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OBIIASA XAPAKTEPUCTHUKA PABOTbI
AKTYaJIbHOCTH NIP00JIeMbI

3a0oneBaHusl CEPACUHO-COCYIUCTON CHUCTEMbI, B TOM YHCIIE BPOXKJCHHBIC,
MMEIOT BBICOKYIO PaclpoCTpaHEHHOCTh B MupoBoi nomyssinuu (Ps6xkuna H.H. ¢
coanT., 2011; Areias M.E. et al., 2013). B pe3ynbrare 3HAUUTEIBHBIX YCIIEXOB B
JIMarHOCTUKE  XPOHUYECKUX  3a00JieBaHWUM, paHHEMY Hayaly JICUEHUS,
MPUMEHEHHUIO BBICOKOTEXHOJOTUYHBIX METOJIOB TEpalnul BBDKUBAEMOCTh U
MPOJOKUTEILHOCTh  JKM3HM  JIeTed C  KapAWOJIOTMYECKOW  MaTOJIOTHUEH
3HaunTenbHO BBIpocia (bopucoa T.A., 2005; Marino B.S. et al., 2009; Areias
M.E. et al., 2013; Bertoletti J. et al., 2014; Wilmot 1. et al., 2016). B To >xe Bpems
POCT BBIKMBAEMOCTH MPUBEN K YBEIMYCHHUIO KOJIMYECTBA MAIMEHTOB C TaKUM
OCIIO)KHCHHEM, KaK XpOHWYECKas ceplieuHasl HemoctatouHocTh (Venugopalan P. et
al., 2000; Kay J.D. et al., 2001; Hoffman J.et al., 2002; JleontseBa W.B., 2005,
2012;221. Towbin J.A. et al., 2006; Meronnueckue pekoMeHAaIMu. M.:
Accornmanus neTckux kapauoisoros, 2010).

B «MexnyHapogHoil cTaTUCTHYECKOM Kiaccudukauuu OosesHed u
npo0ieM, CBA3aHHBIX €O 310poBbem», X mepecmorpa (MKB-10) cepneuno-
COCYIUCThIE 3a00JIEBaHUS HAIUIM CBOE OTpaKeHHUE HE TOJbKO B kiacce IX
«bone3nn cuctembl KpoBooOpaimeHus», Ho u B kiacce XVII «BpoxaeHHble
aHoMaJIiU (ITOPOKH pa3BUTHUA), AedOpMaLlK U XPOMOCOMHBIE HapyleHus». bonee
TOr0, OHM SBJSIOTCS KJIMHUYECKUM MPOSBICHUEM, YacTO BEAyIIUM K
HEOJIaronpusiTHBIM UCXO0JaM, TIPU MATOJIOTUU SHJIOKPUHHOW, HEPBHOU U JPYTrHUX
cucTeM. B ¢BsI3M ¢ 3TUM, B COOTBETCTBUHU cO cTaThel 41 OCHOB 3aKOHOAATEILCTBA
Poccuiickoii  ®enepauum 00 oxpaHe 370poBbs TpaxzaaH [IpaBUTenbcTBO
Poccuiickoii denepaiiu MOCTaHOBUIIO PSif CEPACUHO-COCYIUCTHIX 3a00J€BaHUN
BKJIIOUHTH B TIEPEUCHb CONMAIbHO 3HauMMbIX Oosie3Heit ([locranosnenue Ne 715
or 1 nekabps 2004 1. «O0 yTBEpX)ACHUM TEPEYHS COIHAIBHO 3HAYMMBIX
3a00ieBaHUN M TepeuyHs 3a00JIeBaHMM, TNPEICTABIAIONIMX OMACHOCTh TS
OKPYKaIOIIUX», C U3MEHEHUSAMH U JOMOTHEeHUs MU OT 13 uronst 2012 r.).

Bwmecre ¢ 3TUM, Kak CBUAETEILCTBYIOT IaHHBIE JINTEPATYPhl, KOMIUIEKCHbBIE
UCCJICIOBAHUSI TIOTEPh 3/I0POBbSl  JIeTel, OOYCIOBIEHHBIX OOJE3HSIMH U
BPOXKJCHHBIMU  AHOMAJIUSIMU ~ CHUCTEMBI ~ KpOBoOOpaleHus y JeTed, He
MIPOBOAMIIKC.

Cpenn  cepaeyHO-COCYOMCTOM  MATOJOTMM  XPOHMYECKas  CcepleydHast
HEJIOCTATOYHOCTh SIBJSICTCSI OJHOM W3 OCHOBHBIX NPUYMH HMHBATUIU3AIUU U
CMEPTHOCTH JeTed ¢ 3aboneBanusmu cepaua (Venugopalan P. et al., 2000;
Groetzner J. et al., 2005; Hemomusmmx JI.M. ¢ coaBrt., 2011; JleonTteeBa U.B.,
2012). Kpome TOro, oHa CyIIECTBEHHO BIUSE€T HA CyOBEKTHBHOE OJarornoiyque
pebeHKa, €ero CcamMO4YyBCTBHE, TICHXOJIOTHYECKOE COCTOSHHUE, YCIIEBAEMOCTb,
comuanbhyto afgantaruio (IlIkomsaukoBa M.A. ¢ coasrt., 2008; I'opbateix FO.H. ¢
coanT., 2011; Pyanukosuu T.B. c coasrt., 2011; bokepust JI.A. ¢ coast., 2014). B
CUTyallU  XPOHUYECKOTO  3a00JeBaHUS  TMCHXOCOIHAIBbHBIE  MPOOJIEMBI
NpUOOpEeTarOT HE MEHBIIEEe BIHMSHHEC Ha KauyeCTBO JKU3HM peOCHKa, YeM
buszngeckue.



KadecTBO KM3HM — BaXHBIM MHAMKATOpP OLEHKU OpemMeHu O0o0Jie3HH,
ocoOeHHO xpoHmueckux coctossHuii (Mo F. et al., 2004). B coBpeMeHHBIX
YCIIOBUSIX KOMILJIEKCHAsI OleHKa S(PQPEKTUBHOCTU JI€YEHHUs] HEBO3MOXKHA 0e3
omnpejeneHus nuHaMuku nokaszatenet KOK: onun nemoHcTpupyroT cyObeKTHBHBIM
«OTBET» Ha TEPAIUIO, UCTIOIB3YIOTCS B KIMHUKO-DKOHOMUYECKUX HCCIIEIOBAHUSAX,
B psijie CllydaeB SIBISIICH KOHEUHbIM Kputepuem s¢dextuBHoct (Uzark K. et al.,
2013; bokepus JI.A. ¢ coasrt., 2015; Kpymstako C.M. ¢ coasrt., 2015; Costello J.M.
et al., 2015; Aspesberro F. et al., 2016).

KadecTtBOo kKM3HM JieTed H3ydaeTcsi C TOMOIIBI0 MEXKIYHAPOJAHBIX
OTPOCHUKOB, pPa3pabOTaHHBIX CIEIHAIBHO I JETCKOrO0 BO3pacTa, KOTOPHIC
MOTYT OBITh OOLIMMH U CHEIU(PUYESCKUMH JJI ONpPEIeTICHHbIX 3a0oseBaHuil. B
MEXKIYHAPOJHOU MPAKTUKE CYIIECTBYIOT WMHCTPYMEHTHI, MpEIHA3HAYCHHbIC IS
JeTel ¢ maToJoruer cepaedHo-cocyaucToi cuctemsbl (Marino B.S. et al., 2010;
Toledo M.I. et al., 2012; Niemitz M. et al., 2013), HO 70 HacTOAIIEr0 BpEeMEHU
PYCCKMX BEpCHM HHU OJHOTO W3 HHUX pa3pabOoTaHO HE ObLJIO, B CBA3U C 4YeM
uccienoBanuss KK 3TOro KOHTHMHTEHTa B OTEUECTBEHHOW IMeIUATpPUU KpaiiHe
ckynusbl (JlyooBas A.B., 2006; KacenkoBa O.U., 2008; TpynoBa FHO.A., 2008;
HeuaeBa A.A., 2012; bokepust JI.A. ¢ coaBt., 2015; I'opbateix FO.H. ¢ coaBr.,
2011).

[Ipouecc co3maHusi HOBOW SI3bIKOBOM BEPCUM JIFOOOTO ONPOCHHKA BEChMa
CJIOKEH, JJIMTENICH, TPYIOEMOK M JOJDKEH OBbITh OYEHb CTPOTO METOJIUYECKHU
BBITIOJTHEH B COOTBETCTBUU C OIPEIACICHHBIMU MEXAYHAPOJIHBIMU CTaHJapTaMU
(Bowling A., 1997; Eiser C., Morse R., 2001; HoBuk A.A. ¢ coast., 2002, 2007,
bapanoB A.A. c coasrt., 2010).

B nocnennue roipl B MUPOBOM NIPaKTHKE 3ApaBOOXpaHeHus nokaszaTens KoK
CTaJl BCE aKTHMBHEE HCIIOJIb30BAThCA B OMPENEICHUM TAaKOTO KPUTEPHUs OLECHKHU
3 PeKTUBHOCTH MeIUIMHCKUX TexHojorui, kak QALY (Quality-adjusted life-
year) — KauyeCTBEHHO MNpPOXuThIi roxa >xu3Hu (BopobweB II.A. ¢ coast., 2008;
Bunsipckas N.B., lllysanosa ML.II., 2010; Arymuna P.M. ¢ coast., 2010). Dtot
MOKa3aTellb TMPUMEHSETCS B KIMHUKO-DKOHOMMYECKOM aHalu3€, BO MHOTHX
ctpanax QALY cumTaeTcss OCHOBHBIM KPUTEPUEM NIPH PEIICHHWU BOIMpPOCa O
BKJIFOYCHUH  MEIMIIMHCKOM  TEXHOJOTMM B  CIOUCOK  BHUJOB  TTOMOIIH,
(bUHAHCUPYEMBIX TOCYJApCTBOM WJIM CHUCTEMOM MEIMIIMHCKOTO CTPaXOBaHUS
(Bush J.W.et al., 1973; Torrance G.W., 1986; Drummond M.F. et al., 2005).

Hus  pacuera QALY HeoOxonuMo oOmpeaelieHHe TaK Ha3bIBa€MbIX
YTHIINTAPHBIX KOA(P(GUIIMEHTOB, WM WHJCKCOB, C IIOMOIIBIO CIEIHATbHBIX
onpocunkoB KXK. B Mupe cyiecTByeT HECKOJIBKO TaKUX ONMPOCHUKOB JIJISL IETEH -
EQ-5, HUI, SF-6D, u3 xotopsix Hanbosee npuemiaeMbiM siBisietcss HUI (bapanos
A.A. c¢ coaBt., 2012; Bunsapckas U.B. ¢ coast., 2010, 2012, 2014). B Poccun
TaKWe UCCJICIOBAHUS B MEIUATPUUECKON MPAKTUKE TOJIHKO HAYMHAIOTCS, PyCCKas
Bepcusi onpocHrka HUI ycnemno npoua Banuaanuio (bapanoB A.A. ¢ coasrT.,
2012; Bunsapckas W.B. c coast., 2014), HO paOOThI MO OIEHKE YTHJIUTAPHBIX
WHJIEKCOB y JeTel C 3a00JieBaHUSIMH CEPJEYHO-COCYUCTON CHCTEMBI B
OTEUECTBEHHOM MeauaTpuu OTCYTCTBYIOT. Bce BhimenepedncieHHoe 00yCIOBHIIO
aKTyaJIbHOCTh HACTOSIIETO UCCIICIOBAHMUS.



eanb ucciaenoBanus

Pa3paboTka MeTOIMYECKUX MOAXOJO0B K UCCIEIOBAHUIO KauyecTBa KU3HU U
€ro OIleHKa y JAeTeil ¢ 3a00JieBaHUSMHU CEpJld, OCIOKHEHHBIMU XPOHUYECKOM
CEPACUYHON HEIOCTATOYHOCTBIO.

