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ANHAMUKA N CTPYKTYPA 3ABOAEBAEMOCTU AETCKOI'O
HACEAEHUA, TIOTEHIIUAABHO OBYCAOBAUMBAIOIIEN
IIOTPEBHOCTH B IMMAAAUATUBHOM TTIOMOINN

IOTBOY AITO «Poccuiickasi MEAUTIMHCKAst aKaAeMUsT IIOCACAUIIAOMHOTO 06pa3oBanusi» M3 PO,
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HN3syuena nmorpedHOCTSs B nasnuatuBHoi nmomouu (IIIT) neram mo maTepuanam mporpaMM pa3BHTHS
3npaBooxpaHeHuss P® u cy0beKToB, BXogAmux B coctraB IleHTpanbHOro (emepaisHoro oxpyra.
C umeabro onpenenenus morpednoctu B IIII gerckoro Hacemenusa P® mpoBegeH aHAIN3 TUHAMUKU
M CTPYKTYpPHI 32a00JIeBa€MOCTH JETCKOro HacejJeHusa Poccuu, moTeHIMAJIBHO ee 00yCIOBJINBAIONIEH,
M0 JAaHHBIM O(MIUAIBHONW cTaTHCTUKU. OTGOP 3a00JIeBaHUI, MOTEHIIHMAJIBHO O00YCIOBIMBAIOIIMX

norpedHocTts B IIII cpemu meTrckoro HacejieHHsI, OCHOBBIBAJICA HA NOKa3aHUAX K IEeTUATPUYECKON
IIII EBpomneiickoii Acconuanmyuy NaJUIMATUBHON IIOMOIIYA ¥ HO30JOTHYECKMX KPUTEPUAX HAIpaBJe-

o 2

Hus Ha neguarpuyeckyro IIIT us pexomenganuii Center to Advance Palliative Care. ¥ cranosieno,
YTO B HACTOsIIEe BpeMsl MMEIOT MeCTO 3HAYMTEJIbHBbIE TEeMIbI POCTA PACIPOCTPAHEHHOCTH Psga
3ab0oJsieBaHNi (B OCHOBHOM 3a CYeT JEeTCKOro HacejieHHs B Bo3pacte 0—14 jser): mereHepaTuBHBIX
oosesneit ITHC, BUY-un(perknun, MyKOIOJIHCAXAPUI030B M POKICHUA AeTell ¢ 9KCTPEeMAJIbHO HU3-
KOil Maccoii Tesa. Ciieqyer oTMETUTH YBeJIUUYEHNE CIIy4aeB CHCTEMHBIX IOPAKEHNH COeTUHUTEIbHOM
TKaHU, TeMueauHu3upyouux 6oaesnei [{HC u Bpo:kIeHHBIX AHOMAJNI CHCTEMbI KPOBOOOpAIleHU .
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BriaBiIeHBI pernoHaIbHBbIE 0CO0OEHHOCTH PACIIPOCTPAHEHHOCTH U TEHAEHIIUI B THHAMIKE YKa3aHHBIX
HO30JIOTHYECKHX (DOPM, UTO TaAKIKe CJaeayeT YUUThIBATH mpu opranusamuu nerckoi 111 va mecrax.
EKniouweevie cnoea: npozpammv. pasgumus 30pasooxpaHenus, 0emckoe HaceneHue, NALLIUAMUEHASL
nomouyb, 3a60./1e6aemM0CmMb, UHBALUOHOCTLb, HO30L02UYeCKUe OPMbL.
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DYNAMICS AND STRUCTURE OF CHILD MORBIDITY POTENTIALLY
CAUSING THE NEED FOR PALLIATIVE CARE

1Russian Medical Academy of Postgraduate Education;
2National Scientific-Practical Center of Children's Health, Moscow, Russia

Authors studied the need for palliative care (PC) for children basing on materials of healthcare
development programs in Russian Federation and regions of Central Federal District. To determine
the need for PC for Russian children population authors performed analysis of the dynamics
and structure of child morbidity in Russia, potentially causing it according to official statistics.
Selection of diseases, potentially causing the need for PC among children population based on
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nosological forms.

omnpenesenuio BO3,
MEIUIIMHCKASA IIOMOINbL — 3TO IIOAXOJ, ITO3BOJISIOIIUIA

CorsacHo maJIIuaTUBHAA
yayumnuTh KadecTBo KusHu (KiK) manmumenrtos (gereit u
B3POCJBIX) M UX ceMeil, CTOJKHYBIIUXCA C Mpodsema-
MU, CBI3aHHBIMU C OMACHBIM [JIsl "KU3HU 3a00JI€BaHUEM,
myTeM IpenoTBpallleHus U O0JIeTYeHUs CTPAJaHUM 3a
CUeT PaHHEro BBISBJIEHWS, TIIATEJbHON OIEHKU U Jieue-
HUA OOJMM U APYruX (QU3NUYECKUX CHUMIITOMOB, a TaKKe
OKa3aHUsA ICUXOCONUAJIBLHON M TYXOBHOM MOAIEPIKKU
[1]. ITannmmatuBHaa nomors (IIII) meram, XoTa U TeCHO
cBsasana ¢ 1111 B3pocJbIM, ABJIAETCA OTAEIbHON 00/1aCTHIO
MeAUIIMHBI, KOTOpas HampaBieHa Ha yayuiieHue KK
IeTell ¢ OrpaHNUYMBAIOIMMU KNU3Hb W YIPOMKAIOIIAMU
eli 3aboieBaHUAMU W UX ceMeil. B mupe Habgomaercs
yBeJInueHre KoJuuecTBa nereil, Hysxgaiomuxcs B IITI.
Camas OoJbittas morpedHocTs B IIII meTam ormevaeTcs B
BO3pacTHO# rpymnme a0 1 roga, caMblil BLICOKUH IPUPOCT
perucTpupyercsa B rpyimme moapoctkoB (16—19 jer). ITo
Pa3HBIM OILIEHKaM, IMOTPeOHOCTh B CIEIUAIN3UPOBAHHON
IIII gersam Kosebamercs or 32 Ha 10 ThIC HeTCKOro Hacese-
Husa B Bo3pacte 0—19 net B Bentuko6puranuu 1o 120-181
B ctpaHax Adpuku. ITorpedbrocTs B IIII B KOHIIE *KUBHU
B I1eJioM B Mupe cocrtaBiasger 63 Ha 100 Teic HacemeHUA
mutagiire 15 ger: or 23 ma 100 Toic B EBpore 10 160 Ha 100
TeIC B AQpuke [2].

