


Kapouoxupypeus/ kapouorozus 6 PK
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Abaiickan
obnactb

Ynbitayckasa
obnactb
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Keskazean KeTbicyckan
AnmatuHckan o6nacts
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. Kambbinckan TandeikopeaH
obnactb ‘

o -
Kanwazai

KecTaHcKan

- Aemckoe naceaenue PK -6 738 016
ﬁ{@ U O Ceavckoe HaceaeHue —2 879 853
¢

(45,4%)

@  Jereii > 400 000
@  Jereit <300 000

Koeunwtii pono:

Kapanoaormueckne xovikm — 208 (187 —
2022)

Kapaunoxupyprmaeckne - 48
Peabmanrarimonnsle — 76

Kapouoxupypzuueckas nomoujo:

*  Acrana (HHKLI, HHMLI);

*  Aamare (HUITAX, HITAKX, HLIIX mMm.
Crisranosa, Meaureppa);

*  IIeimkent (OADb);

¢ Tapas (HKLIKT);

* Axro0e (LlenTp oxpaHBl MaTepUHCTBa U
AETCTBa);

¢ Kaparanaa (MIIb No2)).




Iopsadok oxkasanus demcxou KapouoA0ZUHeckou noMouu
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Aemcxue kapouorozu PK :

Cranuonapuele + AmOyaaTropHas cayx0Oa —
68 uden0BeK (coBMmerieHme) + gacTHbie MY —
128 xapanoaoros;
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asuavus

v

v

v

Peaburumanus:

Panmsia
103 AHSIS

A

y

Ilranoso

Odgopmaenue

Keomboi

Pecnybauxanckue yenmpot:

PALL

Kapanoxnpyprudaeckne 11eHTpb

kapauo xoriku (HHKII,

HIITTnAX)

VADIS?

3-4

IloTpeOHOCTD B A€TCKMX KapAMOAOTax:

Ha 100 000 geTckoro HaceAeHIsI

(B cpeanem 240 cneninaancros);
OobecrieueHHOCTD — 53,3%.




PK, cmamucmuxa, dannvie Ha Hauaro 2023 z.

O6ec1’le'—lerlﬂocmb aeﬂlCKOZO HaceAeHUus a-KuPE -u 884 907
7
KoeuHbim ¢0HO0J\/l
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318,062
228,961 i 04,867

128,457

186,463 =15




Ilokasameau 3ab6oreeaemocmu/ cmepmmuocmu

IIoka3zaTeau aeTaabHOCTHU 1O
KapAu0A0ITM4ecKoOMy npoQpnaro:

Y aetren crapmre 1roga -
aeTtaabHOCTBb — 1,3% (51 yeaoBeK);

MuaageH4YecKkasi CMEPTHOCTB/ 40451
004€e3HeN CUCTEeMBI
KpOBOOOpalieHusI:

aoast BIIC —11,1%;

BCK - 2,2%.

Bnepevie svisearennvie bCK:
0-14 aet — 3693 cayyasi;
15-17 aer — 3082 cayyasi.

1-59 month deaths (54-0%) ; Neonatal deaths (46-0%)

Lower respiratory

Lower respiratory infections (3-8%)

infections (10-1%)

Tuberculosis (2:5%) Preterm birth

complications (16-6%)

Other (9-5%)

Congenital
abnormalities (3-2%)

ntrapartum-
related events (0-6%)
Preterm birth

complications
(1-1%)

Intrapartum-related|
events (11:0%)

Meningitis
(1-4%)
AIDS (1-0%)

Sepsis or
Malaria (7-8%) P

meningitis (3-7%)
Other (5-3%)

Injury (0:3%)

Congenital

Diarrhoea  Djarrhoea abnormalities (4-5%)

(8:5%) (0-6%) Tetanus (0-1%)

Injury (4-7%)
Measles (3-5%)
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Global, regional, and national causes of under-5 mortality in 2000-19: an updated
systematic analysis with implications for the Sustainable Development Goals

*Jamie Perin, PhD, Lancet, Published:November 17, 2021



https://www.thelancet.com/journals/lanchi/article/PIIS2352-4642(21)00311-4/fulltext

