MNEPEJOBAS

ITammaTruBHag NOoMOIIb B NEANATPUA

J.U. 3enunckas

dreoy Ao «Poccuiickas MegnumHeKasa akagemMms nocneamnioMHoro obpasosanunsa» MuHsgpasa Poccun, Mocksa, Poccust
Pediatric palliative care

D.1. Zelinskaya

Russian Medical Academy of Postgraduate Education, Ministry of Health of the Russian Federation, Moscow, Russia

IIpencrapiena undopManus 0 Mepax, NPOBOMMBIX MO PA3BUTHIO NAIMATHUBHOI momMonu aeTsaM B Poccun. V3yyeHa norpedHocTh
B NAJJIMATHBHOM MOMOLIM JETSM 110 JAHHBIM 3apy0ekHoii tureparypbl. [IpoBeneH aHaIM3 IMHAMUKYA M CTPYKTYPbI 3200J1€Ba€MOCTH
JIeTCKOro HacesieHusi Poccuu, moTeHnMaibHo 00yCI0BIMBAIONIME TOTPEOHOCTD B MAJUIMATHBHOI MOMOIIH.

Karoueevte caosa: demu, naceaenue, naiiuamueHas NOMoub, 3a001e6aHUsL, HO30A02UMECKUe (OPMbL, OUHAMUKA 3a004e6aeMOCL.

Ana untuposanuns: 3enuvHckas .. [lNMannnatvBHas nomolyb B neavatpuu. Poc BecTtH nepuHaton v neavatrp 2016; 61: 6: 7-12.
DOI: 10.21508/1027-4065-2016-61-6-7—-12

The article presents information on measures to develop palliative care for children in Russia. The data available in foreign literature
have been used to study palliative care needs in children. The trends and structure of pediatric morbidity in Russia, which potentially

determines their palliative care needs, have been analyzed.

Key words: children, population, palliative care, diseases, nosological entities, trends in morbidity.

For citation: Zelinskaya D.l. Pediatric palliative care. Ros Vestn Perinatol i Pediatr 2016; 61: 6: 7—12 (in Russ). DOI: 10.21508/1027-4065-

2016-61-6-7-12

aJUTMaTWBHAs IeIUaTPUsT CYIIecTByeT B Mupe ¢ 70-x

romnoB 20-TO CTOJIETUS, pa3BUBACTCS B HACTOSIIEE
BpeMsl KaK YHUKAaJIbHast W OTHe/bHAsT OT B3POCIION TTaj-
JIMATUBHON MenulMHBbI ciayx6a. B 1998 . Bcemupnas
opraHusanusi 3apaBooxpaHeHusi (BO3) omnpenennia
OKa3aHWe MaJJTMaTUBHOM TTOMOIIN AETSIM KaK OTIACIbHOE
U KpaiiHe BakKHOe HarlpaBJeHUe MeIUKO-COLMaTbHOM
oMo, B cootBercTBrM ¢ Pesomornueit Ne1649 (2009)
Coseta EBpomnbl MajuiMaTBHAsI TIOMOIIb SIBJSIETCS WH-
HOBAaIlMOHHBIM METOJIOM OKa3aHWS YCIyT B cdepe 3mpa-
BOOXpaHEHUsSI M colManbHOU 3amuTel. B 2014 1. Obuta
OMnMyOJIMKOBaHAa Ha aHTJIUMCKOM $I3bIKE «XapTHs TpaB
ymuparoniero peberka», a B 2016 . — KOMMEHTHUPOBaH-
HBII TepeBO Ha PYCCKUI SI3BIK. DTOT JOKYMEHT TaKXe
CIYXXWUT CTAHOBJICHUIO TAJJTMATUBHON TeIMaTpUU M Ha-
MpaBJicH Ha MPOJABIKEHNE MEXIYHAPOIHBIX CTAHIAPTOB
Ka4eCTBEHHOM TMMaJUIMAaTUBHOW TMOMOIIM HEW3JIECUNMO
GOJIEHBIM JIETSIM, MTOBBIIIEHUIO Ka4eCTBA KU3HW TTAllMeH-
TOB U YJICHOB UX cemeii [1].

K HacrosmieMy BpeMeHU TaJUIMaTUBHAS TeIUaTPUsT
MOJTyYMJia 3HAYUTEIbHOE Pa3BUTHE W HAKOTIWIa BHYIIIM-
TEJIBHYIO TOKAa3aTeIbHyI0 0a3y, OMHAKO 0 CUX ITOp He-
JIOCTATOYHO ITMPOKO pealn30BaHa JdaXe B TeX CTpaHax,
B KOTOPBIX MMeeTCsl HanboJjiee IJTUTEIBHBIN OTBIT €€ Cy-
1ecTBoBaHUs [2].