Mexayuaponuoit cersio IIII meram (ICPCN) exxe-
TOOHO PErucTpupyiorca 6osee 8 MiaH gereit (6% ot Bcex
HOBODPOXKJAEHHBIX B MUDE), POKAAOIIUXCA C TAKEIBIMU
BPOKIEHHBIMM I[OPOKAMHN M TeHEeTUUYECKMMH Hapylle-
HUAMU, MHOTMM u3 KOoTophIx morpebyerca IIII [3]. Ilo
omenkam BO3, Kakablii rofi BO BceM Mupe 0KoJo 20 MIH
yesioBek Hyskgaiorces B III1, okosio 6% us Hux — geru [4].

3abosieBaHua OeTei, o0O0yCJIOBIAMBAIOIHE IIOT-
pebuocTts B IIII, mpeacTaBasioT co60i MIMPOKUI CIIEKTD,
BKJIIOUAIOIUHA DeIKNe COCTOAHUSA, IIOPOH TeHEeTHUEeCKU
00yCJIOBJIEHHBIE, YaCTO C COIYTCTBYIOIINMY HAPYIIEHUS-
MU B (DU3UUYECKOM ¥ MHTEJLICEKTYaJIbHOM PA3BUTHM.

Herei1, Hy:xkparomuxca B IIII, gendar Ha 2 rpynnbl
— €O 3JI0KQUYEeCTBEHHBIMU U HE3JI0OKAaueCTBEHHBIMU 3a060Je-
BAHUSAMU. BOJIBIINHCTBO 3JI0KAYECTBEHHBIX 3a00IeBaHI
HA CEerOAHAIIHUN TeHb U3JIEUNMO, HO OIIPeeIeHHBIN IIPO-
IEHT 3TUX OOJIBHBIX JOCTUTAeT TEPMUHAIBLHON (has3kl, Tpe-
OyroIeil MaJJuaTUBHBIX MEPONPUATHNA. BOJBIINHCTBO
HEe3JIOKAUeCTBEHHBIX COCTOSHNM, BKIIOUEHHBIX B CUCTEMY
IITI, memsyseunMbl, 1 OHM B CBOIO OUepenb HNEJATCSI Ha
[Be TPYIIBI — 3a00JI€BAHUS C HEBPOJIOTMYECKUMU HAapPy-
IIEHUAMHA — TPYSHOCTAMU B OOI[eHUM, OOYUCHUN, HAPY-
IIIEHHBIMA MOTOPHBIMM W /WJIN CEHCOPHBIMU (OYHKI[MA-
MU, OKa3bIBAIOINMU OIPOMHOE BJIUSHUE HA eKeTHEBHYIO
JKU3HDb; U 3a00JieBaHUA 0e3 HEBPOJIOTUYECKUX IIPOOJIEM,
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indications for pediatric PC of European Association for Palliative Care and nosological criteria for
pediatric PC from Center to Advance Palliative Care recommendations. The study revealed that now
there is a significant increase of some diseases incidence rates (mainly due to the children population
aged 0—14 years): CNS degenerative diseases, HIV infection, mucopolysaccharidosis, and children
born with extremely low birth weight. Attention paid to an increase of systemic connective tissue
disorders, CNS demyelinating diseases, and congenital anomalies of the circulatory system. It also
revealed regional features of prevalence and dynamic trends of these nosological forms that should
also be taken into account in the organization of pediatric PC.

Keywords: health development program, the children population, palliative care, morbidity, disability,

Quote: D.I. Zelinskaya, R.N. Terletskaya. Dynamics and structure of child morbidity potentially
causing the need for palliative care. Pediatria. 2017; 96 (2): 168—173.

HO KOTODBIE B CBOIO OUepeb Yallle BCero TPeOyIT NHTEeH-
CUBHBIX JIeUeOHBIX BO3/I€MICTBUI, HAIPABJIEHHBIX Ha IO~
IepiKaHue KU3HU (MYKOBUCIIM03, XPOHUUYECKAA IOUEU-
HasA HEJOCTATOYHOCTb, CepAedyHasa MaTOJOTUA). ITU JBE
TPynnsl 3a00JIeBaHUII COBEPIIEHHO IIO-PA3HOMY BJIUAIOT
Ha KIK neteii u ux cemeii. [Ipu pasHbIX COCTOAHUAX CUIb-
HO Pa3JINYAIOTCA XapaKTep U BBIPAKEeHHOCTb CUMIITOMOB,
OIUHAMUKA B COCTOAHUU peGeHKa Ha HPOTAKEHUU 60Je3-
HU, TPAEKTOPUU Pa3BUTHUA 00JE€3HU, BPeMs IOABICHUA
U OCOOEHHOCTHU HYJKJ JeTell U UX ceMell B IMOAAepKaHuu
KK [5].

