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[iope HaTypanbHoe M3 KanycTbl OPOKKOAM PpeKOMEHAO0BAHO AN NUTaHWs AeTed ¢ 4 mec. [ltope U3 Msca MHAEAKM PEKOMEHAO0BAHO ANs nuTaHus AeTeit ¢ 6 Mec. CoK S6104HbI
0CBETNeHHbII 4151 IUTaHus feTeli ¢ 4 Mec. [Tiope 56104H0e HaTypanbHoe A4S NUTaHKA feTeii ¢ 4 Mec. Kalwa rpeyHeBas 6e3mos04Has bbicTpopacTBopuMas, 06oralleHHas BUTaMuHa-
MM M MUHEPANbHbIMM BELLLECTBAMM, A71St NUTAHWS eTeli ¢ 4 mec. Boja nuTbeBas apTesnaHckas ang nutaxus peteli ¢ 0 mec. Heobxoamma KOHCYNbTaLMS CeLMAnnCTa.

* [MnoannepreHHOCTb KNMHUYecku aokazaHa: B HL3/ 8 2011, 2013 u 2016 rr. npownu uccnefoBanus 18 npoaykTos npukopma «®pyToHsIHS»: COK 13 S6710K OCBETNEHHDIN, COK U3
TpYLU OCBETNEHHBI, COK U3 60K M TPyl C MSKOTbIO, COK MPSMOr0 OMKMMa M3 S6/10K, COK MPAMOro OKMMa 13 S6/10K M rpyLL, COK MPAMOr0 OTXMMA 13 S6/10K 1 CMB, COK NPAMOro
OTXMMa U3 610K W YepHOI CMOPOAMHBI, Miope 13 610K, Mope U3 TpyLL, Mope U3 YepHOC/MBA, Miope U3 GPOKKONH, MIOPe M3 LIBETHOM KanyCTbl, MOpe 13 ThiKBbI, MHOpe 13 Kabaukos,
Miope M3 KPONMKa, Mope 13 MHAENKH, Kala pucoBas 6e3monoyHas, Kalla rpeyHeBas 6e3mMonoyHas. MaeansHbiM nuTaHueM Ans pebeHKa paHHero Bo3pacta SBASETCS rpyaHoe
MooKo. [MepBbIi BbIGOP NPOAYKTOB A/151 NEPBOT0O 3HAKOMCTBA C COOTBETCTBYHOLLEN KaTeropueit npoayKumum «DpyToHsHs.

Peknama.
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Wucrpykuma no CUMMOHU® JIN001686-160817

TPOTIBOMOKA3AHWA: runepuyBCTBUTENLHOCTL K aKTUBHOMY BELLIECTBY Wi K Nlo6OMY BEOMOraTeNlbHOMY BeLLecTBy; npenapat CUMMOHU® CoRiepXuT CopOUTON, NaLiMeHTam ¢ peAKUM HaUTeACTBEHHBIM MUMOCTY GPYKTO3bI NP npuem CUMMoHN®;

aKTUBHbII Ty6epKye3 Wik UHble TAKeNble MHAEKLMOHHIE MPOLeCCbI, Takue Kak Cencuc it ONMOPTYHUCTUYECKUE UHOEKLIMM; YMepeHHan Wil TAxenan cepreuran Hepoctatourocb (Il/IV knacc o NYHA); GepemeHoCTb, Meputos KopMIeHiA Tpy/iblo; feTckuii Bo3pacr 7o 18 nieT (penapat
AnATepanuu cntOMA c maccoii Tena meee 40 kr. Y nauvenTos ¢ ntOWA B Bo3pacte MnaaLLe 2-x fieT AeficTBIe npenapaTa He U3y4anoch).

HEXXETATENIbHBIE PEAKLIW. OueHb yacTble HexenatenbHble peakumn (>10%): MHOEKLIMN BepXHYX AbIXaTenbHbIX nyTeil. YacTble HexenatenbHble peakumm (>1% — <10%): HIDKHIX nyTeil, BUPYCHble MHGEKLIY, BPOHXWT, CUHYCHT,
TI0BEPXHOCTHbIE PUBKOBbIE MHGEKLIM, abcLiecc, aHemuts, annepriveckiie peakuim, peKuua Ha ay , Aenpeccus, GeCCoHHILIA, TFONOBOKPYXeHte, roNioBHas 6onb, napecre;vm p acTva U ConyTCTBYkoLLIYE CUMITOMbI,
Avcnencua, 60nb B obnacti AKKT, TowuHoTa, BocnanuTenbHble 3abonesanua XKKT (ractput, Konw), cromatuT, noBbituenue yposa AT u ACT, anonewua, AepmaTyT, 3y, Cbifib, FINepTepmMuA, acTeHns, peakiiuu B Mecte Bseueuvm AM(KObeDpT B 06NACTH rpyAu, Nepenombi KocTeii.

MEPbI NPEAOCTOPOXHOCTY. He cniepyeT Ha3HauaTb NaLMeHTam ¢ KMHNYECKM 3HAYMMbIMU aKTUBHBIMM UHeKLmAMI. [lo Hauana Tepaniv (MMNOHK® NawveHTa 1eayeT BHUMaTenbHo 06cnefioBaTb Ha NpeAMET BbIABNIEHNA KaK aKTUBHOTO, TaK U JIaTeHTHOTO Ty6epKynesHoro npoLiecca.
Bce nauyeHTbI nepep Hauanom Tepanii AOMKHbI biTb 06CeA0BaHbI ANA UCKTioyeHNA renaTiTa B. C 0CTOPOXHOCTbIO Ha3HAYATb MaLiMeHTaM, UIMEIOLLM B AHAMHE3e 310KAUeCTBEHHbIE OMYXOH, Wi NaLjveHTaM MU MPOAO/KEHIN TePaNii B Cyyae PasBUTIA 3M0KAYECTBEHHOT OMyXou,
NaUyeHTam C Nerkoil CepfieyHoii HeAoCTaToYHOCTbIO. Y MauueHToB ¢ TLaTenbHo nofib3y W PUCK NEYeHUs WHI p OHO. Mpu orepauyii HeobXoAUM TLLATENbHBIA MOHUTOPUHT UHEKLMIA.
B xone nocrt 0BOTO (C VIMEIOTCA C 0 Bnocr 0BOM ICC OMMCaHbI CEPBE3HbIE PEaKLiMiA TMMepUYBCTBUTENbHOCTH.

1. MHCTpyKUMA N0 MeAVLMHCKOMY NPUMEHeHIio nexapcTBerHoro npenapara (umnowu (ronumyma) J1M-001686-160817.
2.Brunner Hl, etal. Ann Rheum D|52017 0:1-9. doi:10.1136/annrheumdis-2016-210456.

*Monuap i KiA apTpuT.
I'Iepen Ha3HaueHveM Nto6oro npenapata, yNoMAHYTOr0 B AaHHOM MaTepuane, Noxanyiicra, 03HakoMbTech C NOHOI MHCTPYKLYeid no Nf NpepocT: i ii-np Tenem.
M S D MC He €T If npenaparbl cnoco6amu, oT) OT OMUCAHHBIX B MHCTPYKLYY 110 NPUMEHEHNIO.
000 «MCl Gapmacbloukanc», 119021, Poccua, r. Mocka, yn. Tumypa Opyhze, 4. 11, ap. 1, BL| «[lemungos».

Ten.: +7 (495) 916-71-00, akc: +7 (495) 916-70-94. www.msd.ru RHEU-1247205-0003_01.2019



KapmaHHbI# cripaBOYHUK
- LK YTPOMAIOLLIEE WU3HMN TEHETUYECKOE 3ABONEBAHME
OKA3AHUE CTALUMOHAPHOU CMPOrPECCHPYIOLL/M MOPAXKEHUEM BHYTPEHHMX OPTAHOB,

KNIOYAS NEYEHD, CENE3EHKY, KUWEYHNK, T
NMOMOLN AETAM BK/TI0 b, CENE3EHKY, COCYAIbI N J}

KapmaHHbI cnipaBOYHMK NpefHas3HayeH ans
Bpayen, MeOULIMHCKUX cecTep W Apyrux paGoT-
HWKOB 3[paBOOXPAHEHUS, KOTOPble OKa3blBalOT
MEAMLIMHCKYIO MOMOLLb [JeTSM B Y4pemaeHWsX
nepBUYHOro 3BeHa. [laHHoe u3gaHue, BTOPoe Mo

CYETY, COAEPXUT HEeAaBHO OGHOBNIEHHbIE U OMYy- "POI‘PECCM waulEE

6/IMKOBaHHbIE KIMHUYECKNE peKomeHaaLumn BO3,

KOTOpble NnepeBesiv U aganTupoBanu A4Jia yutare- 7
JIen POCCUNCKNUE neaunaTpbl. SABOHEBAH"E "EqEHM.
B cnpaBOYHWKE NpuBeEAEHbl PeKOMeHAaLuu
KaK Mo cTalMoHapHOMY, TaK M Mo ambynaTtopHoMy y’
JIEYEHUIO IeTEN B YCIIOBUSAX OrPaHUYeHHbIX pecyp- "onyMA"TE o nEm" I.IMTE
COB, T.€. B HebO0MblUON 6GONbHULE C 6a30BbIMU - -
BO3MOYHOCTAMM M0 J1aGopPaTopHOM AMArHOCTUKE " MSOCOMHOM K"C"ou
W caMbIMW HEOOXOAMMbBIMU NleKapcTBaMu. B HeKo-
TOPbIX Cly4asx 3T PeKOMeHZauun, MoryT UCrob-
30BaThCA B KPYMHbIX MEAWKO-CaHUTAPHbIX LiEHTpax " M "A3 bl (n" K")
NePBUYHOIO YPOBHS, rAe OKa3biBaeTCcs ambynatop- ¢
Has MeAMUMHCKas NoMoLLb 60J1bHbIM AETSM.
PekomeHAaumMM KapmMaHHOro CcrnpaBOYHMKa
HanpaBneHbl Ha neYyeHne 6one3Hen, KOTopble AB-
NIAIOTCA OCHOBHbIMM MPUYMHAMKU AETCKON CMEpT-
HOCTW B pa3BMBAIOLLMXCS CTpaHax. K TakMm npwu-
YMHaM OTHOCATCA 60JSIE3HU HOBOPOMKAEHHbIX,
NHEBMOHWS, AMapes, Mansapus, MEHUHIUT, CENTH-
LLeMUS, KOPb M CBSI3aHHbIE C HUMW COCTOSIHUSA, TH-
enoe ocTpoe HapyweHwe nutanusa, BUY/CINUA
y neten. Takxke 34ecb NpuBeAeHbl peKoMeH4aLnm
Nno NIE4EHUI0 B YCIO0BUAX HEGONbLION GONbHULIbI
Hanboee YacTbIX XUPYPruyecKnx 60nesHen.

OKA3AHUE
CTAIIMOHAPHOI
IIOMOIIU JETSIM

ANKN TPEBYET NPOBEAEHUA PAHHEN
AUATHOCTUKWU W AKTUBHOIO
MOHWTOPUHIA B CBAA3U CBO3MOKHbIM

PASBUTUEM I'YBUTEJIbHBIX
VA0 (G0 IO I ER 1 71110 U HENPEACKA3YEMbIX NOCNEACTBUN'?

HAUBOJIEE PACIIPOCTPAHEHHDBIX
BOJIEBHE ¥V IETEN

BTOPOE U3IAHUE

Jluteparypa:
1.Bernstein DL, et al. J Hepatol. 2013;58:1230-43. doi:10.1016/j.jhep.2013.02.014.
2. Reiner Z, et al. Atherosclerosis. 2014;235:21-30. doi:10.1016/j.atherosclerosis.2014.04.003.
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Annepronorus U UMMYHOJIOTUA.
KnuHuyecKue peKkomeHaauum
ANA neauMaTpoB

Mop o6uen pepakuunen J1.C. HamasoBon-
bapaHoson, A.A. bapaHoBa 1 PM. XantoBa

4-e n3pa., vcnp. 1 gon.
M.: U3a-Bo «[egnatpb», 2018. — 492 c.

M3paHne coaepuT KIMHUYECKUE PEKO-
MeHAauMn no anfnepruyeckum 601e3HAM
M NaTtonorum MMMYHHOW CUCTEMBbI, @ TakK-
e BaKUWHaLMKW, KOTOpble MOArOTOBMEHDI
BeaywumMn cneumanuctamu Coto3a neava-
TpoB Poccun 1 apyrux npodeccuoHanbHbIX
accouuralmin Bpayen Ha OCHOBE MPUHLMMNOB
[oKasaTenbHOW MeauLUHbl. PaccMoTpeHbl
BOMPOCHI MatoreHesa, KJIWMHWYECKOro Teyve-
HWUS, OMarHOCTUKKU U NleYeHUs aToNUYecKoro
Jepmartuta, anfiepruiyeckoro puHuTa, 6poH-
XWanbHOW aCTMbl, anropuTM AENCTBUSA Bpaya
NPU HEOTIOXHbIX anNNepruyecKkmux COCTOSAHU-
ax. [peactaBneHbl AMArHOCTUYECKUE KPU-
TEPUN OCHOBHbIX GOPM UMMYyHOAEDULMUTOB
W NPUHLUMNBI KX NedeHus. NMoMUMO 06LLKUX
BOMPOCOB BaKLUMHALMKW, aBTOPbl aKLLEHTU-
pylOT BHUMaHWE Ha MMMYHOMPOdUNAKTUKE
Hanbonee «nNpPobGIEMHON» KaTeropuu nauu-
EHTOB—/EeTen ¢ annepruyeckon nartosiornemn
U UMMYHOAEDULNTHBIMU COCTOAHUAMM.

KHura npegHa3HayeHa AN NPaKTUKY-
IOWNX Bpayen: neguaTpoB, TepaneBToB,
anneprosioros, AepmMartosioroB, MMMYHOJIO-
roB; CTYAEHTOB MeAMLMHCKUX BY30B, a TaKKe
Hay4HbIX COTPYAHUKOB.
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YBAXKAEMBbBIE KOJIJIETA!

B cBeT BbIWAO HOBOE y4ebHOe nocobue ans
CTYIEHTOB MeAULMHCKUX By30B «OCHOBbI 06LIEN
MMMYHOSIOrMK» Noj pedakumen J1. B. [aHKOBCKON,
J1.C. Hama3zoBow-bapaHoBon, P. 4. Mewkosow,
NnoAroToBAEHHOE KOJleKTMBamMK Kadeap annep-
rosorMM 1 UMMYHONOTMKU HECKONbKUX BY30B Poc-
cuun 1 Hay4Horo LeHTpa 340poBbs AeTeN.

B yye6HOM nocobun noapo6bHO ocBelle-
Hbl OCHOBbI OOLEN WMMMYHONOIMKU: CTPYKTypa
N QYHKLUMN UMMYHHOM cucTeMbl, GOPMUPOBaAHNE
MMMYHHOIO OTBETa B HOPME M MpU MaToNoruu,
BPOMX/AEHHbIN W NPUOBPETEHHBIN WMMMYHWUTET.
OTaenbHble rnaBbl MOCBALWEHbI XapaKTePUCTU-
Ke K/JETOK MMMYHHOW CUCTEMbI, OMUCAHUIO Pas3-
JINYHBIX @HTUFEHOB, MapKEPOB W pPEeLEenTopos,
npoueccam anddepeHumMpoBkn T U B numdo-
LMTOB, MeXaHu3mMaM KJIETOYHOM LIUTOTOKCUYHO-
CTU, CTPYKType U OYHKUMSAM aHTUTes, cucteme
LIMTOKMHOB. PaccMmaTtpuBaloTcs CTPOEHUE U DYHK-
LMK TNaBHOTO KOMIMJEKCa FMCTOCOBMECTUMOCTU
yenoBeKka. B nocobuu npuBeaeHbl nepevyeHb
BOMPOCOB /11 CAMOKOHTPO/ISl, TECTOBblE 3aja-
HKs. MpeanoXkeHHas CTPYKTypa Nocobums NOMOXKET
CTyAeHTaM BbIAENUTb NPUHLMAKANbHbIE acneKTbl
n3y4yaemblx MPOLLEeCCOB, OPraHN30BaTh U KOHKpe-
TU3UPOBATb U3Y4EHUE AUCLMUMIINHDI.

Mo Bompocam MNpuUOBPETEHUS MOXHO 06pa-
LaTtbcs B M3aatenbcTBo «[leguatpb»

e-mail: sales@spr-journal.ru,

Ten. +7 (916) 650-01-27.

CaaksH Bunbma

OcHoBbI 00LLEe1 UMMYHONOIUK

YueGHo-MeToAMuecKoe nocobue ANA CTYAGHTOB MeANLMHCKUX BY30B

Mon i J1B. i, N.C. " i PA.
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LleHa 500 py6.
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JJeKTPOHHASI OMOINOTEKA JKYPHAJIOB U3/IATENbCTBA
Coro3za neguarpoB Poccun «Ilexnatpb»

HpI/IF]IaLHaeM BacC MTOCETUTH HOBBIE CANTHI JKYPHAJIOB N3/1aTEJIbCTBA U OIEHUTD UX ITPEUMYIIIECTBA.

M SJIBKTPOHHBIG BEPCUU JKYPHAJIOB B OTKPBITOM /IOCTYIIE, 3a UCK/IIOYEHUEM ITOCJIC/THETO Ir'o/la BhITTyCKa
*  BosmoxxHOCTD Pa3MECTUTDH CTaTbIO Ha caiire ¢ ITOMOIIIBbIO 3JI€KTpOHHOI>i peaaxknun

M HOZ[HI/ICKa Ha CTaTblo, HOMED, Ha IO/l JKYPHaAJIOB ITOCJIE/THETO Iro/la BbIITyCKa — II0 I[IEHaM PpeJaKInn

IIpeumyniecTBa /ISt aBTOPOB 3Ky PHAJIOB:

°  II0JIHOE COOTBETCTBHE CAlTOB sKypHaIOB M3 1aTesibeTBa TpeGOBaHKsM 3apyOeKHBIX pedepaTHBHBIX (a3 faHHbIX (Scopus,
Web of Science, PubMed u 1p.);

° IPHUCYTCTBHE JKYPHAJIOB B PasJMYHbIX 0Oasax jaHHbIX, Takux kak PMTHII, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITI RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,
Google Scholar u 1p.;

°  pa3MelleHue 110 JKEJTAHMIO aBTOPA JOTIOJTHUTETBHBIX MATEPUAJIOB K CTaThe (BUIEO, TIPE3EHTAIINN );
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CouunanbHaa neguaTtpusi U opraHusauusa sgpaBooxpa
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A.A. bapaHoB, P.H. Tepneukas

HauunoHanbHbIM MEAMLIMHCKMIA UCCNeN0oBaTENbCKUI LIEHTP 310p0BbsA AeTel, MockBa, Poccuiickas ®enepauus

O nepcneKTuBax Hay4HbIX UccnegoBaHUM
B 00J1acTU NpoPUNaKTUKU AETCKOM
UHBAJIUAHOCTHU

KoHTaKTHas uHpopmauus:

Tepneukas Pumma HukonaeBHa, [OKTOP MEAULIMHCKUX HaYK, Npodeccop, MaBHbIM Hay4HbIA COTPYAHMK OTAENa OpraHn3aLMOHHO-aHaNUTUYECKON paboThl
HMWL, 3g0poBbs aeten

Appec: 119991, MockBa, JToMOHOCOBCKMI Np-T, . 2/62, Ten.: +7 (495) 967-15-71, e-mail: rterletskaya@nczd.ru

Cratbs noctynuna: 06.11.2018 r., npuHATa K neyatu: 26.12.2018 r.

[MpeactaBneHHbIN 0630p AaHHbIX crieynabHou nutepartypsl (no 6azam MEDLINE v eLIBRARY.RU) no3BsosasieT onpeaennts psj
aKTyaJlbHbIX BOMNPOCOB MPOQUIaKTUKN AETCKOM MHBaIMAHOCTH, & TaKXKe HarnpaBieHUs Hay4yHbIX UCC1eJOBaHMi B 3TON 061aCcTU
C Y4€eTOM MPUYMH GOPMMPOBaHNS MHBAIMGHOCTH M ee CTPYKTYPbI M0 006yC10BMBLUEMY 3a60/1eBaHMI0. YCTaHOB/IEHO Heociabe-
Barwllyee BHUMaHWe K rnpobreme MHBaIMAHOCTU, B TOM YMC/le [JEeTCKOM, CO CTOPOHbI BceMUpHOM opraHu3aumnmn 34paBooxpa-
HEeHWsl, KOTOPOE BbIpAXKaeTcs B NOCTOSSHHOM COBEPLUEHCTBOBaHMM METOA0B OLUEHKM U KaacCuduKaLmm CTOMKMX HapyLleHW
JKU3HEEesTeIbHOCTH YesloBeKa. [10Ka3aHo, 4To NpoguiaKkTuka MHBaIMAHOCTH y AETeN U MoLAEpIKKa CEMEH, BOCTUTLIBaKOLMX
JeTen-nHBaangoB 1 JeTeir ¢ orpaHuYeHHbIMU BO3MOXHOCTAMM 34000BbS, BXOASIT B YAC/IO OCHOBHbLIX MPUOPUTETOB rocyaap-
CTBEHHOWM coLMaibHOM NoMTMKK Poceurickoi degepavmn. [MpuBeseHbl JaHHbIE O COBPEMEHHbIX TEXHOIOMMSX CHUKEHUS FreHe-
TUYECKOro rpy3a B Nomnyiaumm ¢ no3nLmum NnpopunaKTuKn HaCneacTBEHHbIX U BPOXKAEHHbIX, B TOM Yuc/ie OppaHHbIX 601e3HEMN.
lMpeactasneHbl pe3ynbTathl UCCIEA0BaHUN, CBUAETELCTBYIOLLNE O BO3PAaCTaloLen Poin KAWEYHOH MUKPOBUOTHI B pa3BUTUM
v npeaynpexaeHun psaa 3abosieBaHui, BIMSIOLMX Ha GOPMUPOBaHME MHBaINAHOCTH y aeTei. C npopunakTMiyecKmx nosuymm
paccmatpuBaeTcs rnpobsema 60pbbbl ¢ aHTUOUMOTUKOPESUCTEHTHOCTLIO. PsiZl HayYyHbIX MCCe[0BaHWi MOCBSLEH HEUHpEK-
LMOHHOM naToaorun, Kotopas npuobpetaer Bce 60/bliee 3HadyeHne B GopMUPOBaHMU MHBANIMAHOCTH Yy AETeN Pas/inyHbIX
BO3PacCTHbIX rpynr, Ha4YnHas ¢ rnepuoaa HOBOPOXKAEHHOCTH. [lpuBeAeHbI aKTyallbHble [JaHHbIe O POJIN OXUPEHUS B HopMU-
POBaHMKN cepbe3HbIX HapyLUeHUH 340P0BbS. BbiCKa3biBaeTcss MHEHWE O HEOOXOAMMOCTH CO3A4aHUsI CUCTEMbI TMIMeHNYeCKoN
U MeAUKO-ICUXO0SI0rMYECKON 6€30MacHOCTH KUIHEAEATEIbHOCTU [iIeTel B yCI0BUSIX rMnepnHopmaTu3aLmm nu coBpemMeHHomn
9KO0JI0rM4ecKor 06CcTaHOBKK. [lpesnonaraeTcs, YTo BHeAPEHUE Pe3yNbTaToB npeaiaraeMbiX Hay4YHbIX MCCAe0BaHMi B MpaK-
TUKY 34paBo0OXpaHeHus Mo3BOJIUT Ha 6oJiee 1y60KOM NaToreHeTMYECKOM YPOBHE 0CO3HaTb POLIECCHI, Jiexalyme B OCHOBE
HacTynuBLUEN MHBaIMAHOCTN pebeHKa, a TaKKe COBEepPLUIEHCTBOBaTL OpraHM3aumio npoouaaKTMYeCcKon 4esTe/lbHOCTH B AaH-
HOM HarnpaBJ/IeHUM.

KnioyeBbie cnoBa: 0630p, JeTCKas MHBaINAHOCTb, NPOpUNaKTMKa, NepuHaTonorus, Hacae4CTBEHHbIE 601€3HM, BPOKAEHHbIE
60/1€3HU, OpdaHHble 60/IE3HH, KULIEYHasT MUKPOOMUOTa, aHTMOMOTUKOPE3UCTEHTHOCTb, OXUPEHUE, rUnepuHopMaTu3aLms,
9KOJOrUs.

(Ans umTnpoBaHuns: bapaHos A.A., Tepneukasn P.H. O nepcneKkTMBax Hay4HbIX MCCNefoBaHUM B 06/1acTv NPOOUNaKTUKK AET-
CKOW MHBannaHocTu: 0630p nutepatypbl. Bonpockl coBpemeHHoun negnatpun. 2018; 17 (6): 426-433. doi: 10.15690/vsp.
v17i6.1972)

BBEAEHHUE

B coBpeMeHHOM Mupe AeaTeNbHOCTb MO YAyyleHUIo
NOSIOXEHNUS UHBANNLOB UCXOAMUT U3 OCHOBHbIX MPUHLUMOB
OpraHuzauun O6beguHeHHbix Hauun (OOH), ocHoBaH-
HbIX Ha npaBax 4YesioBeEKa, cBO6OJax U paBeHCTBE BCEX
N0JEN, COrTaCHO KOTOPbIM MHBaNWAbl PaBHbl B rpaXkaaH-
CKMX, MOJSIMTUYECKUX, COLMaNbHbIX U KYNbTYPHbIX MpaBax
CO BCEMMW OCTalbHbIMWU NOAbMU. ITO KacaeTca U JOeTen,
npaBa KOTOPbIX BblAeNEHbl B CaMOCTOATENIbHblE JOKYMEH-
Tl OOH [1].

CucTembl onpeaeneHns 1 y4eta MHBaNMAHOCTU, TOYHasA
YUCNIEHHOCTb WMHBANMAOB BCerga HaxoAWUCb B LEHTpe
BHUMaHus cneunanncToB 1 opraHusaumni, 3aHMMarLwmxcs
npobénemamu MHBaNMAHOCTH [1], TaK Kak:
® WHBaJMAHOCTb SABMIAETCH Ba)XHOW XapaKTepPUCTUKOWM

3[0POBbS HaceNeHus;
® 3TO UMEET 3Ha4vyeHue [ng ofLen ¢ TEMU UIU UHBIMU

YCTOMYMBBIMU HAPYLLUEHUAMU, UMEIOLLMX TPYAHOCTU Mpwn

B3aMMOAENCTBMM C pa3nYHbiMK Bapbepamu;

e BaXHO AN GOPMUPOBAHMA MONUTUKM 3aLUMUTbl U NOA-

[EPXKKM 3TUX NTIOJEN CO CTOPOHbBI rOCyAapcTBa, Pa3BuUTUS

ycnyr npodunakTMku 1 peabunutaymu.

OduumanbHble <UHCTPYMEHTbI» Anst c6opa MHbOpMaLnu
HaCTONbKO Ba)XHbl, YTO BcemMnpHOM opraHusaumen 3apaBo-
oxpaHeHus (BO3) 6bina u3gaHa MexayHapoaHas HOMEH-
Knatypa HapylleHWN, OrpaHUYEeHUn XKU3HEeAEeATEeNbHOCTH
n coumanbHon HegoctaToyHocTn (MKH), KoTopas ¢ 1996 r.
nerna B OCHOBY KOHLEMNLMKW roCcyaapCTBEHHON CTaTUCTUKM
[IeTCKOM MHBanuaHocTh B Poccuiickon deaepaumm [2].

Cnepylownm BaxKHbIM 3TanoM siBuWnacb nNybauvkauus
BO3 B 2001 r. MexayHapoaHon Knaccudbukaumm GyHKLMO-
HUPOBAHWUS, OrPaHUYEHNN HKU3HEAEATENBHOCTU U 340POBbS
(MK®), oxapaKTep130BaHHOM KaK «paAuKalbHblA CABUM
B METOAMKE OLEHKM MHBanMaHoOCTH [3].

C uenblo y4yeta 0CO6EHHOCTEN OUEHKU PYHKLMOHUPOBA-
HUS B BO3pacTe OT poxaeHus ao 18 ner akcneptamu BO3
6blna pa3pabotaHa M npuHata B 2007 r. Bepcua MK® ans
neten n nogpoctkoB (MK®-AIM; International Classification
of Functioning, Disability and Health, version for Children
and Youth) [4]. MK®-AI «agaeT BO3MOXHOCTb TOYHO OMnucaTb
COCTOSIHME 3[0pOBbS Ha pasfiM4yHbIX BO3PaCTHbIX 3JTanax.
Kogbl KnaccudbuKkaumm npefactaBnsioT GyHKUKUK U CTPYKTYpbI
opraHu3ma, XxapaKTePUCTUKN aKTUBHOCTU M y4acTus, a TaKKe
daKTopbl OKpYXatoLlen cpeabl, OKa3blBaloLLMe BO3AENCTBUE



Ha 3[0POBbE W KWU3HEAEATENbHOCTb AETEV W MOAPOCTKOB.
MK®-IM o6ecneynBaeT yHMBEPCANbHbIN S3bIK AN ONUcaHKs
3[10pOBbS, PYHKLMOHUPOBAHUS OpraHuM3ma, WX HapyleHun
B pa3Hble BO3PaCTHble MepUofbl M MOMOXET KIMHULMUCTAM,
negaroram, uccnegoBaTensiM, aAMWHUCTPATOPaM, MOAUTU-
KaM W poauTensiM BbiiBUTb NOTPeBGHOCTM AeTer M NoapocT-
KOB B 06/1aCTM 34paBOOXpaHeHMss U obpa3oBaHus». B Tep-
MuHax MK®-[I pe6eHoK 6onee He paccMaTpuBaeTCs JiULb
KaK HOCUTE/Ib KaKoro-nMbo auarHosa, HapylieHusi, aedekTta,
a NPVYHUMaETCs KaK Cy6beKT CO BCEMU CBOMMM CMOCOGHOCTS-
MU U OrpaHUYEHUIMM, HYyXKAAIOLWMINCS B aA€KBATHOM NOAAEPHK-
Ke [Nsi paclinpeHunst BO3MOXKHOCTEN ero GyHKLMOHMPOBaHKS.

KaKk cBWAETENbCTBYIOT AaHHble NUTepaTypbl, BHeApPeHWEe
[laHHOW KnaccuduKalmm B Hallen cTpaHe MAeT KparnHe mea-
NeHHo [5-8].

Co3paaHune cucTeMbl paHHen NPOPUNAKTUKM MHBANUAHOCTU
y AeTer U noafdeprka cemMen, BOCMUTbIBAIOWMX AeTeN-UHBA-
NMOOB U AETEN C OrpaHUYEHHbIMU BO3MOXHOCTIMW 340POBbS,
BXOASAT B 4YMUCNO OCHOBHbIX MPUOPUTETOB rOCYAaPCTBEHHOM
colManbHoM NonnTUKKM Poccumnckon depepauum [9].

HauuoHanbHOM cTpaTerven AEWCTBUM B MHTEpecax ae-
Teit Ha 2012-2017 rr.l 6binu onpeaeneHbl OCHOBHbIE Ha-
npaBfieHUs U 3aAayu rocyaapCTBEHHOM MOMUTUKM B WMHTE-
pecax AeTen W K/4yeBble MexaHW3Mbl ee peanu3aLuu,
6a3upylolMecs Ha NpUHUMUNAX U HOpMax MexayHapoaHOo-
ro npaBa. 1o HanpaBneHutio «PaBHble BO3MOXHOCTU AN
JeTen, Hyxaaluwmnxesa B ocoborn 3aboTe rocyqapctea» Oblin
YCTaHOBJ/IEHbI CNeaylollMe MNocTynathl: «Co34aHWe CUCTEMbI

paHHen NPpoPUIaKTUKKU UHBANNAHOCTU Y AETEN; BCECTOPOH-
HAS NoAAEPIKKa cemMen, BOCNUTbIBAOWMX AeTER-UHBANMA0B
W feten ¢ orpaHMyeHHbIMU BO3MOXKHOCTAMMU 340POBbLS; CO3-
JaHWe COBPEMEHHOM KOMMIEKCHON MHPPACTPYKTypbl pea-
6unmTaLMoHHO-06pa3oBaTeNbHON MNOMOLLM AEeTAM-UHBANU-
1aM ¥ AeTsM ¢ orpaHn4eHHbIMW BO3MOXHOCTIMWU 300POBbS,
BHEApEeHMe TaKux AeTen B cpeay OOblYHbIX CBEPCTHMKOB,
obecnevyeHme UX HOPMasSIbHOrO W3HeycTponcTBa B Oyay-
LLlen B3POCION KU3HM».

Mo wutoram 3acepaHus KoopauMHaUMOHHOIO coBeTa Mo
peanu3aunn HaumoHanbHOW cTpaTerMm OENCTBUI B UHTEpE-
cax geten Ha 2012-2017 roapl, coctosiBlierocs 15 Hoa6ps
2016 r., MNMpe3unaeHT ytBepann NepeyeHb NOPYyYEHUN, OAHUM
M3 KOTOpbIX OblIO «06ecneynTb BKIOYEHWE B Nporpammbl
dyHAAMEHTaNbHbIX Hay4YHbIX UCCefoBaHWM B PoccuincKon
depepauvm Ha JONTOCPOYHbIN MEPUO OCYLLECTBAEHME HayY-
HbIX MCCNeaoBaHWM B 061acTM OXpaHbl 300POBbS AETEN,
B TOM YMCAe MO BONPOcaM NpobUNaKTUKU MHBANMAHOCTHYZ,

Cnepylolen cTyneHbto pasBuUTUS rOCyAapCTBEHHON MOu-
TUKM MO 3awuTe JeTen, NOrMyHbIM npogomKkeHnem Hauymo-
HanbHOW cTpatern 2012-2017 rr., A9BASETCA MNPOEKT
«[lecatunetne getrctBa». B nnaH OCHOBHbIX MEPOMNPUSATUN
4o 2020 roga, ocyulecTBAseMbIX B paMKax Jecatunetvnsa get-
ctBa (pa3gen X3 4, BKMloYeHbl counanbHas 3aluta aeTei-
WHBaANWAOB M AeTeil C OrpaHMYeHHbIMKU BO3MOXHOCTAMM
3[10POBbS M UX MHTErpaLms B COBpEMEHHOE 06LLECTBO.

OpHako cnefyeT OTMETUTb, YTO O4E€Hb Mano NPOBOANUTCSH
Hay4HbIX MCCNefOBaHWM, HanpaBieHHbIX Ha NPOPUNAKTUKY

1 Yykas MpeauaerHta PP ot 01.06.2012 N2 761 «O HaunoHanbHOM CcTpaTernn encTBui B MHTepecax geten Ha 2012-2017 roabl». URL:
http://legalacts.ru/doc/ukaz-prezidenta-rf-ot-01062012-n-761/ (nata obpaleHums 10.09.2018).

2 MepeyeHb Nopy4eHuit No utoram 3aceaaHms KoopavHaunMoHHOMo coBeTa No peann3auun HaunoHanbHoW cTpaTerum AencTBuin B UHTEpecax
peten (Mp-285, n. 16). URL: http://www.kremlin.ru/acts/assignments/orders/53899 (pata o6palyeHns 10.09.2018).

3 Ykas MpeaunaeHTa Poccuitckon Pepepaumm ot 29 maa 2017 r. N2 240 «06 o6bsiBneHnn B Poccurickon ®egepaummn ecatnnetus geTcTBar.

4 URL: http://kremlin.ru/acts/bank/41954 (gata o6palieHuns 10.09.2018).

PacnopsikeHue MpaButenbctBa Poccuiickon ®egepaumu ot 6 niong 2018 r. N2 1375-p «O6 yTBEpPKAEHMM NNaHa OCHOBHbLIX MEPOMPUATUNI
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On the Prospects for Child Disability Prevention Research

The presented review of the special literature data (on MEDLINE and eLIBRARY.RU databases) makes it possible to determine a number
of topical issues for preventing child disability as well as trends of scientific research in this area, taking into account the causes of
disability and its structure by the underlying disease. The World Health Organization has established a relentless focus on the problem
of disability, including that of children, which is reflected in the continuous improvement of methods for assessing and classifying
persistent disabilities. It has been shown that the prevention of disability in children and the support of families raising handicapped
children and children with disabilities are among the main priorities of the state social policy of the Russian Federation. The data on
modern technologies for reducing the genetic burden in the population from the perspective of prevention of hereditary and congenital
diseases, including orphan ones, has been presented. The results of studies indicating the increasing role of the intestinal microbiota in
the development and prevention of a number of diseases affecting the formation of disability in children have been presented. The
problem of combating antibiotic resistance is considered from a preventive perspective. A number of scientific studies is devoted to
non-infectious pathology, which is becoming increasingly important in the formation of disability in children of different age groups,
starting from the neonatal period. The actual data on the role of obesity in the formation of serious health disorders has been given.
The opinion is expressed on the need to create a system of hygienic and medico-psychological safety of children's life in conditions of
hyperinformatisation and the modern environmental situation. It is assumed that the implementation of the results of the proposed
research into health care practice will make it possible to influence the processes of disability in a child on a deeper pathogenetic level
as well as to improve the arrangement of preventive activities in this direction.
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CouunanbHasa neguMaTpusa U opraHu3aums 3gpaBooXpaHeHuUs

WHBaNUAHOCTN AeTen. [IpaKTU4eCKU HEeT rpaHToB MUHMK-
cTepcTBa o6pa3oBaHusa U Hayku, PoccuicKoro poHaa Hayku
n apyrux ¢oHgos. lNpeactaBnseTcs o4eBUAHOM HEOOXOAM-
MOCTb MPOBELEHUS KOMMIEKCHbIX Hay4HbIX UCCNeaoBaHUNM,
pe3ynbTaTbl KOTOPbIX MO3BOASAT COKPaTUTb Gpemsl AETCKOoWM
MHBaNNAHOCTU U 06ecneyvynTb MX GUHAHCUPOBAHUEM.

Ypes3Bbl4aHO BarKHbIM MpPW 3TOM SABNSETCA pelleHne
cnefylownx 3agad: onpeaesieHne pernoHasnbHbiX 0COOGEH-
HOCTEN PacnpoCTPaHEHHOCTU M CTPYKTYPbl AETCKOW MHBA-
nuaHocTn B Poccuitickon depepaumn; MHOrodbaKToOpPHbIN
aHanu3 BUSHUS COLMAaNbHO-9KOHOMMUYECKOIO MOOXKEHNS
HaceneHus B ee cybbeKTax Ha GpopmMMpoBaHUE WHBaNUA-
HOCTW Yy AeTeN NpU pasnYHbIX XPOHMYECKNX 3ab0oeBaHMU-
fIX; U3yYEeHWe 3aKoHOAaTeNbHbIX U COLMabHbIX acnekToB
[ETCKOM WHBANMAHOCTWU, B TOM YMCIE MHEHMS 3aKOHHbIX
npeacrasutenen geten-MHBanMAOB O KavyecTsBe W JOCTyn-
HOCTM OKa3blBaeMoW WM peabunuTaunmoHHON MNOMOLLM,
a TaKXKe Ka4yecTBa XKM3HU NpPU OCHOBHbIX MHBANWAN3UPYIO-
LLMX COCTOSTHUSX.

B cBS13K € 3TUM C LieNblo N3y4YeHMs aKTyalbHbIX BONPOCOB
NPOodUNaKTUKM AETCKON MHBANMAHOCTM W WMCMONb30BaHMUSA
COBPEMEHHbIX 3HaHWW ANnd pa3paboTKM HanpaBneHU Hayy-
HbIX MCCNeA0BaHMM B AaHHOM o6nacTu 6bla NpoBeaeH aHanus
MHGOpMaLMK B cneunanbHOn nutepaType ¢ UCNONb30BaHK-
em pedepaTuBHbIX 6a3 HayyHbIx nybankaunin eLIBRARY.RU
(https://elibrary.ru/defaultx.asp) n MEDLINE (https://www.
ncbi.nlm.nih.gov) nNo Ko4YeBbIM croBaM «NpodunaKTuKka
[IeTCKoW nHBanuaHocTun» /«prevention of children's disability».
B 0630pe 1cnonb3oBaHbl UCTOYHUKK, OMNYBMKOBAHHbIE 3a
nepuog ¢ aHBapsa 2000 no ceHTabpb 2018 r. bbino obHa-
pyxeHo 127 ucto4yHukoB B 6a3ax eLIBRARY.RU un 404 —
B MEDLINE (Bcero 531), u3 KOTOpbIX B aHalu3 BKIIOYUIN
TO/IbKO CTaTbW, COOTBETCTBYIOLIME LIENW UCCNEN0BaHUS. bbin
NPOM3BeAEH aHaNM3 BbIGPaHHbIX UCTOYHUKOB, NMOKa3aBLLMWNA,
YTO NPaKTUYECKM BCE OHU OCBELLAIOT BONPOCHI MPOPUNAKTU-
KW MHBANMAHOCTU TONIbKO OrPaHMYEHHOrO YMcia COCTOSHUNM,
npexae Bcero cBA3aHHbIX C HEJOHOLWEHHOCTbIO (Mpodunak-
TUKa peTuHonaTuuK, 6poHXoNeroYHas aucnnasusa v T.4a.).

OBCYXAEHME

Mo gaHHbIM [MeHcuoHHOro ¢oHaa Poccuickon depe-
pauun, B PeagepanbHOM perucTpe vy, UMeKLMx npaBo
Ha nony4yeHne rocyaapCTBEHHON COLMaIbHOM NMOMOLLM, Ha
01.01.20185 B Poccun 6bina 3aperucTpupoBara 651 Thic.
neTen-uHBanuaoB B Bo3pacTe A0 18 neT, 4TO COCTaBW/IO
6onee 2% OT 4YMCNEHHOCTM BCEro [JETCKOro HaceneHus.
Mo pacyetam akcnepToB EBpPOMENCKOro pernoHasbHoOro
6topo BO3 B cTpaHax Bocto4yHon EBponbl, K KOTOPbIM
oTHocuTesa Poccus, Yncno aeten-uHBanuaoB AOMKHO ObiTb
Ha ypoBHe He MeHee 3% BCero AeTCKOro HaceneHus. Kpome
Toro, EBponeicKkas akagemus no U3y4yeHuto npobnem get-
CKOM WMHBaNWAHOCTM MpULLia K BbiBOAY, YTo euwe 8% paet-
CKOr0 HacCeNeHuss MMEeT OrpaHUMYeHHble BO3MOMHOCTH,
BblpaxkalolmMecs HeCNoCoBHOCTbIO K y4ebe n/nnm noBeaeH-
YECKMMW pacCTPOMCTBaMM, KOTOpble B HacCTosllee Bpems
TOXe OTHECEHbl K MeAUUMHCKUM npobnemam [10]. Takum
obpasom, obLee YMCNOo AeTEN C OrpaHUYEHHbIMMU BO3MOXK-
HOCTSIMM M HEMNocpeaCcTBEHHO MHBaNMAOB cpean AETCKOro
HaceneHus N60OM CTpaHbl cocTaBnseT MNPUBIN3UTENBHO

5

10%, T.e. B Poccun 3to noytu 3 MH YenoBeK. MIMEHHO
noaToMy npodunakTMuka MHBaNMAHOCTU Yy AeTen sBnseTcs
BaXHEWLWMM acneKTom paboTbl MO COXPaHEHWUIO UHTENEK-
TyanbHOro, TPYLOBOrO W PENPOLYKTUBHOIO noTeHuMuana
CTpaHbl.

OTeyvecTBEHHbIE M 3apyberkHble NccnefoBaHMa NoKasbl-
BalOT, YTO 3Ha4YMTENbHas YacTb 3ab60eBaHWM, CTaBLLMX NPU-
YMHaAMU BO3HWKHOBEHUSA Yy AETEN HEAOCTaTKOB B YMCTBEH-
HOM U OU3MYECKOM Pa3BWUTUWM, OTHOCUTCS K BPOMAEHHLIM
aHOMasMsM M XPOMOCOMHbIM HapylleHnsaM. B ¢Ba3u ¢ aTum
OAHWM M3 OCHOBHbIX HanpaBneHWUN NPOPUNAKTUKN UHBANNA-
HOCTU y ieTeN JOMKHO OGbiTb CHUXKEHUE TaK Ha3biBaeMoro
ooLlero reHeTUYECKOro rpysa B NOMNyasilUKU, KOTOPbIM
npossnsercsa 6onee 4eM y 5% Hacenenus [11, 12].

HemanoBa*KHOM COCTaBHOM 4YacTbio BCEX NPOPUIaKTU-
YECKUX MepOonpUATUIA, HanpaBieHHbIX Ha CHUXEHWUE reHe-
TMYECKOro rpysa B MOMynsUMW, CYUTAETCs MpeHaTanbHas
M NpevMnaaHTaLMoHHaa AMarHocTMKa, No3BoNsoWLas CHU-
3UTb PUCK POXKAEHUSA pebeHKa C HacneacTBEeHHbIM 3abo-
neBaHnem. HepoctatoyHas MHOOPMMPOBAHHOCTL Bpayen
W HaceNeHUs CTpaHbl, MPEXAE BCEro XEHLIMH, O peasibHbIX
BO3MOXHOCTSIX MPEeHaTaNbHOM U MpenmmniaHTaLMoHHOW ana-
FHOCTUKM He MO3BOJISET MCMONb30BaTb 3TW NpodunakTuye-
CKMe BO3MOXHOCTU B MosiHOM mepe [13-16].

CBOEBpPEMEHHOE BbISIBEHUE 3TUX TSXKENbIX WMHBaANNAM-
3UPYIOLLMX COCTOSIHUM Ha AOK/IMHUYECKMUX CTaMsAX B HAcToN-
wee BpeMs MOXeT o6ecneynTb HeoHaTalbHbI CKPUHUHT —
caMbl JENCTBEHHbIA METOA AWArHOCTUKKU U NpPOodUNaKTUKK
HacneaCcTBEeHHbIX 3aboneBaHui. Cneaytowas 3a HUM nartore-
HeTM4yecKasn Tepanus cnocobHa 0CTaHOBUTb pa3BUTUE U3MeE-
HEHWIN B Pa3/IMYHbIX OpraHax U cuctemax 601bHOro pebeHKa
[10 TOro, Kak OHW CTaHyT Heo6paTUMbIMKU. TONbKO 3a nocnea-
HWe 5 neT B pe3y/bTaTe HeoHaTaNbHOr0 CKPUHWHIA BbISIBIEHO
oKono 20 TbIC. HOBOPOXAEHHbIX C WHBANUAMU3UPYIOLLMMU
601€e3HAMMU, YTO NO3BOJIUIO CBOEBPEMEHHO 06ecneynTb Mx
naToreHeTUYeCKMM SiedeHnemM 1 npeaynpeants GpopmmnpoBa-
HWe MHBanuaHocTtu [17].

Kak nokasbiBaeT oTe4yecTBEHHas M 3apybexkHas npak-
TUKa, Lienecoobpas3Ho npoBeaeHne 6oee LWNPOKOro CKpU-
HWHra Ha BPOXAEHHbIE U HacneAcTBeHHble 601e3HN 06MeHa
B HeoHaTa/lbHOM Mepuoje, B 4aCTHOCTU Ha Hambonee pac-
npocTpaHeHHble HO30M0rM4Yeckne Gopmbl peaknx 6onesHen,
NPy KOTOPbIX MPUMEHSAETCS NnaToreHeTUu4ecKas Tepanus,
C MOMOLLbIO MPenapaToB, 3aperMcTPMPOBaHHbIX Ha TEPPUTO-
puun Poccuinckon deanepaumm. B HacTosilee BpemMs HacUmUTb-
BaeTcs yxke 0Koso 30 Takux 6onesHen [18-21].

[JaHHble OTe4yeCTBEHHOM W 3apybexHOon nuTepaTypbl
OTpakaloT efMHOe MHEHWe uccnepoBaTtenei, 4Yto AOCTU-
EHUS NMEepPUHATONOrMK NMPUBENN HE TONbKO K YBENUYEHMIO
BbIXMBAEMOCTU MNaAeHLEB, HO U K POCTY UHBaNUAW3MUPY-
IOLMX PaCcCTPOMCTB Y BbIKMBLUMX AeTel. HYacToTa uHBanua-
HOCTU CPeaM OXMBIMEHHbIX AeTel yBenuMymBaeTcs no Mepe
CHWXXeHWs Maccbl Tena. Cpean HOBOPOXKAEHHbLIX C MaccoMn
Tena 1000 r 1 HUXKe TsKeNble WMHBaNWAM3UpyoLWMe pac-
CTpovcTBa oTMevatoTes B 28% cnyyaeB, a MeHee rpybble —
B 44% [22-26].

B cBA3K ¢ nepexoloM Ha HOBblE KPUTEPUU permcTpaLlmm
poXaeHus, pekomeHaoBaHHble BO3, a TakKe ynyyleHnem
BbIXa)XMBaHUS HEAOHOLIEHHbIX U MasOBECHbIX HOBOPOXAEH-

depepanbHas cnyxk6a rocyaapcTBEHHON CTaTUCTUKK. HaceneHue. Monoxenune nueanuaos. URL: http://www.gks.ru/wps/wcm/connect/

rosstat_main/rosstat/ru/statistics/population/ disabilities/# (nata o6pauieHmsa 10.09.2018).



HbIX, MX YMcno yBennymBaetcs. B Poccuickon depepaunu
[40NS HEeJOHOWEHHbIX AeTel, POAMBLUMXCS C HU3KOW, OYEHb
HW3KOM M 3KCTPeMasibHO HU3KOM Maccou Tena, cpeau AeTen,
POAMBLUMXCS XMBbIMW, B HacTosillee Bpems cocTaBaser
11,8%, T0 ecTb 60nee 200 Thic. Yenosek [23].

AHann3 MNpUYUH AETCKOW MHBANMAHOCTM MOKa3blBaeT,
YTO B €€ CTPYKType NCUXMYECKME PACCTPOMCTBA U PACCTPON-
cTBa nosefAeHusi, 60M1e3HM HEPBHOM CUCTEMbI U BPOXAEH-
Hble aHOMasnKM Pa3BUTUS CTabuNbHO 3aHMMatoT 6onee 60%
cpeaun 6o5e3Hen, 06yCNOBUBLLMX MHBAIMAHOCTL JeTen BCeX
BO3pacTHbIX rpynn. CywecTBeHHbIM BKNag B $opmupoBa-
HWE WMHBaANMAHOCTW y AEeTel B 3TOM rpynne npu4uMH BHOCAT
HacneacTBeHHble 60/1€3HU M OETCKUI LiepebpalibHbli napa-
nny [1, 27-30].

B cBfI3M C 9TUM aKTyallbHbIMUW CYMUTAIOTCHA NpoBeaeHue
FEHOMHbIX WM MPOreHOMHbIX UCCNefoBaHUM Ansd pacwund-
POBKM MONEKYNSPHbIX OCHOB 60M1€e3HEN AETCKOro Bo3pac-
Ta, a TakXKe pa3paboTKka METOAOB MX le4eHns U NpoduUnak-
TnkK. C aTOM Uenbio psa aBTOPOB NpeasiaraeT co3paHue
BcepoccuicKon 6a3bl reHOMHbIX JaHHbIX O CTPYKType
M HacneCcTBEHHOW OTArOWEHHOCTU pa3/IyHbIX Mony-
JNIILMOHHBIX TPynM, MPOXUBAIOWUX HA TEpPPUTOPUAX
Poccuiickon ®epepauum, u paspaboTKy aaropurma
pacyeTta 4actoTbl BCTPe4YaemMoOCTHM Hac/eACTBEHHbIX
6one3Hen B ee cyobeKTax [31-33].

MepcneKkTMBHbIMU NpPeACTaBAAOTCH BbiABNEHHME GUO-
XMMUYECKUX MapKepPOB NOBPEXKAEHUA U penapawum Kne-
TOK Mo3ra npu HapyweHUsax MO3roBoro KpoBoobpatlleHus
B pesynbraTe nepuHaTanbHblX NOBPEXAEHUN, FTEHETUYECKU
06YyCNOB/IEHHbIX MOPaXKEHWM W YepPenHO-MO3roBbIX TPaBM
y AeTen, pa3paboTKa Ha OCHOBE pe3ynbTaTOB 3TUX UCChe-
[I0BaHWM peKoOMeHJalUni ansg Tepanum U CHUXEHUS cnyvyaeB
MHBanuaHocTu [34].

B nocnegHee BpeMsi 6GbICTPO HapacTaeT UHTEPEC 1Uccne-
foBatenen U KIMHULMCTOB K POY KULLIEYHON MUKPOOUOTHI
B MOAAEPKAHUM 340pPOBbS YENIOBEKA, a TaKXe B pas3Bu-
TUW U NpeaynpexaeHnn psga 3aboneBaHin. YCTaHOBEHO,
4YTO roOMeocTas3 KULWEYHON MUKPOBMOTbI CMOCOBCTBYET HOP-
ManbHOMYy QYHKLMOHMPOBAHMIO Pa3finyHbIX CUCTEM Opra-
HW3Ma. HapyweHue paBHOBECHS B KMLLIEYHON IKOCUCTEME
(aMcbunos) accoummnpyeTcs CO MHOTMMUW MHBaNUAU3NPYIOLLM-
MW NaTOIOrMYECKUMM NPOLIECCAMM Y AETEN, BK/OYAs ayTo-
UMMYHHblE, MeTaboIMYEeCKME U 3N10KaYeCTBEHHbIe 3abone-
BaHua [35-37]. JanbHewnwee npeacraBieHne 0 3HA4YEHUN
cocTaBa M [AMHAMWUKM MUKPOOGMOTbI, U3YyYEeHWEe B3aUMO-
CBSI3M MMKPOOMOTbI M MaToreHesa [AaHHbiIX 3ab0sieBaHUN
MMelT 60/blioe 3HavyeHue Ans NpPoPUIaKTUKKU AETCKOM
WHBaNNOHOCTM.

MpennaraeTcs YTBEP)KAEHME HaydYHO-UccnefoBaTeNb-
CKon pab6oTbl (HUP) «3HaYyeHUe 4yenoBe4YecKoro MUKpo-
6uoma B noaaepKaHUn 340pPoBbA U GOPMUPOBAHUMN XPO-
HUYECKUX MHBANUAU3UPYIOLLUX 3a60NeBaHUi y aeTen».

OaHoM 13 Mep No NpPoduUNaKTUKe AETCKOM MHBaNUAHOCTU
MOFyT CTaTb paLuoHanu3auus WMCnonb30BaHWS aHTUOMO-
TUKOB, pa3paboTKa U BHeApeHWe MeponpuaTui no 6opode
C YCTOMYMBOCTbIO BO36YyAMTENEN rocnutanbHbiX U BHEOONb-
HUYHbIX MHOEKUMK. MacwTtabbl 3TOM Mpob6aemMbl OFPOMHbI.
3HaynTeNbHO Xy)Ke 06CTOUT Aeno B aMOBynaTOpHOM MpaKTu-
Ke. 3a nocnegHue 15 net HepaLUWOHanbHOE MCMNOb30BaHne
@HTUOMOTMKOB HE TONIbKO HE OCTAHOBWJIOCb, HO Jae BO3-
poCno, B CBA3K C Y4eM € HOos6psa 2015 r. cTany NpoBOAUTLCS
TaK Ha3blBaeMble BCEMUPHbIE HEAENN MPaBUIbHOIO UCNOSb-
30BaHuKs aHTMOMOTUKOB. CornacHo MobanbHoOMYy naaHy npo-

GUNaAKTUKK N 60PbObI C aHTUBUOTUKOPESUCTEHTHOCTbIO [38],
B 2016 . Mepbl B 3TOM HanpaBaeHUW JOMKHbI MPUHUMATbLCS
Ha Bcex ypoBHSX obliectBa [39, 40].

B coBpemMeHHOM KOHLEenuuu nporpaMmMuvpoBaHus 340-
poBbs YenoBeKa B TedeHne nepBblx 1000 AHEN KU3HKU HET
Ha ceroaHs 6onee BaXKHOM LIeNN, YEM CO3aHME MaKCUMalb-
HO BO3MOXHbIX KOMQPOPTHbIX YCNOBMW Pa3BUTUS pebeH-
Ka B KPUTUYECKM BaxKHble nepuoabl agetctBa — 270 aHen
BHYTPUYTPOGHOM M NepBbIX ABYX NET BHEYTPOOHOW MU3HMU.
Mo3ToMy O4eBMAHbLI M LENN ANS1 COBPEMEHHOW NeauaTpuu:
«3afla4a-MUHUMYM — NPOXKTb 3T 1000 gHen 6e3 aHTUbmOo-
TMKOB, 3ajja4a-MaKCMMyM — OCTaBaTbCs 6€3 HWUX KaK MOXKHO
gonbuel» MpUHUMNMaNnbHO BaXKHbIM NpeACTaBNseTCs U3y4ye-
HWEe NOTEeHLMaNbHON OMacHOCTU HepaLMOHaNbHOro npume-
HEHWS aHTUOMOTUKOB B NEPUOA BHYTPUYTPOOGHOIO pa3BuTHA
pebeHKa v nepsble 2 roaa »un3uu [40].

Mpennaraetcqa yrBepxaeHve HUP: «A3yunuTb BAUSHUE
paHHero UcnoJib3oBaHU aHTUGUMOTUKOB B NMpPOrpamMmmu-
POBaHUU MHBAIMAU3UPYIOLLUX GONIe3HEN Y fieTe».

M36bIToYHas macca Tefla, 0co6eHHO B das3e oxupe-
HWUS — OMacHble MHBaANNAN3MPYIOLME M COKpaLLaloLme npo-
[OJIKMTENbHOCTb KM3HM COCTOSIHMSA. [TOKa3aHo, YTO MCTOKM
OXMPEHUS NeXKaT B paHHEM AETCTBE M CBA3aHbl CO MHOTMMMU
NPUYMHaMK, B TOM YUCNE C UCKYCCTBEHHbLIM BCKapM/IMBaHM-
eM B MJTaeHYeCcTBe C NPUMEHEHNEM BbICOKOBGENKOBbLIX CMe-
Cen, HepauMoHanbHbIM BCKapM/inBaHWeM Ha 2—3-M rogy
U3BHUW; TaKKe MMeeTCs NpsiMas Koppensaums Mexay Maccown
Tena Mnagwmx LWKOAbHUKOB U MPUMEHEHNEM aHTUOUOTUKOB
B NepBble MecsLbl XU3HK [41, 42].

Mpo6nema OXKMpeHUs y AeTen nmeeT YeTbipe acnekTa [9]:
e (hopMupoBaHUe caxapHoro avabeTa (3a pybexom aarke

NosIBUNICSA HOBbIM TEPMUH «diabesity» — agnaboxunpeHue,

no4YepKMBatoLLMI OGLLHOCTb MEXaHU3MOB BO3HUKHOBE-

HUSA 3TUX ABYX 60Ne3HEN);
® BbICOKMW PUCK Pa3BUTUS HE TONIbKO apTepuanbHOW rm-

NEepPTEH3UN, HO W OHKOMOrMYeckmx 6ones3Hen (4acTtoTta

HEKOTOPbLIX BUAOB PAKOB XeNyA04YHO-KULLIEYHOro TpaKTa

MMeeT MpsSIMyl0 KOpPensiuuito ¢ MHAEKCOM Mmacchbl Tena

1 Bo3pacTaeT B 2 1 6onee pa3s y 60/bHbIX OXXUPEHUEM);
® POCT Pacxo4oB Ha feYeHne Tak1X NaLneHTOB, NOTOMY 4TO

MHOIrMe TapreTHble Nnpenapatbl NPU OXUPEHUN paboTaloT

XYKe;

e [eTn C M30ObITOYHOW Maccow Tena uMeloT 6onee mea-
JIEHHYIO KOFHUTUBHYIO AEATEeNbHOCTb WM Yalle Apyrux
ABNAOTCH 06bEKTAMM HACUIUS M arpeccum CO CTOPOHbI
CBEPCTHMKOB.

Moatomy npegctaBnaseTcs Lenecoobpas3HbiM MNpoBe-
ctv HUP «Hay4yHoe oGocHOBaHue Mep UHAUMBUAYA/IbHOW
U MaccoBOW NMPOPUIAKTUKU OXUPEHUA AN CHUXKEHUSA
WHBaNUAN3aLUU y aeTen».

He MeHee BaXKHOWM cOCTaBnsIoWEN COBPEMEHHOM annae-
MWW HEUHDEKLMOHHON 3a601€BaeMOCTU HaceneHuns aBns-
l0TCA 60N1€e3HU CUCTEMbl KpoBooOGpaleHuUsa. M3ameHeHus
ECTKOCTU COCYAMCTOM CTEHKW, onpeaenstoume BO3HUK-
HOBEHWE PaHHUX COCYAUCTbIX KaTacTpod (MHDAPKTOB U UH-
CyNbTOB), BCe 4Yalle HabnaaloTca He TONbKO Y /UL, MOJO-
[loro BO3pacTa, HO yXe y MNoApoCTKOB W Gonee mnag-
WKX OeTen, U CTapTyloT O4eHb paHo (c 6-8 neT, Koraa
AeTn BnepBble NPo6ylT KypuTb). Kpome Toro, B AETCKOM
BO3pacTe BCe 4alle HabngaeTca yBennyeHne 6pemMeHu
TpoMOOdOUNMK, NpPEXKAEe BCErO FEHETUYECKU OOYCNOBMEH-
HOW, @ TaKXe reHeTU4eCcKU O6YCNOBAEHHbIX MHBaNUAN3HU-
PYIOLLMX U HKUBHEYrpoOXKatoWwmnx KapamoMmnonaTum u apyrux
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6onesHen cepaua. MHOrMMKU nccnegoBaTensiMm cHMTaeTcs
HeobXxoAMMbIM orpeaeneHne reHeTM4ecknx, GUoxnumMmunye-
CKUX M MHCTPYMEHTasIbHbIX MapKepoB pucka dbopMupoBa-
HUS UHBaANUAU3UPYIOLWEN U XKU3HEYrpoxKatowen naTonorum
cepaeyvyHo-CoCyanCToM CUCTEMbI AN €€ paHHEeN AMarHocTu-
Ku 1 npodunaktnkm [43-45].

Mpennaraetca yreepxaeHve HUP: «OnpepeneHue re-
HEeTU4YEeCKUX, GUOXUMUYECKUX U UHCTPYMEHTa/IbHbIX Map-
KepoB pUCKa ¢GOopMMUPOBAHUA WHBANUAU3UPYIOLLEN WU
XKU3Heyrpoxatoluen natosorum cepaeyvyHo-coCyaucTomn
CUCTEMbI A1 ee paHHEeW AUArHOCTUKHU U NPOPUNAKTUKN».

He meHee aKTyanbHOW MNpo6GaeMon AEeTCKOW WHBanua-
HOCTU ABNSIETCS OHKONOrnM4yecKas 3abosneBaemMocTb [46, 47].

BospacTHasa cTpyKTypa AeTCKOM MHBaNWOHOCTU NMOKas3bl-
BaeT, YTo Haubosnee ys3BMMbl LETU LWKOJbHOrO BO3pacTa.
PesynbraTtbl UccnefoBaHU OEMOHCTPUPYIOT, YTO C MePBbIX
[Hen npebbliBaHWa B LWKoNe pebeHKa OKpyxaeT uudpoBas
cpefia, HO HU nefjarorn, HA MeAUKM, HU PoaUTENM He 3HatoT
0 peanbHOM B/IUSAHWM 3TOrO NPoLecca Ha OpraHn3m 1 340po-
Bbe AeTen. [1pyn 3TOM MHTEPHET-3aBUCUMOCTU YXKE OMNUCaHbI
M paccmMaTpuBaloTCA KaK HOBble MPOSBIEHWUS AEBUAHTHOIO
nosefeHus aeten BMNOTb A0 HACTYMJIEHWS WMHBaNIWAHOCTW.
B cBA3K ¢ 3TMM CTaHOBUTCA 0O4YEBUAHOW HEOOXOAUMOCTb
CO3[1aHUs CUCTEMbI TMIMEHNYECKOW U MEAMKO-NCUXOSIornYe-
CKOM 6€30MacHOCTH KU3HEeAEATENbHOCTH AeTern B LndpoBon
cpege [48].

B ¢BA3K ¢ 3TUM HEOBXOAMMO NPOBECTH HayYHOE Uccneno-
BaHMe «HayyHoe 060CHOBaHUe CUCTEeMbl FTMTMEeHU4YECKOMN
U MEeAMKO-NCUXO0/IOrMYecKon 6e30MacHOCTU KU3Hepesa-
TeNnbHOCTU AeTel B LudpoBoi cpege».

Hapsagy ¢ aTum 60nblioe 3HavyeHue npuaaloT paHHen
[MarHoOCTMKe camMOM WHBANWOHOCTM, 3adEPrKEK Pa3BUTUS Y
aeTen, 0CO6EHHO MCUMXOMOTOPHOro. YKasaHHyto npobrnemy
CBSA3bIBAOT, C OJHOW CTOPOHbI, C KBanudUKaLuMen Kagpos
neavaTpu4yeckon cnyKobl M Cny*6bl MeanKO-CoLManbHOM
3KCMNEpPTU3bl, C OAPYron — C AEUCTBYHOUMMU KPUTEPUSMU
WHBaNMAHoOCTM aeten [49-52].