B nHameit ctpaHe majMaTHMBHAsS TOMOIIb BIIEPBBIE
TTOJTyYWJIa CTaTyC OOSI3aTebHOTO BUIA METUITMHCKOMN
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MOMOIIM, KOTOPYIO TOCYIapCTBO TapaHTUPYET HeusJe-
YyuMO OOJIbHBIM TallMeHTaM, ¢ TpuHsATHeM 21 Hos0pst
2011 . ®denepanbHoro 3akoHa PO «O6 ocHoBax oxpa-
HBI 300pOBbs TpaxmaH B Poccuiickoir Denmepammm» No
323-@3, BerynmBiero B cuity 1 stHBapst 2012 . Co3nanue
3(pheKTUBHOMN CITyKObI TTAJTTMATUBHON TTOMOII SIBJISIET-
cs 3amaveit TocymapcTBeHHOM TiporpamMmbl PO «Pa3Bu-
THE 3PaBOOXPAHEHUS», YTBEPXKIEHHON pacropsikeHneM
TMpaButensctBa PO No 2511-p ot 24.12.2012 u paccuu-
tanHoii 1o 2020 1. B Hee BkimoyeHa noanporpamma «Oka-
3aHUE Ma/UIMaTUBHOW MOMONIU, B TOM YHUCIE JETSIM».
OxraaeMbIM pe3yIbTaTOM TTOMPOrpaMMBbI sIBJIsieTCsT (hop-
MUPOBaHWE TIOJIHOLIEHHOW MH(PACTPYKTYPhI JJIsI 0Ka3a-
HUS TAJUTMATUBHOM TTOMOIIY B3POCIIBIM U JIETSIM.
PaspabarbiBaeTcsi KOHIUEMIMS CUCTEMbI Iajljida-
TUBHOM TIOMOIIM AETSIM WM TOAPOCTKAM, HarpaBJIeHHast
Ha JOCTMXEHUE, TOoJiep>KaHue M COXpaHeHWe MaKCH-
MaJIbHO BO3MOXHOTO YpPOBHSI KayecTBa XU3HU U CO-
LIMaJbHOM ajanTaliuy IeTei M TOIPOCTKOB C OTpaHM-
YEeHHBIM CPOKOM JKM3HUW BCJIEACTBUE HEU3IECYUMOTO
3a00JieBaHMSI, a TakKe 4JIeHOB ux cemeit [3]. BaxHbiM
COOBITUEM B pPa3BUTUU TAJUIMATUBHOM TIOMOIIM Jie-
TssM ctan npukad MwunsnpaBa Poccum or 14.04.2015
Ne 1931 «O06 yrBepxknenun [lopsinka okazaHus naaiva-
TUBHOUW MENMIIMHCKOI MOMONIY IETsIM». B HEM BIiepBbie
oIpe/iesIeHbl MTOKa3aHUsl 1 MOPSIIOK HaIpaBJIeHUsT HEU3-
JIeYMMO OOJIbHBIX JeTeld B MEAMIIMHCKUE OpraHU3alliu,
OKa3bIBalOIIME MNAIIMATUBHYIO MOMOIIb, OCOOEHHOCTU
(GYHKIIMOHUPOBAHUS CTPYKTYPHBIX MTOApA3IeTeHUI TTaji-
JIMaTUBHON MEIUIIMHBI, OTMEYEeHBI BOTIPOCHI TPaHCIIOP-
TUPOBKM MALlMEHTOB, OTPaKEHO B3aUMOJIEICTBUE C Oia-
TOTBOPUTEBHBIMU M BOJIOHTEPCKUMU OPTaHU3ALUSIMM.
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BriepBble B cTaHmapTe OCHAIEHUSI BBIE3MHBIX MATPO-
HaXXHBIX CTYXKO0 TTPeIycMOTPEHO 000pyIOBaHUE IJIsT OKa-
3aHUs oMol Ha momy MBJI'-3aBUCHMBIM JeTSIM, a B
PEKOMEHIOBAHHOM ITATHOM PACITMCAHUU — JOJIKHOCTh
Bpava-aHeCcTe31oJIora.

B 1eroM KOJIMYeCTBO yMUpPAIOUIUX IeTell HEBETMKO
IO CpPaBHEHMIO CO B3pociabiMU. OTHAKO B MUpPE HaOIIO-
JAeTCsT YBEIMUEHWE KOJUYECTBA NETei, HYXKIAIOIIUXCS
B majmuaTuBHONM Tomomnu. Camast Oojblmasi TOTpeO-
HOCTb B Hell OTMeYaeTcsl B BO3PACTHONM Tpymie aeTeid
no 1 roma, camblii BBICOKMII TIPUPOCT HYKIAIOIIUXCS
B TAKOTO poJia TTOMOIIM PETUCTPUPYETCST B TPYIIIE O -
poctkoB (16—19 ner). ITo pa3HBIM OlLleHKaM, IMOTPeO-
HOCTb B CIEIMAIM3UPOBAHHON MaJZTMATUBHOM MOMOIIN
netssm Kojiebsercst ot 32 Ha 10 000 meTckoro HaceyneHUst
B Bo3pacte 0—19 yer B Beaukooputanuum no 120 — 181
Ha 100 000 B cTtpanax Adpuku. I[To nanusim BO3, mno-
TPeOHOCTh B TMOMOIIM B KOHIIE XM3HU COCTaBIISIET 63
Ha 100 000 HaceneHnust mosoxe 15 yet: ot 23 Ha 100 000
B EBpone 10 160 Ha 100 000 B Adpuke [4].

MexnyHapoaHO# ceThio NaTMaTUBHOMN MOMOILHU Jie-
1M (ICPCN) exerogHo peructpupyercs: 6ojiee 8 MJIH
neteit (6% OT BceX HOBOPOXIEHHBIX B MUpPE), POXKIa-
IOIINUXCS C TSDKEJBIMU BPOXXICHHBIMU TTOPOKAMM M Te-
HETUYECKUMU HapYIIEeHUSIMU, MHOTUM M3 KOTOPBIX
rnorpedyeTcsl najavatuBHasi romoiib [5]. [lo oneHkam
BO3, kaxblii rog Bo BceM MUpe 0KoJio 20 MJTH YeloBeK
HYXIAIOTCS B pa3IMYHBIX YCIYTax MaJUIMaTUBHBIX CITYXKO,
0KOJ10 6% W3 HUX — aetu [6]. 3aboeBaHMs aeTei, 00y-
CJIOBJIMBAIOIIME TTOTPEOHOCTD B TAJJTMATUBHON MTOMOIIIH,
MPEAICTABIISTIOT COOOM IMMPOKMIA CIIEKTP HO30JIOTMIECKUX
dopm, BkiIovarolni peakue (opdaHHBIE) COCTOSIHUS,
MOPOIl TeHETUYECKN OOYCIOBIIEHHBIE, YacTO C COIMYT-
CTBYIOIIMMU HAPYIIEHUSIMU B (DU3NIECKOM M MHTEJIEK-
TyaJbHOM Pa3BUTHH.