B nannuatTuBHOM IeuaTPpUU 3JI0KAUECTBEHHBIE HOBO-
00pa30oBaHUA COCTABJIAIT OTHOCUTEJIHHO HEOOJBIIYIO
vacTb (0o 15-20%) [6]; ocTanbHBIe TAITUEHTHI — HEOHKO-
Jorudeckoro mpodunsa (reHeTuYecKue M XPOMOCOMHBIE
00JIe3HU, BPOKIEHHBIE TOPOKU PA3BUTHUA I€HTPAILHOM,
CEePAEYHO-COCYANCTON U APYTUX CHUCTEM, PE3UCTEHTHHIN
Ty6eprysne3 u BUY/CIINI, rasxensie popmbr JITIT u ap.).
B nenom 8 MKB-10 omnpeneneno 6oee 500 HOo30/I0TTIUE-
cKux (opm OoJiesHel, OrpAaHUUYNBAIOIINX JKU3HL B JET-
CcKoM Bo3spacrte [7, 8].

BrigendaroT cienyiomnie rpynnbl HE3JI0KaUeCTBEHHBIX
3a00JIeBaHNM, KOTOPHIE IOTEHIIMAJIBLHO MOTYT 0O0YCJIO-
BUTH moTpebHOoCTh B [111: 60osie3HU ABIXaTEIBHOM CUCTEMBI
(22%), naronorua ITHC (20,3%), 3aboseBanus cepred-
HO-cocymucToit cucrtemsbr (14,6%), HepBHO-MBINIEYHAS
nereuepanus (12,2%), mereHepaTuBHBIE 3a00JIeBAHUSA
ITHC (8,1%), HaciencrBenHble cuHAPOMEI (6,5% ), meue-
"HouHas martosorus (4,9%), modyeuHass HEZOCTATOUHOCTH
(4,1%), merabonuueckue saboseBanusa (4,1%), apyrue
6oustesuu (3,3% ) [5]-

CoBpeMeHHBIN MeXKIyHAPOAHBIN OIBIT BEIOODA ITOKA-
sauuit aia IIII mersasm ocHOBaH Ha ABYX METOAUYECKUX
MOAXO0JaxX: HO30JIOTUYEeCKUIl TpUHIUI (mmepedyHu 3a60-
JleBaHUN U cocToAHmUil, Tpebyromux IIIT); mpormocTu;-
YeCKU-(QYHKIIMOHAIBHBIM NTPUHIOUI (OCHOBAH Ha KJIIO-
YeBOM IOHATUU «TPAEKTOPUA OOJIEBHU», IPUHATOM B
MeKIYHapOTJHBIX HODMAaTUBHEIX JoKyMeHTax 1o II1T) [2].
HNwmeroTcs onpenesieHHbIe IPENMYIIIECTBA, HETOCTATKU U
onTuMaJibHble c)epbl MPUMEHEHUs JaHHBIX IPUHI[UIIOB
orbopa nmokaszauuit K ITI1.

Hoszonmornueckuii (CHIMCOYHBIN) NPUHITUII ITPUBJIE-
KaeT MPaKTUKYIOIMNX Bpauedl CBOell KOHKPETHOCTHIO U
KasKkyIeiics OBICTPOTOM 0TOOpa, OJHAKO TaKOI IOAXOT
HeCIIocoO0eH yuecTh Bce pasHooOpasme (OpPM U CTamumit
00JIe3HU, a TaKiKe COBEPIIEHHO He YUYUTHIBAET COI[UAJIb-
HBIE aCIIeKTHI 60JIe3HU.

Bri6op mokasaumii k III1 ¢ yueTom mporzo3upyemoit
TpaeKToOpuu 00Jie3HU (IPOTHOCTHUUYECKU-(QYHKIIMOHAID-
HBII IPUHIUI 0T60Pa) 60Jiee PacIIPOCTPaHeH B MeKIyHa-
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ponHoii npakTuke. OH IIO3BOJIAET JydUIlle OPTaHU30BaTh
MeANKO-COLUAaIbHYI0 PA0OTY C MAalleHTaMU, Ubs 1aTOJIO0-
I'Us COBEPIIIEHHO Pa3JNYHA II0 IaTOreHe3y, HO CXOAHA II0
NPUHIAIAM OPTaHUBAIUY IOMOIIY, IPOTHO3Y U XapaKTe-
Py ICUXOCOIMAILHBIX IPOOJIEM CeMbU U HAI[UEeHTA.

MaTepuanLI M MeTOJbI MCCIIeTOBAHUA

IIpoBoauam aHaIW3 MEPOIPUATHUIN II0 Pa3BUTUIO
NaJIAATUBHON MEIUIIMHCKON IOMOINY, BKJIIOUEHHBIX
B BHUJE OTHEeJbHOU moamporpammbl «OKasaHue maJaiua-
TUBHOM MEIWUIIMHCKON IIOMOII[M, B TOM YHCJIe [eTsAM» B
rocyJapCTBeHHYIO IIPOrPaMMy, & TaKKe B BUJE OTHesb-
HBIX IOANPOTPAMM B IIPOTrPAMMBI Pa3BUTUA 3LPABOOX-
paHeHus cy6bekToB Penmeparuu, BXOLAINIUX B COCTAB
ITenTpanbsHOTro hepepanbuoro okpyra (I1PO).