YyuTbiBasg YHWKasbHbIM peabunntaumMoHHbIA NoTeHuMan
pebeHKa, ocoboe MecTo B npodunakTUKe OETCKOW MHBa-
NIMOHOCTU MPUHALNEXUT BOCCTAHOBUTENIbHOMY JIE4YEHMUIO.
BaxHbIM TaKe npeacTaBNseTcs pacliMpeHne MpPaKTUKK
BHEAPEHNS BbICOKOTEXHONOMMYHON MEAMLMHCKON MOMOLLM
[53, 54]. 370, KaK 1 NnporpaMmma CTpouTEeNbCTBa NEpUHaTab-
HbIX LLEHTPOB, OAHO M3 CaMblX yAa4HbIX PELEHUI NpaBUTENb-
cTBa M MuHWUCTepCcTBa 3ApPaBOOXPaHEHMUs, HamnpaB/EHHbIX
Ha NPOdUNAKTUKY WMHBaIMOHOCTM W MOBbIWEHWE KayecTBa
M JOCTYMHOCTU MEAMLIMHCKOM NOMOLWM AETAM.

Cpeaun aKonorumyeckux daktopoB B Poccuitckon depe-
pauun 60MbluOoe 3HAYEeHUE WMMEET MPUPOAHbIN AedULMnT
nofa, KoTopbln oxBaTbiBaeT oKono 50% Tepputopun cTpa-
Hbl. B cBA3M C npekpalieHneM WoaHOM NPOdOUNAKTUKHK
HapacTaeT Hanps»KeHHOCTb 306HON 3HAEMUK, OTpULLATENb-
HO CKa3blBalOWENCcs Ha 300pOBbe AeTen: 3To, Nnpexae
BCEro, 3aJepyKa YyMCTBEHHOro, pM3M4YECKOro n nosaoBoro
pa3BuTna. CoyetaHme nogHoro geduumTa ¢ aHTPOMNOreHHbI-
MW 3arpsi3HEHUSIMKU CMOCOBHO yCUIMBaATb HaMPSXEHHOCTb
300HOW 3HAEMMM, MOTEHLMPOBATb Pa3BUTME OMYXONEBOW
naTtosiorMn WKWTOBUAHON Kenesbl. [lpodunaktnka mono-
OePUUNTHBIX COCTOSHUW Y BepeMeHHbIX XeHWwMH Ha 20%
CHUXaeT 4YacToTy MepuHaTalbHbIX MOPaXKEHUN LEeHTpab-
HOW HEPBHOW CUCTEMbI Cpean HOBOPOKAEHHbIX U Ha 30% —
3ab6oneBaeMoCTb AeTel NepBoro roga *W3HW. MNeauatpbl
W 3HOOKPUHOJIOMM CTPaHbl MHOIO JIET CTaBSAT BONPOC O HEO6-

XOAMMOCTM 3aKOHa N0 WOJMPOBAHUIO COJIU, HO MO HemMo-
HATHBIM MPUYMHAM TaKoOM 3aKOH He npuHumaeTcd. Llenoe
noKosieHne rpaxkaaH Poccum BbIPOCO B YCI0BUSAX AePULMK-
Ta nopa [17]. B utore, cnefyet OTMETUTb, YTO B 3apyberKHOM
nuTepaTtype NpaKTUYecKM HET Ny6nuKauuin, NocBSLLEHHbIX
HenocpeacTBeHHO NpodUNaKTUKe AETCKOW WHBANWAHOCTW.
Bce BHMMaHWe 06palleHO Ha BO3MOXHOCTb HOPMUPOBA-
HUS MHBANMAHOCTU Yy AETEN, POAMBLIMXCS C 3KCTPEMasbHO
HWU3KOM MaccoK Tena, C TakMmu npobnemMamu, Kak AeTCKuUm
uepebpanbHbil napanuy, OGpoHXoNerovyHas Aucniasus,
peTMHonaTms.

3AKJ/IIOMEHUE

Taknm 06pa3oMm, CyLIeCTBYIOT OMNpPeAeNeHHble pPe3epBbl
MO CHUMKEHWUIO MHBanMaHocTM paetewn. [lpexage Bcero, 3To
BHeAPEHWE COBPEMEHHbIX TEXHOIOTUI CHUKEHWNS FeHeTHYe-
CKOro rpysa B nonynsiyuun, To ecTb NpopunakTuKa Hacnes-
CTBEHHbIX M BPOXKAEHHbIX, B TOM Yncne opdaHHbIX 60/1€3HEN.
BaxkHbIMKW npeacTaBaaioTcs co3gaHue Becepoccunckon 6a3bl
reHOMHbIX JaHHbIX O CTPYKType U HacneACTBEHHON OTArOLEeH-
HOCTM Pa3nUYHbIX MNOMYASALMOHHbBIX FPYMM, MPOXKMBAKOLMX
Ha TeppuTopusax Poccuitckon Pepepaumu, n paspaboTka
anropuMTmMa pacyerta 4YacTOTbl BCTPE4YaeMOCTU HacneAacTBEH-
HbIXx 60Ne3HEN B ee CyObeKTax, a TaKe BbliBNeHne 6u1o-
XMMUYECKMX MApPKEPOB MOBPEXAEHUSA U penapaLnn KNeToK
Mo3ra. M3yyeHuss TpeGyeT BO3MOMXKHOCTb BAUSHUS YesoBe-
4ecKoro MMKpobuoma Ha noagep:KaHue 300poBbs U GOPMU-
poBaHME XPOHUYECKMX WHBaNUAM3UPYIOLWMX 3a60NeBaHUM
y neten. HeobxoauMmbiM SBASETCA Hay4yHOe O6OCHOBaHWe
Mep WUHAMBWAOYaNbHOMW M MacCOBOW MPOPUNAKTUKKU OXKMUpe-
HUS y aeTen. AKTyalbHbIM B HacTosilee Bpems cyuTaeTcs
onpefeneHne reHeTMYecKnx, GUOXMMUYECKUX U UHCTPYMEH-
TaNbHbIX MapKepoB pucKa GOPMUPOBaAHUSA MHBANUANIUPYIO-
LLEN U }M3HEeYrpoxalolen Nnatonormm cepaeyHo-cocyancTom
CUCTEMBI AN €e paHHeW AMarHOCTUKM M MPOdPUNAKTUKM.
Haspena Heo6x0AMMOCTb Hay4HOro 060CHOBAHUSA CUCTEMbI
TMIMEHNYECKON M MEeAMKO-MCUXON0rMYecKon 6e30nacHoOCTm
KMU3HEAEeATeNbHOCTU AeTel B LUMGbPOBON cpefe U B coBpe-
MEHHOM 3KOJIOFMYECKOM 0O6CTaHOBKE.

O DEKTMBHOCTb AENCTBUIN B 3TOM HamnpaBieHUN 3aBUCKT
OT OpraHn3aTopcKon paboTbl OpraHOB 3ApaBOOXpaHeHus
1 GMHaAHCOBbIX BO3MOXHOCTEN. Peann3auns npegnaraembix
Hay4HbIX UCCNefOBaHUA, HECOMHEHHO, OKaXeT NONOXUTENb-
HOe BNVSHWE Ha NpeaynpexaeHue 4eTCKOW MHBaNUAHOCTH.
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AKTYAJIbBHOCTb WHO; BO3), K03ddMUMEHT MNageH4YeCKON CMepPTHOCTH

MnageH4yeckasi CMEPTHOCTb — He TOJIbKO OAMH U3 KO- onpeaensieTcsl Kak «Ko/IMYecTBO AETEN, YMEPLIMX B BO3-
4yeBblXx MOKa3aTenewn pgemorpadun, XapaKTepu3yrouinx pacTe oo 1 roga, Ha 1000 poaMBLUMXCSA KUBbIMW» U XapakK-
COCTOSIHME 30POBbSA U YPOBEHb XU3HU HAceneHusa cTpa- Tepu3yeT BEPOSATHOCTb CMepTM pebeHKa, PoaMBLIErocs
Hbl, pernoHa, ropoga, Ho U MHAMKaTOP Pa3BUTUS rocyaap- B KOHKPETHOM rogy, A0 AOCTUXEHUS UM BO3pacTa OAHOro
cTBa. B cootBeTcTBMM € onpeaeneHnem BecemupHon opra- roga [1]. BelgeneHve nokasatens mMnafeH4eCcKon cmepT-
HM3aumn 3apaBooxpaHeHunsa (World Health Organization, HOCTU U3 MNoKasaTensd AeTCKOM CMEePTHOCTU 06YCNOBJIEHO
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B TOM YUCNEe W 3HAYUTENbHbIMU Pa3NUYUAMU B CTPYKTYpe
MX Npu4uH. Mpu aToM BKNaA MAafeH4YeCKOM CMEPTHOCTU
B CTPYKTYPYy AETCKOW CMEPTHOCTM Haubonee 3Ha4yuTesEeH.
Tak, no gaHHbIM BO3, B 2016 . B M1pe 3aPpUKCUPOBaHO
4,2 MNH cly4aeB CMepPTU AeTen B Bo3pacTe [0 OAHOro roaa,
M 370 cocTtaBnsieT 75% Bcex cMmepTen AeTen B Bo3pacTe
o natm net [2].

B nocnegHve roabl oTMeYaeTcs yCTOM4MBas TeHAEHUMS
K CHUXEHWIO MNajeHYeCcKoW CMepTHOCTU. B rno6anbHOM
MacLTabe MMPOBOM NOKa3aTe/lb MaAeHYECKOM CMEPTHOCTH
B nepunog ¢ 1990 no 2016 r. cHM3uncs 6onee 4eMm BABOE —
¢ 63,0 go 30,5 Ha 1000 poauBLmxcsa xuebiMu [3]. OfHaKo
KO9bPUUMEHTbI MAageHYeCKOM CMEPTHOCTU 3HayuTesbHO
pasnMyaloTca He TOJIbKO B pPa3HblX CTpaHax, HO M B peru-
OHaxX BHYTpPM oOAHOM cTpaHbl. CamMbl BbICOKMW MOKa3a-
TeNlb MAafjeH4YecKon cmepTHocT B 2016 1., NO AaHHbIM
BO3, 3admKcupoBaHHbIN B cTpaHax APPUKaAHCKOro permoHa
(52,3 Ha 1000 *KMBOPOXKAEHHbIX), YTO Bonee, Yem B 6 pa3
npeBbIllaeT TakoBOM B cTpaHax EBponenckoro pervoHa
BO3, rae ypoBeHb MaeHYECKOW CMEPTHOCTU COCTaBAsAN
8,3 Ha 1000 poamBLUMXCS ¥UBbIMK [2, 4, B].

B Poccunckon degepaumm (PP), no gaHHbiM Pegepasnb-
HOW CNyO6bl rOCyAapCTBEHHOW CTAaTUCTUKK, TaKKe OTMeva-
€TCa NIaHOMEPHOE CHWXKEHWe MoKasaTtens MiaaLeH4ecKomn
CMEPTHOCTHU, KOTOPbIM, Hanpumep, B 2014 r. coctaBnsn
7,4 Ha 1000 poavBlNXCS *¥MBbIMKU, @ B 2017 r. cHU3uMACA
no 5,6 [6]. Ana cpaBHeHus: B EBponenckom pernoHe BO3
NMPOU3OLLNO CHUXEHWE YPOBHA MaLeH4YeCKOW CMEPTHO-
cTn ¢ 8,7%0 B 2014 1. go 8,3%0 B 2016, a B CLUA gaHHbIA
nokasaTe/lb COCTaBNsAN COOTBETCTBEHHO 6,0 U 5,6%o. Npu
3TOM OLEeHMBas MafeHYecKylo CMepTHOCTb B EBponew-
CKOM pernoHe BO3, Hy)HO y4uTbIBaTb €ro Pa3HOPOAHOCTb.
YpPOBHU MNaleHYEeCKOW CMEPTHOCTM MO CTpaHaM KoneobnoT-
ca — oT 2,1%0 B HopBeruun no 6,7%o. B bonrapuu (daHHble
2016 r.) [7]; Ha TEPPUTOPUM HaLLEN CTPaHbl TaKXe NMEIoTCS
3HaYuTENbHbIE PA3/IMyYUSA B YPOBHAX MIaJeHYECKOM CMepT-
HOCTM B 3aBMCUMOCTM OT pervoHa.

CTpyKTypa OCHOBHbIX MPUYUH MNAAEHYECKON CMEPTHOCTU
HeoagHopoaHa. TaK, No AaHHbIM LIeHTpa No KOHTPOO U Npo-
dunakTnke 3a6onesaHui CLUA (Center for Disease Control
and Prevention, CDC), nuaupyoune no3vumMm 3aHumatoT
BPOXJEHHblE NMOPOKKU pasdBuTMa (119,2 Ha 100000 xuBo-
POXAEHHbIX); MPUYUHbI, CBA3AHHbIE C MPEXAEeBPEMEHHbIMM
pojaMu M HU3KOM Maccon Tena npu poxaeHun (104,6);

CUHAPOM BHe3anHon mnageHyeckon cmeptn (CBMC) (36,8);

3a601eBaHN HOBOPOXAEHHbIX, CBA3AHHblIE C OC/IOMHEH-

HbIM Te4YeHUEeM 6epeMEHHOCTU (BPOXKAEHHble WHOEKUMH,

remMosiuTuyeckas 60ne3Hb naoga u HOBOPOXAEHHOIO M Ap.);

TpaBMbl, B TOM YMCNEe HecYacTHble cnydau (29,2) [3].
HauMoHanbHbIM WHCTUTYT 340pOBbSA [AEeTeW U pas3Bu-

Tns vyenoBeka CLUA (National Institute of Child Health and

Human Development, NICHD) npu3HaeT, 4To 60/bWHUHCTBO

NNONPYIOLNX MPUYMH CMEPTU JeTen B Bo3pacTe Ao 1 roga

npeaoTBpaTUTb HEBO3MOMXHO, OAHAKO MOXHO 3HA4YUTENbHO

COKpaTWTb CTeneHb pucka cmepTh. OCHOBHbLIMU MYTAMM CHU-

¥eHMs Takoro pucka, no MHeHuto NICHD, aBnqtoTcs:

°* MnpoduNaKkTUKa BPOXKAEHHbIX aHOMaNINK Pa3BUTUS;

e npodunakTUKa NpexAeBPEMEHHbIX POAOB, POXAEHWS
[eTen ¢ Manon Maccom Tena u CBA3aHHbIX C 3TUM OCOXK-
HEHWN;

e obecneyeHne MeAULMHCKOM MoMowM 6GepeMeHHbIM
W NNaHupyloWmnm 6epeMeHHOCTb;

e obecneyvyeHune ycnoBmn 6€30nacHoOro CHa;

® KUCNoSb30BaHWEe HEOHATaNbHOIO CKPMHMHIA ANs BbisSiBe-
HUS CKPbITOW naTosoruu [8].

B P®, no gaHHbiM PoccTtata, B CTPYKType MnageHve-
CKOW CMEepTHOCTM npeobnagatoT nepuHatanbHble NMPUYUHbI
(51,6%), cpean KOTOpbIX Beayliee MecTo 3aHMMatoT reMop-
parm4yeckmne n MHOEKLIMOHHbIE OCNTIOXKHEHWS, CENCUC U AblXa-
TeNbHble PACcCTPOMCTBA, @ TaKXe BPOXAEHHble aHoManuu
pa3sutna (21,8%), cpean KoTopbix Hanbosee 4acTo — aHo-
Manuu cucTeMbl KpoBoobpalleHus (9,9%) [6].

CTPYKTYPA MJIABEHYECKOW CMEPTHOCTH

BHE JIEYEGHbIX YYPEXAEHUMA

(POCCUMCKAS ®EAEPALIUA, 2014-2017 rT.)

3HauyuTenbHOEe BIUAHUE Ha CHUXEHWE MJialeHY4ECKOM
cmepTHoCcTM B P® oKkasana paboTa no CO3[aHUI0 Tpex-
YPOBHEBOMW CUCTEMbI OKa3aHWUA MEAWLMHCKOW nomoLlm
HOBOPOXAEHHbIM K POANNIBHULAM, a TaKXe CTPOUTENbCTBO
ceTn nepuHaTanbHbIX LEeHTpoB [9]. OgHaKo, NO AaHHbIM
2014 r.*, 16% cwmepTen peten B Bo3pacTe Ao 1 ropa
B P® npoucxoanno BHe nevyebHbIx yupexaeHuin (J1Y). Mpu
3TOM B 7 cybbeKTax PP B 2014 r. gaHHbIM NoKasaTenb
pocturan = 30%.

AHanu3 npuYMH MNajeH4yeckon cmeptn BHe JIY
B 2014-2015 r. noKkasan 3Ha4YUTENbHOE YUCNIO CMEpPTEN,
HacTynuBWwuKX B pesynbrate acdukcmun n CBMC (tabn. 1).

Ta6nuua 1. Hanbonee YacTble NpUyMHbLI CMEPTU AeTel B Bo3pacTe A0 1 roga BHe neyYebHbix yupexaeHui (PP, 2014-2015 rr.)
Table 1. The most common causes of death for children under the age of 1 year outside healthcare facilities (RF, 2014-2015)

2014 2015
Mokasarenu Yucno ymepmx Yucno ymepmx
Yucno ymepiumx, n BHe J1Y, % Yucno ymepiuux, n BHe N1V, %
Bcero ymepno BHe J1Y, yen. 2297 1588
NH}EKLMOHHbIE 3a60/1eBaHUs 266 11,6 262 16,5
Acdurens n CBMC 605 26,3 627 39,5
HecyacTHble cnyvyaun 159 6,9 182 11,5

lMpumeyvaHume. JTY — nevebHble yupexaeHuns, CBMC — cMHApPOM BHe3amnHoOW MnageHYeCcKon CMepTy.

Note. HF — healthcare facilities, SIDS — sudden infant death syndrome.

*  3pecb M fanee B TEKCTE UCNONb30BaHbl JaHHble NPorpaMMHO-MHbOpPMaLMoHHoro kommnnekca (MNK) Munsgpasa Poccun «MOHUTOPUHT

cmepTHOCTH geTen oT O go 17 neT BKIOUYUTENbHO.
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CouunanbHasa neguMaTpusa U opraHu3aums 3gpaBooXpaHeHuUs

B yacTtHocTH, B 2014 . n3 2297 ymepwmnx BHe J1Y 3aperu-
cTpupoBaHo 605 (26,3%) cnydaeB CBMC u cmepTv no npwu-
ynHe acoduKkeun. B 2015 r. ob6beanHEHHbIM MNoKasaTesb
(CBMC n acdukeus) coctaBun 627 (39,5%) ns 1588 ymep-
wux BHe J1Y. Mpun aTom cneayet OTMETUTb, YTO 0O6beaNHEHUE
[aHHbIX 0 JeTsx, ymepLumx ot acbukenn n CBMC, onpaBaaH-
HO, TaK KaK B c/ly4ae OTCYTCTBUSI KPUMMHaNbHbIX MPUYUH
[aXke nocne nosIHoOro NaTtosoroaHaToOMMYeCcKoro uccneaoBa-
HUS HEBO3MOXHO OTINYNTb acduKkeunto ot CBMC [10]. Kpome
TOoro, B psige cy6bektoB PP TpaguMUMOHHO Takas CMepTb
TpaKTyeTcs Kak achuKens (npeanonaraetcs TeopeTnyecKas
BO3MOXHOCTb OOTypaUMW AblXxaTeNbHbIX NyTeN), B OTAM4YME
OT Apyrux pernoHoB P®, rae Bce noaobHble CMEPTU OMu-
cbiBatotcs Kak CBMC, T.e. cMepTb He MMeEET O4YeBUAHbIX
MPWYKUH, MO3TOMY C HaLLEN TOYKU 3PEHUS 0O6bEANHEHUE ITUX
rnokasaTefnien NnpaBoMepHO.

OcTanbHble NPUYNHBI CMEPTH AeTern B Bo3pacTe 40 1 roga
(BpOXAEHHbIE aHOManWW pas3BWUTUS, 3/10Ka4yeCTBEHHbIe
HOBOOGPAa30BaHMUsl, OpraHMYecKoe MopaKeHne LeHTpab-
HOW HEPBHOW CUCTEMbI, MULLEBbIE OTPABAEHUS U PSS APYrUX)
BHe J1Y BCcTpeyanucb 3Ha4yuTenbHo pexke. OgHako cmepTb
[eTer OT HecYacTHbIX Cly4aeB TaKXe ocTaeTcsl A4OCTaTo4yHO
4acTOW M MJIOXO KOHTPOJSIMPYEMOM TOMbKO 3a CYET BO3MOMXK-
HOCTEW CWUCTEMbl 34paBOOXpPaHeHWs npuymHon. bonbuioe
KOJINYEeCTBO [eTen nornbaeTr oT OoTpaBieHUM, B TOM 4ucie
yrapHbIM ra3om, YyTOMneHUs, NoXapoB, a TaKXKe B pe3ysib-

Puc. 1. CTpyKTypa cMepTu aeTer BHe NeYebHbIX y4pexaeHuin
B Bo3pacTte Ao 1 roga B 2017 .
Fig. 1. The structure of infant out-of-hospital mortality in 2017
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lMpumeyaHne. LUHC — LeHTpanbHasg HepBHasa cuctema.

CBMC — cuHApOM BHe3anHom maageH4ecKon cmepTu.

Mop «achuKcuen» nogpasymMeBannCh BCE Cllydau, OnucaHHble

KaK achOUKCHS, 3a UCKITIOYEHNEM KPUMUHAIBbHBIX MPUYUH;

noj «acnvpawuei» — Bce cllydau, B KOTOPbIX MPUYUHOM CMEPTH
ABNAN0Cb MHOPOLHOE TeNo (NPefMeT, XUAKOCTb, NULLa, PBOTHbIE
Macchl) B AblxaTeNbHbIX NyTax. OcTanbHble ciy4an — pa3HoOpPOAHble
peaKo BCTpevatoLmecs NpuinHbl CMepTH, B YaCTHOCTH
6poHxonero4yHas gucnnasusa (bJ14), CMHAPOM AbIXaTeNbHbIX
pacctpowncts (CAP) 1 ap.

Note. SIDS — sudden infant death syndrome. «Other» — different
rarely occurring causes of death are indicated — bronchopulmonary
dysplasia (BPD), respiratory distress syndrome (RDS), unspecified
immunodeficiency, etc. Asphyxia — all cases described as asphyxia
are indicated, with the exception of criminal causes. Aspiration — all
cases, in which the cause of death is a foreign body (object, liquid,
food, vomit) in the respiratory tract, are indicated.

Tate [OOPOXKHO-TPAHCMOPTHbIX MPOUCLIECTBUMN W YOUUCTB
(cm. Tabn. 1).

Mpn 6onee getanbHOM aHanu3e MPUYUH CMEPTU OeTen
B Bo3pacTte o 1 roga BHe J1IY B 2017 . Hamu 6biAn nony-
YyeHbl cnepylouine gaHHble. Becero B PP, no gaHHbIM UK
«MOHUTOPUHT cMepTHOCTM aeTen oT O Ao 17 NeT BKAYUTENb-
Ho», B 2017 rogy BHe JTY ymep 1391 pebeHoK, Y4To cocTaB-
naet 14,5% Bcex ymeplwunx B rpyaiHOM BO3pacTe B TeyeHue
roga. 37o undpa rog ot roga MeHsieTcs He3Ha4YMTeNbHO. TakK,
B 2016 r. BHe JTY ymepnun 1536 rpyaHbIx AeTEN, YTO COCTaBy-
no 14,7% ymeplumnx B Bospacte 4o 1 roga. CTpyKTypa npuymH
cmepTn BHe J1Y npeacraBneHa Ha pwc. 1.

B 15 cy6bektax PP Bknag cmeptn BHe J1Y B 06LytO
CTPYKTYpPY MIafeHYeCKOM CMepTM B pervoHe npeBblllan
25%. NHdopmaumnsa o 60nblIOM 4ucne cmepTen BHe J1Y
MOXET YKa3aTb opraHu3aTopam 34paBOOXpaHEeHUs Ha BO3-
MOXHble Pe3epBbl CHUXKEHUS MIaLEHYECKON CMEPTHOCTH,
KOTOpble He CBSA3aHbl HaNpPsAMyl0 C AeATeNbHOCTbIO e4yeb-
HbIX y4YpexaeHun, a TpebylT onNTUMM3aLMKM OpraHu3auuu
paboTbl aMBynaTOpPHbIX YYPEKAEHWN, COLMANbHbIX U UHbIX
CNy»K6, a TaKKe MNOBbIWEHUS MEeAULMHCKOW rPamMOTHOCTU
HaceneHwus.

Yauwe BCero npuynHoM cmeptu BHe J1Y, no AaHHbIM
2017 r., asnsaiotca CBMC (24%) n nHdeKUMOHHblE 3abone-
BaHua (16%), 3aTeM — BPOXAEHHble aHOManuu pasBUTUSA
M HecYacCTHble Cny4Yau.

CuHApPOM BHE3anHoOW MjlajieH4eCKoi CMepTHh

B 1969 r. 6bI10 NPUHATO chneayollee onpeaeneHue
CBMC: «BHe3anHas, HeoxunaaHHas cMepTb pebeHKa B BO3-
pacte Ao 1 roga B OTCYTCTBMM OYEBWAHbLIX MPUYMH CMEPTH
nocne naTtosioroaHaTOMUMYeCKOro uccnegosanus» [11]. Tak,
B CLUA exerogHo 3500 geTten ymupatloT BHE3anHO U He-
oxugaHHo. B 2015 r., no gaHHbim CDC, npuynHon > 15%
BCEX CMepTen aeten B Bo3pacTe Ao 1 roga Obin npu3HaH
CBMC [12]. CBMC sBnsieTca OAHOW M3 OCHOBHbIX MPUYMH
MJaleHYEeCKOM CMEPTHOCTU Yy AeTen ctapwe 1 Mec KW3HU
[13, 14], npuyem nuK Yactotel CBMC npuxoautca Ha BO3-
pact 2—3 Mec, a 60nbluas YacTb Cly4yaeB PernucTpupyertcs
B BOo3pacTe a0 6 mec [13].

bonbwunHcTBO cnydyaeB CBMC onucbiBaeTcs Kak OAHO
M3 Tpex COCTOSHMM — COOGCTBEHHO CWMHAPOM BHE3amnHoOWM
CMepTHU, HEM3BECTHAs MpPUYMHA CMEPTU M CayvarHoe yay-
LeHWe WK yayleHue B nocTenun. YuutbiBas TOT GaKT, 4To
achUKeKs, He umetolas KpMMUHaNbHbBIX NPUYKH, NPU NaTo-
JIOroaHaToOMMYeCKOM UccneaoBaHnn HeoTaMuynma ot CBMC,
a TaKXKe C y4eToM cfiydaeB, Korga NpuyYnHbl CMEPTU He 6bln
YCT@HOBNIEHbI, MOMHO C HEKOTOPOM [0Nen yBEepPeHHOCTU
nonaratb, 4To CBMC o6ycnoBneHbl He MeHee 50% cmepTen
BHe fle4ebHbIX yYpeXaeHu, B YacTHOCTH 7,5% Bcex cnyyHaeB
MnageH4yeckon cmepTtn B PP, B 2017 r.— 719 cnyyaes.

PacnpoctpaHeHHocTb CBMC B Poccuu, no agaHHbIM MUK,
coctaBnsiet 0,4 Ha 100000 peten B BO3pacte Ao 1 roga.
AKTyanbHoOCTb npobnembl CBMC anq Halwwew cTpaHbl 4EMOH-
CTPUPYET TOT dakKT, 4TO B 7 CyObEKTaX 3TOT NOKa3aTesnb 6osee
4yeMm B [1Ba pa3a NpeBbIWAET cpeHee 3HaYeHue.

PaspaboTKa cTpaTermum cHuxkeHus 4yactotbl CBMC Tpeby-
€T TWaTeNbHOro MOHUTOPUHIa 3TUX ciy4yaeB, cbopa MHOOpP-
Mauum n ee aHanu3a. B CLUA aTta 3agaya noctaBieHa
nepen oaHMM 13 noapasgenerHunn CDC, KOTOpbIM BblAENEHbI
3 0cHOBHbIe rpynnbl npuyYnH CBMC: yTo4yHeHHble (43% cny4a-
€B), HeycTaHoBNEeHHbIe (32%), cnydan CNOHTaHHOM acPUKCUK
W yaylweHns Bo BPeMS COBMECTHOro cHa (25%) [12]. B rpynne



pucKka passutua CBMC Haxogdatcs AEeTW MYXKCKOro nona,
poaMBLUMECH C HM3KOM Maccow Tena; OeTW M3 couManbHO
Ae3afanTPOBaHHbIX CEMEN; HEAOHOLWEHHbIE; AETU OT IOHbIX
MaTepew u aetu, poaMBlInecs B 3UMHMIA nepuopa [14, 15].

CBMC nofHoCTbo He NpeaoTBpaTtMM, OAHAaKO BO3MOXKHO
CHM3WUTb PUCK CMEPTHM AeTeN B BO3pacTe A0 1 roaa nyTeM Kop-
peKLMM onpeaeneHHblix GaKTOpoB PUCKa, TaKMUX KaK KypeHue
MaTtepu, ynotpebneHme maTepblo allkorons U HapKOTUKOB,
OTCYTCTBUE HabnoaeHUs 3a 6epPeMEHHOCTbIO U YCI0BUS CHa
pebeHKa (Tabn. 2) [14, 15].

OaHnum mn3 daktopoB pucka CBMC saBngetcs naccms-
HOE KypeHWe W KypeHwe maTtepu B nepuos GepemeHHo-
ctn. CornacHo muccnepgosaHuto R. Machaalani 1 coaBT., no
pesynbrataM ayTorncuu cpeau norublnx geten, noasepr-
LWIMXCSH BO3AENCTBMIO HWKOTMHA B MEpUO] HOBOPOXKAEH-
HOCTW, OTMEYaeTcs KONMYECTBEHHOE CHUMKEHUE HUKOTUHO-
BbIX M aLETUIXOIMHOBBIX PELLENTOPOB B CTPYKTypax cTBona
rofoBHOro mo3ara [16, 17].

OOHUM M3 cepbe3HbiXx pakTopoB pucka CBMC asnsetca
yrnoTpebneHne matepbto ankorons. OQHO M3 MccneaoBaHUm
NPOAEMOHCTPUPOBANO WECTUKPATHOE yBEMYEHME pPUCKaA
CBMC npu ynoTpebneHnn MmaTtepbio anKkorons B nepuoj
3a4yaTus, He3aBWCMMO OT TOro, Kypuna OHa OAHOBPEMEH-

HO wWan Het [18]. B apyrom uccnegoBaHWuU, BbIMOHEHHOM
B ABCTpannu, 06HapYKEeHO, YTO asIKOroiM3mM MaTepu B nepu-
o 6epeMEHHOCTM UK B TEYEHME NEPBOro roga nocne pox-
feHns pebeHKka accouumpoBaH ¢ puckom CBMC, npuyem
KaK MnHumym 16,4% cnydaeBs CBMC npealwectsoBan npuem
ankorona matepbio [19].

BaxHO oTMeTUTb, 4To cpeau npuyinH CBMC Bbigenstor
yrnpaBnsiemble U Heynpasnsemble. OgHUM U3 Hanbonee nay-
YeHHbIX GaKTOPOB, NMO3BOASAOWNX CHU3UTb PUCK BO3HUKHO-
BeHns CBMC, aBnsieTca 6e3onacHbi cOH. Hanbonee yacTo
BHe3anHasa cMepTb AeTen B Bo3pacTe A0 1 roga npoucxoaut
MMEHHO BO BPEMS CHa, W, MO AaHHbIM psia HaLMOHaNbHbIX
W MexayHapoaHbix 0630poB, Ao 90% cny4yaeB BHe3anHoM
MNnageH4YecKon cMepTH NPOMUCXoaUT BCneacTBue Hebesonac-
HbIX YCI0BUIM CHa pebeHKa [10, 20].

B coBpeMeHHOM MUpe C HeorpaHM4yeHHbIM AOCTYNOM
K MHGOPMAaLMOHHBLIM pecypcam B YCNOBMUAX OTCYTCTBMUSA
KOHTPONA 3a AOCTOBEPHOCTbIO MPefoCTaBAAEeMbIX AaHHbIX
60/bluMe Ccrnopbl Bbi3blBaeT MpaKTMKa COBMECTHOro CHa
pebeHKa U MaTepu unu pebeHka u poautenen. Ctparterus
NoAAEPKKM U pacnpoCTpaHEeHUs rPyagHOro BCKapMaMBaHus
LMPOKO NnponaraHAMpyeT COBMECTHbIA COH MaTepu U mna-
feHua. TpyaHo cnoputb ¢ TeM GaKToOM, YTO HEMPEPbIBHbIN

Ta6nuua 2. PaKkTopbl pUCKa CUHAPOMa BHE3aNnHON MnageH4YecKkon cMepTu (Mo AaHHbIM 3NUAEMUONIOrMYECKUX UccnenoBaHuin [14]

Table 2. SIDS risk factors (according to epidemiological studies [14])

®daKTopbl pUcKa oL* (95% ON)
KypeHue poautenei:
e MaTepu 1,5(1,2-2,1)
e oTua 1,1(0,8-1,4)
e 060oux poautenen 2,9(2,3-3,6)
COBMECTHbIV COH B NOCTENN C pebeHKOM B BO3pacTe maagle 3 Mec XU3HU 2,7(1,4-5,3)
OTCyTCTBME FPYAHOIr0 BCKAapMAMBaHUS 1,5(1,2-1,8)
[MonoxeHune (No3a) BO CHe:
® Ha 6oKy 1,5(1,2-2,1)
® HaXuBoTe 10,5(7,5-14,6)
YnoTpe6neHne matepbto anKorons Uan 3anpeLleHHblX BELECTB:
® anKorofib (> 2 nopuun 3a 24 4 o cMepTu pebeHKa) 4,8(2,6-8,9)
e ynoTpeb6ieHne HapKOTMKOB C MOMEHTa POAOB 11,5(2,2-59,5)
My»KcKoK non:
® uccnefoBaHUs C KOHTPOIbHOM rpynmnown 0,8(0,6-1,1)
® uccnenoBaHUs 63 KOHTPONbHOM rpynmbl 1,6 (1,3-1,9)
Hu3Kkasa macca Tena npu poXxaeHuu, r:
e 2500-3499 1,7 (1,4-2,0)
e 2000-2499 4,2 (2,9-6,0)
e <2000 9,6 (6,2-14,7)
BospacT matepu, net
e 26-30 1,9(1,5-2,3)
e 21-25 3,0(2,4-3,8)
e 19-20 7,7(52-11,4)
e <18 9,1(5,9-14,1)
MaputeT poaos.:
¢ 2 2,3(1,9-2,9)
e =5 7,7(53-11,3)
Mcnonb3oBaHme NyCTbILWKK 0,4(0,3-0,5)
Pe6eHOK U3 HEMOHOM cCeMbK 1,9(1,5-2,4)
CoH BHe KOMHaTbl poauTenen 2,4(2,0-2,9)

MpumevaHue. * — 3Ha4YeHns oTHolweHKMs WwaHcoB (OLL) n 95% aoBeputenbHoro HTepeana (AW) npeacraBieHbl C y4ETOM BMELLIMBAIOLLMXCS
$aKTopoB (MPEAMKTOPOB) C MCMO/Ib30BAHMEM MHOrOpaKTOPHOro aHannsa.

Note. * The values of an odds ratio (OR) and 95% confidence interval (Cl) are presented taking into account interfering factors (predictors) using

a multivariate analysis.
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CouunanbHasa neguMaTpusa U opraHu3aums 3gpaBooXpaHeHuUs

KOHTaKT MeXAay MaTepbto U HOBOPOXKAEHHBIM C CAMOr0o POXK-
[EeHNS, B TOM YUC/le COBMECTHbIM COH, o6ecrneynBaeT MakK-
CUManbHbIM NakToreHes [21, 22]. Kpome Toro, COBMEeCTHbIM
COH BABOE YyBENNYMBAET YacTOTy MPYAHOro BCKapM/inBaHuUa
[23], a cBo6OAHOE 4YacToe U NPOAOIKUTENbHOE rpyaHoe
BCKapM/MBaHWe OKa3blBaeT TaKXe MOJIOKUTENbHOE BU-
SlHME Ha XEeHCKoe 3a0poBbe. Tak, No gaHHbiM M. Bartic
M COaBT., A/IUTENbHOE FPyAHOE BCKapM/IMBaHWE CHUKaeT
PUCK pa3BUTUS paka MOJSIOYHOMN XKenesbl, CepAeUHbIX Npu-
CTYNOB M apTepuanbHow runepteH3un [24]. C apyron ctopo-
Hbl, MHOFOYMC/IEHHbIE UCCNeaoBaHMa MOATBEPAMAMN CBA3b
MEeX[y CHOM rpyaHoro pebeHKa B MOCTENW poauTenew
n CBMC. B ¢cBA3K ¢ 3TUM 6bin pa3paboTaHbl peKoMeHAaa-
UMK no obecneyeHno 6€30MacHOro CHa HOBOPOXAEHHOIO
[18]. Mpryem ncnosb3oBaHME TONbKO 3TUX PEKOMEHAALMNA,
Hanpumep B CLIA, no3Bonnno cHU3UTL Yactoty CBMC
Ha 50% ¢ mMomeHTa Havyana KomnaHun B 1994 r. [25].
Haunb6onee 6e3onacHov no3uuunen ang cHa pebeHKa aBns-
€TCs MOJIOXKEHWE Ha CMWHE, YTO B pa3bl CHWMKAET PUCK
CBMC, no cpaBHEHUIO C AETbMW, NPUHUMAIOWMUMN BO CHE
no3y Ha GOKYy WM B COrHYTOM MONOXKEHUU [26]. BarKHbIM
GaKToOpoM ABNAETCA M MOBEPXHOCTb, HA KOTOPOW CnuT pebe-
HOK. He ponyckaeTtcs Mcnonb30BaHWE [AMBaAHOB, Kpecen
MW OOHOrO CnasbHOr0 MecTa COBMECTHO C POAUTENAMM.
CornacHo wuccnepoBaHuio L. Fu u coaBT., 79% cnyyaes
CBMC 3aduKcnpoBaHbl BHE AETCKOW KpOBaTKW, a B 67%
c/lydaeB [E€TU crann COBMECTHO € poautenamu [27]. Takke
COH B aBTOMOOWIIbHOM Kpecse (BHEe TPaHCMOPTUPOBKM),
W HannMyme MATKMX Urpylwek M ogesn 60MblOro pasmepa
psaoM ¢ pebeHKom aBnseTca daktopom pucka CBMC [17].

Kpome TOro, Kak MOXHO BWAETb W3 MNpenCTaBAEH-
HblX Bblle AaHHbIX (CM. Taba. 2), puck CBMC nosbiwaeT-
Csl He TONbKO MpW COBMECTHOM CHe MaTepu M pebeHKa,
HO 1 B yCNOBMAX NpebbiBaHns pebeHKa B 0TAeIbHOM KOMHa-
Te. COBMECTHbIM COH MOXET 06/1erYnTb HOYHbIE KOPMIEHUS
KOPMSALWKUM MaTepsiM, cnocob6CTBOBaTb MOBLIWEHUIO flaKTa-
LMK, HO COMPSI)KEHHbIA C HUM MHOTOKPaTHbIM PUCK BHe3an-
HOM CMepTW He MO3BOASET PEKOMEeHAOBaTb B HacTosuiee
BpPEeMs COBMECTHbIM COH B OAHOM nocTtenu. BmecTe ¢ Tem COH
B KOMHaTe poauTenen, Ho B OTAENbHOW KPOBaTW B Henocpes-
CTBEHHOM 6M30CTH OT pebeHKa MOXKeT 6blTb PEKOMEHA0BaH

Puc. 2. MHbEKLMOHHbIE NPUYUHBI CMEPTU FPYAHbLIX AeTen
BHe le4ebHbIX y4pexaeHun (daHHble 2017 r.)

Fig. 2. Infectious causes of infant out-of-hospital mortality
(data of 2017)

Jpyrve npuyviHbl, 34%

KnweyHblie
nHdbekumn, 3%

HepounHdekuunn,
5%

[eHepann3oBaHHble
nHdekumn, 7%

MHeBMoHUSA, 51%

He TONbKO MOTOMY, YTO OH 06feryaeTr KOpMAeHWe rpyabio,
HO M MOTOMY, YTO CHMXKaeT puck CBMC, B cpaBHEHWMW CO CHOM
BHE KOMHaTbl poauTtenemn (cm. Tabn. 2).

OOHMM M3 GaKTopOoB, MO3BONSAOWMX AOCTOBEPHO CHMU-
3uTb Yactory CBMC 1 Ha KoTopbiv crefgyeTr o6paTuTb BHM-
MaHue, aBnseTcs BefaeHMe 6GepemMeHHOCTU. B yacTHocTw,
Havyano HabnwgeHus B | TpumecTpe (OTHOLIEHUE PUCKOB
(OP) — 0,63, 95% poBepuTenbHbii MHTepBan (AN) —
0,57-0,7) u Il Tpumectpe (OP — 0,87, 95% AN —
0,79-0,97) B cpaBHeHuUU C Il TPUMECTPOM LEMOHCTPUPYET
3Ha4YuTeNlbHOE CHUXKEHWE puUcKa (Ha 37% u 13% cooTBeT-
CTBEHHO), a OTCYTCTBME HabNoAeHNsA B CPaBHEHWM C Hauva-
nom HabnwoaeHus B Il TpUMecTpe NpakTUYecKu BABOE yBe-
nuymBaet puck CBMC [28].

UHPeKunoHHble 3a601eBaHnA

BTopon no yactote NpuYMHON CMEpPTU AeTEN B Bo3pacTe
0o 1 roga BHe J1Y aBnatoTc MHOEKLMOHHbIE 3a60/1IEBaHMS.
Mo gaHHbIM MUK, B 2017 1. B AOMALLHWUX YCNOBUAX OT MHPEK-
LMOHHbIX 3aboneBaHui ymep 221 rpyaHon pebeHoK, 4To
coctaBuno 0,1 Ha 100000 rpyaHblx AeTEN, NPOXKMBABLLMX
B P® B 2017 r. B HekoTOpbIx cy6bekTax PP Gonee 20%
cMepTen OeTer B BO3pacTe A0 roJa COCTaBAST Ciyyau
CMepTU AoMa OT MHDEKLMOHHbBIX 3a6oneBaHnin. Hanpumep,
B ABYX cy6beKTax CeBepo-3anagHoro denepanbHOro oKkpy-
ra MHOEKUMOHHble 3aboneBaHns OblIM NPUYUHON CMmep-
T BHe J1Y 23 n 29% rpyaHbiXx OeTen COOTBETCTBEHHO.
Hanbonee yaA3BMMbIM AN MHOEKLMOHHbIX 3aboneBaHui,
3aKOHYMBLUMXCS CMEPTbIO pebGeHKa Ha oMy, ABNSETCS BO3-
pacTt oT 1 10 6 MeC MN3HU — 67% BCEX CMEPTEN, B TO BPEMS
KaK B Bo3pacTe o 1 mec — 12%, a B Bo3pacTe oT 6 mec
no 1roga — 21%.

Mpn aHannse NpuYnH cMepTn obpallaeT Ha cebst BHU-
MaHWe BbiCOKasa A0S clydYaeB CMePTU OT HeYCTaHOB/IEHHO-
ro MHGEKUMOHHOro areHTa (56%), 4To 3Ha4YnTENbHO 3aTPya-
HAET npobunakTuKy cMepTn BHe JTY oT nHbeKuunin. Bmecte
C TEM OYEBWAHO, YTO JONS C/ly4aeB CMEPTU OT BUPYCHbIX
3aboneBaHni (30%) 3aMeTHO NpeBbIWaeT TaKoBYto OT 3a60-
neBaHun 6akTepuanbHoun npupoabl (14%). Hanbonee yactoun
MHDEKLMOHHON NPUYUHOWM CMEPTU TPYAHbIX AeTen BHe J1Y
anaeTtca nHeBMoHUA (51%), B 7% cny4yaeB cTaBuaca ava-

rHO3 reHepanuM3oBaHHOW WMHOeKUMn, B 5% — HEWpPOUH-
deKuunm (6 cnyvyaes ns 10 BcneactBUe MEHUHIOKOKLIEMUK)
(puc. 2).

9Tn paHHble P® conocTtaBMMblI CO CTPYKTYPOM MPUYMH
[leTCKOW cMepTu B Mupe no gaHHbiM BO3 [2]. OgHako, y4yu-
TbiBas BbICOKYIO 4acTOTy CMepTM BHe JIY OT MHEBMOHMUM,
BEPOSATHO, AOMONHUTENbHOE WHbOPMUpoBaHWE (0By4eHue)
Bpayen ambynaTtopHOro 3BeHa 06 OCOGEHHOCTAX TeYeHUs
NMHEBMOHUM Y TPYAHbIX AeTel MOXeT paccMaTpuBaTbCH
B KayecTBe pe3epBa CHUMKEHUS MMaAeHYECKOW CMePTHO-
CTWU. Y4UTbIBaSA, YTO MHEBMOHUU Halle BCEr0 MHEBMOKOKKO-
BOW 3TMOJIOrNK, AETEN AOMKHbI BaKUMHMPOBATb C BO3pacTa
2-x Mec, a no $aKTy OHU NPUBUTLIL. [103TOMY B pEKOMeHAa-
umax (AMeprMKaHcKon akagemun neguatpum n Coto3a neau-
aTpoB Poccuu) ykasaHa Takxe v BaKLMHaLKA Kak Mepa, CHU-
watwouwasa puck CBMC. Kpome TOro, yBenmyeHme cMepTHOCTH
cpeam AeTen B Bo3pacTe cTaplue 1 Mec, No Hallemy MHEHHUIO,
MOXET ObITb CBA3AHO C MpeKpalleHMeM MnaTpoHa)ka HOBO-
POXAEHHOrO U CHUXEHUEM WMHPEKLMOHHOM HACTOPOKEH-
HOCTM CO CTOPOHbI NeanaTpoB U poauTenen. AMepruKaHcKas
aKajemus negnaTpuu NpusbiBaeT K NPOBEAEHUIO TLiaTesb-
HOrO MeAMUMHCKOro obcnefoBaHuss B TOM crlyyae, ecnu



poauTeENnn XoTs Obl OQHOKPATHO OTMeYanu y CBOMWX AeTew
Takue MNPM3HaKKW, KakK OCTaHOBKa [AblXaHWS BO BPEMS CHa,
W3MEHEHME LBETA KOXHbIX MOKPOBOB (LMaHO3), UBMEHEHNE
MbILIEYHOr0 TOHYyCa, NOsIBNeHMEe HeOoObl4HbIX AN pebeHKa
COKpallleHnn Mbiwy, [18].

HecuyacTtHble cnyyau
OaHOM 13 BaHbIX U BMECTE C TEM NpeaoTBpaTUMbIX Npu-

YUH CMepTH geTen BHe J1Y ABASAOTCA HecyacTHble Ccryyau.

Bknag cMepTen OT HecHYacTHbIX ClydaeB B OOLLYIO CTPYKTYpY

MfaleHYeCKOM CMEpPTHOCTU, Ha MepBbli B3rnaa, Hebosb-

LLIOW, OJHAKO OH CWU/IbHO pa3snunyaetcs B cyObeKTax PP —

ot 0,4 po 5%. MNpu aHanM3e CMEPTHOCTM OT HecYacTHbIX

Cny4yaeB B 3aBMCUMOCTM OT YUCNEHHOCTU AETEN B BO3pacTe

[0 1 roga MOXHO 3aMeTUTb, YTO B 13 cy6beKkTax PP 3HaveHus

nokazatens npesbiwator 2,0 cnyqaeB Ha 100000 rpyaHbIx

[eTen B pernoHe. TaKon ypoBEHb MOXKET paccMaTpuBaTbCa

KaK cepbe3Has npobnema, pelleHne KOTOPON JOMKHO 3HaUU-

TENbHO MOB/NATb HA CHUXKEHWE MNTaAEHYECKON CMEPTHOCTH.
Cnepyetr OTMETWUTb, YTO CMeEPTb MIafeHua B pesy/nbrate

Hec4yacTHOro cnyvyast BASETCS BaKHOM Npob6iemMon coBpe-

MEHHOro o6lecTsa, He3aBUCUMO OT COLManbHO-3KOHOMUYE-

CKOro ypoBH$ rocyaapctsa. CornacHo UToram MccnefoBaHus,

nposegeHHoro B AnoHun B 2003-2010 rr., B pesynbrate

HecyacTHbIX cnydaeB norméno 5,8% nerten, U3 HUX BCeacTBue

HenpeaHamepeHHbIX npuynH — 5,1%, BCcneacTBue npegHa-

MepEHHOro HaHeceHus Bpeda mnageHuy — 0,7%. K rpynne

BbICOKOr0 pUCKa NMOAOBGHOW CMEPTU OTHOCWUIWUCH AETU, POXK-

AEHHble MaTepPsSMMU-NOAPOCTKAMM, POXKAEHHbIE B HEMOMHbIX

CEeMbSIX, POX/AEHHble 6€3PabOoTHLIMU UK KUTENSAMMU CENbCKON

MECTHOCTH, POXKAEHHbIE B MHOMOAETHbIX CEMbSX, POXAEH-

Hble BHe nevyebHbIX yypexaeHui [29]. Mo aaHHbIM L. Jensen

W COaBT., Npu paccnenoBaHuu cnydyaes CBMC okono 5% npu-

XOAMNOCb Ha CMEPTU BCNEACTBME HecHacTHoro cny4vas [30].
G. Welch u coaBT. Bblgenvunu 3 rpynnbl couManbHbIX

dGaKTopoB, KOTOpble MNPUBOAMAW K neTallbHOMY WCXoay

y AeTen B Bo3pacTte Ao 1 roaa:

1) HeHapnexaliui obLWn POAUTENBCKUIA Haa30p 3a pebeH-
KoM (61%), KOTOpbIM NPUBOAUT K aChOUKCUU, acnupaLmu,
TpaBMaM, OTPaBNEHUAM, BO3AENCTBUIO INEKTPUYECKOrO
TOKa 1 ap.;

2) HeHajnexalun poauTENbCKUMM Haf30p 3a 340pPOBbeM
pebeHKa (9,7%), KOTopbln NPUBOAUT K CMEPTHU OT Meau-
LIMHCKMX NPUYMH (OTKa3 OT BaKLMHAL MK, HECBOEBPEMEH-
Hoe obpalleHne 3a MeaULIMHCKOM MOMOLLbIO U Ap.);

3) NWLEeHWEe OCHOBHbIX XW3HEHHbIX noTpebHocTen (7,8%):
ronogaHue, 06e3BOXUBaHKe, OTCYTCTBME yXxoda 1 T.4. [31].
Mo paHHbIM C. Berkowitz, 30-40% cny4aeB cMepTH Mna-

AEHLEB MO NPUYUHE KECTOKOro 06palLeHns acCoLMMpPoBaHbI

UMEHHO C «MPEHEBPEXUTENbHBIM OTHOWEHMEM K MNafeHLy»

[32]. Takke K npeHebperKUTelbHOMY OTHOLLIEHUIO K NOTpeb-

HOCTSIM pebeHKa MOXXHO OTHECTU U HeGe30nacHyIo TpaHcnop-

TUPOBKY AeTen. CornacHo lNpaBunam AOPOXKHOIO ABUMKEHUS

(2018) [33], cywecTBylOT TpebOBaHUS K NepeBO3Ke AeTen

B aBTOMOOMNE, KOTOPbIM [OO/XKEH OblTb OCHAlLlEH cheuu-

anbHbIMU yOEPXKUBAIOWMMKU YCTPOMCTBAMM — aBTOKpecna-

MW UK aBTOMONbKaMKU (Ona geten B Bo3pacTe Ao 1 roaa),

COOTBETCTBYIOLWMMHM BO3pacTy U Becy pebeHKa. Kpome Toro,

3anpeLlLeHo ocTaBnsATb pebeHKa 04HOro B MallnHe 6onee 4yem

Ha 5 MWH. OgHaKo, HECMOTPS Ha NpeayCMOTPEHHbIe WTpadsbl,

JaHHble NpaBuna cobnojatoTcs He Bceraa, 4To nogsepraet

[leTen onacHOCTK B Npouecce TPaHCNopTUPOBKK [32].

3AK/TIOMEHUE
3ayacTylo NoxoM yxod 3a pebeHKOM, HegocTaTo4yHOe

WUIW HepaLMOoHanbHOe ero NUTaHue, nepeoxnarkaeHune, Heco-

6niogeHne KaneHgaps BaKUMHALMKM, HECBOEBpPEMEHHOEe

obpallleHne unn HeobpalleHMe 3a MEAULMHCKON NMOMOLLbIO

B CNnyvyae 3a60neBaHUs SBASIOTCS NEPBOMNPUYUHON CMEPTU

faeten oT 601e3HEN OPraHOB AbIXaHWS, KMLWEYHbIX U APYruX

MHPEKUMIA, TMbenn oT TpaBM, OTPaBiEHUM W HEeCcYaCTHbIX

cnyvyaeB. MMeHHO NO3TOMY OAHMM M3 OCHOBHbIX PE3epBOB

CHUXEHUS CMepTHOCTWM AeTew BHe JIY saBnseTcs TecHoe

B3aMMOJENCTBME MEAUKOB, COLMabHbIX CNy»6, npaBo-

OXPaHUTENbHbIX OPraHoOB C LENbl0 aKTUBHOIO BbISBAEHWUS

noao6HbIX cemen. OgHaKo TaKas paboTa He AO/IKHA UMETb

KapaTenbHbl XapaKtep. B ee ocHOBe A0/MKEH ObITb aKTUB-

HbI MOHWTOPUHI W @aHanu3 BCEX Cly4yaeB CMepTu BHe J1Y,

MHPOPMUpPOBaHME HaceNeHNs, NeauaTpoB U Bpayen obLien

NMPaKTUKKU, KOTOpPble aMBynaTopHO HaboaaloT 6epeMEHHbIX,

HeJaBHO POAMBLUMX XEHLMH U TPYAHbIX AeTel. AHanua npu-

YUH MNAJEHYECKON CMepTHOCTHU BHe JTY nokasar, 4To cylle-

CTBYIOT 60/1bLLINE PE3EPBLI A/1F CHUMXKEHUS 3TOMO NOKasaTens,

NMOCKOJIbKY MHOTMe Npo6aembl 06yCNOB/IEHbI HE COCTOSHUEM

3[10pOBbSl MaTepu n pebeHKa, a OpraHM3auUMOHHbIMKU NpPU-

YnuHamu. C Halwew TOYKKU 3peHunst, 0cob60e BHUMaHWE OOMKHO

6bITb yAeNEeHo:

® pa3bsCHEHWUIO HEO6XOAMMOCTU CBOEBPEMEHHOWM MOCTa-
HOBKM 6EPEMEHHOM KEHLMHbI Ha Y4€T U BHUMaTENbHOMY
OTHOLLEHMIO K €e 340POBbI0 U 06Pa3Y KU3HK;

°*  UMHPOPMUPOBAHMUIO NEAMaTPOB U COLMaNbHbIX PaboTHM-
KOB 0 dakTopax pucka CBMC 1 BO3MOXHOCTAX CHUMKe-
HUS 3TUX PUCKOB (COH pebeHKa B OTAeNbHOM KpoBaT-
Ke B KOMHaTe poauTenew, UCNOoNb30BaHWE MYCTbILWKH,
opraHusaumsa 6e30nacHoOro NPoCTpaHcTBa B KpoBaTKe
pebeHKa, OTCYTCTBME OONblUMX Ofes/T U MOCTOPOHHUX
npeaMeToB B KpoBaTKe, YKaabiBaHue pebeHKa 4ns cHa
Ha CMUHY U T. A.);

°*  MHPOPMUPOBaAHUIO NeanaTpoB 06 OCOBGEHHOCTAX Teye-
HUA MHOEKLMOHHbIX 3aboneBaHWi y AeTten rpyaHoro
BO3pacTa, B 0CO6EHHOCTN MHEBMOHMU, KULLEYHbIX U HEW-
POUHOEKLMI B MEPBOM MOSYrOANN KU3BHU;

e COGMIOAEHUIOD HaLMOHANbHOrO KaneHaaps npodunakTm-
YECKMX MPUBKMBOK;

*  WHOOPMUPOBAHUID M OOYYEHUID ceMen obpalleHMIo
C FPYAHbIMU AETbMMU; PAa3bACHEHUIO MPU3HAKOB Hebnaro-
NoJly4musi, NPy KOTOPbIX HEO6X0AMMO OBpalleHNe K Bpayy;
BOCMWTaHUIO COLMANbHOM OTBETCTBEHHOCTM POAUTENEN.
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Mna,quubl mnaglie 1 roga Hambonee noaBepPXKeHb! PUCKY BHE3AMHOW CMEPTU BO CHE.
C Liensio co3gaHua Hanbornee 6e30mnacHbIX YCOBUIA ANA CHA Ballero mnaaeHua Ml
~peKoMEeHayeM UCNonb30BaTh CreayroLne NoACKasKu:

¢ Bo0 Bpems CHa mnafgeHua Hafgo Bcerfga KnacTb Ha CruHy.

e B KpoBaTKe HU4ero He AO0MKHO 6bITh, KPOME BaLlero mnageHua.

* llcnonb3ynte TBEPAbLIA MaTpac 1 NNOTHO NpUNeratwLyo K HEMY NPOCTbIHIO.

* Popgutenu He JOMMKHbI KnacTb pebeHKa crnaTtb ¢ cCoO60M B CBOKO KpoBarthb.

e MnageHubl 4OMKHbI CNaTh B O4HOM KOMHATE C POAUTENIAMU, HO HE B TOM XXE KPOBATW.

* [lpegonaravte Bawwemy MnageHLy nycTbILKY TOMbKO NOCE YCTAaHOBEHUS PYTUH-
HOW NakTauuu y maTtepu.

e Poautensm cnegyet Ucnonb30oBaTh LENbHble KOMOUHE30HYUKN Kak ansrep-
HaTUBYy ogeanam.

LlONOMHUTENLHO €CTh ELLe HECKOMBLKO HAaNMOMUHAHWUIA, KOTOPbIE MOMOTYT CHU3UTL PUCK
BHEe3amnHon CMepTX BO CHe Ballero MnageHua:

» Kopmute MnageHua rpyabto.
e BygbTe yBepeHbl, YTO Ball MNafeHeL NpoBakUMHMPOBaH OT BCEro, OT Yero OH
[0XXeH 6bITb NPOBaKUMHUPOBAH.

 [lepxwuTe Ballero MnageHua nogansiie oT KypurbLLMKOB.
- =
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HeankoronbHas »xupoBas 60s1e3Hb rnedeHn (HAXKBI) ssasetca Hambosiee 4acTo AMarHOCTUPYeMOM nNaToorMen 3Toro opra-
Ha. Habnwogaetcs yBennyeHne goam caydaeB HAXKBI B cTpyKType 3a60aeBaHUi neveHn y AeTes v nopoCTKOB, YTO Hanpsi-
MYIO CBSI3@HO C POCTOM PacrpoCTPaHeHHOCTH OXUpeHus. CEeKTP U3MEHEHUI neYyeHoYHoN TKaHn npu HAXKBI Bapbupyet
OT J06POKa4YeCTBEHHOIo cTearo3a renaTouMToB 4O HeaKoro/ibHOro creatorenatuta, ¢nbposa, LUMppo3a fnevyeHn u rena-
TOLEII0NSIPHON KapumHoMbl. C pocToM pacripocTpaHeHHocTh HAMKBIT y ageter Mbl MOXKeM 0xXufaTb yBeIn4YeHUe 4yucna
c/lydaeB HebnaronpusTHbIX MCXO40B cpean nny TpyaocnocobHoro Bo3pacTta. Knwouyesori npobnemoit HAXKEBI octaetcs
MPOrHo3upoBaHme MCxXo[0B 3abosieBaHUs. B arnMaeMnonorndeckux U reHeTUYeCcKUxX NccieoBaHusIX noKkasaHa CcBs3b Mop-
¢onorndeckon ctagum HAXKBI n HacneacTBEHHbIX paKTOpoB. B HacToslee BpeMs BbiAENSIOT TPU reHa, acCoLMMpoBaHHbIX
¢ HAXKBIT (PNPLA3, TMGESF2 1 GCKR), KoTopble BMeCTe C reHamMu, 0TBeYaloLMMM 3a UHCYJIMHOPE3UCTEHTHOCTb, AEMOHUPO-
BaHWe NNUA0B, BOCNanieHne u pubporeHes B rernatoluTax, onpeaensitoT GeHoTU KMPoBOK 601e3HM redeHn. [peanoeHo
COBpeMeHHoe NMoHUMaHue BOMNpPOoCcOB reHETUKH, Pa3BUTHUS cTeato3a MevyeHn 1 nporpeccMpoBaHnsl HeaaKoro/ibHOro cTearto-
renatuta. OxupgaeTcs, 4To 3TU 3HaHUS MOTYT TpaHCHOPMMpPOBaTb HallM CTpaTerMu rno cTpatMdUKaLmMmn pucKa y naymeHTon
¢ HAXKBI n cnoco6cTBOBaTh BbISIBIEHUIO HOBbIX TEPaneBTUYECKMX Liesen.

KnroyeBble cnoBa: HealKorosbHas upoBasi 60/7€3Hb Ne4YeHW, HeasIKoro/ibHbIk cTeaTorenatut, reHoTUNnMpoBaHue, reH
PNPLA3, reH MBOAT7, reH TM6SF2, reH GCKR.

(Ansa yntupoBaHuns: Goromonos [1.0., KokrHa K. 10., Manopos A. 0., MuwuHa E. E. [eHeTMYeCKMEe acneKTbl HEANKOr0/ibHOM
UpoBOW 601e3HM NeveHn. Bonpockl coBpemeHHown negnatpmn. 2018; 17 (6): 442-448. doi: 10.15690/vsp.v17i6.1974)

BBEAEHMUE

HeankoronbHas »upoBaa 605e3Hb nedyeHn (HAXKBI)
npeactaBnsier cob60in rpynny cBA3aHHbIX C OXXUPEHUEM Na-
TONOMMYECKMUX UBMEHEHMI, COMPOBOXAAEMbIX aHOMaNIbHbIM
HaKOMJEHMEM NUMNUAOB B KIETKax MapeHXMMbl MeYeHu.
B 605blIMHCTBE Cy4aeB NposBaseTcsa cteaTto30oMm (Mo AaH-
HbIM TUCTONIOTMYECKOrO WUCCNEefOBaHUSA, KUPOBbIE BaKy-

0Nl 3aHuMaloT 6onee 5% [ONbKKM NeyeHU 6e3 npusHa-
KOB BOCMa/MTENbHOrO npoLecca B renatouutax) 1 nmeet
Lo6poKayecTBeEHHOEe TeveHue [1]. OgHaKo akTMBHasa dopma
3ab60neBaHna — HealKorosbHbIM cTeaTorenaTuT — xapak-
TEPU3YETCA MOBPEXAEHWEM TenaTouMToB, BOCMNaJliEHUEM
NeYeHOYHOM TKaHK, YTO MOXET NPUBOAUTL K GOopMHUpOBa-
HUIO GUOPO3a NeyeHu, pas3BUTUIO LUMPPO3a NeveHu, neye-

Pavel 0. Bogomolovi, Kseniya Yu. Kokinal, Aleksander Yu. Mayorov2, Ekaterina E. Mishina?
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Genetic Aspects of Non-Alcoholic Fatty Liver Disease

Non-alcoholic fatty liver disease (NAFLD) is the most commonly diagnosed hepatopathy. There is an increase in the incidence of NAFLD in
the structure of liver diseases in children and adolescents, which is directly related to the increasing prevalence of obesity. The spectrum
of liver tissue changes in NAFLD ranges from benign hepatocellular steatosis to non-alcoholic steatohepatitis (NASH), fibrosis, cirrhosis of
the liver, and hepatocellular carcinoma. With the increasing prevalence of NAFLD in children, we can expect an increase in the incidence
of adverse outcomes among people of working age. The key problem for NAFLD is the prediction of disease outcomes. In epidemiological
and genetic studies, the relationship between the morphological stage of NAFLD and hereditary factors is shown. Currently, there are
three genes associated with NAFLD (PNPLA3, TM6SF2, and GCKR), which, together with the genes responsible for insulin resistance, lipid
deposition, inflammation and fibrogenesis in hepatocytes, determine the phenotype of fatty liver disease. The article considers the modern
understanding of the issues of genetics, development of liver steatosis and progression of NASH. It is expected that this knowledge can
transform our risk stratification strategies in patients with NAFLD and help identify new therapeutic goals.
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HOYHO-KNETOYHON HEeAOoCTaTOYHOCTM M renaTtouenstofspHON
KapunHoMsbl [2].