Jeteit, HyXIAOIIKUXCSI B MaJUTMATUBHOM TTOMOIIIN,
TIPUHSATO IEIUTh Ha IBE TPYITITBI — CO 3JI0KAYeCTBEHHBIMU
U HE3JIOKAYECTBEHHbIMU (HEOHKOJIOTMUYECKUMU) 3a00J1e-
BaHUSIMU. BOJBIIMHCTBO 37I0KAaYeCTBEHHBIX 3a00JieBa-
HWI Ha CETOMHSIIHMI JeHb U3JIeYMO, HO OTpeIeIeHHasT
YacTh 3TUX OOJBHBIX HYXIAeTCs B MPOBEICHUU Taja-
TUBHBIX MEPOTIPUSITUII B TepMUHAIBHON (haze 3abosena-
HUS. BOJTBIIMHCTBO Xe He3/T0KaYeCTBEHHBIX COCTOSTHUIA,
BKJTIOYEHHBIX B CUCTEMY MaJUIMATUBHOMN TTOMOIIU, HEU3-
JIYMO, U OHU, B CBOIO OYepe/b, JCATCS TaKKe Ha JBE
TPYIIBL: 3a001eBaHUs ¢ HEBPOJIOTMYECKUMHU HapyIIeHU -
SIMU — TPYAHOCTSIMU B OOIIEHWM, OOYIeHUU, HApyIIeH-
HBIMM MOTOPHBIMU W/WJIW CEHCOPHBIMU (DYHKIIHUSIMU,
OKa3bIBAIONIMMU OTPOMHOE BIMSHME Ha €XeTHEBHYIO
KU3Hb, U 3a00JIeBaHUST 6€3 HEBPOJIOTMUECKUX TTPOOIIEM,
HO KOTOpBIE Yallle BCEro TPeOYIOT MHTEHCUBHBIX JieueO-
HBIX BO3MIEWCTBUIA, HANpaBICHHBIX Ha TMOAAepKaHNUE
KU3HU (MYKOBHCIIMIO3, XpOHMUYECKas MOYeyHasi Hemo-
CTAaTOYHOCTDb, CepAeYHasT MaTOJOTHs). DTH JIBE TPYIIIIbI
COBEPIIEHHO MO-Pa3HOMY BJIMSIOT Ha Ka4eCTBO KU3HU

I/ICKyCCTBCHHaH BECHTUJIALIUA JICTKUX.
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neteit 1 ux ceMeii. I1pu pasHbIX 3a001eBaHUSIX CUITBHO
pasauyvaroTCcsd XapakTep M BBIPAXKEHHOCTb CUMIITOMOB,
MWHAMUKA B COCTOSTHUY peOeHKa Ha MPOTSKEHUH 60Jie3-
HU, TPAeKTOPUU PAa3BUTHUS OOJIE3HU, BpeMsl TMOSBICHUS
1 0COOEHHOCTU HYKJI IeTel U UX ceMell B ToIep>KaHun
BO3MOXKHOTO KayecTBa X13HHU [7].

B nmannmumaTuBHOM TleAMATpUM 3JI0KAUYeCTBEHHBIE HO-
BOOOpA30BaHUsI COCTABISIIOT OTHOCUTENBHO HEOOJb-
mylo 4acth (mo 15—20%) [8]; ocrtambHbIe 3a00JeBa-
HUSI — HEOHKOJIOTMYECKOTO TIpoduisa (TeHEeTUYeCKHe
1 XPOMOCOMHBIE OOJIE3HU, BPOXICHHBIE TOPOKU pa3-
BUTHST LIEHTPAIbHOM, CEPACYHO-COCYIUCTON M IPYTUX
CHUCTEM, pe3UCTeHTHBIN Tyoepkyiae3 u BUY/CITU, Ts-
xenbie ¢opmbl LI u ap.). B uenom 8 MKB-10 onpene-
neHo 6ojee 500 HO30/OTMYECKUX (DOpM OOJIe3HEH, oTpa-
HUYMBAIOIINX XU3Hb B IETCKOM Bo3pacTe [9].

Bbimesstior clieayronre rpyImmbl He3JI0KaueCTBEHHBIX
3a00J1eBaHU, KOTOpbIE MOTEHIIMAIBHO MOTYT OOYCIIO-
BUTh MTOTPEOHOCTh B MAJJTMATUBHON MMOMOIIN: OOJIE3HU
nbIxaTesbHo cuctemsl (22%), matonorust [THC (20,3%),
3a00J1eBaHUS CEPAEYHO-COCYIUCTOM cucteMbl (14,6%),
HepBHO-MBbIIeUHas nereHepanust (12,2%), nereHepa-
tuBHbIe 3aboneBanus LTHC (8,1%), HacliencTBeHHBIE
cUHAPOMHI (6,5%), maTonorus reueHu (4,9%), moueaHast
HeI0CTaTOYHOCTH (4,1%), MeTabonveckre 3a00J1eBaHUS
(4,1%) v npyrue 6oae3nu (3,3%) [7].