3agaum uccjie10BaHUA

1. OueHuTh MOTEPU 3I0POBbsS (3a00JI€BAEMOCTb, WHBAJIUIHOCTH, CMEPTHOCTH)
neTckoro HaceneHus Poccuiickoit ®Dexpepaiuu, 0OyCIOBIEHHBbIE OONE3HAMU U
BPOXKJICHHBIMM ~ aHOMAJUSIMU  CHCTEMBI ~ KPOBOOOpAILlEHHSA, MO  JaHHBIM
ounmansHOM cTaTucTUKH 3a iepuon 2009-2014 rr.
2. Pa3paboTraTh M BaJUIUPOBATH PYCCKOS3BIYHYIO BEPCHUIO KapIUOJIOTHYECKOrO
MOy MeXAyHapoaHoro obiero onpocuuka Pediatric Quality of Life Inventory
(PedsQL) 3,0 Cardiac Module.
3. OueHuTh KauecTBO JKM3HMU JeTed ¢  3a00JeBaHMSIMU  CepAla,
COINPOBOXKIAFOIIMMHUCS XPOHUUYECKON CEPIEYHON HEOCTATOYHOCTHIO, C TOMOILBIO
KapAHOJIOrMYECKOro MOy sl U o011ero Moayis onpocHuka PedsQL.
4. BoiaBuTh (PakTopbl, BIUSIONIME HA JTUHAMHKY IOKa3aTeJeW KauecTBa KU3HU
Ha0JII0JaeMBbIX OOJIBHBIX B ITPOLIECCE JICUCHMUS.
5. Pa3paborarh yTUIMTapHBIE WHIEKCHI JIJISi MPAKTUYECKOTO HCIOJb30BaHUS Y
neTe ¢ 3a00JeBaHUSMHU CEpALlA, OCJIOKHEHHBIMU XPOHHUYECKON cepaeyHou
HEJI0OCTATOYHOCTBIO, OMPEACIIUTh BUJl U CTENEHb HAPYUIIEHUN (PYHKIMOHUPOBAHUS
no arpudyTaM KadecTBa KM3HHM ¢ moMouibio obuiero onpocHuka Health Utilities
Index.

Hayuynasi HoBU3HA

Ha ocHoBe mnpoBeneHus JIMHIBUCTUYECKOW paTU(UKAIUU WU BaJIUAALMH
KapJIMOJIOTUUECKOTO MOJYJsl MEXAyHapoaHoro obmiero omnpocHuka PedsQL
CO37aH OTEYECTBEHHBI PYCCKOA3BIYHBI MHCTPYMEHT OLICHKM KayecTBa >KU3HH,
crieniupUISCKUM IJIs IeTeH ¢ MaToJOTHEH cepa.

B pesynpTaTe NpOBENEHHOIO HCCIENOBaHUS BIIEPBBIE B OTEYECTBEHHOMU
NeINaTpUNn:

- OLIEHEHBI MTOTEPU 3/10pOBbS (3200J1€Ba€MOCTb, MHBAJIUIHOCTh, CMEPTHOCTB)
nerckoro Hacenenus Poccuiickoit ®denepainuu, 0O0YCIOBJICHHBbIE OOJICE3HSIMHU U
BPO’KJICHHBIMU aHOMAJIUSIMH CUCTEMBI KPOBOOOPAIIICHHUS;

- M3Y4YEHO KauecTBO >XM3HU Jnered 2-17 ner c¢ 3aboneBaHUsIMHU cepAlla,
COMPOBOXKIAIOIIMMHUCS XPOHUUYECKON CEPJIEYHON HEJOCTATOYHOCTHIO, ONPEIEIECHO
BJIMSIHAE HA HETO Pa3ju4HbIX (PaKTOPOB;

- HUCIOJIb30BaH KPUTEPHUI KauecTBa >KU3HU JUIsl OLIEHKU 3(PPEeKTUBHOCTH
KOMIIJIEKCHOTO JICYEHHS] XPOHUUECKON CepAeYHON HEJOCTATOYHOCTH;

- YCTaHOBJEHBI (DaKTOPHI, BIUSAIONIME HA AMHAMUKY MapaMeTpoB KauecTBa
KU3HM y JeTedl ¢ 3a0o0JieBaHUSIMU CepJld, OCJIOKHEHHBIMU XPOHUYECKOU
CEpJICYHON HEAOCTATOYHOCTHIO;

- pa3paboTaHbl YTWIMTAPHBIE UHACKCHI Y JE€TEH ¢ XPOHUYECKON CeplIeuHOM
HEJIOCTAaTOYHOCTHIO JIJISl TI0JICYETAa KAYECTBEHHO MPOXKHUTHIX JieT ku3Hu (Quality-
Adjusted Life Years, QALYs) ¢ momombpi0 PYyCCKOA3BIYHON BEPCHUH OOIIETO
onpocHuka Health Utilities Index (HUI);

- ¢ ucnoap3oBanueM ornpocHrka HUI BrniepBbie mpuMeHEH HOBBIM MOAXO0M K
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OLICHKE HapyIIeHUH (PYHKIIMOHMpPOBaHUSA Yy JAETeil Mpu 3a00JeBaHUSIX CepJla C
XPOHUYECKOMN CEPAECUHON HENOCTATOYHOCTBIO.
IIpakTH4eckas 3HAYUMOCTDH

Nudopmanus o 3ab607€BaeMOCTH, HHBAJIUIHOCTH W CMEPTHOCTH TIPH
OOJIE3HSIX U BPOXKIEHHBIX AHOMAIMSIX CHUCTEMbI KPOBOOOPAIEHHUS MOXKET OBbITh
UCIIOJIb30BaHA MpU (HOPMUPOBAHUM PETHOHANBHBIX MpOorpaMM MNpO(UIAKTUKU
HEeMH(PEKIMOHHBIX 3a00I€BaHM Cpeid AETCKOTO HACEICHUS.

CoznanHasi pyccKOsI3bIYHAsE BepcHsi Kapauosiorumueckoro momyis PedsQL,
JTIOKa3aBIIasi CBOM XOPOIIHE MCHUXOMETPHUUYECKHE CBOMCTBA, MOXKET IMPUMEHSATHCS
JUIS OIICHKM KadecTBa >KU3HU JeTed ¢ 3a00JeBaHUSMH CepAlla B HAyYHBIX
WCCIICOBAHUSIX U MPAKTUYECKON IEATEIBHOCTU Ha Tepputopuun POD.

BxitoueHue MeTtoja OUEHKH KAauecTBA >KU3HU B alTOPUTM OOCIEIOBAHHUS
JeTel ¢ 3a00JIEBAHUSIMU CEPJILIAa TO3BOIUT BBISIBIISITh HAPYIIEHUS, KOTOPBIE TPYAHO
ONpENEIUTh MPU CTAHJAPTHOM KIMHHUKO-TA0OPATOPHOM M HHCTPYMEHTAJIbHOM
oOcinenoBaHuM, YTO OyAeT CIOoCOOCTBOBaTh KOMIUIEKCHOMY TMOJAXOAY K
JUArHOCTUKE, JICUEHUI0 M peadWiIMTalud, WU, B CBOIO OYEpEelb, YIYyULICHUIO
MCXOJIOB IIPH TAHHOM MaTOJIOTHH.

[Tony4yeHHbIE YyTUIMTApPHBIE WHIEKCHI Y JAETEM C XPOHUYECKON CEeplIeYyHOU
HEJOCTATOYHOCTBI0 MOTYT MCIOJIB30BAaThCSl B KIMHUKO-DKOHOMUYECKOM aHAJIU3e
(aHaIM3  3aTpPaThI-TIOJE3HOCTh) JIA  OLUEHKHM A((PEKTUBHOCTH  Pa3TUUHBIX
METUIUHCKUX TEXHOJOT UK.

Hcnonbs3oBaHne MNPEAJIOKEHHOTO MOAXO0/Ja K OIEHKE BHIAa U CTENEHU
HapyleHui (PYHKIMOHUPOBAHUS NPHU PA3NUYHBIX 3200JIEBAHUSIX C TPUMEHEHUEM
onpocHuka HUI OTKpbiBaeT HOBBIE BO3MOXHOCTH UJISI ONTUMM3ALMU JICUCHUS,
peadbWIMTaly U YCTAHOBJIEHUS HHBAJIUTHOCTH.

BHenpenue pe3yJibTaTOB HCCJIEI0BAHUS B IPAKTHKY

Pe3ynbTarhl NpOBENEHHBIX MCCIEIOBAaHUM HCHOJB3YIOTCSA B pabote
KAapJAUOJIOTHYECKOTO OTIEIECHUS, OTAEJEHUs KapAHOXUPYPIHUH M WHTECHCUBHOMN
kapauoniorun OI'AY «HII3I» Munszapasa Poccun, yuebHoM mpoiiecce kadeapbl
rOCOUTAIBHON MeAuaTpuu ¢ KypcoM mnosiukiauHuyeckon nenuarpuu GI'bOY BO
«Kazanckut MY» Munznpasa Poccun.

Anpobauusi padoThI

OCHOBHBIE TOJIO)KEHHSI AMCCEPTALMU JOJIOKEHbI U OO0CY)JeHbl Ha XV
Konrpecce neanatpoB Poccun «AxkTyanbHble npobOiembl nenuatpun» (Mockaa,
2011); MexpernonainbHON Hay4YHO-TIIPAKTUYECKOU KOH(epeHuuu C
MEXIYHAPOJHBIM Yy4YacTUEM «3J0pOBble JeTH — 310poBoe Oyaymee» (Huxuuii
Hosropon, 2012); XVII Cwe3nge neauatpoB Poccun «AKTyallbHBIE MPOOJIEMBI
neguatpun» (MockBa, 2013); V  Bceepoccuiickoil Hay4HO-NPAKTUYECKOU
KOH(epeHUMn C MEeXKIyHapoAHbIM ydacTueM «COBpeMEHHBbIE  acCHEeKThI
UCCIIEIOBAaHUSI KayecTBa JKWU3HU B 31apaBooxpaHeHun» (Mocksa, 2013); XXI
BcepoccuiickoM HanuoHallbHOM KoHrpecce «YenoBek u JsekapctBo» (Mockaa,
2014), Becepoccuiickoit HaydHO-TIpaKkTH4YeCcKoi KoHbepeHun «dapmakorepanus u
nueronorus B neauatpun» (Huxuuit Hoeropon, 2016).



Myoankanuu

[To Teme muccepTanuu omyOIMKOBaHO 5 paboT, U3 HUX 4 - B JKypHaJax,
pekoMenioBaHHbIX BAK P® s myOnukanuit pe3yiabTaToOB AMCCEPTALMOHHBIX
HUCCIIEeI0OBaHUMH.

O0beM U CTPYKTYpa AUCCEPTALMHA

Hucceprauust u3okKeHa Ha 186 cTpaHMIax MAIIMHONMCHOIO TEKCTa,
wutroctpupoBana 33 tabnuuamu u 60 pucynkamu, 1 npunoxenuem. Jluccepranus
COCTOWT W3 BBEJIEHHUs, 0030pa JUTEpaTyphl, METOAUKH HCCIIECIOBAHUS, 3 TJIaB
COOCTBEHHBIX  HCCIEIOBaHMUM,  OOCYXIEHHUS,  BBIBOJAOB,  MPAKTHYECKUX
pexoMeHaIui, oudmorpaduueckoro Cucka, cojaepkamero 233 UCTOYHUKOB, U3
HUX 128 - oredyecTBeHHBIX U 105 - ”HOCTPaHHBIX ABTOPOB.