C KaxablM rogom akTyanbHOCTb npo6naembl HAXKBIT npu-
0o6peTaeT HOBOE 3Ha4yeHWe BBMAY YBENMYEHUS 4ucna L
C OXXMPEHUEM U MeTabosinyecKkum cuHagpomom [3]. B obuie-
MWPOBOWM NOMYNALMKN, COrNAcHO pesynbTaTtaM UccnefoBaHum,
BbIMO/IHEHHbIX B nepuoa 1989-2015 rr., HAXKBEIN o6Hapy-
wunpaetca y 25% Hacenenus [3]. lpn 3TOM AaHHbIE O pac-
NPOCTPaAHEHHOCTM BapbMpPyOT B 3aBMCUMOCTM OT MU3yyae-
MOW Monynsunn (CTpaHOBOW MPUHAAIEKHOCTU, STHUYECKOM
rpynnbl) 1 UCNONb3YEMbIX METOLOB AMArHOCTUKM B npegenax
oT 6,3 o 33% [2]. o AaHHbIM NOMYNALUMOHHbBIX MCCre-
fosaHui DIREG 1 [4], DIREG-L-01903 [4] u DIREG 2 [5],
npoBeaeHHblx B Poccuiickon degepalmm, YactoTa BbisBe-
Hus HAXKBIT B 06uien cTpyKType aMbynaTtopHbIX NaLneHToB
B 2007 r. coctaBuna 27% [6], a B 2014 r.— 37% [5]. Mpwu
atom HAXKBI 6bina caMoi 4acTon naTtonornen B CTpyKType
3ab051eBaHU NevyeHn: No agaHHbIM Ha 2014 r. AMarHocTupo-
BaHa B 72% cny4daeB [3]. B uncne 60nbHbix HAXKBI Yy 77%
Habnganca creato3d ne4vyeHwn, y 23% — HeanKoronbHbIn
cTteatorenatuT, y 3% AMaArHOCTMpPOBaH LMPPO3 nedeHun [5].
B CLUA B nepuog ¢ 2004 no 2013 r. BMecCTe € pocToM 3a60-
nesaemoctn HAXKBI HabnogaeTcs yBennyeHune B 1,7 pasa
JONM CNyvyaeB LMpPpOo3a MeyYeHu B MUCXOAE HEeanKOorofibHOro
cTeatorenatuta B JIMCTE OXKMAAHUS TPAHCMAAHTALMKN NEYEHH,
npwv 3TOM AaHHas 3TMONOrMs 3aHNMMaeT BTOPOE MECTO B CTPYK-
Type NoKasaHWM K TpaHcnaHTaumm neyenu [7].

HACJIEACTBEHHOCTb U HEAJIKOIOJiIbHASA

XXUPOBASl BOJIE3BHb NEYEHHU

M3BecTHO, 4yTo HAMKBI aBnsetcd MHOropaKTOpPHbIM
3aboneBaHneM [3]. Ponb reHeTnyecknx GakTopoB B pas-
ButMM HAMXKBIT 6blna gokasaHa y NuL, C MHCYIMHOPE3UC-
TEHTHOCTbIO M M36bLITOYHOM Maccow Tena [2]. Pesynbrathbl
nccnefoBaHUi, BbIMOMHEHHbBIX B MOcCnegHee aecsaAtuneTve,
CBMAETENbCTBYIOT O 3HAYWUTENLHOM BKIafe FEeHETUYECKMX
dpaKkTopoB B pasBuTMe KU nporpeccupoBaHme HAMBI [8].
HoBoe noHMMaHWe naTtoreHesa MOXET M3MEHUTb Halww
npeacrTaBneHnsa o cTpatudUKauun puUcKa Yy nauMeHToB
¢ HAXKBIT n cnocobcTBoBaTb MOUCKY HOBLIX TepaneBTUYe-
CKMX MOAXOA0B K fleyeHuto 3aboneBaHums.

Ha reHetnyecKkyto npupoay HAMKBI ykasbiBaloT pas-
NIMYNS pacnpoCTpaHEHHOCTH 3a60feBaHusA B pasHbIX 3T-
HUYEeCKMX rpynnax. Tak, Mo pe3ynbraTam ABYX KPYyMHbIX
ncecnegoBaHuni, BbiNonHeHHbIX B CLUA, 6b110 MOKa3aHo, 4To
pacnpocTpaHEHHOCTb M pPUCK nporpeccupoBaHma HAMBI
OblIM 3HAYUTENBHO BhIlWE Y NaTMHOAMEPUKaHLIEB MO cpaB-
HEHWIO C NMLaMKU €BPOMENCKOr0 MPOUCXOXKAEHMSA, MpPO-
XuBawlWnmn Ha Tepputopum CLLUA. Y adpoamepuKkaHueB
YyacToTa BbISIBAEHUSA HEKPOBOCMANUTENbHbIX WM3MEHEHUN
TKaHW nevyeHn n dunbpo3a 6blla CYLECTBEHHO HUXKE, YeM
y NpeacTaBuUTENEN YKal3aHHbIX BbllWe 3THWYECKMX rpynm,
[Ja)ke B rpynmnax ¢ caxapHbiM AMABGETOM 2-r0 TUNa U OXKM-
peHunem [9, 10]. U3y4yeHne ceMenHOW arperauum crny4yaes
HAMBI Tak)Ke noKasano, 4To y Y1EeHOB CEMEN, B KOTOPbIX
TN C U3BbITOYHOM Maccou Tena No AaHHbIM Mopdonormnye-
CKOro uccnegoBaHus ctpagany HAXKBI, BeposTHOCTb cTea-
TO3a Nne4vyeHu 6bina Bblle MO CPABHEHUIO C YSIEHAaMKU CEMEN,
MMeWmMx AeTen ¢ U306bIToYHbIM BecoM, HO 6e3 HAMBI
[11]. B uccnepoBaHMM € yd4acTMEM MOHO- UM AW3UIOTHbIX
6/1M3HELOB BbiiBIEHO, 4TO A0 60% cny4yaeB MNOBbIWEHUS
CbIBOPOTOYHOIO YPOBHS anaHWHamMuHoTpaHcdepasbl npu
YXUPOBOW 6ONE3HU MEeYeHU B OTCYTCTBMW BUPYCHbIX rena-
TUTOB MAWM ynoTpebrieHns renaToTOKCUYHbIX A03 ankorons
06yCNOBJIEHO reHeTU4YeCKUMU pakTopamu [12]. TaKKe noka-
3aHO0, YTO BbIPaXEHHOCTb CcTeaTo3a renaTtoumntToB U Gubpo3a
NeYeHO4YHON TKaHW (MO AaHHbIM MarHWUTHO-PE30HAaHCHOWM

anactorpapun ¢ U3MEPEHUEM [ONW XKMUpa, B3BELWEHHOIO
Mo NPOTOHHOW MAOTHOCTKU) 60MbLUE KOppennpoBana y MoHo-
3UTOTHbIX 6/IM3HELOB, Y4eM B [AM3UIOTHbIX nNapax. [lpu
nonpaBKe Ha BO3PAacCT, MO U 3THUYECKYIO NPUHALNEKHOCTb
HacnegyemocTb (OTHOLEHWE TEHOTUMUYECKOM WU3MEHYMBO-
CTM K GEHOTUNMYECKON) cTeaTo3a U GMbpo3a NevyeHun cocra-
Buna 52 1 50% cooTBeTCcTBEHHO [13].

len PNPLA3

MepBbIM MAEHTUOULMPOBAHHLIM TEHETUYECKUM Ba-
puaHTOM, accoummnpoBaHHbiM ¢ HAMBI, 6bi1 BapuaHT
rs738409 B reHe PNPLA3, kogupytowem 6enoK agunoHy-
TPUH, NPUBOASLLMN K aMUHOKUCIOTHOM 3ameHe p.I148M.
Bblno onpegeneHa accouuaums 3TOro BapuaHta € Aeno-
HUPOBaAHMEM NUNMAOB B renatoumtax [14]. TakKe nokasa-
HO, YTO YKa3aHHbIM FreHEeTUYECKUN BapuaHT accoLMmMpoBaH
¢ paszsutnem HAXKBI n ¢ubposa y ageten n noapocTKOB
C OXupeHuem [14-16].

[eH KoampyeT nocnegoBatenbHOCTb 481 aMUHOKMUCAOTHI
MemMbpaHHOro 6enKa, pPacnosioXeHHOro B 3HAonna3MaTtu-
YECKOM PETUKYNYME M NUNUAHBIX BaKyoNsX renatouuToB
M 3Be3a4aTblX KNeToK [16]. TpaHcKkpunumnsa PNPLA3 KOHTpoO-
nmpyetcs 6e/KOM, CBSiI3aHHbIM C 3IEMEHTOM, perynupye-
MbIM cTeponoM 1c (SREBP-1c), n yrneBoaHo-pearmpyowmm
3afieMeHToM, cBsa3biBatowmm 6enok (ChREBP), aktuBauus
KOTOpPOro MnpoucxoauT nocne npuema nuwm [15]. B npu-
CYTCTBUM KMPHbIX KUCAOT MPOUCXOASAT MOCTTPaHCKPUMLM-
OHHasa MoanduKauma 6enka PNPLA3 1 MHrMbupoBaHue umx
perpagaunu [17]. BapunaHTt rs738409 reHa PNPLA3 (1148M)
BrnepBble 6bin naeHTuduunposaH B 2008 r. [15]. NMoKa3aHa
ero accouuaumsi ¢ XMpoBON MHOUNLTPALIMEN TKAHW nedve-
HM [16]. PacnpocTpaHeHHOCTb BapuaHTa p.l148M reHa
PNPLA3, no gaHHbIM [dannacckoro muccnegoBaHus cepaua,
B nonynsuMmM natMHoamepuKkaHues coctaBnsieT 49%, cpe-
OW N1l eBponencKoro npoucxoxaeHna — 23%, adppoame-
pukaHueB — 17% [14]. UmeHHO BapuaHT p.l148M reHa
PNPLA3 06bsicHSET pasnuyns pacnpoctpaHeHHocT HAXKBIN
cpeau npeactaBuUTeNEen pasHbIX aTHUYECKUX rpynn [18].

B nccnepoBaHuax in vitro 6b110 NOKal3aHo, 4YTO 6enoK
PNPLA3 pgencTByeT KaKk auuntpaHcdepasa, KoTopas KaTa-
NN3KUpPYeET npeBpalleHne nusodocdatuaHoON KUCNOTbl B Poc-
daTnaHylo, Toraa Kak BapuaHT p.l148M cHWKaeT aKTuB-
HOCTb dpepmeHTa [19, 20]. BmecTe ¢ Tem dusnonornyeckas
dyHKUMA 6enka PNPLA3 nsydyeHa He Ao KoHua. OcTtaetcs
HESICHbIM, HaNpUmep, KakoBa Posib UBMEHEHMS aKTUBHOCTH
depmeHTa B mexaHname GpopMMpoBaHUS cTeaTo3a NeYeHu
[18, 21]. HepaBHO 3aBepLlUMBLLUMECS MCCNefoBaHUS MOKa-
3anu, 4to 6enok PNPLA3 mMoXeT y4yacTBOBaTb B PEMO-
4EeNVPOBaHMK NUNUAHBLIX Kanenb B renatouuTax, MpuBO-
4S9 K HaKOM/JEHWI0 Ha MNOBEPXHOCTU 3TUX Kanenb 6enka
BapuaHTa p.1148M nytem HapylleHUs YOUKBUTUHUPOBAHUS
(yMeHbLUEHNE KonuyecTBa YOWUKBUTUIMPOBAHHOIO 6enka
PNPLA3 Ha ¢OHEe MHITMBMPOBAHUSA MPOTEOCOMbI 6OPTE30MMU-
6a 3aTpyaHSAET BbICBOOOXKAEHUE TPUINTULEPUOOB U3 KUPO-
BbIX Kanesb) U CHUXEHWS TMaponm3a TPpUrnnuepmnaos anna-
3amu [22, 23]. 3Ta runotesa NoAAEPKUBAET BbIBOA O TOM,
41O BapuaHT rs2294918 G>A reHa PNPLA3myT CHUXKaeT
aKkcnpeccuto 6enka PNPLA3 1 MoxeT ocnabnsate apdeKt
p.I1148M, TemM cambiM CHUXKasi PUCK pa3BWUTUS CTeaTo3a
n cTeatorenatuTta. B 10 e Bpemsa BapuaHT E434K reHa
PNPLA3 He BAUSET Ha QYHKLMOHAsbHYO CNOCO6HOCTL 6€en-
Ka PNPLA3 B OTHOLIEHUU CHWXKEHUS COAEPIKaAHUS BHYTPU-
KNEeTOYHOro »upa B renatoumtax [24]. UHTepecHbIM $B-
ngeTca TakXKe W TOT dakKT, 4yto BapuaHT p.l148M reHa
PNPLA3 npucyTCTBYET B 3BE344aTbIX KETKaX, U MyTaHTHbIN
annenb akTMBMPYeT 3Be344aTble KNETKU HE3aBMCUMMO OT ero
ponu B renatouuTax [25].
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MOMUMO MHAYKLUMW HaAKOMNIEHUS TPUIMLEPHUAOB B rena-
TouuTax, BapmaHT p.1148M (rs738409) reHa PNPLA3 ysenu-
YMBAET PUCK MPOrpeccupoBaHns KMUPOBON 6ONE3HU MEYEHHU
[26]. NMoKasaHo TaKXe, 4To BapuaHT p.I148M 6bin cBA3aH
c 605ee BbICOKMM YPOBHEM ajaHMHaMWHOTpaHcdepasbl
[14]. CoyeTaHne BapwuaHTa p.l1148M reHa PNPLA3, noBbl-
LWWEHHOr0 YPOBHS acnapTaTaMMHOTpaHcdepasbl 1 BbICOKOMO
YPOBHS MHCY/MHA HaTOWaK CTano TOYHbIM MPEAUKTOPOM
TMCTONOMMYECKN NMOATBEPKAEHHOMO HEaNKOrobHOro creaTo-
renatuTa y naymeHTtoB ¢ HAXKEBI [27]. B nocneacteum 66110
yCTaHOB/NEHO, 4TOo BapuaHT p.1148M reHa PNPLA3 acco-
LMMPOBaH C pa3BMTMEM HeEaNKOrofbHOro creatorenatuTa,
dnbposa neveHn 1 renatoLenASPHON KapuuHOoMbl [28].
bonee Toro, BapuaHT p.1148M reHa PNPLA3 accoumnpoBaH
C BbICOKMM PUCKOM pa3BuTUSA GUBpPO3a 1 renatoLennonsp-
HOM KapLuWHOMbI MPpWU LUPPO3ax NevyeHn BUPYCHOM WU asKo-
rONbHOM 3TUOSIOMMK HE3ABUCMMO OT cTeaTo3a [28]. 3T cae-
[eH1s NO3BONAIOT NpeanonaraTtb y4acTue reHa B npoueccax
dubporeHesa M KaHUeporeHesa npu OTCYTCTBMKU HaKonse-
HUSA TPUIMLEPMAOB B renatouutax [29].

fen TM6SF2

B 60nee no3gHux paboTtax 6b110 MOKa3aHo, YTO C neye-
HOYHbIM CTEaTO30M W PUCKOM MporpeccrpoBaHnsa pubposa
npu HAXBI 6611 accoummnpoBaH BapuaHT rs58542926 C>T
B reHe TM6SF2, Kogupyllwem TpaHCMeMbpaHHbIn 6e-
NIOK 6 cynepcemenctBa-2, n BapuaHT rs780094 B reHe
rnoKoKknHasbl GCKR [30, 31].

[eH TM6SF2 KoaupyeT 351-aMWMHOKUCNOTHbLIN 6GENOoK,
coAepxalnn 7 TpaHCMeMOpaHHbIX AOMEHOB, 3KCMpPeccH-
pyeMbIX KneTKamMu MNeYeHU W KULIeYHMKa 4enoBeka [32].
BapuaHTt p.E167K reHa TM6SF2 npucytctByeT y 7,2% nuL,
eBponencKkoro npoucxoxaenus, 3,4% adpoamepuKaHUEB
n 4,7% naTuHoamepukaHues [32].

B nocneaywouem 6bi10 06HapYy*KEHO, YTO BapuaHT reHa
p.E167K reHa TM6BSF2 yxyawaet nunnanposaHue (Moandu-
Kauusa 6eKa, oKkasblBatowasn BAUSIHUE Ha BHYTPUKIETOYHYIO
NIOKanM3aumio U GyHKUMI0 06pasytolmMxcs MNonpoTenaon)
M GOpMUpPOBaAHNE NUMOMNPOTEMHOB OYEHb HU3KOW MIOTHOCTH
B renaTouuTax v XWMIOMUKPOHOB B 3HTepouuTax. ITO npu-
BOAMT K HAKOMNEHWIO B KNETKax TPUIMULIEPMAOB U CHUXKE-
HMIO KONMYECTBa LMPKYIMPYIOWMX TPUIMLEPUAOB, 6oraTbix
nunonpotenHamun [32]. MNMogo6Ho BapuaHTy reHa p.1148M
reHa PNPLA3, BapuaHT p.E1267K reHa TM6SF2 yBenuiu-
BaeT He TOMbKO PUCK CTeaTo3a, HO M NporpeccupoBaHus
3aboseBaHu1a nevyeHn ¢ popmumpoBaHmem dnbposa [33]. ATa
3aKOHOMEPHOCTb Gblna NOATBEPKAEHA M Y NALMEHTOB C XPO-
HWYeckum renatutom C — HocuTenen BapuaHTa p.E167K
reHa TM6SF2 [34].

len GCKR

l[eH GCKR koaupyeT 6efoK, y4acTBYHOLWMUN B perynmpo-
BaHWW pacnpegeneHns IOKOKMHa3bl Mexay LWTO30/eM
W SAPOM B renatoumTax 1, Takum o6pasom, B npoLuecce yTu-
N3auunu roKo3bl KNeTkamu nevenu [35]. BapuaHT p.P446L
(rs1260326) reHa GCKR, BnepBble UAEHTUDULMPOBAHHbIN
B 2011 r., UHTMBUPYET MIOKOKMHA3Y OMNocpeaoBaHHO Yyepes
noBbllleHne ypoBHSA GpPYyKTo30-6-docdaTta [36, 37]. 310
NPMBOANUT K MOBbLIWEHMWIO MOMNOLWEHUS [IOKO3bl KNeTKaMu
neyeHn M, B CBOK oyepenb, CNOCOGCTBYET YBEIMYEHMIO
aKTMBHOCTM MpOLECCOoB nunoreHesa de novo U OAHOBpe-
MEHHOMY CHUXEHMIO YPOBHS MIOKO3bl U MHCYNINHA B CbIBO-
poTKke KpoBu [37]. KomBunHaums MUHOpPHbIX annenen 1148M
n P446L reHoB PNPLA3 n GCKR accouumMpoBaHa coO CTe-
ato3oM 40 30% B auMHyce NevyeHWu (CTeneHb BblparKeHHO-
CTU cTeaTo3a Mo JaHHbIM FMCTONOMMYECKOro NCCneaoBaHUs)
y geten ¢ oxupeHunem [38]. Takke BapuaHT p.P446L reHa

GCKR accoumMnpoBaH C BbICOKMM PUCKOM pasBUTUS GUOPO-
3ay nauuneHToB ¢ HAXKBI 1 noBbIWEHHBIM YPOBHEM TPUIIN-
LLepnaoB B CbiIBOPOTKE KpoBu [31].

len MBOAT7

HepaBHO 6bl1 MAEHTUGUUMPOBAH BapuaHT rs641738
reHa MBOAT7, koaupywowun nunodochatuaninHO3IUTON
auuntpaHcoepasy. ITOT reHETUYECKMI BapuaHT He TONbKO
yBEMYMBAET PUCK PA3BUTUS LMPPO3a NEYEHM Y KL, 3/10yMO-
TPeONAIOLMX aNKOronem, HO 1, Kak 6bl10 NOKa3aHo No3aHee,
yBEMYMBAET PUCK PA3BUTUSA HEANKOroNbHOro cteatorenaTv-
Ta n Gnbpo3a neveHn y nauneHto ¢ HAXKBI [39-41].

feH MBOAT7 KogupyeT auuntpaHcdepasy nunodocda-
TMAWNMHO3MTONA, KOTOpas KaTanu3upyeT pemonenvnpoBa-
HMEe auunbHOM uenu dochaTUanINHO3MTONOB, CBA3bIBa-
€T apaxuMoHOBYIO KMUCNOTY ¢ nnsodpocdatuamanHO3UTONOM
W CHWXXaeT ypOBEHb CBOOGOAHOM apaxWMAOHOBOM KWUCNOTbI
B HenTpodunax [42]. ApaxMaoHoBas KMCNoTa, B CBOK OYe-
pedb, MHAYUMPYET anonTo3 renaTouMToB, Bbi3biBas BOC-
naneHve n ¢nbpo3 TKaHn nevyeHun [43]. BepoaTHo, No 3aTon
npuynHe BapuaHTt rs641738 reHa MBOAT7, KOTOpPbIM NpK-
BOAMT K YMeHbLUeHUIo akcnpeccnn MBOAT7, accounnpyercs
C MEHbLKUM pUCKOM cTeaTto3a, 4yem PNPLA3 p.l1148M wvnu
TM6SF2 p.E1267K, HO C yBEIMYEHUEM AKTMBHOCTM BOcCna-
NIEHUS B Ne4vyeHn u passutueM dpuobposa npu HAXBI [44].
Kpome Toro, BapuaHT rs641738 reHa MBOAT7 accouununpy-
€TCS C BbICOKOW BEPOSITHOCTbIO Pa3BUTUS renaToLenonap-
HOW KapLuMHOMbI MPU OTCYTCTBMM LIMPPO3a NEeYeHn y nauu-
eHToB ¢ HAXKBI, xpoHnyeckum renatntoM C U ankoronbHoOM
60/1€3HbI0 NnevyeHu [45].

len HSD17B13

B 2014 r. npu CeKBEHUpPOBaAHWM NOCIEeAOBaTENbHO-
CTU 3K30Ma Obln MAEHTUPULUMPOBAH BapuaHT rs72613567
B npefenax reHa rugpokcucrepovgHon 17-6eta-gerngpore-
Ha3bl 13 (HSD17B13) [46]. TeH HSD17B13 3kcnpeccupyeT-
Csl MPEUMYLLECTBEHHO B renartouutax, a 6e1KoBbIi NPOAYKT
reHa fioKanuayetcsa B NUNuAHbIX Kannsx [46]. N3BecTHO,
4YTO BapuaHT rs72613567 accounmnpoBaH C OTHOCUTENbHO
HU3KUM PUCKOM Pa3BUTUS afIKOrosibHOM GOME3HU MedYeHu
(Ha 53%) u HeankoronbHoOro crteatorenatuTa (Ha 30%)
[47], a TakKe uMppO3a MeyYeHn B MCxode cTeatorenartuTa
(Ha 49%) BHe 3aBUCMMOCTM OT BbIpaXEHHOCTU cTeaTo-
3a nevyeHu [47]. 3TM pe3ynbraTbl yKa3bliBalOT Ha yyacTue
reHa HSD17B13 B CHWXEHWU aKTUBHOCTM BOCMaNieHUs
n dubporeHesa npu OTCYTCTBMWU BAUSHUS Ha HaKomnineHue
TPUrNMUEpMaoB B renatouuTax. TpebyloTcsa AanbHenlme
uccnegoBaHUsa 9TOM accouMauMu, a TaKKe pPoau reHa
HSD17B13 B natoreHese HAXBI.

METABOJIU3M JIMMUAOB B NEYEHU

Momumo reHoB PNPLA3 n TM6SF2, KoTopble SBNASOTCA
Hanbonee pacnpocTpaHeHHbIMK AeTEPMUHAHTaMK cTeaTo3a
neyeHu, 6bInM OBGHAPYKEHbI APYyrne OTHOCUTENbHO peaxkue
WU MeHee BblpaXKeHHble FeHETUYECKME WU3MEHEHUS, CMo-
COOHble BAUATb Ha NUMWUAHbIA METaboNIM3M U CNOCOOCTBO-
BaTb Pa3BWUTUIO cTeaTo3a NeyvyeHU. M3MeHeHus B reHax,
PEryanpyroLmx NPOLLECCUHT U CUHTE3 IMNONPOTEUHOB OYEHb
HU3KOW MNOTHOCTH, BbININ CONPSAXKEHbI C HaCTOTON BbIAB/IEHUSA
HAMBI [48]. Tak, HanpuMep, agedeKT reHa anoaunonpore-
nHa B (APOB) unn nponpoTeMHOBOW KOHBEpTasbl CyOTUK-
3UH-KeKcuHoBoro tuna 9 (PCSK9) npuBoauT K runobeTtanu-
NOMNPOTEMHEMUN, XapPaKTEPUIYIOLLENCA HU3KUM YPOBHEM,
a B psige cnyyvaeB u oTcyTtcTBMEM ApoB v nMnonpoTenHoB
BbICOKOWM MIOTHOCTK B CbIBOPOTKE KpoBu [49]. benok APOB
oTBeYaeT 3a COOPKY M CEKpPeLMo NMMONPOTEUMHOB O4YEHb
HW3KOWM NIOTHOCTM B MEYEHU U XUIIOMUKPOHOB B KULIEYHMNKE



[50]. MNoTeps PyHKUMM WMAKM MUCCeHC-MyTauus reHa APOB
MOTYT NPUBOANTb K CHUXEHUIO YPOBHS X0NecTepMHa B nnas-
M€e KPOBM M CMOCOGCTBOBATb HAKOMIEHUIO TPUIMULEPHULOB
B renatouutax. bonee Toro, Hanuine AaHHOrO reHeTUye-
CKoro gedeKta CONpPSKEHO C pal3BUTUEM cTeaTorenaTuTa,
LMppo3a NevyeHn 1 renatoLenoaspHon KapumHomsl [50].

PCKS9 npeactaBnsieT cobon cepuHOBYIO NpoTeasy, KoTo-
pas ycunuBaeT gerpagaluio peLentopoB K IMNonpoTeMHam
HU3KOW MNNOTHOCTU. BapuaHTbl HyKNEeOTUMAHOW nocnefoBa-
TeNbHOCTKU, NpuBoadawme K ytpate PCKS9 cBomnx dyHKLMA,
aHanorM4yHblM 06pPa30M CHUKAIOT YPOBEHb XonecTepuHa
KpPOBM, HO, NO BCEN BUAMMOCTH, HE BAUSIOT HA HaKomnaeHue
Tpurnuuepmnaos B nevyeHn [51]. MHOro4YncneHHble KIAWHU-
yeckue uccnegosaHus Il dasbl, NOCBSLEHHbIE U3YYEHUIO
MOHOKJIOHabHbIX aHTUTEN nNpotuB PCSK9, HanpaBneHHbIX
Ha CHWXXEHWE NMNOMNPOTEMHOB HU3KOW MIOTHOCTU B KPOBM,
He 3aperucTpupoBanv HexenaTesbHbIX SBAEHWN, CBA3aH-
HbIX C MOpaxeHneM nedeHun [52]. U a1o npu Tom, 4To AedeKT
PCSK9 moeT ycyrybnsatb 3aboneBaHue nevyeHu y naumeH-
TOB ¢ BapnaHTamu reHoB PNPLA3 n TM6SF2 [53].

MuKpocomMasnbHbIM 6ENOK, TPAHCMOPTUPYIOWMIA TPUMIU-
uepuabl (microsomal triglyceride-transfer protein, MTTP),
NIOKanU3yeTcs B 3HAOMNIa3MaTUYECKOM PETUKYIYME U nepe-
HOCUT TPUIULEPHAbI B IMNOMNPOTENHBI O4EHb HU3KOW NAOT-
HOCTM B MEYEHU U B XMIOMUKPOHbI B KULLEYHUKE, a TaKkKe
MOXET CNyUTb B KayecTBe MOMOLLHMKA LanepoHa, yya-
CTBYylOLWEro B HakonneHun ApoB B renatountax. MIameHeHus
B reHe MTTP npuBOOST K pa3BUTUIO abeTanuMnonpoTteu-
HEMUWM, KOTOpas OT/IMYaEeTCa HeonpenensiemMbiM YPOBHEM
JIMNOMPOTEMHOB HU3KOW MNOTHOCTM M AnoB, a TakXe HaKo-
nieHnem TPUIMULEPHUAOB B renatoumTax u pa3BuTuem Lup-
po3a ne4veHu [54]. Kak nokasanu KIMHUYECKNE UccneqoBa-
HUS, ANUTENbHOE NPUMEHEHMEe NoMUTanMaa — MHrMéuTopa
MTTP — ans neyeHuss ceMemHon runepTpuranuLepuaemMmmm
M OCTPOro NaHKpeaTuTa yBennM4mMBano pUCcK pa3BuTms LMPPo-
3a NeyvyeHu B UCXo4e HeaNnKoronbHoOro cteatorenatuta [55].

AnonunonpotenH C3 (ApoC3) aBNsSEeTCa OCHOBHOW CO-
CTaBHOW 4acCTblO JIMNOMNPOTEUHOB O4EHb HU3KOM MNOTHOCTH,
B COCTaBe KOTOPbIX y4acTBYET B CEKpeuun TpUIanuepwm-
pnoB. lMepBoHavyanbHo B 2010 r. 6bI10 3aperucTpMpoBaHoO
HECKONIbKO BapuaHToB B npomoTtope reHa APOC3, cBs3aH-
HbIX C FMNEepPTPUIIMLEPUAEMHUEN N MOBBILLEHHBIM PUCKOM
HAXBI [56]. NocKonbKy MHIrMGUpoBaHMe 3KCnpeccun 6enka
ApoC3 B HacTosllllee BpeMs paccMmaTpuBaEeTCs Kak MeTon
NleYeHus rUMNepTpurinuepuaeMmnn, HeobxoaMMo UMETb B
BWIY BO3MOMHbIW pucK pa3dsutua HAXKBI n HeankoronbHo-
ro creatorenartuTa B pe3yfnbraTe Takon Tepanuu [57].

[pyron peakon ceMeWHOM MPUYMHOM LMPPO3a MNeyvYeHwu
B MCXOAe HeaNnKorofibHOro creatorenatuTa sBnsieTcsa aedu-
LMT IM30COMHOM Kucnow nmvnasbl [58]. JIndocomHas Kucnas
nMnasa OTBETCTBEHHA 3a MAPON3 XONECTEPUHOBbLIX 3du-
pPOB, TPUIMHULEPUAOB M AMNOMNPOTEUHOB HU3KOM MAOTHOCTU
B CBOOOAHbIN XONECTEPUH U KUPHblE KUCNOTbl [59]. Jedunumt
JIM30COMHOM KWUC/ION Nunasbl — pefKoe ayTOCOMHO-peLec-
cMBHOe 3aboneBaHue, CBSA3aHHOE C UBMEHEHUSIMKU B reHe
LIPA, npuBOASALLMMU K PESKOMY CHUMKEHMIO aKTUBHOCTKU dep-
MeHTa [60]. Npu 3ToM BO3pacT Havyana 3aboneBaHus U Tem-
MNbl €ro NporpeccMpoBaHns BapuabenbHbl.

BbigensioT ase dopmbl geduuuta IM30COMHOM KKC-
non nunasbl — WHPaAHTUAbHYKO (6one3Hb BonbmaHa)
W No3aHI0 (60Ne3Hb HaKonneHus ahUpPOB XOnecTepuHa).
MHbaHTUNbHaa ¢opma geduunta npeacraBnsger cobou
TaXenoe, 6bICTPO Nporpeccupyollee 3abosieBaHUe, MaHuU-
decTupylowiee B nepuog C nepBbiXx Hedenb Ao 3—-6 Mec
YWU3HW. JleTanbHbIM UCX04 HacTynaeT Ha GoHe BbICTPO Mpo-
rpeccupytolllen MoaMopraHHon HepocTaTtoyHocTU. CpeaHui
BO3pacT CMepTH NauueHToB C MHPaHTUNbHON dopmon 6e3

nievyeHns coctaBnseT okono 4 mec. lo3gHaa dopma aedu-
LMTa NM30COMHOM KUCNOM nunasbl MaHUdecTUpyeT y ageTen
6onee cTaplero Bo3pacrta v B3pOC/blX, MPOrpeccupyeT mea-
NIeHHee 1 NposiBAsSeTcs renatoMmerannen, CUHAPOMOM LIUTO-
nn3a (NoBbIlEHWE aKTUBHOCTM TpaHCcaMUHas Ao 3—4 HopM),
runepxonectepuHeMuen n gucamnuagemuen. Ha poHe Hako-
nNeHnus B NM30COMax renatouuTtoB 3PpUPOB xonecTepuHa
y NauneHTa pa3BMBaeTcs cTeatos, 3aTem ¢Mbpo3 1 LMpPpo3
neyexu [61].

benKkn-nepeHocHYmMKM KupHbIX Kucnot FATP npeacrtas-
NS0T COB0OM UHTEerpanbHble MemMbpaHHble 6eflKM, KOTopble
onocpeaytT NornoleHne renatouutaMmm CBOGOAHbLIX MKUP-
HbIX Kncnot [62]. NMoaaBneHue 6enka FATPS npepotepalla-
€T pa3BUTME CTeaTo3a Yy Mbllen ¢ AUEeTUHAYLMPOBaHHbLIM
HAMBN [62]. BapuaHT rs56225452 reHa FATP5, perynu-
PYIOLLMIA €ro 3KCMPEecCuto, HanpoTuB, CBSI3aH C BbICOKMM
PUCKOM cTeaTo3a neyeHu, 601ee BbICOKUMU YPOBHAMU ana-
HUHaMWHOTPaHcdepasbl U MOBbILEHHON PE3UCTEHTHOCTbIO
K MHCYNMHY B 06LLen nonynaunm [63].

feH LPIN1 roaupyeT docdatnanpoBaHHyto docdartaasy,
NPeACTaB/NEHHYIO B XMPOBOW TKAHW U MeYeHu, rae oH Aen-
CTBYET KaK MHAOYLMOENbHbIM TPAHCKPWUMLUMOHHBIA KOaKTh-
BaTOp ANS PEerynvpoBaHus MeTabonn3mMa KUPHbIX KUCNOT.
BapuaHTt rs12412852 reHa LPIN1 accouuupyeT ¢ 6onee
HU3KOW PacnpOCTPaHEHHOCTbIO HeaNKoroflbHOro creartore-
natuta n ¢mbpo3om neyeHun y aeten ¢ HAXKBII. BbiasneHo,
410 r$12412852 reHa LPIN1 npuBOAMUT K CHUXKEHUIO NUMO-
NM3a, yMeHbllas nocTynieHne CBOGOAHbLIX HUPHbLIX KUCAOT
B neyeHb [29].

OKCHUJIATUBHBbIH CTPECC U BOCNAJIEHME

O6pa3oBaHne peaKTUBHbIX GOPM Kucnopoda B pesysib-
TaTe 6eTa-OKUCNEHNUS KMPHbBIX KUCNOT B MUTOXOHAPUAX NPU-
HATO CYMUTaTb OCHOBHbLIM MYCKOBbIM MEXaHW3MOM (OpMu-
pOBaHUS HeanKoronbHOro creatorenatuTa [64]. KneToyHbIn
«pefoKC-CTaTyC» MOAAEPKMBAETCS CneunanM3vpoBaHHbIMU
depmeHTamu. HapylweHne 3Toro ctaTyca Bbi3blBaeT MOBbI-
LWEHWE YPOBHS TOKCMYHBLIX PEaKTUBHbIX POPM KUCnopoaa,
TaKMX KaK NepoKcuabl U cBOBOAHbIE paanKanbl [65].

B nporpeccuio HeanKorofibHOro cteatorenatuta nocpea-
CTBOM MEXaHM3MOB peryasilumv «pefoKc-craTyca» MUTOXOH-
ApWUi BOBNEYEH PAf reHETUYECKUX BapuaHToB. B yacTHocTH,
nokasaHo, 4to 6enok UCP2 perynvpyer MUTOXOHAPUAsbHbIN
OKWUCNUTENBHO-BOCCTAHOBUTENbHBIA CTaTyC NyTEM pas3beau-
HEeHUA OoKUcneHus u docdopunnpoBaHus [66]. M3MeHeHUe
B MPOMOTOPHOM 06nactu reHa UCP2 (rs695366) yBenunyu-
BaeT aKcnpeccuto 6enka UCP2 1 accounmmnpoBaHO C OTHOCHU-
TEeNIbHO HW3KWMM PWUCKOM HeEasNKorofibHOro creatorenartuta
y NAUMEHTOB C HOPMasibHbIM TOLWAKOBbLIM YPOBHEM [IOKO3bI
[67]. TakKe 6blNO BbIABAEHO, YTO MOBbIWEHUE depMeHTa
MapraHeusaBMcuUMoOn cynepoKcuaaucmytasdbl SOD2, KoTto-
pbI TOKANU3YeTCs B MUTOXOHAPHUSAX U KOHTPOAUPYET YPOBEHb
CBOGOAHbIX PaAMKanoB B KNETKE, acCOLMUPOBAH C HU3KUM
puckom nporpeccupoBanna HAXBI, a BapuaHT rs4880 reHa
MSOD2 npuBOAWUT K YBENMYEHUIO aKTUBHOCTM depmMeHTa
M accoumupoBaH ¢ 60/€e HU3KUM PUCKOM Pa3BUTUS HeaslKo-
ro/lbHOro cTeaTorenaTuta M Gnbpos3a nevexu [68].

MomMnMMo 06pa3oBaHUsA M3ObITOYHBIX KOMMYECTB peak-
TUBHbIX GOPM KWCNopoda, HeanKorofibHbliM cTeatorenatuT
COMpPOBOXAAETCH aKTUBaALMEN MEXaHW3MOB BPOMXKAEHHOIO
MMMYHHOIO OTBETa, BbI3BAHHOM acenTUYECKMM BOCMNaneHu-
€M W MNPOAYKTaMW U3HEAEATENbHOCTU KULWEYHON MMKPO-
6uoTbl [65]. BbigBneHo, 4to UHTEpdepoH A3/AN4, Koau-
pyemblit reHoMm [L28B, BOBAEYEH B MPOLECC MMMYHHOro
oTBEeTa B ne4vyeHu, a BapuaHT rs12979860 C>C reHa IL28B
CBA3aH C yBEIMYEHWEM BEPOSTHOCTM CMOHTAHHOW 3NUMMU-
Hauuu Bupyca renatuta C [65]. BmecTe ¢ Tem, BapuaHT
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rs12979860 C>C reHa IL28B npuBOANUT K YBENNYEHUIO CUH-
Te3a UHTepdepoHa A3 1 accoLUMMpPOBaH C pa3BUTUEM CTea-
TorenatuTa U ¢mnbposa npu HAXKBI [69]. B ogHoM uccneno-
BaHMM ObII0 NOKa3aHo, 4YTo BapuaHT rs12979860 C>C reHa
IL28B BMecTe C KIIMHUYECKUMKU daKTopaMK fydlle NporHo-
3MpoBanu passntme dpnbposa Kak Nnpu HeanKoroabHOM CTe-
aTorenatuTe, TaK M MPU XPOHUYECKUX BUPYCHbLIX renatutax,
4yeM TpaaMLMOHHbIE HEMHBA3UBHbIE METOAbI OLEHKM (MOKa-
3aTeNnn KIMHUYECKOro, GMOXMMMUYECKOro aHannM3a KpoBu
M Koarynorpammbl — TPOMOOUMUTbI, anbOyMUH, GUANPYOUH,
MeXayHapoaHoe CTaHAapTM3MPOBaHHOE OTHOLWEHMe, Mpo-
Tpom6uH) [70].

WHCY/IUHOPE3UCTEHTHOCTb

MHCYNMHOPE3UCTEHTHOCTb TECHO CBfA3aHa ¢ naTtodmauno-
nornen HAMXKBIT u nporpeccupoBaHnem 3aboneBaHus.
MoMrMMo GaKTOpPOB OKpYKaloLen cpeabl, KOTopble Crnocoo6-
CTBYIOT BO3HWKHOBEHWMIO WHCYIMHOPE3UCTEHTHOCTH, reHe-
TUYECKME W3MEHEHUS, KOoaupylowmne MONEeKybl CUrHab-
HOro MyTU MHCYNMHA, TaKXe Oblin CBSA3aHbl C NPOrpeccuen
HAMBI n ¢pubposom [71]. B renatoumtax UHCYINH CBA3bI-
BAETCS C PeLLEenTOpoOM WMHCYIMHA, 4TO MPUBOAMT K aKTMBa-
uMn cybcetpata uHeynumHoBoro peuentopa 1 (IRS1) u cHu-
XEeHUI NpoayKuuu rnoKo3bl [72]. BapuaHt rs1801278
B reHe IRS1 accounmpoBaH ¢ rMneprinkemMmen u pa3Butuem
dunbposa neyveHn [73].

benok TRIB1 npeacraBnsieT cobom NpoTeMHKMHA3y, y4a-
CTBYIOLLYIO B NEYEHOYHOM NMNoreHe3e 1 rmukoreHese [74].
B akcnepuMMeHTanbHbIX UCCNEA0BAHUSAX Ha Mblllax MHAYKLMS
aKcnpecun 6enka TRIB1 npuBoaMna K NoBbILWEHUIO YPOBHS
rMIOKO3bl B Na3Me KPOBM M cnoco6CTBOBaNa AENOHUPOBa-
HUIO TpUrIMUepuaoB B renartoumtax [75]. OgHOBpPEMEHHO
C 9TMM MNpWU MOAHOFEHOMHOM MOWUCKEe Oblna ycTaHOBNEHA
accoumaums BapuaHTa rs2954021 reHa TRIB1 ¢ noBbiwe-
HWEM TPUMINLEPMAOB B NAa3Me KPOBM C NOCNEeAYOLMM pas-
ButMeM HAXKBI [73].

®UBPOTEHE3

HeCKONbKO TeHEeTUYECKUX HapyleHWn, y4acTBYIOLLIMX
B MpoLeccax KNEeTo4YHOro CTapeHusi, Takxe 6bliv accoumu-
poBaHbl ¢ dnbpo3om npu HAMBI. Hanpumep, npoueccsl,
obecneyunBatoline CTabUIbHOCTb XPOMOCOM 3a CYET KOM-
neHcaLnMn YKOPOYEeHMs TeloMep (PacroOKEHHbIX Ha KOH-
LLlax XpOMOCOM Y4aCTKOB, cogeprKalmnx ynnoTHeHHyo AHK),
obecrneymBatoTcd GepPMEHTOM Tenomepason. ITo HeobXxo-
OMMO ans npepoTBpalleHns nospexaeHmn OHK n knetou-
HOro CTapeHus B pesy/nbTaTe AefeHUs KIeTOK. M3meHeHus
no Tuny «notepu-eyHKUuMmn» B reHe TERT cBA3aHbl C ceMen-
HbIM 3a601eBaHWEM MEYEHU U BbICTPLIM Pa3BUTUEM LMPPO-
3a NeyvyeHn n renaTouentongpHon KapumMHombl npu HAXKBI
1 3a60neBaHUSAX MEYEHU, BbI3BAHHbIX APYTMMU 3TUONOTMYeE-
CKUMMK daKkTopamu [76].

p21 — MHIMBUTOP KIETOYHOrO LMKIa U MapKep KIeToy-
HOrO CTapeHUs — aKTUBUPYETCS Npu 3a60NeBaHUSAX NEYEHM
N ABNSETCS BaXKHbIM MPOrHOCTUYECKUM MapKepoMm. BapuaHt
rs762623 B reHe CDKN1A, KoTopbii KOoaMpyeT p21, cBA3aH
¢ nporpeccuen HABXKI y naumeHToB cO cTeaTo30M. 3TO
06DbACHAETCA TeM, YTO amonTo3 renaTouMTOB aKTUBMPYET
nponudepaumto Knetok Kyndepa, TeM cambiM 3anycKas
MexaHu3mbl GubporeHesa [77].

Krueppel-nogo6Hbin daktop 6 (KLFG) 6bICTpO MHAYUM-
pyeTca B MpoLecce aKTMBaLMK 3Be3a4aTbiX KNETOK NeYeHu
B OTBET Ha MOBpPEXAeHWe TKaHel, a 3To B CBOK o4vepefdb
NPMBOANUT K TpaHCKpUnuuu ol KonnareHa [78]. BapuaHT
rs3750861 reHa KLF6 nocpeAcTBOM CO34aHMA anbTepHa-

TUBHOIO CalTa CrnjlauCuHra yMeHbluaeT aKTUBaLUMIO KIETOK
Kyndepa, B pesynbtate 4yero npegoTsBpallaeT pas3Butue
dunbposa neyvenu npmn HAXKBI [79]. Bonee Toro, atoT Bapu-
aHT reHa KLF6 cBsi3aH ¢ 60n1ee HU3KOW BEPOSATHOCTbIO pas-
BUTUS MHCYIMHOPE3UCTEHTHOCTHU B neyveHun [80].
dubporeHesy crnocobCTBYET U AEMOHUMPOBAHUE Kene-
3a B KJIETKax MeyYyeHu, KOTopoe NPUBOAMT K M3BbITOYHOMY
OKUCNIUTENBHOMY CTpeccy, nocneaylowen MUTOXoHApUanb-
HOM AMCOHYHKLMK U NPAMON aKTMBaLMKW 3BE34aThiX KIETOK
[81, 82]. leHeTMYeCKMe BapuaHTbl FEHOB HacneaCTBEHHOro
remoxpomaTto3da (HFE), 6eTta-rno6uHa n TMPRSS6 npeapac-
nonaraoT K AEMOHMPOBAHUIO Kefe3a B Me4YeHU U CBA3aHbI
C pa3BuTHeM Grbposa neveHun y naumeHtos ¢ HAXKBI [83].

3AK/TIOYEHUE

McecneaoBaHus nocnegHux AecATUNETUI 4EMOHCTPUPYIOT
3aBucumoctb HAXKEI Kak OT NpuOBPETEHHbIX, TaK U FreHe-
TMYyecKux ¢daktopoB. OCHOBHblIE TEHETUYECKME AeTePMMU-
HaHTbl cTeaTo3a nedyeHn — PNPLA3 p.1148M, TM6SF2
p.E167K n GCKR p.P446L, a TakKe MeHee pacrnpoCcTpaHeH-
Hble FreHeTU4YecKne BapuaHTbl, cBa3aHHble ¢ HAXBI, noa-
YEepKUBAIOT BaXKHOCTb JIMMOMNPOTEMHOBOM COOPKM, 0OOMEHa
nunNuaoB M MeTabonnama rMoKo3bl B natoreHe3se HAMKBI.
[eHeTMyeckas npupoaa BocnaneHus u ¢néposza npu HAXKBI
MeHee YeTKO onpeaeneHa, B OCHOBHOM MO MPUYUHE OTCYT-
CTBUSA OOJIbLLUMX KOTOPTHbIX MCCNeaoBaHUM ¢ GEHOTUNUPO-
BaHWeM. [pn 3TOM BaXHO Y4MTbIBaTb, YTO rEHETUYECKME
daKTopbl HE MOTYT 6bITb €AMHCTBEHHOW NMPUYNUHON Pa3BUTUS
60/1€3HM, a HanuMyue reHeTMYecKoW Aucnepcuu yKasbiBa-
eT Ha 10, Yto HAXBI He saBnseTcs romoreHHbiM 3abosne-
BaHueM. lloHuMMaHue reHetnvyeckmx ocHoB HAMKBIT paet
NepcneKkTUBHbIE BO3MOXHOCTU YCOBEPLIEHCTBOBATL HaluM
noaxodbl K nevyeHuto 3abonesaHus. [danbHenwee nlyvyeHune
npuobpeTaeT HOBbIM BEKTOP AN MoAMPUKaLUK npodunak-
TMKK 1 nevenns HAXBIT B HanpaBneHun nepcoHannsaumm
MOHMWTOPUHIa MaLMEeHTOB C Y4€TOM PWUCKa MpOrpeccupo-
BaHWS 3ab0neBaHUs M MpoBeAeHUs Tepanuun, HaueneHHom
Ha ocHoBoOMonaratwmne MexaHn3mMbl 601E3HMU.
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B cB531 ¢ HegaBHUM BBOAOM roimmymaba B negnaTpu4eCcKyo PEBMaTOI0MMYECKYI0 NPaKTUKY npeactaBieH 0630p pe3syib-
TaToB K/IMHUYECKUX WUCCIeA0BaHUI AaHHOIo0 MHrMbutTopa ¢aKkTtopa HEKpo3a onyxoau asab@a, 60JbLUMHCTBO M3 KOTOPbIX
MPOBEAEHO C y4acTMEM B3POC/bIX 6OJIbHbIX C PEBMATUYECKUMU 3a60/1€BaHNAMU. AHAIM3UPYIOTCS KITIMHUKO-1a60paToOpHbIE
3¢pPEKTbl U NEPEHOCMMOCTb roMMymaba B BUAE MOAKOXKHbLIX MHBEKUMIA NPpU PEBMATOUAHOM apTpuTe, NCopUaTMiecKoM
apTtpute u crioHguamtax. OBCYKAATCS OLEeHKM 9PPEKTUBHOCTU M NEPEHOCUMOCTH rpenapata B A/IMTe/IbHbIX — A0 5 neT —
HabrgaTeIbHbIX UCCAEA0BaHMSIX.

KnioyeBble cnoBa: peBMaToOUAHbIN apTPUT, NCOPUATUHECKMI apTPUT, aHKUI03UPYIOLMIA CITIOHAUINT, HEPEHTIeHorpagpuye-
CKMI CMIOHAWNT, roIMMyMat, 3pOEKTUBHOCTb, MEePeHOCMMOCTb, NeguaTpruyecKas peBMaTo10rMiyecKkas rnpakT1Ka.

(Ana ynTupoBaHms: Ymyacoa H.B. fonumMymab B NeYEHUM XPOHUYECKUX BOCMaNUTENbHbIX 3a60/eBaHU CYyCTaBOB BO
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BBE[EHUE

Ycnexu B NeYEeHWM XPOHUYECKUX BOCMNaNUTENbHbIX
3ab051eBaHUI CycTaBOB 06YCNOBNEHbI, HECOMHEHHO, BHe-
APEHNEM B KIMHWYECKYIO MPaKTUKY FEHHO-UHKEHEPHbIX
61oNnornyecknx npenapatoB. B ux yucne BaxHOEe MeCTO
3aHUMaloT MHIMBUTOPBLI GaKTopa HeKpo3a onyxonu anbda
(tumor necrosis factor alpha, TNFa), ncnonb3yemsie B neve-
HUX peBMaTOMAHOrO apTpuTa, aHKWNO3MPYIOLWEro CroH-
AunoapTputa M ncopuatMyeckoro aptputa. B HacTosiee

Natal’ya V. Chichasova?’ 2

BPEMS 3aperncTpnpoBaHo nNatb MHrméuTopoB TNFa, KoTo-
pble MMEIOT PasNNYHYO CTPYKTYPY MpK OBLLEM MEXaHU3Me
nencteums. fonnmymMab ABNSeTCA NOMHOCTbIO YeI0BEYECKUM
MOHOK/IOHaNbHbIM aHTuTenoM K TNFa, o4o6peHHbIM pery-
NATOpPHbIMKW OpraHamu EBponenckoro coto3a (EMEA) 1 CLUA
(FDA), a Takxke MuH3gpaBom Poccun ans nedyeHust peema-
TOMOHOTO apTpPUTa, aHKWUIO3WMPYIOLWEro CMOHAMMI0apTPUTa
M rcopuatMyeckoro aptputa. HegaBHO ronMmymat Obin
pa3pelleH Ans MCMoNb30BaHUS B NeavaTpUYyecKow peBs-
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Golimumab for Treating Chronic Inflammatory Joint Diseases
in the Adult Population: Clinical Efficacy and Tolerability

Due to the recent introduction of golimumab into paediatric rheumatology practice, an overview of the clinical studies of this tumour
necrosis factor alpha inhibitor, most of which were conducted with adult patients with rheumatic diseases, has been presented. Clinical
laboratory effects and tolerability of golimumab in the form of subcutaneous injections have been analysed for rheumatoid arthritis,
psoriatic arthritis, and spondylitis. Evaluation of the efficacy and tolerability of golimumab in long-term observational studies (up to
5 years) has been discussed.

Key words: rheumatoid arthritis, psoriatic arthritis, ankylosing spondylitis, non-radiographic spondylitis, golimumab, efficacy,
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Puc. 1. JuHamumka ACR20 B TeyeHne 24-HeaenbHoro
ncenepoBarua GO-FORWARD

Fig. 1. ACR20 response dynamics within 24 weeks

of the GO-FORWARD study
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lNpumeyaHne. MT — meToTpekcar, [TIM — ronumyma6.
MCTOYHMK: aganTupoBaHo m3 [3].

Note. MT — methotrexate, IJIM — golimumab.
Source: Keystone E, et al. Ann Rheum Dis. 2009; 68:
789-796 (adapted from [3])

MaTOIOrMYECKON NpaKTUKe. B 3ToW CBSA3KM HWXKE NpeacTaB-
NeHbl AaHHble 06 3GdEKTUBHOCTU U MEPEHOCUMOCTU Mnpe-
napata, Nofy4YeHHble B paHAOMU3UPOBAHHbIX KIMHUYECKMX
nccnefoBaHUsAX y B3POC/bIX NaLMEHTOB C PEBMATUHECKUMHU
3aboneBaHuAMU. B COOTBETCTBUMN C NOCNELHUMU PEKOMEH-
faumamun EULAR (2016) [1] n HauMoHanbHbIMW peKoMeHaa-
unaMun Accoumaumnn peesmartonoros Poccun no pesmaTtosno-
ruun (2017) [2], nto6OW reHHO-UHKEHEPHbBIN BUONOTUYECKUNM
npenapaTt MOXeT Ha3Ha4yaTbCs KaK B NepBOM, Tak U BO BTO-
povi NMHWUK Tepanum PeBMaTONLHOIO apTpuTa.

Ons KNIMHMUMCTa 3HA4YMMOCTb 11060ro NPpoTUBOBOCHANIU-
TEeNbHOro npenapata onpegensieTcss BO3MOXHOCTbIO noja-
BJIEHUS aKTMBHOCTU WM MPOrpeccMpoBaHMs NaTonorM4yecKo-
ro npotiecca, yCToM4MBOCTbl0 apdeKTa n 6€30NacHOCTbIO.
MmeeT 3HayeHune TaKkKe yao6CTBO NPUMEHEHUS IeKapCTBEH-
HOro cpefcTsa: ronMmymab Mcnofib3yeTcs B BUAE MOAKOXK-
HbIX MHBEKLMIN (XOTH MMEITCH pe3y/nbTaTbl 3aBEPLUEHHbIX,
a TaKKe NpoBOAMMbBIX B HacToslee Bpems McciaefoBaHui
c dopmon ronumymaba Ans BHYTPUBEHHOINO BBEAEHMUS),
BbINOMHAEMbIX 1 pa3 B MecsLl.

roJIMMYMAB: JIEYMEHUE XPOHU4YECKUX

BOCHMNAJIMTENIbHbIX 3ABOJIEBAHWI CYCTABOB

fonumyma6 npu peBMaTtougHOM apTpuTe

MpenapaTt n3ayd4eH Ha pasnnyHbIX rpynnax 60/bHbIX PEB-
MaTouAHbIM apTpuToM. Tak, B nccnegosaHuax GO-FORWARD
[3, 4] n GO-FORTH [5, 6] oueHnBanucb peadynbraTbl NPUMEHE-
HMA ronnMymaba nNpu HeageKkBaTHOM OTBETE Ha METOTPEKCaT,
B uccnegoBaHnn GO-BEFORE [7, 8] — y 60nbHbIX, paHee
He nosny4YaBlUMX MeToTpeKcaT. APPEeKTUBHOCTb ronmMymabda
npu HeageKBaTHOM OTBETE Ha MpeALecTByOLME UHIMOU-
Topbl TNFa nokasaHna B uccnegosaHumn GO-AFTER [9, 10]
(tabn. 1).

[lBOoMHOE cnenoe paHAOMM3UPOBAHHOE WCCefoBaHUe
Il dasbl GO-FORWARD [3, 4] oueHnBano adPpeKTMBHOCTb
M 6e30nacHOCTb ronuMymaba y nNaLUMeHTOB C aKTUBHbIM
peEBMATOMAHbIM apTPUTOM Ha QoHe Tepanuu MeETOTPEK-
catom. OTKpbiTags ¢dasa uccnegoBaHus cocTaBuia 5 net.
PaHoomu3npoBaHHbIV cnenon atan uccnegoBaHus (24 Hen)
3aBepwunu 417 nauymeHtoB (94% paHAOMWM3NPOBAHHbIX
60/1bHbIX). JOCTUXKEHME MEPBUYHON KOHEYHOM TOYKM (Yny4-
weHne no Kputepuio ACR20) Ha 14-i Hepn 6bIN0 OTMEYEHO
y 33; 44; 55 n 56% nauneHToB B rpynnax, nojyyaBLINX
nnaue6o u metoTpekcart, ronumymab no 100 mr v nnaue6o,
ronumymat no 50 mr u meToTpekcar, ronnmymas no 100 mr
M METOTPEKCAT COOTBETCTBEHHO (pucC. 1).

CHUXKEHWE OLEHKM COCTOSIHUS 340POBbS MO OMPOCHMKY
HAQ-DI K 24-i Hep B 3TMX rpynnax COCTaBWIO B cpeaHeM

Ta6nuua 1. PaHAOMU3MPOBaHHbIE KITMHUYECKUE UCCNeOBaHUs rofimMymMaba y nauneHToB ¢ peBMaTouaHbIM apTpuTom
Table 1. Randomised clinical studies of golimumab in patients with rheumatoid arthritis

UccnepoBanus
MNMokasarenu
GO-BEFORE [7] GO-AFTER [9] GO-FORTH [5] GO-FORWARD [3]
Mn + MT; Mn npotus lon 50 Mr npoTvB M+ MT Mn + MT;
Tpynnbl fon 100 mr + Mn; fon 100 mr (1:1:1); - fon 100 mr + Mn;
fon 50 mr + MT;
60NbHbIX fon 50 mr + MT; nocne 24 Hep MNn fon 100 mr + MT fon 50 mr + MT;
fon 100 mr + MT nepeseaeHo Ha [on 50 mr fon 100 mMr + MT (3:3:2:2)
Hneno 637 461 261 444
60nbHbIX, abcC.
Ejf:f:;;'e ACRSO; ACR20 K 14.7t o ACR20, 50, 70; ACR20 Ha 14-# Hep
TOuKM DAS28-CPb Ha 24-1 Hep A DAS28-CPb Ha 24-i Hep, 1 HAQ-DI Ha 24- Hep
YacTtoTta pemuccnmn YacTtoTta pemuccumn
BTopuyHble VIaMEHEHMe HHIeKEa ACR50 K 14-i Hep; K 24-1 Hep; Ha 24-7 Hep;
KOHeYHble vdHMSS Ha 52{3'12 He DAS28 Kk 24-i Hep; HAQ-DI Kk 24-# Hef; M3MEHEHWE MHAEeKCca
TOYKHM A HAQ-DI k 24-# Hen M3MEHEHWE MHAEeKCa vdHmMSS Ha 52-1
vdHmMSS Ha 24- Hef 1 104- Hep

lMpumevaHune. ACR20, 50, 70 — 20; 50 1 70%-Hoe ynydlleHne No Kputepusam AMepuKkaHcKom Konnerum pesmatonoros (ACR).
vdHMSS — o6wwit cyet Wapna B moandukaumm van der Heide. DAS28-CPB — MHAEKC aKTMBHOCTM 60/1€3HM No 28 cycTaBam
M KoHLeHTpauum C-peakTtnBoro 6enka. HAQ-DI (Health assessment questionnaire disability index) — cTaHbOPACKWUIA ONPOCHUK COCTOSAHUS

3p0poBbs. MNn — nnaue6o, lon — ronumymab, MT — MeToTpeKcar.

Note. ACR20, 50, 70 — 20%, 50%, 70% improvement according to the American College of Rheumatology (ACR) criteria, vdHmMSS — total van
der Heide modified Sharp score; Pl — placebo; Gol — golimumab; MT — methotrexate; DAS28-CRP — 28-joint disease activity score based on
C-reactive protein; HAQ-DI — Stanford Health Assessment Questionnaire Disability Index.



0,13; 0,13; 0,38 n 0,50 6anna cooTBeTcTBEHHO. [lepe-
HOCMMOCTb rofiMMymaba KaK B BMAE MOHOTepanuu, Tak
M B KOMOMHALMK C METOTPEKCATOM He OTiM4Yanacb OT TaKo-
BOM Ha nnauebo + metoTpeKkcaT. K 16- Heg obuwas YyacToTa
HexkenaTesbHbIX ABNEeHU B rpynne nnauebo + MeToTpeKkcat
coctaBuna 60,9%, B rpynne ronumymaba 100 mr — 63,2%,
B rpynne ronumymaba 50 mr + metoTpekcar — 68,3%,
B rpynne roanmmymata 100 mr + meTtoTpekcar — 69,7%,
a YacToTa Cepbe3HbIX HexenaTtebHblX gBfneHnn — 2,3; 3,8;
5,6 1 9% COOTBETCTBEHHO (puC. 2).

UccnepoBaHue npoaeMOHCTPUPOBano, 4To agobaBneHue
ronumymaba K MeToTpeKcaTy MNO3BOASET OTHOCUTENbHO
6bICTPO (K 14-M Hed) YMEHbLWTb MPOSBAEHUS aKTMBHOCTHU
peBMaToOMAHOro apTpuTa U YaydlnTb GYHKLMOHANbHYO CMo-
COBHOCTb 60/IbHbIX NMPK XOPOLWIEN NEPEHOCUMOCTHK npenapa-
Ta. MoHoTepanusa ronnmymata no apdeKTMBHOCTU ycTynana
KOMOGWHauUMn ronumymab + MeToTpekcatr. Y 92 nauueHToB
4O Hayana neyvyeHus roaMmymadom Obil gMarHOCTMpoBaH
NaTEeHTHbIN TyGepKynes, HO Mocne NPEBEHTUBHOIO NeYeHuns
W Tepanuun ronumymabom HU B OAHOM Cilydae He BbISIBJEHO
peaKktuBauuu cneundundeckon UHeKuun. NHBbEKLMOHHbIE
peakuun 6blIM PeaKMMKU U He MPUBOAMAM K NpPepbIBaHUIO
nevyeHuss. M3 paHOAOMU3UPOBAHHLIX 60NbHbIX (N = 444)
252-HepenbHoe HabnwageHne 6bin0 3aBepweHo y 313
(70,5%). PesynbraTbl OTKpbITOM NATMAETHEN da3bl uccneno-
BaHns GO-FORWARD npoaeMOHCTpUpoBanu yCTOMYUMBOCTb
addekTa ronnmymada: okono 80% 601bHbIX AOCTUIIN XOPOLLE-
ro UM ymepeHHoro oreeta no Kputepuam EULAR, a BO3HMK-
HOBEHWS HOBbIX HEXenaTtesbHbIX ABIEHUIK HE OTMEeYEeHO [4].

UccneposaHmne GO-FORTH [5], npoBeaeHHoe Ha SINOH-
CKOWM Monynsuun 60MbHbIX PEBMAaTOMAHLIM apTPUTOM, TaK-
e NMpoAeMOHCTPMpoBano 6o5ee BbICOKYID 3PPEKTUBHOCTb
KOoM6KWHaUuK ronnmymadba M MeToTpeKcaTta no cCpaBHEHUIO
C MOHOTepanuen MeTOTpeKcaToM: MepBUYHas KOoHeyHas
TOYKa (ynydweHue no Kputepuio ACR20) npu npumMeHeHUH
ronmmymata 50 nnmn 100 mr 1 pa3 B 4 Hep 6blna OCTUrHYTa
y 73,4% 60nbHbIX, @ B rpynne, nosyyasBllerh MeTOTpeKcar, —
TonbKO y 27,3%.

Mpu paHHEM peBMaTOMAHOM apTpPUTE M Ha3HaYeHUU
ronMmmymaba B KayecTBe NepBOW NWHMKM Tepanuu [7, 8]
TaK Xe, Kak 1 B uccnegosaHnn GO-FORWARD, cpaBHuBa-
nmcb 4 rpynnbl 60MbHbIX. HavyanbHas no3a MeToTpeKcaTa
coctaBuna 10 mr/Hen ¢ yeBenundeHnem ee ao 20 mr/Hen.
Mo poctuKeHun acddekTa B NEPBUYHOM KOHEYHOM TOYKE
(kpuTepuin ACR50) yepes 24 Hepn pas3nnynim Mexay KomMbuHa-
unen ronnmymab + MeToTpeKcaT U nnauebo + meTtoTpekcar
He nonyyeHo — 38,4 n 29,4% cootBeTcTBeHHO (p = 0,053).
OAHaKo npu UCKIOYEHMM 3 NMauMEHTOB, He MPOJIeYMBLUMXCS
24 Hep (post hoc-aHann3 B COOTBETCTBUM C MPUHLIUIOM per
protocol), NoKa3aHo MNPenuMyLlecTBO KOMOUHaALMK FOnMY-
Mab + MeToTpeKcarT (Bce 403bl) nepea nnauebo + METOTPEK-
caT (nepBMYHasa KoHe4vyHas To4Ka 6blna gocTurHyta y 38,5%
nauuneHTos npotne 29,4%; p = 0,049) u ronnmymab 50 mr +
MeToTpeKcaT nepej nnauebo + metorpekcaT (40,5 npotms
29,4% cooTtBeTcTBEHHO; p = 0,038). TakKe KOMOGUHaLMsS
roiMmymat + MeToTpeKkcaT Obina fydle no AOCTUXKEHWH
otBeTa no Kputepusam EULAR n pemunccnn no cpaBHEHMIO
C rpynnown, nony4yasluen nnauebo + MetToTpeKcart. TaK, Xopo-
LWKMA 1 yMepeHHbIM oTBET no Kputepmusam EULAR n goctuke-
Hue pemuccum no DAS28-CO3 yepes 1 1 3 roga oTiM4yanucb
yepe3 1 1 3 roga. Takum 06pas3om, Npu Ha3HAYEHUU FONn-
Mymaba 60/MbHbIM, paHee He Mofy4yaBLIMM METOTpeKcar,
NnoKasaHbl ero npevMyllecTBa B NogaBfEHUU @KTUBHOCTU
peBMaToOMAHOIrO apTpuTa No CPaBHEHWIO C MOHOTepanuen
MeTOoTpeKcaToM.

lNepeHoCcMMOCTb KOMBMHaLUMKM ronuMymaba u METOTPEK-
caTa 1 B 3TOM UCCeaoBaHMM He OTiM4anach OT TaKOBOM Mpu

Puc. 2. HacToTa HexenaTenbHbIX U CEPbE3HbIX HEXeNnaTeNbHbIX
ABNEHUN Ha 24-1 Hef uccnegosaHna GO-FORWARD

Fig. 2. The frequency of AE and SAE at Week 24 of the GO-FORWARD
study
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lMpumeyaHune. TMM — ronumymab, MT — MeTOTpeKcar.

