUTHUBHBIX
¢byskumu u peumn pedenka [22]. [Tpu 3amepxke HEPBHO-

B MOMOLLIb TPAKTUYECKOMY BPA4YY

MCUXMYECKOTO pPa3BUTHS TIOKa3aHa MarHUTHO-pPe30-
HaHcHast ToMorpacdusi (MPT) romoBHoro mosra [23].
B HacTosiiee BpeMsi I TMaTHOCTUKU TPUYUH Hapy-
LIeHWI peuun/sa3bika y aeteit mpumeHsietcss MPT-Tpak-
Torpadusi. Tpakrorpadmsi — DBTO IUATHOCTUYECKUIA
METOII, OCHOBaHHBII Ha IUMGY3NOHHO-B3BEIIEHHOM
MPT, noszBossitominii BU3yaJIM3UPOBATh OPHUEHTALIUIO
U LEJOCTHOCTb TPOBOMSIINUX ITyTel TOJOBHOTO MO3ra
(TpakThl 6€70T0 BellecTBa) in vivo. C MOMOILBIO JAHHOTO
MeToZla MOXHO TIpoBecTU AU depeHIIMaTIbHYIO TUarHO-
CTUKY MEXIy 3a[IepKKOH peun U I100aTbHOM 3a1epKKOM
pa3BuTHs pebeHKa [24].

BaxxHO TOAYEepKHYTh, YTO AMATHOCTUKA W JIEUYeHUE
CJIOXHBIX PEUYEBBIX/SI3BIKOBBIX PACCTPONCTB OCYIIECT-
BIISTIOTCSI B YUPEXKIECHUSAX Pa3TUIHOTO THUTIA W TPEOYIOT
KOMIUIEKCHOTO MEIMKO-TIeJarOTMYeCKOro B3auMOIeii-
CTBUSI CMIELIMAIMCTOB pa3HOTO MPOoduJIs.

Hamu paspabortan u TipejioXXeH TUAarHOCTUYECKUA
aJITOPUTM, KOTOPBIII MOXKET WCITOJh30BaThCS B TpaK-
TUKE Y4aCTKOBOTO TeauaTpa Mpy HAIWMYUM HapyIIeHUIA
(MM 3aJIepP>KKM) PEeUeBOr0/SI3bIKOBOTO Pa3BUTHS Y IeTeit
JOIIKOJILHOTO BO3pacTa (puc. 2).

3aknovyeHue

B Hacrosiiee Bpemst B Poccun HET 1OCTOBEPHBIX JaH-
HBIX O PacIpOCTPAaHEHHOCTU HapYIIEHU peun U s3bIKa
y neTeil. B nmmtepaType omMcaHbBI TOJBKO €IMHUYIHBIE
CKPUHUHTOBBIE UCCIIEJOBAHUS.

Y4acTKOBBIN TIeMUaTp UrpaeT IEHTPAIbHYIO pPOJIb
B BBISIBJIEGHUU J€Tell ¢ TOJO0OHBIMU PacCTPONCTBAMU.
IlonpoOHO coOpaHHBII aHamHe3  (OMOJIOTMYECKUIA,
HAaCJIECTBEHHBI M COLMAIBHBIN), OCMOTP U (PU3UKATIb-
HOe 00cjIeqoBaHUE C OIEHKOW HEPBHO-TICUXUYECKOTO
(B TOM UHCJIe peYeBOTO U SI3LIKOBOTO) PA3BUTHS U UCTIOTb-

Tabauya. «KpacHble (aaxkku», yKa3pIBalolie Ha BbICOKHIT PUCK PA3BUTHS PedeBbIX/A3bIKOBbIX PACCTPONCTB
Table. «Red flags» indicating a high risk of developing speech/language disorders

Bo3spact IIpu3Haky 3a1epKKU peyeBoro/A36IK0BOr0 Pa3BUTHS pedeHKa
JIoboit He MoxeT cBOOOIHO 1 PEeryJIsipHO YCTaHABIMBATH KOHTAKT C OKPYKAIOIIUMU JTIOIbMU
6 Mec He ymeet cMmesiTbesl, BOKAJIM3UPOBATh, pearnpoBaTh Ha 3BYK, YYaCTBOBATh BO B3AUMHBIX TOJIOCOBBIX OOIICHUSTX
9 Mec He pearupyer Ha uMs1, TPOU3HOCUT JiereT (Harpumep, 6a-0a, ga-aa)
He ymeer yka3biBaTh Ha IpEAMETHI WU ACCTBUSI.
12 mec He ucmonb3yeT XecThl, TaKie Kak MOKaYUnBaHUE TOJIOBOM («HET»).
He ymeer maxaTh pyKoii, YTOOBI BBIPA3UTh «0 CBUIAHUS».
He roBoput «Mama» 1 «mama».
18 mec [IpousHoCUT MeHee 5 CII0B, KpOMe «MaMay» U «ITara».
He MoxeT BBITIOTHATH MPOCThIe KOMAHIBI C IIOMOIIIBIO XXeCTOB
Hwmeer Genublit cmoBapHbIi 3anac (MeHee 50 cI0B).
24 mec HeT nByXc0BHBIX KOMOMHAIIWIA B TTPEIOKEHUSIX.
J171s1 HE3HAKOMBIX B3POCJIbIX MOHSATHO MeHee 50% BbICKa3blBaHU I
He ymeer cienoBaTh MpOCTbIM yKa3aHUSIM (0O€3 KECTOB).
36 mec Her 3 cioBocoueTanwmii B ipeutoskeHUSIX 1 Oostee.
J171sl HE3HAKOMBIX B3POCJIBIX MIOHSATHO MeHee 75% BbICKa3blBaHU I
<36 Mec VTpata peueBbIX U SI3bIKOBBIX HABBIKOB MTPU HAJTMYMU PETPecca COLMaTbHBIX CIIOCOOHOCTEH 1 B OTCYTCTBUE

perpecca MOTOPHbIX HABBIKOB
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Boseuna C.4. u coasm. Ponb yqacTKOBOTO MeivaTpa B paHHEH TUaTHOCTHKE HAPYIIEHU pedeBOTO Pa3BUTHS y IETel TOMIKOIBHOTO BO3pacTa