COILEPKXAHUE PABOTHBI

Uccnenosanne mpoBoamwiock B 2009-2015 rr. B nmabopaTtopuu coluanibHON
nequatpun  (pykoBoguTenb — K.M.H.  YctuHoBa H.B.)) uw  Ha 0ase
KapJMOJIOTHYECKOTO OTIENEeHUs (PyKOBOAUTENb — J.M.H., mpodeccop bacapruna
E.H.) benepaibHOTO roCyJapCTBEHHOTO aBTOHOMHOT'O YUPEIKICHUS
«HanunoHanpHbIA HAYYHO-IIPAKTUYECKUM LEHTP 3J0pOBbS AeTei» MuHucTepcTBa
3npaBooxpaHeHus: Poccuiickoit deneparnuu (mupexrop — akagemuk PAH bapanos

AA).

HpGIIMCT HCCICAOBAaHUA — Ka4CCTBO JKM3HHU I[GTGﬁ ¢ 3a00JICBaHUSIMU cepana,

IIPOTCKAOIIUX C XpOHH‘IGCKOfI CGpI[G‘-IHOfI HCOOCTATOYHOCTLBIO.

OOBEKTHI HCCIECMOBAaHMS: JACTH C 3a00J€BaHUSMH CEp/illa, OCIOKHCHHBIMHU
XPOHUYECKOHN CEPACYHOU HEJOCTATOYHOCTBIO.

Pa3paboTanHass  mporpaMma  HCCIEJOBaHUS  BKJIIOYAla  HECKOJIBKO
nocJjeA0BaTeIbHbIX 3TanoB (Tabi. 1).
Tadoauua 1.
IIporpamma uccieaoBaHus
Oransl “ccie10BaHus Wcrounuku nnpopmanuu | O6beM, nepuosn Meronsl
VICCJIEJIOBAHHUS
1. Ouenka cTenenu OTteudecTBEHHbIE " bubnuorpaduueckuit
pa3paboTaHHOCTH 3apyOeXKHble  MCTOUYHUKHU AHaIUTUYECKUI
poOJIEMBI U JUTEPATYPhI 233 ucTouyHUKa | DKCHEPTHHIX OLIEHOK
oIpeeIeHue JuccepranoHHbIe 128
IPOrpaMMbI UCCIIETOBaHUS OTEUYECTBEHHBIX
VCCIIEIOBAHMUS Meroauueckue 105
peKOMeH1alnu, Y4eOHUKH 3apyOexHBIX
Hoxymentsl BO3
Joknaael 0  COCTOSHUHU
310pOBbsl  HACENEHUS U
Hacumun B Poccum u B
MHUpE
2. OueHka noTepb CrarucTuyecKkue OTYETHBIE 36 dpopmbI AHamMTHYECKUN
3710pOBbS ¢dbopmbl PO Ne 12, 14, 19, CTaTUCTHU- Menuko-
(3abos1eBaeMOCTb, 30, C51, 90 M. YeCKOH CTAaTUCTUYECKUH
UHBAJIUIHOCTb, Cratuctuueckue OTUETHOCTH 32
CMEPTHOCTh) IETCKOTO | COOPHUKH 2009-2014 1.




HacelieHus PO,
00YCIIOBJIICHHBIX
0O0JIC3HSIMU CHCTEMBI
KpOBOOpaIlleHUs
3. JIuarBucTHYECKAs AHTJIOS3bIYHAS BEPCUS 99 manmeHToB ¢ | JIMHrBUCTHYECKHI
patuduKanus u onpocHuka, PedsQL 3aboneBanussMu | COLMONIOTHYECKUN
BaJIMIALHSA Linguistic Validation cepana Maremaruko-
pycckosi3praHol Bepcun | Guidelines, MAPI 2009-2014 rr. | cTaTUCTUYECKUM
KapIMOJIOTHIECKOTO Research Institute, 2002
MOJYJISl OIPOCHUKA
PedsQL
4. Onenka kavecTBa Pycckosi3piunbie Bepcuun 99 nmanuentoB ¢ | ConuonornyecKkuit
JKA3HU JIETEH C onpocHukoB PedsQL — 3aboneBanusamMu | Menuko-
3a00J1eBaHUSIMH o01ero u cepaua CTATUCTHUYECKHUI
cepara, KapIHOJIOTHYECKOTO ['pynma
COTIPOBOXKAAIOIIUMUCS | MOJYJICH CpaBHCHHS —
XPOHUYECKOU MOMYJIAIIMOHHBIC
CepAECYHON HOPMBI
HENOCTAaTOYHOCTRIO 2009-2014 rr.
5.Pacuer yrunutapHbeix | PycckosizpluHas Bepcus 78 mauuenToB ¢ | COnMoNorn4ecKui
uH7ACKCOB y OonbHbIX ¢ | ompocHuka Health Utilities | 3aboneBanusimu | Meauko-
XCH ¢ nomouipio Index cepana CTaTUCTUYECKUN
onpocHuka Health 80 310pOBBIX
Utilities Index JeTen

2015 .

Hcnonb3oBanuch MeTonbl: OnOIMorpaduyeckuii, MeIUKO-CTaTUCTUUECKUM,
JIMHTBUCTUYECKHUM, COLMOJOTUYECKUN, AHATUTUYECKUAM, JKCHEPTHBIX OIEHOK?
MAaTEMATUKO-CTATUCTUYECKUM.

CrarucTnyeckasi 00padoTka MaTepuajia

TenneHunu mpouecca ONPENesUIM, BO-IEPBBIX, BU3YAJIBHO — B MPOLECCE
rpaduuecKkoro aHajM3a IuarpaMMbl, BO-BTOPHIX, ITyTEM MOJICIIMPOBAHUS TPEHIIOB.

Bce pacuets! B uccnenoBanuu KK npousBoamnuces B nporpamme IBM SPSS
Statistics 22. Hcnonb30Baauch METOABI OMHCATEIBHONW CTATUCTUKH: aHAIIN3
noKasaresiell cpeHero apu(pMeTuyecKoro, CTaH1apTHOTO OTKJIOHEHHUS, MEIUaHBI,
a Takke rpauyecKMil aHalu3 Ha OCHOBE THMCTOIPAMMBI pacCIpeiesieHus H
AIIMYKOBOUN THarpamMMBl.

JlocToBepHbIe pa3iauuMsl AJi1 HE3aBHUCHUMBIX BBIOOPOK OIPEACTSIIUCh C
nomol1pko t-kputepus CThI0JIEHTa, 0THO(AKTOPHOTO AUCIIEPCUOHHOTO aHAIH3a.

[Tpumensincs kputepuit Manna-Yutau 1751 GakTOPOB C IByMs KaTETOPUSIMHU.

Jnsg  uccnemoBaHus CBSI3M  MEXKAY KOJIMYECTBEHHBIMU IEPEMEHHBIMU
MIPUMEHSIICS] KOPPEISUNOHHBIN aHAJIN3.

Jlnst moncka ¢akTopoB, 0OYCIOBIMBAIONIMX 3HAYMMOE Pa3Indue 3HAYCHHM
CpPEIHUX JI0 W TOCTE JICYCHHs, MPUMEHSIACh MHOTO(pAKTOPHAS TUCIIEPCHOHHAS
MOJIENIb C TTOBTOPHBIMU M3MEpeHUsMU (00Ias JTuHEHHas MOJIeIh ¢ TTOBTOPHBIMU
U3MEPEHUSAMM).

Hcnonb30Bancs KIacTepHbIA aHAIU3 METOAOM CBSI3U Yopaa.

Bepostaocts ommbku p<0,05 pacuienuBanack kak 3Hauumas, p<0,01 — oueHb
3Haunmasgs u p<0,001 — wmakcumanpbHO 3Haunmasa. OnNpenersiuch TPEHIbI
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M3Y4YaeMbIX SIBJICHHMM METOJIOM CKOJIB3SILErO CPEIHETO.

Ha mnepBoM 3Tame npoBOAWIICS aHaiu3 HWCTOYHUKOB JIUTEpATyphl IO
BOIIPOCAM  JMHUAEMHOJIOTUM 3a00JIEBaHMM ceplla y JeTeid, HX MEIUKO-
COLIMAJIBHBIM TOCJEACTBUSAM C OCOOBIM aKIIEHTOM Ha XPOHUYECKYIO CEpICUHYIO
HeZ0CcTaToYHOCTh. [1opoOHO OCBelleHbI UccieloBaHus, kacatouuecs oneHku KoK
MAlMEHTOB C 3a00JIeBaHUSIMU CEpJilla, MPOBEICHHbIE B TOCIEIHUE TOJbI 3a
pyoexkom u B Poccuiickoit ®enepanun. OcylIecTBICH THIATENbHBIN aHANM3 BCEX
uHCTpYMeHTOB orieHKkn KOK nmereit ¢ kapanoIoru4ecKoil maTojaoruei, Kak OOIunX,
TaK W CHeNU(PUYIECKUX, a TakkKe padOoT MO CO3JaHUI0 W BadUAAIlMH HOBBIX
SI3BIKOBBIX BEPCUM MEXIYHApOAHBIX OMPOCHUKOB. Pe3ynbTaToM AaHHOTO 3Tara
cTaja BbIBOJ 00 OTCYTCTBUM B Poccuu Takoro poja pador.

Ha BTopom 3Tame wu3ydaianch YpOBEHb W TCHICHIIMH 3a00JIEBAEMOCTH,
VHBAJIMTHOCTH U CMEPTHOCTH JIETCKOro HaceneHus Poccuiickon denepannu npu
OOJIE3HSAX M BPOXKJCHHBIX AHOMAIUSIX CHUCTEMBbl KpOBOOOpAlIeHHsS. AHaIu3y
noJijieXxana y4eTHO-OT4eTHasl ToKyMeHTauus - Gopmer 12, 14, 19, 30, 030-110/y-
12, C51, 90-M. B pe3ynbTaTe HCCIENOBaHUS YCTAHOBJIEHBI CIEAYIOLIUE
TEHJICHLINU:

- CHIDKEHHE OO0IIell M MepBUYHON 3a001€Ba€MOCTH OOJE3HSAMH CHCTEMbI
KpoBooOpateHus (puc. 1) 3a cueT mouTr BCeX OCHOBHBIX HO30JIOTHUECKUX (POopM U
POCT 4aCTOThI BPOXKACHHBIX AHOMAJIMI CEPIEUHO-COCYAUCTON CUCTEMBI (pHC. 2).

6000,0 R2=0,522
5000,0
4000,0
3000,0
R? =0,739
2000,0 R? = 0,886
R?=0,719
1000,0
0,0 -
2009r. 2010r. 2011r. 2012r. 2013r. 2014r.
N nepsuyHas (0-14 ner) 910,0 855,4 906,7 864,9 811,3 728,3
obwas (0-14 ner) 2287,5 2200,7 2222,1 2157,1 2091,1 1955,4
¥ nepeuuHan (15-17 net)| 1813,3 1788,9 1811,6 1790,6 1766,5 1729,0
H o6uwan (15-17 ner) 5418,5 5444,0 5351,3 5491,1 5502,4 5536,2

Puc. 1. O0mas v nepBuyHas 3a0071€BaeMOCTh 00JI€3HAMH CHCTEMbI
KpoBooOpameHus aerei B Bo3pacre 0-14 u 15-17 jet (%000)

- HEJOCTOBEPHBIN XAPAKTEP TEHACHUHMU K CHUXEHHIO Yy JETEeW NEPBUYHOU
3a00JIeBaEMOCTH OCTPON peBMaThyeckoi iuxopankoi (¢ 2,25 B 2009 r no 1,85 B
2014 r. na 100 Thic. Hacenenus B Bospacte 0-14 ner, R* = 0,032), y moapocTKoB —
pPOCT TIEPBUYHOMN 3a00JIEBAEMOCTU OCTPON PEBMATUYECKOM JMXOopaakou (¢ 2,98 1o
4,1 nma 100 Teic. HacenmeHusi B Bo3pacte 15-17 ner, R = 0,184), cuwxkeHue



XPOHHYECKUMH PeBMATHIECKUMHU Oolesnsmu cepaua (¢ 8,5 g0 7,0 R = 0,118) u
oO1ieit 3a0o0sieBaeMOCTH KapauoMuonatusmu (¢ 243,8 no 232.9, R?= 0,106);

1600 R*=0,907
1400

1200 R>=0,876

1000

800

600 R*=0,800

400

200 ‘l

R? = 0,169

07 2009r. 2010r. 2011r. 2012r. 2013r. 2014r.