CoBpeMeHHBI MeXIyHapOIHBIN OMBIT BHIOOpA ITO-
KazaHWil 11 MaJUIMaTUBHOW TIOMOIIM JETSIM OCHOBaH
Ha JBYX METOIWYECKUX TIOAXOAAX: HO30JIOTMIEeCKUIA
NpUHLMT (TTepeyHr 3a00JieBaHUI U COCTOSIHUI, TPeOyro-
VX MaJUTMaTUBHOM ITOMOIIM) W TTPOTHOCTUYECKU -(DYHK-
LIMOHAJTLHBI TIPUHIUTT (OCHOBAH Ha KITIOYEBOM MOHSATUN
«TpaeKTopust OOJIE3HU», TIPUHATOM B MEXIYHAPOTHBIX
HOPMATUBHBIX JTOKYMEHTaX MO TAJJTMATUBHOMN TTOMOIIIN)
[4]. UmetoTcs omnpeneneHHbIe TTPeUMYyIecTBa, HEIOCTaT-
KU ¥ ONTUMAaJIbHBIE chepbl TTPUMEHEHUsI TaHHBIX TTPUH-
LIMTIOB 0TOOpPA MTOKa3aHWI K TAJJTUaTUBHO ITOMOIIIH.

Ho3zonornueckuit (CCOYHBIN) IPUHIIAIT TPUBIEKACT
MPaKTUKYIOIINX Bpadell CBOeW KOHKPETHOCTHIO M Kaxy-
1ieiicst ObICTpoTOM 0TOOpa. OMHAKO TaKO MOAXO/ HE CITO-
co0eH yuecTb Bce pazHooOpasue (hopM U ctaauii 00Ie3HU,
a TaKKe HEe YUUTBHIBAET €€ COLIUATbHbIE ACTIEKThI.

Br160op moka3zaHuii K MaUIMaTUBHOM TTOMOIIHM C y4e-
TOM TIPOTHO3MPYEMOI TpaeKTOpuM OO0Je3HU (ITPOTHO-
CTUYeCKU-(YHKIIMOHAIBHBIN TPUHIIUMIT 0TOOpa) Oosiee
pacrpocTpaHeH B MeXXIyHapoIHO rmpakTrukKe. OH MO3BO-
JISIET JTy4llle OPTaHU30BaTh MEIUKO-COLUAbHYIO pPaboTy
C TTallMeHTaMU, Ybsl TIATOJIOTUS pa3JINYHa IO TTaToTeHe3y,
HO CXOIHA IO MPUHIAIAM OpraHU3allK TTOMOIIIU, ITPO-
THO3Y W XapaKTepy TCUXOCOIUATbHBIX MPOOJeM CeMbU
1 OOJILHOTO.

JIluHaMUKa M CTPYKTypa 3a00JeBaeMOCTH JETCKOTO
HacelleHns1 Poccuu, TOTeHIMAIBLHO OOYCIIOBIMBAIOIIEH
MOTPEOHOCTD B MAJUTMATUBHOM ITOMOIIIN, U3y4eHa Ha OC-
HOBaHUU aHaM3a O(PUIIMATbHBIX JTaHHBIX 00IIel 3a00-
JieBaeMoCTU AeTeit B Bodpacte 0—14 jeT U moapoCTKOB
B Bo3pacte 15—17 neT B pa3pese 8 dhenepaibHbIX OKPYTOB
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u 83 cyonekToB Poccuiickoit Deneparnnu. Wcrmonb3o-
Basich paHHbie Poccrara [10] m cratucTuyeckux coop-
HUKOB, TyomuKyeMbix Ha caiite @BIY «LleHTpambHbII
HWMW opranuzauunu u nHdopMaTU3aium 31paBooXpaHe-
Husi» Munsnpasa Poccun [11] 3a nepuon 2010—2014 rr.

OT60p 3a00JIeBaHUI, TOTEHIIMATLHO O0YCIOBINBAIO-
WX MOTPEOHOCTh B MAJITMATUBHOM TTOMOIIN CPEAU ET-
CKOTO HaceJIeHMsI, OCHOBBIBAJICS Ha TMOKa3aHUsIX K Te-
IUATPUIECKON Ma/UTMaTUBHOUW moMomy EBporeiickoit
accormanuu naumatTuHoi nmomoiu (EAPP, 2009) [12]
1 HO30JIOTMYECKUX KPUTEPUSIX HATIpaBIeHUS Ha Teara-
TPUUYECKYIO TAJUIMATUBHYIO MOMOIIb U3 peKOMEeHIaInii
Center to Advance Palliative Care (CAPC) [13].

B cootBercTBUM ¢ pekomeHnmaiusmu EAPP (2009)
K OCHOBHBIM TPYIITIaM MOKa3aHUM, MPU KOTOPBIX Tall-
eHT TIOUIeKUT HaIpaBJIeHWI0 B OpraHU3alldio, OKa3bl-
BalOIIYIO TIeIMaTPUUYECKYIO TaJJIMaTUBHYIO TTOMOIIIb,
OTHOCWIM: 1) XU3HEYTrpoXKawlIlue COCTOSHUS, JUIST KO-
TOPBIX CYIIECTBYET KypaTMBHOE JieueHHe, HO OHO MO-
JKeT OKazaThCsl 0e3yCIEelIHBbIM; 2) COCTOSIHUsI, TPeOyto-
e IJTUTENbHBIX TIEPUOA0B WHTECHCUBHOTO JICUCHUS
IIJIST TIPOJIOHTUPOBAHUS XKW3HU, HO TIPeXIeBpeMEHHas
CMepTh OCTaeTcss BO3MOXHOW; 3) TMporpeccupyrolme
COCTOSTHUSI 0€3 BO3MOXHOCTEH KypaTMBHOTO JIEUCHUS,
Tepanusi KOTOPBIX SIBJISIETCST MAaJUIMAaTUBHOW ¢ MOMEHTa
YCTaHOBJICHMSI MarHo3a; 4) HeoOpaTuMble, HO HE Tpo-
TPECCUPYIOIINE COCTOSTHUS C TSKEJIOW WHBAJTUIHOCTHIO
U MTOJBEPKEHHOCTHIO MaIlMeHTa OCTOXKHEHUSIM.