JIHATHOCTHKA HepEHO-IICHXHIECKOTO PasEHTHA

Hatmogense 3a pedeHKOM

E JHHAMHKE NPOLOCKAMIETOCA «
[CHKOPETEEOTO PAIBHTHA

u=75%
0T MEHIEMOH

O1eHKa CKOPOCTH PasBHTHA PEFEERIX
HABBIKOE [0 EO3PACTHBIM HOPMAM

u=75%
OT OEHIZEMOH

Onerga xanob, aHaMHe3a H GaKTOPOE PHCKA PEdeBEIX/ A3HIKOEE HAPYIIeHHA

OneBKa HATHIHA «EPACHEIX (IAKKOEY, YKAEIEANIIHX HA PEUeERIE/ S2HKOBEIE PAcCTpoACTEa

¥ L

L 2 L 2 L 2 2
s

OTOpHHONIAPHHTOMIOT,
cypaonor

THOEROH
XHPYPT

Odmee HemOpasEHTHE Bpoxpenmee Oraromennas SHATAMEIE nepmamm)! Jagepasa IJC‘TH:\ [HC'EKO.‘IOI'H‘IECKHC\
CHXH9ECKHK TOpOEH Tlomo3perme HACTE/ICTEERHOCT, dhakTopm pHCKA NeJaroraEgeckan TPABMEL
MPOLECCOE, «KPaCcHEIe PaiBHTHA Ha HAPVINEHHA CHENHGHEIECKHE PETEERIR/S2RIKOBRX 3AMYIMERHOCTE, KOH(IHKTEL
(maasm PAC, bl CITyXa, TaCTRIE CHMITTOMEL HapyIIeHHH, HTETEHOE CTPECCEL,
MEKTHBHLI MYTHIM, THIEROH OTHTEL HACAEICTBEHHBIX megonomennocTs, OHMT, HCIOME30BAHHE HeDIaTONpHATHAL
cragpoy Jlaugay— \_ obnacta \_ \_ BonesHed Y, TepeHeceHHRE TepemHo- COBpeMEHEEIN 0BCTaHOEKS
Kaedduepa, MO3TOEHEe TpaEmMer, JTITTT \_ TTKETOR J \ E CEMBE }
HefipoJer eHepaTHEHEIE HH(CKITHOHHEIE
2300neEaHET 3a00IeBaHHA, HapYIIEHH /\/
HEPBHO-TICHXHIECKOI 0
Tonansuas TeHeanorHaeckal |\ PpasgHTHEA J H:xc:: :::g ‘
noporosai METOX, obmenns po; i
Ay THOMETPHT POHTENER
) 4 IHTOTEHETHIeCKHE ¢ pederKoM
OneHyra KOTHHTHEHE (aymmorpannga) H MOTNEKyTAPHO-
. cnocobHOCTER TEHETHICCKHE 33T, 33T cua, %03, MPT /N
CCLHL B2 2V THIM. HCCIE0BAHHA (KT) romoesoro mozra, V3T
M-CHATR, CARS2 ‘ COCYA0B TOMOEEL H MEH
‘ YeocTHO- ‘ ' Hefiponcexomoer,

Tenernk

noronen-
ZJedextonor

‘ Heepomor ’

Puc. 2. AnropuT™ IMATHOCTHKH HAPYIIEHHUIi Pe4eBOro/sI3bIK0BOTO Pa3BUTHS Y JeTeii (COCTaBJIEHO aBTOPaMH).

L — cKopocTh pa3sutus peun; PAC — paccrpoiictBa aytuctiudeckoro cnektpa; M-CHAT —Modified Checklist for Autism in Tod-
dlers (MomnduIMpoOBaHHbIIi CIHCOK KOHTPOJIBHBIX BONMPOCOB /IS BhISIBJIEHHS ayTU3Ma y neTeii panHero Bo3pacta); CARS-2 — Child-
hood Autism Rating Scale (1ukana ounenku ayrusma y nereii crapme 2 jset); OHMT — ouens nuskas macca tena; 1T — nerckuii
nepedpanbHblii mapammy; DO — anekTposanuedanorpadus; IxoDI' — sxosnnedanorpadusa; MPT — MarHuTHO-pe3oHaAHCHAS
Tomorpaus; KT — kounsioTepuas Tomorpadus; Y3/II' — ynsrpazBykoBas aonmieporpadus.

Fig. 2. Algorithm for the diagnosis of speech/language development disorders in children. Compiled by the authors.

30BaHUEM CIEIUATBHBIX CKPUHWHIOBBIX UM CTAaHAApTH-
3UPOBAHHBIX TECTOB, MPOBEACHWE HEOOXOMAMMBIX J1abo-
PaTOPHO-MHCTPYMEHTATBHBIX MCCIIEIOBAHUI TIO3BOJISTIOT
CBOEBPEMEHHO BBISIBUTH UMEIOLITNECS TIPOOJIEMBI Y IETEA.

Ilpu 3HauMTENTBHBIX 3a7epXKKax pevyu/s3bika oOciie-
JloBaHWe pebeHKa JOKHO MPOBOMUTHCI € 00s3aTeNib-
HOW oOlleHKOU ciyxa. [leTh, y KOTOpBIX BBISBISIIOTCS
TeHeTUYeCKe, HEeBPOJOTUYECKHEe WU TICUXUYECKUe
paccTpoiicTBa, HYXIAIOTCSI B TOMOJHUTEJBHOM CIie-
HUATU3UPOBAHHOM OOCJIETOBAHUU U JIEYEHUU OCHOB-
Horo 3aboseBaHus. [Ipy HaIUIMU BPOKAEHHBIX TTOPO-
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Onenka 3¢)(peKTMBHOCTH KOPPEKIIMH HYTPUTUBHOTO CTATyCA y JAeTel C JeTCKUM
nepedpaTbHBIM MaPATHIOM

A.A. Kamanosa'?, P.®. Paxmaesa’?, 2.M. Axmaoyaauna’, JI.U. bacanosa?

'Pre0yY BO «KazaHcknin rocygapcTBeHHbI MeanuuHeknia yHneepcuteT» MuHsgpasa PP, KasaHb Poccus;
°TAY3 «[leTckas pecnybnunkaHckas KnmHuyeckas 6onbH1ua MrHmMcTepcTBa 3gpaBooxpaHeHms Pecnybnuku TatapcTtaH»,
KasaHb, Poccus

Effectiveness of nutritional status correction in children with cerebral palsy

A.A. Kamalova'?, R.F. Rakhmaeva'?, E.M. Ahmadullina?, L.1. Basanova?

