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Cnucok cokpaneHuii

AMKP — aHTaroHucT MUHEPATKOPTUKOUHBIX PELENTOPOB

APA — aHTaroHucT penenTopoB aHTMOTEH3UHA

APHU — aHrnoTeH3nHa perenTopoB HENMPUIM3UHA HHTHOUTOP

BAB — Gera-agpenobiokaTop

BIIC — BpoxeHHBII TOPOK cepala

['JIK — runepTpodust 1€BOTO JKEITyA0uKa

UAII® — UHrUOUTOP AaHTMOTEH3UH-TIPEBPALLIAIONIETO (epMeHTa

uHI'JIT2 - uHruOuTOp HATPUH TIIFOKO3HOT'O KOTpaHCIopTepa 2 THUITa

JDX — neBbIi Kemygouex

MPT — MarHuTHO-pe30HaHCHAasi TOMOTrpadus

[DK — npaBslii xkeny10uex

PAAC — peHUH-aHTMOTEH3UH-aJIbJOCTEPOHOBAs CUCTEMA

CAC - cumnaroapeHanoBasi CuCTeMa

CH - cepaednast HEIOCTaTOYHOCTh

CPT — cepaeuHas peCHHXpOHHU3UPYIOLIas Tepanus

TC — TpancmianTanus cepauna

OB - ¢ppakuus BeIOpoca

OK - pyHKIMOHANBHBIN KJIacc

XCH — xpoHuueckas cep/ieuHas HeJJoCTaTOYHOCTh

XCHc®B — Xponuueckas cepaeuHasi HEIOCTaTOYHOCTh C COXpaHHOU (pakiueli BeIOpoca
XCHuH®DB — xpoHnueckas cep/ieqHasi HeJOCTaTOUHOCTh ¢ HU3KOM (ppakiimelt BeIOpoca
XCHn®B — xponuueckas cepieuHasi HeIOCTaTOYHOCTh ¢ MMPOMEXYTOUHOU (ppakiueit BeIOpoca
OKI - snexkrpokapauorpadus

OKMO - skcTpakopriopaibHas MeMOpaHHAask OKCUTeHAIIUs

OKC - 21eKTpOKapANOCTUMYIATOP

Ox0KI" - axoxapauorpadus

GLS — Global longitudinal strain

NYHA - New York Heart Association - Hbm-ﬁopKCKaﬁ accoluanus cepamna



TepMHuHDLI U onpeneJIeHus

Cepneunass HepocratouHoctb (CH) - 3T0 KIMHMYECKHI CUHAPOM, XapaKTEpU3YIOLIUICS
HaJIMYUMEM TUIHUYHBIX CHMIITOMOB (OJBIINIKA, TaxUKapAus, IOBBILIEHHAs YTOMJISIEMOCTD,
OTEYHOCTb T'OJICHEH U CTOI) M NMPU3HAKOB (ITOBBINICHUE JABJIECHUS B SPEMHBIX BEHAX, XPHUIIbI B
JIETKUX, epudepuyeckre OTeKH), BBI3BAHHBIX HAPYLIEHUEM CTPYKTYPbI H/WiIH (PyHKIMM cepla,
NOPUBOJALINM K CHIDKEHHIO CEPACYHOTO BHIOpPOCA W/MJIM TOBBIIICHUIO JABJICHUS HATIOJIHEHUS

cep/la B IOKOE WIN IIPU HarpyskKe.

Octpasi cepaeunasi HegocrarouHoctb (OCH) — 3T0 omacHoe Uil KM3HM COCTOSIHHE,
XapaKTepu3yromieecss ObICTPHIM HAYAJIOM WJIM PE3KUM YXYAIICHHEM cuMmmToMoB/mpu3HakoB CH
BIUIOTh JI0 Pa3BUTHUsI OTEKa JIETKUX WJIM KapJUOTEHHOIO IIIOKa, TPeOyrollee IPOBEACHUS

HEOTJIOKHBIX JIEUEOHBIX MCpOHpHHTHﬁ.

Xponuyeckass cepaeynasi HegocratouHoctb (XCH) — cocrosiHue, XxapakTepusyrolleecs
MOCTETICHHBIM YCHJIEHMEM CHMIITOMOB/Ipu3HakoB CH, mimrTenbHO cCymiecTBymomee M, Kak

I[MpaBUJIO, MMPOrpeCCUpPyromiee, BIUIOTh 10 PA3BUTHUA «ael(OMI’leHCGI/ﬂlu».

Nexkomnencanuss CH — cocTtosiHue, UIss KOTOPOTO XapaKTEPHO BBIPAKEHHOE OOOCTpEeHHE

CUMIITOMOB/TIPU3HAKOB XPOHHYECKOH CepACUYHON HEIOCTATOYHOCTH.

Cucronnueckasi CH — CH, B ocHOBe KOTOPOH JIEKHUT CHU)KEHUE COKPATUTENIBHON CLIOCOOHOCTH

YKEITYTOUKOB.

Hunacroimyeckas CH — CH, B ocHOBe KOTOpOH JIeXKHUT HapyuieHHe (YHKLIHU pacciabieHus
HKEITyT0YKOB.
XCH co cHukeHHoil ¢paxkumeii BbIOpoca JjeBoro keayaouka (XCHu®B) — CH c

BBIPQKEHHO CHIKEHHON COKPATUTEIIbHOM CIIOCOOHOCTRIO JIeBOT0 kenymouka (OB JIK < 40%).

XCH c¢ npomexyTouHoii ¢pakumeii BbiOpoca Jesoro xenyaouka (XCHn®B) — CH ¢

YMEPEHHO CHMYKEHHON COKPATHTENILHON CITOCOOHOCTHIO jieBoro xenynouka (OB JDK 41-49%)

XCH c¢ coxpanenHoil ¢pakuueii BbIOpoca JeBoro :xeayaouka (XCHce®B) — CH c

COXpaHEHHOH COKPATHTENFHON CIOCOOHOCTHIO J1eBoro Xxemynouka (OB JIK > 50%).






1. Kparkas undopmanusi no 3a00JIeBAHMI0 MM COCTOSSHHIO (rpynme 3a0oJieBaHMH MU
COCTOSIHUIA)

1.1. Onpenesenue 3a00JeBaHUsA HJIH COCTOSTHUSA (TPyNnbl 32001eBAHUN WJINH COCTOSTHUN)

Cepaeunasi HEAOCTATOYHOCTh — 3TO CHUHAPOM, Pa3BUBAIOMIMICS B pe3yjibTaTe HapyLICHUS
CIOCOOHOCTH cepJlla K HAMOJTHCHUIO W/WIA OMOPOKHEHUIO, TMPOTEKAOIINA B YCIOBUSIX
nucbamaHca Ba30KOHCTPUKTOPHBIX H  Ba30JWIATHPYIONIMX HEWPOTOPMOHAIBHBIX CHUCTEM,
COTMPOBOXKAAIOMIMICS HEIOCTaTOYHOM mepdy3ueil OpraHoB M CUCTEM U MPOSBISIOIIUNCS
KanobaMM: OJBIIIKON, cIaboCThIO, CepAlleOMEeHUEM U TOBBIIIEHHON YTOMIISIEMOCTBIO M, IpU
POTPECCUPOBAHIH, 33ICPKKON KUIKOCTH B OpraHu3me (0T€YHbIM cuHapoMoMm) [1].

1.2. DTH0JI0THS M _NATOreHe3 3200J1eBAHUSI WM _COCTOSIHHS (rpynnbl_3a00J1€BAHUI

HJIN COCTOSTHHUM)

[Tprunnsl XCH y neteit pa3HooOpa3Hbl, 3aBUCAT OT BO3pacTa M NPUHIUIIHAIBHO OTJIUYAIOTCS OT
TaKOBBIX y B3POCIIBIX.

Tak, y HOBOpPOXIEHHBIX M JE€T€d PAHHETO BO3pacTa OCHOBHBIMU IPUYMHAMHU CEPACHHOU
HEJ0CTaTOYHOCTHU SIBIIIOTCA BpPOXKIEHHBbIE MOpoku cepaua. Y 78% nererr ¢ BIIC cepneunas
HEJ0CTATOYHOCTh Hcue3aeT nocie koppekuu BIIC [2,3].

B [OmKOJIBHOM M IIKOJIBHOM BO3pacTe€ INPUYMHAMM CEPACYHONW HENOCTATOYHOCTH SBIISIIOTCA
UIMONATUYECKUE W BOCHAIMTENbHBIC 3a00JieBaHMs cepAna: HH()EKIMOHHBIE SHIOKAPAWTHL,
MUOKApIAUTHI, KapAUOMUOIIATUH, NIEPBUYHAS JIETOYHAs T'MIEPTEeH3Us, nepukapaut. Ilociennee
BpeMs HapacTaeT W YHUCIO CIIyyaeB MOpPAaXEHUH MHUOKapAa NpU CUCTEMHBIX 3a00J€BaHMSIX
COEIMHUTENIbHON TKaHU, BacKyauTax, ocoOeHHO npu Oone3nu Kaacaku. Kpome Toro, umeror
3HaueHue 3a0oJieBaHUs, OOYCIIaBIMBAIOIIUE XPOHUYECKYIO IEpEerpy3Ky MHOKapja H3-3a €ro
MOBBIIIEHHOW HMHTEHCUBHON paboThl (TaXMapUTMHUM) WM TOBBIEHUS Mepupepudeckoro
COIIPOTHUBIIEHUS COCY/IOB (apTepHalibHas runepTeHsus) [4,5].