HA/CHA — HexkenaTenbHble/cepbe3Hble HexXenatebHble ABEHUs.
MCTOYHMK: aganTupoBaHo m3 [3].

Note. I'MIM — golimumab, MT — methotrexate, HA/CHA — adverse
events. Source: Keystone E, et al. Ann Rheum Dis. 2009; 68:
789-796 (adapted from [3])

MCnosib3oBaHuM nnauebo + MeToTpeKcaT: YacToTa Hexe-
naTenbHblX ABNEHUM B rpynne nnauebo + MeToTpekcar
coctaBuna 72,5%, B rpynne MoHOTepanuu roaMmymabom
100 mr — 68,2%, B rpynne ronumymat 50 mMr + MeETOTpeK-
cat — 81,6%, B rpynne ronumymad 100 Mr + MeTOTpeK-
caT — 76,1%; cepbe3Hble HexenartesbHble ABAeHUS OGblan
3aperucTpupoBaHbl y 7; 3; 6 1 6% 60/1bHbIX COOTBETCTBEHHO.
OTHOCHTENBHO YacTbiMU HeXenaTenbHbIMU ABAEHUSIMU MpU
KOMOGWHaLMK ronumymaba M MeToTpeKcata ObliM TOLHOTA,
UHbEKLMM BEPXHUX [bIXaTeNbHbIX MyTeN, NOBbILEHUE YPOB-
H9 acnapraTt- Wan anaHuHamuHoTpaHcdepasbl (ACT, AJT),
avcnencus v ronosHasa 6onb [7]. Pa3zButue OHKONOrMYECKUX
3ab6oneBaHni 3adUKCUPOBAHO Y 4 6ONbHbIX: PaK MOMIOYHOM
weneabl (Nnauebo + MeToTpeKcar), numdoma XOMKKMHA,
NJIOCKOK/IETOYHBIN paK rybbl, pak MOSIOYHOW Xenesbl (ronu-
Mymab + MeToTpeKcar).

MNpu HepgocTaTo4HOM OTBETE Ha MHrMbuTopbl TNFa, no
JaHHbIM uccnegosaHusa GO-AFTER [9, 10], abdeKTUBHOCTb
ronMmymaba He 3aBucena OT MPUYUHbI OTMEHBI NpeaLec-
TBYIOLLEro npenapaTa: TakK, pe3ynsTaTMBHOCTb rofiuMymaba
no NpuyYnHe HeaPdEKTUBHOCTU MNPEALIECTBYIOLLETO UHIUOU-
Topa TNFa npogemoHcTpupoBaHa y 39% 60/bHbIX, @ Npu
OTMeHe no apyron npuimHe — y 34%. Takke addeKTns-
HOCTb roMmymaba 6blna paBHO3HAYHOM MPU Ha3Ha4YeHUK
€ero nocne HeyaavyHoro fe4YeHUs OAHUM WU ABYMS WUHIMU-
outopamu TNFa (3ddeKkT paszsuanca y 38% 60/bHbIX).
OpHaKo npu HeyfayHOM Jle4eHUU Tpems WHrubutopamu
TNFa pganbHeWwee Ha3HavyeHwe ronMmymaba npuBOaM-
N0 K pa3Butuio addeKta Tepanuu nuwb y 14% GONbHBbIX.
PesynbtaTbl OTKpbITOM da3bl 3TOr0 UCCNefoBaHUA CBUAE-
TeNbCTBYIOT O COXPaHEHUU KIIMHUYECKOro addeKTa ronmmy-
Maba B TevyeHue 5 net cornacHo kputepuam ACR 1 guHamu-
ke HAQ-DI [10].

Mofo6Hble AaHHble MOMyYeHbl U B APYrOM MHOMOLEHT-
poBOM MccnefoBaHun [11], noKas3aBLIEM, YTO MOLKOXHOE
BBeJeHWe rofiMMmymaba y nauuMeHToB C pPeBMaTOUAHLIM
apTpuTOM U OTCYTCTBMEM OTBETA Ha ajanumMymat u aTaHep-
uent (n = 433) No3BONANO A06UTLCA aPdEKTA NO KPUTEPUIO
ACR20 y 34,9% 60nbHbIX yxe Yepes3 14 Hep. Cnycta 52 Hep

BOMPOCbI COBPEMEHHOW NEAUATPUM /2018/ TOM 17/ N2 6



0630p NUTepaTyphbl

4YMCNo oTBETMBLLMX MO KpuTeputo ACR20 Bbipocno ao 62,7%,
a no kputepuio DAS28-CO3 — 1o 42,9%.

fonumymat npu aHKUI03UpYOLLEM CMOHAUIoapTPUTE

W HEPEHTreHOoJIOrM4EeCKOM CMOHAUAUTE

OPPeKTUBHOCTL ronMmymada Mpu aHKMNO3MpyloLLEeM
CMOHAMN0aPTPUTE U HepeHTreHorpadUYecKOM CMNOHAWIN-
Te NPOAEMOHCTPUpPOBaHa B psae muccnegoBaHun [12-16].
B uccnegosaHmn GO-RAISE [13] oueHeHa 3dPEKTUBHOCTb
50 1 100 Mr ronnumymaba NOAKOXKHO Kaxkable 4 Hen y 60/b-
HbIX aHKMNO3UPYIOWMM CMOHAMN0APTPMTOM C HEaAEKBATHbLIM
OTBETOM Ha HecTepouiHble U 6a3nCHble MPOTUBOBOCMNANM-
TeNbHble NpenapaTbl B CpaBHEHMM ¢ Nnauebo. B uccnegosa-
HuUM GO-AHEAD [17] oueHeHbl BO3BMOXHOCTU MOHOTepanum
ronMmmymatéom B go3e 50 Mr nOAKOXKHO Kaxable 4 Hepn
B CpaHeHUn ¢ nnauebo y 60/bHbIX C HEPEHTIEHONOMMYECKUM
CNoHAMNUTOM (Tabn. 2).

B nccneposaHue GO-RAISE [12] 6biin BKIOYEHBI 60/b-
Hble aHKMI03MPYIOLMM CMOHANI0APTPUTOM, COOTBETCTBYIO-
WMe AMarHocTMYeckum Hbio-MopKekum Kputepusam (1984)
B Te4yeHne = 3 MeC 4O NepBOro HasHayeHus npenapartos,
Yy KOTOPbIX, HECMOTPS Ha NPUEM HECTEPOMUIHbLIX MPOTUBOBOC-
nanuTeNnbHbIX UK 6Ga3UCHbIX MPOTUBOBOCMANMUTENbHbIX Npe-
napatoB, c4eT BASDAI coctaBnsin = 4 6annos, 60/1b B CNNHE
no BM3yanbHOM aHanoroBown wWwkKane (BAW) — = 4 cm. lMpun
otcytctBun  20%-0ro ynydweHus no Kputepuam ASAS
Ha 16-1 Hep 60/bHble NEepPeBOAMIUCH C NMnauebo Ha ronu-
Mymab B gose 50 mr, 3aTem B go3e 100 mr Kaxkable 4 Hep.
Yepes 14 Hen poctmkeHue 20%-0ro ynyyleHns oTMedYeHo
Ha pose 50 mr y 59,4% nauuneHTos, Ha 100 mr — y 60%,
Ha nnauye6o — y 21,8%. Cnegyer oTMETUTb, YTO MNosiBie-
HUe addeKTa OTMeYanocb YxXe nocne nNepBon UHbEKLMK
ronumymaba. BbiparkeHHOCTb addeKTa K 14-1 Hen 6bina
BbllLE Y NALMEHTOB C KOHLEeHTpaumen C-peaKTMBHOro 6enKka
(CPB) > 0,6 mr/an (oTBeTUNKN Ha Tepanuto 66,1%) no cpas-
HeHuto ¢ 6onbHbiMKM ¢ CPB < 0,6 mr/an (49,5%), a Takxe
y 60/bHbIX ¢ ypoBHeM CPb > 1,5 mr/an (70,3%) no cpas-
HEeHUIo ¢ 60JIbHbIMKU, UMEBLINMMKU ypoBeHb CPB < 1,5 mr/an
(51,9%). CpegHun 6ann nHgekcos BASDAI n BASFI Ha ronu-
Mymabe 6bi1 HUKe K 24-1 Hea uccneaoBaHus, Yem B rpynne
nnaue60. JIorMcTM4YeCcKnn perpecCUoHHbIN aHannsa nokasarn,
4YTO C OTBETOM Ha Tepanuio no Kputepusam ASAS20 acco-
umMmnpoBanu ypoBeHb CPb 1 Bec Tena, HO He npuem 6asuc-
HblX MPOTUBOBOCNANUTENbHbIX NPenapaToB U AUTENbHOCTb

aHKunosupytoulero cnoHaunoaptputa. Cpean 60MbHbIX C
paHHUM nepeBoAOM C nnauebo Ha ronanMmymab addekT
K 24-i Hep pasBuncsa y 50%, a npu yBenMyYeHUU A03bl —
y 16%. OTMevyeHa 6GOnblaa yactota JOCTUeHua 50%-ro
n 6onee ynydweHusa no Kputeputo BASDAI K 24-i Hen.
YMeHblleHne Ho4YHOM 60nKn B cnnHe u yposHA CPB Ha 14-#
n 24-in Hep HabNAanocb TOMbKO NPU BBEAEHWWU TFOIUMY-
Maba. CpeaHee M3MeHeHMe cyeTa uMHAekca BASMI yepes
14 n 24 Hep 6bI10 CXOAHLIM BO Bcex Tpex rpynnax. OgHako
Ha ¢oHe ronumymaba 50 mnn 100 mr ynyyweHue MHAEKca
BASMI yepe3 14 Hep Ha 1 6ann n 6onee 0TMeYanoch Yalie.
YBennyeHne aKCKYpCUKM rpyaHon KneTku (cMm) K 24 Hepd 6b110
6osblue Ha poHe ronnmymada 50 n 100 mr (BKAtoYasa 601b-
HbIX, MepeBeaeHHbIX ¢ 403bl 50 Mr) N0 CpaBHEHWUIO C FPyNMnown
nnaue6o.

MepeHocumocTb ronuMmymaba B uccnegosaHmm GO-RAISE
[12] 6blna cxoaHoM ¢ Nnauebo: K 16-i Hepd YacToTa Hexena-
TeNbHbIX ABNEHUN B rpynne nnauebo 6bina 74%, B rpynne
ronumymaba — 77,3% CO CXOQHOM MEPEHOCUMOCTbIO pas-
NIMYHbIX 03 npenapata. Cepe3Hble HexenaTenbHble sBfe-
HUS B 3TU CPOKMU BbIN 3aperncTtpupoBaHbl y 5,2% 60MbHbIX
Ha nnauebo, y 5% — Ha ¢poHe ronnmymada 50 mr, y 5,2% —
Ha ¢oHe ronumymaba 100 mr. K 24-1 Hen HexenaTesb-
Hble fBNeHUS 6blv OTMeYeHbl y 79,9% 60MbHbIX NpU A03e
ronumymaba 50 mr n y 85,6% — npu goze 100 mr. Cpeaun
Hanbonee 4acTblX HeXenaTeNbHbIX ABAEHUK Obln Ha3oda-
PUHIUT, MHPEKLMN BEPXHUX AbIXaTeNbHbIX NyTEN, yToMAase-
MOCTb, FrON0BHasa 60/b, Anapes, noBbilleHne ypoBHen ANT
n ACT, aputema B MecTe BBeAeHUdA. Y nauMeHToB, Mosy-
YyaBWMX 6Ga3WCHble MPOTMBOBOCNANWUTENbHbIE MpenapaThl
(cynbdacanasuH v rMaPOKCUXIOPOXMH) K Havany nccneno-
BaHWA, YacToTa HexenaTesbHbIX ABAEHUI Gblia HUXKE, YeM
y 60/1bHbIX 6€3 6a31UCHON NPOTUBOBOCNANUTENBHOW Tepanum
MCXO4HO. YacToTa pa3BUTUS CEPbE3HbIX HerKenaTenbHbIX
ABNEHUM K 24-1 Hep Gbina HeBbicoKa: 3,6% B rpynne roju-
Mymaba 50 mr; 6,4% B rpynne ronumymaba 100 mr, 6,5%
B rpynne nnaue6o. Y 1 60/nbHOro B rpynne ronnmMymaba
50 mr passuicsa MHbapKT MUOKapaa. CrnydyaeB cMepTy,
pa3BUTUS OMMOPTYHUCTUYECKUX WMHPEKLMIA, B TOM 4ucne
Ty6epKynesa, He Habnwoganocb. B TeyeHne naTMneTHero
nepuoga mnccnegosaHusa GO-RAISE oTmedyeHa yCTOMYMBOCTb
adpdeKTa No aHanusnpyembiM napamerpam (CM. Tabn. 2).
Taknm o6pasom, B GO-RAISE noka3saHbl 6bICTPOE pa3BuUTne
addeKTa M xopollas, He oTnyatouascs ot nnauebo nepe-

Ta6nuuya 2. lonnmymab B le4EHUM aHKUI03UPYIOLLErO CNOHANI0APTPUTA U HEPEHTIEHOOMMYECKOro CroHANAnTa

Table 2. Golimumab for treating AS and non-radiological spondylitis

UccnepgoBaHua

Moka3arenun
GO-RISE [12]

GO-AHEAD [17]

Ho3zonorus AC

HepeHTreHoNorM4ecKnim akcuanbHbl COHAUANT

lpynnbl 601bHbIX Mn + lfon 50/100 mr

Mn + lon 50 mr

Yucno 60MbHbIX, abC. 356

198

lNepBUYHbIE KOHEYHbIE TOYKK o
K 16-1 Hep

ASAS20, 40, ASAS YacTU4Has peMmuccus

ASAS20, 40, ASAS vacTnyHas pemuccust, 50% ynydiieHne
no BASDAI, nameHernvne MPT-uHaeKca K 16-¢ Heq

BTOpHUYHbIE KOHEYHbIE TOYKM

M3meneHne BASDAI, ASAS, BASFI, BASMI

MN3meHeHne BASDAI, ASAS, BASFI, BASMI, 6onb B cnuHe
no BALL, yposeHb CPB, Y6C, 4INC, MASES

lMpumevaHne. AC — aHKMNO3UpYoLWKMK cnoHannuTt, ASAS — cueT aktuBHocTM AC, BASDAI — uHaeKc aktuBHOCTH AC,
BASFI — ¢dyHKLMOHanbHbIM MHAeKe npu AC, BASMI — meTponoruyeckui niaekce npu AC, BALL — Bu3yanbHasa aHanoroBas WwKana,
YBC — yncno 6onesHeHHbIX cyctaBoB, YINC — yucno npunyxiwux cyctaso, MASES — cyet aHTe3uToB npu AC. INn — nnaue6o,

fon — ronumymas.

Note. AS — ankylosing spondylitis, ASDAS — AS Disease Activity Score, BASDAI — Bath Ankylosing Spondylitis Disease Activity Index,
BASFI — Bath Ankylosing Spondylitis Functional Index, BASMI — Bath Ankylosing Spondylitis Metrology Index, VAS — visual analogue scale,
TJC — tender joint count, SJIC — swollen joint count, MASES — Maastricht Ankylosing Spondylitis Enthesitis Score.




HOCMMOCTb roinmymaba Npu aHKMNO3MPYIOLWEM CMOHAMMO-
apTpuTe, 605ee BbipaxKeHHbIM abPEKT npenapaTa No cpas-
HEeHWIO ¢ Nnauebo, BOBMOMXKHOCTb AOCTUKEHNSA addeKTa Npu
HegocTaTo4HOM adPEKTUBHOCTM A03bl 50 M Kaxkable 4 Hep
nyTem yBennyenus gosbl 4o 100 mr.

Mo AaHHBbIM MarHUTHO-pe3oHaHcHOM ToMorpammbl (MPT)
K 14-1 Hep ynyyleHne B COOTBETCTBMKU cO cHeToM ASspiMRI
(6annbl) 66110 6051€€ 3aMETHLIM Ha GoHe ronumymatda 50 mr
n 100 Mr no cpaBHeHWto ¢ rpynnon nnaue6o [14]. Takxe
ynydyweHrve no MPT yawe oTmevanocb Yy 60JibHbIX 06enx
rpynmn, Nofay4yaBLUMX ronnmymac.

B uccnepoBaHne GO-AHEAD [17] BKtoYanu 60JbHbIX
C HepeHTreHorpaduyeckMm CNOHAMIMTOM B BO3pacTe
18-45 net, onTenbHOCTbOo 60n1e3HK < 5 neT (68,4% 601b-
HbIX B rpynmne ronnmymata, 65% — B rpynne naawuebo ¢ anu-
TENbHOCTbIO 60M1€3HM 1 roa), C XPOHUYECKOW BONbIO B CMINHE
anvTtenbHocTbio = 3 Mec. Bce nauueHTbl COOTBETCTBOBaANM
KpuTepusim ASAS Ha Hanmyue cakpouneuTa uin 6bian no3u-
TMBHbI Mo HLA-B27, umenn aktuBHy0 60/1€3Hb: BblpaXKeH-
HOCTb 6011 B cnuHe = 4 cm no BALL, BASDAI-cueT = 4.
Kpome Toro, y 60/bHbIX OTMEYanncb HENEePEHOCMMOCTb MK
HeafeKBaTHbIM (He COOTBETCTBYIOLWIMN WMHCTPYKLMKU) OTBET
Ha HecTepouaHble MPOTUBOBOCMNANUTENbHbIE MpenapaThbl
B MaKCMManbHOW TepaneBTUYecKon paose. launeHToB co
Il ctaguen 6unatepanbHOro cakpowneuta waum |-V ctaguen
OAHOCTOPOHHErO CaKpouneunTa B UCCefoBaHMWe He BKOYa-
nn. Kaxable 4 Hef 60MbHble paHAOMUM3UpPOBaHHO (1:1) nony-
Yyanu NoAKOXHble UHbEKUU ronnmMymaba B gose 50 mr mnu
WHbEKUMK nnauebo. MpoueHT 60MbHbIX, AOCTUIIMX OTBETA
no kputeputo ASAS20 K 16-1 Hep, 6bii Bbile B rpynne
ronMmymata, 4em B rpynne nnaue6o (71,1 n 40% coot-
BETCTBEHHO; p < 0,0001). Pe3ynbraT AOCTUMKEHUSA OTBETa
no kputepuio ASAS40 npeactaBneH Ha puc. 3.

YacTtota goctuxeHua otBeta no ASAS40 Takke 6bina
Bbille Ha ¢oHe ronMmymaba, 4eM Ha nnaue6o. bonblias
yacToTa AOCTUXeHUsa addeKTa Ha ronnmymade 3apermcTpm-
poBaHa y 60/bHbIX, MMerWwmnx MP-Npu3Hakun BocnaneHus
B MO3BOHOYHMKE U/WUAN NOBbILWEHHbIN YPOBEHb CbIBOPOTOY-
Horo CPB. lMpwu oTcyTcTBUM NpM3HaKoB BocnaneHus no MPT
W HopmanbHOM ypoBHe CPB addeKTMBHOCTb npenapaTa
He oTrMYyanacb oT nnauebo.

Mpu aHann3e AMHaMUKKU APYrMx napameTpoB (BTOPUYHbIE
KOHEYHble TOYKM) Y 60MbHbIX, MPOSIEYEHHbIX FOIMMYyMaboMm,
OTMeuYeHbl yny4yweHue no Kputepusam BASDAIS0, yacTtuu-
Haa pemuccus no ASAS un cpegHee M3MeHeHue cyeta MPT
KPecTuoBO-NOAB3AOWHbIX COYEeHEHUN. TakKe Haubosb-
WK 9GPEKT N0 BTOPUYHLIM KOHEYHbIM TOYKaM oTmevyasncs
y 60M1bHbIX C NpU3HaKamMun BocnaneHus no MPT n/unun nosbl-
LeHNeM ypPoBHS cbiBOpoTo4HOro CPb. CpegHee nameHeHune
nHgexkcos BASFI, BASMI u MASES K 16-# Hen Ha ¢oHe
roaMmymata 6b110 60nbLle, YeM B rpynne nnauebo. CpegHee
M3MeHEHUe Yucna 60ne3HEHHbIX U BOCMANEHHbIX CyCTaBOB
B rpynnax He pasnunyanocb. PU3MYECKUMA U MeHTaNbHbIN
KOMMOHEHTbI Ka4yecTBa *}13Hu no SF-36 yny4wunnnce B 601b-
len cTeneHu B rpynne roammymata. lNepeHocuMocTb npe-
napaTta 1 B 3TOM UCCeAOBaHMKN He OTMYanach oT naawueto.
O6las YyactoTa HexenaTesnbHbIX fBJEHUM Ha rovMmymate
coctaBuna 41,2%, Ha nnaue6o — 47%. 3apernctpupoBaHo
3 cepbe3HbIX HeXenaTenbHbIX ABAEHUS, U3 HUX 2 — Ha nna-
ue6o (60nb B CMHE U XoNnenutnas), 1 — B rpynne roanmy-
Maba (CnoHTaHHbIM abopT Ha < 20 Hep rectauum). 1o MmHe-
HWIO UCCneaoBaTenew, C NPOBOAMMbBIM JlIeHEHUEM CEPbE3HbIE
HexenaTeslbHble SBNEHNS HEe CBA3aHbI.

Elle ogHO MHOrOUEHTPOBOE paHAOMU3NPOBAHHOE ABON-
HOe cnenoe NaaueboKOoHTPONnpyeMoe UccnegoBaHue 6bi1o
nposeaeHo B Kntae cpean 60/bHbIX aKTUBHBIM aHKUN03UPY-
oWwuM cnoHamnoapTtpuTom [18]. B nccnegoBaHnn y4actso-

Puc. 3. JocTmxeHune addekTa no kputeputo ASAS40

B uccnegosaHmn GO-AHEAD

Fig. 3. Achieving the effect according to the ASAS40 criterion
in the GO-AHEAD study
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lNpnmevaHme. MPT — MarHUMTHO-pe30HaHCHas ToMorpamma,
CPB — C-peaKTuBHbIV 6€M10K. MCTOYHUK: aganTupoBaHo u3 [17].

Note. MPT — magnetic resonance imaging, CPb — C-reactive protein.

Source: Sieper J. et al. Arthr Rheum 2015; 67: 2702-2712 (adapted
from [17])

Banu 213 nauueHTOB, KOTOpble Kaxable 4 Hep nojnyyanu
NOAKOXKHO ronnmymab B fose 50 Mr 1M60 UHbEKLMK nna-
Le60. OTMeYeHO, 4TO YacToTa JOCTUXKEHUSA OTBETaA MO KpUTe-
puto ASAS20 6bina Bbllle Ha ronnmymabe, 4em Ha nnaue6o:
K 14-h Hepg — vy 49,1 n 24,8% (p < 0,001), K 24-i Hen —
y 50 1 22,9% cootBeTcTBEHHO (p < 0,001). B rpynne ronu-
Mymaba K 14-i Hef, Tepanuun oTMe4eHo 60fbliee CHUXeHMe
nHaeKkcoB BASFI (Ha 1,26 6anna B cpaBHeHun 0,11 B rpyn-
ne nnaue6o; p < 0,001) n BASMI (Ha 0,42 n 0,19 6an-
na cooTBeTcTBEHHO; p = 0,021). K 24-i Hep Ha roaumy-
Mabe MMenocb ynyyweHue MeHTanbHOro U GU3UYEeCKoro
KOMMOHEHTOB Ka4vecTBa XM3HKU (onpocHUK HRQoL, 6annbl)
W YMeHbLUeHWe Npobaem co CHOM. YacToTa HexenaTenbHbIX
ABJIEHWI Ha roiMymabe Gbifla TaKoM e, KaK U Ha nnauebo
(31,4 n 30,6% cooTBeTCTBEHHO). Hanbonee 4actbiMu Gblnn
MHOEKLMN MOYEeBbISENUTENBHON CUCTEMbI M MOBbILEHWE
YPOBHS NEYeHOYHbIX TpaHcaMuHas. B rpynne ronnmymaba
2 nauueHTa Mu3-3a HexenaTeNbHblX SBJEHUN NpeKkpaTuiu
y4yacTue B UCCNefoBaHUK: BCEACTBUE MOBbLIWEHUSA TpaHC-
amMunHas (y 1) 1 paka auyKa (y 1 naumeHTa, nony4nsLUEro Tob-
KO OofHYy A03y ronumymata). Cepbe3Hble HexenatefbHble
ABMIEHUS B rpynne ronumymatda BKIOHYaAN IHTEPUT, TYOEPKY-
NIe3HbIN NNeBpUT, NnepesioM 60/bliebepLoBOr KOCTU U HOCO-
BO€ KPOBOTEYeHMWe; cnaboBblparKEHHble peaKkLUU KOXM
B MecTe MHBbEKUMU Yy 3 NauueHTOB He MpUBENU K OTMeHe
NievyeHns.

fonumymab npu ncopuaTtu4ecKomM apTpure

ObPEKTUBHOCTL M MEPEHOCMMOCTb MNpenapaTta oLeHe-
Ha B uccnegoBaHun GO-REVEAL [19, 20], BKAYuMBLIEM
405 nauneHToB C aKTMBHbIM NCOPUATUYECKUM apTPUTOM —
Hanuymem = 3 GONE3HEHHbIX U = 3 MNPUMYXLWKX CYCTaBOB,
KOXHOro ncopuasa (6nswK1M gnameTpom = 2 cM) Ha GoHe
npPUMeHeHns 6a3nCHbIX NPOTUBOBOCMANNTENbHBIX UK HecTe-
pOUAHbLIX MPOTUBOBOCMNANUTENbHbIX MpenapaTtoB. PaHee
60NbHbIE HE MOoyYanu reHHO-UHXEHEPHbIX BGMONOrMYECKMX
npenapaTtoB. [lauMeHTOB paHAOMW3MPOBaIM B COOTHOLLE-
Hun 1:1,3:1,3 B 0AHY U3 Tpex rpynmn: NoAKOXHbIE UHBEKLUK
1 pa3 B 4 Hea nnauebo, ronnmymatba B fo3e 50 Mr unu ronu-
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Mymaba 100 wmr. [lepBUYHOM KOHEYHON TOYKOM ObII0 AOCTU-
weHue addekTa no kputepuam ACR20 K 14-i Hep nevyeHus.
Mpn OTCYTCTBUKN AOCTUIKEHUSA NEPBUYHON TOYKM Ha nnauebo
nauneHTbl NnepeBoananCb Ha ronumymad 50 mr, npu oTcyT-
cTBUKN addekTa — Ha Ao3y 100 mr. OueHMBanuUCb TakKe
MHAEKC KOXHoro ncopuasa (PASI), MHAEKC ncopuaTM4ecKoro
nospexaeHunsa Horten (NAPSI), DAS28 u KpuTepuun oTBeTa
npu ncopuatnyeckom aptpute (PSARC); dyHKUMOHaNbHbIE
BO3MOXHOCTK 60/1bHbIX OLleHMBanach no onpocHuky HAQ-DI,
Ka4yeCTBO *XU3HU — MO ONpPOCHUKY SF-36.

K 14-i He nepBUYHAA KOHeYHas TO4YKa 6blna 4OCTUrHYTa
y 51% naumeHToB Ha ronnmymabe 50 mr, y 45% — Ha ronu-
Mymabe 100 Mr u Tonbko y 9% nauneHToB B rpynne nna-
uebo (p < 0,001 B cpaBHeHMM ¢ nNnauebo gnsa obeunx rpynn
ronumymata); Kk 24-n Heg — y 52; 61 n 12% naumeHToB
cooTBeTCTBEHHO (p < 0,001). TakMe e COOTHOLIEHUSA Bblnun
3adPUKCHMpPoBaHbl M MO YMucay 60MbHbIX, AOCTUTWNX dbdeKTa
no kputepuam ACR50 1 ACR70. Npu nepeBoae ¢ UHbEKL MM
nnaue6o Ha ronnmymaé 50 mr y 47% nauMeHTOB yaanochb
nobutbcsa adpdekta no ACR20, y 14% — no ACR50, y 6% —
no ACR70. lpu yBenuyeHun p[o3bl npenapata adPekT
no ACR20 6bin nony4yeH y 16% 60nbHbIX, 1o ACR50 — y 8%,
no ACR70 — y 4%. B rpynnax naunMeHToB, Noay4aBLUNX FrOu-
Mymab, 6bl10 OTMEYEHO yMeHblueHne cyeta HAQ-DI K 14-#
(puc. 4) n 24-n Hea: UBMEHEHWE OT UCXOAHbIX 3HAYEHUMU
(cpeaHee apudmeTnyeckoe = cTaHAapTHOE OTK/IOHEHME)
coctasuno 0,31 = 0,55 6anna Ha poHe Tepanuu rommyma-
6om 50 wmr, 0,38 = 0,50 — Ha poHe Tepanuun ronmmymadbom
100 wmr, 0,04 = 0,49 — B rpynne nnauebo (p < 0,001 B cpaB-
HeHun ¢ nnauebo ang obeux rpynn). Yke K 14-n Hep ncene-
[OBaHWs HabNo4anochb MNOBLIWEHWE OLEHKUM PU3MYECKOro
KOMMOHEHTa Ka4yecTBa XM3HU (ONpPOCHUK SF-36) Ha doHe
npumeHeHuns npenapata (cm. puc. 4): 6,53 + 8,88 6anna
(mo3a 50 wmr), 7,85 £ 9,55 6anna (ao3a 100 mr), HO He nna-
ue6o — 0,63 = 7,68 6anna (p < 0,001 B cpaBHEHUU C NNa-
uebo ansa obenx rpynn). Takke ynydweHune K 14-n n 24-n Hep
npy¥ WCMNOSIb30BaHWU KaxKAoW [[03bl roniMMymaba oTmeuve-

Puc. 4. I3meHeHWe noKasaTenen GyHKLUUU U KayecTBa XU3HU
60bHbIX NCOPUATUYECKUM apTPUTOM K 14-11 Hep uccnefoBaHUs
GO-REVEAL

Fig. 4. Changes in the indices of function and quality of life of PsA
patients by Week 14 of the GO-REVEAL study
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lNpumeyaHune. Ton — ronumymab. UCToYHMK: aganTupoBaHo 13 [19].
Note. Ton — golimumab. Source: Kavanaugh A. et al. Arthr Rheum
2009; 60: 976-986 (adapted from [19])

HO no wkKanam PsARC, DAS28-CPb, oueHKe 3HTe3uTOoB
(mHoekc MASES) 1 NpoAoMKUTENbHOCTU YTPEHHEN CKOBaH-
HOCTU. [lona nauueHToB € AaKTUAUTOM Ha 14-1 n 24-i Hef
He pasnuyanacb Mexay rpynnamu, nonyvyaBlUMMU FONUMY-
Mab 1 nnauebo, HO NO CYETY TAKECTU AaKTUANUTA yaydlleHne
K 14-h n 24-i Hep Tepanuu 6bI10 OTMEYEHO Ha A03Y roINMY-
Maba 100 wmr.

M3 74% naumeHToB, UMEBLLMX KOXHbIM Ncopuas ¢ nopa-
YEHMEM KaK MWHMMYyM 3% noBepxHOCTU Tena, K 14-h Hej
nccnegosaHusa 40% naumeHToB B rpynne ronMmymaba 50 mr
n 58% nauueHToB B rpynne roaMmymaba 100 mr wmmenwu
75%-Hoe ynyyweHue no nHaekcy PASI B cpaBHeHUK ¢ 3% nauu-
€HTOB rpynnbl nnaue6o (p < 0,001 B cpaBHEHUU ¢ nnauebo
ons obenx rpynn). APdeKT ronumymaba He 3aBUceN oT Npuema
MeToTpeKcaTa. TakKe Ha 06eunx Jo3ax npenapara no cpaBHe-
HUIO € nnauebo oTmedvanochb 605ee BblparKEHHOE ynydlleHne
COCTOSIHMSA HOMTEeN Ha 14-1 1 24-1 Hef KaK npu oueHKe NAPSI,
TaK U Npu 06LLEV OLEHKE NOPaXKeHUs HOITen uccnegoBaTesnem.

Pa3Butre HexenatenbHbIX SBIEHUM 3aperncTpupoBaHo
y 65% nauueHToB Ha ronMmymabe (06e Ao3bl) Uy 59% —
Ha nnauebo. Hanbonee yacTbiMU HexKenatenbHbIMU ABMe-
HUAMW MPU Ha3HaAYeHUU ronumMymaba Obiin Ha30PaPUHIUT,
MHOEKLMM BEPXHUX OblXaTeNbHbIX NyTen. Pasnnymin no yacro-
Te W TUNY HeXenaTeNbHbIX SBAEHUI MeXay ABYMS rpynnamu
C pasHbiMK J03aMu ronmymada He 6blS10, 3@ UCKITIDYEHNEM
MHOEKLMM, YacToTa KOTOPbIX Gblla Bbille Ha 60siee BbICO-
Kon go3e npenapaTta: y 33% nauneHToB — Ha gose 50 wr,
y 41% — Ha po3e 100 wmr, y 24% — Ha nnauebo. CepbesHble
HexenaTesnbHble ABNeHUS Oblnn Yy 2% nauMeHToB Ha 06enx
[o3ax ronmmymata 1y 6% nauneHToB rpynnbl nnauebo. Mpu
3TOM Ha nnauebo oTMeyanocb 60/blue CePbe3HbIX MHPEK-
UM (2 cnydyas nHEBMOHKUK, 1 — uenntonuTa, 1 — ypocencu-
ca), 4eM Ha ronumymabe B gose 50 mr (1 cnydan abeuecca)
n 100 mr (1 cnyyan cenTuKoxoneuuctuta). Ha CKpWUHMH-
re Obln BbIBIEH NaTeHTHbIN Tyb6epkyned y 10% 60nbHbIX
B rpynne nnaue6o 1y 11% 60nbHbIX B rpynne roaMmymaba.
lNocne nevyeHns M30HMA3MAOM CllydaeB aKTuBauUWKU Tybep-
Kynesa Ha QoHe NpUMEHEHUS roiumymadba He OTMeYeHO.
CepbesHbIX peakunin Ha UHbEKLUMK ronMmyMaba He oTMeye-
HO, cnabble (KPaTKOBPEMEHHbIN 3y[, MOKPACHEHWE B MecTe
MHBEKUMUK) OBblnn 3aduKcmpoBaHbl Y 3% nauuneHTos. [pu
NPOAJIEHUN NleYeHns Ha CPoK 40 1 roga HOBbIX Hexena-
TENbHbIX SIBIEHWW He oTMe4yeHo. B rpynne, nonyvasluewn
npenapat B go3e 50 mr, 3aduKcMpoBaH 1 ciy4yan cmepTu
BCMEACTBME MHLUMAEHTA MPU anbMUHUCTCKOM BOCXOXAEHWUM
n 1l — B CBSA3K C Pa3BUTMEM MENIKOKIETOYHOIO paKa Nerkumx.
3aperncTpmpoBaHbl 2 cnyvyas 6a3abHOKIETOYHON KapLUHO-
Mbl (1 Ha go3e ronmymatba 50 mr u 1 B rpynne yBen4yeHus
no3bl ¢ 50 go 100 mr) 1 1 cny4yan ne4YeHo4YHOro rucronnas-
Mo3a Ha ¢oHe 100 mr npenapaTta. Pasnuunm B nabopatop-
HblX NOKa3aTensax Mexay rpynnamu ronnmymaba v nnaueb6o
He 6blS10, 3a UCK/IYEHMEM Boslee YacToro NogbeMa ypoBHEN
AJIT n ACT B rpynne ronumymaba: nogbem AJIT — y 24%
nauneHToB Ha gose 50 wmr, y 35% — Ha gose 100 wr,
y 18% — Ha nnaue6o, ACT — y 18; 13 n 10% nauueHToB
COOTBETCTBEHHO. pKn oueHKe 3GPEKTUBHOCTU U NEPEHOCH-
MOCTK ronnmymaba npu ncopuaTMyecKom apTpUTE B CPOKM
00 5 net oTMevyanacbh YCTOMYMBOCTb KIIMHUYECKOro addeKTa
6e3 HapacCTaHWs 4acTOTbl HexKenaTenbHbiX sBaeHun [20].
Taknm o6pasom, ronMmymad npuv Xopollen MepeHoCUMo-
CTU NPOAEMOHCTPUPOBaN pas3BUTUE BbICTPOro, 4OCTOBEPHO
oTnYatouerocs ot nnauebo KInMHMYecKoro addeKTa B OTHO-
WEHWUM BCEX CUMMTOMOB MCOPMATUYECKOrO apTpuTa.

MHTepecHbl AaHHble, MOfyYeHHble B HabnogaTenbHOM
nccnegoBaHun adHEKTUBHOCTM ronnmMmyMaba y 60/bHbIX peB-
MaTOMAHLIM apTPUTOM, aHKWUIO3UPYIOLLMM CMOHAWN0aPTPH-
TOM 1 ncopuatmyeckmum aptputom (GO-NICE), BbINOSHEHHOM



Ta6nuuya 3. [lvHaMuKa oLieHMBaeMbIX NapaMeTpoB B uccnegoBaHun GO-NICE [21]
Table 3. Dynamics of the assessed parameters in the GO-NICE study [21]

BonbHbIE Mokasarenun UcxoaHo 3 mec 24 mec

DAS28 5,0 3,7 2,4

PA
0CBb 5,7 34 2,2
Xopouwwun oteeT no PsSARC, % - 54,1 67,9

McA

0Cb 55 3,2 2,1
BASDAI 51 3,0 2,4

AC
0Cb 5,7 2,9 2,1

lMpnmeyvaHme. DAS28 — WHAEKC aKTMBHOCTM peBMaTOMAHOro apTpuTa no 28 cyctaBam, OCb — obuiee cocTossHUe 60MbHbIX,

PsSARC — nHaeKc AMepUKaHCKOro Koeaxa peBMaTonoroB Aas ncopuatuyeckoro aptputa, BASDAlI — nHAEKC aKTUBHOCTU
aHKunosupytoulero cnoHannuta. PA — peBmatonaHbi apTpuT, NcA — ncopuatnyeckunit aptpuT, AC — aHKMIO3UPYIOLWNUIA CIOHANIOAPTPUT.
Note. DAS28 — 28-joint RA activity score, PS — performance status, PSARC — the index of the American College of Rheumatology for psoriatic

arthritis, BASDAI — Bath Ankylosing Spondylitis Disease Activity Index.

B [epmaHuu B YCNOBMAX peanbHOM KIMHUYECKOM MpaKTu-
Kn [21]. B ncenenoBaHmm ydactBoBanvM 1613 naumeHTos,
M3 HUX JaHHble 1458 6blIM UCMONb30BaHbl A9 aHanusa
pesynbratoB Tepanuu. C peBMaTOMAHbIM apTPUTOM OblNo
474 naumeHTa (72,8% »KEHCKOro nona), cpeaHun Bo3pacT
54,9 + 13,4 roga, U3 HUx 64,7% He nony4yanu paHee
FEHHO-UHXKEHEPHbIX BGMONOrMYecKMXx npenapaTos; C NCopwU-
atnyeckum aptputom — 501 60nbHON (56,5% HKEHCKOoro
nona), cpeaHun Bo3pact 50,5 + 12,1 ropa, 56,5% 6e3
npeaLecTBYOWEro e4eHns reHHO-UHXEHEPHbIMKU B1ONOrm-
YeCKMMMK npenapaTaMu; ¢ aHKWNO3MPYIOLWKMM CroHAMN0ap-
TpuTomM — 484 naumeHTta (33,5% *KeHCKOro nona), cpeaHum
Bo3pacT 43,6 + 12,3 roga, 61% 6e3 npeawecTBYOLLErO
NIEYEHUS TEHHO-UHXEHEPHBIMU BGMONOIrMYECKMMK Mpenapa-
Tamu. ConytcTBylowMne 3abofneBaHUsA 3aperncTpupoBaHbl
y 264 (55,7%), 258 (51,5%) n 203 (42%) 601bHbIX COOTBET-
CTBEHHO. [pK peBMaToMAHOM apTpuTe Haubonee 4acTbiMU
CONyTCTBYIOWMMU 3a60neBaHUAMMN Obln KapLMoBacKynap-
Hble (25%), caxapHblt AnabdeT (8%) 1 60ne3HK Nerkux (6,5%);
npu ncopuatM4ecKOM apTpuTe — KapAuoBaCKynsipHble
3a6oneBaHns (30%), nenpeccuBHble paccTponcTBa (12%)
N caxapHblit anabet (10,4%); Npu aHKWUNO3UPYIOLLEM CMOH-
anMnoapTpuTe — KapauoBacKynsipHble 3aboneBaHus (16%),
fenpeccuBHble cocToAHNS (5%) 1 caxapHbi anabeT (4,8%).
Bce nauueHTbl 6blM 06cnenoBaHbl A0 Ha3Haye-
HUA ronnmymaba, a 3aTemM Ka)able 3 MeC B TeyeHue
2 fneT: uccnefoBaHve 3aBepwmnn 664 nauueHTa, U3 Hux
188 ¢ peBMaTOUAHbLIM apTPUTOM, 231 C NCOPUATUYECKUM
apTputoM, 245 ¢ aHKUNO3UPYIOLLMM CMOHAMN0APTPUTOM.
KnuHnyeckana addeKTUBHOCTb ronmMmymaba y 60/bHbIX
peBMaTOUAHbIM apTPUTOM OLleHUBanacb Mo AMHaMUKe
DAS28-C0O3, npu ncopuaTM4eckomMm apTpute — Mo KpuTe-
pusmM oTBeTa B COOTBETCTBUM C UHAEKCOM PSARC, ucnonb-
3yeMbIM 415 OLEHKM COCTOSIHWS CYCTaBOB M KOXW; NpU
aHKMNO3MpPYIOWeEM CMNOHAWIOAPTPUTE — MO AUHAMUKE
nHaekca BASDAIL. Bo Bcex 3 rpynnax Bpaiom OLEeHMBaNoch
obliee cocTosiHMe 60bHbIX No 10-caHTumeTpoBon BALL.
HexenaTenbHble ABNEHUS ONUCLIBANUCh NO TUMY, TAXECTH,
BpeEMeHW BO3HWKHOBEHMS M ucxody. B nepuoa wccnepo-
BaHWA 3aKOHYMN NleYeHne MNpexaeBpPeEMEHHO U/wnan 6bin
nepeBefeH Ha [PYron reHHO-WUHXKEHEpPHbI 6uonoruye-
CKMM npenapaT WIN CUHTETUYECKUM Oa3UCHbIM MPOTUBO-
BOCManuTeNbHbIM npenapar 661 nauuveHT, B 4aCTHOCTU
BCeAcTBME HepocTaTovyHoro addekta (46,2% 60MbHbIX
C peBMaTouaHbIM apTpuToMm, 41,6% — Cc ncopuaTuyecKknm
aptputoM, 39,3% — C aHKMNO3MPYIOWMM CNOHAUN0APTPU-
TOM); Pa3BUTUS HexenaTenbHbIXx 9BaeHnn (15,9% ¢ peBma-

TOUAHBbIM apTpuToM, 24,7% C NCOPUATUHECKUM apTPUTOM,
25,1% ¢ aHKMNO3MPYOLWMM CMNOHANI0APTPUTOM); CMEHbI
MecTa uTenbcTBa (38 nauneHToB) 1 NaaHMpoBaHus 6epe-
MEHHOCTH (8 NauMeHToK).

OCHOBHble NapameTpbl, OLeHUBaEMbIE NPU peBMaTona-
HOM apTpuTe, aHKWIO3UPYIOLWEM CMIOHANI0APTPUTE U NCOPHU-
aTMYECKOM apTpUTE UCXOAHO, Yeped 3 1 24 Mec NpuBeLeHbl
B Tabn. 3. JMHamMMKa aKTMBHOCTU 6ONE3HM NpU peBMaTona-
HoM apTpuTe no DAS28 npuBeaeHa Ha puc. 5, 4yacToTa oTBe-
Ta no PsARC npu ncopvaTtMyeckom apTpute — Ha puc. 6,
IMHaMKuKa mHaekca BASDAI y nauneHToB € aHKWI03MpYto-
MM CNOHAMN0APTPUTOM — Ha puc. 7.

CneflyeT OTMETUTD, YTO OTHETAUBLIN 3PPEKT ronnmymada
pernctpupoBancs yxe 4yepes 3 Mec fe4eHuns. Y naumeHTos
C peBMaToONAHbIM apTPUTOM BeNMYMHa MHAeKkca DAS28 vepes
2 roga B wuccnepoBaHMm GO-NICE Oblna CXOAHOM C TaKo-
BOoW B uccnegoBaHnn GO-FORWARD [4] — 2,9 u 2,7 6anna,
TaK e KaK M YyacToTa pa3BuTus pemuccun — 44,6 n 47%
COOTBETCTBEHHO. Y 61% 60/1bHbIX MCOPUATUHECKUM apTPUTOM

Puc. 5. JuHamnka DAS28 3a 6 Mec NnpMMeHeHUs ronumymaba
y 60N1bHbIX PEBMATOMAHLIM apTpUTOM B UccnegoBaHum GO-NICE
Fig. 5. Dynamics of the DAS28 for 6 months of golimumab use
in RA patients in the GO-NICE study
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lMpumevaHne. PA — peBMaTOUAHbIN apTpuT.

MCcTOYHUK: aganTupoBaHo U3 [21].

Note. PA — rheumatoid arthritis. Source: Kruger K. et al. BMJ Open
2018; 8: e021082 (adapted from [21])
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Puc. 6. HacTtota NO3MTUBHOr0O OTBETA Ha roIMMyMat y 60/bHbIX
ncopuaTtMyeckum apTpuTom B uccnegoBaHmm GO-NICE

Fig. 6. The frequency of positive response to golimumab

in PsA patients in the GO-NICE study
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Ha nevyeHue no niaekcy PsACR, %

MauueHTbl C NO3UTUBHBIM OTBETOM
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Mecsubi
2 Bce naueHTbl ¢ MNcA, n =501
l 3akoHumBLIVe 24-Mec nccnenoBaHue, n = 231

lNpumeyaHmne. NcA — ncopuaTtMHeCcKnm apTpuT.

MCTOYHMK: aganTMpoBaHo u3 [21].

Note. lNcA — psoriatic arthritis. Source: Kruger K. et al. BMJ Open
2018; 8: €021082 (adapted from [21])

Puc. 7. JuHamuka BASDAI 3a 6 Mec npuMeHeHuns ronumymaba

y 60JIbHbIX aHKUIO03MPYIOLMM CMIOHAUI0APTPUTOM B UCCE0BaHMM
GO-NICE

Fig. 7. Dynamics of the BASDAI for 6 months of golimumab use

in AS patients in the GO-NICE study
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lMpumeyaHne. AC — aHKMNO3UPYIOLLMI CMOHANNOAPTPMUT.

MCTOYHMK: aganTupoBaHo 13 [21].

Note. AC — ankylosing spondylitis. Source: Kruger K. et al. BMJ Open
2018; 8: €021082 (adapted from [21])

NMO3UTUBHBLIK OTBET Ha rofMmymab oTmevasncs 4yepes 6 mec
(B nccnepoBaHun GO-REVEAL no3uTMBHbLIM OTBET 4yepes
6 mec 6biny 70% nauuneHToB) My 76,9% — 4vepes 2 roga.
Y nauneHTOB C aHKUI03UPYIOLWUM CMIOHANN0aPTPUTOM MHAEKC
BASDAI cHu3usica K KoHLy uccnegosanud ¢ 5,1 go 2,4 6anna.
[na cpaBHeHus B uccnegoBannn GO-RAISE nHgexkc BASDAI
K 2 rogam Tepanuu cHu3uiacs ¢ 6,6 go 4,2 6annos Ha jo3e
ronumymatba 50 mMr noAKOMHO.

Y 56,4% 13 1613 60/bHbIX, KTO MOMy4Yun XOT Obl O4HY
03y rofMmymata, 3aperucTpupoBaHO KakK MUHUMYM OLHO

HexxenaTenbHoe sBneHue. Taxenble HexenaTtenbHble sBe-
HUSA OTMeYeHbl Y 5,3% naumMeHToB ¢ peBMaTOMAHbIM apTpu-
ToM, y 5,1% — ¢ ncopuatMyeckum aptputom, y 4,2% —
C aHKWIO3MPYKOWUM CMNOHAMN0APTPUTOM; CeEPbE3Hble
HexenaTenbHble aBneHna — y 14.3; 12,8 n 10,9% coor-
BETCTBEHHO. TybepKynesHas WHPEeKUMs WAM NO3UTUBHbIN
TECT Ha TyGepKynes3 3aperncTpMpoBaHbl Kak HexenartesbHble
aBneHus y 4 605nbHbIX. N8 2 nauveHToB Bpay OTMETUN
BO3MOXHYIO CBSI3b C fle4eHneM (TyGepKynes IErkKnux 1 MMUKo-
GaKTepuanbHasa MHPEKUMs), B ABYX APYrMX Caydyasx CBA3M
C le4eHnem Bpay He OoTMeTUn (TybepKyne3 M MOo3UTUBHbIE
TecTbl Ha TybepKynes). B uenom, no 3akitO4YeHuo aBTo-
pOB, NEPEHOCUMOCTb ronnmymaba B JaHHOM UCCNefoBaHUN
Oblna xopolen. BonbWMHCTBO HeXenaTenbHbIX ABAEHWUH
Oblnn cnabon UNM YMEPEHHOW CTEMEHU THAMKECTU, HOBbIX
peakumMn He oTMeyeHo. Hambonbluas 4yacTtoTa HexenaTesb-
HbIX U CEPbE3HbIX HeXenaTenbHbIX ABAEHUI Bblna B rpynne
60/IbHbIX PEBMATOMAHLIM apTPUTOM (HaMBONbLUMK NS Tpex
rpynn cpeaHuin Bo3pacT 60/bHbIX). [Tpodunb HexenaTenb-
HblX SIBNEHWI COOTBETCTBOBA/ pe3y/bTatam paHAOMWU3UPO-
BaHHbIX KOHTPONMPYEMbIX UCCNELOBAHUM.

3AK/TIIOYEHUE

B paHAOMM3MPOBAHHbLIX KIMHUYECKUX MUCCEeA0BaHUSX,
a TaKXe B MCCNefoBaHMSaX peanibHOM KIMHWYECKOM MpaK-
TUKKW ronMmymab nokasan 3GPEKTUBHOCTb B AOCTUKEHUM
ObICTPOro OTBETA Ha Tepanuio M YAyylWeHUU pPasfiyHbIX
acneKToB peBMaTonornyeckmnx 3abosieBaHUM, B TOM YUC-
fle KOMMNEKCHbIX, @ TaKXe KacalolMxcs KavyecTBa KU3HM
1 paboTtocnocobHOCTU. B HabnogaTenbHbIX UCCef0BaHUAX
Tepanusa ronMmymabom obecneyuBana ycTOMYMBOE AJSIU-
TeNlbHOE COXpaHeHWe AOCTUIHYTbIX Pe3ynbTaToB Tepanuu
Ha MNPOTSKEHUM KaK MUHMMYM 5 neT. MNpodunb 6e3onac-
HOCTM COOTBETCTBOBaN B LenoM npodunio 6e30nacHOCTH
MHrnéutopos TNFa, Npu 3TOM B OTHOLWEHUKU TyGepKynesa
KaK O0f4HOro M3 Haubonee o6CyKAaeMblXx acnexktoB 6e30-
nacHOCTM O6bl1I0 NOKa3aHO, YTO MPEeBEHTMBHas Tepanus
B Cllyyae MOMOXMUTENbHOro peaynbrata CKPWHWHIA HUBeE-
NMPYET PUCKW peaKTuBaLMM UHPEKUUM Ha POoHe Tepanuu
roimMmymabom.
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Y nauymeHToB ¢ reMaToreHHbIM Mian HebaKTepuasibHbIM OCTEOMMETNTOM OTMEYAIOTCS CXOAHbIE KIMHMYECKas KapTuHa (60/1b
B 06/1aCTW NaToJIOMMYECKOro o4Yyara, OTEK MSITKUX TKaHEeK, inxopajgKka) u 1abopaTopHbie MpU3HaKu (NoBbILLEHME CKOPOCTU
oceaHus 3pPUTPOLIMTOB, KOJIMYECTBA JIEMKOLIMTOB, KOHLEHTpaLnn C-peakTMBHOrro 6esika). Kputepumn, no3Bossiolmne pasim-
yaTb 3TV [1Ba COCTOSIHUS, He onpeaeneHsbl. Llenb ncecnegoBaHns — onpeaenTb JUarHOCTUHECKMUE KPUTEPHM, O3BOASIOLNE
anpoepeHLnpoBaTb reMaToreHHbIn U HebaKTepuasbHbIM ocTeomMuennTel. MeToabl. B ncciegoBaHue BKAOYaAN [aHHbIE
naymMeHToB B BO3pacTe 40 18 neT ¢ HebaKTepuasibHbIM UM reMaToOre€HHbIM 0CTEOMMUENNTOM, roCnUTaaIn3nMpoBaHHbIX B ABa
K/IMHMYECKUX LieHTpa B nepnog ¢ 2009 no 2016 r. [quarHo3 ycTaHaB/MBa/n U MOBTOPHO BEPUPHLIMPOBAJIN MO apXMBHbLIM
cBefeHuaM (Mctopmn 60/1€3HM) M 10Cae ABYXJIETHEro (He pexke 1 pasa B rog) HabawaeHus. B KayecTBe rnoTeHUMaibHbIX
ANarHOCTUYECKUX KPUTEPHEB YYNTbIBAIN KIMHMKO-aHaMHECTUYECKME M 1abopaToOpHbIE AaHHbIE (reMOrT06MH, 1€MKOLMUTHI,
nenKoumtapHas gopmyna, Tpoméountel, CO3 n C-peaktnBHbi 6€10K, CPB), a Takxe pe3ynbTraTbl J1y4eBOW ANAarHOCTUKN
(peHTtreHorpagun, KT, MPT nan octeocynHTUrpagum), rnosy4eHHole B Jebrote 3abosieBaHus. Pesyabtatbl. N3 145 60/1bHbIX
C HebaKTepuasbHbIM WIN FeMaToreHHbIM OCTEOMMEIMTOM [AMarHo3 noBTOPHO BepuouumnpoBaH y 138, n3 Hux HebakTte-
puasbHbi ocTeOMUENNT — y 91, remMaToreHHbin — y 47. Hanbosbluen narHOCTUYECKON LIEHHOCTbIO A/18 YCTaHOBIEHNS
c/lydaeB HebaKTepuasibHOro OCTEOMUENNTa XapPaKTepPU30BaIMCh CAEAYILME KPUTEPUU: OBHapyKEHUE 04aroB KOCTHOM
[ECTPYKLMN, OKPYKEHHbIX 30HOM OCTEOCK/Iep0o3a [4yBCTBMUTENBHOCTH (Se) 1,0; cneumngpunyHocTs (Sp) 0,79]; oTcyTcTBUE N1MXO-
pagku (Se 0,66; Sp 0,92); umncio o4aroB KOCTHoM gectpykummn > 1 (Se 0,73; Sp 1,0); CP6 < 55 mr/n (Se 0,94; Sp 0,73);
oTpuLaTesbHble pe3ynbTaTbl 6aKTEPUOSIOrMYECKOro UCCAEA0BaHUSA MaTtepuana M3 odara KOCTHou pgectpyKuuun (Se 1,0;
Sp 0,67). 3aknryeHmne. OnncaHbl AMarHOCTUHECKNE KPUTEPUU 415 AnddepeHUMnaLmMm HebaKTepUaabHOro U reMaTtoreHHoro
octeommnennToB. Heobxoaumbl AabHENLLME NCCIEA0BaHUSI 3PPEKTUBHOCTH MMPUMEHEHUST ITUX KPUTEPUEB [/151 CHUKEHMS
pUCKa AMAarHOCTMYECKMX OLUMBOK, YMEHbLIEHMSI ANarHOCTUYECKOM Nay3bl, CHUXEHMUS] PUCKa Pa3BUTUSI OC/IOKHEHUI HEGaKTe-
pHUaabHOro OCTeEOMMENHNTA.

Knro4eBblie cnoBa: JeTH, HebaKTepuasibHbIN OCTEOMUENT, XPOHUYECKNI PELMANBUPYIOLLIMIA MYTbTU(DOKasIbHbIN OCTEOMMUE-
JINT, FeMaToreHHbI OCTEOMMESNT, ANArHOCTUKaA, KPUTEPUH, YyBCTBUTE/TbHOCTb, CELMPUYHOCTD.

(Ansa umtnpoBaHus: Koctuk M. M., Konyak O.J1., TawmnkuH A. W., 3opuH B. N., ManetuH A.C., MywkuH A. 0. Kputepun and-
depeHumaumnmn HebaKTepnanbHOro U reMaToreHHOro OCTEOMUENIUTOB: UCCNEf0BAHUE «CyYal-KOHTPOSb» C MPOCMEKTUBHOM
BepudHKaLmen ncxonos. Borpockl coBpemeHHou neanatpun. 2018; 17 (6): 458-464. doi: 10.15690/vsp.v17i6.1976)

OBOCHOBAHME
OcteoMunennTbl — rpynna BocnaanTeNbHbIX JECTPYKTUB-

a/iroput™Ma AWarHoCTUKK, a TaKXe AWarHOCTUYEeCKUX KpU-
TepueB NPUBOAMUT K MNO3JAHEN AMarHOCTUKe (Mo JNIMYHOMY

HbIX 3a60/ieBaHMN cKeneTa MHPEKLMOHHON (cneunduyec-
Kue — «rpaHyfnieMaTto3Hble» 1 Hecneunduyeckne — «rHon-
Hble») U HEUHDEKLIMOHHOM 3TUONIOTUK (<HebaKTepuasbHbIN
OCTEOMMUENUT»), UMEIOLLMX CXOXYIO KIMHWYECKYIO, nabopa-
TOPHYIO U PEHTTEHONIOTMYECKYIO KapTUHY. Hannune cxoxen
KIMHMYECKOW M NabopaToOpHOM CUMMNTOMATUKM HebaKkTe-
pUanbHOro U remMaTtoreHHoro OCTeOMMESIUTOB, OTCYTCTBUE

HabnogeHnio — go 15 ner). B pabote M. Roderick 1 coaBT.
6blNI0 MOKa3aHO, YTO 3aePKa ANarHoCTUKK HeGaKTepuanb-
HOrO OCTeoMWenuTa y aetew coctaBnseT B cpeaHeM 15 mec
[1]. B page uccnefoBaHWM yCTaHOBMIEHO, YTO 3ajeprKka
AMNArHOCTUKM HebaKTepuanbHOro octeomuenuta (OWKn60Y-
Has AMarHOCTMKa OCTEOMMENWUTa KaK remMaToreHHOro unu
060CTPEHME XPOHNYECKOTO MHDEKLMOHHOIO OCTEOMUENUTA)



NnpMBOANT K HEOBOCHOBaHHbIM aHTUGaKTepuanbHOM Tepa-
nun [2-4] n xupypruyeckomy nedenuio [3, 4]. CornacHo
M. Roderick n coaBT. [1], HeGaKTepunanbHbIi OCTEOMUENUT
BepPUOULMPYETCS MPU HAMYUM TUMUYHBIX KIMHUYECKMX NPOo-
AB/IEHUIN (KOCTHble 60K ¢/6€e3 IoKaNbHOro oTeka, 6e3 3Ha-
YUMbIX TOKaNbHbIX UM CUCTEMHbIX NPOSBIEHNI BOCMaNEeHUs
WU UHDEKLMK), PAANOIOTMYECKMX UBMEHEHMI (KOMOUHaL M
IMTUYECKMX 0YaroB, CKepo3a W MPU3HaAKOB 06pa3oBaHuUs
HOBOWM KOCTW MO JaHHbIM PEHTIEHONOrMYECKOro UccneLoBa-
HUS WK, NpeanoyTUTeNbHee, MO JaHHbIM MarHUMTHO-pPe30-
HaHcHoM Tomorpadunm — npoTtokon STIR: OTeK KOCTHOro
Mo3ra ¢/6e3 np1M3HakoB 06pa3oBaHMs HOBOW KOCTM, 30HbI
0CTeOoNIn3nca U NepuocTasbHOM peakunn) 1 OJHOro U3 ABYX
Kputepmes: 1) BoBnevyeHne 6osiee 4em OAHOM KOCTU (MNn
nopaxeHue Kno4mLbl) 6€3 3Ha4YMMOro NOBbILEHWS KOHLEH-
Tpauuun C-peaktnBHoro 6enka (CPb < 30 mr/n); unn 2) npu
MOHOGMOKaNbHOM MOPaXKEHUN (UCKIIOYHEHUE — MOpaXKeHue
Kntoumupl) unu CPB > 30 Mr/n, rMCTOIOMMYECKNX UBMEHEHUN,
yKa3sblBalolWnx Ha BOcnaaeHune (n1asmouuTbl, OCTEOKNACThI,
GMbpo3 unn cKnepol) 6e3 GakTepnanbHOro pocrta B OTCYT-
CTBUM aHTUOaKTepuanbHon Tepanuu [1]. Mo Hawemy MHEHHUIO,
JaHHble KPUTEPUM HOCAT BCMOMOraTeNbHbIM, OPUEHTUPOBOY-
HbIK XapaKTtep, nockonbky CPB > 30 mr/n o6HapyxuBaeTcs
Y Ka)Xaoro 4eTBepToro nauuneHta ¢ HebaKtepuanbHbiM OCTe-
omuenutom [2, 5].

Llenb uccnepoBaHua — onNpeaenunTb AnMarHoCTUYeCcKme
KpuTepuu, nossonsiolmne andbdepeHumpoBatb remaToreH-
HbIM UMK HeGaKTepUanbHbIM OCTEOMUENHT.

METOAbI

OTaenbHble dGparmMeHTbl 3TOr0 MccnefoBaHWMa  Gblin
ony6MKoBaHbl paHee B aBTopedepaTe auccepTauuu
0.J1. Konuak [2], a Takke B Te3ucax KOHOEPEHLNN U KOH-
rpeccos [6-8].

[Ou3aiiH uccnegoBaHua

MpoBeaeHO PETPOCMNEKTUBHOE HabntoaaTeNlbHOE Uccne-
[IOBaHWeE Mo TUMY «CNy4al-KOHTPOSb» C MPOCMNEKTUBHOW BEPU-
GUKaLMEeN NCXO0B.

Kputepumu cootBetTcTBUA
Kputepnn BKIO4YEHNS:
° MauyMeHTbl B Bo3pacTe 10 18 neT;
® [MarHo3 remMaTOreHHoOro uan HebaKTepuanbHOro OCTeo-

MHUenuTa;
®  MHOOPMUPOBAHHOE COrnacue Ha UCMNoab30BaHUE Pesysib-

TaToB 06CNeAOBaHUSA U JIEYEHUS C HAay4HOW Liesbio, Noa-

NUCaHHOE 3aKOHHbIM npeacTaBuTenem pebeHKa wunu

camMuMm nauuneHToM B Bo3pacTe ctaplle 14 ner.