'Kazan state medical university, Kazan, Russia,
2Republican Children’s Hospital, Kazan, Russia

YacToTa BbisiBJIeHUs Ae(PUIMTA MACCHI TeJIa Y JeTeil C IeTCKUM IepedpaibHbiM napaaniom cocrasisier 60—70%. Bo3amokHocTH
HCTOJIb30BAHUS Y HUX HYTPUTHBHOM MOJIEPXKKH HenooueHuBawTcsa. HyTpuTuBHas noajepkka B nepuo] aKTUBHOI (u3nyecKoii
PeadUINTALMI MOKET MOJIOXKUTEIbHO BJIUATH HE TOJIbKO HA MOKA3aTe M MACChl TeJIa, HO M HA KOMIIOHEHTHBII COCTAB TeJjIa M peadu-
JIMTALMOHHBIA MOTEHIHAJ.

Heab uccnenopanusi. Onenka 3¢)()eKTUBHOCTH HYTPUTHBHOI MOAAEPKKHM rUnepkanopuiiHoii (1,5 Kkau/mi) noJMMepHoii cMechio
¢ numesbiMu BosiokHamu (Pediasure «3moposeiika», Abbott) y nereii ¢ reTckum nepedpaibHbIM NAPATHIOM.

XapakTepucTUKa JieTeil U MeTo/Ibl ccienoBanus. M3yueHsl aHTponoMeTpHIecKue MoKa3aresm (Macca Tejia, pocT, HHIEKC MacChl
TeJa, TOMMIMHA KOXKHBIX CKJIAZIOK HAJI TPHIIENICOM U 1O JIONATKO#, OKPY2KHOCTB IJIe4a, OKPY2KHOCTb MbIIIII 1JieYa), KOMIOHEHTHbIi
coctaB Tesa y 15 ereii ¢ AeTCKUM 1iepeOpasibHbIM napajinyom B Bo3pacte 4—10 jieT ¢ ypoBHeM ABurate/ibHbIx Hapymenui GMFCS
III-1IV u ¢ nedmmTom Macchl TeJia B IEPUOL AKTHBHOI (hU3HNYeCKOii peaduMTannu Ha (hoHe HyTPUTHUBHOI MOAIEPKKH THIEPKAJIO-
puiiHoii cMechio (1,5 KKaji/MJI) ¢ NUIIEeBbIMA BOJIOKHAMH JIJIUTEJILHOCTDBIO 3 Mec.

Pesyabrarsl. Ha (hone HyTpUTHBHOII MOAIEPKKY HAOMIOAANOCH CTATUCTHYECKH 3HAYMMOE yBeJIMYeHHe MacChl TeJla, pocTa, Z-score
MAcCChI TeJia, PEeMMYLIECTBEHHO 32 CUET CKeJIeTHO-MbIIIIEYHOM, AKTHBHOI KJI€TOYHOI U Touieil Macchl. [ToMumMo Koppekuuu HyTpH-
THBHOTO CTATYCA JeTeil C AETCKUM 1epedpaibHbIM NapaInyoM OTMEYAJIOCH YIydlleHHe UX ABUraTeIbHbIX BO3MOKHOCTEIA.

Karoueevte caosa: demu, demciuii yepedpanrvhblii napatuy, NUManue, HympumueHas nooo0epicka, UNepKalopuiiHas cMech.

Ans umtupoBanns: Kamanosa A.A., PaxmaeBa P.®., AxmaaynnvHa 3.M., bacaHoBa J1.W. OueHka 3¢ deKTMBHOCTU KOPPEKLIMM HYTPUTUBHOIO
craryca y geteli ¢ AeTckumM uepebpasbHbIM napanm4om. Poc BectH nepuHaton v neamnatp 2021, 66:(4): 135-140. DOI: 10.21508/1027-4065—
2021-66-4-135-140

The frequency of underweight in children with cerebral palsy is about 60—70%. A benefit of nutritional support in children with cere-
bral palsy are underestimated. The use of nutritional support during active physical rehabilitation can have a positive effect on not only
body weight, but also the component composition of the body and their rehabilitation potential.

The aim of our study was to evaluate the effectiveness of nutritional support — a hypercaloric (1,5 kcal/ml) polymer formula with
fibers (Pediashure 1,5 Fiber, Abbott) in children with cerebral palsy.

Characteristics of children and research methods. Anthropometric indicators (body weight, height, body mass index, triceps skinfold
thickness, subscapular skinfold thickness, mid-upper arm circumference, shoulder muscle circumference) and body composition were
studied in 15 underweight children with cerebral palsy aged 4—10 years with the level of motor disorders GMFCS III-IV. They were pre-
scribed of nutritional support with a hypercaloric mixture (1,5 kcal / ml) with fiber lasting 3 months during active physical rehabilitation.
Results. Against the background of nutritional support, there was a significant increase in body weight, height, z-score of body weight,
mainly due to musculoskeletal, active cell and lean mass. In addition to correcting the nutritional status of children with cerebral
palsy, an improvement in their motor abilities was noted.

Key words: children, cerebral palsy, nutrition, nutritional support, hypercaloric formula.

For citation: Kamalova A.A., Rakhmaeva R.F., Ahmadullina E.M., Basanova L.I. Effectiveness of nutritional status correction in children with
cerebral palsy. Ros Vestn Perinatol i Pediatr 2021; 66:(4): 135-140 (in Russ). DOI: 10.21508/1027-4065-2021-66-4-135-140

eTU C JETCKUM IliepeOpajibHbIM TapajuyoM TIpej-
CTaBJISIIOT CJIOKHYIO TPYIIIY MallMeHTOB. TpynHOCTH
WX BeJeHUS OOYCIOBJIEHbI HE TOJBKO JBUTAaTEIbHBIMU