OcHoBubiMu npuunHamMu CHHOB y gerei, T.e. cuctonuueckoir CH sBIsitOTCS MHOKApAMTHI U
KapAMOMHUONATHA C JWIATAlMOHHBIM (DEHOTHNOM. Y MalMeHTOB MpH 3TOM (OpMUpPYETCS
[IaTOJIOTMYECKOE PEMOJEIUPOBAHUE  JIEBOTO JKEIyNO0YKa C €ro JMWIaTalied U HM3MEHEHUEM
reomerpun (JDK craHoBuTcs cdepuuHoil (GOpMBI) CONMPOBOXKIAIOIIETOCS  HapylEHHEM
cokpatuTenbHOM crnocobHoctu Muokapna JDK. VYkazanHele u3MeHeHMsI Yy JeTeil ObICTpo
nporpeccupyror. Ilpenmonaraerca, dYro B 3TOM Ipolecce Y4aCTBYIOT  HECKOJBKO
naTo(U3NOJIOTHUECKUX MEXaHU3MOB. llepBoe — 3TO MmoBpexJIeHHE MHOKapa, MPUBOASIIINE K
rulenyu KapJAMOMMOLIIMTOB (HAampuUMep, BOCIHAIEHUE, BO3JCHCTBUE TOKCHYECKHUX BEIECTB,
TeHeTUYEeCKH JIeTePMUHUPOBAHHBIN IMpolecc U T.A.). BTopoe — 3TO CHCTeMHBIN OTBET Ha

CHIDKCHHE CHCTOJHYCCKOU CI)YHKHI/II/I .H)K, Korga IMpOUCXOAWUT IIOBBIIICHHUE AKTUBHOCTHU



Ba30IIPECCOPHBIX CHCTEM: CHMIIATOAIPEHAIOBOM, pPEHUH-AaHTHOTCH3MH-aJIbJAOCTEPOHOBON
CHUCTEMBI SHJOTENIMHA, BazonpeccuHa U UUTOKMHOB. AktuBanusi PAAC u CAC npuBoaut K
nepupepuyecKoil BA30KOHCTPUKIINH, 3a/IeP’KKE HATPHS U KHUIKOCTH, YTO YBEIMUMBACT HATPY3KY
Ha JDK, a Taxke oka3bIBaeT MpsiMOe TOKCHUYECKOE JeHCTBHE HAa MUOKap.l, CTUMYIUPYs GUOpo3 U
amonTo3, 4YTO NPUBOJUT K JAJbHEHWINIEMY PEMOACIMPOBAHHIO CEpALA M HaAPYIICHHUIO €ro
¢ynkuuu. Kpome MHOKapIMaIbHOTO MOBPEXKICHHS AKTUBAIMS HEHPOTyMOpAIbHBIX CHCTEM
OKa3bplBacT HEOJAroNpHATHOE BIMSHME U HA JIPyTHE OPraHbl - KPOBEHOCHBIE COCYJbI, IOYKH,
MBILIIIBI, KOCTHBIN MO3T, JIETKUE U NIeueHb, HOpMUpYs NaTO(GU3HOIOTUUECKUN «ITOPOUHBIN» KPYT
U IpUBOJAA KO MHOTMM KJIMHHYECKUM IposBieHusM XCH, B TOM uucie 3JI€KTpUYECKON
HecTaOuIbHOCTH MHOKapnaa. KimHuyecku Bce 3T H3MEHEHHs CBSI3aHbl C pPa3BUTUEM U
nporpeccupoBanueM cuMntomMoB XCH 1 npuBOAAT K yXyIIIEHUIO KAYECTBA XKU3HU, CHUKECHUIO
(Gu3nuecKkoil aKTUBHOCTM TNauUMEeHTOB, jaekomneHcanuu CH, TpeOyromel rocnuranuzanuy.
VmeHHO BO3JeicTBHE HA 3TH JIBa KJIIOUEBBIX Ipolecca (MOBPEXIeHUEe MUOKap/a U aKTUBALUIO
HEWPOryMOPAJIbHBIX CHCTEM) JISKUT B ocHoBe JieueHust XCH. [1,6].

[Tatodusuonorus XCHc®B n3yueHa 3HauuTEIBHO XYXKE, KAK Y B3pPOCIBIX, TaK U Y AETEH, UTO
00yCJIOBJIEHO IeTepOreHHOCTbIO, CI0XKHOCTBIO TUArHOCTUKU U JICYEHUS 3TOro COCTOsiHUA. B
ocHoBe Takoi CH nexuT mpenMylecTBEeHHO HapylleHue auactoianueckoi gpynkuuu JDK, T.e.
€ro HECrnocOOHOCTh K aJCKBAaTHOMY HAIOJIHEHUIO O€3 TMOBBIIICHUS CPEAHErO JIETOYHOTO
BEHO3HOTO HaBieHus. J(nactonnueckas ¢pyakus JDK 3aBucuT kak ot pacciabiaeHus MUOKap/a,
TaK M OT €ro MexXaHWuYeckux cBOHCTB. Paccrmabnenue muokapna JDK sBisercs akTHBHBIM
OPOIIECCOM, 3aBUCIIIUM  OT (DYHKIMOHMPOBAHUS  CAPKOIMJIA3MaTHUYECKOIO  pETHKYIyMma
KapAMOMUOLMTOB. HapylieHne akTUBHOM penakcaluy SBISETCS OJHUM W3 CaMbIX PaHHHUX
NpOsIBIEHUN AUCHYHKIMKM MHUOKap/aa MpH OONBIIMHCTBE CEPJCHYHO-COCYAMCTHIX 3a00JIeBaHUMA.
Mexannueckue  CBOMCTBA ~ MHMOKapAa, KOTOPBIE  XapaKTEPU3YIOTCS  DJIACTUYHOCTBIO,
HOJATIUBOCTRIO M JKECTKOCTBIO BIMAIOT Ha HanosHeHue JDK B a3y nuactonsl M cHUCTONBI
npencepauid. T'mneprpodus, ¢ubpo3 win WHPUIBTpALUMS MHOKApAa YBEJIWYUBAIOT €ro
JKECTKOCTb, YTO NPUBOJAUT K PE3KOMY HapacTaHuio nasiieHust HanosHeHus JDK. Kpome Toro,
nozxatiuBocTs JOK 3aBucuT u ot ypoBHs npeanarpysku. Ilomatnusocts JK ymenbaetcs npu
€ro AwiaTanuu. B 3aBUCHMOCTH OT BBIPQ)KEHHOCTH IMACTOJNYECKUX HApYUIEHUH BBIACIAIOT TPU
tuna HanonHenus JDK — 3aMesuieHHoe paccnabliieHue, MCEeBIOHOPMANU3alis U PECTPUKIIMSL.
BrIpa)keHHOCTh KIMHUYECKHUX MposiBaeHuH auacrosnueckod XCH u mporHo3 manueHToB B
HEPBYIO OYEpelb ONpEeseTCs TSHKECThIO TUACTONINYecKol TucyHkuuu. [Iporuno3 manueHToB
XCHc®B 3aBucHT OT NPUUMHBI 3200JI€BaHUS U BBIPAKEHHOCTH TUACTOIUYECKON TUCHYHKITUH.

[1,6]



Onuaemuonorud U stuonorud XCHc®B otimuuarorcs ot cucronnuecko XCH. K ocHOBHEIM
npuuynHaM  XCHc®B y  nereit  oTHocsATcs — rumepTpoduueckass W PECTPUKTHBHAs
KapJMOMUONATUH,  KOHCTPUKTUBHBIM  TMEPUKAPIAUT,  TUAPOINEPUKAPI,  THUPEOTOKCHUKO3,
WH(UIBTpAaTUBHBIC 3a00JICBaHUS, METACTATHIECKHE TTOPAKCHUSI MHOKap/1a U ApyTHE.

Taoauna 1

IIpu4nHBI cepieYHOli HEIOCTATOYHOCTH Yy AeTeH

C wiynmupoeanuem Kposu
Bpoxaennbie moOpoKu
C o0cmpyKuyueii 8b1600HbBIX OMOE108 HCEYOOUKOE
cepaua
C Kn1ananneiMu nOpaxs@ceHuamu

CeMeliHbIE:
runeprpoduyecKas, JAJIaTallMOHHAs, PECTPUKTHUBHAS
KapJAMOMHUIIATHH, apUTMOreHHas auciviasus DK, HexoMmakTHBIN

muokapa JIK

IIpuoOperennbie:

Muokapoumut, éocnanumenbHaa KapoOUOMUONAmMuA.
Wudexnuonnsie: BUPYyCHbIE, OaKTepHAaIbHbIE,

IrpuOKOBBIE, PUKKETCHO3HBIE, TAPA3UTUYECKUE.

Hmmynnoie: cTOIOHAYHBIN TOKCHH, BaKI[UHBI,

3a0oneBanns JIEKapCTBEHHbIE Ipenaparsl, CBIBOPOTOYHAs 00I1e3Hb,
MHOKapaa, TUTaHTOKJIETOUYHBII MHOKapJUT, AayTOMMMYHHbIE 3a00JIeBaHUA,
NpuBoOAsIIIHE K | CapKOM103, J03MHO(DUIBHBIA MUOKAPIUT

cucronyeckoid wiau | Tokcuueckue. BO3IEHCTBUE XMMUOTEpPANUHM, KOKAWHA, AJKOTOJS,
AAACTOTNYECKOM TSDKEJIBIX METAJUIOB (Melb, Kele30, CBUHEIl)

auchyHKknuu cepaua | IHooKpunnble/HapyIICHUEe MUTaHUS: JETH OT MaTepeil OONbHBIX
caxapHbIM auabeToM, AeQUIMT BUTAMUHOB (HampuMmep, THaMHUHA),
nedunut ceneHa, runodochareMus, TUMOKATUEMHUs], , TUTIOTUPEO3,
TUIIEPTUPEO3

Hugunompamuenan’. aMuinono3, reMOXpoMaro3, TIJIUKOTE€HO3bI
(6one3np [omme (Tuma Il), 6ome3ns JlaHoH,

PRKAG?2, 6one3nr Kopu (tum I11), 3mokauecTBeHHbIe 32001€BaHUS

JIuzocomnwie b6one3nu naxkonnenusn. Mykononucaxapunossl 1 u 2

THUIIOB, 00JIe3Hh AHIepceHa-Padpu, MyKOTUTHIO3BI




Cunopomanwvnvie RAS-matum: cunapom Hynan wu jgpyrue,

Cunapom Kocremno, Jlonoxsto, bekButa-Bunemanna

Bpootcoennvie napywienus oomena eeujecma:

Hapymienue OKHCJICHUS JKUPHBIX KHUCIIOT: Ha done
HEJOCTaTOYHOCTH anuia-KoA neruaporeHas >KUPHBIX KHUCIOT C
OYCHb MJIMHHOM, CpeaHEHd WM KOPOTKOM YIJIEPOJHON IIENbIO,
MEepBUYHBIN  neduiuTa KapHUTHHA, JACPEKThl  TPaHCIOpTa

KapHUTHHA

Mumoxonopuanvuvie 3abonesanusn. Cungpom Menac MELAS
(MUTOXOHIpUATBHAS sHIEehATOMUONATHS, JAKTaT-alK103,
MHCYNBTONOA00HbIE cocTosiHMS), cunapoM KepHca-Ceiipa, bapra

TOYKOBBIMU MYTallUIMU T€HOB, MuUTOXOHApuanbHoi JIHK (renst

tpancnoptueix PHK - MTTL1, MTTL2, MTTK, MTTI, MTTG un

Ap.; TCHbI CY6’LGI[I/IHI/II_I JAbIXaTCIIbHBIX KOMHJ'ICKCOB)

Hwemua: Oonesnr KaBacaku;  CTPYKTypHbIE  IOpPaXKEHUS

KOpDOHapHbIX  apTepuil  (AaHOMAaJbHOE  OTXOXKJEHUE  JIEBOU

Iopaxenus
KOPOHAapHOW apTepuu OT JIErOYHON apTepuu, NEPCHUCTUPOBAHUE
KOPOHAPHBIX
MIPaBOXKEITYAOUYKOBO-KOPOHAPHBIX CHUHYCOU/IOB, KOpPOHapHbIE
COCY/10B: . . .
(dbucTynbl, UHTpaMypaabHbIN XOJ1 JIEBOW KOPOHAPHOU apTEPUH )
T'unepxonecmepunemus
Hupanmunvhnolit KOpOHApHBLIL KATLUUHO3
Taxuapummuu (npeumyuecmeenHo cynpageHmpuxyisapHoie)
bpaouapummuu
ApuT™MHH
(ampuoseHmMpuKyIapHas/npedcepoOHodicery0oukosas  orokaoa 3
cmeneHu)
Buympucepoeunaa onyxons
Pecmpuxmuenuie 3a001e6anusn nepuxapoa
Mexanuyeckue Bmopuunasa ocmpaa knanannaa nedocmamounocmas
NMPUYUHBI Oobvemnovie obpazosanus cpedocmenusn (onyxonw,
ouagpazmanvhan zpuloca)
Tamnonaoa cepoya
Cepaeunas Anemusn

HEJ0CTATOYHOCTDH C

Apmepuoeenosnvie wiyHmol (6 mom uucie 6Hympuympoonvie)
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BBICOKMM Ce€pA€¢YHbBIM Tupeomo:ccukoz

BbBIOPOCOM

Bpouxonezounan namonozun

Honuyumemuueckuii cunopom
JKCTpaKapaAuaIbHbIe

3aboneeanus nouek c onuzypueil
3a00/1eBaHUSA

Mbuweunvie oucmpoghuu (/Jromena, bexxepa)

Amaxcua @puodpeiixa

1.3. DnuaeMuoJI0rusi3a001€BAHNSA _WJIH _COCTOSIHUS (rpynnpl_3a00J1eBaHUIi_ WA

COCTOSIHM)

HoctoBepro wactora XCH y pgereit B Poccum HeusBecTHa B CBS3M C  OTCYTCTBHUEM

COOTBETCTBYIOIIUX HuccaenoBanuii. CoriacHo wuMemuMcs JaHHbIM, 4Yactota XCH B
neanatpudeckor monyssiuu konebnercs ot 0.87/100,000 (BenukoOputanust u Upnanaus) o
7.4/100,000 (TaitBanp) [7]. B GonmpmIoM momymisiimOHHOM HCCIEIOBAHUHM PACIIPOCTPAHEHHOCTh
XCH cpenu netckoro Hacenenus Mcnanuu (6 mec. — 14 net) coctasuna 0,08% [8].

1.4, OcoGeHHOCTH KOANPOBAHHMA 3a00JeBAHMA WM COCTOAHHMS (Trpynnbl

3200J1eBAHUIT WJIH COCTOAHHNN) 1m0 MeXIVHAPOIHONH CTATHCTHYECKON KJaccuuKanuu

00J1e3HeH ¥ MPo0JeM, CBA3AHHLIX CO 3I0POBbhEM

150.0 - 3acToifHas cepeyHas HEJOCTATOYHOCTD.
150.1 - JIeBokenmymouKOBas cepleyHasi HeJOCTaTOYHOCTb.
150.9 - Cepneunast HeJOCTaATOYHOCTh HEYTOYHCHHAS.
Q24.8 - JIpyrue yTouyHEHHBIC BPOXKICHHBIC aHOMATHH Cep/ilia (TUBEPTHUKYIT JICBOTO XKEIyI04Ka,
MOPOK: MUOKap/ia/nepukap/a, HerpaBUIbHOE TOJOKEHUE cepala, 601Ie3Hb Y Iis)
142.0 - JIunaranoHHas KapIUOMHOIIATHS
142.8 — JIpyrue KapImOMHUOTIATHI
142.9 - KapnuoMuomnatusi He yTOUHEHHAS.
1.5. Knaccndukanus 3a00JeBaHNsI WJIH _COCTOSIHUS (TPYNNbI_3a00J1eBAHMI WU
COCTOSIHM)
Mo ¢ppakiuu BeiOpoca JIXK [1] (Tabmuma 2):
* XCH c nuskoit ®B (menee 40%),

* XCH c ymepenno camkenHo @B (o1 41% 1o 49%),
* XCH c coxpanennoiit ®B (50% u Gonee).

Taoauua 2.

Kaaccndukanus cepaedyHoil HeAOCTATOYHOCTH N0 (PPAKIUM BBIOPOCA J1€BOT0 KeJTy109KA
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Tun XCH | XCHu®B XCHyn®B XCHc®B

Kputepuit | Cumnromel £ | CUMOTOMBI £ CumnToMbl + TIpU3HaKHU(a)

1 pU3HaKu(a) IIpU3HAKH(a)

Kputepuit | @B JIXK <40% | ®B JIK 41-49%(6) | ®B JDK >50%

2

Kpurepuit OOBEKTUBHBIC JI0Ka3aTeJIbCTBA

CTPYKTYPHBIX W/UIU  (YHKIIMOHATBHBIX
HapyIICHUH cepAla, COOTBETCTBYIOIIUX
HAJIMYUI0 JUACTOIMYECKON JUChHYHKIIUU
JDK/noBbllIeHHI0 1aBIIEHUSI HAMOJIHEHUS
JDK, Briro4ass MOBBILICHUE  YPOBHSA
B HATPUHYPETUIECKUX TENTHIOB (C) |
(a) IIpusnaku moryt orcyrcTBoBaTh Ha paHHUX cTaausx CH (ocobenno npu XCHc®B) u y

3

HalMEHTOB, NOJIYYaIOLIMX ONTUMAILHOE JIEUEHUE
(0) Hdns guarnoctukn XCHyH®B Hanmuuue apyrux HpuU3HAKOB CTPYKTYpPHOro 3a0osieBaHMS
cepaua (Hampumep, YyBEJIMYEHHE pa3Mepa JieBoro mnpencepaus, runeprpopus JDK wm
sXoKapauorpapuyeckue u3MepeHus HapyuieHus HanonHeHus JIDK) nemaer auarHo3 Oosee
BEPOSITHBIM.

(c) dns nuarnoctukn XCHc®B: uem Gombiiie HapyiieHuii, Tem Boilie BepositHocT XCHc®B

Jns onpenenenust Tsokectn XCH ucnonb3yercst KinaccHpUKays B 3aBUCUMOCTH OT TSDKECTH

CcTaaun 3a00JIeBaHUS (HOpa)I(eHI/IH) cepana u (I)YHKI_II/IOHELHLHOFO KJ1acca.

Ta6auna 3.

HaunonanbHas kiaaccupukanus no cragusam XCH

cTaIus Knnanueckue nposiBieHus

I Hauanpnast craaust 3aboneBanusi (mopakeHus) cepana. [emMoauHaMuka He
HapymieHa. CKpbITas cepjedHas HeIOoCTaTOYHOCTh. beccumnrTomHas nucdyHKIUs

JDK

ITA Knuanyecku BblpakeHHas cTaaus 3a0oseBaHus (mopaxeHus) cepaua. Hapymenus
reMOJUHAMHUKHA B OJHOM M3 KPYroB KpOBOOOpallleHHUs, BBIPAKEHHbIE YMEpPEHHO.

AJlaniTUBHOE PEMOJICITMPOBAHUE CEP/ILIA U COCYIOB

I1b Tsoxenas cragust 3a0oneBaHMs (TMOpa)KeHHUs) cepiua. BelpakeHHbIE H3MEHEHUS
reMoJIMHaMUKH B 000MX  Kpyrax  KpoBooOpamieHus.  JlezagantuBHOe

PEMOJICTTUPOBAHUE CeP/Illa  COCY/I0B

12



III Koneunast cragusa mopaxeHus cepiaua. BelpakeHHbIE U3MEHEHUSI T€MOJUHAMUKU U
TsDKeNble (HEOOpaTUMBIE) CTPYKTYPHBIE W3MEHEHHs OpraHoB—MMILEHEH (cepaua,
JIETKUX, COCYZIOB, TOJJOBHOTO MO3ra, Movek). duHanbpHas CTaaus peMOICITMPOBAHUS

OpraHoB

Jns  ompenenenust ¢yHKimonansHoro kiacca XCH y gereit mo 7 neT mnpUMEHSETCs
knaccugukanus K XCH o Ross R.D. (1987 1), crapuie 7 ner - knaccupukanus NYHA (New

York Heart Association - Hbm-ﬁopKCKaﬂ accoIranms cepara).