HuHaMuKa 1 CTPYKTypa 3a001€BaeMOCTH AETCKOTO
HaceseHus Poccum, MOTEHIIMAJIbHO O0YCJIOBJIMBAIOIIENH
norpebnocts B IIIl, m3yyeHa Ha OCHOBAHUM aHaJIU3A
o(unMaSbHBIX HAHHBIX 00IIei 3a6ojieBaeMOCTU JIeTell B
BoapacTte 0—14 jieT u MOAPOCTKOB B Bo3pacTe 15—17 jer B
paspese (hemepaabHBIX OKPYTOB U cy0beKTOB P® 3a mepu-
on 2010-2014 rr. UcnonabsoBanu manubie Poccrarta [9]
U CTATUCTUUYECKUX COOPHUKOB, IMyOJUKYyeMBIX Ha caiTe
DBI'Y Ileurpansubiit HUU opranusanuu u nHGoOpMaTH-
s3anuu 3apaBooxpanenus M3 P® [10].

OcHoBaHUeM AJsA oTOopa 3abosieBaHUII, ITOTEHIU-
aJbHO 00ycJioBaMBarIuX norpeduocts B 111 cpenu met-
CKOTr'0 HaceJeHWs, ObLIM ITOKA3aHUA K MMeJUaTPUUYECKON
IIIT EBpomnetickoit Accoruanuu [TanauaruBuoit ITomormu
(EAPP, 2009) [11] u HOB0JIOTUYECKME KPDUTEPUH HAIIPaB-
neHus Ha nepuarpudeckyio I1I1 us pekomengamnuit Center
to Advance Palliative Care (CAPC) [12].

K ocHOBHBIM rpynmam IIOKa3aHUIi, IIPU KOTOPBIX
MaUeHT MOJIeIKUT HAIPABIEHUIO B OPTaHUBAINIO0, OKa-
3pIBaoIny0 mneguatrpudueckyio IIII, B coorBercTBUU C
pexomenganuavmu EAPP (2009), orHocuau: 1) 'KusHe-
YrposKarolue COCTOSHUS, AJsI KOTOPHIX CYIIECTBYeT
KypaTUBHOE JIeUeHNe, HO OHO MOKEeT 0Ka3aThCsA 0e3ycIer-
HBIM; 2) COCTOAHUS, TPeOyIOIe AJUTEJIbHBIX IePU00B
VHTEHCUBHOI'O JIEUEHUs [JIsI IIPOJIOHTUPOBAHUS JKUSHU,
HO Ipe)XJeBpeMeHHas CMePTh OCTAaeTCs BO3MOXKHOI;
3) mporpeccupyioiiue CcOCTOAHUA 6e3 BO3MOMKHOCTEM
KYPaATUBHOTO JIeUYeHUs, Tepalmus KOTOPHIX SBJIAETCH
NaJJIMaTUBHOM C MOMEHTa YCTaHOBJEHUS AuUarHosa; 4)
HeoOpaTuMble, HO He IIPOTPECCUPYIOIUe COCTOSHUSA C
TSKEJI0 MHBATUJHOCTHIO U IOABEPIKEHHOCTHIO MallieH-
Ta OCJIOXKHEHUSIM.

s HampaBjieHUA Ha OKasaHWe IeJuaTpPUYecKoi
IIIT ucnonb3oBaau abCONIOTHLIE M OTHOCUTEJIbHBIE HO30-
JIoTUYecKue KPUTEPUN: OHKOJIOTMUYECKHUe, IIYJIbMOHOJIO-
ruyeckue,

reHeTHUYeCKUe, HeBPOJIOTHYecKUe/HePBHO-

MBIIIIeUHbIEe /HelipojereHepaTUBHbIE, MeTaboJaudecKue,
nHQEeKIUOHHbIE, OpTOollefuuecKue, He(dpOJIOTUUECKUE,
racTpPO’HTEPOJIOTUYECKe, HeOHATAJbHbIEe, KapIAUOJOTU-

YeCKHue M peaHMMAaIlMUOHHBIE.

Pe3yabTaThl M MX 00CyXKIEeHUE

B coorBercTBuu ¢ npuxkasom M3 P® or 14 ampensa
2015 r. Ne 1931 «0O06 yrBepskaenuu Ilopanka oxkasaHus
MaJIMAaTUBHON MEAWIIMHCKON MOMOIIM AEeTSAM» OpPraHu-
3alusa CJHYKObI HaAJJIMATUBHON MEAUITMHCKON ITOMOIIU
HaceJIeHUIO HaXOJUTCA B BeleHUU cy0obekToB PP u ocy-
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IIECTBJIAETCS B COOTBETCTBUU C PETrHOHAJIBHBIMHU IIPO-
rpaMMaMu PasBUTUSA 3apaBooxpaHenus. IlajsainaTuBHAS
MeAUIIMHCKAA IIOMOINb AeTIM OKA3bIBAETCA B XOCIIU-
cax, oTAeJeHnAX (KOMKax) MmajJJuaTuBHON MeIUITMHCKONI
IIOMOIIA MHOTONPOPUIBHBIX U CIEINAJTHU3UPOBAHHBIX
OOJILHUIT U HA JOMY, B T.4Y. IIIAPOKO UCIIOJb3YETC BhIE3]I-
Hasg (Qopma oOKasaHUA NaAJIUATUBHON MEIUIIMHCKON
TIOMOIIH JEeTsIM.

ITo cocrosuuio Ha 1 auBapa 2015 r., KOJIUUYECTBO
KOEK /I OKAa3aH!s HNaJJINaATUBHON MEIUI[MHCKOMN IIOMO-
i B cyobekTax P® cocrasuio 5250, 13 HuUX s gereit
— 461 (0,36 ma 10 TeICc HaceneHUs). 3aaveii o peaansa-
U MEPONPUATHUNA 10 CO3AAHUI0O HOBBIX IOApAa3aeJeHUNl
NAJIMATUBHOM MEIUIIMHCKON MOMOIIM ABJISETCS TOCTHU-
'xeHue B 2015 r. o0ecrieueHHOCTY KOMKaAMU I8 OKA3aHU s
HaJIINaTUBHON MEIUIIMHCKOM MOMOINU B cy0ObekTax P®
o ypoBHsS He MeHee 1,4 xoek Ha 10 ThIC AEeTCKOTO Hace-
JICHUS.