HapyUIEHUSIMU, HO Y YaCThIM BBISIBJIECHUEM Yy HUX HYTpU-
TUBHBIX, HEMPOOPTOTIEANYECKNX U KOTHUTUBHBIX pac-
crpoiicTB. [IpobaeMbl, CBSI3aHHbBIE C TIMTAHUEM Yy JETei
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¢ 1iepedpabHBIM MTapajndoM, Betpeuatores y 50% marm-
eHtoB [1, 2]. 3BecTHO, 4TO KauecTBO XU3HU U peadu-
JIUTALIMOHHBINA TOTEHIMaN JETeil 3TOW TPYIIbl 3aBU-
CUT OT JBMTATEJbHBIX BO3MOXKHOCTE M HYTPUTHUBHBIX
HapymeHuii [1—3]. OgHako B JMOCTYMHOW JIMTepaType
Mbl HalIM €IWHWUYHbIC MCCJIENIOBAHUS, OILIEHUBAIOIINE
3¢ GEeKTUBHOCTh  KOPPEKIIMA HYTPUTUBHOTO CTaTyca
y JeTeii ¢ IeTCKMM liepeOpaibHbIM MapajndoM, B KOTO-
pbIX HE W3yYyalud BIWSHUE HYTPUTUBHOW TOIIEPXKKUA
Ha peabMIMTAlMOHHBINA TToTeHIMan [4—6]. B HacTosmei
paboTe MpeAcTaBlieHbl pe3yJIbTaTbl KOMITJIEKCHOW OLIEHKU
HYTPUTHUBHOIO CTaTyca JIeTeil C AETCKUM liepeOpaTbHbIM
rapajanyoM Ha (hoHe HYTPUTUBHOM MOMAEPKKU BO BpeMsi
aKTUBHOU (PU3NYECKOI peaduInTaIuu.

Ilens uccaenoBanus: orieHKa 3(p(PEKTUBHOCTH HYTPU-
TUBHOM TOAJMEPXKKHU TUIepkagopuitHoit (1,5 kkamx/mu)
MOJMUMEPHOI CMEChI0 C MuIleBbIMU BoJiokHamu (Pedia-
sure «3mo0poBeiika», Abbott) y nereil ¢ AeTCKUM Iiepe-
OpaJIbHBIM TTapaTuyOM.

XapakTepucTHKA JeTeil 1 MeTOo/Ibl MCCJIeI0BAHNS

B wuccnenoBanue BKIOUeHBI 15 nereid ¢ auMarHo-
30M JETCKUi lepebpanbHblii mapanuy. Co cractuye-
CKMM TeTpamape3oM Obulo 9 neTeid, cO CracTU4YecKOoi
JIUTUIETUER — 6, Cpean KOTOPBIX ¥ 4 AMAarHOCTUPOBAHBI
npurareabHbie HapymeHust 111 ypoBus (GMFCS II1),
y 11 — IVyposusi (GMFCS 1V). MeauaHna cpeaHero Bo3-
pacta mauMeHTOB HA MOMEHT BKJIIOYEHMSI B UCCJEA0Ba-
Hue coctaBmia 7 [5; 8] met.

Kpurepuu BiIroueHUs1 ObLIN CAEAYIOIINE:

* JIETW C YCTAaHOBJICHHBIM TUArHO30M JIETCKUIA liepe-
OpasibHBIN Mapajny co CleAyInMu (opMaMM: CIacTU-
yecKasl TUTIIETHsI, CIIaCTUYECKMI TeTparapes co CTENeHbI0
TSDKECTH IBUTaTeIbHBIX HapyieHnit GMFCS I-1V;

* Bo3pacT oT 4 10 10 JieT Ha MOMEHT BKJIIOUEHUS;

* TI0KaszaTeslb Z-SCOre Macca Tesa/BO3pacT MeHee
—1,5 (B cOOTBETCTBMM ¢ KpuTepussMu BcemupHoii opra-
HU3ALMU 31paBOOXpPAaHEHUS])) Ha MOMEHT BKIIHOYEHMSI
B HCCJIeIOBaHNE;

* TIoANMCcaHHOE MH(POPMUPOBAHHOE COTIacue PO~
TeJIel MaleHTOB;

* COXpaHHBII  MHTE/UIEKT peOeHKa, KOTOpPBIi
00YCJIOBJIMBAET BHICOKWIA WJIM CPETHUI peaOuiuTaliimoH-
HBIA MOTeHIIAAI.

Kpurepuu uckiaoueHus:

* JIETU C IMArHO30M JETCKUI 11epeOpabHbIi TMapa-
JINY, JBOWHAsI TEMMIUIETHs; JETCKUil 1iepeOpaibHBIiI
rnmapajind, crnacTU4eCcKu-rurepkuHeTnyeckas hopma;

» netu ¢ ypoBHeM GMFCS 1, Il wiu V;

* JIETM C HUBKUM peadUIMTAIIMOHHBIM ITOTEHIIMA-
JIOM: C BBIpAXXEHHBIMA KOTHUTHBHBIMU HapyIIEHUSIMH,
KOHTpaKTypaMM CyCTaBOB KOHEUHOCTE;

* QHTPOIIOMETPUUYECKHE rnokasareau z-score
Macca Tejia/Bo3pacT dosiee —1,5 Ha MOMEHT BKITIOUCHMUSI
B HCCJIEIOBAHNE;

* HEBO3MOXHOCTb YITOTPeOJIeHUsI CMeceil IS HyTpr-
TUBHOWM TOAIEPKKKM (HampuMmep, BCJIEICTBHE 3aboire-
BaHWI XXeJyIOYHO-KUIIIEYHOTO TpaKTa — CpBITUBAHUS,

B MOMOLLIb TPAKTUYECKOMY BPA4YY

PBOTBI, CUHIPOM MaibabCOPOILIMK, HENEePEeHOCUMOCTD
0EJIKOB KOPOBBETO MOJIOKA);

* HeNnepeHOCHMOCTh puMeHsiemMoii cMecu Pediasure
«3nopoBeiika» (Abbott);

* MpUMEHEHHWE TMapeHTepPaTbHOTO MUTAHUS W/WIN
SHTEPATBLHOTO 30HIOBOTO TMUTAHMS B TeYeHUE Mecsiia
10 BKJTIOUEHMSI B MCCIIeIOBAaHUE.