Taoauna 4.
Kaacenpurkanusa @K XCH no Ross R.D. (1987 r.) u mo NYHA
®K XCH no Ross R.D. ®K XCH no NYHA
OrpanuveHuss  (QU3MYECKOH  aKTUBHOCTHU
OTCYTCTBYIOT: MPUBBIYHAS buznueckas
I AQKTUBHOCTh HE COINPOBOXKIAETCA OBICTPOM
OMIIIEMOCTBIO, TMOSBICHUEM OBIIIKUA WU
Het cumnToMOB I ®K YT ’ A
DK cepaueOuenus.  [loBblIEHHYIO  HarpysKky
0OJBHOW  MEPEHOCUT, HO OHA  MOXKET
COTPOBOXKAATHCS OJIBIIITKOM u/vnm
3aMe/IJICHHBIM BOCCTAHOBJICHUEM CHIL.
He3nauutenbHoe orpaHudeHue (U3NYECKOU
I Hebonpine TaXHUITHOE WIH AKTUBHOCTH: B MOKOE CUMITOMBI
MOTIMBOCTL  MPH  KOPMJICHHH  Yiyy oop. (OTCYTCTBYIOT, MIPUBBIYHAS buzndeckas
@K [rpyaHbix pereid. JlucnHoe mnpu AKTUBHOCTb COMPOBOXKAAETCS
Harpy3Ke y CTapIinx JeTeH. YTOMJIIEMOCTBIO, OJIBITITKOM WIIH
cepaeOreHrneM.
BripaxkeHHbIE ~ TaxWUMHOE  WJIU
MOTJIMBOCTh TMPU KOPMJIEHUU Y 3ameTHOe OrpaHUYEHUE (busnueckoi
[|] [FPyAHBIX nered. Y IITMHEHHOE AQKTUBHOCTH: B MOKOE CHUMITTOMBI
BpeMsi  KopmieHus,  3anepxkkallll OTCYTCTBYIOT, ¢busnueckas AKTUBHOCTb
®K |pocra BecaeactBue — cepAcuHOM|/@K  [MeHbIIEH WHTEHCHUBHOCTH 1O CPaBHEHHUIO C
HEJOCTATOYHOCTH.  BripaxeHHOE MPUBBIYHBIMUA Harpy3kamu COIPOBOXKIAETCS
TUCITHOE TMPU HArpy3Ke y CTapIiux MOSIBJICHUEM CHMITTOMOB.

nereii.

HeBo3MOXXHOCTh  BBITIOJIHUTH  KaKyHO-JTH00
Harpy3ky 0e3 TOSIBJICHHS JUCKOMQOpPTa,;
IV ®K|cuMnToMBbl  CEpAECYHOM  HEAOCTATOYHOCTH
MPUCYTCTBYIOT B MOKO€ W YCHUJIUBAIOTCS MPHU
MUHUMaTbHON (PU3MUYECKON aKTUBHOCTH.

B IMOKOE€  HUMCIOTCA  TaKHEC
CHMIITOMBI KakK TaXHITHOE,
@K [BTSDKEHHE MBI, «XPIOKAHBEY,
MOTJINBOCT.

v

1.6. KiuHnuyeckas KAapTHHA 3200J1eBAHMS WM COCTOSSHUSA (rpynnbl 3a00J1eBaHMil

HJIM COCTOSTHMIH)
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Huarnoctuka XCH y neteil MOXeT BBI3BIBATH 3aTPYAHEHHUS B CBSI3U C HECTEHU(PUUIHOCTHIO
CUMITOMOB U pPa3jMYHOM CTENEHbIO MX BBIPAXKEHHOCTH - OT MUHUMAJIbHBIX IPOSBICHUH,
BO3HUKAIOIIUX TOJIBKO MpH (PU3MUECKON Harpyske, 10 TSXKEIOW OJBIIIKH B COCTOSHUHU MOKOS
[5,9]. Ipuunnoit oxpbimiku mpu XCH siBiisseTcs 3aCTOMHOE IMOJIHOKPOBHE B JIETKUX, YTO MPHUBOIUT
K [TOBBILLIEHUIO JABJICHUS B JIETOUHBIX BEHAX U KAIUJUIIpax.

Otexn MOryT OBITh KaK CepACYHbIE, TaK M HecepJeuHble (IaTOJIOTHs MOYEK, XPOHUYECKas
BEHO3HAsi HEJOCTAaTOYHOCTb, OCTPBIA BEHO3HBINM TpomM003, JuMdocTaz U Apyrue HTPUYUHBI).
3amaya Bpaua npu oOpallleHWH MalMeHTa C OTeKaMH — MOATBEPAUTh WU MCKIIOUUTH HX
cepledHoe npoucxoxiaeHne. HeodxonuMo yunTeiBaTh KJIMHUYECKHE OCOOEHHOCTH OTEKOB IpHU
CH, BblsiBIEHHE CHUCTEMHOM BEHO3HOM THMIIEPTEH3UMM M HAJIWYUE MPU3HAKOB OPraHUYECKOTro
3aboneBanus cepana. [Ipu CH oTeku Jokanu3yroTcsl B Haubojee HU3KO PACIIONOKEHHON YacTH
Tena (HWKHUE KOHEYHOCTH, Mpu Hapactanuun CH - OTeKHM MOIIOHKH, KHUBOTA, MOSCHUIIBI) U
CUMMETPUYHBI

Tab6auna 5.

Cumnrombl XCH y ereii paHHero u crapuiero Bo3pacra.

YacTbie CHMIITOMBI Menee yacTble CUMIITOMBI

I'pynubie nern/neru | TaxunHO? IMuano3
paHHEro Bo3pacTa Taxukapaus Hapymenus putma cepana
Tpyanoctu BckapmiuBanug | OOMopoku
IToTnuBoOCTH Otexn
baennocts Acrur
3anepxka ¢buznuecKoro
pa3BUTHS
Hern IIKOJIBHOTO | Y TOMJIIEMOCTh Hapymenus putma cepana
BO3pacTa/MOAPOCTKU Hapymienue tonepantoctu | bonu B rpyaHOi KieTke

K (pu3mdeckuM Harpy3kam
OnpImka

OpronHo3

bonwu B :xuBOTE

TomrHOTa

PBoTa

Otexkn

Acnur

YV npereit IepBoro roJga KHU3HHU HanOoJee PaHHUMH CHUMIITOMAMU ABJIAIOTCS OJBIIIKA,

HOSABISIONIASACSA CHavyasla Ipu (U3UUECKO Harpyske (KOpMIICHHE), 10 Mepe MPOrpecCHpOBaHUS
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3a00JIeBaHMUs OJIBIIIIKA BO3HUKAET B TIOKOE, TIOSBISIOTCS OECIIOKOMCTBO, TIOTJIMBOCTD, CHUKCHUE
anmeTuTa (HepeaKko TpeOyrolee Ype330HI0BOr0 MUTAHMs), HapyIIEHHE POCTa M OTCYTCTBHUE
npubaBku B Macce Tena [4,5,10]. Ilepudepuueckne OTeKU BBHIY BBICOKON THIPO(GUIBLHOCTH

TKaHeW y JIeTeil paHHero Bo3pacTa MOTYT HE BU3YAIU3HUPOBATHCS.

Y nereil crapiiero Bo3pacTa W IMOAPOCTKOB HambOoIee pPaHHUMU CHMIITOMAMH SIBISIOTCS
OJIBIIIIKA, YTOMJIIEMOCTb W  CHIDKEHHE  TOJIEPAHTHOCTH K  (U3WYECKOH  Harpyske,
porpeccupyromye 1no Mepe tedeHus 3aboseBaHus. Hecnenuduueckumu, HO XapaKTepHBIMU
CUMIITOMAMU MOTYT OBbITh IUCIIENICUYECKUE SBJIEHHS: TOLIHOTAa, PBOTA, HAapyLIEHUs CTYIa,
00yCIIOBJIIEHHBIE HEAOCTAaTOYHOCThIO KpoBocHaOxeHus opraHoB JKKT u 3acroem kpoBu B
Me3eHTepHaNbHBIX cocynax. Oppliika Ha HadaiubHbIX cragusx XCH cs3ana ¢ ¢dusnueckoit
Harpy3koH, Npu HpOrpeccupoBaHUM 3a00JieBaHMs OABIINIKA BO3HUKAET IPU MEHbIIEM YPOBHE
(bu3nyeckoil Harpy3ku, B JaJbHEHIIEM DPa3BUBAETCS OPTOIHOE, KAllelb B IOJIOKEHUM JIeXKa,

CBSI3aHHOE C 9TUM HapyIlIeHHe cHa [4].

[Tpu ¢dusukambHOM OcMOTpe OOpaliaiT Ha ceOs BHUMaHHE OJIETHOCTh, OJBIIIKA C BTSKEHUEM
YCTYIUUBBIX MECT IPYIHOM KJIETKH, pa3/lyBaHUE KpPbUILEB HOCA, TAXUKAPIUs, CEpIEUHbIH ropo,
paclIMpeHre I'PAHML] OTHOCHUTEIBHON CEpACYHON TYIOCTH BIIEBO, INIYXOCTh CEPACYHBIX TOHOB,
HaJu4Me CepJAeYHbIX IIyMOB, akueHT [I ToHa B npoeknuu KiamaHa JEroYyHOM aprepuu

(XapakTepeH /s JIETOYHOM MIepTeH3un ), put™ raiona [4,11].