B nepsuunaa (0-14 ner) 333,5 358,2 367,1 379,6 366,6 400,5
obuwasn (0-14 ner) 1248,2 1320,2 1351,2 1380 1375,9 1465,3
¥ nepeuunHan (15-17 ner) 111,2 119,4 129,7 120,2 124,3 119,6
B o6wasn (15-17 ner) 8321 880,1 901,5 886,9 959,5 1019,5

Puc. 2. O0mas u neppuyHasi 3a00/1eBaeMOCTb BPOKICHHBIMH AHOMAJTUAMU
cucTeMbl KpoBooOpamenus aereii B Bo3pacre 0-14 u 15-17 jget (%o00)

- yBEJIMYEHHE [0 Mepe B3POCJICHUS JeTei oOiiel 3abolieBaeMOCTU
BPOXKJICHHBIMU ~ aHOMAJIMSIMU ~ CHUCTEMBbI ~ KpoBooOpamieHuss (B 2  pasa),
KapauOMHOMaTUsIMU (B 2 pa3a), XpOHUYECKMMU PEBMATHUYECKUMHU OOJIE3HIMU
cepaua (B 3 pasza), Oo0ne3HSAMH, XapaKTEPU3YIOLIMMHUCS  TOBBIIIEHHBIM
apTepuaibHbIM JaBiieHueM (B 10 pa3);

- CTar”amus T[oKa3aTelel WHBAJIUIHOCTH, OOYCJIOBJICHHOW OO0JE3HIMU
CHUCTEMBI KPOBOOOPAIIICHUS, M CHUKEHUE €€ YPOBHS MPH BPOKIACHHBIX aHOMATHIX
CEpJIEYHO-COCYIUCTON CHCTEMBI (puc. 3), OAHAKO, AOJS MOCIEAHUX B CTPYKTYpE
WHBAJIMHOCTH, OOYCJIOBJICHHONW BPOXKJICHHBIMU MOPOKAMHU B 11€JIOM, COCTaBIISET
oomee 25%;

- CHKeHne muanenyeckou (¢ 15,6 8 2009 r go 7,6 B 2014 r. va 100 TbIC.
POAMBIINXCS KUBBIMH) U AeTcKol (¢ 2,6 B 2009 1 1o 2,0 Ha 100 ThIC. HaceNeHUS B
Bo3pacte 0-17 5er) cMepTHOCTH OT OOJIE3HEH cHUCTeMBbl KpoBooOpamieHus. bosee
JIBYX TPETEH CIIydaeB CMEPTHOCTH OT JAHHOW MPUYUHBI MPUXOJUTCS HA BO3PACT
no 1 rona.

HecmoTpst Ha TEHACHIMIO K CHHXKEHUIO 3a00J€Ba€MOCTH, CTarHaIuio
nokKaszaresied paclpOCTPAaHEHHOCTU WHBATUIHOCTH U 3HAYUTEIBHOE CHIDKEHUE
CMEPTHOCTH TIpU OOJIE3HSAX M BPOXKICHHBIX AHOMAJHUAX CEPACYHO-COCYIUCTON
CUCTEeMbl a0COJIOTHOE YHCIO CiydaeB 3a00JIeBaHMUM M YacTOTa Pa3BUTHS
HeOJIaronpUsITHBIX MCXOJOB MPU ITOM BEIUKHU. Tak, €XEeroJHO PEerucTpUpyeTCs
okosio 1,1 MiH. ciaydaeB 3a00JieBa€MOCTH JieTeid M MOAPOCTKOB, Oosiee 31 ThIC.
CJIy4aeB YCTAaHOBJICHHSI MHBAJIMIHOCTH, 2,3 ThIC. ClydaeB THOenu JeTeil (M3 HUX
1,7 Ttic. B Bo3pacte no 1 roma). EsxeromHo mo moBomy OOJie3HEH CHCTEMBI
KpOBOOOPAIIICHHS Yyepe3 CTallMOHap MPoxXoauT okojio 80 ThIC. nereid B Bo3pacte 0-
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17 ner, ipu 3ToM Oosiee 13 ThIC. omepaluii MPOBOAUTCS Ha cepjle u 18 Thic. Ha
cocyJiax.

12,0
10,0 R2=0,744

8,0 —

6,0 -

4,0 -
R*=0,114

Wi /N )N !N 'N 'N '}

2009r. | 2010r. | 2011r. | 2012r. | 2013r. | 2014r.

up
0Ne3HU CUCTeMbI 22 22 2.2 23 22 21
KpoBooG6palueHus
A
HOMaNMM CUCTEMbI 9,7 9,6 9.1 9.4 9.0 9,0
KpoBoo6palleHua

Puc. 3. O01mass HHBAJIUAHOCTb, 00YCJIOBJICHHAS 00/1€3HAMM U BPOKICHHBIMU
AaHOMAJIMSIMM CHCTeMbI KPOBOOOpamieHus, B Bo3pacre 0-171et (Y%oo00)

Takum oOpa3zoMm, MOTEpPH 3I0POBbsI JETEH BCEX BO3PACTHBIX TPYII MpHU
OOJE3HAX U BPOXKIACHHBIX AHOMAJMSIX CHUCTEMBI KPOBOOOpAICHUS SBISIOTCS
3HAYUTENLHBIMU, YTO OMPEIEIseT HEOOXOAUMOCTh Pa3pabOTKH HOBBIX MOJIXO0JI0B
JUIsl OIIEHKU A(P(PEKTUBHOCTU OKa3aHUS UM CIEUUATU3UPOBAHHON METUIIMHCKON
MTOMOIIIH.

Ha tperbem u 4erBeprom 3rTamax s oueHku KIK wmcnonb3zoBanuck
CJIETYIONTUE UHCTPYMEHTHI:

- Pediatric Quality of Life Inventory (PedsQL) 4,0 Generic Core Scale (J.
Varni et al.,, USA, 2001) — o0wmuii MOAysab ONMPOCHUKA, HauOoJee MOMyJspHBIMA
NeUaTPUIECKU  MHCTPYMEHT, PYCCKOS3BIYHAS BEpPCHS KOTOPOTO JoKazaja
XOpOoIlIre MCUXOMETPUUECKHE CBOMCTBA B psne uccienoBanuit (Varni J.W. et al.,
2001; HoBuk A.A. ¢ coanrt., 2008; bapanoB A.A. ¢ coasrt., 2010; Berkes A. et al.,
2010). O6mwmit MOAYJb UICHTUYEH KapIUOJIOTHYECKOMY 10 BO3PACTHBIM OJIOKaM U
dbopmam 11 eTed M poauTeNied, CUCTeME IIKATUpOBaHMS U COCTOUT u3 23(21)
BOIIPOCOB, KOTOpbIe OOBEAMHEHBI B  CICAYIONIME IIKAIbl:  (PU3NYECKOE
(GYyHKIIMOHUPOBAHUE,  SMOIMOHAIBHOE  (YHKIIMOHHPOBAHUE,  COLMAIBHOE
GyHKIIMOHUPOBAHUE, POJIEBOC (DYHKITMOHUPOBAHUE, a TAKKE OOl Oasi.

- Pediatric Quality of Life Inventory (PedsQL) 3,0 Cardiac Module —
cnenuuYeckuii MOJIYyJb OMNPOCHUKA JJIsl KapJAUOJOTUYECKHX 3a00JIeBaHUM,
paccuuTaH Ha BO3PACTHOM AWAIa3oH OT 2 10 18 JeT BKIIOYUTENBHO U pa3/IeNieH Ha
BO3pAacTHBIC OJIOKH: JJi AeTeit 2-4 neT (HenapHas ¢opma), neteu 5-7 nert, nereit 8-
12 net u nmoapoctkoB 13-18 ner (mapubie dhopmbl). B 3aBUCHMMOCTH OT Bo3pacTa
WHCTPYMEHT coctout u3 23 (6iok 2-4 roma), 25 (6mo0k 5-7 ner), 27 BOmpocoB
(6;oxu 8-12 u 13-18 5iet) u BKiItOUYaeT B ceOsl CIASAYIONIME MIKAIbL: TPOOJIEMBI C
cepaleM, JICYCHHE, OTHOIICHHE K BHEINTHOCTH, TPEBOXHOCTh, CBSI3aHHAS C

11



JIieYeHUEeM, MPOOJIEMbI C O0ydYeHUEM, OOIIICHHE.

[Ipouenypa nepekonupoBaHusi pazpaborana apTopamu onpocHuka (J. Varni
et al.), 3amumiena apropckumu npaBamu (Varni J.W. et al., 1999, 2001). Oobmee
KoJu4ecTBO OaminoB  paccuutbiBaercsa 1o 100-0anpHON IIKane: 4YeM BBIIIEe
UTOTOBas BEIMYMHA, TEeM Jydllle KadyecTBO >KM3HM pebeHka. B mponecce
00pabOTKH JaHHBIX MOTYT OBITh MOJIYY€HBbl CYMMAapHbIE 0aJUIbl 1O KaXA0W IIKaje
ompocHuka U obmuii 6amn. Ecou npomymeno 6onee 50% BOMPOCOB MIKABI, TO
CyMMapHbI 0ajul o JaHHOM LIKajie He paccuuThiBaeTcs. B HaleM ucciegoBaHuu
WCIIOJIB30BAIaCh  CICIHMATbHAsS  KOMIbIOTepHass  mporpamma  «PedsQLy,
pa3paboTaHHass COTPYIHUKaMHU JjabopaTopuu comuaibHON memuatpuu DPIAY
«HanmoHanpHbI Hay4YHO-NIPAKTUYECKUN LEHTP 300pOBbsA Aeren» MuH3apasa
Poccun coBmectHo ¢ mporpammuctamu  kommanuun < OOO  «bu-Ai-Tu
KoHncantunry, 3akimodaromnias B cebe aBTOPCKUMA allTOPUTM.

KauecTBO XW3HM H3y4yaloCch METOJOM AHKETUPOBAHUSA PECHOHIICHTOB B
MOMEHT TocnuTtaiu3auuu B otaeneHue (I Touka) m depe3 4 mecsua Ha (oHE
KOMILIEKCHOM T€parvu CepJeYHON HEAOCTATOUHOCTH.

OnpoCHUKM  3aMOJHSJICh ~ PECIOHJIEHTAMH  CaMOCTOSITEJIbHO, P
HEO0OXOIMMOCTH — C TIOMOIIBIO uccienoBaress. Onpoc aereit 5-7 JeT npoBOAUICS
METOJIOM UHTEpBbIOUpOBaHUs. (0sS3aTeNbHBIM YCIOBHEM OBLIO pa3fiesibHOE
3al0JIHEHUE aHKeT JAeThbMU W poauTessiMu. Ilepen HayajaoMm aHKETHUpPOBaHUS
PECIIOHICHTHI TOAMUCHIBATIN HH(OOPMUPOBAHHOE coryacue (1eTu — ¢ 15 ner).

B uccnenoranue KK ¢ momompto onpocauka PedsQL 6bu1o BriroueHo 99
OOJIbHBIX, PacIpeeICHUE 0 MOy OKa3aloch paBHOMEPHBIM: 50,5% MaabuMKOB U
49,5% nesouek. [etu 2-4 net cocraBmiu 39,4% BeiOOpku, 5-7 net — 15,2%, 8-12
net — 18,2%, uyth Oosnee yeTBepTU 00cieaoBaHHbIX (27,3%) ObLIM OAPOCTKAMU
13-17 ner. bonpmmHCcTBO MamueHToB (72,7%) Habmoganuck ¢ auaraozom JIKMII,
oJHa mATas JAeTe - ¢ amarHo3oMm «kapaut», 7% - ¢ BIIC. HegoctarouHOCTb
KpoBooOpamienuss 2A craguu otmedanach B 72% ciydaeB, 2b - B 20%, y 8%
nanueHToB auarHoctupoBana HK1. [[ng cpaBHUTENbHOrO aHaidu3a IMoKaszaTeliei
KX nereit ¢ XCH, moyiydeHHBIX C TOMOIIBIO OOIIErO ONPOCHUKA, B3STHI
MOJIYYEHHbIE paHEe PEe3yJbTaThl 3I0POBBIX JI€T€ COOTBETCTBYIOLIETO BO3pacTa
(bapanoB A.A. ¢ coasr., 2010; Banmmynnuna C.A., Bunspckas U.B., 2005, 2007).