V neteit IpOBOAMJIM OLIEHKY HYTPUTMBHOTO CTaTyca
W TOTIOJTHUTEIBHO Ha3HAYajd HYTPUTUBHYIO TOIIEPKKY
C WCTOJIb30BaHUEM CITELIMATU3UPOBAHHON THUIIEPKaIo-
pUIfHOI cMecHu C TIMILIEeBbIMU BojJiokHamu — Pediasure
«3nopogseiika» (Abbott) 200,0 M Ha poTsKEHUU 3 Mec.
B onHoii 6yteiiouke 200 M conepxkutcst 304 kkain, 8,4 T
oenka, 14,9 r xxupa, 32,78 T yrjaeBonoB, a TakKe MUILEeBbIC
BOJIOKHA, BUTAMUHBI 1 MuHepalibl. CoaepkaHye BUTAMU-
HOB MU MUHEPAJIOB COOTBETCTBOBAJIO B cpenHem 1/5—1/4
UX CyTouyHOW moTpedHocTH [7]. BbuU1O pekoMeHmoBaHO
yIoTpeoJiITh CMeCh IPOOHO B TEUEHUE JTHS TIOCHe ebl,
He 3aMeHsIsl €10 OCHOBHOI TTpreM Mmuinn. Bpadom yrevye6-
HOWU (DU3KYJIBTYpBI OBbITM JaHBI PEKOMEHAALIMM IO eXe-
JTHEBHOM JOMAITHEW KWHE3UOTePaITK MPOIOJIKUTETbHO-
¢Ttbi0 30 MUH U BEPTUKAIU3ALUN Y OTIOPBI HA TTPOTSKEHUN
2 4 B IeHb C (bUKcalyell BBITOJHEHHBIX peKOMeHIaIni
B JIHEBHUKAX JIeUeOHOM (DU3KYIBTYPbI.

3a BpeMsl HaOJOeHUs 3a TallMeHTaMu ObLJIO opra-
HU30BaHO 3 BM3WUTAa — B MOMEHT BKJIIOYEHUS B HCCIie-
noBaHue, 4depe3 1,5 mec (X7 nmHeil) u depe3 3 Mmec
(27 nneit). Ha xaxaom BU3UTE MPOBOAWJIACH OILEHKA
Kajob, aHTPONOMETPUYECKUX TloKaszaTesieil, cocTaBa
TeJda W JABUTATETbHBIX BO3MOXHOCTEN. AHTPOTIOMETPUSI
BKJIIOUajla M3MEpPeHWe MacChl Tejia, pocTa, TOJIIIWMHbI
KOXHOW CKJIaJKW HaJ TPULEIICOM U TOJ JIOTIaTKOM, pac-
YeT WHAEKCa MacChl Tejla, pacuyeT OKPYXKHOCTH Tuieda
M OKPYXXHOCTHM MBI Tiieua. [TokasaTenb OKpPYKHOCTH
MBIIIII TTeYa MTO3BOJISIeT KOCBEHHO OILIEHUTD COAepKaHHe
MBIIIEYHON MAacChl, B OTJIWYUE OT OKPYKHOCTHU TIjieda,
B COCTaB KOTOPOM MOMUMO OKPYKHOCTHM MBIIIII TIJieda
BXOIUT TaKXXe MOJAKOXHAs KUpoBast KieTdyaTtka. OlLleHKa
KOMITOHEHTHOTO COCTaBa Tejla BBHITIOJIHEHA C HWCIOJIb-
30BaHWEM OWOMMIIEIAHCHOTO aHajlu3a  armapaToM
«Menacc» (Poccust).

JIIst CTaTUCTMYECKOM OLIEHKU TTOJyYEHHBIX JaHHBIX
WCIIOIb30BaHa KoMIbloTepHast mporpamma IBM SPSS
Statistics (Bepcus 26, IBM software, CIIIA), meTombl
HermapaMeTpuueckoil  CTaTUCTUKM: MeauaHa (Me)
W MHTEPKBapTUJIbHBIN padMax [Q1; Q3] misa onucaTeinb-
HOM CTaTMCTWKH, JUISI OLEHKM CBSI3aHHBIX COBOKYII-
HOCTEI M alfoCTepMOPHOTO aHanmn3a — Kputepun Opu-
MaHa 1 BuikokcoHa.

Pesynbrathl

AHaJIN3 MacCOPOCTOBBIX KPUBBIX JAETEN C POXKICHMS
1 10 MOMEHTA BKJTIOUEHMS B MCCIIEIOBAHME BBISIBIII CTar-
HalWro ToKasareisi Macchl Tena y 10 (67%) mereit (kpu-
Basi octaercs Ha ypoBHe —3SD), crarHauuto pocta —y 9
(60%) neteit. B uccnenoBaHue BKIIIOUEHBI IETH, HE TTOTY-
YyaBIIMe paHee HYTPUTHUBHYIO TOMIEPXKKY. B MOMeHT
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Kamanosa A.A. u coasm. OuieHka 3pheKTUBHOCTH KOPPEKIINY HYTPUTUBHOTO CTaTyca y IETeH ¢ AeTCKUM 11epeOpaTbHBIM MapatinaoM
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Figure. Dynamic of anthropometric indicators within 3 months.

BKJTIOUEHUsI B UCCIeIoBaHMe 6 IeTeil MMeTU TSIKEbI
IeUUNUT Maccel, 6 — yMepeHHbI, 3 — nerkuit. JIuHa-
MMKa JeUIINTa Macchl Tejla MpeACcTaBlieHa Ha pUCYHKeE.
BumHo, 4To YKMCliO AeTeli ¢ JeTKUM IeUIIUTOM MacChl
Teda YBEJIMUMJIOCH 3a CYET «Iepexoja» TalMeHTOB
U3 yMepeHHoro jaeduuuTa B Jerkuit. Jlumb 1 pedbeHOK
C TSDKEJTBIM JAe(UIIMTOM MacChl Tejla Tepeliesl B KaTero-
PUIO YMEPEHHOTO AeUIINTa.

PesyibraThl OLIEHKM aHTPOTIOMETPUIECKUX TTOKA3aTe-
JIe¥ IeTel ¢ AeTCKUM 1LiepeOpaJIbHBIM MapaaindyoM B AUHA-
MUKe TpeAcTaBiieHbl B Taby. 1. 3a 3 mec HaOIIOIeHUS
cpenHssT TpubaBKa Macchl Teja cocraBmia 1,15 [0,55;
1,65] k1, pocta — 2,5 [1,25; 3] cMm, nmpubaBka MHAEKCA
Maccel Tea — 0,2 [—0,2; —0,4] xr/cm?.

IpencraBieHHbIE JIAHHBIE CBHJIETEIBCTBYIOT,
YTO CTATMCTMYECKM 3HAUYMMOE YBEJIMYEHHWE MacChl Teja
U pocTa TMalMeHTOB HabJoaaaoch yepe3 3 Mec HabJo-
nenust. [Ipy 3ToM OBIJIO TOCTUTHYTO YBEIMYEHUE MacChl
Tenay 14 (93%) manueHToB. YBeIMueHNe POCTa OTMeda-
snock y 9 (60%) manyeHTOB Yepe3 1,5 Mec HabmogeHNU,
auepe3 3 mec —y 12 (80%).