Cnyyan remaTtoreHHoro uan HebaKTepuanbHOro OocTeo-
MUWenuUTa nepBOHaYyanbHO yCTaHaB/MBaNIW Ha OCHOBaHUM
GOPMYMPOBKMU OKOHYATENbHOTO AMarHo3a B MCTOPUAX
CTaLMOHapHbIX BONbHbIX. 3aTeEM BCE apxMBHble MaTepua-
Nbl 6bIIN NepecMoTpeHbl aBTopamu ctatbk (M. M. KocTuk,
A.10. MyLLKKWH) C Uenblo dKCNepTHOM BepUPUKaLMMU OKOH-
yaTenbHOro auvarHosa. B cnyyae HecoBnageHuWss MHe-
HUWA M HEBO3MOMXHOCTU KnaccupuuMpOBaHUS HO30/10TMK
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Criteria for Differentiation of Non-Bacterial
and Haematogenous Osteomyelitis: A Case-Control
Study With Prospective Verification of the Outcomes

Background. Patients with haematogenous and non-bacterial osteomyelitis have similar clinical symptoms (pain in the nidus area,
soft tissue swelling, fever) and laboratory signs (increased erythrocyte sedimentation rate, leukocyte count, C-reactive protein
concentration). The criteria for distinguishing these two states are not determined. Objective. Our aim was to determine diagnostic
criteria to differentiate haematogenous and non-bacterial osteomyelitis. Methods. The study included data of patients under the age
of 18 years with non-bacterial or haematogenous osteomyelitis hospitalised to two clinical centres from 2009 to 2016. The diagnosis
was established and re-verified according to archival data (medical history) and after two years of observation (at least once a year).
Clinical, anamnestic and laboratory data (haemoglobin, leukocytes, leukocyte formula, platelets, ESR and C-reactive protein, CRP) as
well as the results of radiation diagnostics (X-ray, CT scan, MRI or osteosyntigraphy) obtained at the disease onset were taken into
account as potential diagnostic criteria. Results. Out of 145 patients with non-bacterial or haematogenous osteomyelitis, the diagnosis
was re-verified in 138, of them non-bacterial osteomyelitis — in 91, haematogenous osteomyelitis — in 47. The following criteria had
the highest diagnostic value for establishing cases of non-bacterial osteomyelitis: detection of bone destruction foci surrounded by
osteosclerosis area [sensitivity (Se) 1.0; specificity (Sp) 0.79]; absence of fever (Se 0.66; Sp 0.92); the number of bone destruction
foci > 1 (Se 0.73; Sp 1.0); CRP < 55 mg/L (Se 0.94; Sp 0.73); negative results of bacteriological examination of the material from
the bone destruction focus (Se 1.0; Sp 0.67). Conclusion. Diagnostic criteria for differentiation of non-bacterial and haematogenous
osteomyelitis have been described. Further research on the efficacy of using these criteria to reduce the risk of diagnostic errors,
decrease the diagnostic pause, reduce the risk of non-bacterial osteomyelitis complications is needed.

Key words: children, non-bacterial osteomyelitis, chronic recurrent multifocal osteomyelitis, haematogenous osteomyelitis, diagnosis,
criteria, sensitivity, specificity.

(For citation: Kostik Mikhail M., Kopchak Olga L., Taschilkin Alexey I., Zorin Vyacheslav |., Maletin Alexey S., Mushkin Alexander Yu.
Criteria for Differentiation of Non-Bacterial and Haematogenous Osteomyelitis: A Case-Control Study With Prospective Verification of the
Outcomes. Voprosy sovremennoi pediatrii — Current Pediatrics. 2018; 17 (6): 458-464. doi: 10.15690/vsp.v17i6.1976)
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[JaHHble NauMeHTa UCKoYanncb U3 ucecnegoBaHns. 3atem
(nocne BepudurKaLnMM N0 AaHHbIM UCTOPUIM 6ONE3HN) BOSb-
Hble ¢ HebGaKTepualibHbIM OCTEOMMWENUTOM Habnhanuch
(He pexe 1 pasa B rog) B Ted4eHne 2 fieT, 4To No3BOMSN0
ObITb YBEPEHHLIM B MPaBWIbHOCTU YCTAHOB/IEHHOIO Ana-
rHo3a. [ABYX/IETHUM MPOMENKYTOK HabngeHWs No3BoNsAn
anododepeHUnpoBaTb XPOHUYECKNE GOpMbl reMaToreHHOro
ocTeoMuennta oT HebGaKTepuanbHOro, a TaKXe Aapyrue
oYyaroBble 4EeCTPYKLMK CKeneTa, KOTopble MoK GblTb OLWMK-
604YHO MHTEPNPETMPOBAHblI KakK HebGaKTepuasbHbI OCTEO-
MUENUT (LO6POKaYeCTBEHHbIE U 3/I0KAYeCTBEHHbIE HOBO-
o6pas3oBaHus, rMcTMoumTo3). [lauueHTbl, nepeHecline
reMaToreHHbli OCTEOMMENNUT, OCMaTpUBaNMCb amobynaTop-
HO HENOCPEACTBEHHO Nepej BKIOYEHWEM B UCCNeOoBaHNe
0N UCKNOYEHUS AMarHOCTUYECKOW OWKMOBKK. s naymeH-
TOB C reMaTOreHHbIM OCTEOMUENNTOM B AMHAMUKE OLEHU-
Ba/IMCb TONIbKO dU3MKaNbHbIE AaHHbIE U AaHHblE aHaMHe3a
3a nepuoa Mexay Ae6GoTOM OCTEOMMUENUTa U BKIKOYEHMU-
eM B uccnegoBaHue. [JaHHble Ny4yeBbIX METOAOB Mcche-
[OBaHUA (PEHTreHorpamMmbl, KOMMbIOTEPHAA/MarHUTHO-
pe3oHaHCcHasas Tomorpadus, ocTteocumHTUrpadums) 6binu
NnepecMoTpPeHbl B AMHAMUKe (He MeHee 2 neT Habawge-
HWUS; 9KCNepTHas oueHKa BbinojsHeHa M. M. KocTukom,
A. 0. MyLWKWHBbIM).

CBefeHusa o pesynbratax 6aKTepUoNOrniyecKmx (Hannmune
GaKTepuanbHOM KynbTypbl U3 GuonTata KOCTU) U Mopdoso-
rTMYECKMX (TN BOCManeHus, XxapakTepucTnka MHeunbTpaTta)
uccneaoBaHWm, BbINMOMHEHHbIX, KakK MpaBuio, OAHOKPATHO
B Mepuoj rocnutanmsaumu, a Takke o noagnucaHun nHdop-
MWUPOBAHHOIO cornacusi nojayyYeHbl U3 UCTOPUM CTaLMOHap-
HbIX GOMbHbIX.

YcnoBus npoBeaeHus

B wuccnepoBaHuve BKAOYanM AaHHble OOMbHbIX, FOCMU-
TaNM3UPOBAHHbBIX B XMPYPruyeckMe u peBmaToNornyeckue
otaenenna ®reoy BO «CMBIMMY» n KObY3 «KupoBcKas
neTckas o6nactHas KIWMHW4YecKas 6onbHuba» PIrBY
«CMN6HNND®» B nepuopg c 2009 no 2016 .

LieneBble noka3sarenu uccnesoBaHus

B uyucne noTeHuManbHbIX AMArHOCTUYECKUX KpUTEpPUEB
M3 UCTOPUI CTaLlMOHapPHbIX 6OMbHbLIX M3BIEKaNN CBEAEHUS
0 K/IMHWKO-aHaMHECTUYECKUX U nabopaTopHbIX (YPOBEHb
remMornobuHa, NeMKoLMUTOB, NenKountTapHasa Gopmyna, TPOM-
60oUMTbl, CKOPOCTb 0cedaHus aputpountoB, CPB) nokasaTte-
N§X, 3adUKCUPOBAHHbIX MPWU rocnuTann3auun nalmMeHToB.
[1aToNOrMYeCKUMM U3MEHEHUSIMW Ha PEHTreHorpamme cyu-
Tanu Hanu4yme yyacTKa KOCTHOM AEeCTPYKUMKU C COOTBETCTBY-
olLen nepnudoKanbHOM peakunen n peakumen HagKOCTHULbI
B MOMEHT MOCTAHOBKM AMarHo3a, a Takke B xo4e AWHaMu-
YyecKoro HabnwaeHus. 3agepKKa MNOCTaHOBKW AunarHosa
onpegenanacb pasHuLEn Mexay 4aTon NOSBAEHUS KIMHUYe-
CKOW CMMNTOMAaTWKK 1 AaTOM YCTaHOB/IEHUS OKOHYaTENbHOro
AnarHosa.

JTnyeckan aKcnepTusa

lMpoBeneHne wuccnegoBaHus o0A06GPEHO JSIOKaNbHbIM
3Tnyecknm Komutetom PIrb0Y BO «CMGITIMY» (npoToKon
N2 10/8 o1 23.10.2017 r.).

CTatucTU4YeCKuh aHanus3
lpuHUNNbI pacyeTa pa3aMepa BbIGOPKH
Pa3mep BbIGOPKM NpeaBapuUTENIbHO HE PacCYMUTbIBANCS.

CratucTnyecKkme MeTofbl

OnucaHne W CTaTUCTUYECKOE OLleHWBaAHWE BbIMOMHE-
HO C MCMNOMb30BaHWEM MaKeTa CTaTUCTUYECKMX Mporpamm
STATISTICA v. 10.0 (StatSoft Inc., CLLUA) n ROC-aHanu3za
MedCalc (MedCalc Software, benbrus). KonuvyectBeHHble
nepeMeHHbIE OMnucaHbl C YyKa3aHnem MefunaHsbl (25-1; 75-i npo-
LueHtTnnKn). CpaBHeEHME KaTeropuasbHbIX NEPEMEHHbIX B rpyn-
nax BbIMO/IHEHO C MOMOLLbIO KpUTEPHS XM-KBagpaT [MMpcoHa
WM TOYHOTO Kputepua duwepa, B Ciyyae ecnv oxkuaaemas
YyacToTa B OHOM M3 f4eeK Tabnuupl 2X2 6bina < 5; cpaBHeHWE
KOMIMYECTBEHHbIX MEPEMEHHbIX — C Mnomolblo U-Kputepus
MaHHa—YUTHU. [JMarHoCTUHECKYIO LLIEHHOCTb LieNeBbIX NoKasa-
Tenen UccneaoBaHnsa aHanM3upoBau No 3HaYEHUsIM HyBCTBU-
TENbHOCTM ([ONA MPaBWIbHO KNAaCCUPUUMPOBAHHbLIX ClyYaeB
HebaKTepranbHOro OCTeoMMUenuTa) U cneunduyHocTM (gons
NpaBWIbHO KNacCMOUUMPOBAHHbIX Cly4aeB remMaToreHHoOro
octeomuenuTa). [ns KONMYECTBEHHbIX NEpPemMeHHbIX onpege-
NISIM NOporoBoe 3HavyeHue, ucnonbadysa ROC-aHann3 — onpe-
[eneHne oTpesHblX 3HayveHun npu nomowm AUC-Tecta (area
under the curve — nnowaab noa KpmeoK). B kayectse nopo-
roBOro NpWHMMAasnocb 3HavyeHue, obnajatoliee HaubOosbLIK-
MU 4YyBCTBMTENIbHOCTbIO U CNELMOUYHOCTBIO OJHOBPEMEHHO.
C y4eToM onpesesieHHOro NoporoBoro 3Ha4yeHns dbopmmposa-
/I HOBblE Ka4yeCcTBEHHble NepeMeHHble, rae «O» — 3HavyeHune
npu3HaKa HUXe NoporoBoro, «1» — Ha ypoBHE MOPOroBOro
1 Bblwe. [TPOrHOCTUYECKYIO LIeHHOCTb NOoKa3aTesien onucbiBa-
SN BEJIMYUHON OMArHOCTUYECKOro OTHOLWEHMS waHcoB (OLL)
n 95% poseputenbHoro uHtepsana (4M) 6e3 yyeta BpemeHun
Pa3BUTUS MHTEPECYIOLLMX COOLITUIA C NMPUMEHEHUEM TabnuL
2X 2. U3 yncna nokasartenen, acCoLMMPOBaHHbIX C UCXOAaMM
uccnefoBaHusa (pasBuUTMEM HebaKTepuanbHOro MM remaro-
reHHOro OCTEeOMMWEeNuTa), AUArHOCTUHECKUMM CUHMTaNMU Kpu-
TEPWMU, KOTOPbIE, MO MHEHMWIO aBTOPOB, UMEIOT KIMHUYECKOE
3HayeHne 1 paHee UCMob30BaUCh AN AUArHOCTUKM M3ydae-
Moro coctosiiug [1, 9, 10]. CtaTUCTUYeCKM 3Ha4YMMbIMK CYUTa-
JIM pa3nuymsa unn ceasu npm p < 0,05.

PE3Y/IbTATbI

B nepvog ¢ 2009 no 2016 r. B cTauuoHapbl, NPUHSAB-
lUMe yyacTMe B MCCNeaoBaHWM, O6blNo roCnuTain3mpoBaHo
145 60MbHBbIX, Y KOTOPbIX Obla AMAarHOCTMPOBaH HebaKTepuasb-
HbIA WX FeMaTOreHHbIN OCTeOMMENUT. B npouecce BepudmrKa-
UMK anarHo3a 6bli0 ycTaHOBNEHO 5 cnyyaeB, KOraa AnarHos
MOT HOCUTb COMHUTENbHbIN (HeonpeaeneHHbln) xapakrep, 1M60
He Mor 6bITb OAHO3HAYHO KaccMdULMPOBaAH Kak HebaKTepu-
abHbIM WX remaToreHHbln ocTeomMuenut. Kpome Toro, ans
2 nauMeHTOB CPOK HabnoaeHus Obll MeHee ABYX NeT (Hexe-
flaHWe NOBTOPHOro o6cnefoBaHUs B pe3y/bTaTte CMEeHbl peru-
OHa MPOXMBAHUSA, M3MEHEHME KOHTAKTHbIX [AaHHbIX). Taknm
06pa3oM, B UccneaoBaHne BKIOYEHbI AaHHble 91 60MbHOr0
¢ HebaKTepuanbHbiM U 47 — C remMatoreHHbIM OCTEOMMENN-
ToM. M3 yncna 60/bHbIX C HebGaKTepuanbHbIM OCTEOMMWESU-
TOM y 5 nauneHToB B CTauuoHape 6bli YyCTaHOBMEH AMarHo3
«[emMaToreHHbI OCTEOMMUENUT», KOTOPbIK Obl peknaccndunum-
pOBaH MNo peaynbratam ABYXI1ETHErO Nepmnoaa HabntoaeHus.



KnuHuyecKana xapaKtepucTuKa rpynn

lpynnbl 60/bHbIX ¢ HEGAKTEPHANbHbIM U reMaToreHHbIM
0CTEeOMUENUTOM OblZIM COMOCTaBMMbI MO MPU3HaKy nona
naumeHToB (Tabsn. 1). BmecTe ¢ Tem 60/1bHblE FeMaTOreHHbIM
ocTeomuenntomMm Obln cTaplie, y HUX ObiCTpee ycTaHaB/u-
Ba/M [MarHo3, TeyeHue OONEe3HW OTIMYaNoCb HaNUYMEM
NIMXOPaAKM U MOHOGMOKANbHOCTBIO MOPaXKEeHUsT NPU HU3KOWM
yacToTe BO3HMKHOBEHWS cOMyTCcTBYyloWero aptputa. [lpu
remMaTtoreHHOM OCTEOMUENNTE peXke oTMevanach Jlokanuaa-
LMa NaToNorMyecKoro npouecca B NO3BOHOYHUKE, 6elpeH-
HOW KOCTW, KOCTSIX CTOMbl, Ta3a, rpyavHe. CTaTUCTUYECKM
3HAYMMbIX Pa3/IMYMiA B YacTOTE NOPaKEHUS APYrUX y4aCTKOB
CKesleTa He BbISIBNIEHO (AaHHble He NpeaCTaB/EeHbl).

JlaGopaTopHble XapaKTepUCTUKU rpynn

Mpu oLeHKe BOcCnanuUTEIbHON aKTUBHOCTU B CpaBHUBA-
€eMblIX rpynnax BbIsiB/IEHbI Pa3/iM4ymsa B ypOBHE reMornobuHa,
JIENKOLIUTOB, TPOMOOLIUTOB, CKOPOCTU OCELaHUS 3PUTPOLIU-
T0B (CO3) 1 KoHueHTpauun CPB (Tabn. 2).

AnarHocTuyecKkoe 3Ha4eHUe KIMHUYECKUX

M nabopaTopHbIX NPU3HAKOB

M3 4ucna nokazaTenen, accouMMpPOBaHHbLIX (MpK
p < 0,05) ¢ pa3BUTMEM HEOGAKTEPMANbHOIO UMW reMaToreH-
HOro octeomuenuta (cM. Tabn. 1, 2), AMArHOCTUYECKUMMU

OblIM MPU3HaHbI Cleaylolme: o4ar KOCTHOM [eCTPyKLMK,
OKpYXKEHHbIW 30HOWM OcCTeocKnepo3a (Se 1,0; Sp 0,787);
oTcytcTBME nuxopadku (Se 0,659, Sp 0,915; OW 20,8,
95% AN 6,8—-63,3); 4Mcno KIMHU4eckmnx ovaros > 1 (AUC 0,86,
95% AN 0,8-0,91; Se 0,725, Sp 1,0), CPb < 55,0 mr/n
(AUC 0,83, 95% 11 0,73-0,91; Se 0,944; Sp 0,727, OLL 44,7,
95% 1IN 8,4—-236,5); oTpuLaTenbHble pe3ynbTaTbl 6aKTepno-
JNIOrMYecKomn KynbTypbl U3 Kocth (Se 1,0, Sp 0,674).

OBCYXAEHME

Pe3lome 0CHOBHOro pe3ynbrata UcciejoBaHUsl

OnpeneneHbl AuMarHOCTUYECKUE KpuTepun, obnagato-
Lme HanboNblUMMM HYBCTBUTENBHOCTbIO U CNeundUYHOCTLIO
M nossongwoume anddepeHumpoBatb B CTalMOHape cny-
Yau HebaKTepumanbHOro OCTeOMMenuUTa OT FremMaToreHHoro.
B ux uucne: obHapyeHue > 1 ydyacTKa KOCTHOW [AECTpyK-
UMK C NpU3HaKaMu nepudoKanbHOW peakuuu U peakuuu
Ha[KOCTHULbI; OTCYTCTBME NIMXOPAAKW; KOHLUeHTpauus CPBb
npu noctynneHun < 55 mr/n; otpuuaTenbHble pe3ynbraThbl
6aKTePMONOrMYECKOro nccnefoBaHns Matepyana u3 odara
KOCTHOM AECTPYKLMK.

OrpaHu4eHus uccnefoBaHusa
[ns ot6opa nauneHToB ¢ HebaKTepmnanbHbIM OCTEOMUE-
JIMTOM MCMNOMb30BaNoCh AMHaMMYecKoe HabntogeHne, OaHaKo
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Ta6nuua 1. CpaBHUTENbHAA XapaKTEPUCTUKa NALMEHTOB C HeGaKTepranbHbIM U FeMaToreHHbIM OCTEOMUENUTaMU s

Table 1. Comparative characteristics of patients with non-bacterial and haematogenous osteomyelitis o

N~

00

HeGaKTepuanbHbli lemaToreHHbIn 5‘

MNokasarennb _ _ P I

octeoMmuenut, n = 91 ocTeoMuenut, n = 47 N

=

Mon (aeBo4kK), abe. (%) 44 (48) 18 (38) 0,261 E

=

BoapacT agebtota, net 7,3(2,5;10,6) 11,0(6,2; 12,9) 0,003 <=t

3ajep)KKa NocTaHOBKM AMarHosa, mec* 6,3(2,0;17,8) 0,1(0,03;0,17) 0,001 E-I:

Nnxopagka, a6e. (%) 31(34) 43 (92) 0,001 ’g

=

CumnToMaTuKa apTpuTa, abce. (%) 61 (67) 11 (23) 0,001 E

MN3MeHeHns KOCTHOWM TKaHu, abce. (%)** 91 (100) 10 (21) 0,001 E

MoHoouvarosble dopmbl, abe. (%) 25 (28) 47 (100) 0,001 §

Yucno ovaroB/naumeHT, abe. 3,0(1,0;6,0) 1,0(1,0;1,0) 0,001 E

Jlokanuzauuun ovaros, a6e. (%): 8

® O3BOHOYHUK 29 (32) 2(4) 0,001 5

e GefpeHHas KOCTb 37 (41) 7 (15) 0,002 @
® KOCTW CTOMbI 36 (40) 9(19) 0,015
® KOCTV Tasa 17 (19) 3(6) 0,073
° rpyavHa 11 (12) 0(0) 0,006
° KaouMLa 11 (12) 0(0) 0,016
e GonblwebepLoBas KOCTb 33(36) 6 (13) 0,005
e ManobepLoBas KoCTb 12 (13) 1(3) 0,06
® ne4yeBast KOCTb 10(112) 7(21) 0,587
* pebpa 6(7) 0(0) 0,095
® JlyyeBas KOCTb 3(3) 2 (6) 1,000
® JIOKTeBas KOCTb 3(3) 2 (6) 1,000
®  KOCTU KUCTU 4.(4) 0 (0) 0,299
® fonaTka 1(1) 0(0) 1,000

MpumevaHune. * — pasHuua Mexay AaTon NOSBAEHUS KITMHUYECKON CUMNTOMATUKMU U JaTOW YCTaHOBIEHUS OKOHYATENIbHOIO AMarHo3a;

** — Hanuyune y4acTKa KOCTHOW AECTPYKLIMM C COOTBETCTBYIOLWEN NepnudoKanbHON peaKkLmMen n peakunen HaaKoCTHULbI (MO AaHHbBIM NyYeBbIX
METOZ0B MCCNEeA0BaHMS).

Note. * — difference between the date of onset of clinical symptoms and the date of establishing the final diagnosis; ** — presence of a bone
destruction site with the corresponding perifocal and periosteal reaction (according to radiological methods).
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Ta6nuua 2. CpaBHUTENbHAsA XapaKTepUCTUKa NabopaTopHbIX UBMEHEHWUI Y NALMEHTOB C HeGaKTEPUaNbHbIM UK reMaToreHHbIM OCTEOMUENUTOM
Table 2. Comparative characteristics of laboratory changes in patients with non-bacterial or haematogenous osteomyelitis

Mokaszarens He6akTepuanbHbin lfemaToreHHbIN -

ocTeomMuenut, n = 91 ocTeoMuenurt, n = 47
[eMorno6wuH, r/n 119 (109; 128) 126 (113; 132) 0,014
JlenKkouuTsl, ><109/J1 7,5(6,2;9,0) 12,6 (8,4;15,5) 0,001
ManoykosigepHoble, % 1(0;2) 1,5 (0; 5) 0,051
ManoykosigepHsble, ><106/n 70 (0; 156) 140 (0; 438) 0,07
CermeHTosaaepHble, % 54 (46; 63) 63 (53; 75) 0,001
CermeHToAAepHbIE, ><106/n 4000 (3111;5194) 8060 (4732; 11340) 0,001
TiumbounTsl, % 36 (30; 45) 23(14;32) 0,001
Numountsl, x108/n 2692 (2160; 3473) 2466 (1540; 3367) 0,163
MoHouuTbl, % 6 (4;8) 8 (4;10) 0,062
MowouuTel, X108 /5 450 (276; 636) 686 (480; 1250) 0,001
Tpom6ouuTblI, ><109/n 299 (261; 382) 240 (193; 327) 0,001
CO3 (n =48/38) 26 (12; 40) 40 (25; 58) 0,001
CPB,mMr/n(n=71/11) 8,0(3,6; 30,0) 65 (20; 146) 0,001
CPB > 5 mr/n*, a6c. (%) 42/71(59) 10/11 (91) 0,045
OTpuLaTenbHbIi pesynbTar nocesa 0/91(0) 14/43 (33) 0,001
13 o4ara KOCTHOI AeCTpyKLnK

lNpumevarmne. * — 3HavyeHus CPB Bbiwe pedepeHcHon HopMbl Ans nabopaTtopmn. CO3 — CKOPOCTb OCeAaHns IpPUTPOLIUTOB,

CPB — C-peaKTUBHbIN 6EOoK.

Note. * — CPbB values are higher than the reference standard for the laboratory. CO3 — erythrocyte sedimentation rate, CP6 — C-reactive

protein.

CYGBbEKTUBHOCTb IKCNEPTHOM OLLEHKM Pe3yNnbTaToB y4YeBbIX
METOAOB WCCMeAoBaHWA MoOrna MNOBAUATb Ha BKIOYEHMWE
nauuveHTa B rpynny He6aKkTepuanabHOro UanM reMaToreHHoro
OCTeoMMennTa 1, KaK CNeacTBUe, Ha OKOHYaTeNlbHble pe3ysb-
TaTbl UCCNefoBaHuMS.

B 4ucne OCHOBHbIX HEAOCTAaTKOB MccNeaoBaHWUs Heob-
XOAMMO OTMETUTb MCMONb30BaHWE AN ONMCaHUS BblIGOPKK
[aHHbIX, MOSIYYEHHbIX M3 BTOPUYHbIX MCTOYHUKOB WHGOP-
Mauuu (McTopum G0ONE3HKU), KOTopble He Bcerga coaepxkar
NMOJIHYIO W Hagflexalwum ob6pa3oM cobpaHHy WHPopMa-
LM O 60MbHbIX. «[1ponyLlEeHHbIE» AaHHble, OCOOGEHHO AaH-
Hble 0 KOHUeHTpauum CPB y nauMeHTOB C reMaTtoreHHbIM
0CTEOMMENNUTOM, MOIIN CYLLECTBEHHO MOBAUSATL Ha pe3y/b-
TaT uccnegoBaHus. OgHaKo UM3BECTHO, YTO Yy GOMbLIMHCTBA
NauMeHTOB C remMaToreHHbIM OCTEOMMENNTOM MMEET MECTO
3HayuTeNbHOe noBblweHue yposHa CPB [11-13], 4To no3Bo-
NSeT UCNONb30BaTb 3TOT KPUTEPUIA, HECMOTPS Ha OTCYTCTBUE
3HAYUTENbHOM AONN AAHHbIX.

CnoxXHocTb AnddepeHuMpoBaHnUa M3y4aeMblX COCTOSHMUM
obycnoBneHa OTCYTCTBMEM (MO AaHHbIM 6GaKTepuosormye-
CKOro nccnegoBaHuns) MHPEKLMOHHOIrO BO36yaMTENS B o4are
KOCTHOW aecTpykumn y 100% nauueHToB, YTO MOXKET 6blTb
CBfI3aHO C TEXHMYECKMMM OCOBEHHOCTAMM B3ATUS MaTe-
puana u ero TPaHCMOPTUPOBKM, a TaKkKe C MpPOBOAUMOW
aHTUGaKkTepuanbHon Tepanuen. OTcyTCcTBME BO36GYAUTENS
y NauMeHTOB C HebGaKTepuaNbHbIM OCTEOMMENUTOM BAUSET
Ha TOYHOCTb BK/IIOYEHMS MaLMEHTa B Ty WAM WMHYIO rpynny,
YTO MOXKET OTpaXKaTbCs Ha pe3ynbraTtax ucciaegoBanus. ns
BO3MOYHOIM0 YyCTPAHEHUS 3TOr0 BAUSIHUS aBTOPbI BKIOYan
nauneHToB € OTpuLaTeNbHbIMW AaHHbIMKU GaKTepuanbHOro

nccnefoBaHMsa Npu COOTBETCTBYIOWLEN KIMHUYECKON KapTUHe
n apdeKTe MOHOTEpPaNUK aHTUBaKTepHanbHbIMK Npenapara-
MW. 1o HaleMy MHeHUI0, aGPEKT MOHOTEPaNUK aHTUbaKTe-
puanbHbiMK Npenapatamu asnsetcas 100% KpuTepuem Toro,
4TO AaHHOe 3aboneBaHne HOCKMNO MHDEKLMOHHbIN (6aKTepu-
anbHbIM) xapaKtep. OgHaKo B aHanormM4yHoOM MUccregoBaHuu
TONbKO Y 63% 60/bHbIX C rEMaTOreHHbIM OCTEOMMUENTUTOM
Obl1 MAEHTUOULMPOBAH BO36YyaANUTENb N3 KOCTHOro 6uonTara,
4TO coBMajaeT ¢ HaWMMM AaHHbIMWU — 63% NONOXKUTENbHbIX
KynbTyp [14].

B Hawem nccnegoBaHUKM He BbISBNEHO NMaLMEHTOB C re-
MaTOreHHbIM OCTEOMMENUTOM C BOBMIEYEHMEM KIOUMLbI
M KOCTEN 4Yepena, onMcaHHbIX B Nnpeablaylem uccneaoBa-
HWW, — NOKaNu3auusMu, TMMUYHBIMUK, CKopee, Ans HebaKTe-
pYanbHOro 0OCTEOMMUENUTA U COBEPLLEHHO HETUMMYHBIMK AN
remaTtoreHHoro [1, 14, 15].

Mpoueaypa otéopa ANMArHOCTUHECKUX KPUTEPUEB HOCKU-
fla 4aCcTUYHO CYOGbEeKTUBHbIM xapaKtep. C oQHOM CTOPOHbI,
oT6Mpanncb KpPUTEPUKU, acCOLMMPOBaHHbIE C aHanuaupye-
MbIMW UCXOAAMM, C APYrON — aBTOPbl U3 YUCAa NOCNELHMX
BblGMpPanu Te, KoTopble 6blM NPU3HaHbI Kak MMeloLne Ku-
HMYECKOEe 3HaYeHWe U paHee UCMOoNb30BaNUCh ANS AWarHo-
CTUKM HebaKTepuanbHoro octeomuenuta [1, 9, 10]. Cneayet
OTMETUTb, 4YTO B HacTosILLEeEe BPEMS HESICHO, KaKoe Konuye-
CTBO KpUTEPMEB SABASIETCSH AOCTATOYHbIM A5 MaKCUMasbHO
TOYHOM anddepeHumaumnn 060nX COCTOSHMK. 3TO BOMPOC
TpebyeT AanbHeNLWero N3y4eHuns n nccrnegoBaHus.

OnucaHHble AMarHOCTMYECKME KpUTepuu MO3BONSIOT
anbdepeHumpoBaTh TOIbKO ABa COCTOSHUSA U HE MOTYT BbITb
NPUMEHUMbl K APYrMM BOCManuTeNbHbIM 3a60/eBaHUSAM




cKeneta, OTIMYHbIM OT HeGaKTepUanabHOro U reMaToreHHo-
ro OCTEOMWUENUTOB. [aHHble KPUTEPUU HE MOTYT 3aMEHUTb
cobon gpyrve OuarHoCTUYEeCKMe MeToAdbl (AMHaMu4yeckas
OLEeHKa KIMHUYECKOW KapTWHbI, OLEeHKa addeKTa OT npo-
BOAMMOWM Tepanuu), PeKoOMeHLOBaHHble AN AMArHOCTUKM
060MX COCTOSIHWM 3KCMNepTamMu, a TaKxe HaLWOHalbHbIMU
[16] n mexayHapoAaHbIMU pekoMeHdauusamu [17]. daHHble
KPUTEPUM HOCHT MCKIOYMTENIbHO BCMOMOraTeNbHbIN XapakK-
Tep, MX LenecoobpasHo MCMOAb30BaTb TONbKO B COBOKYM-
HOCTM C NI06bIMW AOCTYMHbLIMKU NleYalleMy Bpavy MeToAamu
ANArHOCTUKM.

UHTepnpeTauua pe3ynbTaTtoB UCCNEJ0BaHUSA

BocnanutenbHble OECTPYKTUBHblE 3aboneBaHWs CKe-
neta — OAHM M3 caMmbIX pacnpocTpaHeHHbIx 3aboneBa-
HWIW OMOPHO-ABUraTeNIbHOro annapara y geten u noapocT-
KoB. 3ab6o0n1eBaeMoCTb remMaToreHHbIM OCTEOMWENTUTOM
coctaBnsieT 8 cnydyaeB Ha 100000 geTcKoro HacesneHus
B rof C NpenMmyLecTBEHHbIM NpeobaagaHneM y ManbynKoB
[11-13]. lNMocKonbKy HebaKTepuanbHbIM OCTEOMUENUT —
OTHOCWUTENIbHO HOBbIM TEPMUH, 3a60/1€BaeMOCTb U3BECTHA
TONbKO AN XPOHWYECKOro peuuanMBupylollero mynstmedo-
KanbHOro octeomuenuta u, cornacHo C. Chun, coctaBnser
Bcero ot 2 go 5% Bcex cnyvyaeB octeomunenuTa [15], yTo,
BEPOATHO, CBSA3AHO C OTCYTCTBMEM E€AMHbIX KpUTepues
ONarHoCTUKK 3aboneBaHus [1, 2], HUIBKMM YPOBHEM OCBe-
[OMJIEHHOCTM Bpayen pasHbiX chneuunanbHocTen o 3abo-
neBaHuMn [1] 1 B KOHEYHOM WTOre MNPUMBOAUT K MO3AHEW
AWarHoCTMKe 3ab0feBaHUA U Pa3BUTUIO WHBANUAM3UPY-
owmx ocnoxHenun [1, 2]. B mnccnepoBaHuun A. Schnabel
noKasaHa NPMMEPHO OAMHAKOBas YacToTa BCTPEYaeMOCTH
HebGaKTepuanbHOro U 6aKktepuanbHOro octeomuenutos [14].
AHaNOrMyHyo cuTyaumo Mbl BUAUMM U B KIMHKUKe CM6ITIMY.
ConoctaBuMas yactoTa HebaKTepualbHOro U remMaToreH-
HOro OCTEOMMWENUTOB MOXKET OblTb CBA3aHa C oTpuua-
TeNbHbIMW pe3ynbTaTtaMu GaKTEPUONOTMYECKUX MCCNeao-
BaHWM Y NaUMEHTOB C reMaToreHHbIMMU OCTEOMMUENUTAMMU
N CXOXUMU KIMHUYECKUMKU U MOPDONOTMYECKUMU U3ME-
HEHUAMW MpPU Nepexofe reMaToreHHoro ocreomMuenuTa
B MOAOCTPYD M XpPOHW4YecKyt cTaguu [14]. BosbyauTtenb
M3 6MonTata KOCTW y NaLMeHTOB C reMaToreHHbIM 0OCTEOMMU-
ennTom BbisiBnseTca npumepHo B 50% cnyyvaes [18-20].
C apyron CTOPOHbI, OCTPble MOHOUMK/INYECKUE BapUaHThI
HebaKTepunanbHOro OCTeEOMMUENUTa MOTyT ObiTb OWKMOBOYHO
pacueHeHbl KaK remaTtoreHHbole [14]. lJuarHo3 HebGaKTepu-
aNbHOro OCTeOMUENNTa ABASETCS AMarHO30M UCKTIOYEHNS,
ANS NOATBEPKAEHUSA KOTOPOro Heo6Xx0AMMO BbINOSHEHNE
60/bLIOr0 KonMyecTBa NabopaToOpHbIX U MHCTPYMEHTasb-
HbIX MCCNeAOBaHUM — KaK WMHBA3WBHbIX, TaK U HEUHBa-
3UBHbIX, C 0653aTeNbHbIM BbIMOAHEHWMEM Mopdonormye-
CKOro 1 6aKTepuoNorMyecKoro aHanmnaa M3 ovyara KOCTHOM
pectpykunm [20-23]. B unccnegoBaHMsX MOKas3aHO, 4To
Ons HebaKTepuanbHOro ocreomuenuta 605ee xapaKrep-
HO MyNbTUdOKaNbHOE NOpParKeHUe ONOPHO-ABUIraTENbHOMO
annapaTta ¢ CcUCTEMHbIMKU nposBiaeHnaMun y 30% naumneH-
TOB, YMEpPEHHOM nabopaTOpHOM AKTUBHOCTbIO, OTpULA-

TeNbHbIMW pe3dynbTaTamu 6aKTEPUONOrMYECKOro nccneno-
BaHug [2, 14, 20]. 3a4acTyo 3T0 NPUBOANUT K OLLIMBOYHOMY
pacrno3HaBaHUIO TakMX MNaLMEHTOB KaK 60/bHbIX remaTo-
r€HHbIM OCTEOMMENUTOM, YTO YrpoXKaeT UM Ha3Ha4yeHWeM
HEeo60CHOBAHHOW aHTMGaKTepuanbHOM Tepanuu Uan one-
paTtMBHOro BMewaTtenbcTea [2—4].

3AKJ/IIOMEHME

Hanbonee 3HaynMmMbIMKU NpPU3HaAKamMK, MO3BONAIOLMMM
anoddepeHuMpoBaTtb HebaKTepuabHbIM OCTEOMUENNUT OT
reMaToreHHoro, SBASI0TCA 06HaPYKEHHbIE NtO6bIM METOAOM
Jly4EeBOW [AMArHOCTMKWM OYarm KOCTHOW AECTPYKLMW, OKpy-
KEHHble 30HOM OCTEOCK/Iepo3a; OTCYTCTBME JIMXOPALKM;
YUCNIO KIMHUYECKKUX ovaroB > 1, CPb < 55 mr/n; otpuua-
TeNbHble pes3ynbTaTbl NMOCEBa M3 o4vara KOCTHOM AECTpPyK-
unun. Heobxoammbl ganbHenWwne uccneaoBaHua ans oueHKu
3PDEKTUBHOCTU MPUMEHEHUS OMUCAHHBIX AMArHOCTUYECKMX
KPUTEPUEB C MO3ULIMU CHUMKEHUS PUCKA AMArHOCTUYECKMX
OLWNBOK, YMEHbLIEHUS AMArHOCTUHECKON Nay3bl, CHUKEHUS
pUCKa pasBUTUS OC/IOXKHEHUIM HeBaKTepUanbHOro OCTEOMMU-
envTa, BblGopa ONTUMASbHOM CXeMbl Tepanuu Ha pPaHHMX
3Tanax 3abonesaHus.
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JAunarHocTmyeckne OWMOKM, Bbi3BaHHbIE HEMOJIHbIM 06ciefoBaHMeM 60/bHbIX, SBASIOTCA BeAyLen NPUYUHON eTaslbHbIX
ncxo[oB. PacnpocTpaHeHHOCTb Takux OLMBOK M MX accolMalns ¢ MCXodaMu JIeYeHUs B Hallel CTpaHe OCTaloTCs Hen3y-
4YeHHbiMK. Llenb nccnegoBaHnsi — U3y4UTb 4aCTOTY PeErncTpaLmnu BUTalbHbIX U 1a6OPaTOPHbLIX MoKalaTesen u ee CBA3b
C /leTa/lbHbIM MCXOAOM y AeTel, roCruTan3upOoBaHHbIX A5 OKa3aHus 3KCTPEHHON MeAMLMHCKON nomoln. MeToabl.
AHanuanpoBanu AaHHble MEAULMHCKUX KapT cTaLMoHapHOro 6osbHoro (popma 003/y) — naumMeHTOB peaHUMaLMOHHOIo
npoguns B Bo3pacte 0—17 net, rocnutain3npoBaHHbIX B cTayuoHapsbl 1-ro (n = 13) u 2-ro (n = 5) ypoBHe# PocToBCKoM
o6nactu (Kpome r. PoctoBa-Ha-[loHy) B 2006-2017 rr. Y4uTbiBaau 4acToTy peructTpaummy BUTabHbIX (HacToTa cepaeqHbIX
COKpallyeHnH, AbIXaHWsl;, apTepuasibHoe JaBJieHue; catypauus KWUC/I0pOAOM apTepualsibHOW KpOoBM; Temrepatypa Tesa)
M 1abopaTopHbIX (YUC/I0 GOPMEHHBIX I/IEMEHTOB KPOBM; YPOBHU reMoriobuHa, remMaTokputa, obLyero 6esKa, [oKo3bl,
MoYeBUHbI, KpeaTuHnHa, pH, pCO,, pO,, BE, HaTpus 1 Kaaus KpoBu) nokasatesei npu rocnutaansaumn B ctaymoHap
M rpu nepeBoje B OTAe/eHne peaHnMmaunm u MHTeHcUBHoOM Tepanun (OPUT). Accouymaumio 4acToTbl perucTpaymm ykasaH-
HbIX NOKa3aTesiel ¢ rocnutaibHbIM UCXOLOM OLIEHMBAJIN C MOMOLLYbIO MHOIOQaKTOPHOIr0 JI0rMCTUHECKOIO0 PErpecCMOHHOro
aHanu3sa c rnornpaBKo# Ha BAUSHUE BMELUMBAIOLMXCS] aKTOPOB (KOHCY/IbTaLMsi peaHnMaTosiora peaHMmMaLyMoOHHO-KOHCY 1b-
TaTUBHOIO LEHTPa; ypoBEeHb MEAULIMHCKON OpraHn3aunm; BpeMs rocrmtananlaumnm; Haamine nHeKUMOoHHbIX 3ab0o1eBaHui
n 3a60/1eBaHUN, BOBHUKLUMX B epuHaTallbHbIi Nepuos; ypoBeHb CO3HaHMS; NPOAOIKUTENIbHOCTb OCHOBHOIO 3a60/1eBaHus
10 rocnntaan3anmnu; crnocob rocnutaamsaymm B MEAULMHCKYIO opraHu3auuio). Pesynbtatbl. M3y4eHbl gaHHble 61 pebeHKa
¢ 61aronpUATHLIM (BbIMCaHbl U3 MEAULIMHCKUX opraHmn3aumii) 1 90 — ¢ eTasilbHbIM MCXO[0M B cTauymoHape (76 — B OPUT).
C netanbHbIM MCXOAOM B CTauMoOHape accouuupoBana peructpaums rnpu noctynieHun BE [oTHoweHue waHcos (OLL)
3,25; 95% pnoseputensHbivi uHTEPBaA (AN) 1,25-8,46)], ypoBHe# obuyero 6esnka (OLU 0,19; 95% /AN 0,05-0,79), Mmo4yeBUHbI
(ous 0,24; 95% M 0,06-0,87) n KpeatnHmnHa (OLU 0,23; 95% AN 0,08-0,67). C netanbHbiM ucxogom B OPUT accoumnm-
poBana perncTpauus rnpu nocTyrnaeHun B otaeneHne cuctoamndeckoro (O 0,36; 95% AN 0,14-0,94) u auactoin4ecKoro
(Ol 0,30; 95% AN 0,12-0,80) aptepuansHoro gasnerus, SpO, (Ol 0,38; 95% AN 0,15-0,93), Temnepatypsl Tena
(Ol 0,32; 95% A1 0,11-0,90). 3aknioyeHune. AccoLnaLins ¢ ICXOLOM PErncTpaLnmn BUTalbHbIX (apTepuasbHoe JaB/ieHHe,
SpO, u Temnepatypa Tena npu rnoctyrnieHnn B OPUT) u nabopatopHbix (BE, 06Lymit 6€/10K, MOYEBUHA, KpeaTUHUH Mpu MoCTy-
MAEHNN B MEANLMHCKYIO OpraHmM3aumio) nokasaTtenen y JeTei, rocnutaan3npoBaHHbIX 47151 OKa3aHUs 3KCTPEHHON MeAULIMH-
CKO¥ NOMOLUYM, CBUAETENILCTBYET O HEOOXOAMMOCTH KOHTPOJIS UX KIIMHUKO-NapaKIMHUYeCcKoro obcaefoBanHns. boaee noiHoe
o6cnefoBaHMe Takux AeTel MOXKeET ObiTb PE3EPBOM CHUXXEHMS FOCMUTaIbHOMN J1€TalbHOCTH.

KnroyeBble cnoBa: eTH, IKCTPEHHAs MeAULIMHCKas MOMOLLb, OTAE/IEHUE peaHuMaL M U MHTEHCUMBHOM Teparnuu, BUTalbHbIe
GYyHKUmMM, nabopaTopHble noKasaTesn, AeTasibHbli UCXOA.

(Ana untupoBanus: NMpometHon . B., Anekcangposuy 0. C., MweHncHos K.B., Tennakosa E.[l., Pasymos C.A. Peructpa-
LSl BMTANbHbIX M NabopaTOpHbIX MOKa3aTenen U pUCK NeTanbHOro UCX0Aa Y AeTen, roCcnUTanM3npoBaHHbIX 419 OKa3aHus
3KCTPEHHON MELULIMHCKOM MOMOLLM B CTaumoHapbl 1-ro U 2-ro ypoBHEW: UCCefoBaHWe «Cly4an-KOHTPOb». Bornpocsl
coBpemeHHown negnatpmn. 2018; 17 (6): 465-472. doi: 10.15690/vsp.vl7i6.1977)




OpuruHanbHas ctaTbs

OBOCHOBAHME

3Ha4yMmoe MecCTO B CTPYKTYpe NPUYMH HEBNaronpuaTHbIX
MCXOAOB Y NaLMEHTOB MEAULIMHCKUX OpraHun3aumi 3aHnuma-
0T AMarHocTuyeckne owmnbkm [1—3], 4oNsS KOTOpbIX B Neau-
aTpUYeCcKUX CcTauMoHapax BapbupyeT oT 26 Ao 36% cpeau
BCEX MEAMUMHCKMX OWWOOK [4, 5]. Pe3ynbratbl 3apyber-
HbIX MCCNeaoBaHWUM CBUAETENbCTBYIOT, YTO 6O0JbLMHCTBO
[MarHOCTUYECKUX OWUOOK ABASETCH CMEeACTBUEM HEMOJSIHOMO
o6cnefoBaHNa M, COOTBETCTBEHHO, OTCYTCTBUA HEOOXOAM-
MO MHbOopMaLmm o 6onbHOM [1—3]. BmecTe ¢ TeM npeaoT-
BpallleHMe TaKuUx OWNBOK ynyyllaeT ucxodbl CTaLMOHapPHOro
neyexns [5-7]. O4eBMAHO, YTO AMArHOCTMYECKME OLIMOKMK
BCTPEYaloTCA U B POCCUMNCKKX CTalMoHapax. OgHaKo accouu-
aumsa HenonHoro céopa MHGOPMaLMK C UCXOAAMU JIeHeHUS
[eTen, rocnutanuM3anpyemblXx B POCCUMCKME CTalMOHapbl,
paHee He M3yyanace.

Llenb uccnepoBaHUss — U3y4uUTb 4aCTOTy perucrpa-
LMK BUTaNbHbIX M NabopaToOpHbIX NOKa3aTenen U ee CBA3b
C NeTanbHbIM MCXO4OM Y AETEN, FrOCMUTaNIM3NPOBaHHbIX A4S
OKa3aHWs SKCTPEHHOW MEeANLMHCKON MOMOLLM.

METOAbI

HekoTopble pe3ynbTaThl HACTOSLWEro WccreaoBaHUA
(aHann3 KIMHWKO-NabopaTopHbIX MPEAUKTOPOB NieTanbHbIX
MCXOLOB Y AETeN, rocnuTain3npoBaHHbIX MO 3KCTPEHHbIM
noKazaHusaM) 6bl1M ONy6IMKOBaHbI paHee [8].

Au3aiiH uccnegoBaHus
lMpoBeaeHO pPETPOCNEKTUBHOE MCCleaoBaHWe Mo Tuny
«CNy4an-KOHTPOIb».

YcnoBus npoBeaeHUs uccnefoBaHusa

MccnegoBaHune NpoBeaeHo B cTauumoHapax 1-ro (n = 13)
n 2-ro (n = 5) ypoBHen PocToBCKOM 06nacTu, B CTPYKType
KOTOPbIX UMENNCb OTAENEHUS peaHUMaLMKU U MHTEHCUBHOWM
Tepanun (OPUT). B nccnegoBaHne BKIKOYEHbI BCE AETCKME
60nbHUUBI 06actm (N = 4) 1 60NbHULIbI 06WEro nNpodu-
na (14 ns 24 crauMoHapoB 06uero npoduns), B KOTOPbIX
OblN1 NOMYYeH AOCTYN K MEAWLIMHCKOW AOKYMEHTauuu. AHa-
NIM3UPOBANK rocnuTanbHble MCxoabl 60MbHbIX, MOCTYMUBLLMX
[N OKa3aHWs 3KCTPEHHON MeAMLIMHCKOM MOMOLLM B Nepuoa
¢ 1 auBaps 2006 no 1 anpena 2017 r.

YpPOBHM MEAMUMHCKMX opraHmM3dauun (1, 2 u 3-i) Ha
TeppuTopMM POCTOBCKOM 061acTh, OKa3blBalOWNX IKCTPEH-
HYIO MEOWLMHCKYIO MOMOLLb AETAM, OMNpefeNieHbl MpuKa-
30M MuWHKUCTEPCTBA 34paBOOXpaHeHus obnactu N2 29 ot
16.01.2015 [9]. YpoBeHb 1-i npeactaBasioT MEAULMHCKNE
opraHvM3aluu CTalMOHaApHOro TuMna, OKa3biBatlolue cre-
LManM3npoBaHHyl0 NMOMOLLb B Mpedenax MyHWLMManbHOro
pavioHa; ypoBeHb 2- — MeAWLMHCKME OpraHu3auuu cTa-
LMOHAPHOro TWMa, OKasblBalolMe CreLnasn3vpoBaHHyio
MEAMLIMHCKYIO MOMOLLb B MNpeaenax HECKONbKUX MYyHWLIU-
nanbHbIX PAVOHOB M ABMSIOWMECS MEXTEPPUTOPHAIbHBIMU

Dmitry V. Prometnoy?, Yuriy S. Aleksandrovich?, Konstantin V. Pshenisnov2, Helen D. Teplyakoval, Sergey A. Razumov®

1 Rostov State Medical University, Rostov-on-Don, Russian Federation
2 st. Petersburg State Pediatric Medical University, St. Petersburg, Russian Federation
3 Astana Medical University JSC, Astana, Republic of Kazakhstan

Recording Vital and Laboratory Parameters and the Risk
of Death in Children Admitted to First- and Second-Level
Hospitals for Emergency Medical Care: A Case-Control Study

Background. Diagnostic mistakes due to incomplete examination of patients are the leading cause of death. The prevalence of such
mistakes and their association with treatment outcomes in our country remain uninvestigated. Objective. Our aim was to study the
frequency of recording vital and laboratory parameters and its relationship with death in children admitted to a hospital for emergency
medical care. Methods. In our case-control study we analysed the data of medical records of an inpatient (Form 003/u) — patients
for intensive care at the age of 0-17 years who were admitted to first-level (n = 13) and second-level (n = 5) hospitals of the Rostov
Region (except for Rostov-on-Don) in 2006-2017. We considered the frequency of recording vital (heart rate, respiration rate; blood
pressure; oxygen saturation of arterial blood; body temperature) and laboratory (blood count, haemoglobin, hematocrit, total protein,
glucose, urea, creatinine, pH, pCO,, pO,, BE, sodium and potassium levels) parameters upon admission to in-patient hospital and
when transferred to the intensive care unit (ICU). The association of the frequency of recording these parameters with hospital outcome
was assessed using multivariate logistic regression analysis adjusted for the effect of confounders (consultation by a resuscitationist
of the resuscitation and consultation centre; the level of healthcare facility; admission time; the presence of infectious diseases and
diseases that occurred in the perinatal period; the level of consciousness; the duration of the underlying disease before admission; the
method of admission to a healthcare facility). Results. We studied the data of 61 children with a favourable (discharged from healthcare
facilities) and 90 children with a fatal outcome in the in-patient hospital (76 — in the ICU). A fatal outcome in the in-patient hospital
was associated with records of BE [odds ratio (OR) 3.25; 95% confidence interval (Cl) 1.25-8.46)], total protein level (OR 0.19; 95%
Cl 0.05-0.79), urea (OR 0.24; 95% CIl 0.06-0.87) and creatinine (OR 0.23; 95% CI 0.08-0.67) upon admission. A fatal outcome in
the ICU was associated with records of systolic (OR 0.36; 95% Cl 0.14-0.94) and diastolic (OR 0.30; 95% CI 0.12-0.80) blood pressure,
Sp0, (OR 0.38; 95% Cl 0.15-0.93) and body temperature (OR 0.32; 95% Cl 0.11-0.90) upon admission to the unit. Conclusion.
The association of the outcome with recording of vital (blood pressure, SpO, and body temperature upon admission to the ICU) and
laboratory (BE, total protein, urea, creatinine upon admission to a healthcare facility) parameters in children admitted to a hospital for
emergency medical care indicates the need to control their clinical and paraclinic examination. A more complete examination of these
children may be a reserve for reducing hospital mortality.

Key words: children, emergency medical care, intensive care unit, vital functions, laboratory parameters, fatal outcome.
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Medical Care: A Case-Control Study. Voprosy sovremennoi pediatrii — Current Pediatrics. 2018; 17 (6): 465-472. doi: 10.15690/vsp.
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LeHTpamu. B uccnepoBaHve He BKIOYEHbI MEAMLMHCKME
opraHusauuun 1-ro u 2-ro ypoBHew r. PoctoBa-Ha-[loHy B cBSI-
3K ¢ otcytctBMEM B HMX OPUT (3KCTpeHHas mMeauLMHCKas
NoMOLb B ropofe OKa3blBaeTCs B MEAMLMHCKUX yuperkae-
HUAX 3-T0 YPOBHSA).

Kputepuu cooTBeTcTBUSA
Kputepnn BKIOYEHUS:

® nauueHTbl B Bo3pacte oT O go 17 net, rocnutannsu-
poBaHHbIE AN OKa3aHWUs 3KCTPEHHOW MeOULMHCKOM
nomoLLK;

® Hanuyue B MeAULIMHCKOM KapTe cTauMoHapHOro 60sbHO-
ro nHdopmaumm 06 ncxoge rocnutTanmadaununm — netanb-
HOM (rpynna «cfydaun») uamM 6naronpusTHOM (BbiMUCKa
ans ambynatopHoro HabaaeHUs; Fpynna «<KOHTPON).

Kputepnn HeBKIOYEHUS:

® MauMeHTbl C HeusneynmbiMu 3aboNeBaHUAMK (3/10Ka-
YecTBEHHble HOBOOOGpPa30BaHWS B TePMWHaNbHOW CTa-
AWK, TSXKeNble OpraHUyYecKMe NoparKeHWs LLeHTpanbHOWM
HEPBHOW CUCTEMbI 1 MP.) U MOPOKaMK pa3BUTUS (cepaLla,
rONI0BHOI0 MO3ra, KULWeYHWKa 1 ap.).

LieneBble noKa3zarenu uccnegoBaHus

OCHOBHOJ NnoKa3arte/lb UCCIeJOBaHUsA

Onpeaensnu 4acToTy permcrpaumm nokasaTtenen sutasib-
HbIX QYHKUMM M NabopaTopHbIX MOKa3aTenen, NoflydYeHHbIX
npu rocnutanuMsauun pebeHKa B NpoduibHOE OoTAeNeHne
MeauUMHCKOM opraHm3aunn u OPUT, y nauneHToB ¢ 6naro-
NPUATHBIM W NeTanbHbIM MCXOAO0M. [OCMUTaNbHbIA WUCXOA
cyuTanu 61aronpusATHLBIM MPU BbIMUCKE NauMeHTa s amoy-
NaToOpHOro HabnaeHus. JletTanbHblh UCXOA YCTaHaBIMBaNu
Ha OCHOBaHMMW COOTBETCTBYIOLLErO 3aKIOYEHUS B MEANLIMH-
CKOW KapTe CTaLnoHapHOro 60JbHOro.

NHdopmMauuio 0 noKkasaTensax BUTanbHbIX QYHKLNMKA, nabo-
paTopHbIX MOKa3aTensax WM rocnuTajibHOM WCXOAE Mofyya-
M U3 MEOULMHCKMX KapT CTalMoHapHbIX 60/bHbIX (dopma
003/y). K nokazatensim BuTaNnbHbIX GYHKLMIA OTHECEHbI YacTo-
Ta cepieyHblx cokpauweHun (HYCC), yactota gbixaHus (HA),
CUCTONMYECKOE U AMACTONIMYECKOE apTepuanbHOe AaBeHne
(CAO/OAL), caTypauusa KUCAOPOAOM MynbCUpPYKOLLEN apTe-
puanbHon Kposu (Sp0,), Temnepatypa Tena (t) [10]. B uucne
nabopaTopHbIX NOKa3aTenew y4uTbiBaau ypoBEHb 3PUTPOLM-
TOB, remornobuHa, remaTokpuTa, TPOMOOLMTOB, IENKOLUTOB,
rNIOKO3bl KPOBM, 06Lero 6enKka KpoBW, MOYEBUHbI U Kpea-
TMHWHA KpoBuW, pH (BogopoaHbI nokasatenb), pCO, (nap-
LUianbHoe fdaBfieHue yrnekucnoro rasa), pO, (napuuanbHoe
faBneHue Kucnopogda), BE (base excess — 6ydepHble OCHO-
BaHMSA LENIbHOM KPOBW), HATpMs M Kanus KpoBu. M3yvanucb
BUTaNbHble NOKa3aTenu, 3aperMcTpupoBaHHbIe BpayoM npu
rocnutanu3auun pebeHka B ctaunoHap n B OPUT. ng na6o-
paTopHbIX MOKasaTenen y4utbiBanu pesynbratbl UccnefoBa-
HWR, BbIMNOJIHEHHBIX B MepBble 24 Y4 nocne rocnuranusaunu
B MEAMLMHCKYO opraHusauuio unmn OPUT.

MepemeHHble (BMewuBaLwmecsa) GpaKkTopbl

CBa3b perncrpaumn BuTanbHbIXx GYHKLWK 1 nabopaTop-
HbIX NMOKasaTenen ¢ rocnutajibHbIM WCXOAOM Yy AETEN aHa-
NIM3NPOBanM C NonpaBKoM Ha BMelMBatolmecs dGaKTopbl:
KOHCyNbTaLUMW peaHnmaTonora peaHMMaLMOHHO-KOHCYNb-

TATUBHOMO LEHTPa; YPOBEHb MEAMUMHCKOM OpraHu3aumu;
BpemMs rocnutanusauunu (paboyvee/Hepaboyee); Hanuvune
MHPEKLUMOHHbIX 3ab60/ieBaHn U 3abofieBaHWU, BO3HUKLINX
B NepuHaTanbHbI NEPUOA; YPOBEHb CO3HAHUS; MPOAOIKM-
TEeNIbHOCTb OCHOBHOrO 3ab6ofieBaHUs 4O rocnuTann3auuu;
cnoco6 rocnuTanu3aumv B MEAMLMHCKYID OpraHu3auuio.
MNepuoa rocnutanusaumm ¢ 8:00 go 16:00 ¢ noHeaeNbHMU-
Ka MNo MNATHUUY BKIKYMUTENbHO, UCKAOYas MpasgHUYHble
W BbIXOAHbIE [HMW, YCIOBHO MPUHAT 3a «paboyee Bpems»,
MHOE BPEMS MPUHATO 3a «Hepabo4yeer. Heobxoanmble cBe-
OEHUS NONyYeHbl U3 MEAWLIMHCKMX KapT CTauMOHapHbIX 60/b-
HbIX (popma 003/y). NepeyeHb BMeLLMBatoLWMXCs GaKTopoB
onpefeneH Ha atane aHann3a AaHHbIX.

JTHyecKas aKcnepTUsa

lMpoBeaeHne uccnegoBaHua ogo6bpeHO pelleHnem 3Tu-
yecKoro komuteta npu CaHKT-IeTepbyprcKoM rocyaapCTBeH-
HOM neavMaTpUYeCKOM MEAMUMHCKOM yHuBepcuteTe (npo-
ToKoNn N2 2/2 o1 22.02.2017).

CTaTucTM4YeCcKue npoueaypbl
MpuHUKNbI pacyeTa pasaMmepa BbIOOPKHU
Paamep BbIOOPKM NpeaBapuTENbHO HE pacCYMTbiBascs.

CTaTucTHYEeCKHne METOAbI

Mcnonb3oBaH NakeT ctatnuctuyeckux nporpamm STATISTICA
v. 12.0 (StatSoft Inc., CLLUA). OnucaHne KONMYECTBEHHbIX
NepeMeHHbIX BbIMOSIHEHO C YKa3aHWeM MeauaHbl (25-i;
75-V NPOLUEHTUNIN), UX CPABHEHWE — C UCMONb30BaHUEM Kpu-
Tepua MaHHa—YUTHWU. Pasnnuuns Ka4ecTBEHHbIX NoKa3aTenen
B CpaBHMBaEeMbIX rpynnax («caydyam» U «<KOHTPOMU») OLLEHUBA-
NIM NPKU MOMOLLM KpUTEPHS XM-KBagpaT MMpcoHa MM To4HOro
KpuTtepus duwepa, ecnv UMeNUChb ABe KaTeropuu cpaBHe-
HUS U KOJIMYECTBO HabNoAeHU B OHOMN U3 S4YEEK YeTblpex-
NOMAbHOW Tabnuubl 6bII0 < 5; UM NPU MOMOLWKU KpUTepus
MnpcoHa ¢ McnoNb30BaHNMEM MHOrOBXO4OBbIX TabnuL, ecnu
KOMIMYECTBO KaTeropun 6b110 6onblue AByX. BeposaATHOCTb
NeTanbHOr0 Mexoda pPacCyYuTbiBann Mpu MOMOLM JIOTUCTH-
YECKOro perpeccMoHHOro aHanMsa (MCrnonb3oBaH MeTof
MaKCMMaibHOro npasaonoaobust) ¢ BblYUCAEHWEM OTHO-
weHnsa waHcos (OW) n 95% poBepuTenbHOro MHTEpPBana
(ON). Paznnumns cuntanmcb CTaTUCTUYECKM 3HAYUMbIMU NPKU
p < 0,05.

PE3Y/IbTAThHI

dopmupoBaHue BbIGOPKU UCCNe0BaHUS

Jtanbl dopmuMpoBaHMA TpPynn wccregoBaHusa npea-
cTaBfieHbl Ha puc. M3 710 60MbHbIX, rOCNUTaNN3NPOBAH-
HbIX MO 3KCTPEHHbIM MOKa3aHnam B 18 cTaumoHapoB 1-ro
M 2-ro ypoBHen PocToBCKOM o6nactu, B uccregoBaHue
BK/OYEHbI AaHHble 151 naumeHTa, u3 Hux 90 (59,6%)
C NleTanbHbIM FOCMUTaNbHBIM UCXOAOM (Fpynna «cayvyamn»).

XapaKTepucTuKu rpynn

lpynnbl geten ¢ 6naronpuUaTHbBIM U NeTaibHbIM UCXO40M
OblIM COMOCTaBMMbl MO BO3pacTy, MOAy U NPOLOMKUTENb-
HOCTU rocnuTanusauum (tabn. 1). Jona camoobpalleHni
B MEAMUMHCKYIO OpraHu3auuio 6bina Bbile B rpynne «Cny-
Yau», HanpasfeHUn amMOynaTOPHO-MNOIMKIIMHUYECKON CIYXK-
601 — B rpynmne «KOHTpoNW». Y pOeTen rpynnbl «Claydaun»

i
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Puc. NMocnepoBatenbHOCTb GOPMUPOBAHUS BbIGOPKU UCCNEA0BaHUS
Fig. The sequence of study sampling

[eTn B Bo3pacTte 0—17 NneT, rocnutannanpoBaHHble
0151 OKa3aHWs IKCTPEHHOW MEeAMLIMHCKON MOMOLLM

B CTaunoHapbl 1-ro u 2-ro yposHen; n = 710

MckntoyeHbl (n = 559):
® MOPOKK pa3BuTus, n = 437
® OHKOJMOrM4eckue 3aboneBanus, n = 122

MaumneHTtsl OPUT, n = 151:

® GnaronpusiTHbIM nucxod, n = 61
e fleTanbHbIN Ucxog, n = 90*

lNpumevanme. * — 13 HUX y 14 netanbHbI UCXOA HACTYNW A0 MNOCTYN/JEHUS B OTAENEHWE peaHnMaLmn U MHTEHCUBHOW Tepanun (OPUT).
Note. * — 14 of them had a fatal outcome before admission to the intensive care unit (ICU).

Ta6auua 1. XapaktepucTuKa 60/bHbIX, FOCMUTANN3UPOBAHHbIX 419 OKa3aHUS 3KCTPEHHON MEAMLIMHCKON NOMOLWM, C 61aronpusaTHbIM
W neTanbHbIM roCNUTanbHbIMKU UCXOAaMM
Table 1. Characteristics of patients admitted to a hospital for emergency medical care, with favourable and fatal hospital outcomes

NMokasarenb BnaronpuaTHbI ucxod, n = 61 | JletanbHblii ucxoa, n = 90 p
Bospacrt, mec 6 (2; 24) 11 (3;48) 0,727
Mon (Manb4unkK), abe. (%) 36 (59) 56 (62) 0,692
MpPOACIKUTENBHOCTL rOCNUTaNU3aLunu, cyT 3(2;5) 1(0,3; 4) 0,078
MpogonmKkuTenbHOCTL 3a6oneBaHusa*, abe. (%):
o <24y 24 (39) 52 (58)
e 1-3cyr 17 (28) 15(17) 0,254
o 4-T7cyt 12 (16) 13(14) (df=4)
o Tcyr 5(6) 6(7)
® HeT AaHHbIX 3(5) 4(4)
Cnoco6 rocnutanusauuu, aée. (%):
® CcKopasi MeguLMHCKas NoMoLLb 41 (67) 69 (77) 0,001
e camoob6palleHne 4(7) 17 (19) (df =2)
® HanpaBneHne ambynaTopHO-MNONNKINHUYECKOW CNYXKObI 16 (26) 4(4)
MHbeKUMOHHble 3aboneBaHusa**, abce. (%): 29 (48) 54 (60) 0,131
® reHepann3oBaHHble GOpMbI 6 (10) 35(39) 0,001
® HereHepann3oBaHHble GOpPMbI 2(3) 12 (13) (df=2)
® pecnupaTtopHble MHOEKL MK 21 (51) 6 (7)
CocTosiHUS B NepuHaTanbHOM nepuoae, abe. (%): 10 (16) 4(4) 0,02
® BHyTPUYTPOGHasa MHDEKLMSA 8(13) 3(3) 0,013
e pojoBas TpaBMa, PAC 2(3) 1(1) (df=1)
MNpoune 3aboneBaHus***, a6c. (%) 11 (18) 29 (32) 0,049
OueHKa no wKane koMbl [masro, 6annbl:
* MeaMKaMeHTO3Has cefaums 0(0) 2(2)
| Aay 31(34) p = 0,000

e 3-9 3(5)

18 (20) (df =3)
o 10-14 4(7) 39 (43)
e 15 54 (89)
focnuTanusaumsa B Hepaboyee Bpems, abe. (%) 32(53) 60 (67) 0,158
focnutanuadauma B MO 1-ro ypoBHS, a6ce. (%) 7(12) 43 (48) 0,001
KoHcynbrauus peadumaronora PKL, a6ce. (%) 17 (28) 66 (73) 0,001

lpumedaHue. * — nepuog OT NOSBNEHUS NEPBbIX NPU3HAKOB OCHOBHOrO 3a60/ieBaHns, NPUBE/LLEro K rocnutanu3alim, o obpalleHuns

B NPUEMHbIN MOKON MEAULIMHCKOM OpraHn3dauuu; ** — npu NocTynjieHun B CTaLMoHap K YUCIy reHepann3oBaHHbix GOpM OTHOCUIIK criydau
cencuca u reHepann3oBaHHOM BUPYCHO-6aKTepuanbHON MHOEKLUM, K YHUCNY HereHepann3oBaHHbIX GOPM — MEHUHTOKOKKOBYIO (MEHUHIUT)
1 repneTnyeckyto (aHuedanut) MHGEKLMKU, raCTPO3IHTEPOKOUT; K YACTY PECMIUPATOPHbLIX MHOEKLMIN — NapUHTUT, TPaxeuT, GPOHXMUT,
NHEBMOHMIO; *** — GONe3HU, NpUBELLIME K roCnuTann3aLunm, B TOM Yucne 3aboneBaHus 3HAOKPUHHOM U HEPBHOW CUCTEMBI, BPOHXMaNbHas
acTMa, TpaBMbl, CUHAPOM BHE3amnHoOM CMepTH, anfiepruyeckne peakuunu. PAC — pecnupaTtopHbii guctpecc-cuHapoM, MO — MeaunumHCKas
opraHusaums, PKLL — peaHMMaunOHHO-KOHCYIbTaTUBHbIN LEHTP.