Cucmema obpasoseanus 6 PK/ xadpoeviii nomenyuaa

Hedocmamxu umerowetica cucmembot
obpasosanusi:

Het Bblge/€HHON IIPOTpaMMBI IIO
AETCKOVI KapAMOAOIU;

He aocraTtouHo 110ATrOTOBAEHHBIE
BBIITYCKHIKI, TeM He  MeHee
MMeIoIye O0Iuil cepTuduKar;
Her MoTmBaumm y pesmuAeHTOB K
BBIOOpY CIIelaAbHOCTH;

He BCE oOpaszoBaTeAbHbIE
YUpeXXAeHNsI UMeIOT KAVHUYECKYIO
0asy a4s1 00OydeHUs! pe3UAEeHTOB I10
AaHHOI IIpOrpaMMe.

Moaeab 0oOyueHMs1 B pe3naeHType:

bazosoe

U0
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obpaszoBaHue
Texyas Pesngentypa no
Moaeab KapAMOAOTHUY, B TOM 4ncae
Tepanus + AeTcKast
neduampusi
bazosoe
rrepexoarast oOpazopaHue Pesugentypa 1o
Moaear AETCKOM KapAOAOTUN
neduampus
M basosoe
MpoBast
posa oOpaszoBaHIe Pesudenmypa
npaKTHKa
no
BOII. MD neduampuu
4




Aemcxasn kapouorozus/ npozpamma XCH
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Aemcxasn kapouorozus/ npozpamma XCH

Mexanuueckasa noddepxka:
VIMmniaanrarimin — 8

AetaapHbin ncxoa —1+1

Ha noaaepxke — 2
Tpancniaanranmi — 4
Munnmaasnbin ec — 18 xr (11 aer)

CPT:
7 TIalIIeHTOB
2 — pusnoaorus EXXC

Tpaucnaanmayus:

5 Tpancniaanranmit (Vaave)

Ocaoxnenus:

Ocpast ryMOpaabHas peaklys OTTOP>KeHNs;
Backyaonartnsa aaaorpadra

Aucm oxudanus: 10 rmarnmeHTOB
Exxerogno nopsigka 130 roctinraansanui
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Aemckas kapouorozus/ éexu / Aezounas zunepmen3us

| Maabunk2roga | | TEPAIMA | | OKCHEPTHBIJ LEHTP | | TEPATINST
nar Cunaaenapma HHKI], Cuapenapmua
PCAAA -110 mMm bosenTan HITTuAX BosenTan
pT.CT. MOHOOKCI/IA a30Ta MoHooKc1a a3ora
MNaaonpoct
ManureHTaHn
ﬂuuumuuecxoe Haﬁmoaeuue: Puoumryar
115 yeaosex ¢ paszamunsiMu popmamu JAAT D




Aemckas kapduorozus/ npozpamma XCH, AT

XCH > 1 « /leroyHast runIepTEH3US

AVMAaTHOCTHMKa
s }

\\ Tepanus

y

Axuenm na MSC? Avnamirdeckoe Podcmeennas
Cmeoaroesvie kremku? HabA10AeHVIe mpancnaanmayus?
v A
Tepmunaabnas
craaus
4
——| TpaHCILAaHTaLVs

Komnizexkc «cepatie-
cepane AeTrKue»

A

A 4

Aerkue

ITpukas n.o. Munmncrpa 3apasooxpanenns Pecriyoankn Kaszaxcran ot 27 oxrs6pst 2020 roga Ne KP A4CM-156/2020 «O6 yTBepKAeHUM IpaBul
KOHCTaTalluy HeoOpaTUMOIl TMbeAr TOA0BHOTO MO3Ta M IIpaBiA IIpeKpallleHsl MCKYyCCTBeHHBIX Mep IO NOoAAep>KaHMIO (PYHKIIMIT OpraHOB
Ipu HeoOpaTUMOI IMOeAV TOA0BHOTO MO3Ta».