H3meHeHus mokasartesieil z-score OCHOBHBIX aHTPO-
IMMOMETPUYECKUX JTaHHBIX TIPEACTaBIeHBI B Ta0. 2. buumn

AdeduumnTt nerkumn

Jednumt ymepeHHbIn

Jdednuunt Taxensin

x Busut 2

BBISIBJIEHBI CTATUCTUUYECKU 3HAYMMBble U3MEHEHUsI TTOKa-
3aTesist z-score Macchl Tena (p=0,03).

PesybraThl OlleHKM U3MEHEHUI OKPYKHOCTE Iieva
W MBI TIJIeYa, a TakKe KaJUTMepOMEeTPUU TIpeacTaB-
JIEHBI B Ta01. 3.

COBOKYIMHBIN aHaIM3 TloKazaTeseil OKpY>KHOCTel
TIeva ¥ MBI TIJIeYa, a TAaKKe Pe3yIbTaThl KATUTIEPOMET-
pUY CBUIIETEIBCTBYET 00 YBEMUESHUU MACCHI Tejia TIpe-
WMYIIECTBEHHO 3a CYET CKEJIETHO-MBIIIEYHONM MacChl,
a He XupoBoii. boiee mompoOHYI0 MHpOpPMaIINIO O Kade-
CTBEHHOM Habope MaccChl Tejia Jajl MeTo OMonMITeIaHC-
HOTO aHajM3a KOMIIOHEHTHOTO cocTaBa Teja (TadJ. 4).

TaxuMm oOpa3oM, 3a 3 Mec HAOIIOAEHUS U TIPUMEHEHUS
HYTPUTUBHOM MOMIEPKKHA CTATUCTUYECKU 3HAUUMO U3Me-
HSUTMCh TIOKA3aTeJIA TOIIE MacChl, aKTUBHOM KJIETOYHOM
W CKeJIETHO-MBIIIeYHO# Macchl. [Ipu 9TOM aHaIn3 UHIU-
BUIYaJIbHBIX TTPOTOKOJIOB OMOMMITEAaHCOMETPUM TIOKa-
3aJ1, YTO CTATUCTUUYECKH 3HAYMMBIM SIBUJIOCH JINIIb KyTTH-
poBaHMe nedUIMTa CKeJIeTHO-MBIIIIEUHOI Macchl. Tak, y 5
(33%) manmMeHTOB CKeJIeTHO-MBITIIEYHasi Macca M3 KaTe-
Topumn «IeULINT» TIepelia B KaTeTOpruio HOPMAaJTbHOTO
comepxKaHMsT M yepe3 3 Mec HaOJIoIeHUs JIUIb 3 Talu-
eHTa UMeJTU Ae(ULINT CKEJIeTHO-MBIIIIEYHON MacChI.

Tabauya 1. AuTponomMeTprdecKkue nmokasarenu B nunamuke, Me [Q1; Q3]

Table 1. Anthropometric indicators in dynamics, Me [Q1; Q3]

ITapametp Bmsur 1 Buznr 2 Buznur 3 )/
P, ;<0,001*
Macca Tena, Kr 16,7 [13,5; 18,9] 17,7 [12,9; 19,6] 17,8 13,4; 20,5] p, ,=0,134
P, ,=0,067
p, =0,001*
Pocr, cm 113 [105; 121] 115 [105; 121,8] 116 [105,5; 123,5] P, ,=0,249
p273=0,067
MHnexke Macchl Tena, Kr/cm? 13 [12,6; 13,5] 13,2 [12,3; 13,6] 13112,3; 13,6] »=0,191

Tlpumeuanue. * — U3MEHEHUs MOKa3aTessl CTaTUCTUYECKU 3HaYuMbI (p<0,05).
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B MOMOLLIb TPAKTUYECKOMY BPA4YY

VYV nereii ¢ MCXOIHBIM CHUXXEHHBIM COJIepKaHUEM
KMPOBOM Macchl TMPUMEHEHWE HYTPUTHUBHOMN TIOM-
NEPXKA TUIIEPKAJTOPUHON CMEChIO TIPUBEJIO K €€
HOpMaau3alluu COMVIACHO JaHHBIM OMOMMIIEIAHCO-
U KaJIUTIEPOMETPUU. Y JIeTelt ¢ MCXOIHBIM HOPMaTbHbBIM
coJiepXKaHUeM XUPOBOW Macchl B COYETAaHUU C JIOCTa-
TOYHOH (hPU3UYECKON aKTUBHOCTHIO HYTPUTHUBHAS TIO-
Jep>XKa He TPUBOIMIA K €€ YBEJIUUEHUIO COTJIaCHO O1o-
UMIIeIaHCOMETPHUMU.

HecMotpst Ha Hanmnuue enuHOTO auarHosa [lerckuit
nepebpanbHbIi mapaand u oueHKe 1o mkaixe GMFCS
IIT n 1V, nBurarenbHble BO3MOXHOCTU AeTeil ObLIN pa3-
HBIMU: CAMOCTOSITEJIbHO CHUJETh MOTJIM 2 AeTel, 1oa3aTh
Ha 4YeTBepeHbKaX — 7, CTOSITh BAOJIb OTIOPBI — 2, XOMUTh
¢ xomyHKamu — 4. B xome HaOoneHMsT 3a malMeHTaMu7
oTMeyYanach TOJOXUTEIbHAsl JUHAMWKa B BUIE 00pe-
TeHUsI HOBBIX HaBBIKOB: | peOEHOK Hayajl CcaMOCTOSI-
TEJIbHO XOJIUTh, 2 TIAlIMEHTAa Hayajiu YBEPEHHO XOIUTh

C XOAYHKaMH, y 3 TTAalIMEHTOB MOSBUJIACH XOPOIast 0ropa
Ha YETBEPEHbKHU, Y 2 MALMEHTOB OTMEYAIU YIydlleHUE
MEJIKO MOTOPUKHU U TMCHbMa, POAWTEIN 3 TAllMeHTOB
HaOJTI0IaJN, YTO JETH HaYaIu «yBEPEHHO IepXKaTh CIIMHY
U CUIETh 0oJiee pOBHO», Y 8 IeTeil OTMeuasioch yBeanye-
HUE BRIHOCIMBOCTHU TIPY BBITIOTHEHUHW KMHE3UOTEPATTnH,
a Takxke y 3 HaOiomanoch yJaydllleHUU KOTHUTUBHO
(GYHKIIMY U pEeUn.