B I1PO B cooTBeTCTBMU C IporpaMMaM¥i PasBUTUSA
3IpaBoOXpaHeHus: cy0ObeKToB P®D nyis okasaHusa majauna-
TUBHOU MeIUITMHCKONI IOMOIIY BaMOyJIaTOPHBIX YCIOBUAX
OTKPBIBAIOTCA KAOWHETHI B MeAUIIUHCKUX OPraHU3aIuaX,
OKAa3bIBAIOIUX IIEPBUYHYIO MeINKO-CAHUTAPHYIO IIOMOIIb
(r. MockBa, Bpauckas, Kocrpomckas, Psasanckas u fpoc-
JaBcKas obJiacTu). BeiesgHasa naTpoHaskHas crykba opra-
Hu3oBaHa B I'. MockBe, IBanoBCcKoOIi, KocTpoMmckoii, Kyp-
ckoii, CmoseHcKo, TyabcKoit u SIpociaBcKoit 0061acTAX.

B kauecTBe MHAMKATOPA peaIns3aliuy IrocyIapCTBeH-
HOI HpOorpaMMBbI OIIpPeJeJieH YPOBEHb 00eCIedyeHHOCTU
KOUKaAMM I8 OKas3aHUs IaJJINaTUBHON MeIUIIMHCKONI
momoInu, Kortopeiid K 2020 r. moskeH cocTtaBiaATh 2,08
koeK Ha 100 ThICc JeTCKOro HaceJeHusd.

Wsyuanu muHAMUKY U CTPYKTYpy B3abojeBaeMo-
cTu (IIOTEHIIUAJIbHO OOYCJIOBJIUBAIOIIEN HOTPEOHOCTH B
IIIT) merckoro HaceJeHUA TeX HO30JOTUYECKUX (HopM,
KOTOpbIe OBLJIN IIPeACTAaBIeHbl B MaTepruaiax opUuIalb-
HOM cTaTUCTUKU. IIpy 3TOM MCIOJIBL30Baau abCOJTIOTHBIE
moKasaTesu caydaeB 3aboaeBaemocTu.Kiacesl 6osesHeld,
BKJIIOUAOIIEe HO30JIoTHYecKue (OpMbI 3ab00JIeBaHUIM,
HanboJiee YaCTO ABIAIOIIUXCA IIOKA3aHueM JJIA IIepeBoja
namuenTa B cucremy IIII, mpencraBiens: B Tada. 1.

Cpenu ykasaHHOU 3a00/1eBA€MOCTH HAMOOJIBIIAS
nmoss caydaes (58,3% ) oTHocuIach K BPOMKAEHHBIM aHO-
MaJusaM, gedopManuaM ¥ XPOMOCOMHBIM HAPYIIEHUSIM
— BPOMKAEHHBbIE aHOMAJIUN CHCTEMBI KPOBOOOpPAIIleHU,
HEPBHOU CHCTEMBI, BPOKIEHHBIA HXTHO3, HEHpPohuoOpo-
maTos. Jlajsee o pacIpoCTPAHEHHOCTH HAXOUINCH HO30-
Jorudyeckue (popMbl, OTHOCAIIHECA K KJaccy OoJesHel
HEPBHOM CHCTEMBI, — HEBPOJIOTMYECKNe, HePBHO-MbIIIIeY-
Hble U HeWpoJereHepaTHUBHbIe 3a00JIeBaHUSA, KOTOPLIE
cocrasasaau 18,1% . Ciaenyroiiee MeCTO II0 YaCTOTE 3aHMU-
masu 0oJiesHHu opraHoB nuirieBapenus (12% ) u cucteMbr
KpoBoobGpartrenus (5,9% ). B cTpykType GoJiesueit cucre-
MbI KPOBOOOpAIlleH!A B JaAHHOM OTHOIIEHUN 3HAYMMBIMU
MpeACTaBIAITCA KapAUOMUOIIATAN ¥ XPOHUYECKNE PeB-
MaTuuecKue 60JIe3HU CepAlia.

3uaunTesbHY0 YacTh (2,6%) cocraBiasau 6oJsie3HH,
00beIVUHEHHBIE B I'PYINY MeTa0OJIMYeCKUX HapYIIeHUH,
B KOTOPYIO BOIILIM HEKOTOPBLIE HO30JIOTHYECKMe (POPMbI
KJlaccoB «BojiesHM KpOBU, KPOBETBOPHBLIX OPraHOB U
oTeJIbHbIe HAPYIIIeH! A, BOBJICKAIOIMe UMMYHHBII Mexa-
HU3M» U «DoJIe3Hu SHIOKPUHHOII CHUCTEMbBI, PacCTPOIi-

27.03.2017 11:37:40



Tabnruua 1

Crpykrypa HO30I0THUECKUX (DOpPM 3a00JIeBaHHI, MOTEHIIHAILHO 00YCIOBIUBAIONIUX MTOTPEOHOCTH
B IIII, mo kIaccam GoJie3Hei