[Ipu paszButun npu3HaKoB mpaBoxenyaoukoBol XCH y pgereli oTMmevaroTcs NpHU3HAKU
BEHO3HOTI'0 3aCTOsA 10 OONBIIOMY KPYr'y KpOBOOOpaleHUs: HA0yXaHNUE BEH, OCOOEHHO SIPEMHBIX,
nyJbcalus B SNUracTpuu (00ycioBieHHast runepTpodueil uiam o0beMHON neperpy3Koi mpaBoro
KeNyJouKa), YBEJIMYEHUE pa3MepoB M OOJIE3HEHHOCTh MpH MajballMU IEYEHH, PEIKO

OTMEYaeTCsl YMEpEHHOE yBelInueHue cene3enku [4,11].

Y npereli crapumero Bo3pacTa M IMOAPOCTKOB B CTaguM JIEKOMIIEHCAIMM IOSBISAIOTCS
nepugepruyeckre 0TekH (Ha CToMax, 3aTeM JIOJbDKKaX, TOJIEeHX, Y JIeKauuX OOJbHBIX B 0071acTH
KpecTIia, 0OBIYHO YBETUYHMBAIOIIMECS K BeUepy), TUAPOTOPAKC M acUT (TIOSABISAIOLIUECS TO3/IHEE

nepudepruyeckux oTexon) [4].

JlnarHocTuka 3a0oJieBaHMsl MJIM  COCTOSIHMS (rpynmbl  3a0o/1eBaHUil  WJIHN
COCTOSIHMI), MeIUIUHCKHE IO0Ka3aHMs W MPOTHBONOKA3aHHMA K IPHMEHEHHIO

METOJ0B IMATHOCTHKH
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s nocranoBku auaraoza XCH He0OX0MMO HATHUYUE CISTYIONUX KPUTEPHEB:
XapakTepHbIe KalOOBI.

KimHuueckue npusHaku.

Jloka3zarenbcTBa HATMYUS CUCTOJINYECKOM W/NIM AUACTOIMYECKON UCHYHKIUH.

2.1. ’/Kaj100bl 1 aHAMHE3

[Ipu cOope anamHe3a HEOOXOAMMO OOpaTUTh BHUMAaHHUE POAMTENCH Ha Haluuue y pedeHka
OBICTPON YTOMIISIEMOCTH, TMOBBIIICHHOW TMOTIMBOCTH, CHIDKCHHUS aIllleTUTA, JUCIENTHYCCKHX
paccTpoiCTB, OJBIIIKH (UyBCTBO HEXBATKU BO3/AyXa Ipu GU3NYECKON HArpyske, 3aTeM B IIOKOE,
YCWJIMBAIOLIYIOCS B TOPU3OHTAJIbHOM IIOJIOKEHMM),  HApYyLIEHUS CHa, ceplaueOueHus, Ha
CHIDKEHHE JIBUTATENbHOM aKTMBHOCTU. Ponmutenu ormeuaror nosiBieHue 0e3 mpusHakos OPBU
Kallli CyXOro WJIM BJIQXHOTO (C OTJEIIEHHUEM CIIM3MCTOW MOKPOTHI, Halle Nmpu (U3NIecKOon
Harpy3Ke U B HOUHOE BpeMsi), HUKTYPHIO, OJUTYPHUIO THO0 aHYpPHIO, HEIOCTATOYHYIO TPHUOABKY B
Bece U pocTe.

KommenTapuu: /[annsie scanobvl 00101cHbl OblmMb 0CHOBAHUEM OJisl NPEONOJIOHCEHUS O HATUYUU
XCH y pebenka, 6 mo e 6pemsi OHU MO2ym Oblmb 00YCI061EHbl U IKCMPAKAPOUATLHOU
namoJnocueu.

2.2. Du3zukaJbHOE 00CJIe10BaAHNE

Pexomenpayercsi mpoBenenne (pusukaabHOro oOcneaoBaHus nanuenTta ais auarnoctuku CH u
3a00J1€BaHNSA/COCTOSAHUS, cTaBiero npuuuHoi passutuss CH. Ilpu mpoBeaeHun ctaHmapTHOIO
KJIMHUYECKOTO OCMOTpa clieflyeT o0paTuTh 0cob00oe BHMMaHUE Ha M3MEpPEHHE pPOCTa M MacChl
Tesa, TeMIepaTypbl Tella, YacTOThl JbIXaHMS W YacTOThl cepaeuHbIX cokpamenuii (HCC),
ayCKyJbTallMIO cepla W JErKUX, apTepUaIbHOIO JABJIEHUS Ha NepudepruuecKkux aprepusx,
Hanuuue nepudepruueckux oT€KOB, ONpeAeIEHUE pa3MEPOB MEYECHH.

[Tpu ocMoTpe 1 aycKyIbTalMK peOeHKa CepieuHyI0 HeJOCTaTOYHOCTh CIIeIyeT 3ano03pUTh IPU
BBISIBIICHUM [TPU3HAKOB, YKAa3aHHBIX B TabmuIle 6.

Tab6auuna 6.

XapakrepHble ki1uHn4yeckne npusHaku XCH y nereit

[Tonoxenue opTomHO?

Hamnpsixenne n pasnyBaHHe KpPbUIbEB HOCA, BTSDKEHHE MOJATIMBBIX MECT TPYAHOU

KJIETKU, TAXUITHOD (peXxe TUCITHO?)

Taxukapaus (pexe OpaguKapIus)

XKecTkoe npIxaHue, BlIaXKHbIe Pa3HOKAINOEPHBIE XPUIIBI B JIETKUX

BriGyxanue obnactu cepana (cepaedHbiii Topo)

PacmeeHHe r'paHuIl OTHOCUTEIbHOU CCp,Z[C‘lHOﬁ TYIOCTHU BJICBO IIPHU IICPKYCCUHN
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I'1yXxocTh cepiedHBIX TOHOB, BO3MOKEH CYMMALIMOHHBIA PUTM rajolla, 4acTo LUIyM

HEI0OCTaTOYHOCTH (OTHOCUTENIbHOM) MUTPAILHOTO M/HITH TPUKYCIHIATBHOTO KJIAaIaHOB

I'enmatomeranusa

Cumnrom [lnema (HabyxaHue MeHHBIX BEH MPH HAaJaBIMBAaHUK Ha 00J1acTh MEYCHH

VBenMueHHE CeNe3eHKH (XapaKTEepHO y JeTel paHHero Bo3pacra)

[lepudepuyeckue oTeku, acIUT

Kaxexcus

2.3. JlaGopaTopHass AMATHOCTHKA

Bceem manuenTtam ¢ npennonaraeMbiM auarHozom XCH pexkomeHyeTcs McciaenoBaHUE YPOBHS
N-tepmunansHOro (hparmMeHta Hatpuilypernueckoro mponentuga mMosroBoro (NT-proBNP) B
kpoBH [12-15]. (YA 2. YYP A)

KommenTapum: ucciedoganue nosgonsiem nposooumv 3QhekmusHvll CKpUHUHe HA HAauydue
cepoeunoll HedOCMAamoyHOCMU, d MAKAHCe OYEHUBAMb IPPHEKMUBHOCIb NPOBOOUMOU Mepanuu u
OUHAMUKY COCMOSIHUSL.

BceMm nanuenTam pekoMeHayeTcs npoBeieHne pyTUHHbIX ananu3oB [4,9,11] (YAA S. YYP C)
-00muii (KIMHUYECKU) aHamu3 KPOBH (KCCIIEOBAaHHE YpPOBHS T'€MOTJI00WHA, 3PUTPOIUTOB,
TPOMOOILIUTOB, JIEHKOIIUTOB B KPOBH, YPOBHS F€MaTOKPHUTA);

-uccruenoBanue ypoBHsi C-peakTHUBHOIO Oelka;

-TIpY HaJMYUU CHUKEHHOM (PpakiMu BbIOpOCA HCCIIEIOBAHUE YPOBHS CHIBOPOTOYHOIO JKEJE3a,
depputuHa W TpaHcdeppuHa,  HACBINIEHUS  TpaHcpeppuHa  Kelae3oM,  oOuiei
JKEJIe30CBSA3BIBAIOIIEH CTIOCOOHOCTH CHIBOPOTKU KPOBH;

-HCCIIEIOBAaHNE YPOBHS JIEKTPOJIUTOB B KPOBH (HATPUH, KaJIUi, XJIOPUIbI, KAIBIMI, MATHUN );
-HMCCIIeI0BaHUE YPOBHS KpEaTMHUHA, MOYEBHHBI B KPOBU U CKOPOCTH KIyOOUKOBOM (puUibTpanuu
(pacdeTHBII MOKa3aTens);

- UCCIIEJOBAaHUE YPOBHS IJIIOKO3bI B KPOBH;

-WCCIIeIOBAaHNE  ypOBHA  OOmEro MW MpsAMOro OwiMpyOWHa, AKTHBHOCTH  ramMMa-
IIOTaMUATpancdepasbl B KpOBU;

-MCCTIeIOBAaHUE AKTHUBHOCTU BHYTPUKIETOUYHBIX (EPMEHTOB (acmapTraraMUHOTpaHCEpassbl,
aJlaHUHaMUHOTpaHchepassl, KpeaTtnH(pochoKnHa3Hbl, kpeatuHpochoknHazsl-MB,
JAKTaTIETUAPOTCHA3bI);

-HMccreIoBaHue YPOBHs 00111ero 6enka u anbOyMHHa B KpOBU;

-HACCIIEZIOBAaHUE THPEOUJHOrOo craryca (YypoBeHb CBOOOJHOIO TPHUHOATHPOHWHA, CBOOOJHOTO
TUPOKCHHA, TAPEOTPOITHOI'O TOPMOHA):

-koarynorpamma  (IpoTpoMOWH,  TPOTPOMOMHOBBIH ~ HMHIEKC, TPOMOWHOBOE  BpeMms,

17



2.4.2.