OtnenbHOTO pa3bsCHEHUs] Tpedyer obOpeTeHue
HaBbIKa CaMOCTOSITEIbHON XOAbOBI OJHUM TAllMEH-
ToM. Benpb, ncxons u3 knaccupukauum GMFCS, nan-
HbIll pebeHoK mepemien u3 kareropum GMFCS 111
B GMFCS II, uto, cornacHo cCoBpeMeHHBIM TIpeCcCTaB-
JICHUSIM, MaJlOBEepOsITHO. B KOMMeHTapusix K camoit
KJaccuuKauuu yKa3zaHo, 4TO, MpucBauBasi peOeHKY
onpeneneHHblii ypoBeHb GMFCS, crnemnyetr y4yuThi-
BaThb HE MaKCMMaJibHO BO3MOXHBIE HAaBBIKM pebeHKa,
a ero MPUBBIYHYIO, €XEeIHEBHYIO MOOMJIBHOCTh. Tak,

Tabauya 2. lmnaMuka nokasareJeii z-score Ha (poHe HyTPUTHBHOI moaepkku, Me [Q1; Q3]
Table 2. Dynamics of z-score indicators against the background of nutritional support, Me [Q1; Q3]

ITapamerp Busur 1 Busur 2 Busur 3 p
p, ;=0,032%
Z-score Macca Tejia K Bospacty  —2,74 [-3,38; —2,07] —2,36 [-3,33; —1,99] —2,52[-3,43; —1,64] P, ,=0,2
P, 5=l

Z-SCOre pOCT K BO3pacTy —2,13[-2,58; —1,59] —2,26 [-2,58; —1,36] —2,18[—2,52;—0.9] »=0,085
LU SR SRS —2,21[-2,57; —1,74] —2,12[-2,89; —1,38] —2,15[—2,89; —1,53] p=0,127
K BO3pPacTy

Ilpumeuanue. ¥ — U3BMEHEHUS TIOKA3aTeIsl CTaTUCTUYECKU 3HAaUMMBbI (p<0,05).

Tabauya 3. Tloka3aTesu OKpYKHOCTeIi IJ1e4a U KaaunepoMerpun B quHavuke, Me [Q1; Q3]

Table 3. Indicators of shoulder circumference and caliperometry in dynamics, Me [Q1; Q3]

ITapameTpsi Busur 1 Buzur 2 Busur 3 p
. . . p, .=0,001*
OKpYXXHOCTb I1JIeua, CM 15,6 [14,6; 17,9] 16 [14,9; 18,4] 16 [15,3; 18,7] pl 3=0 019*
-2~

OKpy>KHOCTb MBIIIILI I1JIeYa, CM 14,4 [13,2; 15,3] 14,4 [13,7; 16] 14,3 [13,5; 17,2] p, =0,01*
TonmmrHa KOXHON CKIIATKK 5.43.8:7.7] 5,4 [3.,9: 8,0] 6,9 5: 8,8] p, ;=0,032*
HaJ[ TPUIETICOM, MM
Tommina KoxHOH crazH 3,813,1;4,8] 4,0 [3,6; 5,1] 4,2[3,6; 5,6] p, ;=0,112
MO, IOTIaTKOM, MM

Ilpumeuanue. * — U3BMEHEHUsI NTOKa3aTeJssl CTaTUCTUYECKHU 3HaYuMblI (p<0,05).

Tabauya 4. Tloka3aTtesm KOMIOHEHTHOTO cOCTaBa Tena B nunamuke, Me [Q1; Q3]

Table 4. Indicators of body composition in dynamics, Me [Q1; Q3]

Busur 1 Busur 2 Busur 3
Kommnonenr cocrasa Tesa P
Me [Q1; Q3] Me [Q1; Q3] Me [Q1; Q3]

Tomas macca, KT 14,6 [12,1; 16,4] 15,2 [11,55; 16,48] 15,2 [12; 16,9] P, ,=0,008*
Kuposas macca, KT 1,6 [1,4;3,2] 2,2 [1,45; 3,55] 1,9 [1,4; 3,95] P, ,7=0,135
AKTUBHAs KJIETOUHAsI . . . p, .=0,019*
B —— 7,0 [5,75; 8,0] 7,1 [5,65; 8,23] 8,0 [6,1;8,85] p;72=0,041*
Ltz st 5,7 [3,85;7,35] 6,1 [3,4;7,25] 6,3 [3,85;7,5] p,_,=0,004*
Hasl Macca, K
Kuposast macca, % 12,3 [8,75; 17,9] 13,7 [10; 17,95] 14,6 [10,05; 17,6] p, ,=0,282

ITlpumeuanue. ¥ — UBMEHEHUS TIOKA3aTeJIsl CTaTUCTUYECKU 3HAUMMBbI (p<0,05).
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Kamanosa A.A. u coasm. OuieHka 3pheKTUBHOCTH KOPPEKIINY HYTPUTUBHOTO CTaTyca y IETeH ¢ AeTCKUM 11epeOpaTbHBIM MapatinaoM

10 Ha3HAYeHUS! HYTPUTHUBHOMN TMOMAEPXKKHU JeBOoUKa
YBEPEHHO TepeBUraaach ¢ mepeIHeonOpHbIMU XOAYH -
KaMM KakK B TIpefesiaXx MOMeIeHUs, TaK U Ha yJIuIle.
Ona Morja cpaejaThb €IWHUYHBIE IIard CaMOCTOSI-
TEJILHO, JepKach 3a OKpyXalollue MpeaMeTsl (CTEHY).
3a 4 Mec 10 BKJIIOUEHMS B UCCIIeIOBaHME IeBOYKE Oblia
MpoBeleHa KOppPUTHUpYylolllas OpToneandeckas ore-
pauust — axusoruiactuka. Bo Bpems Busura 1 ¢pusu-
yeckoe pa3BUTHE pebeHKa ObLIO OlleHeHO KakK Oel-
KOBO-3HepreTuyeckass HEIOCTaTOUYHOCTb YMEPEHHOM
CTETIeHU, B KOMITOHEHTHOM COCTaBe TeJla BBISIBJISLIICS
ne@ULUT TOIIEi, XKMPOBO M aKTUBHOM KJIETOYHON
macc. Yepes 3 mec y pebeHKka Obljla KOHCTaTHpOBaHa
jerkass OelKOBO-3HEpPreTuyeckasi HeI0CTaTOYHOCTD,
B KOMIIOHEHTHOM COCTaBe Tejla KynmupoBaH Ne(UIIAT
TOLIEH M XMPOBOM Macc, JAeBOYKA Hayaja MepeaBu-
raTbCsl CaMOCTOSITEJIbHO B TMOMEIIEHUU U Ha YJIUIIE,
Mpyu HEOOXOAMMOCTH TEepeBUXEHUs Ha OOoJbllue
pacCTOSTHUSI TakXKe WCIIOJIb30Bajla PY4YHBIE IPUCIIO-
cobyieHust sl TiepenBUXeHUs. JlaHHBII ypoBeHb
MobuibHOCTU cooTBeTcTBYeT GMFCS 11, uto u 6bu10
3a(hMKCUPOBAHO HEBPOJIOTOM.