Kaaccs1 6ose3neit Hous, % Hoszoaoruueckue (popmsI
Nupeknnonnbie 3a001eBaHNIA 0,8 BUY-unpernusd, Tyoepryaes
HoBooGpasoBauus 0,5 3JI0KauecTBeHHbIe HOBOOOpa3oBaHUA
Merabonueckue HAPYIIEHUA
e 00JIe3HU KPOBH,
KPOBETBOPHBIX OPTaHOB
¥ OTZieJIbHbIe HAPYIITeHNs,
2 T'anaxTosemusi, 60oes3ub I'orre, MyKOIIOIMCAXapUI03bl, MYKOBUCIIHI03,
BOBJIEKAIOII[VIe UMMYHHBIHN
MEXAHIEM 2,1 (PeHuIKeTOHYpUud, reMopuansd, runeppyHknua runodusa,
. TUMOIUTYUTAPU3M
® 0OJIe3HU SHIOKPUHHOM yurap
CHCTEeMBI, PACCTPOMCTBA
NUTAHUA U HAPYIIIeHUT
oOMeHa BeIlecTB
Bocnanmurenbubie 6oaes3uu ITHC, cucTremHbIe aTpoduu, mopaskaroIiue
. IpeuM TBEHH H T TeH TUBHBIL uu [1H
Bonesuu HepBHOIT cuCTEMbI 18,1 peumymecrsenro IIHC, apyrue zererepa e Gonesru ITHC,
nemuenuHusupyoiue 6onesnu ITHC, mbimeunas guctpodus
HiorieHHa, 1epedpaTbHBIN mapaand
XpoHUYecKre peBMaTuYecKue 60JIe3HU cep/ra, KapAuoMUOoIIaTusd,
uireMuyecKue 60JIe3HU cepAlla, cybapaxHongaIbHOe KDOBOUBIUAHYIE,
Bousesnu cucrembr
KpOBOOBpATIEHIS 5,9 BHYTPUMO3TOBOE U APYroe BHYTPUUEPEITHOe KPOBOU3IUAHYIE, THMAPKT
o MO3Ta, NHCYJbT HEYTOUYHEHHBIH, KaK KPOBOU3IUAHNE NI NHDAPKT,
TPoMOO03 ITOPTATHLHOI BEHBI
WurepcTuiiuaibable, THONHBIE JIETOUHBIE 00JIE3HU,
Bosnesuu opranos gbIxaHUA 0,2
IpyTrue 00JIe3HU ILJIEBPHI
Bousiesuu opranos .
12 Heun WOHHBINA SHTEPUT
nuIeBapeHusa 0 enH(peKnIo oHTEp
BonesHu KOCTHO-MBIIITIEUHOMN
CHCTEMbI I COeIMHUTEJIbLHO 0,9 CucTeMHBIE TOPAYKEHUA COeIUHUTETbHON TKAHN!
TKaHU
Bonesuu mouenosnoBoit
0,3 IToueuHas HeZOCTATOUHOCTD
CUCTEMBI
ITepunaTaabHBIE COCTOAHUSA 0,9 IJKCTpeMaJbHO HU3KAA MAcca TeJa IPpu POKISHUN
Bposkgennble aHoMa NN, BposkaeHHbIe aHOMAJINH CUCTEMBI KPOBOOODAII[eHU A, BPOIKICHHBIE
nedopManuu U XpOMOCOMHbIE 58,3 aHOMAaJINU Pa3BUTUA HEPBHOU CUCTEMBI, BPOXKIeHHBIN UXTHUO3,
HapyIIeHna HelipoubpomaTos

CTBa NMUTAHUA U HapyIlIeHus oOMeHa BellecTB». K HuUM
OTHOCHMJIMCH HapYIIeHUs o0MeHa TraJaKkTo3bl (rajakTose-
MHUs), TIIOKO3aMUHOTJIMKAHOB (MYKOIIOJIHCAXapUI03bI),
MYKOBUCIINI03, 00J€e3Hb ['otte, GeHUIKETOHYPUS U AP.

3aboseBaHuA, IOTEHIMAJIBHO OO0YCJIOBIUBAIOIILE
norpebuocts B IIII, BXoaAmue B Apyrue KJacchl 60Jie3-
Hel, cocraBisaau He Oosee 1% . Cpenm HUX 3HAUMMBI-
MU SABJSIIOTCS CUCTE€MHBIE ITOPAKEHUS COeIUHUTEIbHOMN
tkauu (0,9% ), Takue nHGEKIINOHHBIE 3a00I€BaHUA, KAK
Ty6eprysnes u BUY-undernusa (0,8%), saoxauecTBeH-
uble HoBooOpasoBauus (0,5%).

B odQunmanbHOl craTtucTuKe KJacc 0oJiesHeln
«OTmenbHbIe COCTOAHUS, BOBHUKAIOIINE B IIE€PUHATAD-
HOM Imepuoje» He pacirudpoBbIiBaeTcs. BmecTe ¢ aTuM
corjacHo npukasy Mwunsapasconpa3dButua Poccunm Ne
1687H ot 27 nexabps 2011 r. «O MeAUITMHCKUX KPUTEPU-
X POKAEHU, (POpMeE JOKYMEHTA O POKICHUN U MOPAIKE
ee Bbmaun» ¢ 2012 r. B OTeYeCTBEHHOI II€PUHATOJIO-
T'UU U POJOBCIIOMOYKEHUN CTAJIN PErUCTPUPOBATHCA JIETH,
ponuBminecs ¢ maccoii Tesa mernee 1000 r (sxcTpeMasbHO
Hus3kKad macca Tena — OHMT), Koropbie B OOJIBIITUHCTBE
cBoeM HYy:KgatoTca B I1I1. YeraHoBiieHO, UTO Cpeay n3yda-
€MBbIX HO30JIOTHUECKUX (DOPM Ha TOJIIO0 AeTel, POLUBIIUX -
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csa ¢ OHMT, mpuxoaurcsa 0,9% . Boiur mpoeenen amanuns
YaCTOTHI POK/EHUSA U BEIXKUBAHUSA TAKUX JIeTell B pAHHEM
HEeOHaTaJIbHOM IIePUOLe.