3eaunckasn JI. M. TlananatuBHas OMOILb B IEAXATPUN

Ho3zonornueckne kpurepnuu (aOCOTIOTHBIE M OTHOCH -
TeJbHBIE) HaTlpaBJIeHUs Ha OKa3zaHWe TeIraTpudecKoi
NaUTMAaTUBHOW MOMOIIM ObUTH CIEAYIONINE: OHKOJIOTH-
YecKue, MyJIbMOHOJIOTUYECKHE, TeHETUUeCKIEe, HEBPOJIO-
rm4yecKkre/HepBHO-MBIIIEUHbIe /HelipoIeTeHepaTUBHbIE,
MeTabomyecKre, WHQMEKIMOHHbIE, OPTOIeANYeCKUe,
HehpoJIOTMUeCKUe, TaCTPOIHTEPOIOTHUUECKUE, HEOoHa-
TaJlbHbIE, KAPIUOJOTUIECKIE U PeaHUMAaIIMOHHEIE.

OCHOBHBIE TEHACHIIMU TIpoLiecca U3yJaiu BU3yaTbHO
MyTeM TpachIecKOro aHaIi3a JuarpaMMbl 1 MOIETUPOBA-
HUST TPEHIOB. AHAIN3 TMHAMUKH W CTPYKTYPBI 3a00JIeBa-
eMOCTH (TTOTEeHIIMATbHO 0OYCIOBIMBAIOIIEH TTOTPEOHOCTh
B MaJUTMAaTUBHOM TIOMOIIM) TIPOBOIMJICS Ha OCHOBAHUM
HO30JIOTMUECKUX (hOpM, KOTOpBIE OBIIM TIPEICTABICHBI
B MaTepuaiax opuiraibHoi ctatuctuku. [Ipu atoM uc-
MOJIb30BaAJIMCh a0COTIOTHBIE MOKa3aTen cllydaeB 3a0oJie-
BaeMocTH. B Ta01.1 maka3aHbI KJ1acChl 00JIe3He, BKIIoYa-
folre Ho3oorndeckre (GopMbl 3ab0IeBaHMil, HauboJee
YacTo SIBJISTIOIINXCS TIOKa3aHWeM JUTs TiepeBojia TalleHTa
B CUCTEMY TAJIZTUATUBHO TTOMOIIIH.

HauGonbimee yuciao ciaydaeB (58,3%) ykazaHHOI
3200J1€Ba€MOCTH OTHOCWIJIOCH K BPOXIEHHBIM aHOMa-
JUsIM, neopMallusIM U XpOMOCOMHBIM HapyIICHUSIM —
BpOXIEHHBbIE aHOMAJIMU CHUCTEMBI KPOBOOOpAIECHUS,
HEPBHOW CHUCTEMBI, BPOXIEHHBIN WXTHO3, Heipodu-
6pomaros. Ha BTopom mecte o yacrote (18,1%) Haxo-
JIVJTUCH HO30JIOTHYeCKUe (POPMBI, OTHOCSIIIIMECS K KJTac-
cy OoJie3Heil HEpPBHOU CHUCTEMBbI, — HEBPOJOTMYECKUE,

Tab6auya 1. CTpyKTypa Ho300rM4ecKuX opM 3a00/1eBaHHMIA, MOTEHIUATILHO 00YC/IOBIMBAIOIIMX MOTPEOHOCTH B NALTHATHBHOM

NOMOIIIH, 1O KJiaccaM 0o.e3neii (%)

Kuaccenl 6onesneit Hons, % Ho3sonoruueckue ¢hopmbl
HNHudekmonHbie 3a001eBaHUS 0,8 BUY-undexius, TyoepKyie3
HoBoobOpa3zoBaHus 0,5 3J10Ka4eCcTBEHHbIE HOBOOOPA30BaHUS

Boire3Hn SHIOKPUHHOM CUCTEMBI,

lanakrosemust, 6oe3ns [omne, MyKormomrcaxapumao3bl, MyKOBUCIIUIO3, Gde-

paccTpoiicTBa MUTAHUS U HAPY- 2,1
HWIKETOHYPHS, TeMODWINS, TUIIephYHKIIMS TUTodu3a, TUIIONMUTYUTapU3M

IIeHUsI OOMEeHa BEIIeCTB

Bocnanurenbhubie 6onesnu LIHC, cucremHubie atpoduu, mopaxkaouye mnpe-
nmymectBeHHo LIHC, npyrue nereHepatuBHbie 6ose3nu LIHC, nemuenvam-
supytonue 6onesnn LIHC, mbieunas muctpodus /lromieHHa, 1epedpanb-
HbII mapajuy

bosie3Hu HepBHO crCTEMBbI 18,1

XpoHMYECKUE peBMaTUYECKUEe O0JIe3HU cepilia; KapAMOMUONATHS; UIlIeMU-

yeckue 00JIe3HU cepaua; cydoapaxHOMAAIbHOE KPOBOU3IMSIHUAE; BHYTPUMO3-
bose3nu cucreMbl KpoBOOOpa- DIla, cybap il D » BHYTD