MeXIyHapoJAHOe HopMmanu3oBaHHOe oTHomeHue -MHO, ¢ubpuHoren, akTUBHpPOBAHHOE
YaCTHYHOE TPOMOOIIIIACTUHOBOE BpeMsi);
Kommenrapuii: npu wuanuyuu gaxmopos, npedpacnonazarowux K mpomOooopaszoeanuio
(HapywieHus pumma, UCKYCCMEeHHble KIANndHsl, 3HAYUMENbHAs Oulamayus Kamep cepoya,
pe3Koe CHUJICeHUe COKpamumenbHol CnoCOOHOCMU, MpoMOOIMOOIUU 68 aHaAMHe3e, NPUSHAKU
mpombo3za JDK) nokaszano uccnedosanue ypoeus J{-oumepa 6 KpoGu, YPOGHS pPACMBOPUMbIX
Gubpur-mornomepuuix xomniexcos -POMK 6 kposu.
PexoMeH10BaHO MCCIIeI0BaHNE YPOBHS MapKepoB MOBpexkaeHus Muokapaa (tpomonus I). (VI
2. YYPA)
KommenTapuu: nogviuenue yposHs mpononunog I ykazwieaem Ha ocmpoe No8pexicoeHue
Muokapoa paznuunou smuonocuu [16]

PexoMenyercss mpoBezeHHE aHalIM3a ra3oBOr0 COCTaBa KPOBU M KHCIIOTHO-IIEIOYHOTO
cocrosius (YA 5. YYP C)

2.4, HNHCTpYMEHTAJIbHBbIE IMATHOCTHYECKHE UCCJIET0BAHUS

2.4.1. Daexkrpokapauorpadus
Brmmonnenue 12-xananpnoit OKI' pekomennmyercss Bcem mnamuentaM ¢ XCH pans onenku
CEepJIEYHOr0 pUTMa, YacToThl cepAeuHblx cokpameHuit (YCC), Hanuuusg MOpPU3HAKOB
NePerpy3Ku/THIIEPTPOGUN TPEICEPIUN W/WIIA KEIyIOYKOB CEpAla, HAPYIICHHH CEepACYHOrO
pUTMa U IPOBOJMMOCTH, HapylIeHuil npouecca penoisipuzauuu. (YAA S, YYP C)
KommenTapuu: cneyuguueckux npusnarxos, coomgemcmsyrouux XCH, ne cywecmsyem, Ho
npu abconromuo nopmanoroi IKI nanuuue XCH manoseposmmo.
Cytounoe monutopuposanue JKI'
Beem nanuentam ¢ XCH pekoMmeHnayercs npoBeeHUe CyTouHOro Monutopuposanus OKI npu
MEePBUYHOM OOCJIEIOBaHUM ISl OLIEHKH cpenHecyTouHbix 3HaueHuit UCC, nuarHocThku
HapylIEHU pUTMa cepAlla U JAaTEHTHOM HMIIEeMHUH MHUOKapAa, a TakXke MpU JUHAMUYECKOM
HaOmoieHnu st onieHkH dddextuBHocTH Tepanun. (YA 5. YYP C)
KomMmeHnTapumu: 6wisgnenue XpoHuuyeckux  maxuapummuti,  OJNUMENbHbLIX — NAPOKCUZMOS
maxukapouu mpebyem uckodenus apummozennozo 2eneza XCH.
2.4.3. Oxoxkapauorpadpus
Bcem nammenram ¢ mnopo3penmemM Ha XCH  pekoMmeHayercs —IpOBENEHUE
sxokapauorpadpuu (3xo-KI') anisa onenku crpykrypsl u pynkiuu cepaua [17]. (YA 2, YYP B)
[Tarmentam ¢ XCH pexoMmeHayeTcs MOBTOPHOE MPOBEACHUE OHXOKapauorpaguu B
CIEIYIOIINX KIMHUYECKUX CUTyaluusx: npu yxyawmeHun cumntomoB XCH, mnst xoHTposs
s dexkTuBHOCTH MennkamMeHTo3Hou Tepanuu [18,19]. (YA 4, YYP C)

O0s3aTenbpHOMI OLICHKE IIPpH NIEPBUIHOM HUJIM ITOBTOPHOM HCCICIOBAHUU IMOJJICIKHUT:
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-O1leHKa aHATOMHUU CepJlla U MarucTpallbHbIX COCYAOB (HaJU4HMe BHYTPUCEPICUHBIX IIYHTOB,
OOCTpPYKIIMHM KPOBOTOKA);

-MI3mepeHne TOMIMHBI CTEHOK JIEBOIO U IIPABOI'0 JKEIYI0UKa,

-M3mepeHrne KOHEYHO-IMACTOIUYECKOT0O W KOHEYHO-CHCTOJIMYECKOTO pPa3MepoB, KOHEYHO-
JUACTOIMYECKOro o0beMa U KOHeuHO-cucTonnyeckoro oorema JIK ¢ onpenenenreM BeTUYHHbBI
CTaH/IapTHOI'O OTKJIOHEHHUS MOKa3aTelsd OT CPEAHEro sl JaHHOTO Macco-pOCTOBOIO IMOKa3aTels
(z-score) [20];

-Onpeneneane @B JIDK mMeTomoM yIbTpa3ByKOBBIX IHUCKOB (METOJ Simpson, HOpMa y JeTei
panHero Bo3pacta Ooisiee 55%, y nerteii crapuiero Bo3pacrta 6osuee 50%);

KommenTapun: Tax kax memooul eéviuucienus gpaxyuu eviopoca no Teichgolz u sviuucnenue
@pakyuu yKopouenus 0CHO8aHbl HA USMEPEHUU TUHEIHbIX PA3MEPO8, 8 HACMOsee 8peMsl OHU He
PEKOMEHOYIOMCsL O KIUHUYECKO20 UCNONIb308AHUS, NOCKOIbKY MO2YM 0d8amb HemouHble
pe3yibmamul Y NAYUEHMO8 C HapyuleHUuem J10KAIbHOU COKPAmuMOoCmu J1e8020 Jicesly00uKd.
-Onpenenenne  gyakuuun  IDK:  u3MepeHHMe  CHCTONMYECKOM  DKCKYpCHHM  KOJbIA
TpukycnuanbHoro kianada -TAPSE (HopMma y B3pocibix Oonee 20 MM, y JieTell 3aBUCUT OT
BO3pacTa) U/WIKM U3MEpEHUE U3MEHEHHSI TLTOMIAAH TOBEPXHOCTH MPABOro kenyaouka [21,22];
-O1ieHKa JTaBJIeHHs B MPABbIX KaMepax Cep/la;

-O1ieHKa pa3MepoB JIEBOT'O U MPaBOTO MPEACEPANL;

-OneHka  (yHKIMM  KJIAaaHOB  cepaua  (aopTaibHBIM,  JIETOYHBIH,  MMTpaJIbHBIM,
TPUKYCIUJAIbHBIN);

-Ouenka nuactonuyeckoi ¢pynkuuun JOK.

JlononHuTenbHBIE UCCIIEOBAHUS ITPU NpoBeaeHnn Ixo0-KI™:

- MHccnenoBanue mnoxa3aTensi MPOJOJBHOTO CHUCTOJIMYECKOIO C)KaTUs MHOKapja JIeBOro
xenynouka (GLS) oTpakaer ycpeAHEHHYIO CTENEHb CHUCTOJIMYECKOTO YKOPOUYEHMS JIEBOTO
JKeMyJ0uKa 1o JIMHHOM ocu [23].

KommenTapuu: GLS omauuaemcs 6onvuieti 4y8cmeumenbHOCmMbio NpU OYeHKe CUCMOIUYECKOU
@DyHKYUU 1e8020 dHCENYOOUKA NO CPABHEHUIO ¢ (hparkyueli 8blOpOca, 8 C8:A3U C YeM ModHcem Oblmb
UCNONBL308aH O BbIAGLEHUS PAHHUX USMEHEHUll cOKpamumenbHou cnocoonocmu JDK.

- UpecnuiieBoaHas dXoKapAauorpadust MoxKeT ObITh PEKOMEHIOBaHA MalMEHTaM CO CIIOKHBIMU
BPOXXJICHHBIMA M TIPUOOPETEHHBIMH TMMOPOKAMHU Ceplla, MPHU TMOA03PSHUH Ha HH(EKIIMOHHBIN
SHIOKAPANT, TPOMOO3 mostocTel cepama [24].

2.4.4. Pentrenorpagusi opraHoB rpyaHoi KJIeTKH
Bcem manmentam ¢ CH pekoMeHayeTCs BBIMOTHEHHE PEHTTeHOrpaduu OPraHoB TPYTHONM KIETKH

B HpHMOﬁ MMPpOCKINHU JJIA BBISABJICHUSA KapaAuoMerajimnnu (HOpMaHLHOG 3HA4YCHUC
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KapJIMOTOpaKaJIbHOTO HHJIeKca cocTaBiisieT He Oonee 0,55 y aereit no 3-x jet, u He 6onee 0,5 - ¢
3-x J1eT) 1 OICHKHU cocTostHus I€roynoi remoauaaMuku. (YIJ1 5. YYP C)

Kommentapuu: HopmansHovle pasmepul cepoya He uckuodarom Haaudus ouacmonudeckor CH.
Hanuuue eeno3nozo necounoco sacmos saensemcs kpumepuem msdcecmu XCH, a ounamuxa
IMUX UBMEHEHUL CILYIHCUM MapKepom g dexmusnocmu mepanuu.

2.4.5. MarHuTHO-pe30HaHCHasi TOMOrpadus cepAua U MArHCTPAJILHBIX COCY10B
Pexomennyercsa BeinosniHenne MPT cepana u MarucTpalbHBIX COCYIOB ¢ KOHTPaCTUPOBAHUEM
nanuenTam, y Kotopbix 9xoKI mennpopmarusna. (YA 4, YYP B)

Kommentapuu: MPT cepoya sgnsemcs moyHviM MEemMoOOM OYeHKU pasmepos u obvema Kamep
cepoya, Maccbl MUoOKapod, QYHKyuu npasoeo u J1e6oco JHCerlyOoUK08, CKOpOCmuU U 0Ovemda
KPOBOMOKA NO KPYRHBIM COCYOAM, CMPYKMYpbl Muoxkapoa, oegekmos nepgysuu, y4yacmros
Hekposza u/unu guoposa [25,26,27]. MPT ungopmamuena ¢ oyenxe mopghonocuu u @ynkyuu
cepoya y nayueHmos c Kapouomuonamusmu (ocooenno anuxarvrou I'KMII u eybuamoii
Kapouomuonamueti) Pexomenoosano evinoinenue uccie0osanus u UHmMepnpemayus e2o
Pe3VIbMamos CHeyuaiucmam, UMerwumy Oonvlm 6 u3yaiu3ayuu cepoya U OYeHKe
3a001e8aHULL MUOKAPOQ.