K ykasanubIM BbIllle 3a00JieBAaHUAM OBLIU OTHECE-
HBl WHTEPCTUIMAJIbHbIe, THOMHBIE JerouHble 00JIe3HU,
npyrue 6ose3nn miueBpsl (0,2% ) u moueuHass He[OCTATOU-
wocts (0,3%).

Amnanus mnokasan, yto 3a mepumon 2010-2014 rr.
cpeau nereit B Bodpacte 0—17 JieT mpOMBOIIIO COKpa-
IeHue Yucja cjaydaeB 3a00JeBaHUA II0 OOJBITHMHCTBY
Ho3osornvyeckux (opm. OZHAKO yBeIWYmMJIach PacCIpO-
CTPAaHEHHOCTb pAAa 3a00JieBAaHUI B OCHOBHOM 3a CYeT
IIeTCKOTO HaceyseHus B Bodpacre 0—14 jer (taba. 2).
Bricokuit temn pocra (uma 47,4%) ObLTI yCTAHOBJIEH B
IuHaMuKe nereHepatuBHbIX OosiesHeit ITHC, moutu Ha
OfHY TPEeTh YBeJIWYMJIACH PACIPOCTPAHEHHOCTDH CJIYYaeB
BUY-unpexuuu (2a 31,3% ), MyKomosmcaxapumo3oB (Ha
30,1% ) u poxxaenus gereir ¢c OHMT (ua 32% ).

TpeBory poct uywmciaa BUY-undwu-
mupoBauHbIXx gereit ¢ 1012 B 2010 r. mo 1267 B 2014 r.
Cienyer oTMEeTUTb, 4TO 0oJiee MOJIOBUHBI cayuaeB BIAY-

BrizeiBaer

UHQUIIUPOBAHHOCTU Cpefu OEeTCKOI'0 HaceyieHUA (Qop-
mMupyerca OByMA QenepanbHbIMU OKpyramu (PO) —

ATPUA
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Tabauuya 2

Temmsl pocTa pacIpoCTPAHEHHOCTH 3a001€eBaHUIA,
MOTEeHI[MAJIbHO 00yCJIOBINBAIOININX TOoTpeoHocTh B IIII, 3a mepuox 2010—2014 rr.

Ho3omornuecxkue ¢opmsbl 0—17 ner 0—14 xer 15—17 ner
BUY-undermus 31,3% 27 11,6
MyKkomosaucaxapumgo3bl 30,1 26,6 50
MyxoBuciumos 9,8 11,6 —
T'nnonuryurapusm 19,6 4,4 45,7
DeHUIKEeTOHYPUSA 15,3 18,1 -
IereunepatuBubie 6osesuau ITHC 47,4 52 29,4
Hemuennuusupylomue 6osnes3au [THC 23 31,8 -
Mpermeunasa guctpodus [JromenHa 7 10,6 -
ITepebOpasbHBIN Hapagsny 7,3 8,8 —
CucTeMHBIE TOPAYKEHUA COeJUHNUTEIbHON TKAHU 25,5 37,7 —
JKCTpeMaJIbHO HU3KAas Macca TeJa IPU POKAEHUN 32 32 -
BposxaeHHbIe aHOMAJUY CUCTEMBI KPOBOOOpAIIeHU ST 18,1 20,3 —
*JlaHHBIE IIPEJICTABJIEHEI B % .
Cubupckum (31,4% ) u IlpuBomxckum (22,6% ). Bmecre
¢ atuM, Ha [HanbHeBoCcTOUHBIN PO IPUXOAUTCA TOJIBKO 8000 5362 873 e
0,9% »umu3o0m0B 3a001€BAE€MOCTH. 7000 R —
3a aHaIM3UPyeMblil IIePUOJ ITPOU3OIIIe] POCT CayUa- ’E, gggg 4724 ™
eB poxxgenus gereii c OHMT c 4724 mo 6740 (ma 42,7%) & 4000 —
o 2299 2373 2416 2412
(puc. 1). Ilpu sToM mpollecc HE COMPOBOMKAAJICSI YBEJIU- & 3000 5 20356
YeHHEeM UYHCJIa CMEPTEeIbHBIX HMCXOIOB, a Jaske HaMeTH- :,5 iggg
JIach TeHIEHIIUA K CHUKEHUI0 CMEPTHOCTH JeTell JaHHOI . . . . .
BECOBOI KaTeropuu B paHHEM HeOHATAJbHOM IIEPUOE — C 2010 2011 2012 2013 2014
2299 B 2010 r. mo 2056 cayuaess 2014 r. (ga 10,6%). Toasr

B cBA3U ¢ 9TUM MOKHO IIOJIaTaTh, UTO MIPOUCXOIUT « HAKO-
ninenue» pereit c OHMT, mysxpatomuxcsa B I1I1 [8].

CiegyeT OTMETUTH POCT CJIy4YaeB APYTUX HOB0JIOTH-
yeckux (GopM 3abojieBaHUIl, MIOTEHIIUAJIBLHO O0YCIOBJIM-
Baromux morpedHocTs B IIII, — cuCTEeMHBIX MMOPAKEeHUH
coeUHUTENbHON TKaHu (Ha 25,5% ), AeMUeJIUHUBUPYIO-
mux 6osesHeit ITHC (Ha 23% ) 1 BpOXKJEHHBIX aHOMAJINH
cucTeMbl KpoBoobOpartenus (Ha 18,1%).