— 5,9 TOBOE U IPYroe BHYTPUUYEPETTHOE KPOBOMBIHUSIHUE; MH(MAPKT MO3Ta; MHCYJIET;
HE YTOYHEHHbI KaK KPOBOM3NIUSHUE WM MHGbAPKT; TPOMOO3 MOPTaabHOMI
BEHBI
BoesHn opraHoOB IbIXaHUS 0,2 MHTepcTulimaibHbie, THOMHbBIC JIETOYHbIC 00JIE3HU, APYTUe 00JIE3HU TJIEBPbI
bosne3Hu opraHoB nuleBapeHust 12,0 HeunHdek1moHHbIN SHTEPUT
Boe3Hn KOCTHO-MBILIEYHOM CH- .
. 0,9 CurcTeMHbBIC TTIOPaKEHUST COSTMHUTEIBHON TKAaHU
CTEMBI M COeIMHUTETLHON TKaH!
Boe3Hn Mo4enooBoii CucTeMbI 0,3 [NoyeuyHast HEMOCTATOYHOCTh
IlepuHaTaabHBIE COCTOSTHUS 0,9 DKCTpeMaTbHO HU3Kask Macca Tejla MPU POXKICHUHN
BpoxneHHble aHOMaInu, aehop-
BpoxxneHHble aHOMaUKM CUCTEMBI KPOBOOOpAIIIEHMSI, BPOXKIEHHbBIE aHOMAa-
MalMU U XPOMOCOMHBIE Hapy- 58,3

- JIMU Pa3BUTHSI HEPBHOW CHCTEMBbI, BPOXIEHHBII UXTHO3, HepohrudpoMaTos
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HEpPBHO-MBIIIEUHbIE U HEWpo-JereHepaTuBHbBIE 3a00Jie-
BaHUs. Jlajee Mo pacmpoCTpaHEHHOCTH pacIojlarajiich
6oJie3HM opraHoB nuieBapeHus (12%) 1 cucTeMbl Kpo-
BooOpameHus (5,9%). Cpeny TOCIeTHUX 3HAYUMBIMU
MPEACTABIISIOTCS KapAUOMUOIIATUHA Y XPOHUYECKHE PEB-
MaTU4decKure OOJIE3HM ceplia.

JoBoabHO Gombinyio oo (2,1%) coctaBisiu 60-
JIe3HU, 00beIVMHEHHBIE B TPYMITY METaOOIMYECKUX Ha-
pPYILIEHWI, B KOTOPYIO BOIIJIM HEKOTOPbIE HO30J0THYE-
ckue hopMbI K1accoB «bojie3HN KpOBU, KPOBETBOPHBIX
OPTaHOB UM OTAEJbHbIC HAPYIIECHUS, BOBJIEKAIOIIE M-
MYHHBIM MeXaHU3M» U «BoJIe3HN SHIOKPUHHOMN CUCTe-
MBI, pacCTPOIMCTBA MUTAHUS W HapylleHUs oOMeHa Be-
mectB». Cpean HUX — HapyIIeHWsT OOMeHa TaJlaKTO3bI
(rayakTo3zemusi), TIHOKO3aMUHOTJIMKAHOB (MYyKOTIOM-
caxapuao3bl), MYKOBUCIIMI03, Ooyie3Hb lorie, dheHunn-
KETOHYPHUS U JIp.

Hozonmornueckne dopmbl 3a0oiieBaHMi, TOTEHLIM-
aJIbHO OOYCJIOBJIMBAIOIIMX MOTPEOHOCTh B TAJUIMATUBHOM
TTOMOIIIN, APYTUX KJIACCOB OOJIe3HEN COCTABIISIIIN He OoJiee
1%. Cpenyt HUX 3HAYUMBIMU SIBIISTIOTCS TaKWe MHQMEKIIN-
OHHBIE 3a00JyieBaHMsI, Kak Tyoepkyse3 u BUY-undpexums
(0,8%), 3nokauecTBeHHbIe HOBoOOpaszoBaHus (0,5%), cu-
CTeMHBIE TTOpaXkeHMs coeqnHnTeTbHOM TKaHu (0,9%).

Knacc GonesHeit «OTnenbHbIE COCTOSIHMSI, BO3HU-
Kalolllie B MepUHATAJIbHOM Tepuoie» B ODUIIMATBLHOM
cratTucTuke He pacmmdposbeiBaeTcsa. OmHako ¢ 2012 .,
corjgacHo TipuKazy MuH3apaBcoupasBuTusi Poccun
Nel1687H ot 27 nexabpst 2011 . «O MeIMIIMHCKUX KPUTE-
pUsIX poXIeHMs, (popMe TOKYMEHTa O POXIECHUU U TO-
psAIKe ee BbIAaYM», B OTEUECTBEHHOU TEPUHATOJOTUM
U POTOBCITOMOXEHUW CTaJIM PETMCTPUPOBATHCS JIETH,
ponusiuecs ¢ maccoit tena MeHee 1000 T (3KcTpemab-
HO HU3Kas Macca TeJla), KOTOpbie B OOJIBITMHCTBE CBOEM
HYXIAIOTCS B MTAJUIMATUBHOM TTOMOIIU. B CBA3M ¢ aTUM
ObLT MPOBEACH aHAJIN3 YACTOTHI POXKICHUS W BBIKMBAHUST

MNEPELOBAS

TaKuX JIeTell B paHHeM HeoHaTaJbHOM Tiepuone. Cremy-
€T OTMETUTD, YTO Ha JOJTI0 SKCTPEMaJIbHO HU3KOM MacCChI
TeJia TIPU POXKICHUM CPeIr M3ydaeMbIX HO30JJOTUIECKUX
dopm mipuxonntes 0,9%.