2.4.6. KomnbloTepHo-ToMorpaguyeckass anruorpagusi aopTbl H KOMIBLIOTEPHO-
ToMOrpadudeckasi KOpoHaporpagpus

BrimonHeHne KOMIbIOTEpHO-TOMOTrpaduyeckoil anruorpadguu aopTel W KOpoHaporpaduu
pekoMenayercs nanrentam ¢ CH npu HeoOX0JMMOCTH YyTOUHEHHSI aHATOMUU KPYITHBIX COCY/IOB,
JUTSL ICKITIOUEHUS TTOpaskeHust KopoHapHeix aptepuii [28]. (YA S, YYP C)

2.4.7. Katerepu3anus 1oJocTeii cepaua u aHruokapauorpagus

Karerepusarnus mosocteil cepana u aHruokapauorpagpus pekomenayercs nanueHtam ¢ XCH
JUIs OIpeJeNieHUs] JaBlieHUsT B CHCTEME JIETOYHON apTepud M JIETOYHOTO COCYIUCTOrO
CONPOTHUBJICHUS y MAIMEHTOB C JIETOYHOM runeprensueid (JII'), oleHK: aHATOMUU KOPOHAPHBIX
cocyzoB, nepen BblnojgHeHUeM TpaHciutantauuu cepaua (TC), xorgja HEMHBa3WBHbBIE METOMAbI
JYy4EeBOM THArHOCTUKU HE MO3BOJISIOT YCTAHOBUTH TouHbIN nuaruo3 [29] (YA 5. YYP C)

2.4.8. HUccaenoBaHus ¢ 103MPOBAHHOI (U3NYeCKOil HArpy3Koii

[IpoBenenue wuccneoBaHUM C JO3UPOBAHHOW (PU3MUECKOW HArpy3Koil pPEeKOMEHIOBaHO
narmenTaM ¢ XCH pang oObekTHBHM3alMM OrpaHudeHus (usnueckoid pabOTOCIIOCOOHOCTH,
BBISIBIICHHSI aCUMNTOMHBIX namueHToB ¢ XCH, mpu TOAO03peHHHM Ha CKPBITYIO HIIEMHUIO
MHUOKapJa, JJs OIpeAeieHus] HHIMBUIYaIbHBIX PEKOMEHJAIUil KacaTelbHO (QHU3NUYEecKOn
Harpy3ku, a TaKxe AJs1 oleHKH nporuo3a nauuentos [30, 31]. (YAA S, YYP C)
Kommenrapum: [IpeonoumumenvHoim —A671A€mMCA  UCHONb308AHUE  KAPOUONYIbMOHAILHO2O

HAaz2py304Ho20 mecma (dp2ocnupomempus). YrazauHvlll MemoObl umeem  803pACMHbIE
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ocpaHudenus. B xode uccnedosanus ucnonvsyrom eenospeomemp unu mpeomun. Oyenusarom
cybovekmusHylo peakyuio pebenka, usmenenuss IKI, apmepuanvnozo Oasenenus, nompebnenue
KUCiopooa Ha Maxkcumyme Haecpysku. Pe3ynbmamvl  cpagnusaiom ¢ - nokasamenimu,
coomeemcmaylowuMy Hopme 01 0AHHO20 803pAcma, Noad U niowaou nogepxHocmu meia [32].
B pymumnnoti npaxmuke anbmepHamusoln KapOUONnyIbMOHATbHOMY HAZPY3OYHOMY mecmy

cyaicum mecm ¢ 6-MuHymHou xo00voou [33].

3. JleyeHune, BKJIKHOYAS MeJIMKAMEHTO3HYH) W He MeJIMKAMEHTO3HYI0 Tepamuu,
AUETOTepanuio, 00e3001MBaHue, MEIUIMHCKHAE MOKA3aHUA U NMPOTHUBONOKA3aHUA K
NPUMEHEHHIO0 METOA0B JIeYeHUS

ean nedeHus:

VYanydmenue caMO4yBCTBUS;

VYMEHBILIEHNE CTENIEHH BBIPAKEHHOCTH MPOSABICHUN CEPACYHON HEJOCTATOYHOCTH;

VYiydiieHue Ka4ecTBa KU3HU;

VYiyduieHue nporsosa.

IIpuHIMNBI TedeHHsT XPOHUYECKOI cep/leYHOoli HeI0CTATOYHOCTH

BO3/ICHICTBUE HA ITHOJIOTHYECKUH PaKTop,

CHIDKEHHE TpeOOBaHUH K ceplledHOMY BbIOpOCY (orpaHndeHue Gu3n4eckoil akTHBHOCTH,
CO3/laHMe TEeMIEepaTypHOro KoMmM¢opTa, yMEHbLIEHHE HNepupepuyeckoro CoCyaucToro
COIPOTHBIICHUS),

BO3JCIiCTBME Ha MHUOKapa (MOBBIIEHHWE COKPAaTUMOCTH MHOKapja, CHHKEHUE
COMPOTHBIICHHSI BBIOPOCY, perysisiiius 00béMa IUPKYIUPYIOLIEi KPOBH),

KOPPEKIHs HapyllIeH!I roMeocTasa u npoduiIakThKa/ IeueHUe OCIOKHEHUH (KOppeKIus
AEKTPOJIUTHOTO OanaHca u KHMCJIOTHO-IIIEJIOYHOTO COCTOSIHMS, yCTpaHEeHHe
HEHPOrOpMOHAJIBHBIX CIBUIOB, KOPPEKLHUS >KeIe30Ae(PUIMUTHON aHeMuu, NpopuiIakTUKa u
JiedeHre TpoMO0IMOOTMUECKOTO CHHIPOMA),

pEryJisiliisg 4acTOThl CEPJACYHBIX COKPALEHUI M JICUEHHE HAapYUIEHWM pUTMa ceplua u
MIPOBOAMMOCTH

3.1. KoncepBaTUBHOE JICYCHHUE

OcHoBHble MeponpusaTus 1o JyedeHnto XCH OOBIYHO OJMHAKOBBI M HE 3aBHCAT OT
IIPUYMH, BeI3BaBIIMX pa3BuTe XCH.

3.1.1. O6pa3 :Ku3HM ¥ JHETOTEepaANus

Pexomenayercsi ymepeHHOe orpaHrueHue GU3NYECKON aKTUBHOCTH, a B MEPUOJ OCTPOM
nexomnerHcauud CH BO3MOXEH CTpOrWil MOCTENbHBIA PEKUM Ha KOPOTKUU CpoK. CHMXKEHME

(I)PI3H"ICCKOI>1 AKTUBHOCTH T'pyAHOI'O pC6CHKa MOJKET OBIThH JOCTUTHYTO 3a CYUCT IPCKpallCHUA
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KOPMJIEHUSI TPYIbI0 W TIEPEBOJIa €ro0 HAa KOPMJIEHHE CILIEKEHHBIM TIPYIHBIM MOJOKOM H3
OyTBUIOYKH, TPU HEOOX0MuMOCTH Ha 30H10BOoe nutanue [4]. (YAA5. YYP C)

Kommenrapuu: [lonnoe ocpanuuenue usuueckoll Hazpy3Ku KpaiiHe HedcelamenbHo,
Maxk Kak cnocoocmeyem OempeHupo8aHHOCMU U YMEHbUIEHUID A0anmayuOHHbIX MeXaHu3zMos
CepoeyHo-coCcyOUCmOol CUCTEeMbL.
[Ipu XCH ocTtpo BO3HUKaeT MpoOiieMa BOCIIONHEHHUS SHEPreTHYeCKHX IOTeph Ha (oHe
OTpaHUYEHUsI CYTOYHOro oObema mnorpedsieHus HyTpueHToB. Y OosbHbIX ¢ XCH III-IV ©OK
MPOUCXOJUT BBIPAKEHHAs CTPYKTYpHAsl MEPECTpPOMKa CIU3UCTOM OOOJOYKH TOHKOM KHIIKH,
MPOSIBIISIONIASCS B MOBBIIIEHHOM OTJIOKEHHWHU B HEW KoJUlareHa, a Takxke aTpodueil BOPCHUHOK,
YTO MPUBOIUT K MOP(PO-PYHKIMOHATIBHBIM HapyIIeHUsM [34]. DTO MPUBOAMUT K MOBBIIICHHBIM
OHEPromoOTPEOHOCTSAM, CHIDKEHUIO TMOTPEOJICHUS TUIIM W MaiahabcopOIuu Makpo- U
MUKPOHYTPUEHTOB.
Jis OOBEeKTUBHOTO aHalM3a aHTPOMOMETPHUUECKUX IaHHBIX PEKOMEHJOBAHO HCIOJIb30BaTh
MoKa3arenu Z-scores, KOTOphIe MPeICTaBISAIOT cO00M OTKIOHEHUS 3HAUYE€HUN WHAMBHUIYaTbHBIX
nokasareneir (macca tena, poct, MMT) oT cpenHux 3HadeHW AN JAHHOW MOMYJSIUH,
JICJICHHOE Ha CTaHAAPTHOE OTKJIOHEHHE CPEIHEr0 3HAYEHUs, C MOCIEAYIOIIEH OLIEHKOM B

nporpammax «WHO Anthro», WHO «AnthroPlus 2009», BO3, Xenesa, IllBeiinapus [35].