006cyxaeHue v BbIBOAbI

B mocTymHBIX TyOIMKALUSAX TMOAYEPKUBAETCS BaK-
HOCTh XOpOIIEro HYTPUTHMBHOIO cTaTyca JIeTeil ¢ JeT-
CKMM 1IepeOpaIbHbIM TMapajiuuoM JUIsi  00ecTieYeHMsI
BBICOKOTO peadMIMTAllMOHHOTO MOTEeHIIMala U KayecTBa
KM3HU cembu. TeM He MeHee uCCleIoBaHUM, TTOCBSI-
IIEHHBIX OMBITY KOPPEKIIMU HApYIIEHU HyTPUTUBHOTO
cTaTyca y JIeTeil JaHHOW TPYMIIBI, HETOCTaTOYHO [4—6].
B uccnenoBanum V. Dipasquale (2018) [4] oueHuBanu
93(hGEeKTUBHOCTh TIPUMEHEHUS M30KaJopuitHOW ¢op-
MyJIBl Y JIeTeil ¢ HEBPOJIOTUYECKON IMaTOJOTUel, B TOM
YUClie ¢ JIETCKUM liepedpaibHbIM mapasndyom (28 60J1b-
HBIX) TIOCJIe TepeBoia Ha MUTAHWE Yepe3 racTPOCTOMY.
VY maiueHToB C JIETCKUM liepeOpalibHbIM MapajuioM
BBISIBJIEHA XOpOIlasi AMHaAMUKa (hDU3UIYECKOTO Pa3BUTHS,
OJIHAKO JaHHBIX KOMIIOHEHTHOT'O COCTaBa Tejia He TIpej-
crapyieHo. C y4eToM ypOBHSI JIBUTATEJIbHBIX HapYIIEHUI
GMFCS V naHHble 0 comepXaHUM KUPOBOM Macchl
BBI3bIBAIOT OCOOBINI MHTEPEC, TaK KaK B IUTEpaType OIMU-
caH U30BITOK XKMPOBOW MacChl y IeTei ¢ NETCKUM 1iepe-
OpaJIbHBIM MapaJIMuoM, KOTOPbIE HAXOSTCS Ha MUTaHUU
yepe3 ractpoctomy [8]. B uccnenoBanuu O.B. TuroBoit
u coaBt. (2020) [5] oueHuBanu 3¢hHEeKTUBHOCTD TTPUME-
HEHMSI CMECH Ha OCHOBE TUIpOJiM3aTa ChIBOPOTOYHOIO
Oenka myisi HYTPUTUBHOM Tojiepkku 27 neTeit ¢ pas-
HBIMU (opMaMM JETCKOTO 1iepeOpajibHOTO Tapajiuya,
pa3HbIX Bo3pacToB (2—18 j1eT), a Takke pa3HbIMU JBUTA-
TeabHbIMU Bo3MoxHoOCTIMU (GMFCS 1-V) [5]. OcHoB-
HOW YIOp cielaH Ha aHajau3e KeIyIOYHO-KUIIEYHBIX
HapylIeHWi, He OTpaXkeHO BIUSHWE HYTPUTUBHON KOp-
pPEeKIIMM Ha JWHAMUKY JIBUTATEIBHBIX BO3MOXHOCTEH.
B uccnenosanuu JI.A. T1ak [6], B KOTOpOM HYTpUTUBHAs
MoJjiepXKa MPOBOAWIACH M30KajopuitHOW (1 KKa/mir)
U runepkagopuitHont (2 xkana/mj) cMmechblo 27 NeTsIM

C pasTUYHBIMUA (OopMaMu JIETCKOTO IepedpasbHOTO
Mmapajiuya, TOKa3aHa Xopolllasg IWHaMUKa aHTpPOIO-
METPUYECKMX TToKa3aTesieii 1 KOMITOHEHTHOTO COCTaBa
Tela, OMHAKO TMAIlMeHThl ObUTM TaKXe Pa3HOPOIHBIMU
1Mo BO3pacTy, opMe M ABUTATEILHBIM BO3MOXKHOCTSIM.
Kpowme Toro, He ObLIO pa3mesieHUs OeTeil Mo BUAY CyO-
cTpaTa HYTPUTMBHOM momaepxXku [6]. McciaemoBatenn
CXOIITCS BO MHEHMM, YTO Ha3HaueHWe HYTPUTUBHOIM
MOIIEPKKU TSI TTALIMEHTOB ¢ HEBPOJIOTMYECKUMU 3200-
JIEBaHUSIMU — HEOOXOAMMOE YCIOBUE IS BOCCTaAHOBIIE-
HUS U OIAEPXKaHUS 300POBL |3, 6].

Takum oOpa3oMm, TIpeACTaBICHHbIE PE3yJbTaThl
OLIEHKX (DU3NYECKOTO pa3BUTHUS W KOMITOHEHTHOTO
cocTapa Tejia y IeTeil ¢ AeTCKUM liepeOpaibHbIM Mapaiu-
YoM Ha (hoHe HYTPUTUBHOM MOAIEPKKU TUTIEPKATOPUTi-
Hoit (1,5 KKan/mi1) TTIOJTMMEPHON CMEChIO C TUILEBBIMU
BosiokHamu (Pediasure «3popoBeiika», Abbott) Bo Bpemst
aKTUBHOU (p