Aemckas xapouorozus/ ouepednasn éexa (Apummoaozus)

Selpct Secwre 3330

| AEBOYKA 40 AHEWI | | 28 CAVUAEB TIAPATUCHA ABHAST LEADLESS
CTUMY A5SIOVSL Y PACEMAKER
Bec 2800 1, PB — 18% PYA 'y gereit B AETEN
HernpepsisHo Boapacte 40 1 roga; 2021 200 2021 200
peumamsupyomas  CBT, Ha aauubIlI MOMeEHT —
pedpaxTepHas K Tepanmu 44 caygas
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AeTtckast Kapanoaorust/ MUpoOBbIe TEHAEHIT

TexnHuueckue
Aocmuxenus

TEKCT

Myavmuducyunaunapiocmo

2A0barusauus

TEeKCT

TEeKCT

(e

VADIS?
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ITporpamma

«XpoHMYeckas
cepaedHasl
®] e 0CTaTOYHOCTD Y
AeTen»
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Y10 gaapiie?

IIporpamma

«Bposxxaennsie
IIOPOKM cepalia y

(@) B3POCABIX»

o
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BIIC y B3pOCaBIX/BBIKVIBA€MOCTD

Patients with congenital heart disease who reach adulthood

300 000 800 000 1000 000 1400 000

0000

1965 1985 2005 2015

W Pediatric M Adults

Rev Col Cardiol. 2017;24:e9-e13

Adults with congenital heart disease: a growing population.
Challenges of the present and the future, Néstor Sandoval
Rev Col Cardiol. 2017;24:199-20310.1016/j.rccar.2017.05.001

JJACC Vol. 56, NO. 14, 2010
September 28, 2010:1149-57

Age at death (years)

[] =90

Year
1987-1988

I <1

Khairy et al. 1153

Changing mortality in congenital heart disease

Year
2004-2005

30% 25% 20% 15% 10% 5% 0% 0% 5%
Proportion of all deaths

10% 15% 30% 25% 30%

Rey Col Cardiol. 2017;24:e9-e13

Khairy et al. Changing mortality
JACC.2010;56:1149-57.

in congenital heart disease.




Cemetinas zunepxorecmepuremusi/ INUdemuoro0zus

A

Global estimated FH Burden based on an frequency of 1:250
29,702,000 cases in 2017

Regional distribution of diagnosed FH patients

Russia, 1%

Norway, 18 — | — South Africa, 1%
Restof Europe, 3% Australia New Zealand, 1%

Canada, 3% \|
Latin America, 4% !
Rest of Africa, 74

FH
Chin, 8% Diagnosed
~ 687,728 cases

World 2017

Restof Asia, 25%

Netherlands, Japan, 19%

USA, 19%

Pacnnpocrpanennocts — 1:70 - 1:250
Oxugaemoe k0a-Bo B Mupe — 30 000 000

Awuarnocruposano - 687,728

HudepnaHovi 71% 60abHbIX;
Hopsernn — 43%,

Ucnangmum — 19%,
Wsenuapum — 13%,
BennkobputaHum —12%

80% nayuenmos ocmaromcs
HeduazHoCmupo6aHHbIMU

rnobanbHbIi peectp FHSC (Familial
Hypercholesterolemia Studies Collaboration)
npoaemoHcTpupoBan, 4yto auarHo3 leCl Bo Bcem
mupe nposasnaetca nocne 30 net, n Tonbko 2,1%
AunarHoctupyerca B Bo3pacTe go 18 ner.
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* y2,1% vHcynbT

Ha momeHm nocmaHoeKu duazHos3a:
* vy 17,4% 6blna nwemuyeckas 6onesHb cepgua (MBC);

* y5,2% 3abonesaHuve nepudepnyeckmx aptepui,
*  y11,3% - npexaespemeHHana UBC




Take home messsage

* MyabTuaucuuIAnHapHble KOMaHADI,

* IlporpamMmHuBII 1OAXO4 K 3HAYMMBIM  HO30A0TMAM  (XpOHMYECKast
cepAedHasi He40CTaTOYHOCTD, Auicannnuaemun, BIIC y B3pocabix);

 IlocrosiHHOE OOy4yeHMe/ caMmoOOpa3oBaHueE;

* Pedopmuposanne mpodeccrnoHaabHOrOo 00pa3oBaHms B 001aCTU A4€TCKOM
KapANOAOIUY;

* TI'mOpuaHbIe crienaAbHOCTIL.

“UO

VADIS?
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