Note. * — the period from the first signs of the underlying disease that led to a hospital stay to visiting the emergency room of a healthcare
facility; ** — upon admission to a hospital, cases of sepsis and generalised viral and bacterial infection were classified as generalised forms;
meningococcal (meningitis) and herpetic (encephalitis) infections, gastroenterocolitis were classified as non-generalised forms; laryngitis,
tracheitis, bronchitis and pneumonia were classified as respiratory infections; *** — diseases that led to a hospital stay, including diseases
of the endocrine and nervous system, bronchial asthma, injuries, sudden death syndrome, allergic reactions. RDS — respiratory distress
syndrome, HF — healthcare facility, RCC — resuscitation and consultation centre.



Yalle AMarHOCTUMPOBAaNNCh FeHepann30oBaHHbIE U TAXKenble
HereHepanuM3oBaHHble GOpMbl (MEHWHIOKOKKOBas, rep-
netTMyeckas WHPEKUUS, racTPOIHTEPOKOINUT) UHPEKLMOH-
HblX 3ab60neBaHU, B aHaMHE3e peXKe UMENUCb yKalaHus
Ha COCTOSIHUSI, BO3HMKLUIME B MNepuHaTanbHOM nepuoe.
Mpu NocTynaeHnn B CTalMoOHap ypoBEHb CO3HAHUS NauneH-
TOB C NleTallbHbIM MCXOAOM Yalle COOTBETCTBOBAS OLEHKEe
3-14 6annos, ¢ 6naronpusaTHbIM Mcxogom — 15 Gannam
no wKane Kom nasro.

OCHOBHbIe pe3ynbTaTbl UCCNIE40BaAHUS
M3y4yeHa cBA3b Ucxo4a C perucrpaumen BUTanbHbIX U na-
60paTopHbIX MOKa3aTenen Npu rocnuTannM3aumm B MEAULMH-

CKYIO OpraHmM3aumio (Tabn. 2). YCTaHOBMEHO, YTO BUTa/IbHbIE
nokasarenn SpO, u Temnepatypa Tena OblM CTaTUCTUYeE-
CKM 3HA4YMMO accouMmMpoBaHbl C UICXOA0M B OAHOPAKTOPHOM
mMoaenu. JlabopaTopHble nokasatenn pCO, M MIOKO3bl —
B oAHOdaKTopHOM Moaenun, BE — B MHOrodaKTtopHon Mmoae-
1, a 06WKnIM 6enoK, MO4YEBUHA U KpeaTUHWH — U B oAHOdaK-
TOPHOK, U B MHOrodaKTOpPHOM MoAensx.

AHanun3 cBS3M YacToTbl perucTpaLmm BUTaNbHbIX NOKa-
3aTefien ¢ Mcxodom npu rocnutanusaumm B OPUT (tabn. 3)
nokasasn, yto CA, AAA v SpO, 6bINN CTAaTUCTUYECKHM 3HAYU-
MO acCOLMMPOBaHbI C MCXOAOM B OAHOPAKTOPHOM MOAENM,
a TemnepaTtypa Tena — U B 0AHOaKTOPHOW, U B MHOrodaK-
TOPHOM Moaensx.

Ta6nuua 2. AccoLmaLims 4acToTbl PerucTpaLmnm BUTanbHbIX M 1abopaTopHbIX MOKasaTesien Npu nocTynieHnn B CTaloHap ¢ UCXOL0M

rocnutanmM3aunmu

Table 2. Association of the frequency of recording vital and laboratory parameters upon admission to in-patient hospital with the outcome

of a hospital stay

Nokasatenu 5"*‘”"":“::‘1"" ucxoa, "eTa":“:':o"c“"’ OLL (95% AN)* OLL (95% AN)**
ButanbHble NoKasaTtenu, aée. (%)
yce 58 (95) 78 (87) 2,97 (0,79-11,14) 0,34 (0,06-1,78)
ya 47 (77) 71(79) 0,90 (0,41-1,98) 2,49 (0,74-8,44)
CAL 13(21) 25(28) 0,70(0,32-1,53) 1,08 (0,39-2,99)
JAD 13(21) 25 (28) 0,70(0,32-1,53) 1,08 (0,39-2,99)
Sp0, 17 (28) 10(11) 3,09 (1,29-7,38) 0,48 (0,14-1,70)
TemnepaTtypa Tena 57 (93) 70 (78) 4,07 (1,30-12,71) 0,43 (0,10-1,87)
JlaGopaTtopHble NnoKa3artenu, aée. (%)
pH 23(38) 38(42) 0,83(0,42-1,62) 2,39(0,95-6,07)
pCO, 12 (20) 6(7) 3,43 (1,20-9,80) 0,63(0,16-2,51)
pO, 8(13) 6(7) 2,11 (0,69-6,50) 0,92 (0,20-4,15)
BE 21 (34) 38(42) 0,72(0,36-1,42) 3,25 (1,25-8,46)
Na* 16 (26) 19 (21) 1,33(0,62-2,87) 0,82(0,29-2,32)
K+ 16 (26) 19 (21) 1,33(0,62-2,87) 0,82 (0,29-2,32)
[noKko3a 54 (89) 65 (72) 2,69 (1,12-6,48) 0,45(0,13-1,62)
061wt Genok 57 (93) 65 (72) 4,31 (1,53-12,11) 0,19 (0,05-0,79)
MoueBnHa 56 (92) 65 (72) 3,53 (1,34-9,29) 0,24 (0,06-0,87)
KpeaTuHuH 48 (79) 48 (53) 3,23 (1,53-6,81) 0,23 (0,08-0,67)
SpUTPOLTSI 58 (95) 79 (88) 0,73(0,14-3,82) 1,83(0,14-23,13)
feMorno6uH 58 (95) 80 (89) 0,48 (0,08-3,04) 1,90 (0,14-25,19)
lemMaToKpuT 47(T7) 51 (57) 2,04 (0,96-4,33) 0,81 (0,29-2,22)
TPOMGOLUTI 47 (77) 63(70) 1,01 (0,43-2,41) 0,72 (0,24-2,10)
NlerKkouuTbl 59 (97) 81 (90) 0,36 (0,03-4,20) 6,73 (0,27-167,86)

lMpumevaHue. * — paccyuTaHo B 0OA4HODAKTOPHOM JIOTMCTUYECKOM PErPECCMOHHOM MOAENH; ** — paccyuTaHo B MHOrodaKTopHoOM
JIOTUCTUHECKON perpecCoHHON MOLENN C NONpaBKOW Ha BMelMBatoLwmecs daKktopbl (Bcero 8; nogpobHee cM. B pasaene METOAbI
«[lepemeHHble»). MUPHBbIM WPUDTOM BbIAENEHBI CTATUCTUHECKMW 3HaYUMble pa3nnymsa cpaBHUBaemblx rpynn. PKL, — peaHnmaLunoHHO-
KOHCYNbTaTUBHbIN LieHTp, HCC — yacToTa cepaeyHblX CoKkpalleHun, Y — vactoTta apixanus, CA[L — cuctonnmyeckoe aptepuanbHoe
nasneHue, JAl — anactoniMyecKkoe aptepuasnbHoe fasreHue, SpO, — caTypauns KUCIOPOAOM MyNbCUPYIOLLEN apTepuanbHOM KPOBH,

pH — BoAoOpOAHbLIN NoKasaTenb, pO, — NapuuasbHoe JaBieHne Knucaopoaa B Kposu, pCO, — napuuabHoe faB/ieHne YrNeKUesoro rasa
KpoBw, BE — M36bITOK OCHOBaHWM.
Note. * — calculated in a single-factor logistic regression model; ** — calculated in a multifactor logistic regression model adjusted for
confounders (8 in total; for more information, see Section METHODS ‘Variables’). Statistically significant differences of the compared groups

are highlighted in bold. RCC — resuscitation and consultation centre, HR — heart rate, RR — respiration rate, SBP — systolic blood pressure,

DBP — diastolic blood pressure, SpO, — oxygen saturation of the pulsatile arterial blood, pH — hydrogen-ion exponent, pO, — partial
pressure of arterial oxygen, pCO, — partial pressure of blood carbon dioxide, BE — base excess.
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Ta6nuua 3. AccounaLma 4acToTbl perncTpaLn BUTabHbIX NOKa3aTenen B OTAENEHNM peaHUMaL M U UHTEHCUBHOW Tepanuu ¢ UCXOA0M

rocnutannsaunm

Table 3. Association of the frequency of recording vital parameters upon admission to the intensive care unit with the outcome

of a hospital stay

OLlU (95% AN)**

OLU (95% AN)***

0,62 (0,05-7,12)

0,27 (0,02-3,90)

0,61(0,41-6,35)

0,75(0,14-3,85)

0,72(0,35-1,49)

0,36 (0,14-0,94)

0,68 (0,33-1,40)

0,30 (0,12-0,80)

0,62(0,31-1,23)

0,38(0,15-0,93)

MokazaTenn BnaronpuATHbIN Ucxopn JleTanbHbli ucxop

(n = 61), a6e. (%) (n = 76*), a6c¢. (%)
4ycc 60 (98) 74(97)
4a 56 (92) 72 (95)
CAQ 43(70) 48 (63)
OAL 43(70) 47 (62)
Sp0, 37 (61) 37 (49)
TemnepaTypa Tena 52 (85) 47 (62)

0,28 (0,12-0,66)

0,32(0,11-0,90)

lpumevaHue. * — paHHble 14 feTel ¢ netanbHbIM UCXOLOM, HACTYNUBLLUMM B MPOGUILHOM OTAENEHUU (A0 NOCTYNNEHUS B OTAENEeHne
peaHumaLnn U MHTEHCUBHON Tepanum), He Y4UTbiBanuch; ** — paccymTaHo B 04HODAKTOPHOM IOMMCTUHECKOM PErPECCUOHHON MOAENH;
*** — paccynMTaHO B MHOroaKTOPHOM JIOFMCTUYECKON PErPECCMOHHOM MOAENU C MONPaBKOM Ha BMelunBatolwuecs Gaktopsbl (Bcero 8;
nogpo6Hee cM. B pasgene METObI «MepemeHHbie»). MUPHBLIM LWPUPTOM BbILENEHO CTATUCTUHECKM 3HAYMMOE OTHOLLEHWe WwaHcoB (OLL).
YCC — yacTtoTa cepeyHbIx CoKpaleHni, Y, — yactoTta abixanua, CAL/OAL — cuctonMyeckoe/amactonnyeckoe aptepuanbHoe AaBneHue,

SpO, — caTypaLs KUCIOPOAOM MyNbCUPYIOLLEN apTePUanbHOW KPOBH.

Note. * — the data of 14 children with a fatal outcome that occurred in the specialised unit (before admission to the intensive care unit) was
not taken into account; ** — calculated in a single-factor logistic regression model; *** — calculated in a multifactor logistic regression model
adjusted for confounders (8 in total; for more information, see Section METHODS ‘Variables’). Statistically significant odds ratio (OR) is
highlighted in bold. HR — heart rate, RR — respiration rate, SBP/DBP — systolic/diastolic blood pressure, SpO, — oxygen saturation

of the pulsatile arterial blood.

OBCYXAEHME

Pe3lome 0CHOBHOIO pe3ynbraTta UcciefoBaHus

YcTaHoBNeHa accoumalms ¢ UCXOAOM perucrTpalmun Bu-
TanbHbIX MOKasaTenen npu rocnutanmsauun B OPUT — CAL,
OAL, SpO, 1 Temnepatypa Tena, 1 nabopaTtopHbIX NoKasaTte-
Nen Npu rocnutanMaaunm B MEAULMHCKYIO OpraHn3aumnio —
BE, 06Wwu1i 6€/10K, MOYEBUHA U KPEATUHUH.

OrpaHU4YeHusa UcciefoBaHuUA

Mcnonb3oBancs peTpoCcneKTUBHbIN AW3anH UcciefoBa-
HMS, B X04e KOTOpPOro aHanuM3upoBanu TOSIbKO AOCTYMHYIO
4N M3YYEeHWUS MEeAMUMHCKYI AOKYMEHTauMto (COXpaHuB-
Wylocs B MEAMLMHCKMX OpraHu3aumsx). bbinv JocTynHbl
He BCe MeMLMHCKME KapTbl AeTen, rocnutanusaums KoTo-
pblX B MeAUMLMHCKME opraHu3daumm PoCTOBCKOWM o6nactu
B MUCCnegyembl Nepros BpeMeEHM 3aKOHYMUNach ieTanbHbIM
ncxoaom. 3ToT GaKT MOr oKasaTb BAWSHWE Ha penpeseH-
TaTUBHOCTb BbIOGOPKKU. [OCTYNHOCTb AOKYMEeHTauuu 6Gbina
orpaHuyeHa KaK M3-3a HeyaoBNEeTBOPUTENBHOIO apXMBMpPO-
BaHWA, Tak U BCNeLCTBME Nepejayvm ee B Haf30pHbIEe OpraHbl
B Nepuof uccneaoBaHus.

Ham He 6blna gocTynHa nHbopMauma o6 obLliemM Kosu-
yecTBe AeTel peaHWMauMOHHOro NPoduas, MPoNeYEHHbIX
BO BCEX MEeAWLMHCKMX opraHu3auusix obnactu 3a nepu-
o 2006-2017 rr. B vccnepoBaHve BKRIOYANW [aHHble,
nony4yeHHble N3 MEANLMHCKUX OpraHn3auunin yposHen 1 u 2,
UMEIOLNX Pa3NnYHbIN YpOBEHb KAAPOBOro U MaTepuasbHO-
TEXHUYECKOro ob6ecneyeHusl, 4To MOIJ10 CyLLEeCTBEHHO NOBAU-
ATb Ha peaynbTaTbl IEYEHUS, UCXOAbl, COCTAB NPEAUKTOPOB
M 3Ha4yeHus OoTHoleHusa WwaHcoB. bonee Toro, B uccnepo-
BaHWe He Oblin BK/YEHbl MEAWLMHCKWE OopraHu3auuu
PocToBa-Ha-[loHy, o6nagatolime aydwmnm MaTepuanbHO-TeX-
HUYECKMUM U KaapoBbIM o6ecnevyeHnem, KoTopoe, No Halemy
MHEHWIO, MOTI/10 NOBAMATL Ha Pe3y/bTaTbl UCCEf0BaHMS.

daKT n3mepeHna nokasaTens onpeaensncs no Haanyuio
pesynbTaTta B MEAWLMHCKON KapTe, C Yem MOru 6biTb CBA3a-
Hbl TOXXHOOTPULLATENIbHBIE W JIOXXHOMONOXKUTENbHbBIE AaHHbIE
O BbIMOMHEHUN uccneaoBaHus. MNpu aTom cnegyet OTMETUTD,
YTO KayecTBO MNpefCTaBlEeHUs [OaHHbIX BO MHOMMX Meau-
LIMHCKMX KapTax 6bl10 OTHOCUTENIbHO HU3KUM. TO CBSI3aHO
C Hepa3bopyMBbLIM NMOYEPKOM (BCS MHbOpMaLma 06 06beK-
TMBHOM 06CNejoBaHNUM BO BCEX MEAULIMHCKMX KapTax Oblia
PYKOMUCHOM) M BO3MOXHbIM HEMPaBW/IbHbIM Pe3ynbTaToM
NPOYTEHWUS AaHHbIX MPU BbIKOMUPOBKE. TOYHOCTb AaHHbIX
MOIN1a CHWXXaTbCsl TaKXe W BCNeACTBME BO3MOMHbIX OLIK-
OO0K Npu BbIKOMMPOBKE, TaK KaK pe3y/ibTaTbl BbIKOMUPOBKMU
He y6nnpoBanmcb U He NPOBEPSINCL HA TOYHOCTb.

MauneHTbl € neTanbHbIM WMCXOAOM XapaKTepu3oBa-
iMcb 6onee TsXKeNblM COCTOSSHMEM MPW rocnutanusauuu,
0 4YeM cBMAeTeNbCTBOBaNa 60/blasg YacToTa perncTpaLmnm
KpanHe TAXenoro COCTOSAHWUS U TAKENOro HapylweHus ypoB-
HS CO3HaHM4A. [loka3aHo [8], 4To yKa3aHHble GpaKTopbl ABNS-
JIUCb NpeAuKTopamu NeTanbHbiX UCX0A0B. B To e Bpems
6onee TAXKenble nauneHTbl 6bl1M 06cneaoBaHbl HE B MO-
HoM mepe. OcobeHHO ob6pallaeT Ha cebs BHUMaHME HU3Kasd
YyactoTa perucrtpaumnmn SpO, — nokasartens, xapaKTepusy-
olero aGPEeKTMBHOCTb OKCUTeHauMn U BEHTUASALMU, HTO
0COBGEHHO BaXKHO MpW OKa3aHWUM 9KCTPEHHON MEeAULIMHCKON
NMOMOLLM.

PesynbTaTbl 04HOMAKTOPHOrO NOrMCTUHECKOrO perpec-
CMOHHOIO aHanu3a BbIIBWIW CTAaTUCTUHECKU 3HAYMMYIO
accoumalmio HenosHoro céopa MHbopMauun 0 6OSIbHOM,
06yCNOB/IEHHOTO OTHOCUTENIbHO HWU3KOM 4acTOTOW peru-
CTpauuun BUTaNbHbIX NOKa3aTenen u gaHHblx n1abopaTtopHO-
ro o6cnegoBaHus. MNponyuweHHble JaHHble MOrK GbiTb BHE
pedepeHCcHbIX npeaenoB. Hanuume TaKMx OTKIOHAOLWMX-
CS JaHHbIX, MO HaWeMy MHEHWIO, MO3BOAUAO Obl paHblue
BbIIBUTb daTanbHOE NaTosiorMyeckoe coctosiHue. B To e



BpeMSs Hall KIMHWYECKUI ONbIT CBUAETENBCTBYET O HU3KOM
HACTOPOXEHHOCTU MEAULMHCKOro nepcoHana MeauumH-
CKMX OpraHnsaunin ypoBHen 1 1 2 rno OTHOLLUEHUIO K MOKa-
3atensM BHe pedepeHCHbIX npenenoB. 3To0 yTBeprKAeHUe
NoATBEPKAAETCS U CTAaTUCTMYECKM 3HAYMMOM accoumalm-
el C WCXOAOM HM3KOM YacTOoTbl pPerucTpauun BUTaNbHbIX
M NnabopaTopHbIX MoKasaTenen. A ypoBeHb MEAMLMHCKOM
opraHmM3aumm SBUACS 3HAaYNMbIM BMELLMBAOLWMMCA GaKTo-
pOM, aCCOLUMMPOBAHHbLIM C UCXOAOM A5 BCEX, B TOM Yucne
He3Ha4yuMbIX npeauMkTopoB. O6paliaet Ha cebss BHUMa-
HWEe 3Ha4YMmas accoumaLms ¢ UCXOA0OM BMeLMBatowerocs
daKTopa «KOHCyNnbTalMuM peaHumaTonora peaHMMaLMoH-
HO-KOHCY/IbTaTMBHOIO LieHTpar. HM3Kaa Yyactota perncrpa-
UMM AaHHbIX, Ha Hal B3rns4, CBMAETENbCTBYET O HU3KOM
MCMONHUTENBbCKON AUCLMUNINHE MEANLMHCKUX PaBbOTHUKOB
W HEBbINOJIHEHMN TpeboBaHMK npukasza N2 209H MuH-
3apaBa Poccumn [11], KOTOPbIM pernaMeHTUpyeT obs3aTesb-
HOe 3anosiHeHue Bcex rpad MeauMuMHCKOW KapTbl CTauuo-
HapHOro 60/IbHOrO.

UHTepnpeTauua pe3ynbTaTtoB UCCNE0BaHUSA

M3BECTHO, YTO B YCNOBMAX OrMPaHUYEHHbIX PECypcoB
CUCTEMbl 34PaBOOXPaHEHUs MPOCTOE MOBbIWEHWE YacTo-
Tbl perucTpaumMm AaHHbIX 06bEKTMBHOIO o6CaefoBaHuUA
AeTen npu rocnutann3auuu, NoBbllEHWE YacTOTbl BbINOA-
HEHWS HEeo6XOAMMbIX NapaKIMHUYECKMX TECTOB, 4acCToThl
AWHaMMWYEeCKOro HabnoAeHUS NPU HEOGXOAUMOCTHU U MOHMU-
TOPWHra noKasaTenem BUTaNbHbIX QYHKUMW MO3BONSET
3HAYUTENbHO CHWU3WUTb KOMMYECTBO JieTallbHbIX WUCXOA0B
[12]. 3HauynmocTb 06s3aTeNbHON perucTpaunm XU3HeH-
HO BaXHbIXx MOKal3aTefnewn noaTBepaaeTcsa U uccneno-
BaHMeM [13], BbIABUBLIMM, 4TO BEMYMHA MNOKa3aTesnewn
YCC n 4 npu rocnutanuMsdauuMm B MEOMULIMHCKYIO opra-
HM3auuo y geten B Bo3pacte 0—18 neT, Kak npaswuio,
XapaKTepuayeTcs TaxuKapAuMen U TaxumHO3 W MpeBbllla-
€T ypoBeHb 95-ro LEeHTUNSA, onpeaeneHHOro nNPoToKoI0M
PALS (ot Pediatric Advance Life Support — paclwmnpeHHas
peaHumaumns B negmnatpumn). NccnegosaHune T. KynnyeHKo
M coaBT. [14], ocHOBaHHOE Ha ayauTe neauvaTpuyecKux
CTauMoHapoB B OJHOM M3 KPYMHbIX PErMOHOB POCCMNCKOM
depepaummn, NoKasano, 4To OKONO 2/3 U3Y4YEHHON mMeau-
LIMHCKOM [OKYMEHTaLMKU XapaKTepu3oBasocb HeyaoBneT-
BOPUTENbHLIM Ka4yeCTBOM peruvcrpaumm HeobxoamMmblxX
nokasaTenen npu rocnutann3auuu MauueHToB B CTauUM-
OHap ¥ nNpoBeaeHun nedveHus. Mpu aToM B TeyeHWe roga
ayavMTa 3HaYMMO YBENMYMTb H4acToTy perucTpaumm AaHHbIX
nauMeHToB Npu BeAEeHUN MEAULIMHCKON KapTbl HE yaanoch.
C. MucKyHoBoOM M coaBT. [15] noka3aHo, 4To o6a3aTeNibHoe
BbINO/IHEHWE MUHMUMaNbHO HEOB6X0AMMOro neyvyebHo-aua-
FHOCTMYECKOro NPOTOKO/A, HanpaBAEeHHOro Ha yCTaHoBNe-
HWEe KIMHUYECKOro AMarHo3a nepepj Taknum e obs3aTenb-
HbiM oO6palleHnemM B peaHMMaLMOHHO-KOHCYNbTaTUBHbIN
LLeHTP 3a KOHCynbTauuen pebeHKa C HEOTNIOXKHbIM COCTO-
AHMEM, MO3BOJIMIO CYLLECTBEHHO CHW3WUTb NEeTanbHOCTb
B MEAMLIMHCKMUX OpraHn3auusx 1-ro ypoBHS.

3HayMMoun NMPUYMHON TOro, YTO B HalLEM UCCneaoBaHuu
B MEAMLMHCKON AOKYMEHTaUMKW MMEeloTCS He3aperncrpupo-
BaHHble MOKasaTenu BuTalbHbIX QYHKLMI, ABNSETCH 3aya-
CTYl0 OTCYTCTBME HACTOPOXEHHOCTU MEAMLMHCKOro nepco-
Hana Nno OTHOWEHUIO K NauneHTy. MMEHHO 3TUM, Mo Hawemy

MHEHMIO, onpeaensercs U ToT GakKT, YTo YacToTa NpPonyLeH-
HbIX Nokasatenen Huxe B OPUT no cpaBHeEHWIO C npuem-
HbIM MOKOEM MeOMLMHCKON opraHmn3dauuu. lponyleHHble
nokasaTe/Nn He NO3BOSAIOT Pacno3HaTb XMU3HeYrpoxatoulee
COCTOSIHME Ha AOKIMHUYECKOM CTaaun 1 NpeLoTBPaTHTb ero.
3TUM e MOXKHO 06BbACHUTb U OKa3aHWe peaHUMaLMOHHOMN
nomolLun psay nauneHTos BHe OPUT. B To Xe BpeMs NoKkasa-
HO, YTO KOPPEKTHas BHYTPWUrocnuTanbHas MaplpyTu3aums
C BblAeNEeHNEM MNaLMEHTOB BbICOKOrO PUCKa CYyLLECTBEH-
HO yny4dlwaeT UCXOAbl ne4vyeHus [16], a NpuMeHeHue eau-
HOW OOLWENPUHATON CUCTEMbI OLIEHKM COCTOSIHMSA MOBbILLAET
3QDEKTUBHOCTb OKa3aHUA MEAUMLMHCKOW MOMOLLM, cylle-
CTBEHHO obneryasi B3anMogencTBue Mexay MeauLMHCKUM
NepcoHanoM KIAMHWK PasiM4HOro YPOBHS MpWU NPOBEAEHUN
COBMECTHbIX TEepaneBTUYECKUX MeponpuaTum [17].

HecmoTpsi Ha OTMe4YeHHble HeAoCTaTKW, 3HayYuTenbHoe
60/IbLUIMHCTBO Bpayen 0Obl4HO MUMEKT Heobxoaumble 3Ha-
HUS O Mopsake o6cneaoBaHMs NauueHTa Npu rocnuTanu-
3aumn.F. Thabet n coaBt. [18], n3yyaBlune 3HaHWe coBpe-
MEHHbIX MPOTOKOMOB AMArHOCTUKW W Jle4eHUs cencuca,
Ha3HayeHus aHTMbGaKTepuanbHOM Tepanum U MpoBeAeHUs
paclWMpPEHHON peaHMMaLMOHHOMW MOMOLM cpeau cneuu-
annCTOB NO MHTEHCUMBHOW Tepanuu B MeauvaTpuu, ycTaHo-
BWK, 4TO 61 (76%) M3 80 3KCNepToB yCreLWHO CnpaBuInCb
C 3ajaHnEeM.

B xoae Hallero nccnegoBaHus He 6b110 BbISIBJIEHO Cylle-
CTBEHHbIX BPEMEHHbIX Pa3NMYMi UCXOLOB B 3aBUCUMMOCTHU
OT MPOAOIKUTENBHOCTM Nepuoaa C MOMEHTa MOCTYMNAeHUs
B MEAMLIMHCKYIO OpraHn3aumio 40 NeEPBUYHON KOHCYNbTaL MK
nauueHTa aHecTe3nonoroM-peaHMMaTonorom MeanLMHCKON
opraHm3dauuun. OgHako A. LLimakoB u coaBT. [19] noka3anu,
4YTO BPEMS A0 Hayana MHTEHCUMBHOM Tepanuu 6onee 15 MUH
NnoBbIWaeT PUCK fieTanbHoro nexoda B 10 pas.

3AKJ/IIOMEHME

BblsiBneHa accoumaums 4acToTbl perucTpaumv BuTasb-
HbIX M TabopaToOPHbIX NOKa3aTenen ¢ UCX040M MNpu rocnuta-
nn3aumn B NpUemMHbIn nokon 1 OPUT MeanuUMHCKON opraHu-
3aunn. CoOTBETCTBEHHO, OTHOCHUTENLHO MPOCThlE AENCTBUS,
HanpaBfieHHble Ha KOHTPOAb 3a MOJHOTOM peruMcTpauuu
BUTaNbHbIX M NabopaTopHbIX MOKa3aTenewn, MOryT ABWUTb-
CAl Pe3epBOM CHUXKEHMA KONMYecTBa NeTafbHbIX MCXOL0B
y OEeTEN, rocnuTann3npoBaHHbIX O/ OKa3aHUS 3KCTPEHHOM
MeAULUHCKOM MOMOLLM.

BbIPAXXEHUE NMPU3HATE/IbHOCTHU

ABTOPCKMIW KOMNEKTUB BblparkaeT MpuU3HaTebHOCTb
pefaKkTopam XypHana «Bonpocbl COBpeMEHHOW neguar-
pUKM» 3a HEOLLEHMMYIO MOMOLLb MPW MOArOTOBKE PYKOMUCH
K nedyaTu.

UCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

FINANCING SOURCE
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KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbuM MOATBEPAMSIM OTCYTCTBME KOHGAMKTA
MHTEPECOB, 0 KOTOPOM HEOOX0UMO COOOLMUTL.
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Mykononucaxapmaos | Tuna (MINC |) — HacneacTBeHHasi 60/1€3Hb 06MeHa, MpPosBASIOLLAsCs B IETCKOM BO3PacTe CUCTEMHbIM
opaKeHNeM TKaHel n opraHoB, NOCTOSHHO MPOrPeccUpyoLUM TEYEHNEM, NPUBOAALUNM K MHBannan3aumnu. [narHoctmka
MSArknx popm 3abosieBaHns 0CO6EHHO 3aTPyAHUTENIbHA MO MPUYUHE OTCYTCTBUSA CreynpUYeCKnx CUMNTOMOB. XapaKTepHbIM
cumnTomMom mMArkux ¢opm MIIC | (Kak n ans apyrux Tunos MIIC) aBasieTcs TyrornoABUXHOCTb CYCTaBOB y A€TeH B COYETaHUN
C rPbIXKeH, 4acTbIMU MHEKLUMAMU MIIN NOparKeHUAMM KnanaHoB cepaua. Yacto T1yronogBmxHocTb rpu MIIC | TpakTyeTcs: Kak
MposiBeHMe PEBMATO/IOrMYECKMX 3ab601eBaHNi (@pTPOrpurno3, OBEHUIbHbIN MANONaTUYECKUI apTpuT). B cTaTbe npeaso-
JKEH MpocToM anroputm agunarHoctkm MIIC |, nomoratowmit CKI0YMTL 3a60aeBaHMe C MOMOLLbIO MPOCTOro TecTa Ha ornpeje-
JleHne aKTMBHOCTH pepMeHTa a-L-uaypoHuaa3bl B CyXoH Karjie KpoBHu.

KntoyeBble cnoBa: getu, MyKornoamcaxapuios | Tuna, TyrornoaBuxXKHOCTb, CyXOM apTpUT, aaroputM, AMarHoOCTUKa.

(Ana yuntupoBaHus: byynHcKkas H. B., Koctuk M. M., Kono6oga 0.J1., MenbHuKkoBa J1. H. Kak He nponycTuTb Markme hpopmel
MyKonofiMcaxapmosa | Tuna y nauneHToB ¢ CyCTaBHbIMU NPOSIBNEHUAMU 3a6oneBaHnA? Bonpocbl COBpeMEHHON neauart-
pun. 2018; 17 (6): 473-479. doi: 10.15690/vsp.v17i6.1978)

BBEJAEHUE

Bcero nssectHo nopsagka 7000 peakux 3aboneBaHui,
13 HUX 0KoNMo 80% MMEIOT reHeTuyeckyto npupogy. Obuias
pacnpocTpaHeHHOCTb PeaKMX 3aboneBaHUI cCoCcTaBNAET Npu-
mMepHo 1,3 Ha 2000 HaceneHus [1, 2]. Peakne 3aboneBaHms
XapPaKTEPUIYIOTCA CMOMKHBIM WM YHWKaNbHbIM KIMHUYECKUM
TEeYEeHUEM U OKa3blBalOT XPOHUYECKOE HEraTMBHOE BO3AENn-
CTBME Ha coLManbHble U NMCUXOOTMYECKUE aCMeKTbl HU3HU

nauneHToB. MauneHTbl ¢ peakum 3a6oieBaHMEM MLLYT MOMO-
WM y Bpayen B OTHOLIEHWMM AMarHo3a M Tepanuu, OgHaKo
HECOBEPLEHCTBO AMArHOCTUYECKMUX MPOTOKONOB M OTCYT-
CTBME CMeunann3nupoBaHHbIX LIEHTPOB OKasaHWs MOMOLLM
nauneHTam ¢ peaKkumMu 3aboneBaHuaMmn NPUBOAUT K 3a1EePHK-
Ke AMarHOCTUKM U Ha3HayeHusa Tepanuu. OHUM U3 PeaKux
3aboneBaHnin, AMarHoCTMKa KOTOPOro OCTaBfsieT KenaTb
Niydlero, ABNseTCA Mykononuncaxapugos | tuna [3, 4].
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How Not to Miss the Mild Forms of Mucopolysaccharidosis
Type | in Patients With Articular Manifestations of the Disease?

Mucopolysaccharidosis type | (MPS ) is a hereditary metabolic disease that manifests itself in childhood by systemic damage to tissues
and organs, a constantly progressive course leading to disability. Diagnosis of mild forms of the disease is particularly difficult due to
the absence of specific symptoms. A specific symptom of the mild forms of MPS | (as for other types of MPS) is joint stiffness in children
combined with hernia, frequent infections, or valvular defects. Stiffness in MPS | is often interpreted as a manifestation of rheumatological
diseases (arthrogriposis, juvenile idiopathic arthritis). The article offers a simple algorithm for diagnosing MPS I, which helps to eliminate
the disease using a simple test for determining the activity of an enzyme called alpha-L-iduronidase in a dried blood spot.
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Mykononucaxapungos (MINC) — rpynna peakux (opdaH-
HbIX) 3a6osieBaHMi (C YacToTon 1 cnydyan Ha 100000 HoBo-
POXAEHHbIX) CO CXOAHOM KIIMHMYECKON KapTUHOM, CBA3aHHbIX
C HaKoMJeHWeM MUKO3aMMUHOIMIMKaHOB (MyKONonMcaxapu-
[0B) Y OTMYalOLWmMXCa APYr OT Apyra CTeNeHbio BOBMIEYEH-
HOCTM OPraHOB M CUCTEM, a TaKKe TAKECTbIO Te4eHns 3a60-
nesaHusa [5]. MINC xapaKTepusyeTcsa MyAbTUCUCTEMHOCTbIO
NOpaXKeHns, XPOHWYECKMM MPOrpeaneHTHbIM TEeYEHUEM,
paHHen MHBanuMaM3aunen 1 CoKpalweHUeM NpPoaoIKUTENb-
HOCTU XM3HU [6]. B HacTosWwmM MOMEHT BblAeNsaoT 7 TUNOB
MMOC (1, 11, M, 1V, VI, VII, IX). Npu1 3ToM camasi BbiCOKas
3a6051eBaeMOCTb cpeaun aton rpynnbl npuHagnexut MIIC |
(0,69-1,66 Ha 100000 HoBOpOMKAEHHLIX) M llla TMNOB
(0,29-1,89) [7].

MMC | tvna (MIC |) uMeeT ayToCOMHO-PEeLLECCUBHbIN
TUN HacneaoBaHuUs, B OCHOBE 3a60neBaHus fexaTt U3MeHe-
HUA B reHe IDUA, KoaupytoLemM M30COMabHbIn GepMeHT
a-L-MaypoHngasy, 4To NpPUBOAUT K CHUMKEHWIO €ro aKTUBHO-
cTu. [eH nokann3oBaH Ha 4-i xpomocome (4p16.3) n coaep-
WUT 14 aK30HOB [8]. Bcero onucaHo 6onee 100 BapuaHTOB
reHoB, NpUBOAALLMX K pa3BuTuio MIC (cornacHo cBegeHuam
basbl gaHHbIX reHeTn4eckux mytaumnn, Human Gene Mutation
Database) [9]. CHM}KeHWEe aKTMBHOCTM depMeHTa MpuBO-
OWUT K HAKOMNEHUIO MUKO3aMUHOMMMKaHOB (renapaHcynbda-
Ta U gepmartaHcynbdaTa) B IM30coMax KeToK. [MOCKONbKy

B HeKoTopbix crnydyasx Tsaxenyt dopmy 3aboneBaHus onpe-
LensieT TMN noBpexaeHus reHoB. N3yvyeHne reHoTun-peHo-
TUMUYECKMX KOPPENSLMIA NOKasano, YTo He Ans BCEX Bapu-
aHTOB MOBPEXKAEHUI FEHOB OMNUCaHa npsimas Koppenauus
¢ ¢eHoTnnom MIIC |, noatomy popmy 3aboneBaHns onpeae-
NSET, KaK NpaBuNo, KIMHUYECKas KapTuHa [8, 14].

MYKOMNOJIMCAXAPUAO3, TUM |

KnuHuyeckaa Kaptuia MIC |

MIIC | xapaKkTepu3yeTcs 3HaYUTENbHON KIMHUYECKON re-
TEPOreHHOCTbIO B OTCYTCTBUM CNeuUMdUYECKMX CHMMTOMOB,
XapaKTepHbIX Ana AaHHoOro 3aboneBaHus [14]. Tak, ang Taxe-
nbix dopm MIC |, B TOM Yncne ans paHHUX atanoB 3aboneBaHus,
XapaKTepeH BblpaKeHHbIW NULEBON AUCMOPPU3M: BbICOKUN
n06, WUpoKkme 6poBK, CMHODPKU3, TMNEPTENOPU3M, KOPOTKUI
HOC C 3anaBlUen MnepeHoCcULEen, ToACTble rybbl, MaKpornoc-
CU1$l, HU3KOE PaCMONOXKEHUE YLWIHbIX PAKOBMH, KOPOTKas Lues.
Jlnueson gucmopdur3m, HO MEHEE BblpaXeHHbIN, XapaKTepeH
n ans marknx gopm MrMC | [5, 11]. B 1abn. 1 npeacraBfieHbl
OCHOBHble CMMMTOMbI, XapaKTepHble AN pas3nuyHbiX GopMm
MTIC I, 1 BEpOSITHbIM Nepuoa ux nposisneHuns [11].

CumnTtombl MIC | HauMHatoT pa3BuBaTbCcs cpaldy nocne
poxaeHua pebeHKka. MaHudecTaumnsa 3aboneBaHus npu pas-
nnyHbIX dopmax MIC | BapbupyeT B 3HAYUTENbHOW CTEMEHMH,
M 3TO CBSA3AHO KaK C reHoTMNoMm 3aboneBaHus, TaK 1 ¢ Apyru-

474 rMUKO3aMUHOK/IMKaHbl ABAAIOTCH KOMIMOHEHTOM MeEXKie- MU, 4O KOHLLA HE U3Y4YeHHbIMKU daKTopaMu. Kaxkabli naumeHT
TOYHOro BelecTBa, CUHOBUANbHON KWAKOCTU U POroBULibI, ¢ MIC yHMKaneH B OTHOLWEHUW MOPSAKA NOSABEHUS CUMNTO-
- TO WX HaAKOMJIEHME NMPUBOAUT K MOParKEHUSIM MHOIMX OpPraHoB MOB, UX 3BOMIOLMK N NporpeccupoBanns [14].
A M CUCTEM, B TOM YMUCNI€ KOCTHO-CycTaBHOM cucteMsbl [8, 10]. BcneactBre KNIMHUYECKOW FrETEPOreHHOCTU paHHas anar-
% Ona MIC | xapakTtepHa GeHOTUNMYecKas reTeporeHHoCTb, HocTMKa MIC | Hanbonee BepPOSiTHA NPU TAXKEIOM TEYEHUM
a KoTopasi MoXeT 6blTb 06ycnoBAeHa BapuaHTOM reHa u cTe- 3abos1ieBaHus, ogHaKo npu markmux gopmax MIC | gnarHos
§ NeHb0 OCTAaTOYHOM aKTUBHOCTM depmeHTa [11]. B 3aBu- yCTaHaBAMBaEeTCs ¢ 60MbliMM ono3gaHnem. B tabn. 2 npu-
§ CMMOCTU OT KJIMHWUYECKOW KapPTUHbI BbIAENSIOT pasfinyHble BeEHO CpaBHeHWe Bo3pacTa NosBIEHUS CUMMTOMOB M MO-
; Nno TAXECTU TeyeHUs GeHOoTUMbl 3ab0NeBaHUs — TSKeny CTaHOBKMW AnarHosa ana pasnuyHelx ¢opm MIMC | no gaH-

(cuHapom lypnep) n markyto (cuHgpom Lene) dopmbl MIIC I.
TaKkKe BbIAENAT MPOMEXKYTOYHYIO GOpPMYy — CUHAPOM
[ypnep—Llene, koTopas, cornacHO €BPOMNENCKUM KIMHUYE-
CKMM peKOMEeHAaLMAM, TaKKe OTHOCUTCS K MATKUM dopmam
MIC | [12]. Tsxkenyto dopmy MIC | otanyaoT paHHUK BO3-
pacT maHudecTauum cMMNTOMOB (NepBble 6—12 MeC KU3HW)
M CKOPOCTb MporpeccupoBaHus 3aboneBaHusa [11-13].

HbIM MeXAyHapoaHOro pernctpa nauneHtoB [11]. 3agepxKa
B MOCTAaHOBKE AMarHo3a MOXET BO3HWKHYTb BCeACTBUE
CTEPTON KIMHUYECKON KapTUHbI M OTCYTCTBUSA crneuudurye-
CKMX cumnTomoB [11]. BBuAay BbipaxKeHHbIX GEHOTUMUYECKNX
ocob6eHHocTen cuHapom lypnep anarHoctupyetcs B PO yxke
B Bo3pacTte 12-14 mec, B CeBepo-3anagHom deaepanbHOM
OKpyre, N0 AaHHbIM NOCNEAHEro PermoHanbHOro nccneaoBa-

Ta6nuua 1. PacnpocTpaHeHHOCTb M BO3pacT NOSIBIEHWUS OCHOBHbIX CUMMNTOMOB Y NALMEHTOB € Pa3nMyHbIMKU dopMamu
MyKononucaxapuaosa | [11]
Table 1. The prevalence and age of onset of the main symptoms among patients with various forms of mucopolysaccharidosis | [11]

Yucno nayuneHToB (%) / MeaunaHa (ner)

Kndos/rnéyc 70/1,0 34/4,6 21/7,9
TyronoAaBWXXHOCTb CYyCTaBOB, KOHTPaKTYpbI 38/1,6 57/4,2 69/7,6
[PbIXKK NynoYyHasa 1 NnaxoBble, peLnamBupytowmne 59/0,8 60/3,2 54/4,6
[enaTomeranus 70/1,1 67/4,4 48/9,4
CnneHomeranus 51/1,2 47/4,6 28/11,0
MNoparkeHne KnanaHoB cepaLa 49/1,3 59/5,7 68/11,7
KOorHWT1BHbIE HapylweHns 46/1,2 31/3,8 9/9,2

MoMyTHEHME POroBuLLbI 71/1,1 68/4,4 70/10,5
KapnanbHbI TYHHENbHbIN CUHAPOM 8/2,3 28/7,4 51/12,5
ANHO3 BO CHe, HapyLLEHWS CHa, xpan 52/1,2 49/4,0 27/8,7




Ta6nuua 2. Bo3pacT nosiBNIeHUs CUMNTOMOB M NMOCTAaHOBKM AMarHo3a npu pasHbix popmax Mykononucaxapuaosa | tuna [11]
Table 2. The age of onset of symptoms and diagnosis in various forms of mucopolysaccharidosis | [11]

CUHAPOMDI*
NMokasarennb
Typnep Iypnep-Lleiie LWewne
Bo3spacT nosasneHus cMMNTOMOB, et 0,5 1,8 5,3
BoapacT noctaHOBKM AnarHosa, net 1,0 4 9,4
3aaepKKa AMarHoCTUKK, net 0,5 2,2 3,1

MpumevaHue. * — npeacTaBneHbl MeuaHHble 3HaYEeHuUs.
Note. * Median values are presented.

Hus, — B Bo3pacTe 18 mec [15]. B mupe, nNo gaHHbIM peru-
cTpa nauueHtoB ¢ MIC |, cpeaHnn Bo3pacT yCTaHOBAEHUS
amarHo3a K 2010 r. coctaBnsan npumepHo 0,8 roga [16],
K 2014 r.— 1roa[11].

Camasl paHHSs OMarHOCTMKa Habnogaetcs npu Taxe-
nbix ¢eHotnnax MIC |. CuHapom [ypnep xapakTepuadyercs
BblPaXXEHHOW 3afepKKON Pa3BUTUS U KOTHUTUBHbLIMKU Hapy-
LIEHMSAMM, TYronoABMMKHOCTbIO CYCTAaBOB WM KOHTPAKTypaMmM,
HU3KOPOCNOCTbIO, MOPaXKEeHUMEM cepaLa M NEerkux, renarto-
cnjieHomeranuen, NOMYTHEHWEM POroBMULbl M TYyrOyxoCTbtO.
CumnToMmbl 3a60eBaHNS NOSIBASIOTCS YXKe Ha NepBOM roay
YWU3HW M BbICTPO NpOrpeccupytoT. bes nevyeHns npoaoNKu-
TENbHOCTb XM3HM MaLMEHTOB C cMHAPOMOM [ypnep He npe-
BbllwaeT 10 net [5, 11]. Cunapom lypnep—LLene xapakrepu-
3yeTcsl He3HAYUTENbHBIMU KOTHUTUBHBLIMW HapPYLUEHUSIMWU UK
HOPMasnbHbIM MHTENNEKTOM, HO COMaTW4YECKME CUMMTOMbI
3ab0neBaHusl (MopaxKeHua cepaua, HapyweHue AblxaHus)
COKpalLatoT MPOAOIKUTENbHOCTb M3HM MaLMEHTOB, KOTO-
pas He npesblwaer 20-30 net. CuHapom Llene otnunya-
eTcs no3gHuM Ae6l0TOM, MEeHee Bblpa)KEHHOW cuMMTOMa-
TUKOW M MeANeHHbIM MNPOorpeccupoBaHneM 3aboseBaHus.
NHTennektyanbHble HapylweHusa ans aton dopmbl MIC | Hexa-
paKTepPHbI, NPOAOKMUTENBHOCTb XU3HU MOXET COOTBETCTBO-
BaTb TakoBOW B ob6uen nonynsuuu [5, 11]. B uenom ang
MArknx ¢opm MIIC | xapaKTepHO MEHbLIE CUCTEMHbIX MPO-
ABNEeHUM 3aboneBaHus, Yem npu TsxKenblx MIMC |, 1 UMEeHHOo
[MarHoctuka markux ¢opm MIC | B negnatprMyecKomn npaKkTu-
Ke NpeacTaBnseT oOnpeaeneHHyo COXKHOCTb. [Tpn 3ToM Heob6-
XOAMMO Y4MTbIBaTb, YTO 3adep)KKa AWArHOCTUKWM MPUBOAUT
K HeobpaTMMOMy NpPOrpeccupoBaHnio CMMNTOMOB 3abosieBa-
HUS U UHBANMAHOCTU Aaxke npu Markmux ¢opmax MIIC | [17].

KnuHu4yeckaa guarHoctuka markux ¢opm MIMC |

Ha cerogHsWwHWM AeHb AMarHoCcTMKa MArkux ¢dopm
MTIC | ocTaBnsieT }enatb Ayyllero: 60Mblie NoJ0BMHbI NaLu-
€HTOB oOcTaloTcs 6e3 aMarHo3a B TeYEHWE BCEW KU3HMU,
a NnauMeHTbl, KOTOPbIM 3TOT AMarHo3 6bla YCTAaHOB/EH, UMEIOT
No34HUIK CTapT Tepanun B CBSA3M C MNO3AHEN OMArHOCTUKOM
[18]. Cnabaa BblparKeHHOCTb (GEHOTUMUYECKUX MposiBie-
HUW B COYETAHUM C HU3KOM MHPOPMMPOBAHHOCTLIO Bpayven
o0 mMarknx ¢opmax MIMC | npMBOAWUT K TOMY, YTO y 3Ha4u-
TeNbHOW [A0NM TaKMX NauMeHTOB 3abofieBaHMe ocTaeTcs
Hepacno3HaHHbIM B Te4YeHUe BCEeW KU3HU. Y ~20% nauu-
€HTOB C MArkumu dopmamm MIC | 3aboneBaHue guar-
HOCTUPYIOT B cpeaHeM 4epes 5 net nocne gebiota CUMNTO-
MaTUKK, 14% naumeHToB cooO6LaloT O nocelleHun 6onee
7 Bpayen-cneumnannuctoB A0 YCTaHOBKM BEPHOr0 AMarHosa
[19]. MeanaHa Bo3pacTa YCTaHOBMEHUS AMarHo3a CuHapoMa
LLene, no pgaHHbIM 3a 2012 r., coctaBnget 9,4 roga [16],
cuHagpoma lypnep—LLene (paHHble 3a 2014 r.) B cTpaHax
Asun — 1,2-13,1, EBponbl — 0,9-9,4, JlaTuHCKON Ame-
pukn — 1,7-8,5, CeBepHon Amepukn — 1,0-8,3 roga
[11]. Mo3aHsas anarHoctuka Markux ¢opm MIIC | moxeT 6bITb

NPOAEMOHCTPMPOBaHa cneaylwmm npumepom: B Poccuu
Kaxabln rog poxkaaetcs npumepHo 18 ageten ¢ MIC | npu
3aboneBaemocty 1:100000 HOBOpPOMXKAEHHbIX [12]. 3TO
NoATBEPXKAAETCH POCCUACKMMMU CTAaTUCTUHECKUMU AaHHBIMM
no pernoHam: 3a6onesaemoctb MIC | Tvna B LleHTpanbHOM
[20] n CeBepo-3anagHom denepanbHbiXx oKkpyrax PP [15]
coctaBnsietT 0,82 n 1,0 Ha 100000 HOBOPOMKAEHHbIX COOT-
BeTCTBEHHO. M3 18 nauuneHTtoB nopsgka 40%, cornacHo
JaHHbIM MEXAYHapOAHbIX PErMCTPOB, MOTYT UMETb MSTKYIO
dopmy MIC | [16], T.e. B 06LLEN CNOXKHOCTK B Poccun opum-
EHTMPOBOYHO NpoxuBaeT 144 nauneHTa ¢ MArkon Gopmon
MIIC I. OgHako daKTuyeckn markue dopmbl MIC | guarHo-
CTMpoOBaHbl ¥y 14 nauneHToB. 310 03HayvaeT, 4yto 90% naum-
eHToB ¢ MIIC | XXMBYT C «apyrum» guarHosom [21].

C uenblo paHHEeN AMarHOCTUKU MSATKMX GOPM BO3MOXK-
HO UCK/OYEeHMEe 3ab0neBaHns y NaluMeHTOB C KOMOMHaLM-
el YacTblX CMMMTOMOB, XapakTepHbix ans MIC |. OgHum
M3 CaMblX PACMpPOCTPAHEHHbIX U OYEBWAHbLIX MPOSIBAEHUN
MArkux gopm MIIC | aBnaetrca TyronoaBUMKHOCTb CYCTaBOB
(koHTpaKTypbl cyctaBoB). Mpu MIIC |, Kak oTMeYanocsh BblLLE,
NPOWUCXOANT HaKOMIEHME TNIMKO3aMWHOMMKAHOB, KOTOPbIe
yepes aKTuBauuio Tonn-nogobHbix peuentopoB (TL4) [22]
NPOBOLIMPYIOT CEPUID METABOIMYECKMX U UMMYHHbIX peakK-
LIMN B KOCTSAX, CycTaBax M COEANHUTENIbHOM TKaHM, Yem 006y-
CNOBMMBAIOT pa3BUTUE KOCTHO-CyCTaBHbIX cumnTomoB MIIC.
B 60/bWKHCTBE Cly4aeB MOCNEACTBUS HAKOMNEHWUS TIMKO-
3aMUWHOIIMKaHOB HEO6PaTUMBbI, HYTO AeflaeT CBOEBPEMEHHYIO
OWarHoCTUKY M cTapT depMeHTO3aMeCTUTENIbHON Tepanuu
(P3T) MIC KNo4YeEBBLIMM MPOrHOCTUHECKUMU DaKToOpaMu
[23]. CornacHo gaHHbIM peructpa naumeHtoB ¢ MIIC |, KocT-
HO-CyCTaBHble MNPOSABAEHUS NPU MATKMX Gopmax 3abosne-
BaHusA BcTpedatotTcsa Y 70% 6O0NbHbIX, @ NepBble MPU3HaKK
NOpa)KeHUs cycTaBOB MposABNAOTCA B Bo3pacte 4-8 ner
[11]. Ans MIC | xapaKTepHbl TYronoAgBMMKHOCTb CYCTaBOB
W OpYyrMe KOCTHO-CyCTaBHble noparkeHus (6o/b B cycTaBax,
KOHTPaKTypbl CyCTaBOB, HEBOCMANUTENbHbIA OTEK CYCTaBOB,
BTOPUYHbIN OCTEOAPTPO3), 3TUONOrUS KOTOPbIX OCTaeTcs
HEBbISICHEHHOM NOCNe NPOBEAEHUS CTaHAAPTHbIX MHCTPYMEH-
TalbHbIX M TabopaTopHbIX UCCneaoBaHWn. BarkHas xapaKkTte-
PUCTMKA KOCTHO-CYCTaBHbIX nposiBneHun npu MIMC | — ato
OTCYTCTBME COMYyTCTBYIOWErO BbIPaXKEHHOro BOCMaNUTENb-
HOro npouecca un oteka cyctaBos [10, 24]. OpToneanyeckune
W CyCTaBHble M3MeHeHWs (NoAoGHble PEBMATONOMMYECKUM
nposieieHnsam) npu MIMC pasHbix TUNOB ABAAOTCA 4YacTbl-
MW MaHWUOECTHbIMMU CUMMNTOMaMK 3aboneBaHUs, 0COOGEHHO
y NauMeHToB 6€3 BblpaxeHHbIX TNLEBbLIX AMCMOPDUN, a TaK-
e y 60/1bHbIX paHHero Bo3pacra [25, 26].

YacTbl npumepbl OWKMOGOYHbIX AMarHo30B. 1o AaHHbIM
HabnogeHna 13 nauyneHToB ¢ cuHApomoM Llene, ony6nu-
KoBaHHOro B 2006 1., y HEKOTOPbIX NaLMEHTOB NpaBU/bHbIN
[narHo3s 6bis1 yctaHoBeH nocne 20 unun gaxe 50 NET KU3HW.
OAMH M3 nauMeHTOB MONYy4YMST KYpC [TIOKOKOPTUKOCTEPO-
WAHOW Tepanuu, Habnwaascb C AMarHo3oMm «ApTpuT». [lpu
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3TOM Y MauueHTa 6bln CycTaBHblE CMMMTOMbl — YHWUBEP-
caflbHbI M 4acTO BCTpeYaloWMMCs MPU3HaK MArKUX dopm
MIMC [24, 25]. Yawe Bcero nauueHtam ¢ MIMC ownbou-
HO yCTaHaBNMBAIOT IOBEHWbHbLIN PEBMaTOMAHbLIA apTpwT,
apTPOrpunnos, pexe — MbllleyHble AncTpodun, 3aboneBa-
HUS COEAMHUTENbHOM TKaHW, HecneunMdUIECKnin ocTeoreHes,
NOAUMMNO3NUT, 4EPMATOMMNO3UT, NOAMHENponaTnio, G pPoOMU-
anruio, cknepoaepmuto, 6onesHb lMNepteca [27, 28].

BayKHO OTMETUTb, 4TO B caydae Markmx dopm MIIC |
MMEHHO CyCTaBHble NMPOABIEHUS ABAAIOTCA OAHWUM W3 Beay-
WMX NOBOAOB O6palleHns nauueHToB K AETCKMM peBMaTo-
noram u optoneaam [19]. Bpaun optoneabl 1 peBMaTtonoru
UrpatoT BakKHyl0 pofib B MpeaBapuTenbHOM AMarHoCTUKe
MTIC (v MIIC | B yacTHOCTH).

ANropuTMbl KNMHU4YEeCKon anarHoctuku MIC |

ANrOpUTMbl AMArHOCTUKM MOTYT YAyYlWWTb BblSiBIEHWE
MIC | uan cokpatuTb BPeEMS OT MOMEHTa MOSIB/IEHUSA CUM-
NTOMOB A0 NOCTAHOBKM AuarHo3a. COBEPLUEHCTBYS KIWMHU-
YyecKyto anarHocTnky MIIC |, rpynna eBponencKknx aKcnepToB
B o6nacTu neguaTpum M MeTabonmMyeckux 3aboneBaHum
B 2016 r. paspaboTana anroputM paHHEW AMarHOCTUKMK
3aboneBaHns. ANrOPUTM CO34aH Ha OCHOBE KIMHUYECKMX
AaHHbIX 35 nauunenToB ¢ MIC | TMna, U3 HUX 16 UMenu CUHa-
pom [lypnep, 10 — cuHapom lypnep—Llene u 9 — cuHa-
pom Lene (puc. 1) [29]. OCHOBHbIM CMMMATOMOM, KOTOpPbIH
MOJIOXKEH B OCHOBY AMArHOCTMYECKOro anroputma, sBasercs
KMdOo3 B rpyaonosiCHUYHOM OTaene no3BOHOYHMKa (rMoyc).
Y peten Ao OBYXJIETHEro Bo3pacta 3TOT CUMMMTOM SBASeTcH
OCHOBaHWEM A1 NpoBeAeHUs CKpWHUHra Ha MIIC |. Mpu
€ro coveTaHun ¢ 3aePKKOM Pa3BUTHS BbICOKA BEPOSTHOCTb
Txenon gopmbl MIC |. Y geTten crtapwe 2 NeT K BbICOKO-

3Ha4YMMbIM CHUMMATOMaM, NMOMMMO KudO3a, OTHOCATCA Tyro-
NOABUXHOCTb CYCTaBOB M KOHTpaKTypbl 6e3 BocnanuTenb-
HbIX U3MEHEHUN (T.e. 6e3 KIMHMYECKOW KapTWHbI apTpuTa).
ABTOpbI yKa3blBatoT, YTO MPUMEHEHWE AaHHOro anroputma
no3B0OAKN0 6bl AMAarHoCTMpoBaTb 3abonieBaHune y 91% nauyu-
€HTOB B 60s1ee paHHME CPOKM [29].

Ona mearkux Gopm B anropuTMe BblaefieHbl Hanbonee
cneumdnyHble NPU3HAKM — KOHTPaKTypbl CyCTaBOB B coYe-
TaHWW C AONONHUTENbHbIMK NposiBNeHnsIMKU. Hanbonee 4yacto
BCTPeYatoLWMMUCa PaHHUMU CUMNTOMaMK Yy NaLMEHTOB C MSAT-
Knumn dopmMamu 6blIn peuuaneupyolime MHGEeKUMM Bepx-
HWUX AbIXaTeNbHbIX NyTEN W yXa (OTUTbl, 3aTAMKHbIE PUHUTDHI
n GapuHIrnTbl), TOMYTHEHWE POrOBULbI, aHOMaNUKU KnanaHoB
cepaua, rpbiK, KapnaabHbIM TYHHENbHbIM CMHAPOM, rena-
ToMeranusa u ap. [16, 18, 19, 28, 29]. B ynpouweHHOM BUae
anroput™M AWarHocTmkuM mMarkmx ¢dopm MIC | y nauymeHToB
C CYCTaBHbIMW CMMMTOMaMM MOXHO NpPeacTaBuUTb B BUAE
cXembl (puc. 2).

AprymeHToM B MNonb3y ucktodeHus MIC |, cornacHo
YKa3aHHOMY BblllE€ anropuTMmy, SBASETCS wccnefoBaHue,
BblNoNHEHHOe B bpasununn. B gaHHOM MccnefoBaHuu cpean
55 pgeTten ¢ KOCTHO-CYCTaBHbIMU MPOSIBIEHUAMU HEU3BECT-
HOM MPUYUHBbI (6011, CKOBAHHOCTb, KOHTPaAKTypbl B CyCTa-
Bax, HeBocnanuTenbHas apTponaTus, BTOPUYHbIA OCTeoap-
TpO3) Obln BbIABAEH 1 MauueHT ¢ MyKornonauMcaxapuao3om
(B AaHHOM cny4dae 310 6b11 Il TMN MIMC co cxO0AHbIMU CUM-
ntomamu MIIC ). BbigeneHne MIC B cTonb He6OSbLLOM
BbI6OPKE MALMEHTOB SIBASETCA 3HAYMMbIM COObITUEM, T.K.
pacnpocTtpaHeHHocTb MIC pa3HbIXx TUNOB B 06LEN Nonyns-
umm coctasnset 1:22000, v BbiSBNEeHME NaLUUeHTa C PeAKUM
3abofieBaHMEM B Masion Bbl6OpKe SIBASETCS MHAMKATOPOM
[OCTaTO4YHO 3 PEKTUBHOM AnMarHocTuku [30].

Puc. 1. Anroput™ paHHew KIMHUYECKON AMarHOCTUKM MyKononucaxapuaosa | Tuna [29]
Fig. 1. Algorithm for early clinical diagnosis of mucopolysaccharidosis type | [29]

Bospact mnague 2 net:
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Het Jik]

2 uiu 6onee NpU3HaKoB:
TPBOKM (PELMaAMBUPYIOLLAN UK NEPCUCTUPYIOLLAs),
rpbhxeceyeHne
peunansupyoLLme UHbEKLIMKM yxa, ropia, Hoca
rpy6ble Y4epTbl 1@
3a/IepKKa pa3BuTHs
renatomeranus
TYronoABMHOCTb CYCTABOB / KOHTPAKTYpPbI
HeBoCMNaUTENbHOM NPUPO/BI (banaHrv NanbLUEs,
KWUCTH, NieYeBble CyCTaBbl)
nopa)eHue KnanaHoB cepaua
CHWKEHUE CNyXa, KOTOPOE HENb3sl 0GbACHUTb UK
HanpaMyio CBA3aTb C PeLMANBUPYIOLLMMU OTUTaMK

Ja
H 3afiepXKKa KOrHUTUBHOIO Pa3BUTUA

Bospacrt crapuue 2 net:
° Kndo3a/rubyc, nnu
® TYronoABMXHOCTb CYCTaBOB / KOHTPAKTYpbl HEBOCMAUTENbHOM
npupoabl (banaHru nanbLes, KUCTH, N1eYeBble CyCTaBbl)

[a J/ Het
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2 unu 6onee NPU3HaKOB:

® renatomeranus

® rpy6ble YepTbl 1L

® 3ajepXKa pocta

° peuuamBuMpyloLLe MHOEKLMM yxa, ropna, Hoca

® MOBTOPHblIE OMepaLumn (OpToneanyecKue, HoOCOrI0TKa
1 ywm)

® opaeHue KnanaHoB cepaLa

° pbiKM (PELMAMBUPYIOLLAs UK NEPCUCTUPYIOLLaS),
rpbixecevyeHne

® MOMYyTHEHWE POrOBULLbI

® 3ajepXKKa pasBuTus

® KapnanbHbli TYHHENbHbIA CUHAPOM

!

| MpeanonoxutensHo Tsxenas ¢opma MIC | |

| MpeanonoxutenbHo msarkas ¢opma MIC |

PekomeHfaums: 06paTUTbCs K CneLmanmcty no METaboIM4eCKUM 3a601eBaHNAM B CrieLnan3npoBaHHbIi LEHTP AN AMarHoctuku MIAC*

lpumevaHne. MINC — mykononucaxapuaos. * B Poccun HEO6X0ANMO 06paTUTLCS K FTEHETUKY B MEAWKO-TEHETUHECKYIO KOHCYIbTauMIo.
Note. MINC — mucopolysaccharidosis. * In Russia, it is necessary to visit a geneticist in a genetic consultation.