Ha Tperbem oarame wuccienoBanus Obula TPOBEAEHA  Mpoleaypa
JMHTBUCTUYECKOUN patudukannu uHctpyMenrta Pediatric Quality of Life Inventory
(PedsQL) 3,0 Cardiac Module, B pe3yapTare KOTOpoOil ObLIa coO37aHa
pYCCKOsI3bIYHasi Bepcusl onpocHuka. OpUruHajl ONpOCHUKA Ha aHTJIUHUCKOM SI3bIKE,
MOATBEPAUBIINNA CBOI BAJIMIHOCTh B PsAE 3apyOeKHBIX HCCIIEIOBaHUM, OBLI
MPEAOCTABJIEH JUISl HALIErO0 MCCIEA0BAHUSA MEXAYHAPOAHOU opranuzauuein MAPI
RESEARCH INSTITUTE. IIpouenypa JIMHIBUCTHYECKON  paTudukanuu
OCYILECTBIJISUIACH IO CTAaHAAPTHOW MEXIYHAPOAHON MeToA0I0oTHH (pHC. 4).
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IMpouecc Pemenue PesyabTar

WcxoaHbin

e [psmoii nepesoa A L

WHCTPYMEHT e T[psmoii nepesog B CornacoBaHue

.

Bepcusl + otyer

A4
ObpaTHbI NepeBoa

CpaBHeHue ¢
UCXOAHBIM

MHCTPYMEHTOM |

Bepcus 2 + oTtuer

lNnnoTHoe TecTupoBaHue

O6cyxaeHve 1
ncrpasfieHne

OkoHuaTenbHas Bepcus +
oTyet

Puc. 4. CxeMa JIHHIBUCTHYECKON paTH(PUKALUT

[Tocne monydeHus OQUIIMATLHOTO Pa3pelICHUs aBTOpa Ha WMCIOJIb30BAHHE
CO3/IaHHOM HOBOW SI3bIKOBOM BEPCHM MbI IPOBEIIM BaIWAALNI0, WIM OLICHKY
MICUXOMETPUUYECKUX CBOMCTB MHCTPYMEHTA.

OueHka HaJAEKHOCTHM BEPCHM OCYIIECTBISUIACH IYTEM ONPEACIEHUS €€
BHYTPEHHETO MOCTOSTHCTBA C TTOMOIIBIO BhIYUCIICHHS Kod(duimenta a-Kponbaxa.
a-Kponbaxa paccuuThiBalics 10 cienyromniei hopmyre:

T 2 _ N 2
N ox — i1 0y,
r 2

9

2

rae N - 4uciio 2jeMeHTOB B mkaine, 7 X- aucmepcus OOIIEr0 TECTOBOIO
2

6ata, u 7Yi- qucnepens saeMeHTa |.

B Tab6un. 2. mpeacTtasneHbl 3HaYeHUs o-kodpdunrenta Kponbaxa mo mkaaam
onpocHuka PedsQL Cardiac Module.

YpoBeHb HAJEKHOCTH OMPOCHUKOB OIEHKH KAauyecTBa JKU3HH CUYHTACTCS
yIOBJIETBOPUTENbHBIM, €CIM 3HaueHue o-kodpduuuenta Kponbaxa mns
IPYIIIOBBIX UccaenoBanuii > 0,7.

Kak BuaHO w©3 TabnMIbl, INKaNbl OMPOCHHKA HWMEIOT MOKa3aTelu o-
kodpdummenta  Kponbaxa ot 0,75 g0 0,91, d9rto COOTBETCTBYET
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YAOBJICTBOPUTCIbHOMY YPOBHIO BHYTPCHHET'O ITOCTOSHCTBA OIIPOCHHKA.

Taoauna 2.
Hoka3arean a-ko3¢pPpunuenta Kpondaxa onpocunka PedsQL Cardiac
Module
®opmsbl [TokazaTenu 1o BO3pacTHBIM OJ0KaM
OMPOCHHKA 2-4 rona 5-7 net 8-12 net 13-17 net
Jerckas - 0,75 0,9 0,89
Poautenbckas 0,85 0,79 0,87 0,91

BanuaHocTh WMHCTpYMEHTa Mbl OLIGHMBAJIM JBYMsI CIOCOOAMHU: TMyTEM
OTpeJIeIeHHs] KOHCTPYKTUBHOM U KOHBEPTEHTHOM BaJIMIHOCTH.

JUIsi OLIEHKM KOHCTPYKTHMBHOM BAJMIHOCTH MbI MCIOJB30BAIA METOJ
«U3BECTHBIX TPYMI», TPYMNIbl ObUIM CPOPMUPOBAHBI B 3aBUCHUMOCTH OT YpPOBHS
(bpakuuu u3rHanus - < 1 > 60%. B kauecTBe HYJIEBOW TMIIOTE3bI OBLIO BBIIBUHYTO
NPEANOJIOKEHNE, YTO KAdeCTBO MXW3HM CHWKAETCS NPU CHWKEHUU (Ppakuuu
W3THAHUS (COKPATUTEILHON CIIOCOOHOCTH MUOKAp/Ia).

B Bo3pacTHO#l rpynmne 2-4 €T AOCTOBEpHO 0OoJiee HU3KWME 3HAUCHUS MpPU
®U<60% ObuM TOJNydeHBl MO IMIKaJIaM «mpobiieMbl ¢ cepauem» (p<0,001) u
«obmenue» (p<0,05); B rpymme 5-7 JeT - MO MIKaJIaM «IPOOJIEeMbl C CEpALIEM,
«TPEBOXKHOCTh, CBA3aHHAS C JICUCHUEM», «IIpobsiemMbl ¢ oOyuenuem» (p<0,05); B
rpynme 8-12 neT — no mkanaMm «rpoOJeMbl C CEPAIIEM», «JICYCHUEY» U «IIPOOIEMbI
c obyuenuem» (p<0,001); B rpymme 13-17 ner — mo mKaizam «IpoOIeMbl C
cepauem» (p<0,001), «ieuenue» (p=0,002), «mpobiembl ¢ o0O0ydyeHUEM» U
«otHomeHne K BHemHocTw» (p=0,036 u p=0,39 coorBeTcTBEHHO). Pe3ynpTaThl
aHKETUPOBAHUS POJUTENEH OKa3aIuCh aHATOTUYHBIMH.

KoHBepreHTHy10 BaJuIHOCTh OLEHUBAIMA IYyTEM CPaBHEHUS OTBETOB IO
mkanam onpocHuka PedsQL Cardiac Module co mikanamu oOmiero ompocHHUKa
PedsQL Generic Core Scale ¢ noka3aHHbIMH XOPOIIMMH TICUXOMETPUUYECKUMU
CBOMCTBaMU C TMTOMOIIBIO KOPPEIAIMOHHOTO aHanu3a (Tad. 3).

Tabuuua 3.
Ko3¢ppunuentsr koppeasunu Cnupmena mexay mkajasamu PedsQL Cardiac
Module u mxaaamu PedsQL Generic Core Scale

TITKAJIBI [xanst onpocHuka PedsQL Cardiac Module

PedsQL  [mpoGiemsl cieueHre|OTHOIEHUE | TPEBOXKHOCTD, IPOOIEMBI C|OOIIEHUE
Generic cepaieM K CBSI3aHHAS C |00yUYCHHEM

Core Scale BHEIIHOCTH | JICUCHHEM

dD 0,86 0,39 0,34 0,32 0,39 0,38
el 0,45 0,32 0,61 0,72 0,45 0,35
CD 0,38 0,44 0,55 0,29 0,32 0,9
PO 0,51 0,4 0,46 0,19 0,87 0,4

Jlns Becex koppessinuit p <0,01.

Hanuuue A0OCTOBEpHBIX KOpPPENSALMA OTMEUEHO MEXAY BCEMH IIKaJlaMu
00OMX OMPOCHHUKOB, CBSI3W BBICOKOW CHJIBI HAOIIOAAIUCH MEXKAY MOXOKHUMHU IO
CMBICITy acCleKTaMU: Ko «pusnyeckoe HyHKIMOHUPOBAHUE (OO MOAYJIh)
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U «rpobsieMbl C cepauem» (cnerudUuuecKuid MOAyJb); «IMOIMOHAIBHOE
GbyHKUHOHUpPOBaHUE» (OOIIMI MOYJIb) U «TPEBOKHOCTD, CBSI3aHHAS C JICUCHUEM;
«colmaibHOe  (YHKIIMOHMpOBaHUE»  (OOmIMHA  MOJYJIb) M «OOIIECHHE»
(cnenuduyeckuii MOJYJb); «poJieBoe (PYHKIIMOHUPOBAHHUEY» (OOIIMI MOIYJIb) W
«po06IeMbl ¢ o0ydeHueM» (CrienuPpuIecKuii MOTyIIh).

UysctButenbHocTh omnpocHuka PedsQL Cardiac Module B nanHom
WCCJICIOBAHUHM MBI OIPEACIISUIA, BBIUUCISAS JOCTOBEPHOCTH Pa3IMUUNl MEXITY
MOKAa3aTeNIIMA KadeCTBa JKU3HU JI€Te B MOMEHT IE€PBOH TOCIUTAIU3AINHA B
Kapauojoruueckoe otnaeneHue (1 Touka) um uyepe3 4 Mecsla Mociie Hayana
KOMIUIEKCHOM Teparnuu (2 Touka).

Bo Bcex BO3pacTHBIX Tpymnmax MPOU3ONUIO JTOCTOBEPHOE YIIYUIIICHHE
napametpoB KK Ha done neuenus (p<0,05).

Takum o0Opazom, PYCCKOSI3bIYHAS Bepcus cnenuduuecKoro
KapIMOJIOTMYECKOTO MOJYJISI TIPOJIEMOHCTPUPOBAJa XOPOIIUE MCUXOMETPUIECKUE
CBOICTBA, YTO JieJIaeT BO3MOXHBIM €€ JalbHEHIIee UCIOIb30BAHUE ISl OLEHKH
KK nereii ¢ 3aboneBanusimu cepaia B Poccun.

UYerBepThlii »dTanm wucciienoBaHus ObUT TocBsiiieH onenke KOK nereit c
3a0oseBaHUsIMU cepaia, ocnoxHeHHBIMH XCH, ¢ moMoIpi0 BHOBb CO3/IaHHOM
pycckoszeiuHoi Bepcun PedsQL Cardiac Module, a Takke oOiero onmpocHHUKa
PedsQL. Ilepen HamMu cTosiiu 3aauu OonpeneanTh ocoO0eHHOCTH HapymeHus KoK
NPy JaHHOW TMIaTOJIOTHH; CPaBHUTH CO 30POBBIMH CBEPCTHHUKAMH; OIICHUTH
nuHaMuKy napamerpoB KOK Ha (oHe koMmIiekcHO# Tepanuu 3a 4 Mecsiia; BbISIBUTh
(baKTOPBI, OIPEICTAIONTNE CTENEHb BEIPAKCHHOCTH TUHAMUKH.