B IIII GosbIilioe BHUMAaHUE YAeJIIeTCsS 00JbHBIM 3J10-
KauyeCTBeHHLIMM HOBOOOpasoBaHusMHu. Hixeromumo B PP
perucTpupyercsa oKoio 4 Teic gereii B Bosdpacte 0—17 jer
¢ TaHHOU marosorueii. Yucio ciyuyaeB 3JI0KAaUeCTBEHHBIX
HOBOOODA30BaHUI B JAHHOU BO3PACTHOI TPYIIIe 3a IEPU-
on 2010—-2014 rr. coxkpatuiaochk Ha 8,6% (340 uenoBeK)
(puc. 2).

Hawu6osbimnas Ko ciyudaeB 3JI0KaUYeCTBEHHBIX HOBO-
oOpasoBaHuii y mereit B Bospacre 0—17 jger mpuxoauTcs
ua llenTpanbusiii (24,7% ) u IlpuBosxckuii (21,9% ) @O.
B eguHUYHBIX caydyadx MaHHBIE 3a00JIeBaHUSA PETUCTPU-
pytorca B [lanbaeBocTounoM PO (4,4%).

CienyeT OTMETUTH, UTO HEOXBAUEHHBIMU OCTAIOTCS
Ho3oJIoTUUEeCKne (OPMBI He TOJBKO KJacca 0oJie3Heil
«OTmenbHBIE COCTOAHWA, BOSHUKAIOIINE B IIEPUHATAD-
HOM IIepuozie», HO U KJacca OoJsiedneit «TpaBmbl, oTpaB-
JIEHUs U HEKOTODPBIE APYTHue IIOCJEACTBUS BO3IEHCTBUA
BHEIIIHUX IIPUYUH», KOTOPbIE OTCYTCTBYIOT B O(pUIIATB-
HOM CTATHUCTHUKE, XOTA OUYEeHb OOIIUPHBI M CJOXKHBI II0
CTPYKTYDPE.

3akiaoyeHue

BospmiuM mpensaTCTBMEM B OPTraHU3AIlUM JETCKOM
IITI aBasieTcs oTCyTCTBUE YHUMDUIIMPOBAHHOM, TOUHON U
TIOCTOAHHO OOHOBJIAEMOIl MH(MOPMAIMN O UYUCIEHHOCTH
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Puc. 1. /I[uHaAMHMKA YMCIEHHOCTH POTUBINUXCA U yMEPIIHX
nereit c JHMT B PD.
a — POAMJIOCH, 6 — yMepJIo.

4500 3964 3764 694
4000 - \ 3388
3291

s 3500 V“
® 3000
O
= 2500
=}
2 2000
S
= 1500
v 1000

500

2010 2011 2012 2013 2014
Tomer

Puc. 2. Yucao gereii co 3JI0Ka4eCTBEHHBIMY HOBOOGpa30Ba-
HuAMM B Bo3pacrte 0—17 jet B PO.

HaceJIeHUs NJaHHOI BO3PACTHOW I'PYIIIILI AeTel, HYKIA0-
IMUXCS B YKA3aHHOM BUJE ITOMOIIA.

AHanns JaHHBIX OPUIMATILHON CTATUCTUKY II0 3260-
JIeBaeMOCTH, IMOTEHIIMAJIbLHO 00YCJIOBINBAIOIIEH ITOTPED-
HocTh B IITI, mo Kiaaccam Goje3HEHM II03BOJSAET IOJY-
YNTL MpPeACTaBJIeHNe O JUHAMHUKE U CTPYKType HO30JI0-
ruyecKux (POPM M KCIOJIb30BATH AJIA ILJIAHNPOBAHUA,
(pMHAHCUPOBAHUA U MPENOCTABJICHUSA IIOMOINU OETAM U
WX CeMbsM.

VeTaHoBIE€HO, UTO B HACTOSAIIEE BPEMA NMEIOT MECTO
3HAUUTEJbHBIE TEMIIBI POCTA PACIIPOCTPAHEHHOCTHU Psga
3aboyieBaHUil (B OCHOBHOM 3a CYeT [JETCKOIO HaceJe-
Hus B Bospacte 0—14 JeT): JereHepaTHUBHBIX 0oJie3HEH
ITHC, BUY-undexuu, MyKOIOJIUCAXapPUJ030B U POXK-
nenusa gereit ¢ OHMT. Cpenu Apyrux HO30JOTHUUYECKUX
(bop™m 3a6oseBaHNI, MOTEHIMATBLHO O0YCJIOBIMBAIOIINX
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notrpebuocTh B IIII, cienyeT oTMETUTh yBeIUUYEHUE CIY-
YaeB CHUCTEMHBIX IOPaKeHUIl COeAWHUTEJLHON TKAaHWU,
nemuenunausupyoiux 6omesueit ITHC u BpoKIeHHBIX
aHOMAJINH CHCTEMBI KPOBOOOPAIIeHUA.

BrisiB/IeHBI pernoOHaIbHBIE 0COOEHHOCTH PacIIpocTpa-
HEHHOCTU U TeHIEHIMH B AUHAMHKE YKasaHHBIX HO30-

JoruyecKux (hOpM, UTO TaKIKe CJIeAyeT YUUTHIBATH IPU
opraunusanuu gerckoit I1I1 Ha mecrax.

dunancuposanue u KOHGAUKM UHMeEPECO8: A8MO-
PpuL coobwunu 06 omecymcemeuu GUHAHCUPOBAHUS U KOH-
@rurxma unmepecos.
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