Puc. 2. Anroput™ iMarHOCTUKU MSITKMX GOPM MyKononucaxapuaosa |y naumMeHToB ¢ CycTaBHbIMU NPOSIBIEHUSAMU 3a601eBaHus
Fig. 2. Algorithm for diagnosing the mild forms of mucopolysaccharidosis | in patients with articular manifestations of the disease

TyronoaBU}KHOCTb CyCTaBOB

BOCMaMTENbHOM peaKLn)

(«CyxoW» apTpuT, OTCYTCTBUE BblPaXKEHHOMN +

Mopo3pexue Ha MIMC | Tuna?

[lononHuTenbHbie CUMNTOMbI, YKa3biBaowue Ha MIC I:
© renatomeranus UAKU cniaeHomeranus
e rpybble YepTbl 1La
® 3aJeprKKa pocTa
° peunaMBupyloLLMe MHDEKLMK yXa, ropna, Hoca
© MOBTOPHbIE OnepaLmMm (OpToneanyecKkme, HOCOrNoTKa U yLIun)
© MopakeHue KnanaHoB cepaua
© PbIXM (PELMAMBUPYIOLLAA MK NEPCUCTUPYIOLLASN), TPbXKeCceYeHne
© MOMYTHEHWE POroBMLbI
® 3aJeprKKa PasBUTUS
® KapnanbHbli TYHHENbHbIA CUHAPOM

WUckniounte MIC | TMNa nocpeacTBOM OLEHKM aKTMBHOCTU depmeHTa
a-L-1aypoHnaassl B CyxoM NiTHE KPOBW MK HAMPaBUTh NMaLMEHTA K FTEHETUKY

MpumevaHne. ICTOYHUK: MANKOCTPaLLUA aBTOPOB.
Note. Source: Author's illustration.

BaxHOCTb paHHeW AMArHOCTMKM U CBOEBPEMEHHOr0
Havyana Tepanun MMEHHO MATKMX GOopM MyKoMonucaxapu-
fJ03a | TMna noka3aHa Ha CcpaBHUTENbHbIX MCCNeAoBaHM-
AX pe3ynbTaToB /leYeHUss CUBIMHIOB C Pa3HbIMU CPOKaMM
Havyana depmMeHTo3aMecTUTENbHON Tepanun [31]: AEBOYKHM
¢ cuHagpomowm Lllene B Bo3pacte 17 net (ctapt 3T B BO3-
pacTe 5 net) n ee mnaguwero 6pata B Bo3pacTte 12 net (ctapT
®3T B Bo3pacte 5 mec). ManbyunK, KOTOPOMY CBOEBPEMEH-
HO Obln MocTaBfieH aAnarHo3 v Hadata P3T, yepe3d 12 net
He umen rpybbix YepT NiMLa, CHUKEHUSA cryXxa U 3adeprKKu
pocTa, ero IQ 6611 paBeH 116. [ToapoCcToK nMen HebonbLlloe
OorpaHuyeHune ABMKEHUI B ly4e3ansiCTHbIX CycTaBax M cycTa-
Bax IV 1 V nanbueB KUCTK; KnanaHbl cepaua 6bin n3ameHe-
Hbl MMHWManbHO; UMENI0 MECTO MUHWMasbHOE MOMYTHEHME
poroBuUbl. Y cTaplien cectpbl ¢ no3gHuMm crtaptom P3T
UMenn MecTo rpybble 4yepTbl Nnua, 3afeprKKa pocTta, Tyro-
NOJIBMXHOCTb M KOHTPAKTYPbl KPYMHbIX CYyCTaBOB, Kapnasib-
HbI TYHHENbHbIM CUMHAPOM, MOpa)eHWe KianaHoB cepaua
n runeptpodus npaBoro npeacepaus. [leBoyka mmena xpo-
HWYECKMUW CpPedHUM OTUT U TYroyxoCTb CPEAHEN CTeneHw,
IQ 80, TaKkKe UMeNI0 MECTO CHUMKEHWNE HUBHEHHOM EMKOCTH
NIETKUX. ABTOPbI CHMTAIOT, YTO NMpPU MATKON GOpMe MyKOomMo-
nucaxapmgosa | tmna (cuHgpome Llene) Havyano 3T po
MOMEHTa KIUHUYECKUX MPOSBIEHWUA MOXET 3Ha4YUTENbHO
3aMeaITb MW NPefoTBPaTUTb PasBUTUE MHOTMMX CUMMTO-
MOB 3aboneBaHus. AHanormyHble NpMMepbl HEOBXOANMOCTH
paHHero Havana P3T nokas3aHbl y CMO6COB € ApyruMn popma-
MW MyKononucaxapuaosa [32, 33].

JNNaGopaTopHasa guarHoctuka MIC |

Mpn HanMyYuKn KAMHU4YeCcKMx npudHakos MIC | Heob6xo-
AMMO NPOBECTU NabOPaTOPHYIO ANArHOCTUKY C MPUMEHEHMU-
eM GUOXMMUYECKMX U MONEKYNAPHO-TEHETUYECKUX METOA0B
nccneaoBaHus. buoxmmnyeckoe TecTUpOBaHWE BKIOYaAET
onpeneneHne akTMBHOCTM depmeHTa «-L-naypoHuaassl
B IeMKOUMTax KpoBKU nan dubpobrnactax v aBASETCS «30/10TbIM
cTaHgapToM» anarHoctukn MIC. UccnegoBaHne akTUBHOCTH
depmeHTa BOSMOXHO B CyXMX MATHaX KPOBMW, yAOOHbIX ANs
TPaHCMOPTUPOBKK. ANIbTEPHATUBHbLIM BUOXMMUYECKUM METO-
[IOM vccnefoBaHus aBnsgeTcs GryopoMeTpuyeckoe onpeae-
NIeHWe KOHLEHTpaLuK MMUKO3aMUHOIMMKaHOB B Moye. [lpu
MTIC | B Mo4e NOBbIWAETCA KOHLEHTpaLMa renapaHcynbda-
Ta 1 gepmMataHcynbdata [34]. OgHaKo Npu MArkux dopmax
MTMC 3HauYnTEeNbHOro NOBbIWEHNS IKCKPELIMK MMKO3aMUHO-

IMIMKaHOB C MOYOM MOXET U He HabnogaTbcs. OnucaHbl cny-
Yau cuHapoma LLlene ¢ HopmanbHOM aKCKpeumen gepmaTaH-
u renapaHcynbdata [24]. B COOTBETCTBUKN C COBPEMEHHBLIMU
peKkomMeHaLUAMK, NONIOKUTENbHBIN pedynibTaT GUoXUMUYe-
CKOro Tecta Heo6Xo4MMO MOATBEPAUTb MOJIEKYNAPHO-TEHe-
TUYECKUM UccnefoBaHueM. C Lenbio BbIABNEHUS HOCUTENEN
B CEMbE C U3BECTHLIM TUMOM MOBPEXAEHUS FEHOB, a TaKXe
ANS NpoBeLEeHUs npeHaTtanbHOW AUarHOCTUKU WMCMONb3YIOT
ceKBeHupoBaHue no CaHrepy (4alle) UM CEKBEHUpPOBaHUE
HOBOroO nokosnenus [35].

Neuyenne MINC |

B HacToAWMM MOMEHT UCMNOJIb3YIOTCH ABA OCHOBHbIX MOA-
Xxo4a K fievyeHunto 60sbHbIx MIC |: TpaHcnnaHTaumsa KOCTHOIoO
Mo3ra (reMOrno3TUYECKUX CTBOJIOBbIX KIETOK, TOMbKO And
TSenon Gpopmbl) n GepmeHTo3amecTuTenbHas Tepanus (Ans
Bcex Gpopm 3aboneBaHuns). B HEKOTOPbIX paboTax NoKa3aHbl
Xopouwwue pesynbraTbl NP KOMOMHaUMK 3TUX MeToa0B [36].

TonbKo npu Taxenbix dopmax MIC | B KavyecTBe mMeToaa
Tepanuu paccMaTpuBaeTCcs TpaHCNaHTauusa KOCTHOro Mo3-
ra. [JaHHbln MeToa Tepanuu Ucnonb3yeTcs y AeTen B BO3-
pacte 2-2,5 neT A0 pa3BUTUSA HEOOPATUMbIX KOFHUTUBHbIX
U3MEHEeHWUN, a TaKkKe A0 GOPMUPOBAHUSA THAKENbIX U3MEHE-
HWUN BHYTPEHHUX OPraHoB, YTO CTaBWT NOJ COMHeHWe 6e30-
NMacHOCTb MPOBEAEHUS TpaHCMIaHTauMu reMornoaTUHEeCKUX
CTBOJIOBbIX KETOK. OCHOBHbIMW MOCaMW TpaHCnAaHTaLuum
KOCTHOro MO3ra cfeayeT cyuMTaTb BEPOSATHOCTb CYLLECTBEH-
HOIO CHUXEHUS TEMMNOB MPOrpeccupoBaHns 3abosieBaHus,
BO3MOXHOCTb KOFHUTUBHOIO Pa3BUTUSA, CHWXXEHWE pUCKa
C@aBNE€HUN CMMHHOIO MO3ra, NPOAJIEHNE XN3HU MaLMEHTa,
CylLLECTBEHHOE Yyny4ylleHne KayecTtBa u3Hu [37]. OcHOB-
HbIMW HeaoCTaTKaMW TPaHCNAaHTaUMM SBASIOTCA TPYAHOCTH
€ NoA6opPOM AOHOPA, PUCKM TPAHCMIAaHTALMOHHbBIX OCIOXHE-
HWWN, TaKMX KaK reHepann30oBaHHble MHPEKLMMN, TOKCUYECKUN
3bPEKT XMMUOTEPANEBTUYECKMNX NpenapaTtoB Ha M3MEHEH-
Hble BHYTPEHHWE OpraHbl BCIeACTBME OCHOBHOMO 3abonesa-
HUS, OTTOPXKEHWEe TpaHCMnNaHTaTa, peakuus «TpaHcnnaHTaT
NPOTMB X03AMHa», HE06XOAMMOCTb MpUeMa MMMYHOCymnpec-
CMBHbIX NpenapaToB. K coxaneHuto, BbllenepeyncneHHole
OCNOXHEHUS B COYETAHUM C NOPaXKEHNEM BHYTPEHHUX Opra-
HOB y nauueHToB ¢ MIC mory 6biTb NPUYUHON NETaNbHbIX
MCXOA0B B MEpU- WK NOCTTPaHCMIaHTaUMOHHOM Nepuoaax.
BepoaTHOCTb NeTanbHOro MCXoa 3aBMUCHUT OT COMaTUYECKOro
COCTOSIHMSI MauMeHTa, BO3pacTa NpoBeAeHUs TpaHcnaaHTa-
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unK, Hannumsa O3T B npefaTpaHcnaaHTaUMOHHOM nepuoge
(coKpallaeT neTanbHOCTb) M cocTaBngeT B cpeaHeM 10-15%
B pasHbix cTpaHax [38, 39]. HeKkoTopbIM NauneHTam nocne
TpaHCNaHTaumMM KOCTHOrO MO3ra MOXeT noTpe6oBaTbCs
®3T. Mpoueaypa BbINOAHAETCA B 06s3aTeNbHOM Mopsaake
BCEM MaLMeHTaM C MOMEHTa YCTaHOBNEHWS AuarHosa Ao
aTana MpoBeAEeHUs TpaHCMIaHTaUMKM C LEeNblo ynyyleHus
COMaTUYECKOro COCTOSHMS pebeHKa, a TaKKe B TevyeHue
HECKOJIbKMX MecsiLLeB Mocie caMor MaHUNyAsLUKU, NOCKONb-
Ky TPaHCMNAaHTMPOBaHHbIE FEMOMO3TUYECKME KNETKM BbIpa-
6aTbiBalOT HEAOCTATOYHOE KOIMYECTBO depMeEHTa B paHHEM
nocTTpaHcnaHTaunoHHoOM nepuogae [39].

KntoyeBylo poib B HEOBXOAMMOCTU paHHEN AWMArHOCTUKM
MArkux ¢gopm MIIC | urpaer BO3MOXKHOCTb MPUMEHEHUS
natoreHetvyeckon ®3T Ansg TaKWX MNaLMEHTOB, Y KOTO-
pblX OHa Haubonee apPeKTMBHA, B CpPaBHEHMW C Nauu-
eHTaMK, UMELMMWU TSXKeNble BapuaHTbl TevyeHusa [11].
Mpu Marknx gopmax MIC | ®3T aBnseTcs NOXUIHEHHOWM
Tepanuen U NpoBOAUTCH PEKOMOWHAHTHOM 4YenoBeYecKom
a-L-naypoHnaason (napoHMaal3on) B BUAE exeHenelb-
HbIX BHYTPUBEHHbIX MHPY3W. Ha cerogHawHuin aeHb 3T
C NPUMEHEHNEM PEKOMOWMHAHTHOrO GepMeHTa ocTaeTcs
OCHOBHOM NaTOreHEeTUYECKON Tepanuen npu MArkux dop-
Max MMC | [16, 40, 41]. ®epMeHTHbIN NpenapaT 3aperu-
cTpupoBaH B EBponenckom cotose B 2003 1., B Poccuimckon
depepaumm — B 2008 1. P3T ncnonblyeTtca npu Beex dop-
Max MTIC |, HO ny4dwmne ucxoapl cnegyeT oXunaaTb NPU MArKUX
dopmax (cuHgpom lypnep-Llene, cuHapom Lene), Koraa
HeT MeHTanbHoro geduumta [12, 13]. JaHHaga cneunduKa
adpdeKTa Tepanuun obycnosneHa 60/bLION MONEKYNSPHOM
Maccon ¢epmeHTa U HEBO3MOXKHOCTbIO MPOHUKHOBEHMSA
PEKOMOMHAHTHOrO ¢depmMeHTa 4vepe3 remaTosHuedanmye-
CKuK 6apbep [37].

OCHOBHbIMK apdeKTaMn Tepanuu CreayeT cunTatb yayu-
LEeHNe pecnupaTopHoOn QYHKLMKU, YMEHbLUEHWE 4YacTOTbl
N TSXECTU UMHOEKUMHN, pacliMpeHne ABWUraTeNlbHOW aKTuB-
HOCTU pebeHKa, yBennyeHne ob6bema ABUKEHUIN B cycTaBax,
4YaCTUYHOE CHUXKEHWE TEMMOB MPOrpeccMpoBaHnsa nopaxe-
HWS CKeneTa U BHYTPEHHUX OPraHoOB, CHUMEHME 3KCKpeLun
rMMKO3aMUHOIIMKAHOB, COKpalleHWe pa3MepoB MeYeHu
N cenes3eHKM, 4Yto obecrneynBaeT YBeIUYeHe exeaHEBHOM
aKTUBHOCTM U yNyylleHWe KavyecTBa Xu3Hu [12, 42]. Hecmo-
TP Ha 3addeKTuBHOCTL P3T, ocTaloTCcs TKaHW M opraHbl
C HU3KOM OMOOOCTYMHOCTbIO ANs EepMEHTHbIX npenapa-
TOB — 3TO KOCTHas M XpsilleBas TKaHb, cepaLe, LeHTpanbHas
HepBHas cucTema, TKaHu rnasa u porosuua [43]. B HacTos-
LLMA MOMEHT BeayTcs pa3paboTKM No NPeofosIEHUI0 rema-
To3HUedannyeckoro 6apbepa C MOMOLLbID CneunanbHbIX
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0O6ocHoBaHue. SneHANMOMbI NPEeACTaBIsOT COO0H rpyry OMyXoaek IMaibHOro MPOUCXOXKAEHUS, 0ObIYHO BO3HUKAIOLLMX
B 06/71aCTU 3aHEN YEPENHON SIMKM, pexe — B GOKOBbLIX )KeJy[Jo4YKax U CIMHHOM Mo3re. Yalje Bcero peuuanBupoBaHue
3MeHANMOM MPOUCXOAUT B MECTaX MePBUYHOMN JIOKaAn3aLmum ambo B LIEHTPaIbHON HEPBHOM cucTteme. Metacta3mpoBaHue
3MNeHANMMOM 3a Npeaesibl KPaHUOCMMHAaAbHOM CUCTEMbI MPOUCXOANT KpahHe peako. OnucaHue KJIMHMYECKOro ciy4vasl.
lMpeactaBieH KIMHUYECKNI MPUMEP IKCTPAHEBPAIbHOr0 MeTacTa3mpoBaHUsl B KOCTU M KOCTHbIM MO3r Y NayneHTKN B BO3-
pacte 10 net ¢ aHanaacTUYECKON 3MEeHAUMMOMOWN CyrnpaTeHTOpMaabHON JIOKa/IM3auuu Mocae KOMIIEKCHON Teparnuu.
lpoBeaeH 0630p 0MNy6/MKOBaAHHbLIX C/lyYaeB Pa3BUTHS IKCTPAHEBPasIbHOr0 MeETacTa3umpOBaHMs SMEeHAMMOM Yy AeTen.
lMpeanpuHATa MonbiTKa PaccMOTPETh BO3MOXKHbIE (PaKTOPbl PUCKa UX Pa3BUTUS. 3aKaoYeHme. SneHanuMapHble Onyxoau
CNOCO6HbI K 9KCTPaHEBPAaJIbHOMY METAcTa3MpOBaHUIO B KOCTHYIO M FeMOIMO3TMYECKY0 CcUCTEMbI. [1pOAOMKEHHbIN POCT
n MeTacta3mpoBaHue 06YC/I0BANBAIOT KpanHe Heb1aronpusiTHbINA MPOrHo3 3abo/ieBaHus.
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Extraneural Metastasis of Ependymoma in Children:
A Clinical Case

Background. Ependymomas are a group of glial tumours, usually occurring in the posterior cranial fossa, less often — in the
lateral ventricles and spinal cord. Most often, the recurrence of ependymomas occurs in primary sites, or in the central nervous system
(CNS). Ependymoma metastasis beyond the craniospinal system occurs rarely if ever. Description of a Clinical Case. A clinical example
of extraneural metastasis to the bones and bone marrow in a 10-year-old patient with supratentorial anaplastic ependymoma after
complex therapy has been presented. A review of published cases of the development of extraneural ependymoma metastasis in
children has been presented. An attempt was made to consider possible risk factors for their development.

Conclusion. Ependymal tumours are capable of extraneural metastasis to the bone and hematopoietic systems. Continued growth and
metastasis lead to extremely unfavourable prognosis for the disease.
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OBOCHOBAHME

AnNeHANMOMbI — 3TO OMYXONW MManbHOrO NPoUCXoXKae-
HUS, 06bIYHO BO3HMKalLWMe B 06/1acTh 3ajHen YepenHon
MKW, perxe — B GOKOBbIX KeyJo4yKax U CMMHHOM Mo3re
[1, 2]. 3TO TpeTbs NO pacnpoCTPaHEHHOCTU B MNeauvatpu-
YECKOW MpaKTUKe OMNyxo/b LEeHTpasibHOM HEpPBHOM cucTe-
mbl (LHC) [3, 4], gona KoTopon B O6LLeW CTPyKType ony-
XONnen [daHHOW noKanu3auumn coctaBnser 8-10% [1, 5].
3neHaMMOMbI NPeACTaBNFIOT reTePOreHHyI rpynmy onyxosnen
C pa3HbIMKU UMMYHOIMCTOXMMUYECKUMU XapPaKTEPUCTUKAMMU,
pesynbrataMu n1e4eHnsa n nporHo3om. OHKW YacTo peunanBu-
pyloT B MecTax NepBUYHOM NoKannadauuu [6]. Takke obLmm
AN 3TUX Onyxofen sBASeTcs NenToOMeHUHreanbHoe pac-
npoctpaHeHue B apyrve otaensl LLHC yepes uepebpocnu-
HallbHYIO XXWAKOCTb [2]. YacToTa peunanBoB y AeTen LOCTH-
raet 74% (NnonoBuMHa — NOKa/bHbIA pPeunanMB) B CPedHEM
B TeYeHWe ABYX NeT OT MOMEHTa NOCTaHOBKMW AMarHosa [6].
KpalHe pegkum ABASETCA pa3BUTME IKCTPaHeBpPasbHbIX
MeTacTa30oB 3MeHAUMMOMbI, 4YacToTa KOTOPbIX COCTaBAfeT
3,7% BCex cny4yaeB Pas3BUTUS IKCTpaHeBpasbHbIX MeTa-
cTa30B [7]. OnncaHbl cnyyan pa3BUTUS IKCTPaHEBPabHbIX
MeTacTa30B B JIErKue, NieBpy, MeyeHb, KOCTU, nmbaTu-
YecKMe y3/bl, KOXYy U MArkMe TKaHu. MeTacTa3uvpoBaHue
B KOCTM WM KOCTHbIA MO3I OMUCaHO TOMbKO B HECKOJIbKMX
HabnaeHnsx (Tabn.).

MpeactaBnsiem onucaHWe KpanHe PefKoro KIMHUYECKOro
cnyyas aHannacTMY4eCKOW 3NeHJUMMOMbI CynpaTeHTopuasb-
HOW NoKanusauun ¢ pa3BUTUEM IKCTPaHEBPaASIbHOro MeTa-
CTa3nMpoBaHWsA B KOCTU CKeneTa U KOCTHbIM MO3r. [laHHas
KNMHUYeCKaa AEeMOHCTpauusa MNOoATBEPXLaeT CnoCO6HOCTb
3MNeHAUMapHbIX OMyXonen K 3KCTpaHeBpalibHOMY MeTacTta-
3MpOBaHMio, onpegensowemMy KpanHe HebaaronpuaTHbIN
NPOrHO3 3a60/ieBaHMS.

KNUHUYECKHUHA NPUMEP

0 nauyueHTe

MNpeactaBneH KIMHUYECKMI NpUMep nauneHTky b., 10 neT.

N3 aHamHe3a M3BeCTHO, 4TO AeBO4YKa 6O/bHa ¢ Mas
2013 r., Koraa nNoOsIBUIMCb MPUCTYMbl CYAOPOr B MpaBbiX
KOHEYHOCTSAX (MPEMMYLLECTBEHHO B PYyKe), ronoBHas 60/b
C TOWHOTOM, aTakcusa npu xoab6e. o AaHHbIM MarHuT-
HO-pe30oHaHcHoM Tomorpadun (MPT) ronoBHoro mosra OT
08.07.2013, BbIiBNEHO 06beMHOe ob6pa3oBaHWe eBOM
TeMeHHoM obnacTu. Mo gaHHbIM 3HUedanorpadum BbiSBAEHA
anunenTMyecKkas akTmBHocTb. 12.07.2013 B HauuoHanbHOM
LeHTpe neavaTpuuM M OETCKOM XMpypruu ropofa buuiKeka
(Knprusus) BbinonHeHa onepauus — OTKpbITas 61Moncus ony-
XON NeBOM TeMeHHon o6nactu. Mo gaHHbIM MPT ronosBHoro
mo3ra ot 30.07.2013 BbifiBNIeHa 30Ha HEOAHOPOAHOrO CUr-
Hana ¢ UMOMbuumen KpoBblo pasmepamn 38X30X35 mm.
BbimonHeH nepecMoTp TUCTONOTMYECKUX MpenapaToB B
HaunoHanbHOM MeAMLMHCKOM MCCNeaoBaTeNbCKOM LIEHTPE
[IeTCKON remMaToNorMm, OHKOMOMMU U UMMYHOMOMMU UMEHU
Omutpua PorayeBa (Mockga). 3akstodeHue (ot 05.08.2013):
«AHannactuyeckas aneHammoma, WHO grade lli».

®dusuKanbHaa guarHocTuka

Mpn nepBMYHOM MNOCTyNNEeHUN B deaepanbHbii LEHTP
12.08.2013 no WHUUMATMBE POAMTENEN: MPU OCMOTpPE
HEe NIMXOPaAMT, anobbl Ha CU/bHYIO FONOBHYIO 60/b, PBO-

Ty. Koxka 6negHasi, ynctas. KOXKHbi MOKPOB W BUAUMbIE
CNN3UCTble 060/04KM 4ucTble. CepaedyHo-neroyHas pnes-
TEeNbHOCTb yAOBNEeTBOPUTENbHASA. MBOT MATKUI, AOCTyneH
rnyboKon nanbnauMmM BO BCeEX oTaenax, 6e360/1e3HEHHbIN.
dusnonornyeckne oTnpaBneHns B Hopme. HeBPONorniecKkumn
CcTaTyc: AeBOYKa B CO3HAHWMU, NMPEUMYLLECTBEHHO JIEHMUT,
Bsnas. KOHTaKTHa, OpMeHTUpOBaHa, Ha OCMOTP pearunpyet
BAn0. B TeyeHne gHA — NPUCTYNbl CUIIbHOW FON0BHOW 60K
C TOWHOTOM M pBOTOW. [0 YepenHbiM HepBaMm: | napa —
060HAHME 6e3 mameHeHuw; |l napa — ocTpoTa 3peHus
He HapyuweHa; lll, IV, VI napbl — rnasHble wenu S = D, 3pay-
KW OKpyrnon ¢dopmbl, doTopeakuuss npsmMas U CoapyrKe-
CTBEHHas; V napa — HUMKHAS YeNtoCTb MO CPEeAHEN JIMHUMU,
OBUXKEHUS HUKHEN 4YentoCcTu He orpaHuyeHbl; VIl napa —
HapyleHne GYHKLUMU MUMUYECKMX MbIWL, CrAaXKeHa HOoCo-
rybHas cknagka cnpasa; VIl napa — cnyx opMeHTUPOBOY-
HO He HapylueH, HUcTarma HeT; IX n X napbl — rnotaHue
1 GoHaUUs He HapyLleHbl, FMOTOYHbIM U HEGHbIN pedneKchl
yaosneTBoputenbHble; XI napa — HanpsXeHun B Tpane-
LUMEBUAHON U TPYAUMHHO-KNOYMYHO-COCLEBMAHON MbllLLaX
HeT; XII napa — pgeBuauuu §3blka HeT, aTpPOdUU MbILLL,
A3blKa M dacuMKynsaumMi HeT. B aBuratenbHo-pedneKTopHOM
cohepe: aTakcU4Hasa noxoaKka. MpaBOCTOPOHHUIM reMunapes
[0 2 6annoB: ABUKEHWUS B MOJTHOM 06beMe B YCNOBUSAX pas-
rpy3Ku (B COOTBETCTBUU C anpobmUpoBaHHON WECTUOaNIbHOM
WwKanon «OueHKa MbllwevyHon cunbl» [21].

MpepBapuUTenbHbIA AUArHo3

C71.8 AHannacTuyecKkaa aneHgMmoma NneBon N06HO-
TeMeHHoW o6nacti. CocTosiHMEe nocse pPe3eKUMn OMnyxonu
B uione 2013 r. CumnToMaTmyecKas anunencus.

[varHocTuyeckue npoueaypbl

MPT ronoBHOro Mo3ra HaTMBHO M C KOHTPACTHbIM YCHU-
neHunem ot 13.08.2013 (3aecb u ganee: MPT-uccnenoBaHus
BbiNo/iHeHbl B Mopososckon AMKB, MockBa): B no6HO#M
W TEMEHHON Aone NeBOro nonywapus BbiABASETCH 06LWMp-
HOe onyxosieBoe 06pa30BaHUE HEOOHOPOAHOM CTPYKTYPbI
3a CYeT BKJIOYEHUIN 04aroB KPOBOU3NUSHUS C BOBEYEHNEM
KOPTUKasbHbIX OTAENOB U OKPYKEHHOE 30HON nepudoKasnb-
HOro oTeKa, pasmepamu 80X50X60 mMM. 3akioyeHue:
«MP-KapTrHa npoaonKeHHOro pocta 06beMHOro o6pa3oBa-
HUS NeBOW NOBHO-TEMEHHOW 06N1acTu C NpU3HaKamu nepe-
HECEHHOI0 KPOBOUSUSHUSY.

MPT ronoBHOro “ CNMHHOIO MO3ra HaATUBHO U C KOH-
TpacTHbIM ycuneHnem ot 20.08.2013 (puc. 1): B nesow
NI0O6HO-TEMEHHOM 06nacTu onpeaensieTcs nocronepauuoH-
Hasi KMUCTO3Has MOMOCTb C YETKUMU HEPOBHbLIMWM KOHTypa-
MW, UMetoLWwas HeogHoPOoAHbIM MP-curHan oT coaepumMoro,
BEPOSITHO, 3@ CHET HANMYNUA FrEMOPPArM4ecKoro KOMMNOHeEHTa;
Mo KOHTypam MofoCTW onpeaensetcs HeoAHOPOAHO MOBbI-
WeHHbIK MP-curHan (06ycnoBnEHHbIM remopparn4eckum
nponutbiBaHMeM) paamepamu 7,8X4,8X5,0 cM, TakKe oTMe-
YaeTcs HEBbIpaXKEHHbIN nepudoKanbHbIM OTEK NpUAEXKaLLmX
oTAEeNnoB BelecTBa Mo3ra. [locne BHYTPMBEHHOIO BBEAEHUS
KOHTPACTHOrO BeLLEeCTBa OTMEYAETCS BblpaXeHHOE NoBbILLle-
HWE MHTEHCMBHOCTM MP-curHana ot TBepAoM MO3roBon 060-
JIOYKM Ha YpOBHE OMnepaLmnoHHOro goctyna. Take Ha GoHe
reMopparnyeckoro MpoOnUTbIBaHUSA KOHTYPOB KMCTO3HOM
MONOCTU HENb351 UCKIOYUTb MaTONOMMUYECKOrO HaKOMAEHMs

i
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napamMarHeTMka Ha AaHHOM ypoBHe. [Tpu3HaKoB MeTacTatu-

YEeCKOro NopaKeHMs CNMHHOIO MO3ra He BbISIBIEHO.
LlMTonornyeckoe muccnegosaHme ntomobanbHOro IMKBopa

oT 23.08.2013: onyxoneBble KIETKM He HauaeHbl. LiuTo-

NIOrMYecKoe uccnegoBaHWe BbINOAHEHO nocne aoo6ene-

poBaHusa nauueHtku (MPT Bcex otgenosB LIHC HatmBHO

W C KOHTPACTHbIM YCUIEHWEM C LIENbIO UCKOYEHUS MeTacTa-

TUYECKOro npouecca no MKBOPHbLIM NyTAM).

MPT ronoBHOro Mo3ra HaTMBHO M C KOHTPACTHbIM YCHU-
neHnem ot 19.03.2014 n 16.05.2014: KapTMHa 6€3 auHa-
MWKW; B NIEBOM MOMyLlapuu rof0BHOrO MO3ra, npeumylie-
CTBEHHO B TEMEHHOW [0Jie, coxpaHseTcss obwupHas MnocT-
MaHUNYASLMOHHAs NMKBOPHas MNOMOCTb; O6LIMPHAs 30Ha
IMUO3HbIX U3MEHEHUIM, pacnpocTpaHsolasacs 40 N06HOM
W 3aTblIOYHON Jonen, obwumu pasmepamun 40X46 mm.
MP-aaHHbIX 3a ONyX0/IEBYIO NATONOMMIO HE MONTyYEHO.

MPT CAMHHOro Mo3ra HaTUBHO M C KOHTPACTHbIM ycuie-
Huem oT 03.06.2014 (puc. 2): BbISIBEHO MeTacTaTuyeckoe
nopaKeHne Ten WeNHbIX, TPYAHbIX M MOSCHUYHbBIX MO3BOH-
KoB (ob6llee Koan4yectBOo 12), MMEIKLWMX KaK 04aroBbli,
TaK M Onddy3HbIM XapaKTep, C y4acTKaMW naKyHapHoro
HaKOMJeHUs napamMarHeTMka Ha MOCTKOHTpacTHon dase
B CTPYKType MeTacTaTMyecKoro ysna. MaeHTuyHble ovaru
NopaKeHWs BbISIB/IEHbI B KPECTLLE M MOAB3AOLWHbIX KOCTSIX.

KomnbtotepHas Tomorpadusa (KT) NnO3BOHOYHMKA U KOC-
Ten Tasa oT 05.06.2014: nogo3peHne Ha meTacTa3npoBa-
HWEe B Tefla NO3BOHKOB WENHOro, rPYAHOro M MOSICHUYHOIO
0TA€eN0B NO3BOHOYHMKA, KOCTM Ta3a.

B COOTBETCTBMM C KIIMHUYECKMMMU pPEKOMEHAALMAMMU MO
JIeYEHUIO OMyXOnen ronoBHOIMO M CAMHHOrO Mosra [3] Bce
HUXKEeNepeyncneHHble uccnegoBaHnsa Gbiav BbINMOAHEHbI MPK
NosiBNIEHWM NOAO3PEHMI HA IKCTPaHEBpPaibHOE MeTacTasu-
poBaHue 3neHAMMOMbI MOCNE KOMTMIEKCHOrO IeYeHuns:

e KT opraHoB rpyaHoun kneTku ot 05.06.2014: npusHaKkos
NaToNOrMYECKUX U3MEHEHMI BOCNANMUTENBHOIO XapaKTe-
pa B JIErKMX HE BbISIB/IEHO;

e KT ronoBHoro mosra, opbuT, KOCTEN 4Yepena W rojoB-
HOMO MO3ra HaTMBHO WM C KOHTPACTHbIM YCU/IEHMEM OT
16.06.2014: npn3HaKu 0nyxoneBoro pocta B JIEBOKW 106-
HO-TEMEHHOWM 06/1acTU C pacnpoCTpaHEHWEM Ha MO30/n-
CTO€ TeNo W KoHTpnaTtepanbHoe nonywapue. KT-gaHHbIX
3a HaNn4me AeCTPYKTUBHbIX UBMEHEHMI B KOCTSX Yepena
He MoNy4yeHo;

e KT nneyeBbIX cycTaBoB M Kawuuy oT 16.06.2014: Ha
cepun KT oTmevaetca anddysHoe MNoBbILIEHWE MOT-
HOCTU TONIOBKWM M BEPXHEW TpeTu ryéyatoro BellecTBa
na1e4eBoOn KOCTHU CNeBa;

e ocTteocuuHTUrpadums ot 10.06.2014: BbISBAEHO NaTono-
rMYyecKoe HaKonneHue pagnodapmnpenapara B eBon
TEMEHHOW KOCTH, FOJIOBKE JIEBOM MNJIEYEBOW KOCTH, Tenax
NO3BOHKOB 3-r0 WeWHoro, 11-ro rpyaHoro, 2—5-ro nosic-
HUYHbIX NO3BOHKOB (pUc. 3);

e Mmuenorpamma ot 20.06.2014: noparKeHue KOCTHOro
Mo3ra, 35% 0onyxosieBbIX KIETOK;

e TpenaHobuoncus nnevyeson Koctn ot 20.06.2018: meTacTa-
TUYECKOE NOoparKeHWe KneTkaMu aneHanMMmomsl (puc. 4; B, ).

KnuHuyeckum gnarHos
OcHoBHOM AmarHo3. AHannacTMyecKas aneHgMmMoma
neBon No6Ho-TeMeHHoM obnactn. CocTosiHUE nocne pesek-

Puc. 1. NaumneHTtka b., 10 net: MPT ronosHoro (A, b) n cnuHHoro
(B, ') MO3ra HaTUBHO W C KOHTPACTHbIM ycuneHunem (o1 20.08.2013)
Fig. 1. Patient B.’s MRI of the brain (A, B) and spinal cord (C, D)
natively and with contrast enhancement as of Aug 20, 2013

lMpumevaHne. CocTosiHWe nocne cy6ToTanbHOro yaaneHus onyxonu
o1 14.08.2013. B 30He onepaTMBHOro BMellaTenbcTBa
onpegenserca AedeKT, UMetoWwnin HeoAHOPOAHbIM MP-curHan

3a CYET Hanyna remopparm4ecKkoro KOMnoHeHTa (A, ykasaHo
cTpenkamu). Nocne BHYTPUBEHHOIO KOHTPACTUPOBaHUSA OTMeYaeTcs
Bblpa)keHHOe HaKOoMNeHne napamarHeTuka no KOHTYpy pe3eKuunu
(B, yka3aHo cTpenikamu), Ha GOHe KOTOPOro Heb35 UCKIOYUTb
Hann4yne octaToyHOM onyxonu. MpU3HaKoB MeTacTa3upoBaHUs
OMNyXonu B CNMHHOM MO3re He BbisiBieHo (B, IN).

Note. The condition after subtotal removal of the tumour as of Aug 14,
2013. In the area of surgical intervention there is a defect with

a heterogeneous MR signal due to the presence of a hemorrhagic
component (A). After IV contrasting, a marked accumulation of the
paramagnet along the resection contour (B) is noted, against which
the presence of a residual tumour cannot be ruled out. Signs of
tumour metastasis in the spinal cord are not detected (C, D).

umnn onyxonu (Mtonb 2013 r.). MporpeccupoBaHne 60NE3HMU:
NPOAOMKEHHbIN pocT onyxonn. CocTosHMe nocne NoBTOPHOM
peseKumum onyxonu (aBryct 2013 r.), XMMUOSy4EeBOM Tepanuu
(aBryct 2013-man 2014 r.). MNMporpeccusa Ha poHe Tepanumn
TEMO30/10MUAOM, MPOAOSIKEHHbIR POCT ONYX0/K, MeTacTasu-
poBaHue B Tefla MO3BOHKOB LEWHOro, rPYAHOro U NOSICHMY-
HOrO OTAEN0B MO3BOHOYHMKA, KOCTH Ta3a, KOCTHbIN MO3T.
ConytetBytowmnin guarHo3. [NpaBOCTOPOHHMIM cnacTuye-
CKMIM remunapes. CumnToMaTmyecKas BUCOYHas anunencus.

AnddepeHumnanbHaa guarHocTuka

MpoBoaunca avddepeHumnanbHblin AMarHO3 BbIABIEH-
HbIX 04aroBbIX NBMEHEHWIN KOCTEW CKeneTa ¢ Ty6epKyie3oMm
NO3BOHOYHMKA (AMArHo3 UcktodeHus). C aTon Lenblo Obian
BbINoONAHeHbl KT rpyaHOM KNETKM (04aroBbIX M3BMEHEHWIM B Ner-
KUX HE BbISIBIEHO) N Ty6EpKyIMHOBLIE NPO6LI (Mpob6a MaHTy
WU [unacKuMHTECT oTpuuaTtenbHbl). bonbHas MPOKOHCYNbTU-
poBaHa GTU3MATPOM, KOTOPbIM OTMEYEHO, YTO, BEpPOSiITHEE
BCEro, MMeeT MecTo MeTacTaTM4eCKMIM NPoLLeCC B MO3BOHOY-
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KnuHun4yecKoe Ha6GnogeHue

Puc. 2. NaumneHTtka b., 10 net: MPT cnMHHOro Mo3ra HaTUBHO U C KOHTPACTHbIM ycuneHvnem (o1 03.06.2014)
Fig. 2. Patient B.’s MRI of the spinal cord natively and with contrast enhancement as of Jun 3, 2014
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lNpumevanme. JaHHble MP-1306parkeHnst 4EMOHCTPUPYIOT MeTacTaTUYeCcKoe noparkeHne Ten WenHbIX, FPYAHbIX, MOSCHUYHbIX MO3BOHKOB,
KpecTua 1 NOAB3A0LWHbIX KOCTEN, Kak AMddy3HOro Tak M 04aroBOro xapakrepa (yKasaHo cTpefikamu Ha naobpareHusx A, b, B, IN).
[MoparkeHne KOCTHOro Mo3ra UMEET MMMOUHTEHCUBHbIV CUTHaN Ha T1-B3BELEHHbIX N306paXKEHUSsIX, C MHBEPCUEN CUTHana

Ha nocnefoBaTelbHOCTSX C XUponogaBneHmem. Ha NOCTKOHTPACTHbIX CEPUSIX B HEKOTOPbIX O4arax 0TMeYaeTcs JIoKanbHOe HaKonaeHe
napamarHeTuKa (n3o6paxkeHue [l, ctpenka). B anacdumse neBow nieyeBow KOCTU onpeaenseTcs runoMHTeHcuBHasa Ha T1-BU 3oHa
NnepecTPoOMKM KOCTHOIO MO3ra C YETKUM KOHTYPOM 6€3 HapyLleHUs LLeNIOCTHOCTM KOPTUKaNbHOM NnacTUHKKM (mts) (M3o6paxeHune E, cTpenka).
Note. These MR images show metastatic lesions of the bodies of the cervical, thoracic, lumbar vertebrae, sacrum and iliac bones, both of
diffuse and focal nature (white arrows — Figures A, B, C, D). Bone marrow affection has a hypointense signal on T,-weighted images, with
signal inversion on sequences with fat suppression. On post-contrast series, a local accumulation of the paramagnet is noted in some foci
(blue arrow — Figure D). In the left humeral shaft there is a Ty —W, hypointensive area of bone marrow rearrangement with a clear contour

without disturbing the integrity of the cortical plate (mts) — Figure F.

HUKE U KOCTSIX Ta3a. PEKOMEHJOBaHO NPOBEAEHNE CLIMHTH-
rpadun KocTen cKesleTa, 3aTeM — pelleHre Bonpoca o npo-
BEJEHWUM TPenaHo6MUomncun.

Puc. 3. MauuneHTka b., 10 net: octeocumHtUrpadms (ot 10.06.2014)
Fig. 3. Osteoscintigraphy of Patient B

lpumevaHue. Busyanuampyercs natonorMyeckoe HakonneHme
pagnodapmnpenapaTta B 1€BOM TEMEHHOM KOCTH, FOIOBKE NeBOM
nnevyeBomn KOCTU, Tenax N03BOHKOB 3-ro WwenHoro, 11-ro rpygHoro,
2—5-r0 NOSACHUYHbIX MO3BOHKOB (CTPENKH).

Note. A pathological accumulation of the radiopharmaceutical
agent in the left parietal bone, left humeral head, vertebral bodies
of the C3, T11, L,—Ly vertebrae is visualized.

MeauumnHCK1e BMellaTe/ibcTBa

14.08.2013 B MoposoBcKkon [AKB BbinonHeHa onepa-
UM — MOBTOPHOE yaaneHne onyxonu neBomn N06HO-TEMEH-
HOM 06nacTu.

[MpoToKon onepauymn. Pazpe3 MArKMX TKaHen No ctapomy
pyouy C OTKUAbIBAHMEM KOXHO-amOHEBPOTUYECKOrO JI0CKyTa
K yxy. Mo ueHTpy pa3pesa cBepXy Mo HanpaBNEHUIO K caruT-
TaNbHOMY CWMHYCY BbINOAHEH pa3pes3 AJIMHOM 3 CM, NOCKyTbI
OTOABMHYTbI B CTOPOHbI. C NomolLLblo MUKpobypa chopmupo-
BaH KOCTHbIA NOCKYT pa3MepoM 5X5 cm. KBepxy oT Tpena-
HaLMOHHOIO OKHa nocne nepBoW onepauuMu cHopMUpPOBaH
BTOpOM NocKyT 15X50 mMm. TBepaas mMo3roBasi 060/104Ka
(TMO) HanpsixkeHa, pe3Ko YTo/lleHa B LIeHTPabHbIX OTAeNax,
nynbcauus ee ocnaéneHa. Mog MUKPOXMPYPrMYECKUM KOHTPO-
nem TMO BcKpbiTa Kpectoo6pasHo. OTMeYeHo npopacTtaHue
TMO py6LIOBOM M ONyxONIeBON TKaAHAMW; BM3yanu3nvpoBaHa
onyxoneBasi TKaHb TEMHO-BULIHEBOrO LiBETa, MeCTaMu naoT-
Has, 60rato BacKynsipu3upoBaHHas, KOTopas HECKONbKUMM
TSXaMuK pacnpocTpaHsnach K pory 1eBoro 60K0BOro *enyaoy-
Ka M COCYANCTOMY BEHO3HOMY TpeyrofibHMKY. Tyno, ocTpo, ¢ no-
MOLLbIO 3NEKTPOKOAryAsLIMM U YNbTPa3BYKOBOM AECTPYKLIMUK



Puc. 4. NaunenTka b., 10 neT: ructonormyeckre npenapatbl ONyxoNeBon TKaHW nocne TpenaHo6uoncum nneveBoin koctn ot 20.06.2018
Fig. 4. Histological specimens of the tumour tissue of Patient B. Hematoxylin-eosin stain

0 b

lNpumedaHue. TlepBUYHbIN MaTepuan NpeacTaBeH BbICOKOKIETOYHOM ONyX0NeBOW TKaHbIO, OTHOCUTENIbHO OTIPaHUYEHHOM OT pe3uayanbHon
rnManbHON TKaHW. Liutonornyeckuin cy6etpat MOHOMOP®HbIN, NPeAcTaB/eH OMyxoneBbIMU KIETKaMK CpeflHero pasmepa co CpeiHUM
KOIMYECTBOM LuTOMNa3Mmbl (A, CTpesika); T MCTONOrMYecKas KapTuHa nepBuYHOM Onyxonu ¢ Hekpo3amu (b, cTpenka); aKcTpaHeBpanbHblie
meTacTasbl (B, I, CTpenku) ¢ MHGUNLTPATUBHBLIM OMNYXONIEBLIM POCTOM B MbILUEYHYIO U XXUPOBYIO TKAHW NPeACTaBNeHbl KNeTKaMu, UMEeoLWUMn
aHaNlorM4YHble LIUTONOrMYECKUE XapaKTEPUCTUKN B CPABHEHWM C TaKOBLIMU B TMCTONIONMYECKUX NpenapaTtax nepB1u4Homn onyxonn. OKpacka

reMaTOKCUIMHOM-3031HOM. YB. X200.

Note. The initial material is represented by high-cell tumour tissue, relatively delimited from residual glial tissue. The cytological substrate is
monomorphic, represented by medium-sized tumour cells with an average amount of cytoplasm (A); histological picture of the primary
tumour with necrosis (B); extraneural metastases (C) (D) with infiltrative tumour growth in muscle and adipose tissue, represented by cells
with similar cytological characteristics in comparison with those in the histological specimens of the primary tumour.

Mo rpaHuLEe CO 300POBbIM MO3roBbIM BELLECTBOM OMyXosieBas
TKaHb yaaneHa ToTasbHO B Npeaenax 340poBbiX TKaHewn, obpa-
30Banacbk nonoctb 55xX65x45 mm. TMO ywwnTa HaBoAAWMMHU
WBaMK U repMeTU3MpPOBaHa € NPUMEHEHUEM UCKYCCTBEHHOM
060/104KM 2,5X2,5 cM B nepeaHux otaenax. KOCTHble NOCKYTbI
YNIOXEHbl Ha MeCTO U GUKCUPOBaHbI MeXy CO60M, K NOGHOM
M TEMEHHbIM KOCTSIM. [10CNOMHbIE LWBbI Ha paHy.
McTonormyeckoe 3akiyeHne. Onyxonesas TKaHb OTrpa-
HUYeHa OT TKaHW Mo3ra, 60raTo BacKy/1spM3MpoBaHa, B Hel
OTMeYatoTcs MPU3HAKM MWKPOCOCYAUCTON Mnponndepaumm.
B TKaHM onyxonu HabnwgaeTcs 3Ha4YMTENbHOE YWUCNO reo-
rpadryecKMx HEKPO30B C NceBaonanncagHon OKaHTOBKOM.
MecTaMu HeonnacTU4ecKkne KIETKM GOPMUPYOT nepuBa-
CKYNSIpHblE MCEBAOPO3ETKM, BbIMOSIHEHHbIE WX OTPOCTKA-
MU, NEPNEHANKYNSPHO HaMpaBNeHHbIMU K CTEHKE COCYAOB.
OnyxoneBble KNETKM OTHOCUTENBHO MOHOMOP®HbI, CPeAHEro
pa3mMepa, CO CpeaHUM KONM4YecTBOM 6neHOM Mau onTuye-
CKM NYCTOM LMTONA@3Mbl U NPAKTUYECKU He onpeaensieMbiMu
KNeToYHbIMKU rpaHuuamn. bazodunbHble f4pa OKPYrIoMn,
OBOWAHOW, pEXe MOJIMroHalbHOW W HenpaBuibHOM Oop-
Mbl; OpraHM3auusa XpoMaTuHa TOHKOAMCNEPCHas WAKM Men-
Kornbl64yatas, SApbllWKK He BU3yanusupytotcs. BetpeyatoTes
€OMHWYHbIE KpYMHble 31eMeHTbl C aHanaa3vpoBaHHbIMU
aapamMu. MUTOTUYECKas aKTMBHOCTb OYEHb BbICOKA: B O4HOM
none 3peHus npu ysenndeHmn 400 MOXKET HacYMTbIBaTbCA

0 4-5 duryp MUTO30B; KpOMe TOro, HabsogatoTcs v anon-
TOTMYECKME Tenbla. MMMYHOrMCTOXMMUYECKOE MCcneaoBa-
HWe NoKa3ano GOoKaNbHYI 3KCMPECCUIO KNEeTKaMKn OMyXomnu
GFAP, npenmyLecTBEHHO B MEPUBACKYASPHbLIX PErMoHax.
3kenpeccusa INI1L coxpaHeHa. Cnabasa doKanbHasa aKcnpec-
cna pb53. PeaKuus ¢ aHTUTENnamMu K HenpobunameHTy
(neurofilament), cuHantopuanHy (synaptophysin), xpomorpa-
HUHY A (chromogranin A) nony4yeHa B pe3uayanbHOW TKaHM
Mo3ra. KneTku onyxonu HeratMBHbl B peakuusX C aHTu-
TenamMu K naHuuToKepaTuHy (pancytokeratin; AE1/AE3),
EMA, CD34, EGFR, CD99, SMA. MNMponudepaTnBHbIA MHIEKC,
onpegensembln No ypoBHK 3akcnpeccun Ki-67, coctaBns-
eT 30-40%. 3akno4yeHune: AHannactTmyecKkas aneHaMmMoma,
WHO grade Il (c™m. puc. 4).

C 29.08.2013 no 08.10.2013 B PoccuitCKOM Hay4yHOM
LeHTpe peHTreHopagnonormm (MocKBa) nauMeHTKa nony-
Yunia NIoKanbHylo nyd4eBylo Tepanuto (annapaT Varian True
Beam; Varian Medical Systems Inc., CLUA) TOopMO3HbIM
nanydeHvem (6, 18 MB) nog KOHTPOSEM KOMMbIOTEPHOM
Tomorpadumn B KoHmyeckoMm nydke CBCT (lterative Cone
Beam CT) B pexuMe KnacCM4YecKoro dpaKkLMoHMpOBaHMUS,
pa3oBoi o4yaroBon goson 1,8 [p, cymMmMapHOW o4yaroBoWm
foson 55 [p. MapannenbHo nonydyana MOHOXMMMOTEPAMNUIO
BUHKPUCTMHOM B pgo3e 1,5 Mr/M2 exeHeaenbHo, BCEro
5 BBeaeHwui [3].

BOMNPOCbLI COBPEMEHHOW NEAWATPUM /2018/ TOM 17/ N2 6
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KnuHun4yecKoe Ha6GnogeHue

Mo pgaHHbiM TI3T-KT (NO3MTpoOHHAs 3SMWUCCUOHHas
Tomorpadusa + KT) u MPT (MccnegoBaHUS BbINMOSHEHDI
B MHcTUTYyTE Mo3ra yenoseka um. H.Tl. Bextepeson PAH,
CaHkT-leTepbypr), nocne NpoBeAEeHUS XMMUONTy4eBOW Tepa-
MUKW coxpaHsnacb OocTaToyHas OMyxosib MO KOHTypy one-
pauMoHHOW nonoctu. 3atem ¢ Hos6psa 2013 r. no maw
2014 npoBeaeHO 7 KypcoOB MOHOXMMWOTEpPaAnuu TeMo30-
JIOMWUZOM MepopanbHO M3 pacyeTa 150 mMr/m2 B TeyeHue
5 cyT: nevyeHne naumneHTKa nepeHocuna yaoBaeTBOPUTENbHO.
KoHTposnbHble 06cnenoBaHns CBUAETENbCTBOBANIN O CTabu-
nm3aumu 6onesHn. B cOOTBETCTBUM C KIIMHUYECKUMU PEKO-
MeHZaLMAMM MO NEeYEHMIO OMYXONEN roI0BHOIO U CMUHHOMO
mMoa3ra [3], noa ctabununsdaumnen 601e3Hu cneayet NoHMMaTb
YMEHblLIEHWE pa3MepoB MEPBMYHOrO Ovara Onyxoiu Wau
no6oro u3 metactasoB Ha KT/MPT-CHUMKax meHee yem
Ha 50%, npuv 3TOM HEBPOJSIOTMYECKUIM CTaTyC CTabWibHbIN
60O C NONOXKUTENBHOW AMHAMWKOW. Pe3ynbTaTbl KOHTPOJIb-
HbIX o6cnegoBaHu (MPT rofoBHOro M CAWMHHOIO MO3ra)
N3M0XKeHbl B pasgene «AnarHoCTUYeCKne UccneaoBaHusi».

AnHamMuKa u ucxopbl

Mo pfaHHbIM KOMMAEKCHOro WCCneAoBaHWs B uione
2013 r. meTacTtasnpoBaHus B npeaenax LeHTpaibHOW HepB-
HOM cucTeMbl He BbisiBieHO (MPT ronoBHOMO M CAMHHOIO
Mo3ra, uccnegosaHue nombanbHOro nMKBopa). MauneHTKa
nonyyana XMMUONy4YeEBYIO Tepanuio.

C 01.06.2014 oTmeyvanocb yxyaWeHWe COCTOAHUSA nauu-
EHTKW: BblparKeHHbIN 601€BOM CUHAPOM B NMOSICHUYHON 06na-
CTW, HapacTaloLWwmi N0 MHTEHCUBHOCTH, HE Kynupyemblii BBe-
OEeHWeM aHanbreTMKoB (MeTaMM30/1 HaTpus, MOYNpodeH).
o paHHbIM KOMMEKCHoro o6cnegosaHua (MPT cnnHHOro
Mo3ra; KT mno3BOHOYHWKA U KOCTEN Ta3a, IErkux, roIOBHOMO
MO3ra, op6uT, KOCTEN Yepena M rosIOBHOro MO3ra, njiedyeBbixX
CYCTaBOB W KI/IOYUL, HATUBHO U C KOHTPACTHbIM YCUSIEHUEM;
OCTEOCUMHTUIrPadUs, KOCTHO-MO3roBas MyHKLMS, TpenaHo-
6uoncus nievyeBon KOCTM) BbISIBAEHO MNpOrpeccupoBaHue
60N1€e3HU: NPOAOHKEHHbIN POCT OMyX0nu, MeTacTa3upoBa-
HMe B Tena 12 NnOo3BOHKOB LWIEWHOro, rPyaHOro M MOSICHMUY-
HOro OTAENIOB, KOCTM Ta3a, KOCTHbIM Mo3r. [lo peleHuto
KoHcunnyma (ot 22.06.2014), co3BaHHOro B MOp0O30BCKOM
AOrKB, ¢ y4eTomM TSAKECTU COCTOsiHMUS OGO0NbHOW, NPOBEAEH-
HOro o6bema Jie4eHusl, TMCTONOrMYECKOro AuvarHosa, pac-
NPOCTPaHEHHOCTM OMyX0NEeBOro npoLecca pebeHoK NpU3HaH

MHKypabenbHbIM; NPOBOAMIACL CUMITOMaTUYeCKas Tepanums.
JNleTanbHblM Ucxof KoHcTaTupoBaH 31.07.2014 — 4epes
2 Mec OT MOMEHTA BbISIB/IEHUS SKCTPaHEBPANbHOro MeTacTa-
3MpoBaHuA 1 yepes 12 mec oT MaHUbecTaLnn 3aboneBaHns.

MporHos

B oTHOWeHMM onyxonen aneHaMMapHOro npoucxoxae-
HMS obLLas BbIXXMBAEMOCTb 3aBUCUT B TOM YMC/Ee OT MMCTO-
NIOTMYECKOro BapuaHTa, o6bemMa MNPOBEAEHHOro fleyeHus
W NoKanusauuun/pacnpocTpaHEHHOCTU BbISIBJEHHbIX MeTa-
cTaTMyecKux ovaroB. pu BbIIBIEHUU 3KCTPaHEBPaSbHOro
MeTacTa3MpoBaHUS OMyXoael rojl0BHOMO MO3ra MpPOrHos3
0119 XXM3HU NauneHTa HebnaronpusatHbli. C y4eToM 06bEMOB
NPeALWeCTBYIOLLErO NEeYEHNS NALMEHTOB (COYETaHUS XMpPYp-
rMYECKOro, JIy4€BOro U XMMMOTEPANEBTMHECKOro METOA0B)
BO3MOXHOCTM Bbl6Opa KypaTWBHbLIX ONUMI AAs Tepanuu
peunaMBoB 3aboneBaHns B BUAE IKCTPAHEBPaANbHOro MeTa-
CTa3MpoBaHMs 4acTo OrpaHuyeHbl. B JaHHOM KAMHWYECKOM
HabnogeHnn obWan BbXXMBAEMOCTb cocTaBuna 12 mec.

BpeMeHHas WwkKana ang nauymeHTkn b., 10 net, npeacras-
NleHa Ha puc. 5.

OBCYXAEHME

JneHagMmMomMa — 3TO OMyXxoJb, PAa3BMBAIOLWANACS U3 Kie-
TOK, BbICTMNIAIOWMX CTEHKM MO3rOBbIX XKENyAO4KOB W LiEH-
TpanbHOro KaHana Nno3BOHOYHWKA. INEHANMOMbI COCTaBS-
toT 8—10% Bcex onyxonen LULHC y neten, 3aHMmas 3-e MecTo
nocne meaynno6aactombl/MPUMUTUBHBIX HEWPOIKTOAEP-
MaJibHbIX OMYX0Nen 1 acTPOLMTOM Pas3/IM4HOM CTENEHU AND-
depeHumpoBku [1, 5]. MK 3aboneBaeMoCTU 3NEHOAUMO-
Mamu y JeTen nonagaet Ha Bo3pacTHyto rpynny 0—4 roga
(5,2 cnyyas Ha 1 MSIH OETCKOro HaceneHus) [22], CHUxKaeTcs
no 1,5 Ha 1 mnH B Bo3pacTte 5-14 net n go 0,9 cnyyvaes
Ha 1 M/H OeTcKkoro HaceneHus B rpynne 15-19 net [22].
[aHHasa rpynna onyxofien BCTpeyaeTcs B ABa pas3a uvalle
Yy Manb4mMKOB, YeM y geBoyek [22]. Y aeten B 90% cnyy4aeB
3NEeHANMOMbI — 3TO MHTPaKpaHWaNbHblE ONyX0nu, U3 KOTO-
pbix 60—-70% pa3BuBalOTCS B 3agHEN YepernHon aMKe, Hau-
6onee 4acto B IV enyaouke, pexe B 60KOBbIX KenyaoyKax
(20-25%) [1, 22, 23]. B 10% cny4aeB aneHAMMOMbl 06Hapy-
YMBAOTCH B CNMHHOM Mo3re [23].

B coOTBETCTBUM C TMCTONOrMYECKOW KnaccupuKaLmnen,
npeasoxeHHon BcemnpHoOM opraHu3aumen 3apaBooxpaHe-

Puc. 5. MNauuneHtka b., 10 neT: XxpoHonorua Te4eHnss 60n1e3Hu, KityeBble cobbITHA

Fig. 5. Patient B.: Chronology of the disease course, key events
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Hua B 2016 r., BblAeNsaoTCsa cneayloline BapuaHTbl aneHau-
Mowm [4]:

e cybaneHanMMOMa;

° MWKcoNanuiapHas aNneHagMMOMa;

® 3MeHAMMOMA ManuAnspHasl, CBETNOKIETOYHas, TaHOUM-

TapHasi, RELA fusion-no3suTtneHas;
® aHannacTMyeckas aneHanmoma.

OneHAMMOMbI, BKJOYas aHaniacTMYeCKUW BapuaHT,
4acTo PeLMAMBUPYIOT B MeCcTax MepPBUYHOM JIOKaNM3aLuu.
TakKe 0O6WUM NS 3TUX OMNyXxosnen sBaseTcs NenTOMEHMH-
reanbHoe pacnpocTpaHeHve B apyrne otaensl LUHC yepes
LepebpocnunHabHy XUAKOCTb [2]. KpalHe peaKnm, HeoOblY-
HbIM BapWaHTOM TEYEeHWs 3MNEHAMMOM SBASETCA pa3BuUTUE
3KCTpaHeBpasbHbIX METACTa30B, TO €CTb PacnpoCcTpaHeHune
BHe LUIHC, nctMHHasa 4yacTtoTa KOTOPbIX B HacToslllee Bpems
ocTaetca HensBecTHOW. o gaHHbIM C. Rickert, n3 245 ony-
GNMKOBaAHHbIX CllydaeB IJKCTpaHeBpasbHbIX MeTacTa3oB
y Oeten B Bo3pacTe Ao 18 net Ha aneHaAMMOMbI NPUXOAUTCH
9, yto coctaBnseT 3,7% [7].

BrnepBble pa3BUTME 3IKCTpPaHEeBPaNibHbIX MeETacTa3oB
3aneHAMMOMbI 6b110 onncaHo B 1955 1. L. Weiss [24] y mono-
LOr0 MYX4YMHbI C OMYX0JIbl0 CIMHHOrO MO3ra (KOHCKOro XBO-
CTa), Yy KOTOPOro 6biIn ANAarHOCTUPOBaHbl MHOXECTBEHHbIE
3KCTpaHeBpasbHble MeTacTasbl B KOCTU CKeneTa, uMmdatu-
YeCcKMe y3/bl, NeYeHb, IErKNe 1 noyeyHole noxaHku. L. Weiss
[24] npeanoxun 4yeTbipe KpUTepus aasa 0AHO3Ha4YHOro onpe-
[eneHnss aKCTpaHeBpanbHblX MeTacTa3zoB onyxonen LHC:
[ONKHbI NPUCYTCTBOBATb XapaKTepucTuku onyxonun LUHC (1);
MaHudecTaumna onyxonn LHC pomxkHa npou3ontn paHee
BbISIBIEHMUS MeTacTaTU4YeCcKux o4varoB (2); npoyne nepBuy-
Hble OMyXOAM AO/MKHbI OblTb WMCK/IOYEHbI MO pesynbTatam
aytoncun (3); onyxonb LIHC # meTacTtasbl O0MXHbI ObiTbh
TMCTOSIONMYECKU MOEHTUYHBIMK (4). BnocneacTBmumn OCTUKE-
HUS B 061aCTU UMMYHOTUCTOXMMWUK 3HAYUTENBHO 06NErYnIun
WAEHTUOUKALMIO U onpedeneHne XxapakKTepPUCTUK NEePBUYHON
ONyx0/M U MeTacTaTMYECKMX 04aroB, UCKIOYas TEM CaMbiM
CYLLLECTBOBAHUE APYrMx BTOPMYHbLIX OMyxofiel U HeobXxoau-
MOCTb MCMONb30BaHUSA BCEX HYETbIPEX KPUTEPHEB.

CyLecTByeT HECKONbKO TEOPUI, KOTOPbIE MbITaloTcs 06b-
SCHUTb PEdKOCTb Pa3BWTUA IKCTPaHEBpPaSbHOMO MeTacTa-
3upoBaHusa. OgHa 13 Teopum, npeanoxeHHas R. Willis ewe
B 1974 r., nonoXuna Ha4vano M3Yy4YeHUI0 JaHHOro naToso-
rMYEeCKOro npouecca, B TOM YUCNE U B aKcnepumMeHTe [25].
R. Willis nonaran, 4to otcytcTBME NMMbATUYECKMX COCYA0B
B UHC n 6bICTpbI 9KCNAHCUBHbIA POCT 3/10Ka4YeCTBEHHbIX
Oonyxonemn, B peaynbrate KOTOPOro NpPOWCXOAMT CAaBneHue
KPOBEHOCHbIX COCYAOB, JIULLAIOT KNETKM ONYX0SIM BO3MOXKHO-
CTV NMMOOreHHOro U reMaToreHHOro pacrnpocTpaHeHUs BHe
npegenos LUHC. Ewe ogHOW NMpUYMHON peKoro aKCTpaHeB-
panbHOro MeTacTa3MpoBaHWA OH CYMTaN HeJOCTaTOYHOCTb
BPEMEHM AN5 Pa3BUTUS U MaHUbeCTaunM MeTacTa3oB BHE
LUHC BcneactBrMe HU3KOW BbIXKMBAEMOCTU BGOJIbHbIX C Liepe-
6panbHbIMKM HOBOOOGpasoBaHuAMKU. o MHeHuto R. Willis,
HenpornnanbHble 31EMEHTbl He CMOCOBHbI K POCTY BHE Mnpe-
[1eN0B KpaHWOCMMHaNbHOW cucTemsl [25].

[dpyrve wvccnegoBaHusa onpoBepratoT 60/bLMHCTBO
nocTynaTtoB AaHHOW Teopuu. bblo JoKa3aHo, Hanpumep, 4To
JIMKBOP ApeHupyeTcs B MMMbATUYECKYIO CUCTEMY: UMEIOTCA
MHOFOYUCNEHHbIE HABMIOAEHNS reMaTOreHHOro pacnpocTpa-
HEHWS SKCTpaHeBpPanbHbIX MeTacTtaloB [26]. H. Zimmerman

B 1957 r. onucan cnoco6HOCTb KIETOK HEMPOHAIbHOro Npo-
MCXOXKAEHMUS K IKCTPaHeEBpPaNbHOMY PoCTy. MyTeM MHBbEKLMM
KNETOK MMOMbl B KayAaibHYyl0 BEHY Yy MbIlel OH Mnpoje-
MOHCTPMpPOBa pPa3BUTUE IKCTPaHEBpPaSbHbIX MeTacTa3os
B NneBpaNbHOM N NepuUTOHeasbHbIX NONOCTAX [27].