AHanmu3 pe3ylbTaTOB aHKETHPOBAHWS BCEH TPYyNIbl TAIMEHTOB 0e3
pasziesieHus] MO BO3PAcTy C TOMOIIBI0 KapIUOJIOTHUYECKOTO MOJYJIs TOKa3all
HU3KHE Pe3yJbTaThl 10 BCEM IIKajaM, OCOOEHHO 3TO KacajocCh IIKall «OOIIEeHUEY,
«TpoOJIEMbI € CEpPAIEM» U «TPEBOKHOCTH», UYyTh JIyYIllle — «IPOOJIEMBI C
oOydenurem» (taou. 4).

Taouauna 4.
IToka3aTenn KauecTBa KU3HU JieTell ¢ 32a001eBAaHUSIMH CepPalLIA 110
pe3yJibTaTaM KapAuoJ0ru4eckoro moayJs onpocunka PedsQL (1 u 2 Toukn)

[Mkana [TpoGnemsr | Jleuenue | OtHomie- | TpeBox- | IlpoGiemsr | O6menue Ob
ornpoc- C cepALeM HUE K HOCTh c
HUKa BHEIII- o0y4yeHueM
HOCTH

ITokasat
?ﬁ;é;K 56,2+18,1 73,5+22,3 | 71,3243 57+26,1 63,4+15,7 51£26,7 61,7+13.,8
1 Touka
ITokasat
ens KK 69,7+13,1 85,7+14,7 | 83,1+15,2 | 70,7£20,7 74,6+14,1 65,2+25,8 | 74,9+9,5
(M:I:G) * * * * * * k
2 TOUuKa

* - p<0,001

Ouenka KX mno o6memy wmoaymto PedsQL mnpomemoHcTpupoBaia
noctoBepHo Oonee Hu3koe KK y nmereit ¢ 3a0oneBanusiMu cepaiia, HEXEIU Y UX
3I0POBBIX CBEPCTHUKOB (Tabn. 5). Haumbomee cyliecTBEHHBIE pa3IHuus
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OTMEYaJIUCh o napameTpam bu3nyeckoro u HMOIIMOHATILHOTO
(GYyHKUMOHUPOBAHUS, 4YTO CBUJIETEIBCTBYET O HAPYIIEHHUH CaMOYYBCTBUS,
JIBUTATEILHOM aKTUBHOCTH, HAJM4YMM OOJIM W CIabO0CTH, a TaKKE HEraTUBHBIX
OMOIMI, TPEBOTHU, CTpaxa y KapAUOJIOTMUYECKUX TMalueHToB. PoieBoe
(GYyHKIMOHUPOBAHUE, KOTOPOE OTPaKaeT KOTHUTHMBHBIC HAPYIIEHUS, MPOITYCKH
00pa30BaTENbLHOTO YUYPEXKJEHUS MO OO0Je3HH, TOKe ObUIO CHIKEHO. [lpu sTom
couyagbHOe (PYHKIIMOHHPOBAHHE 0Ka3aJl0Ch HApyIIEHO B MUHUMAJIbHON CTETICHH,
YTO YKa3bIBAET HA YAOBJIETBOPUTENIbHYIO aJIallTAllAIO IETEN B CPE/IE CBEPCTHUKOB.

Tabumua S.
IHoka3aTenn KayecTBa JKU3HU JeTel ¢ 3200J1eBAHUAMU CepALA U
3/10POBBIX JIeTell Mo pe3yJbTaTaM 001ero MoayJis onpocHuka PedsQL

[MIxana ITokazarenu KK (M=*c) P
Hetu ¢ 310pOBBIE JCTH
3a00JIEBaHUSIMU
cepALa
dusnueckoe
byukunonuposanue (OD) 57,9+15,2 82,7+13,1 p<0,001
OMOIMOHAJIFHOE
byukuonuposanue (DD) 54,3+16,0 74,5£16,1 p<0,01
ConuansHoE
¢ynxunonuposanue (CP) 78,6+17,2 84,3+13,1 p<0,05
PoneBoe
}ynkumonuposasue (PD) >6,015,2 73,8+14,7 p<0,01
OO6muit 6amr (Ob) 61,4+13.4 78,8+11,6 p<0,01

Anamm3 nuHamuku napamerpoB KK depes 4 mecdna nokasan JOCTOBEPHBIN
pOCT MO BCeM IMIKajgaM Kapauosiorudeckoro moxayis (p<0,001), ocobeHHO
BBIPDOKEHHBIA M0 IIKale «mIpoOiemMbl c cepauem» (Tabm. 5). AHamoruyHas
cutyauust ormeuanack no odmemy KK (p<0,001), mpu 3TOM 3HA4YeHHs IKaj
«couuagbHoe (YHKUIMOHUPOBAHUE» M «POJIEBOEC (PYHKIMOHUPOBAHUE» TOCTHUIIIH
YPOBHSI 30POBBIX AeTe (puc. 5).

YuuteiBasg TaKyl BBIPAKEHHYIO IIOJIOKUTENbHYI0 AuHaMuky KOK, ™Mbl
IPOBEJH MOUCK (AaKTOPOB, OOYCIOBIMBAIOIINX 3HAUMMOE pa3jnyune MoKa3aTeleH,
C HCIOJIb30BaHUEM MHOTO()aKTOPHOM TUCHEPCHUOHHONW MOJENHU C MOBTOPHBIMHU
u3MepeHussMu. B kadecTBe (akTOpOB BBICTYyMaiW: MOJ, auarfos, craaus XCH,
BO3PACT, JNTUTCILHOCTD OOJIC3HH.

AHanu3 KapJIuOJIOTMYECKOTO MOJIYJISl YCTAaHOBWJ, YTO IOJ HE BIMIET HA
JUHAMUKY YpOBHS INKaJl, 332 HUCKIIOUYEHHUEM IIKaIbl <JICUEHHUE» - MAJIbYUKU
nokKazaJii 0oJjiee BbIpAKEHHOE MOBbILIEHUE 3HaueHui. [lanueHTsl ¢ KapAUTOM
JEMOHCTPUPOBAIN 00Ji€e BBIPAKEHHYIO MOJOXKUTEIbHYI0 TUHAMUKY M0 IIKaJe
«mpobnembl ¢ cepamem» (p=0,048), «otHomieHne K BHemHocTH» (p=0,025),
«TPEBOXKHOCTb, CBsi3aHHasg ¢ Jjedenuem» (p=0,001). Jletru c¢ HKI wumenu
JIOCTOBEPHO 00JIee BBIPAXKEHHYIO TOJIOKUTENIbHYIO TMHAMUKY Ha (DOHE JIeUeHHUs 110
mIKajlaM «OoTHouleHue K BHemHocTtu» (p=0,018), «TpeBOKHOCTh, CBSI3aHHAsA C
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nedenuem» (p=0,003). JnuTensHOCTh 3a00sieBaHus Oojiee 3 JIeT CrocoOCTBOBAIA
0oJiee BBIPAXKEHHOM MOJIOKUTEILHON JTUHAMUKE 1o mikaie «jiedenue» (p=0,019),
«oTHomeHne K BHemHocTu» (p=0,016), «TpEeBOKHOCTh, CBS3aHHAS C JICYCHUEM)
(p=0,001), «mpobaembr ¢ oOyuenuem» (p=0,001). Uro kacaercs Bo3pacra, TO
YCTaHOBJICHA CIIEAYIONIasi TeHICHIIUS: YeM CTapIlie JIeTH, TeM Oojiee BhIpaKEHHAas
MOJIOKUTENIbHAS] TUHAMUKA Y HUX OTMEYaeTCsl.

100

%0 |/ 88

78,6 |
70 \\/ ’ 67,3 L 69,3 -
57,9 56 oLt

60 RA. 3 I

50 - MW 1lTouka
40 - — 2 TouKa
30 - [

20 - —

10 - [

0 n T 1

Ob
v (p<0,001)

Puc. 5. Iunamuka nokasaresneit KK nmo oo6memy moayJio PedsQL

Jlanee HamMu OBLT OCYIIECTBIICH KJIACTEPHBIA aHaNIU3 [JISl BBISBICHUS
OJHOPOJHBIX TPYIII 10 W3y4aeMbIM MPHU3HAKAM C HCIOJIb30BAHUEM METOJA CBS3U
Yopna. Ilo BeipaxxenHHocTH auHamuku Tmokazateneir KK wa ¢one neuenus
BBIJICTIMIIMCH TpH Ki1actepa. Knactep ¢ MUHHUMaIbHOM MOJIOKUTEIBHON TUHAMUKON
chopmupoBanu: natueHTs ¢ JIKMIT u BIIC, 2-4 ner, Ooneromye Mmenee 3 JeT, ¢
HKIIb. Kimactep ¢ MakCMMalbHOM TMOJOXUTEIBHOW JWHAMUKON BKIIOYAIL:
nanueHToB ¢ kapautoM, ¢ HKI — IIA, ot 8 net u crapiue, 6oneroniux 6osee 4 jer.

AHanOrMYyHO C KapAUOJIOTMYECKUM MOJYJEM Mbl H3y4usd (PaKTophl,
BJIMSIHAE KOTOPBIX MOIJIO CIOCOOCTBOBATH MOJIOKUTENBHON JUHAMUKE IMAPAMETPOB
obmero moay:s onpocHuka PedsQL.

Brnusaus mona He OBUIO YCTAHOBJICHO HU Ha OJIHY IIKAJIy OOIIETro
ONMpPOCHUKA. boNbHBIE C  KapIUTOM MPOJAEMOHCTPUPOBAIM  HAMOOJBIIYIO
MOJIOKUTENIBHYI0 JUHAMUKY IO IIKaJde «IMOIMOHAIbHOE (DYHKIIMOHUPOBAHUE)
(p=0,039), «commansHoe ¢yHkuuonupoanue» (p=0,042). bosee BwIpaxkeHHAs
nosioxkuTenbHas auHamuka (p=0,02) Ha done jedeHus HaOMOMANACh y JNETEH C
HKI 1o ypoBHIO MIKallbl «3MOLMOHAIbHOE (YHKIIMOHUpOBaHUEY». JleTu,
Ooneromue MeHee 3 JIeT, TaKXkKe IMOKa3ald JOCTOBEPHO Oosiee CYIECTBEHHYIO
JWHAMHUKY  3HAUY€HHM  SMOLMOHAIbHOrO  (QyHKIMOHHpoBaHus  (p=0,044).
HccnenoBanrem ObLIO YCTAHOBJIEHO, YTO IO MEPE B3POCIIEHUS MALIUEHTOB CTENEHb
BBIPAKEHHOCTU TOJIOKUTEIbHOW JUHAMUKM Ha (OHE JIEYEHUs CHUXKAETCS I10
mkane — «pusnueckoe  pyHkumonupoBanue»  (p=0,002) u  «pojeBoe
dbynkunonuposanue» (p=0,008), B oTianune OT pe3yJabTaTOB KapIAUOJIOTHYECKOTO
MOJYJIS.

[To BBIpa)XEHHOCTU MOJOXKUTENBbHON nuHaMuku obOmero KXK Taxke Obuio
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BBIZICJICHO 3 KJlacTtepa, MpU 3TOM NEPBBIM KiacTep OTAMYalica 0oJjiee HUBKUMU
3HAYEHUAMH, TPETUI — O0Jiee BHICOKUMH, OCOOEHHO MO IIKaJlaM 3MOLIMOHAILHOTO
U posieBoro (PyHKIIMOHMpPOBaHUSA. B mepBbIl KiacTep momanu BCe MAIMEHTHI C
BIIC, ot 13 no 18 ner, B TpeTuii: netu, 6oneromue menee 3 net, ¢ HKIIA, netu no
13 ner.