Kpome BbllIeyKa3aHHBIX 3a00JieBaHUI, OB BKITIO-
YeHBl MHTEPCTUIINATbHBIE, THOMHBIE JIESTOYHBIE OOJIE3HU,
npyrue 6omne3nun 1uieBpbl (0,2%) u mouyedHast HegoCTa-
TouHOCTh (0,3%).

3a nepuon 2010—2014 tr. 110 GOJBIIMHCTBY HO30JI0-
TMYeCKUX (OpPM TPOU3OILIO YMEHbBIIeHUE Yhciaa CIy-
yaeB 3aboyieBaHus neTeil B Bo3pacte 0—17 meT. Bmecte
C 3TUM yBeIWYUJIach pPaclpoCTPaHEHHOCTh psima 3a-
06oJieBaHUT B OCHOBHOM 3a CUET HETCKOTO HaCEJIeHUS
B Bo3spacte 0—14 ner (tabn. 2). Hambosnee BbICOKMI
TeMn pocta (Ha 47,4%) ObIT yCTaHOBJIEH B JTWHAMUKE
nereHepaTuBHbIX OoJsie3Heit LIHC, moutn Ha ogHy TpeTb
yYBEJIMYMJIACh pPacIpocTpaHeHHOCTh ciydyaeB BUY-uH-
dexuuu (Ha 31,3%), mykomonmcaxapuao3os (Ha 30,1%)
W POXIEHUS IeTel ¢ DKCTpeMaJbHO HU3KOM MAacCou Tesia
(Ha 32%).

Ocoboe BHUMaHUE clieayeT 00paTUTh Ha POCT Yucia
BUY-undunmpoBannbix geteit: ¢ 1012 8 2010 . mo 1267
B 2014 r. bosee MoOJOBUHBI 3TUX Ciy4yaeB (POpMUPYET-
cs1 aByMs denepanbHbiMu okpyramMu (PO) — Cubup-
ckuM (31,4%) n TpuBomkckum (22,6%). Bmecte ¢ atum
Ha JlanbHeBocTouHBIM PO mpuxomutcs Toiabko 0,9%
SMU3010B 3a00JIeBA€MOCTH.

Poct yuncna ciiyyaeB poxkIeHUsI AeTeli ¢ 9KCTPEMaTbHO
HU3KOM Maccoi Tejla 3a aHAJU3UPYEMbIA MEPUOJ, TIPOUC-
XOIMJ mocTynaTebHo — ¢ 4724 8 2010 . mo 6740 B 2014 1.
(puc. 1). Cnemyer OTMETUTb, 4YTO MPU STOM TMPOLIECC
HE COMPOBOXIAJICS YBEJIUYEHHEM YHCIIA CMePTETbHBIX
HCXOMIOB, a Jaxke HaMeTUIach TEHACHIMUS K CHIDKECHUIO
YUCcTa YMEepIIUX JeTel TaHHOW BECOBOI KaTeTOpUM B paH-
HeM HeoHaTaTbHOM Tiepuozae — ¢ 2299 B 2010 . mo 2056
B 2014 1. (Ha 10,6%). MoXHO TToJIarath, 4YTO MPOUCXOIUT

Tabauya 2. Temnibl pocTa pacupoCcTPAHEHHOCTH 3200J1€BaHNIl, MOTEHIUAIbHO 00YCIOBIMBAIOIINX MOTPEOHOCTH B MATHATHBHOM

nomoniu, 3a nepuon 2010—2014 rr. (%)

Ho3zonoruueckue hopmbl

BospacrHas rpyrma

0—17 ner 0—14 ner 15—17 ner
BUY-undexmms 31,3 27,0 11,6
MyKornoarcaxapumao3bl 30,1 26,6 50,0
MyxkoBuCIHI03 9,8 11,6 -
TunonuTyutapusm 19,6 4,4 45,7
DeHWTKETOHYPUST 15,3 18,1 -
JlerenepatuBHbie 601e3Hu [ITHC 47,4 52,0 29,4
Hemuenunusupytomue 6onesuu LIHC 23,0 31,8 -
MpieyHast auctpodust JdoneHHa 7,0 10,6 -
LlepeOpaybHBII Mapaing 7,3 8,8 -
CucTeMHbIE MOPAXKEHUSI COSNMHUTEIbHOM TKaHU 25,5 37,7 -
DKcTpeMabHO HM3Kasl Macca Tejia Mpyu POXIECHUU 32,0 32,0 -
BpoxkaeHHble aHOMaJIMK CUCTeMbl KPOBOOOpAIeHUS 18,1 20,3 -
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3eaunckasn JI. M. TaninaTuBHas TOMOILb B MEAXATPUK
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Puc. 1. ,Z[HHaMPlKa YUCJCHHOCTH POAUBIIUXCA U YMEPIIUX nereii ¢ IKCTPEMAJILHO HU3KOI Maccoi

Tea B P® (coctaBiieHO aBTOPOM).

«HAKOTUICHUE» YUCIIA IETe C SKCTpeMalbHO HU3KOI Mac-
COIf Tesa, Hy>KIAIOIINXCS B TAJTMATUBHOM TTOMOTIIN.