Heo6xoaAMMO MOAYEepPKHYTb, YTO OAHOM M3 O6LIMX 3aKo-
HOMEPHOCTEN Pa3BUTUSA IKCTPaHEeBpasbHbIX MeETacTa3oB
ABNSETCS TO, YTO nofasBnsiouwee 60NbWMHCTBO METAcTa3oB
JAHHOro TMNa oTMEeYaeTcs Nocne BbIMNOMHEHWS onepaTUBHbIX
BMellaTeNbCTB Ha MEPBUMYHOM OMyxONEBOM oOuvare, yaue
HeOoAHOKpaTHbIX. Mpu yaaneHuM NepBUYHOM OMyXOonu MNpo-
MUCXOAMT HapylleHWe MPOHMLAEMOCTU remaTosHuedanunye-
CKOro 6apbepa, 4YTO 06yCNOBAMBAET BO3MOXHOE remaTo-
reHHoe pacnpocTpaHeHMe OMyXONeBbIX KIETOK 3a npenensbl
KpaHuocnuHanbHon cuctembl [13, 25, 26]. TpenaHauwus
N MHTpaonepaumnoHHOE paccevyeHWe MO3roBblX 060/104eK
TaKKe NPOBOLMPYIOT MHBA3MIO OMYX0SIEBbIX KNETOK B Npwue-
allume K 30He onepaLmMn KOCTU U MSATKME TKaHUW, BCNeACTBUE
4yero CTaHOBMTCSH BO3MOXHbIM pa3BUTUE SKCTPaHEBPasbHbIX
MeTacTal3oB B 06/1acTU MnocneonepaumoHHbiX pyoLos [26].
OnucaH eaMHUYHbIM CnyvYan BbIBEHUS SKTpaHeBpasbHbIX
MeTacTa30B B MOMEHT NMOCTAHOBKM AMarHo3a 6e3 BbiNoaHe-
HUS ornepaTMBHOro BmelaTtenbcTBa [13]. TakKe BO3MOXKHOM
NPUYMHOM OTHOCUTENIBHOIO POCTa YacTOTbl IKCTPaHeBpasb-
HbIX MeTacTa3oB B nocfegHee BpeMs ABASETCH yBenunye-
HME OOLLEN BbIXXMBAEMOCTU U MPOAOIKUTENBbHOCTU HUSHHM
nauneHToB 6narogaps MHTEHCUBHbBIM KOMMIEKCHBIM CXEMaMm
NPOTMBOOMNYX0/IEBON Tepanuu [9, 26].

OTAeNbHO CTOMT OTMETUTb MeTacTa3upoBaHue ornyxose-
BbIX KJETOK MO XOAy LWYHTUPYIOWMX CUCTEM C TOKOM Liepe-
6pocrnnHanbHON WOKOCTU, KOTOPOE SBNSETCH M3BECTHbIM
W OKa3aHHbIM daKkToM. 1o MHEHUIO psiia aBTopoB [13, 23],
JaHHbIN MEXaHW3M 3KCTpPaHeBpPasbHOr0 MeTacTa3npoBaHus
cnefyeT BblAeNUTb B OTAENbHYIO Tpynny B CBSA3M C TEM, 4TO
3TW CAydam OTHOCATCA K 3KCTpaHeBpasibHbIM MeTacTa3am
UWb no dopme, B OEUCTBUTENBHOCTU }KE MMeeT MecTo
«ITPOreHHoe» BOBMlEYEHUE apTUPULMANIbHBIX IMKBOPOMPO-
BOAALMX NyTen [26].

CnepyeT aKUeHTMpPOBaTb BHUMaHWE Ha TOM, 4TO AMar-
HOCTMKa 3KCTpPaHeBPanbHOrO MeTacTasnpoBaHWs MHOraa
3aTpyaHeHa. B cnyyasix, ecnn 601bHOW HaXoOUTCH B TsKe-
JIOM COCTOSIHUU, C MPU3HAKaMMU HapyLLEeHNs CO3HaHKS, 60
Nno BO3pacTy He MOXKeT 4YeTKo chopmynnpoBaTh Kanobbl,
TO CBOEBPEMEHHO AMarHoCTMpoBaTb AaHHbLIM NnaTtonoruye-
CKMI npouecc 3aTpyaAHWUTENbHO C YY4E€TOM €ero pPeaxkocTu.
Y nauueHTOoB, KaK npaBu/io, NOSABMAIOTCA HOBble Xanobbl
M CMMMTOMbI, CBSI3aHHbIE C MOPaXEHWeM TOro WAM WMHO-
ro0 opraHa B 3aBMCMMOCTM OT JIOKanM3aLMK MOParKeHMs.
K npumepy, nauneHTbl C NopaxKeHMeM KOCTen NpeabaBasioT
»anobbl Ha 607K B KOCTSIX, CycTaBax, MO3BOHOYHUKE, a Npu
PEHTrEHONOMMYECKOM WCCNEef0BaHUM Y HUX MOTYT BbISIB-
NATbCA AECTPYKTUBHbIE KOCTHble M3MeHeHus [9, 10, 13].
B HacTosilee BpeMS AMArHOCTUKY AAHHOMO COCTOSIHUS Tex-
HUYECKHM Nerye NPOBOAUTb C YHETOM BHEAPEHUS COBPEMEH-
HblX METOAOB BM3yanu3auun (MarHUTHO-pe30HaAHCHAas TOMO-
rpadusa, ocTteocunmHTUrpadmsa, MNO3UTPOHHO-3MUCCUOHHAS
Tomorpadus), oco6eHHO Mpu cobaAEHUN onpeaeneHHon
HACTOPOXKEHHOCTM B OTHOLLIEHWWM MOTEHLMaNbHOro MeTacTa-
3MpoBaHu1A NO6bIX HOBOOGPA30BaHWIN, B TOM YUCE U AMEH-
AMMapHoro psaaa.

i
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BoNbLWMHCTBO aBTOPOB COOBLLAIOT O €AMHUYHbIX ClydHasx
pasBUTUS 3TOr0 naTofiorMyeckoro npouecca. Tak, A. Varan
M coaBT. [16] npoaHanuaupoBann 1011 cnyyaeB onyxosewn
LHC un Tonbko 10 (0,99%) M3 HUX MMENU IKCTpaHeBpasbHble
MeTacTasbl, 6 U3 KOTOpbIX 6GblaK NpeacTaBNeHbl Meaynnobna-
CTOMOWM U TOJIbKO OAMH — 3neHAMMOMON. Hanbonbliee Yncno
CNy4yaeB 3KCTpaHEBpPasbHOM0 MEeTacTa3upoBaHUS 3NeHau-
MOM npeacTaBneHo B pabote H. Newton [13]: 3 81 cnyyas
3MeHAUMOM TONbKO y 5 nauueHToB (4eTBepo U3 KOTo-
pbiX AeTW) OTMeYanucCb IKCTpaHeBpasbHble MeTacTasbl.
HanpotuB, no gaHHbim B. De 1 coaBT. [6], cpean 82 peten
C NepBWYHbIM AMArHo3oMm «aneHaguMomar» B 74% cnyyaes
OTMeYeH peunanMB 3aboNieBaHUs, B TOM YMUCNE NOKabHbIN
(67%), oToaneHHble MmeTactasbl (23%), HO HWU OAHOrO ciy4as
pa3BMUTUS IKCTPaHEBPaNbHOro MeTacTa3npoBaHUs.

B Tabn. npeacraBneHo onucaHue 17 cnydyaeB 3KCTpa-
HeBpaNibHOro MeTacTa3MpoBaHWUSA 3NEeHAUMOM Yy [AeTen.
lMokasaHo, 4TO 3NeHAMMOMbI B AETCKOM BO3pacTe yalie
mMeTactasupyiloT BHe LUIHC B numdaTtndeckne yanbl (65%),
nerkune (47%), koctn (35%) n neveHb (29%), pexe B cpeao-
cTeHue un nne.py (no 17%), nHTpaneputoHeanbHo (12%). Bce
cnyYyan pasBUTUS SKCTPaAHEBPasbHbIX METAcTa3oB B GploLL-
HOM NOMOCTU U MO BGptolIMHE BblNK CBSA3aHbl C MOCTAHOBKOWM
BEHTPUKYNONEPUTOHEaNbHON LWYHTUpPYOWen cuctembl [13].
B 6onbwnHcTBE cnyvyaeB (88%) pasBuTMe aKCTpaHeBpPasbHO-
ro MeTacta3upoBaHWs COYETANOCh C JIOKabHbIM PeLnanBOM
3ab6oneBaHMa (aHanorMyHo OMMCAHHOMY HaMMU KIMHUYe-
cKoMy cnyyato). CpegHuin BO3pacT MalMeHTOB COCTaBWI
7,5 net (o1 2 po 16 nert). Mo reHagepHOMYy cocTaBy npeod-
nafgatot Manbyuku (B 59% cnyyaen). Cpeaun rMcToNOrm4ecKmnx
BapuaHToB npeobnagan aHannactuyecknn — 70% cnyvaes.
Bce nauueHTbl nepeHecny onepaTtMBHOE BMeELIATENbCTBO
Ha NepBMYHOM oYare, MpuM 3TOM KOJAMYECTBO oOnepaLum
BapbupoBano ot 1 go 16 (B cpeaHem 4). JlyyeBas Tepa-
nus TakKXe MpoBoAMaacb BO BCEX NPEACTaBiEHHbIX Kiu-
HUYECKMUX cryyasX, a XMMUONYYEBYID Tepanuto noayvanu
nwb 82% nauneHtoB. CpeaHW CPOK BbISBIEHUS O4aroB
3KCTpaHeBpanbHOro MeTacTa3dupoBaHuUs cocTaBuia 77 Mec
(ot 7 po 432), npn atoM 6osiee OTCPOYEHHOE pa3BuUTUE
MeTacTa3oB OTMeYaeTcs y MauMeHTOB C MUKcomanuansp-
HbIM BapuaHTOM onyxonu. CpeaHssa oblias BbIXKUBAEMOCTb
coctaBuna 95 mec (o1 7 go 480). HeTKOM KOppenaunum Mex-
[y TMCTONOrMYECKMM BapWaHTOM 3MNEeHAMMOMbl W JOKanu-
3auUMen BbISIBNEHHbIX 3KCTPaHEBPasbHbIX METACTaTUYECKMUX
o4yaroB He OoTMeYeHo. B KayecTBe KypaTMBHbIX OMUWK Npu
BbISIBIEHUN 3KCTPaAHEBPA/IbHbIX METACTA30B Yalle MCMonb-
30Banacb NoIMXMMMO- 1 Ny4eBas Tepanus.

Haww gaHHble No Npe3eHTauumn NauMeHTKU ¢ aHannacTu-
YEeCKOW 3MeHAMMOMOW COOTBETBYIOT MOMYYEHHbLIM AaHHbIM
B 4aCTM COBMaAeHWs JIOKaNbHOro peuuanBa OMyxoseBo-
ro npouecca C 9KCTpaHeBpasbHbIM MeTacTa3npoBaHWEM.
[JaHHoe HabngeHne ¢ meTacTadamMu B KOCTU M KOCTHbIM
MOS3I OTHOCWTCS K JOBOJIbHO PEAKOMY, MO CPaBHEHUIO C ApY-
TMMW OpraHamMmuv M cucTeMaMu, MeCTy pacrnpocTpaHeHus
Onyxonu.

3AKJ/IIOMEHUE
BbICOKMI NOTeHUMan K AUCCEMMHALMW M arpeccuBHas
rmctobuonornyeckas npupogda, xapaktepHas ana 60/b-

WUMHCTBA 3/10KAYeCTBEHHbIX OMyXONen, HapyleHue rema-
TO3HUedanmyeckoro 6apbepa, OTCYTCTBME FEPMETUYHOCTH
MOS3roBbIX 060/104€K MOCNe HEeOAHOKPATHbIX OnepaTUBHbIX
BMeLlaTeNnbCTB, CHUMXEHWE UMMYHHOIO CTaTyca UrpatoT nep-
BOCTEMEHHYIO POSib B PA3BWUTUM IKCTPaAHEBPASbHOMO MeTa-
CTa3MpoBaHWsa M ONPeaenstoTcs B pas3HOM CTEMeEHU y BCeX
60/IbHbIX C 9KCTpaHeBpaibHbIMW MeTacTasamu. B KayecTBe
noTeHunanbHoro ¢akTopa pucKka CUCTEMHOrO pacnpocTpa-
HeHWs 3a6oneBaHna MOTYT CAYKWUTb IMKBOPOLLYHTUPYIOLLME
onepauuu, BbINONHAEMblE Yy NoAaBasitowero 60blMHCTBA
nepBUYHbIX 60MbHbIX.

Mpu nNosiBA€HWU HEBPONOrMYECKUX CUMMNTOMOB, He
XapaKTepHbIX AN AaHHOW JIoOKanu3auuu Onyxonu ronos-
HOMO MAW CMMHHOMO MO3ra, WM COMaTUYECKUX CUMMTO-
MOB Yy naumeHToB ¢ onyxonsamu LLHC Heo6xoamMmo UCKAto-
YyaTb pa3BUTME OMyXONEBOW AMCCEMMUHALIMKM, B TOM 4ucne
W 3a npeaesbl KpaHNMOCMNMHaNbHOW cucTembl. Manoe 4ncino
HabN4eHU, HEOAHOPOAHOCTb NaToreHes3a, WUPoKoe pas-
HOOGpPa3ne KIMHUYECKUX NPOSBEHWUI, TPYAHOCTb UX UHTEP-
npeTaunn cayaTt NPUYMHON OTCYTCTBUSA €AUHbIX B3MNSA0B
B OTHOWEHWWN AMArHOCTMKM MaLMEHTOB C 9KCTpaHeBpasb-
HbIMWM MeTacTazamMu 3aneHAMMOMbI. [peacTaBAEHHbIN KNu-
HUYECKUM Cclydan noaTBepKaaeT CNoCOOHOCTb aneHaMmap-
HbIX OMyXoNien K aKCTpaHeBpasbHOMY MeTacTa3MpoBaHuio,
onpeaensouemMy KpanHe He6NaronpuaTHbIM MPOrHO3
3abo/sieBaHus.
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HauunoHanbHbIM MEAULMHCKUIA UCCNEeN0BaTENbCKUI LIEHTP AETCKOM remMaTo/IornMmn, OHKONOIMK U MMMYHOJIOM UK
uMm. AmuTpua Porayé€Ba, MockBa, Poccuiickasa denepauns

HyTpuTUBHaNA noaaepKKa pebeHKa

C OBEHW/1bHbIM MHUEJIOMOHOLUTAPHbIM
NNIEMKO30M Ha pa3JIM4yHbIX 3Tanax
NPOTUBOOMNYXO0JIEBOro JIie4HeHUS:
K/IMHUYECKUM cNyYyaH
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O6ocHoBaHue. HOBEHW/IbHbIN MWUEIOMOHOLMTAPHbIM JIeMKO3 — 3J/10Ka4yecTBEHHOe 3ab0/ieBaHNe C KJOHaJIbHbIM Hapy-
LEHMEM TEeMOI033a, XapaKTepu3yLeecs YPe3MepHoi nposnpepaLmneri MOHOLMTapHOIro MU rpaHy/I0LUMTapHOro POCTKa.
B HacTosiee Bpems eJMHCTBEHHbIM CIIOCOGOM M3/1e4eHNs IBASIETCS TPaHCIMAaHTaLmMs reMono3TMYECKUX CTBOJIOBbIX Kiie-
TOK. [TpoBefeHne arpeccMBHOro 1E4EHUSI COMPOBOXKAAETCS Pa3BUTUEM BGOJIbLIOTO KOJIMYECTBA OC/I0KHEHUI, B TOM Yyucie
HYTPUTUBHbIX. [IpOBEAEHUE HYTPUTUBHOM MOAAEPHKKM TaKMX NaLNEHTOB COMPSKEHO C MHOXKXECTBOM TPYAHOCTEN BC/I€ACTBUE
0COBEHHOCTEH /IeYEHMS], COCTOSIHMS 60JIbHOIO 1 OC/IOXHEHMI Teparnuu. OnMcaHue KIIMHUYeCKoro cay4asl. Pe6eHoK ¢ guar-
HO30M KOBEHMW/IbHOr0 MWEIOMOHOLMTapHOro J1eMKo3a, Bo3pacT 1 rog 11 mec, nosyyna rnpoTMBOOIyX0/JeBOe JieYeHne —
XUMMOTEPanuio U TPaHCMNIaHTaLUMI0 KOCTHOro Mo3ra. B npouecce nedyeHus n rnocsie Hero pa3BuINCh TSXKENbIe OC/IONHE-
HuMS, NoTpe6oBaBLUME NPOBEAEHNS Pa3HbIX, B 3aBMCMMOCTH OT KIMHWMYECKOM CHUTyaLMu, TUNOB HYTPUTUBHOMN MOAAEPKKM.
UnncTpupyeTesi, HACKOJIbKO BaxKHOM SIBASIETCS CBOEBPEMEHHAS HYTPUTUBHAs MOAAEPIKKA U HACKOJIbKO A/IMTE/IbHO M TSHKESO
MOrYT MPOTEKATb HYTPUTUBHbIE HaPYyLLEHMNS y TaKUX AETEN [axe Noc/1e OKOHYaHUs OCHOBHOM Tepanuu. 3ak/o4eHune. [letam
C OHKOJIOMMYECKUMM 3a60/1€BaHNAMM LieS1eco0bpasHa NPeBEHTUBHas HYTPUTUBHAsS MOAAEPKKa NUTaTesibHbIMWU CMECSIMMU
0 Hayvasa JIe4eHUs faxxe Mpu HOPMasbHbIX HYTPUTUBHbIX Noka3aTtensx. [1pu noTeHUManbHoM AIMTENbHON HEBO3MOMXKHOCTH
afleKBaTHOM a/lMMEHTaLMM per 0S Lies1ecoobpas3Ho paccMmaTpmBaTh MOCTaHOBKY racTPOCTOMbI /151 OCYLECTBIEHNS SHTepaslb-
HOro nNUTaHms, MOCKOJIbKY MPo6ieMbl C anneTMToM MOryT GbiTb O4EHb A/IUTE/bHLIMM.

KnroyeBble cnoBa: 4eT1, OHKOJIOMMS, IOBEHUIIbHbIN MUEOMOHOLMTaPHbIM J1EMKO3, HYTPUTUBHBbIN CTaTyC, HYTPUTMBHAS NO4-
JIep)Ka, aHTepasibHoe nuTaHme.

(Ana ymtupoBaHmnsa: lLlamcytamHoBa M.C., AnbimoBa H0.A., Bauwypa A.H0. HyTputMBHaa noaaep)kka pebeHKa C toBe-

HWIbHBIM MWEIOMOHOLMTAPHbLIM IEMKO30M Ha Pas/iMyHbIX 3Tanax NpPoTMBOOMYXONEBOr0 JIEHYEHUSs: KIIMHUYECKUIA crydail.
Bonpockl coBpemeHHow neanatpumn. 2018; 17 (6): 490-495. doi: 10.15690/vsp.v17i6.1980)

OBOCHOBAHME

FOBEHU/IbHBIN MWUENOMOHOLUTapHbLIM nenko3 (KDMMIJT)
npeacrtaBnser cobon 3n0KayecTBeHHoe 3aboneBaHue C
KNOHa/IbHbIM HapyLleHNEM remMornoasa, xapaKrepuaytouiee-
csl YypesamepHon nponudepaumen MOHOLUTAPHOro U rpaHy-
nlounTapHoro poctka [1]. YpoBeHb exerogHon 3aboneBae-
MOCTK cocTaBnsieT oT 1 4o 2 ciyy4aeB Ha 1 M/IH YenoBek [2].

JocTnib pemMuccun u yBennyduTb MNPOLO/IKUTENBHOCTb
YKMU3HMU Y HacT NauMeHTOB yaaeTcs 3a CYET MHTEHCUBHOWM
xumuoTepanuu [2]. BmecTe ¢ TeM B HacTosiLLee BPEMS €AnH-
CTBEHHbIM 3bGdEKTUBHBIM Ccnocobom u3snedveHuns HOMMII
ABNSETCA TpaHCMAaHTauusa remMorno3TUYEeCKMX CTBOJIOBbIX
KNETOK C NPeALWeCTBYIOLMM KOHAULMOHMPOBAHMEM (BbICO-
KOAO3Has XxMMuUoTepanusa HENOCPELCTBEHHO nepes npose-
AeHveMm TpaHcnnaHtaumu) [3]. OgHaKo Takoe arpeccuBHoe
Jle4yeHne CconpoBOXAaeTcs pa3BuUTMEM 6OMbLIOrO Yucna
OC/IOXHEHWN, B TOM YUCNIE HYTPUTUBHbBIX HapyLLeHWn [4].

HyTputuBHasa (6en1KOBO-3HepreTMyeckas) HegocTa-
TOYHOCTb — pacnpocTpaHeHHas npobnema cpean AeTewn,
rocnuTann3npyemMblx CO 3/10Ka4eCTBEHHbIMW HOBOOGPa30-
BaHUAMM KPOBU. B OCHOBHOM HYTpUTMBHAas HefoCTaToM-
HOCTb CBfi3aHa C YMEHbLUEHNEM MOCTYMNNEHUS HYTPUEHTOB
W yBEIMYEHUEM UX NOTEPb BCNEACTBME OC/IOXKHEHWUN, CBA-
3aHHbIX C TOKCMYHOCTbIO XMMMUOTEPANMU: NOPaXKEHNE Cu-
3MCTON 0BGOJSIOYKM XKEeNyAo4HO-KULIEYHOro TpaKTa, MHbEK-
LIMOHHbIE OCNOXHEHUS, CHUXKEeHMe annetuTta, MHBEepCcuUs
BKyca, MeTabo/IM4EeCKME W TFOPMOHa/IbHblE HapylEeHUs
[5, 6]. B aton cBaA3n TpebyeTcs ageKkBaTHas U CBOeEBpe-
MEHHasi HYTPUTMBHAA MNOAAEPIKKA, MOCKOMbKY HYTPUTUB-
Has HefOCTaTOYHOCTb OKa3blBAaeT HeraTMBHOE B/USHWE
Ha pe3ynbraTbl E€4YEHUA U NPOrHO3 Yy 3TUX JeTen Bcnea-
CcTBME ycuneHms no6o4YHbIX 3aGPEKTOB XMMUOTEPANUK, CHU-
KEHUS NepeHOCUMOCTU MPOBOAMMOrO fIeYeHUS U yCTOM-
YMBOCTU K OC/IOXKHEHWMSIM Tepanuu, CHUMKEHUS CKOPOCTU



penapauun TKaHen unun, HaobopoT, ACKanauuu Katabonmye-
CKMX rnpoLeccoB B opraHuame [7]. B 1o e Bpems afeKBaT-
HOE HYTPUTMBHOE COMPOBOXAEHWE TaKUX AETEN CONPSKEHO
C MHOXeCTBOM TpyAHOCTEN, 0BYCNOBAEHHbIX OCOBEHHOCTS-
MW MHTEHCMBHOIO M TOKCMYECKOro fleYeHus [7], Taxenbim
W MHOrAa HectabuibHbIM COCTOSIHUEM MaLMEHTa U OCNOX-
HEeHWAMMW Tepanuu (Npexae BCero raCTpoOUHTECTUHANbHbIMU)
[8]. 3TMM 06ycnoBneHbl BbIGOP METOAOB M CNOCOOGOB Mpo-
BeEHUS HYTPUTUBHOM NOAAEPIKKM, a TaKKe HEOBX0ANMOCTb
ee IMHaMMUYECKON KOPPEKLINH.

Ana vnncTpauuu BbILWWECKA3aHHOMO MPUBOAMM OMMU-
CaHuWe onbiTa HYTPUTUBHOW MOAAEPKKM pebeHKa co 3/10Ka-
4YeCcTBEHHbIM 3ab0neBaHMEM KPOBWM Ha pasHblX 3aTanax ero
neyeHus.

KNIMHUYECKUIA NPUMEP

MauymneHT A., Bo3pacTt 1 rog 11 Mec, NpoxuBatlowmm
B Koctpome, Haxoauncs Ha nedvenun B ®IrbY «HMWL, ArOn
um. Amutpua Poravésa» MuH3gpaBa Poccun (MockBa;
fanee HMWL, irON) ¢ anarHo3om «KOBEHUbHbLIA MUENOMO-
HOLMTaPHbIM NENKo3, BbiCOKas rpynna pucka. AnnoreHHas
TpaHcNIaHTaLUMsa KOCTHOMO MO3ra OT POACTBEHHOro ramnso-
WAEHTUYHOrO AOHOpPa (MaTepu)».

M3 aHamHe3a M3BECTHO, 4TO pebeHOoK OT 3-i bepe-
MEHHOCTHU, NepPBbIX PpoaoB. TeyeHne 6epPeMeEHHOCTH C yrpo-
30/ BblKMAblwa B 27 Hed. Poabl onepaTuBHblE, MyTEM
KecapeBa ceyvyeHus Ha 37-38-i Hea. Bec npu poxkaeHuu
3630 r, gavHa Tena 53 cm. OueHka no wkane APGAR
7/8 6annoB. HaxoguMncs Ha eCTECTBEHHOM BCKapMu-
BaHWM A0 3 mec. [Janee nony4yan AETCKYID MOMOYHYIO
afjanTMpoBaHHylO cMecb. [puKopm BBeAeH No BO3pacTy.
MpodurnakTnyeckune npnBmMBKM Ao 1 roga 5 mec — COOTBET-
CTBEHHO rpadmKy. CeMenHbIM U HacneaCTBEHHbIN aHaMHe3
He OTAroLLEHbI.

B Hoa6pe 2016 I. B CBSI3M C A/IUTENBHO COXpaHsaloLLencs
NIMXOPaAKON, HEKYNMPYEMOW HEeCTeponAHbIMW MPOTUBOBOC-

nanutenbHbIMW CpeacTBamMu, HapacTaHuem HeBpoJiornye-
CKOW CUMMTOMATUKKU B BUAE yTpaTbl peyu, HapyLIEHUS MoXoa-
KW Obl1 rOCMUTanM3npoBaH B neauaTpuyeckoe oTaesneHune
[EeTCKOM BGO0NbHULbI MO MECTY XWUTeNlbCTBa C MOLO3PEeHUem
Ha ayTOMMMYHHbIM umbonponudepatuBHbIA CUHLPOM, BTO-
PUYHBIN remodaroLmTapHbIi CUHAPOM Ha GOHe NepcucTUpy-
lolwen LMTOMEranoBmMpycHoM MHbeKUnn 1 nHdeKkunmn supyca
AnuwrenHa—bapp, a Takke oCcTpbIM NeNKo3. B remorpamme:
nenkoumutbl 29 Tbic./MKN (Hopma 6,05-9,85), remorno6uH
92 r/n (Hopma 115-138), Tpom6oLUTbI 24 TbIC./MKN (HOpMa
204-356). B gpekabpe 2016 r. pebeHok noctynun B HMULL
OrOU, rge no KAMHWMYECKMM W nabopaTopHbIM AaHHbIM
(BKOYaa OaHHble KOCTHOMO3rOBOW MYyHKLMKW) Gbl NOCTaB-
NeH anarHo3s: «KOBEeHWNIbHbIK MUETOMOHOLUMTaPHbIN JIENKO3,
BbICOKas rpynmna puckan.

OLEHKY U MOHWMTOPWHI HYTPUTUBHOMO cTatyca pebeHKa
NPOBOAMIM C MOMEHTA MOCTYMNAEHUS B KIIMHUKY MO aHTPO-
NOMETPUYECKMM NOKa3aTensiM: pPocT (CM), macca Tena (Kr),
MHAEeKe Maccbl Tena (MMT, Kr/M2), ToNILMHa KOXKHO-KUPOBOJi
cknagku Hap TpuuencoM (KMCT, MM), OKpPYXHOCTb MblLLLY
nneva (OMI1, mm). M3mepenne KXKCT npoBoanaM ¢ NOMOLLbIO
3neKTpoHHoro Kanunepa Accu-Measure (CLLUA). U3mepeHune
OKPYXXHOCTK Mjleda OCYLLeCTBASNM TMOKOW CaHTUMETPOBOM
JIEHTOM Ha YPOBHE CpeaHEN TPETU nyieva neBown (Hepaboyen)
pyku. UMT paccuunTbiBanu no dopmyne:

WUMT = Bec (Kr) / pocT (M)2.
BennuunHy OMI Bbiymncnsnu no dopmyne:
OMT1 (Mm) = O (MM) - 3,14 X KXCT (Mm),
rae Ol — OKPY)XHOCTb Mnnevya.
MepLeHTUAbHbIEe 3HaYeHUs MOMYYEeHHbIX MoKa3laTenew

onpefenann no craHAapTHbIM HoMorpammam BcemupHon
opraHmM3auunu 3gpaBooxpaHeHus [9].

Mariam S. Shamsutdinova, Yulia A. Alymova, Andrey Yu. Vashura
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Nutritional Support for a Child With Juvenile Myelomonocytic
Leukaemia at Various Stages of Antineoplastic Therapy:

A Clinical Case

Background. Juvenile myelomonocytic leukaemia is a malignant disease with clonal impairment of haematopoiesis, characterized by
excessive proliferation of monocytic and granulocytic sprout. Currently, the only way to cure it is hematopoietic stem cell transplantation.
Vigorous treatment is accompanied by the development of a large number of complications, including nutritional ones. Nutritional
support for these patients is fraught with many difficulties due to the treatment characteristics, patient’s condition, and complications of
therapy. Description of a Clinical Case. A child diagnosed with juvenile myelomonocytic leukaemia, 1 year and 11 months old, received
antineoplastic therapy — chemotherapy and bone marrow transplantation. In the course of treatment and after it, severe complications
developed, which required various types of nutritional support, depending on the clinical situation. It is illustrated how important timely
nutritional support is and how long and difficult nutritional disorders can proceed in these children even after termination of the main
therapy. Conclusion. Preventive nutritional support with infant formulas is advisable for children with oncological diseases prior to
treatment even with normal nutritional indicators. With the potential long-term impossibility of adequate alimentation per os, it is
advisable to consider the placement of a gastrostomy tube for enteral nutrition since problems with appetite can be very long.

Key words: children, oncology, juvenile myelomonocytic leukaemia, nutritional status, nutritional support, enteral nutrition.
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KnuHun4yecKoe Ha6GnogeHue

Mpy NepBUYHOM OLIEHKE HYTPUTMBHOIO cTaTyca B AeKa-
6pe 2016 1. (Ha MOMEHT NMOCTYN/IeHUs B CTalMoHap) y pebeH-
Ka 6bl10 AMarHoCTMpOBaHO OoTCTaBaHWe B pocTe (11-i nep-
LEeHTWUNb, NPU HOpMe OT 15-ro NepueHTUns), 0OAHaKo ocTanb-
Hble NnokasaTenn HyTPUTUMBHOMO cTaTtyca Obin HOPMasbHbIMU
(3Ha4yeHus UMT cooTtBeTcTBOBaNN 23-My MEPLEHTUNIO MNPU
HopmMme 15-85, OMIN — B Kopupope 25-50-ro nepueHTnns
npu Hopme Bbiwe 10).

MockonbKy KOMMIJ1 gBnsetca abCoMOTHLIM MOKa3aHu-
eM A9 MPOBEAEHUS TpaHCMNaHTaUMW FeMOMO3TUHECKUX
CTBONOBbIX KNETOK [3], mocne nocTtaHOBKKU AMarHosa npo-
BOAMNCSA MOMUCK AOHOpa. 3a 3TOT nepuoj nauMeHTy npo-
BeeHO 2 6/10Ka BbICOKOAO3HOM XumMuoTepanuu (puc.):
FLAM (BHyTpuBEHHO dryaapabuH 30 Mr/m2, uutapabuH
2000 Mr/M2, MUTOKCaHTPOH 10 Mr/M2), FLA (BHYTPMBEHHO
bnyaapabuH 30 Mr/m2, uutapabuH 2000 mr/m2). Tepanuio

60/1bHOW MepeHeC yAOBNETBOPUTENbHO, C KPaTKOBPEMEH-
HbIMW OC/IOXHEHUSIMM B BWE MYKO3WUTa (BOCManeHue Ciu-
3UCTON 0BONIOYKM POTOBOWM MOJSIOCTHU, [NOTKK, MULLEBOAA)
W aHTepuTa. ANNeTUT BO Bpems nposeaeHns 610K0B XMMUO-
Tepanuu 6bi1 coxpaHeH, pebeHoK nosydan NuTaHue nepo-
panbHO B cocTaBe 6104 OCHOBHOMO pauvoHa (Wagsuwmm
CTON C y4yeTom TpeboBaHWM HU3KOMMKPOOHOCTU — MaK-
CUMMaslbHOE CHUWXEHWEe MNOCTYNJIEHUS MWKPOOPraHM3MoB
M UX CNOP Yepe3 raCTPOUHTECTUHAsIbHbIN TPAKT B YC0BMU-
fX ania3mnm KPOBETBOPEHUS U «BbIK/IOYEHUS» MMMYHHOM
3aWunTbl). OTpULaTENBHOM AMHAMUKK NOKa3aTenen HyTpu-
TMBHOrO cTaTyca He 0TMe4yanoch.

[Janee nocne 6-gHEBHOr0 KOHAWLMOHWPOBAHWUSA (BbICO-
KOJ03Has XMmuoTepanua nepea npoBefeHWeM TpaHCMIaH-
TaumMmM B coctaBe dnygapabuH 150 MF/M2, TpeocynbdaH
42 MI’/M2, mendanaH 140 MI'/M2, a Takxe yuknodochammng

Puc. MauueHT A., Bo3pacT 1 rog 11 Mec: AuHaMUKa HyTPUTUBHbLIX NOKa3aTenen, NpoBOAUMOro NeYeHUs U ero OCIOXHEHWUI, MUTaHUS
Fig. Patient A., age 1 year 11 months: the dynamics of nutritional indicators, administered treatment and its complications, nutrition
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Note. FLAM — high-dose chemotherapy with fludarabine, cytarabine, mitoxantrone, FLA — high-dose chemotherapy with fludarabine,
cytarabine, BMT — bone marrow transplantation, AC — arm circumference, AMC — arm muscle circumference, EN — enteral nutrition,
PN — parenteral nutrition. Source: M. S. Shamsutdinova et al., 2018.



100 Mr/mM2 Ha 3-u W 4-e CyT nocne TpaHChnaHTaLmm)
6blna npoBefeHa TpaHcniaHTauus KocTHoro mosra (TKM)
OT rarn/iougeHTUYHOro JoHopa (MaTteph).

B paHHeM nocTtpaHcnnaHTaLMOHHOM Nepuoje (B nepsble
100 cyT oT momeHTa TKM) y pebeHKka Ha doHe MHAYLMPO-
BaHHOM annasun KPOBETBOPEHUS Pa3BUINCb OC/IOXKHEHMS,
KOTopble 6blIM CBSI3aHbl NPEXAE BCEro ¢ MHPEKLMEN racTpo-
WHTECTUHANbHOrO0 TPaKTa W AblXaTe/lbHOW CUCTEMBbI. Tak,
¢ nepBov Hegenu nocne TKM y naumeHTa pa3BuUIUCb 3HTe-
POKONNT, MYKO3MUT, MHEBMOHMKS, YTO HEraTMBHO CKa3anocCb
Ha ero annetTute 1 B LEefIOM Ha BO3MOXHOCTU afjeKBaTHOM
anMMeHTaumMm aHTepanbHbiM nyTem. A ¢ 3-1 Hea pasBunach
OoCTpas peaKkuus «TpaHcnaaHTaT MpPoTUB XO3AWHa» — KOXK-
Had, neyeHo4YHas, KuwevyHas GopMbl (IHTEPOKONUT C remo-
KOJIUTOM, T.€. OC/IOXHEHUSA YHe WMEIOWMUXCH racTPouHTe-
CTUHaNbHbIX HapylweHuin). OcHoBHOe nevyeHne nocne TKM
OblfI0 HanNpaBNeHO Ha IMKBUAALMIO OCNIOXKHEHWI, B YacTHO-
CTW BbIMOMHANNUCH NPOTMBOMUKPOOHAs, NPOTUBOrpnbKoBas,
NPOTMBOBMPYCHas Tepanus, 3aMecTuTeslbHble reMoTpaHcoy-
3UK, remocTatnuyeckas Tepanusa, 06e36o01MBaHne, UMMYHO-
cyrnpeccuBHas Tepanus (IMIOKOKOPTUKOCTEPOUbI).

Ha doHe ocnoxHeHur nocne TKM, onucaHHbIX Bbille,
y pebeHKa pe3Ko COKpaTwuiacb U daKTUYeCKM cTana Bpe-
MEHHO HEBO3MOXHOM 3PPEKTUBHAS SHTEpPaANibHAA anuMeH-
Tauus, YTo oTpuuaTeIbHO CKa3anoCb Ha HYTPUTUBHOM CTa-
Tyce: pebeHOK Hayall CTPEMUTENIbHO TepsATb maccy Tena,
KoTopas 3a 18 cyT cHuaunack ¢ 11,5 kr go 9,3. Takum
06pa3oM, HopMasibHbIM HYTPUTUBHbLIM CTaTyc (MOKasaTtenu
Macchbl Tena oTHocuTenbHo Bo3pacta, MMT, OMI1 B npege-
nax pedepeHcHbIX 3Ha4YeHnn) y naumeHTa 4o TKM B TeyeHue
18 cyT TpaHcHOPMMPOBASICA B OCTPYIO TAKENYIO HYTPUTUB-
HYl0O HeJoCTaTo4HOCTb (Moka3atenn UMT n OMI1 < 5-ro nep-
ueHTuns). Kpome toro, B KOHUE NepBon Hegenun nocne npo-
BegeHus TKM BO3HUK gedunumT BUCLLepanbHOro nyna 6enka
(runoanbbymunHemus 24 r/n; Hopma 38-54). YyuTbiBasd
OMUCaHHble BbllWe TraCTPOMHTECTUHANbHbIE HapyLIeHUs,
noTepro Beca, B KOHLEe nepBon Heagenun nocne TKM 6bi10
Ha3Ha4yeHO MNOoJIHOoe MapeHTepasbHoe NuTaHue, Ha ¢oHe
KOTOPOro oTpuuaTenbHas AMHaMUKa HYTPUTMBHOIMO crtaTtyca
coxpaHunacb, a BO3MOXHOCTb KaKOM-IM60 3HTepanbHOM
anMMeHTaUMn OTCyTCTBOBana B TevyeHue Mecsua. B aton
CBfA3M Oblla Ha3Ha4YeHa KOHCynbTauusa AMeTonora ¢ nocne-
AyIOWMM AMHaMUYECKMM HabnogeHnem nauveHTa. o utory
NepBMYHON KOHCyNbTauuu avetonora Ha 39-e cyt oT TKM
Ha GOHe NPOBOAMMOIO MOMIHOIO NapeHTepPasbHOro NUTaHUSA
OblS10 Ha3HaYeHO MUHMMalbHOE 3HTEpPabHOE MUTaHUE to-
KO30-3N1EeKTPOSIMTHBIM PacTBOPOM B APOGHOM peryisipHOM
pexxnme no 30-50 mn 3a npueM. YMeHbLLEHWE NPOSBAEHUN
MYKO3MTa U, B 4YaCTHOCTU, BONEBOr0 CMHAPOMa B POTOBOW
NMosIoCTU MO3BOJIUIO OCYLLECTBAATb MUTaHWe nepopasnbHo
C MOCTENEHHbIM YBEIMYEHMEM Pa30BoOro o6bema, a ganee,
yepe3 Hefento, HavyaTb MOCTEMNEHHY 3aMeHy [JIIOKO30-
31EKTPOJIMTHOIO pacTBOpa Ha OIMIOMEPHYIO U30Kanopuye-
CKYIO CMECb.

Ha ¢oHe OCHOBHOro Ne4YeHns U HyTPUTUBHOM NOAAEPIKKM
(nonHoe napeHTepanbHOE M MWHUManbHOE 3HTepasibHoe
nuTaHuWe) oTmMedvanacb MOJIOKMUTENbHAA AMHAMUKa B BUAE
YMEHbLIEHUSA BbIPaXXEHHOCTU CUMMTOMOB 3HTEPUTa, Kynu-
pPOBaHWA reMOKONTa, He3HauyuTeNbHOM NpubaBKKM Macchl
Tena (CM. puc.). YMEHbLUEHNE BbIPaXKEHHOCTU SHTEPOKONUTa
NO3BOMMMAO MNEPENTU K yBEIMYEHUIO OObEMA CMEcU MeTo-
[IOM CWNUHra (nepopanbHbli APOOHLIK MPUEM NUTaTENb-
HbIX CMEcen B peryfisipHOM peXuMme) U BRIOYUTL 6ntoaa

wagawero pauuoHa. OgHaKo M3-3a COXpaHSoLWMXCH NpPo-
61eM ¢ anneTuToM, TOLWHOTbI, NEPUOANYECKOr0 abLoMUHaNb-
HOro 6071eBOro CUMHAPOMAa MOMbITKW PErynspHOro npuema
ONIUrOMEPHON CMeCH MEeTOLOM CHUMMHIa W npuemMa MuLLm
B paMKax Waasulero paLuoHa ycnexa He umMenu BnaoTb Ao
90-x ¢yt or TKM. CyTo4HblM 06beM CMeCH He MpeBblllan
180 Mn 1 BapbupoBan B pasnnyHble aHn ot 50 go 180 mn,
a npvem 61104 WAASUEro pauuMoHa Obll HeperyaspHbIM,
MOMbITKM PacCWMPUTb paLMoH Oblin 6e3ycnelwHbiMu (npe-
AEe BCEro, M3-3a COXPaHAoLLENCS TOWHOTbI U OTCYTCTBUSA
anneTtuta). bonee TOoro, pa3BUAMCb CUMMMTOMbl AWHAMMU-
YECKOM KMLLIEYHON HEMPOXOAMMOCTM (NOSIBNEHWE M y4alle-
HWE pPBOTbI, OTCyTCTBME AedeKauuun), B CBA3U C 4yeM Ans
JanbHeNLWero aHTepanbHOro nuTaHus pebeHKy 6bln ycTa-
HOBMleH Ha30racTpasnbHbi 30HA. MPOAOAKEHO MUHWMMaNb-
HOe 3HTepanbHOE MUTAHWE OJIMFTOMEPHOM CMECHIO, HO YXKe
yepe3 HaszoracTpalbHbii 30HA C MOCAEAyIOWMM Hapallm-
BaHMeM obbema BBogMMown cmecu ¢ 50 go 120 mn 3a pas
N eXXeAHEeBHbIM yBENMYEHNEM pa3oBoOro o6bema Ha 10 mn.
[ononHUTENBHO NPOBOAMACE TEPaNMs C LLebo CTUMYASLMK
NepUCTanbTUKKU KEeNYA0YHO-KULWEYHOrO TpaKkTa (MeTOKIOo-
npamua, HEOCTUrMUH). MUHWMaNbHOE 3HTEpPaNbHOE NMUTaHWe
C yBenyMBaloWmUmMcs 06beMOM MaLMEHT NEPEHOCUN YaO0B-
netBoputenbHo. lNonHoe napeHTepanbHOe nuTaHue 6bi1o
NPOAOMKEHO, MOCKOJIbKY 06ecrneynTb HYTPUTUBHYIO NOTped-
HOCTb pebeHKa C COXpaHSIOLWENCA TAXKENOW HYTPUTUBHOWM
HeLOCTaTOYHOCTbIO B HYTPUEHTAX 3HTEPaNbHbIM MUTAHUEM
He NpeacTaBAAN0Ch BO3MOMXKHbIM.

Mo mMepe KynupoBaHWS CMMNTOMOB 3HTEpWTa, NPUGAK-
3uTenbHo Ha 160-e cyt oT TKM, 3HTepanbHOe nuTaHue
Yyepes Ha3oractpasibHbli 30HA OIMITOMEPHOW CMECLIO MyTeM
NOCTENEHHOW 3aMeHbl OJHOr0-ABYX KOPMJIEHWUI €XeOHEBHO
6bI/10 3aMEHEHO Ha MonnmepHyto. Mpu JOCTUXKEHUM 0GbEMa
3HTEpanbHOro MUTAHUA, MO3BONAKOLIEN0 CTAabunbHO o0b6ec-
neynBatb OKono 40% CYTOYHOW HYTPUTUBHOM MOTPEBHO-
CTW, Ha4YaTO CHWUKEHWEe o06beMa MapeHTepPasbHOro NUTaHUS
C AanbHENIIMM yBENUYEHWEM SHTEpPaNbHOM COCTaBAsloWen
HYTPUTUBHOM NOAAEPKKM.

Co 165-x cyt oT TKM auMHamMuKa HYTPUTMBHOrO cTaTtyca
MMena BblpaKeHHbIW MONOXWUTENbHBIN TpeH4 BCNeacTBue
yBeNM4yeHms o6bemMa 3HTEPASIbHOIO MUTAHUS U NOCTYNIEHNUS
HYTPUEHTOB B LIESIOM, @ TaKXe B pe3ynbraTe KynupoBaHus
WHOEKLMOHHBIX U FaCTPOUHTECTUHANbHBIX OCMOXHEHWW. Ts-
enas HyTpUTMBHAs HeLOCTaTOYHOCTb (GaKTU4Yecku Obina
KynMpoBaHa, MoKas3aTeiuM HYTPUTMBHOIO cTaTyca COOTBET-
CTBOBa/IM YMEPEHHON HYTPUTUBHOM HEAOCTAaTOYHOCTH (NOKa-
3atenn UMT — 13-k nepueHtunb, OMIT — 25-50-# nep-
LLeHTUIb), YTO MO3BOSIMIO MPOAOCIKUTL CHUXKEHME o6bema
napeHTepanbHOro NUTaHUSA U yBEeIWYUTb 06bEM 3HTEpasb-
HOMO MUTaHUS.

Ha 195-e cyt ot TKM napeHTepanbHoe nutaHue 6bi1o
NMOSIHOCTbIO OTMEHEHO, HYTPUTMBHAsA MNoAAepKa pebeHka
(B KOHTEKCTe obecneyeHnss HYTPUTUBHOM NOTPEBHOCTH) CTa-
Nla OCyLLEeCTBNATLCSA Yepe3 Ha3oracTpaibHbIM 30H B MO/THOM
ob6beme. OHAKO Ha Mepuoj peakTMBaLMKU FracTPOMHTECTHU-
HanbHbIX Npobnem (Ha 227-e cyt oT TKM) napeHTepanbHoe
nuTaHue 6blI0 BPEMEHHO BO3BpPALLEHO B 4aCTMYHOM 0Ob-
eme (CM. puc.).

JHTepanbHOe NUTaHWe Yepe3 Hal3oracTpasibHbl 30HA
(Mpn perynsapHbiX 3aMeHax 30HAa — Kaxable 2-4 Heq
B 3aBUCMMOCTM OT MaTepuwana) Aaunocb OKono 6,5 mec.
K ToMy MOMeHTy pebeHOK cTan nofyd4aTb runepkanopu-
YyecKylo cMmecb (1,5 KKkan/mn), nepeHocun ee BBedeHUe
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KnuHun4yecKoe Ha6GnogeHue

YAOBNETBOPUTENBHO. HYTPUTMBHBLIA CTaTyC MNauueHTa BOC-
CTaHOBMACSA [0 HOpMasbHbIX 3HavyeHnn (MMT — 19-1 nep-
ueHTunb, OMIMN — 10-25-i nepueHTunb). Bmecte ¢ T1em
y pebGeHKa coxpaHsnacb npo6nemMa MoyTU MNOSIHOrO OTCYT-
CTBMSA anneTuTa, HECMOTPS Ha YNyylleHWe ero COCTOSHMSA
M CaMOYyBCTBMS, KyNMMPOBaAHMS raCTPOMHTECTUHANbHbIX MPO-
6nem. B cBSI3n ¢ 3TMM 6bIN0 NPUHATO PeLlEeHUE O HaNOKEHUK
HM3KOMNPOOWIBbHOM TacTPOCTOMbI A/ NpOBeAeHWUs AaNb-
HeWLero 3HTepanbHOrO MUTaHUS Ha nocneaylollemM atane
peabunutauum nauueHTa. [locne racTpoctoMuu pebeHoK
NPOAOIKMUA NOJIHYIO SHTEPASIbHYIO aIMMEHTALMIO C COXPaHe-
HMEM MOSIOKMTENbHBIX U3MEHEHUI MOKa3aTenen HyTpUTUB-
HOro craTyca. HecmoTpsi Ha TO YTO pPe6EHOK OTHOCUTENIbHO
6onblue CTan NpUHUMAaTL NULWY NepopanbHbIM NyTeEM, NPo-
671eMa BOCCTaHOBNEHMS NOSHOLEHHOM anuMeHTaunu per os
0OCTaeTcs OTKPbITOMN.

MporHo3. KacaTenbHo NporHo3a HyTPUTMBHOIO cTaTyca
M CBAA3AHHbIX C HUM Npo6/EM, C OAHOW CTOPOHbI, NUTaHWe
pebeHKa ne4yebHbIMU CMECAMU Yepes racTpoCcToOMy B afeK-
BaTHOM 06GbeMe [OO/KHO ob6ecrneynuTb €ero HYTPUTUBHYIO
noTpe6HOCTb M, Kak CneacTBue, POCT U pa3BUTUE OPraHoB
n cuctem. C Apyrom CTOPOHbI, CEpbe3HON Npob6aeMon ABNs-
eTcs HapylleHve anneTuTa, UMetollee, cyas no BCcemy, Hen-
POreHHbIM XapaKTep M He MNO03BOMSKLIEE BOCCTAHOBUTb
MONMHOLEHHYIO MEPOPasbHY0 anNMMEHTALMUIO KaK MUHWMYM
B CPEAHECPOYHOM NepcrneKkT1Be.

OBCYXAEHME

Kak 6bl10 yKa3aHO Bbllle, HYTPUTMBHAsA HegocTa-
TOYHOCTb 4acTO COMYTCTBYET NE€YEHUID OHKONOrMYECKMUX
3aboneBaHun y feten [4, 5]. OnNUcCaHHbIK KIUHUYECKUM
cny4yan — He ucKyeHue. TaK, y naumMeHTa Ha doHe npo-
TMBOOMYXO/IEBOM TepanuuM W ee HeratuBHbIX 3hdEKTOB,
06YCNOBMEHHbIX KaK NPAMbIM LMTOTOKCUYECKUM [OENCTBU-
eM, TaK M WHAYUMPOBAHHOW anfia3ven KPOBETBOPEHUSA
C nocneaytwnumMmm MHOEKLMOHHBIMU OCNOXHEHUSMU, PE3KO
COKpaTWNOCb MOCTYyM/I€HWE HYTPUEHTOB C MULLEN, YXYALIK-
NIoCb nepeBapvBaHWe/BcacbiBaHWe MULLM B KULIEYHUKE,
yBenn4ymnacb HyTPUTMBHAsA NOTPEBGHOCTb Ha GOHE YCKOPEH-
HOro kaTa6onuama. Bce aTo NpuBENo K TOMY, 4TO Y pebeHKa
C HOpMa/bHbIM HYTPUTUBHbLIM CTATycOM (MPUHLMNMUANb-
HO He mmetowero npobnem ¢ NUTaHnem Ao 3aboneBaHus
M Ha MOMEHT Havyana NeyeHus) 3a AOCTAaTO4HO KOPOTKMM
CPOK pa3Buiacb Tsxenas HyTPUTUBHAasA HeAOCTaTOYHOCTb,
4YTO SBASETCA He €AMHUYHbIM C/ly4aeM U HepeaKko Onu-
cbiBaeTcs B nutepatype [8, 10]. Kpome Toro, Ha ¢oHe
pPa3BUTUS peaKLMK «TpaHCMaaHTaT NPOTUB X03snHa» (npe-
¥Oe BCEero KMIe4yHon GopMbl C TAXKENbIM 3HTEPOKOIUTOM)
3HTepanbHasa anuMeHTauus, B pakypce ee apPEeKTUBHOCTH,
Ha AOBOJSIbHO A/UTENbHbLIA CPOK CTafna MOSHOCTbIO HEBOS-
MOXHa M3-3a CHUXEHWs nepeBapuBaloller U BcacblBa-
TeNbHOM OYHKUMU KULWEYHUKA, 3HAaYUTENbHOrO YXyALeHUs
CaMO4yBCTBUSA, TOWHOTbI M PBOTbI, 6GONEBOro CUHApPOMAa
N CHUXXeHWs anneTuTa. Bce aTo BpemMs mauueHT nosyyan
HYTPUTUBHYIO MOAAEPKKY MapeHTepanbHo. ITO MPOMUCXO-
onno Ha GoHe MPOoAO/IKAOWMXCA HeratMBHbIX 3ddEKTOB
NPOTMBOOMYXONEBOW Tepanuun U runepkatabonmMama, 4acTo
MMeEIoLLEro MecTo B TaKmx ciyvasx [3, 5, 6].

BaKHO Npu 3TOM 3aMETUTb, YTO OTCYTCTBME MUHMMASIb-
HOM 3HTEpanbHON aNTMMEHTaLUKN C TPOPUYECKON ANS racTpo-
WMHTECTUHANbHOIO TpakTa uenbto [10, 11] B Te4eHne noyTm
3 mMec Ha QOoHe TAKENOro 3HTepoKosMTa CTano NpUMBOAUTL
K YCYry6/eHMIO KULEYHbIX MPo6aeM, B HaCTHOCTU Pa3BUTUIO

OWHAMWYECKON HenpoxoauMocTWu. [lefio B TOM, YTO Jaxke
B MUHUMaNbHbIX 06beMax nepopanbHoe MUTaHue ocyluecT-
BASTb PErYyNSPHO CTano HEBO3MOXHO M3-3a TOWHOTLI, PBOTHI,
OTCYTCTBMS anneTuTa U OOLLEro yXyALEeHWS CamMO4yBCTBUS.
locTaHOBKa Ha3oractpaibHOro 30HAa B JaHHOM clydvae
pelunna BONpoc BO3MOXHOCTU MPOBEAEHUA MUHUMaAbHOIO
3HTEpPaNbHOro MUTaHUA B perynsapHoM pexume. BrnonHe
BEPOSATHO, 4TO 6osiee paHHASA (BO3MOXHO, 4o TKM nnbo npwm
nepBOM Pa3BUTUM TSXKENbIX OCNOXKHEeHU nocne TKM) nocta-
HOBKa racTpoCTOMbl No3Bonnna Gbl NPeaoTBPaTUTb Pas3By-
TUE TaKMX HapyLIEHWN, KaK Napes3 KULWEYHNKA, U COKPaTUTb
OSINTENBbHOCTb TACTPOMHTECTUHANbHbLIX Npo6neM. [daHHbin
noaxop ¢ ero addeKTUBHOCTbIO (60oNee paHHero, NpPeBEHTUB-
HOrO 3HTEPaNbHOro NUTAHWUS) ONMUCaH MHOTUMU 3apy6EKHbI-
MU uccnegosatensmu [5, 6, 12].

MpoBoavMoOe MMHUMaNbHOE 3HTEpaNbHOE NUTaHWe B pe-
rynapHOM pexunme BMecTe ¢ 3GHEeKTOM NPOKUHETUKOB Kymu-
poBafio paHHWE MPOSIBIEHMS Mape3a KMUIIEYHUKa M B KO-
HEYHOM cYeTe MO3BOJIMO AaNiee OCYLLECTBNATb HYTPUTUBHYIO
NOAAEPIKKY 3HTEpanbHbIM MyTEM B MOCTEMEHHO YBEIUYU-
BatolleMcs 06beMe. 34eCb BaXKHO Y4YeCTb, YTO HayasbHYIO
3HTEpasbHYl0 MNOAAEPIKKY PebEeHOK nosyyan OMroMepHON
(monyaneMeHTHOW) NUTaTeNlbHOM CMecblo. PacyeT 6bin B TOM,
4yTOObl 06€ecneynTb TPODUKY KMIIEYHUKA C MUHUMabHOM
Ha Hero Harpy3kom v MUHWManbHbIM €ro pasapaxeHuem,
C MOCTEMEHHO yBENMYMBAIOWMMCS MO NEPEHOCUMOCTH 0bbe-
MOM cmecu. KaK TonbKo AocTaToyHash GyHKLMSA racTpouH-
TECTUHaNbHOMO TpaKTa 6blia BOCCTaHOB/EHA, ObI10 HayaTo
nocteneHHoe BBeAeHWE NoMMEPHON GOopMybl. YBENUYeHne
o6beMa 3HTEpaNbHOro NUTaHMSA U ero yaoBNeTBOpUTENbHANA
nepeHoCMMOCTb NMO3BONMAN MEPENTU K 3Tany COKpalLleHUs
napeHTepanbHOro nuTaHus, KoTopoe Oblo NMOCTENEHHbIM
M TONbKO K 195-m cyT nocne TKM 6bi10 NOMHOCTbIO OTMEHE-
HO. 3TO MOKa3biBaeT, HACKONbKO ANUTENbHLIM MOMXET 6biTb
NnpoLLecC BOCCTAHOBMIEHWUS afEeKBATHOM 3SHTEpasbHOW anu-
MEHTaLMM ¥ BaXKHOCTb NapeHTepanbHON NOAAEPKKM Y TaKMX
neten. Cnegyet OTMETUTb, YTO GOMBLWIMHCTBO MccnegoBare-
Nnen He PEeKOMEHAYIT ANUTENbHOE UCMONb30BaHWE NOHOMO
napeHTepanbHOro NuUTaHua B MOMb3Yy MaKCMMalbHO BOS3-
MOXHOr0 3HTEepPanbHOro [6, 12]. XoTa 4acTb M3 HUX OTMeYaeT
BO3MOXHOCTb 3aTAMHbIX FACTPOUHTECTUHANbHbLIX HapyLWeHUH
WK 3HAYUTENbHbIE OCIOXKHEHUS OCTPbIX (MOCne NpoBeAeHUs
TKM), 4TO MOXET AenaTb HEBO3MOXHbIM 06ecne4yeHne HyTpu-
TUBHOW NOTPEBGHOCTU 3HTEpasnbHO [3, 13].

B onucbiBaemMoM cnydae HyTPUTMBHAS MOAAEPHKKA
W napannenbHoe KynupoBaHWE OCNOXHEHUI XMMWOTepa-
MUKW MO3BOMAU YAYHLIUTb HYTPUTUBHbLIA CTaTyC NalMeHTa
BMIOTb A0 BOCCTAHOB/IEHWNS HOPMaJsibHbIX NoKasatenen UMT
n OMI. Ho coxpaHunacb cyulecTBeHHas npobnema —
OTCYTCTBME annetuTa, npeanonaratroliee HEBO3MOMXKHOCTb
[OCTaTO4YHOM MepopanbHOM anvMeHTauuMM U sBuBLUEecs
noKkasaHWeMm [An5 NOCTaHOBKM racTPOCTOMbI NauMeHTy. 3To
No3BOMWIO MPOAO/IKUTL afeKBaTHOe NUTaHWe pebeHKy
C YCTOM4MBON 3DGDEKTUBHOCTLIO, YOpaTbh Ha3oracTpasbHbIv
30HA. lMocnegHun, o4eBMAHO, HEraTUBHO BAMAN Ha MCUXO-
3MOLIMOHAIbHOE COCTOSIHME MaLlMeHTa, orpaHMynBan Nnpuem
nulM per os, npegpacnonaran K passutuio npobnem, npe-
}Oe Bcero o6pasoBaHuI0 MPOJSIEKHEN U Pa3BUTUIO MHDEK-
LIMM HOCOBbIX XOA0B, CBA3aHHbIX C A/IUTENIbHBIM HaX0XAEeHW-
€M B HUX 30Ha. K coxaneHnuto, yaaneHue 30H4a He peLmnno
B AOCTATOYHOM CTeneHn npobaemM ¢ anneTuTom u NUTaHNeM
pebeHKa 006bl4HbIM MyTeM. Bonpoc o0 peweHun nogo6Hom
npobnembl y TaKMx NaLMeHTOB 4O HACTOSILLEro AHS ocTaeTcs



OTKPbITBIM W, Cyas NO BCeMy, TPeGyeT KOMMIEKCHOMO, B TOM
yucne NCUXoNorM4ecKoro U BO3MOXHO, MCUXMATPUYECKOro,
BMelwartenbctBa [12, 14, 15].

3AK/TIOMEHME

HyTpuTMBHasA noadepKa AeTell C OHKOJIOTMYECKUMMU
3a60/1eBaHUS MM MMEET MHOMECTBO HI0AHCOB, TPEGYIOLIMX
KOMGUHMPOBAHUS Pa3/IMYHbIX METOI0OB M CMOCOGOB HYTPU-
TUBHOW MOAAEPIKKM. ITO aKTyaslbHO Kak BO BPems NpoTUBO-
OMyX0/IeBOr0 fleYeHnsa, Tak W Mocie, MOCKONbKy BoccTa-
HOB/IEHME HOPMabHON (YHKLMKU KeNyao4HO-KULWEYHOro
TpaKTa W anneTuta MHAMBUAYaAbHO U MOXET 6biTb A/IUTENb-
HbIM. [pOTMBOOMYX0NEBas Tepanus MOXET COMPOBOMKAATb-
CSl TAXKENbIMU OCNIOKHEHUAMM, CMOCOBHBIMU CTPEMUTENIbHO
NPUBECTU K HYTPUTMBHOWM HENOCTAaTOMHOCTW Aaxe y AeTew
C M3Ha4yaslbHO HOPMaJibHbIM HYTPUTUBHBLIM CTaTyCOM, KOTO-
pble He UMeNM NPo6ieM ¢ anneTUToM U NUTaHneM. MMeHHo
NMo3TOMY CTAHOBMUTCS OY4EBWAHOM PONib aAeKBaTHOW M CBOe-
BPEMEHHON HYTPUTUBHOW NMOAAEPIKKM, KOTOPYIO XenaTelbHO
HauMHaTb KaK MOXHO paHbllie, PyKOBOACTBYACh MPUHLIMIIOM
WHAMBUAYaNbHOrO Noaxoaa. ABTOPbI CYMTAIOT Liesecoobpas-
HbIM Ha4YMHaTb TAKUM GOJbHbIM MPEBEHTUBHYIO HYTPUTUB-
HYI0 MOAAEPXKY NUTaTeNlbHbIMU CMECsIMM [0 Hayana feve-
HWSA, AaXe MNPW HOpMaibHbIX HYTPUTUBHLIX MOKa3aTensx.
MOCKONbKY Y TakuMx MaLMEHTOB Ha 3Tane Je4yeHWs LIaHChbl
MOSIHOLIEHHOW MepopanbHOW anMMeHTaLuK YacTo CHUMKAIOT-
cs WM BOBCE TepsitoTcsl, Lienecoobpas3Ho paccMaTpuBaThb
BO3MOYHOCTb MOCTAHOBKM 30HAA (MM racTPOCTOMbI, €C/n
CyLLeCTBYEeT MOTEHLMaNbHbIA PUCK AJIMTENILHOrO nepepbiBa
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B Coepbanke Poccuu OAO, . MockBa

(HauMeHOBaHKe OaHKa U GAHKOBCKHE PEKBU3UTHI)

k/c 30101810400000000225

BbUK 044525225

IMonmucka Ha XypHaI
[l ITenuatpuyeckas apmakosorust  [] OHKONeAUATPUS
L1 Boripocsl coBpemenHoit nenuatpun Cpok: [l monroga [l rom

(HanMeHOBaHHUE TUIaTeXa. Hy>KHOE OTMETHUTD)

JlaTta CyMMma 1uiaTexa: pyo. KOII.

Wudopmaiius o miaTeabliuKe:

(®UO, uHmekc, anpec, TeaedoH)

IMnarenpluuK (MOAIKMCH)

PepaKuuoHHas
noAnuCcKa — 3To:

* MoANMCKa C J1I060ro Homepa
Tenepb NOANNCATLCA MOXHO

C ntoboro HOMepa Ha rog,

VN Ha nosroga

* YAOGCTBO on/iaTbl

[Mo KBUTaHLMK B N0BOM OTAENEHUN
Cbepbatka PD.

Pa3bopyuBbIM NOYEPKOM BNULLINTE
B KBUTAHLIMIO CBOW JINYHBIE AAHHbIE:
®UO nonyyatens, agpec Ans
[I0CTaBKV XYPHaNO0B C UHAEKCOM,
KOHTaKTHbI TenedoH. OTmeTbTe
HY>XXHbIV XXypHan 1 Nepuog,
NOAMUCKY N YKaXWTe ee CTOUMOCTb.

Hudopmaynsa

AN IOPUAHYECKHX JIHLY

[na opopmneHns nnaTexHbix
[LOKYyMEHTOB HEOHX0AMMO MpucnaTh
3asBKy Ha NOANMCKY (HAMMEHOBaHNe
XypHana n cpok NoAnMcKM)

1 PEKBU3NTBI OpraHnsaumm

no an. noyte sales@spr-journal.ru

ONeKTPOHHbIE BEPCUM XXYPHAIOB
Coto3a neguatpos Poccumn
Ha canTe www.spr-journal.ru