HUuctpymentom onenku KK Ha msarom stame mociyxun Health Utilities
Index® (D.H. Feeny, W.J. Furlong, G.W. Torrance, Dundas ON, Canada) (Feeny
D. et al., 1994, 2002, 2004), Bepcun HUI23P2RU.15Q u HUI23S2RU.15Q -
oOImMii OMPOCHHUK, PYCCKOS3BIYHAS Bepcus KOTOporo Obia paszpaboTaHa B
nabopatopun couuanpHoil memuatpun  PI'AY  «HanmoHasnbHBIE — Hay4yHO-
NPaKTUYECKUA LEHTpP 310pOoBbs Aereil» MunznpaBa Poccun. OnpocHUK COCTOUT
u3 15 BompocoB, BKIIOYAET JABE aBTOPCKHUE KiaccudukarmoHHbie cucteMbl: Health
Utilities Index Mark 2 and Mark 3 (HUI 2 and HUI 3). Cucrema HUI2 Bkmtouaer
CIEAYIOIINE AaCIMEKThl: OILIYIIEHUE, MOABUKHOCTb, HMOLMHU, KOTHUTHBHBIE
criocobHocTH, camooOciyxkuBanue U Oonb. Cucrema HUI3 coctoutr wu3 8
aTpuOyTOB: 3pEHUE, CIyX, peyb, CIOCOOHOCTh MEPEBUTATHCS, MEJIKass MOTOPUKA,
HMOIIMH, KOTHUTUBHBIE CITIOCOOHOCTH U 00Jib. ONPOCHUK MpeAHa3HAYEH IS JeTel
OT 5 JIeT U cTapie, uMeeT GopMy ISl CAMOOIICHKU M OLICHKU JOBEpeHHBIX Jinil. C
MOMOIIBIO JAHHOTO WHCTPYMEHTA BBIUMCISIOT: MYJbTUATPUOYTHBIE HWHIEKCHI
(obmee KXK), onnoarpubytHbie nnaekcbl (KXK mo oTaensHbIM acnekTam), ypoBHU
(YHKIIMOHUPOBAHUA MO KaXJIOMY AacleKkTy. YPOBEHb KaxJI0ro arpudyra
OMpEeNeNAeTC MO COOTBETCTBYIOIUIMM  OTBETaM MalMeHTa, O0OpaOOTaHHBIM C
MOMOIIIBI0  CTAHJIAPTHOTO aJrOpUTMa KOJUPOBAHUS. YTWIMTapHbIE Oasuibl
PACCUUTHIBAIOTCS C UCIOJb30BAHUEM CTaHJIAPTU3UPOBAHHBIX U OMYyOJIMKOBAHHBIX
METOJUK, TPEAOCTABISIEMbIX aBTOPOM. BbIUMCIEHHE MPOU3BOIUTCA C MOMOIIBIO
dbopmyI 1 Tabuil.

C nomormrsto onpocHuka HUI Ob110 poankeTrpoBaHo 78 mareHToB OT 5
o 18 mer, cpemuuii Bo3pact 9,2+1,1, u3 Hux 6ompHBIe JIKMII cocraBumun 59%,
kapautoMm — 24%, BIIC — 17%. Bce o6cnenyembie umenu npusHaku XCH 1-2A
ctaaun. B kxayecTBe rpymnmbl cpaBHeHHs ObUTH oOcienoBanbl 80 geteil mepBoit
IPYNIbBl 3I0POBbsl, KOTOpPbIE ObUIM MOJO00paHBI MO MPHUHIUIY «KOMHS-TIapay.
UccnenoBanne npoBoauiiock Ha 6ase LII'Kb r. Peyrosa (MockoBckas 0011.).

Ha sToM sTame uccrnenoBaHus mnepel HamMu cTosjla 3ajada pa3padoTaTh
yruiutapubie uHaekcel y aereit ¢ XCH no onpocnuky Health Utilities Index® niis
BKJItoueHUs B HalmoHanbHBIN KaTaJor M MPOBEIACHUS MAIBHEHIIEro KIMHUKO-
HPKOHOMMYECKOTO aHajin3a; OICHUTh YPOBHU HapYyIICHUH (YyHKIIMOHUPOBAHUS
nere ¢ 3a00JIeBaHUsIMU Cep/ilia 1Mo KakaoMy actiekty KK.

B Tabmuie 6 mnpencraBieHbl MYJIbTHATPUOYTHBIC YTHUIUTAPHBIE WHICKCHI
(oomee KIK) nmereit ¢ 3aboneBaHusIMU cepilla M 3J0POBBIX JETEH MO 00eum
KJIACCU(DUKAITMOHHBIM CUCTEMAaM.
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Taoauna 6.
MyabTHATPUOYTHBIE YTHIMTAPHBIE HHAEKCHI M0 KJIacCHPUKANUOHHBIM
cucremam HUI2 u HUI3 y gereii ¢ 3a00/ieBAHMSIMHE CepALIA U 310POBbIX JeTeil

ety ¢ 3aboeBaHUsIMHU Ccep/Iiia | 3710pOBBIE AETH
HUI2 Mo
0,86+0,13* | 0,92+0,08
HUI3 Mo
0,73+0,27* | 0,89+0,14

* - p<0,001 - paznuuus co 310POBbIMHU

Kak BUIHO 13 TaOMuUIbl, yTHIIMNTApHBIE HHIEKCHI, oTpaxaromue oodmee KK,
JIOCTOBEPHO HUXE y O0JIbHBIX ¢ 3a00sieBaHusAMHU cepana ¢ XCH no cpaBHeHuUIo co
3I0POBBIMH.

CrnenyromuM  HampaBJI€HUEM  OLEHKM  PE3yJlbTaTOB  HMCIOJIb30BaHUSA
onpocHuka HUI sBnseTrcs onpeneneHue OAHOATPUOYTHBIX — YTUIIUTAPHBIX
WHJEKCOB — €IUHOr0 LHU(PPOBOr0 3HAUEHUSA MO KAXKIOMY aTpuOyTy/mapamerpy,
BXOJISIIIEMY B cOCTaB Kiaccupukanmonusix cuctem HUI2/3.

PesynbTaThl onenku no cucreme HUI2 npencrasnens B Tabnuie 7.

Taoauna 7.
OnHoaTpuOyTHBIE YTUJIMTAPHBIE HHAECKCHI N0 KIACCH(PUKAIMOHHOI
cucreme HUI2 y nereii ¢ 3a00/1eBaHUAAME Cepalla U 3I0POBBIX JeTel

['pymmbr ATpuOytsI (actiektsl KXK)
JeTen Mto
IIOABMXK- KOTHHUTHUBHBIC CaMOO6CHy-
OHiyterye HOCTh CIOCOOHOCTH YKUBaHHE OMOTHH oo
Heru ¢
3a60ICBARMAM 06907; 0.96£0.07 | 6 95:0,00¢ | 0,98£0,04 | 0,92:0,08 | 2016
U cepaua ’
310pOBBIE 097+
IeTh 6,09 1,0+0,008 0,96+0,06 0,99+0,02 | 0,93+£0,09 | 0,97+0,05

* - p<0,01 - pa3znu4us co 370pOBBIMH
** - p<0,001 - pa3mu4us co 3J0POBBLIMH

JIocTOBEpHBIE pa3IUUUs CO 3J0POBBIMU JIE€TBMH OIPEAEIUINCH 110 aCHEKTY
NOJBW)XHOCTH, T.€. y JETeH C KapAuMOJIOrMYeCKOW maTojiorheid HaOJ01aauch
TPYJHOCTH TPH OCYLIECTBICHUU (PU3NYECKON aKTUBHOCTH, COOTBETCTBYIOILLIEH
BO3pACTYy.

VY nanueHToB Takke OTMEYAIUCh TPYAHOCTH B YCBOCHHHM U 3alIOMUHAHHUU
y4eOHOro Marepuaia IO CpPaBHEHHUIO CO 3/J0POBbIMH CBEPCTHHUKAMH, YTO
NPOSIBISUIOCH B JIOCTOBEPHO  0OOJiee HHU3KOM  ypOBHE  OJIHOATPUOYTHBIX
YTUJIUTAPHBIX WHAEKCOB M0 IIKaJIe «KOTHUTUBHBIE CIOCOOHOCTH.

Takke IOCTOBEpHBIE pa3IMyUsl IOJIYYEHBl MO YTWIWTAPHBIM HHIEKCAM
aTpuOyTa «00Jb», YTO CBUJIETEIBCTBYET O MOBBIIMICHUN YAaCTOTHI SMU3010B 00U U
CHM)KEHUHM BO3MOYKHOCTH €€ KOHTPOJIMPOBAaTh y KApAUOJIOTMYECKUX MALMEHTOB C
XCH.
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HecmoTpss  Ha  cHWXKeHHe  ypoBHA  aTpulOyra  «3MOIUU», B
kiaccudukanonnoi cucreme HUI2 omnmceiBaroimiero HapyiieHUs HACTPOCHUS,
TPEBOTH, CTPaxH, JOCTOBEPHBIX PA3IUYUN CO 3JO0POBBIMH HE IMOJYYEHO B CHUILY
0oJbIIOr0 pazdpoca rnokazaTesne y mocaeIHux.

CpaBHUTENBHBIN aHAIU3 OJHOATPUOYTHBIX YTUIUTAPHBIX HHJEKCOB IO
cucteme HUI3 nokazan anamoruunelie pe3yabTaThl (Tadm1. §).

Tab6uaununa 8.
OnHoaTpuOyTHBIE YTHIMTAPHBIC HHACKCHI 110 KIACCH(PUKALMOHHOMN
cucreme HUI3 y nereii ¢ 3a00/1eBaHUAMH cepALA U 310POBbIX AeTeil

['pymmet ATpuOyTsI (actiektsr KXK)
M=o
KOTHHUTHUB CIOCOOH
MeJKast
3peHue CITyx peun HbIe 3MOITUH 6011b OCTh MOTOPH
p Croco6HO TepeiBH a
CTH raTbes
Hetu c
T — 0,99+ 0,98+ 0,98+ 0,89+ 0,9+ 0,84+ 0,93+ 0,99+
0,01 0,02 0,08 0,17* 0,17* 0,24%%* 0,09** 0,01
MU cepJia
3n0poBEIe 099+ | 099+ | 097+ 0,96+ 0,96+ 094+ | 099+ | 099+
ACTH 0,02 0,03 0,09 0,08 0,05 0,12 0,01 0,01

* - p<0,01 — paznuuus co 310pOBHIMU
** _ p<0,001 - pa3auuus co 300pOBEIMU

[lo cpaBHEHHUIO CO 3I0POBBIMU CBEPCTHHKAMU, B OOJIBIIEH CTENEHU CTpajal
aCHeKT NEePe/IBIKEHUsS, BOBMOXXHOCTH XOJWTh, a TaKXe OOJM, BBIPAXKEHHOCTb
KOTOpPOM MeIlaja MOBCEAHEBHOM aKTMBHOCTH nanueHToB ¢ XCH.

B menblielt crenenu pazinyus HaOI0JaluCh 0 aTpuOyTaM «KOTHUTUBHBIE
CIIOCOOHOCTH», B  JAHHOM  KJIaCCU(PUKAIIMOHHOM CHUCTEME  OTpaKarolue
CHOCOOHOCTh ~ pellaTh MOBCEIHEBHbIE MPOOJIEMBbI, a TaKXKe <«3MOIHIHY,
onuceiBatomue B HUI3 omryiieHne «cyacTbsi-HECYACThSI.

Jlarmee ObLI OCYIIECTBJIEH aHAJIU3 paclpeiesieHus YpoBHEW aTpuOyToB B
Oamnmax Juisi OIEHKHM CTENEHU HapylieHus (yHKIUNA (HapyHIEHUS OTCYTCTBYIOT,
JeTKHE, YMEpPEHHbIE, BBIPAKEHHBIE) COIJIACHO ABTOPCKOM KilacCcU(UMKALIMOHHON
CUCTEME.