Cpeau npyrux Hoszosoruueckux Gopm 3abdosena-
HWI, TOTCHIMAIBHO OOYCIOBIUBAIONINX ITOTPEOHOCTH
B TTAJUTUATUBHOM TTOMOIIIHU, CJIEIyeT OTMETUTh POCT CITy-
YaeB CHUCTEMHBIX TOPAXEHWII COCMMHUTETHHOU TKa-
Hu (Ha 25,5%), nemuenuuusupylomux 6oxe3neit [IHC
(Ha 23%) W BPOXIEHHBIX AHOMAJIUIA CHUCTEMBI KpPO-
BooOpaimeHus (Ha 18,1%), KOTOpBIi OBbIT JOCTOBEPHBIM.
R? (koadduiveHT anmpokcuMmaiiuu) COOTBETCTBEHHO
cocrasisut 0,913; 0,365 1 0,903.

B maymmaTtiBHON TTOMOIIM OOJBIIOE BHUMAaHUE yIie-
JIIeTcsl  OOMBHBIM CO  3JIOKAYECTBEHHBIMU HOBOOOpA-
3oBaHusMU. B Poccuiickoit ®enepanym obmias 3a60-
JIEBAEMOCTb JTAHHOW MaTojioTueil — OKoJo 4 ThiC AeTeit
B Bo3pacte 0—17 ner. Kak rokaszaHo Ha puc. 2, 3a 1epuos
2010—2014 rr. yucno ciayyaeB 370KAYECTBEHHBIX HOBO-

4500

00pa3zoBaHuil B JaHHOW BO3PACTHON TpyIIie CHUZWIOCH
Ha 340 (Ha 8,6%). Hanbounbinast mois cirydaeB 3j0Kade-
CTBEHHBIX HOBOOOpa3oBaHUii y AeTeii B Bo3pacte 0—17 et
mpuxonutcs Ha LeHTtpansHerit (24,7%) u [puBomkckuit
(21,9%) ®O. B equnmunbIx cyvasx (4,4%) naHHble 300~
JIleBaHUS peTucTpupytotes B JanpHeBocTtouHOM DO.

B cBs13U ¢ OTCYTCTBHMEM MaHHBIX MO OTACTHHBIM HO-
30JIOTUYECKUM (opMaM B OQGUIMAIBHONW CTaTUCTUKE
HEOXBAaUCHHBIMU OCTAaeTCsI HE TOJBKO KIacc Oose3Heit
«OTaenbHbIe COCTOSTHVS, BOSHUKAIOIINE B TICpUHATAIb-
HOM TMepuofie», HO U Kiacc Oosie3Helt «TpaBMbl, OTpaB-
JICHUS U HEKOTOpbIe JAPYTHUE TIOCTCICTBUS BO3MEHCTBUS
BHEIITHUX TTPUYUH», KOTOPbIe OUYeHb OOIIMPHBI U CIIOXK-
HBI 110 CTPYKTYpE.

Takum 006pa3oM, aHAJIN3 TaHHBIX OUIINATHFHOM CcTa-
TUCTUKH TI0 3a00JIeBaeMOCTH, TTOTEHIIMATHLHO O0YCIIOB-
JUBAIOIIECH TOTPEOHOCTh B IMAJUIMATUBHOW TTOMOIIIH,
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Puc. 2. 3n0kauecTBeHHbIE HOBOOOPa30BaHus y Aeteii B Bo3pacte 0—17 jier B PD (cocraBieHo

aBTOPOM).
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Mo Kjaccam 0OoJie3Hei TO3BOJISIET MOJYYUTh TPeICTaB-
JICHVWE O TUHAMMKE U CTPYKType HO30JIOTUYECKUX (hopm
W UCTIOJB30BaTh 3Ty MHGOPMAIIUIO UISl TNTAHUPOBAHUS,
(vHaHCUPOBAaHUS U MPETOCTABICHUST TOMOIIY TUM Jie-
TSIM 1 UX ceMbsiM. OTHAaKO OTCYTCTBUE YHU(DUIIMPOBAH-
HOI1, TOUHON 1 TIOCTOSTHHO OOHOBJIsIEMOl MH(pOpMaLu
0 YUCJIEHHOCTHU HACEJICHUsI JaHHOU BO3PACTHOU TPYMITHI
neTeit, Hy>KIaroluXCsl B TaJTMaTUBHOM IMMOMOIIU, SBJISI-
eTcsl TIPETSITCTBUEM B pa3BUTUU M OpTaHU3allMU yKa3aH-
HOTO BUIa TTOMOIIIN.

YcraHOBIEHO, YTO B HacToslllee BpeMs OTMeue-
Hbl 3HAYWTEJbHBIE TEMITbI POCTa PacIlpoOCTPaHEHHO-
CcTU psifga 3abosieBaHU (B OCHOBHOM 3a CUET JIETCKO-
ro HacesjeHus B Bo3pacte 0—14 jeT): nereHepaTUBHbBIX
o6onesneir LIHC, BUY-uHbekiumn, Mykorosaucaxa-
PUI030B U POXIEHUS JAeTeil C KCTpeMaJbHO HU3KOM
Maccoii tena. Cpeau APYrUX HO30JOTMYECKUX (opM,
MOTEHUMAJIBHO  OOYCJIIOBIMBAIOIIUX  MMOTPEOHOCTh
B NaJJINAaTUBHOW MOMOIIM, CJIEIYET OTMETUTh JOCTO-
BEpHOE YBEJIWUYEHME CJydyaeB CUCTEMHBIX TOpaxe-
HUW COENMHUTEIbHONW TKaHU, NEMUEJTUHU3UPYIOIINX
oosesneii LIHC m BpoXmeHHBIX aHOMAaIWid CUCTEMBI
KpoBooOOpalieHusi. OTO He MPOTUBOPEUYUT MTaHHBIM
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NaJJIMaTUBHON TTOMOIIM Ha MeCTax.
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