B cucreme HUI2 mo arpubyram «OUIyIIEHHE» U «CaMOOOCITYKHUBAHUE)
HapyILIEHUsl MPaKTUYECKH OTCyTcTBOBaiM. [lo 1miKane «mMOABUAKHOCTBY JIETKUE
HapyuieHus: 3agukcupoBanbl B 33,3% ciydaeB, ymepeHHole — B 2,6%. Jlerkue
KOTHUTUBHBIE HApYIIEHUs] oTMevyanuch y 44,9% o0cien0BaHHbIX, YMEPEHHbIE — Y
5,1%. DmoumnoHanbHble HapyLIEHUs JIETKOW CTENeHW MpucyrcTBoBain y 51,3%
nereii, ymepenasie — y 1,3%. boneBoil CHHIpPOM JIETKOM CTEMEHU OTMEYAJICS Y
59% o6cnenoBaHHBIX, yMEPEHHOM cTeneHu —y 9%, BeipaxeHnHoil —y 5,1% nereil.

B cucreme HUI3 mno mkanam <«GpeHUE», «CIyX», «PeUb» M «MeEJIKas
MOTOPHKa» HapyILIECHUS MPAKTUYECKU OTCYTCTBOBAIIM, MTOKA3aTEN HE OTJINYAIUCH
OT JaHHBIX 3A0pOBbIX JeTeil. KorHuTuBHBIE CHOCOOHOCTH OBUIM CHUXXEHBI B
Jerkout crenenu y 29,5% nauueHToB, B yMepeHHo — y 15,4%, B BeIpaeHHOU — y
5,1% nereil. OMolMOHANIBHBIE HAPYIIEHHUS JIETKOM CTENEHHU BCTpedanuch B 35,1%
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ciy4yaeB, yMepeHHou — B 15,6%, BbelpaxkeHHON — B 3,9% cmydaeB. boneBoi
CUHApPOM JIeTKoM creneHu 3aduxcupoBaH y 42,3% nereil ¢ 3abojeBaHUSIMU
cepala, yMepeHHoil crenenu — y 7,7%, BelpaxkeHHOM — y 16,6% manueHToB.
CnocobHocTh nepensuraThes Obuta HapymieHa B 33,3% B Jierkoi crenexu, B 2,6%
- B YMEPEHHOM.

BbIBO/IbI

1. ITpu ouenke moTeps 340pOBBA AETCKOro HaceneHus Poccuiickonn ®denepanuun
npu OOJIE3HAX W BPOXKICHHBIX AaHOMAJIMUSX CHUCTEMBbl KpPOBOOOpAaIICHUS
YCTAHOBJICHBI Pa3JINYHbIE TEHCHIIUHN:

- CHIKCHHE TIEPBUYHONM W 00meld 3a007eBaeMOCTH OOJE3HSIMH CHUCTEMBI
KpOBOOOpAIICHHs, 32 HWCKIIOYCHHEM TEPBUYHON 3a00JIeBAEMOCTH OCTpPOU
PEBMATUYECKON JMXOPAIKOW, Y MOAPOCTKOB - XPOHUUYECKUMHU PEBMATHUYECKUMHU
00Je3HAMH cep/illa U 00IIeH 3a00JIeBA€MOCTH KapIMOMUOTIATUSIMU; POCT YaCTOTHI
BPOKJAEHHBIX AHOMAJIUI CEPJIEYHO-COCYIUCTON CUCTEMBI.

- YBEJIMUEHHE IO MEpe B3POCIICHUA JeTeil 0011el 3a001eBaeMOCTH BPOKICHHBIMU
aHOMAJIUSIMU CUCTEMBbI KpoBooOpamieHusi (B 2 paza), kapauomuonatusiMa (B 2
pasa), XpOHUYECKUMHU PEBMATUYECKUMU O0JIe3HAMHU cepna (B 3 pa3a), 00JIe3HIMH,
XapaKTepU3yIOIIUMHUCS TOBBIIIIEHHBIM apTepuaibHbIM AaBieHueM (B 10 pa3);

- BBICOKMU YAENBbHBIN BEC BPOKIECHHBIX AHOMAJIUN CEPACYHO-COCYAUCTON CUCTEMBI
B CTPYKTYpE UHBAIUIHOCTU, 00YCIOBJICHHOW BPOXKJIEHHBIMU MMOPOKAMHU B IEJIOM -
oomee 25%:;

- CHW)XEHHUE JIETCKOM CMEPTHOCTH OT OOJIe3HEH M BPOXKIAECHHBIX AHOMAIUUN
CUCTEeMbI KpOBOOOpaIlleHHs1, Oojiee IBYX TPETeH CiiydaeB KOTOPOUM MPUXOAUTCS Ha
BO3pact 10 | roxa.

3HAUUTENFHOE YHCIIO Ciy4aeB 3a00J€BaHUN W YacTOTa HEOIarompHUsTHBIX
UCXOJIOB Tpu OOJE3HAX ¢ BPOXKICHHBIX AHOMAIMSIX CEPJIEYHO-COCYAUCTON
CUCTEMBI OTIPENIETISIIOT HEOOXOAMMOCTh Pa3pabOTKKH HOBBIX MOAXO0B JUIsl OIEHKH
3¢ (HEKTUBHOCTH OKa3aHUS JIETSM CIECIUATU3UPOBAHHON MEAUITMHCKON TTOMOIITH.

2. Coznana pycCcKOsI3bIYHAST BEPCUS CIICIIMPUIECKOTO KapIUOJIOTHUYECKOTO MOTYJIS
Pediatric Quality of Life Inventory (PedsQL) 3,0 Cardiac Module, kotopas
MPOJIEMOHCTPUPOBAJIA XOPOIIUE TICUXOMETPUUYECKUE CBOMCTBA — HAJICKHOCTD,
BAJIUJIHOCTb, UYYBCTBUTEIBHOCTb, YTO JEJacT BO3MOXHBIM €€ JajbHeuIee
MCIMOJIb30BaHue Ha Tepputopun Poccuiickoit denepanuu sl OLICHKM KadecTBa
JKU3HU JieTel ¢ 3a00JIeBaHUsIMU Cep/Ilia.

3. KagectBo Xu3HM JeTel ¢ 3a00JIeBaHUSAMM CEpJIlla, OCJIOKHECHHBIMU
XPOHUYECKON CEpACUYHON HEIOCTATOYHOCTHIO, JOCTOBEPHO HIIKE, YEeM 3I0POBBIX
CBEPCTHUKOB, OCOOEHHO IO achekTaMm (QU3MYECKOro (QPyHKIHOHUPOBAHMS
(57,9+15,2 mpotus 82,7+13,1, p<0,001) u >MOIMOHATEHOTO (PYHKITMOHUPOBAHUS
(54,3+16,0 mpotus 74,5 £16,1, p<0,001). [To nmanHBIM crierudUUECKOT0 MOIYIIS,
caMble HM3KHE 3HAYCHHs MOJy4YeHBI Mo IKamam «obmenue» (51,0+£26,7 Gamra),
«mpobsieMbl ¢ ceparem» (56,2+18,1 6anna), «TpeBokHOCTHY (57,0+26,1 Ganna) u
«pobsieMbl ¢ o0yuenuem» (63,4+15,7 6anna).

4. B nunamuke depes 4 mecsna Ha (POHE KOMIUIEKCHOTO JICYCHHS] XPOHUUYECKOU
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CEpJCYHOM HEJOCTAaTOYHOCTH Y JIeTe OTMedYaeTCsl BBIpa)K€HHAasl JOCTOBEpHas
MOJIOKUTENIbHAS JUHAMHKa BCEX MapaMeTpoB KauecTBa JKM3HU, KaK IO OOIIeMY,
Tak W crnenuduyeckomy moaynsaM. K dakTopaMm, cnocoOCTByrOITUM
MOJIOKUTEIIbHOW JIMHAMHUKE, OTHOCATCS HaJIMYMe JAUarHo3a «XpOHUYECKUU
KapJINT» U «HEJOCTATOYHOCTh KpoBoOoOpaleHus | cragumy.

5. MynbTHaTpuOyYTHBIH YTHJIMTApHBIA HHAEKC (0OIlee KauyecTBO >KU3HM) IS
neTel ¢ 3a00JeBaHUSIMH CEPALlA, OCJIOKHEHHBIMU XPOHHUYECKON cepaeyHou
HEJIOCTATOYHOCTBHIO, JOCTOBEPHO HMXKE, 4eM Yy 310poBbIX gereur - 0,73+0,27
npotuB 0,89+0,14 cootBercTBeHHO, p<0,001. KadyecTBO >XM3HM HApyIIEHO MO
HIKajiaM «00JIbY», «CIIOCOOHOCTh MEePE/IBUTAThCS», KKOTHUTUBHBIE CIIOCOOHOCTUY» U
«OMOITUNY.

INPAKTHUYECKHUE PEKOMEHJALIMN

1. OueHky moTeph 3/I0pOBbsi B CBA3U C 3a00JIEBAEMOCTHIO, WHBATUIHOCTBIO U
CMEPTHOCTBbIO TMpU  OOJE3HSIX W  BPOXKICHHBIX  AHOMAIHUSIX  CHCTEMBbI
KpOBOOOpAIIEHUsI y JeTed U TOAPOCTKOB HEOOXOJMMO HCIOIb30BaTh IPHU
(GbOpMHpPOBAaHUM PETHOHAIBHBIX MPOrpaMM MPOPUIAKTUKH HEUHOEKITMOHHBIX
3a00JIeBaHUM Cpelld JETCKOTO HACEICHUS.

2. PexoMeHayeTcsl UCIOJIb30BaTh Pa3paOOTaHHYIO BAIHUJIHYIO PYCCKOS3bIYHYIO
Bepcuto omnpocHuka Pediatric Quality of Life Inventory (PedsQL) 3,0 Cardiac
Module aist mpoBeAeHNs NaTbHEHIIINX HAYYHBIX UCCIIEIOBAHUM KaueCcTBa KU3HU Y
nereit 2-17 net ¢ 3a0oneBaHusIMU cepaua Ha Tepputopun PO.

3. Pexkomennyercs BkIouuTh omnpocHuku Pediatric Quality of Life Inventory
(PedsQL) 3,0 Cardiac Module u Health Utility Index B mpoTokosi cTaHIapTHOTO
oOcnenoBanusi OOJMBHBIX ¢ 3a00JEBaHUSIMU CepAlla M B  KIMHUYECKHUE
pPEKOMEHIAIIMY BEJICHUS JAaHHOU TPYIIIbI MAIlMeHTOB.

4. TlomydyeHHBIi B TpollecCe HMCCIENOBaHUS C TOMOIbi0 omnpocHuka Health
Utilities Index MyabTHATPUOYTHBIM yTHUIUTAPHBIN WHIEKC HEOOXOIUMO BKIIIOUUTH
B HanmonansHbId KaTasmor s gainbHeiiero pacyera QALY u mpoBeneHus
KIIMHAKO-)KOHOMUYECKOTO  aHallh3a  «3aTpaThl-TIOJIE3HOCThY», a  CTENEHHU
HapylieHus: QyHKIIMOHUPOBAHUS PEKOMEHIYETCSl UCIIOIb30BaTh MPHU MPOBEACHUU
MEJIUKO-COLIMAIbHOM  DKCHEPTHU3bl, a Takke Uil OIEHKH d(PPeKTUBHOCTU
peadbMIINTallMOHHBIX TPOTPAMM.
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CIIMCOK YCJOBHBIX OFO3HAYEHUI

KK — ka4ecTBO KU3HU
HK — He10cTaTOYHOCTH KPOBOOOpaIlleHU s

XCH - xpoHuyeckas cepae4Hasi HeI0CTATOYHOCTD

P® — Poccuiickas @enepanus

JAKMII — qnuiiaTaiiuOHHAS KapAHOMHONIATHS
BIIC — Bpoxk/aeHHBbIIl IOPOK cepaua

®U - ppakums U3rHaHUSA

DOP — pusuveckoe PyHKIMOHUPOBAHHE

9P — 3MOHOHATbHOE (PYHKIIMOHUPOBAHHE
C® - conuaabHoe QyHKIMOHNPOBAHUE

P® — poJsieBoe GpyHKIIMOHMPOBaAHME

OB — o0uruii 6a

PedsQL — Pediatric Quality of Life Inventory
HUI - Health Utilities Index

QALY - quality-adjusted life-year
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