YIA5 YYPCO)
Taoaunma 7.
Knaccupukauus He10CTATOYHOCTH MU TAHUA.
dopma Z-scores:

HEIOCTATOYHOCTH Macca tena/ macca tena/

NMT/Bo3pact pocT/BO3pacT
[MUTaHUs/ JUTHHA Tea BO3pacT

(Bce Bo3pacta) | (Bce Bo3pacta)
CTEIEHD TIKECTU (mo 5 ner) (mo 10 ner)
Ocrtpas popma HII:

or-1m0-19
JIETKast or -1 1o -1,9 -

or -2 1o -2,9
yMepeHHas ot -2 10 -2,9 ot -2 10 -2,9 3

> -
TSDKenas >-3 > -3
Xponuueckass  ¢opma )
- - - < -

HIT

Pexomenayetcst cobronats mutheBoit pexxum. (Y 5. YYP C)
KommenTapumu: ocpanuuenue nompebieHusi HCUOKOCMU OMHOCUMENbHO QUIUOTOSULECKOT
nompebrnocmu (mabauya 8) O0NAHCHO ObIMb ONPedeneHo MANCECMbIO OUCHYHKYUU MUOKAPOA U

KJIUHUKOU CepOeyHOll He0OCMAamo4HOCHU.
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Tabnuya 8. Quzuonocuveckas NOMpeOHOCMb 8 HCUOKOCIU Oemell 8 3a8UCUMOCU OM 803PACMA
[JTazape B.B. Ocobennoctu nerckoro opranusma / B.B. JlazapeB // VnTeHcHBHas Tepamnus:
Hanmonansnoe pykoBoxctBo / mon pea. b.P. Tembdanma, A.M. CanrtanoBa. -Mocksa:

I'S0TAPMenua, 2009. -C. 490-505]

Bospacm Macca mena [Eorceonesnas nompebHocmu 8 HcuoKocmu
i /ke
3 Onsl 3.0 250-300 80-100
10 oneil 3.2 400-500 130-150
6 mec 8.0 950-1000 130-150
1 200 10.5 1150-1300 120-140
2 200a 14.0 1400-1500 115-125
5 nem 20.0 1800-2000 90-100
10 nem 30.5 2000-2500 70-85
14 nem 46.0 2200-2700 50-60
18 nem 54.0 2200-2700 40-50

Ozcpanuuenue  JHCUOKOCMU — NOKA3AHO  NAYyueHmam ¢ omeKamu, pepdpakmepHviMu K
ouypemuueckou mepanuu, uiu ¢ cunonampuemueti [109].

Oepanuuenue  HcuOKOCMU  YenecooOpasHo 0Nl NAYUEHMO8 C  OCMPOU  CepOeyHOll
HeOOCMamo4HOCMbIO, HE3ABUCUMO Om YPosHs Hampust 6 coleopomke [110].

PexkoMenayeTcsi panmoHanbHOE MUTAHHME C JOCTATOYHBIM KOJIMYECTBOM Oelika, BUTAMHUHOB U
MUKPOIJIEMEHTOB, OTPaHUYEHUE MOTPEOICHUs CONU MpU HAIUYUHK OTEYHOTO cuHiapoma [4,11]
(YAO5.YYPC)

PekoMeHyeTcss mpuMEHEHUE CHEIUAIN3HPOBAHHBIX BBICOKOKAIOPUHHBIX M BBICOKOOEITKOBBIX
MPOJYKTOB DHTEPATHHOTO MUTAHMS JUIsI KOPPEKIMH HeaocTaTouyHocTH nutanus aereir ¢ XCH
[4,11,36]. (YAA 5, YYP C)

PexkomenryeTcsi MakCHMaibHO BO3MOXKHOE COXPaHEHHE TPYJHOTO MOJIOKAa B paIliOHE JeTel
NEPBOTO ToJla JKW3HHU, TMPH HCKYCCTBEHHOM BCKAPMIIMBAaHUH IEI€COO0pPA3HO HCIOIh30BaHUE
BBICOKOKAJIOPUHHBIX BBICOKOOETKOBBIX MPOIYKTOB DHTEPATHHOIO MHUTAHUS, paHHEE BBEICHUE
npukopma (¢ 4-X MecsIIeB) C IeIbI0 MOBBIIICHUS YHEproleHHocTy panuona [36]. (YA 5, YYP
&)

Hns pgereit ¢ mpu3HAKaMH OKeNe30/IeUIIMTHOW aHEMUU PEKOMEHIYETCS MapeHTepaTbHOEe
BBEJICHWE TIPErapaToB JKele3a O JOCTIDKEHHS IIeNIeBBIX BO3PACTHBIX IOKa3arelnen
KIIMHUYECKOTO0 U OMOXUMHUYECKOTO aHAIM30B KPOBH U C MOCJIEAYIOMNUM WX KOHTposieM 1-2 paza

B roJ (1ieneBble 3HaYeHus: remornobuna > 130r/m, remarokputa 37-47% nast )KEHCKOTO TOJa,
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42-52% - nns myckoro mona, peppuTuHa chiBOpoTKH > 100 HI/MJ, HackIeHUs TpaHcepprHa
)kenezom > 20%) (YAA 5, YYP C)

3.1.2. Tepanusi, peKOMEHI0BAHHASA MaNMeHTaM ¢ cuctoandeckon XCH

PapMaKoJIOru4ecKkoe JIEUEHWE IAlUEeHTOB PEKOMEHJOBAaHO IPOBOAWTH B 3aBHCHUMOCTH OT
byukunonaapHoro kiaacca XCH (ta6m.4) [1,37-40]. B nacrosimee Bpems s jgeuenuss XCH y
JIeTeN UCIOJIB3YIOTCS TE 7K€ IPYIIIbI IPENapaToOB, YTO U Y B3POCIIbIX.

OcnoBubiMu npuHLUnamu JiedeHust XCH co camkennoit @B JIK aBastores:

- Haznauenue ocHOBHBIX 3-X rpynn npenapartoB st ymeHblieHus: aktuBHocTH PAAC u CAC:
uAIIDO/APA, AMKP, 6era-anpeHOOI0OKATOPHI;

- [laniueHTam ¢ 3aCTOMHBIMU SIBICHUSMH PEKOMEHI0OBAHO HA3HAUYEHHE MOYETOHHBIX MPEnapaToB
JUISL YITy4YII€HUsl KIIMHUYECKOTO COCTOSHMS, OJHAKO MX BIUSHUE Ha MPOTrHO3 nauueHtoB ¢ XCH
HE U3YYEHO;

- [Ipumenenue cepaeuHbIX MHUKO3UI0B y nanneHToB ¢ XCH orpanuueno. M3 cymecTByromumx
IpernapaToB PEeKOMEH/JIOBAaH ITUTOKCHH, Y(P(EKTUBHOCTh U OE30MACHOCTh JIPYTHX CEPACYHBIX
ruko3uioB npu XCH wu3ydyena HepocrarouHo. Ha3sHaueHwe JAMroKCHMHA HE YIy4yllaeT
BBIKMBAEMOCTB;

- JliurenpHOE TPUMEHEHHE TMO3UTHUBHBIX HHOTPOMHBIX MpernapaTtoB y mnamueHtoB ¢ XCH
MIPOTUBOIIOKA3aHO, TAK KaK BEACT K MOBBIIICHUIO CMEPTHOCTH.

JlekapcTBennsnie cpeactBa s Jeuenuss XCH u camxenno @B JIDK moxxHO pa3aenuTs Ha
JIBE OCHOBHBIE KaTErOPUHU COOTBETCTBEHHO CTENECHH JIoKa3anHoCTH (Tabm. 9, Ta6:.10) [39].
KommenTapuu: Jlexapcmeennvie npenapamer 0as nevenus 6OonvHuix XCH npumensromces
CO2NACHO Kaaccuukayuu u peumuH2080l OyeHKe NOoAb3bl Ulu d¢hgekmusHocmu, a makxoice
VPOBHsL 00KA3amenbHOCMU.

Meoukamenmosnoe neuenue 6onvuvix XCH He Mmooicem Ovimb  KypcoguiM, a
npeononazaem NONCUSHEHHbII npuem npenapamoa.
Tabéauua 9.

Ipenaparsl nis neyenusi XCH co cHukeHHOH cHCTO/IMYeCKOi (pyHKIIUelH cepana

JlexapcTBennsie cpenctna ais gedenuss XCH co camxennoit ®B JDK

CpenctBa,  JokazaBlIME  CHOCOOHOCTH K  CHWKeHMIO | He nokaszaBimiue BiIusSHUS Ha

CMEpPTHOCTH U 3aboseBaeMocTu uMeHHo npu XCH IIPOTHO3 npu XCH,

IIpenaparsl, npuMensiemsle y Beex | [Ipenapatsl, YIYYIIArONIMEe CUMIITOMATHKY

0O0JIBHBIX pUMEHSIEMBbIE B OCOOBIX | B OIIPEIEICHHBIX
KJIIMHUYECKUX KJIIMHAYECKUX CUTYalUsAX
CUTYalUsX;

uAllD Juypetuku Antnapurmuku 111 xmacca

APA Cepaeunbie IIMKO3U/IbI AHTHarperanTbl
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APHH WBabpanun ITonoxurenbHble HHOTPOIIHbIE
BAB AHTUKOATyJISIHTBI cpencrsa

AMKP KapanomerabomuThl

Ta6auuna 10.

dapmakosoruueckoe jedenne 60abHbIX ¢ XCHH®PB(<40 %).) u ¢ XCHyn®B (41-49 %).
JlekapcTBa, J0Ka3aBIIMe CHOCOOHOCTh K CHUKEHHIO PUCKA CMEPTH M TOCHHMTAJIU3ANMM
uMeHHO npu XCH u npuMeHsiionmuecst y Bcex NanueHTOB.

XCHu®B XCHyu®B

PeKOMEH Talliu Knacc | Yposens | Kitacc | YpoBenn

[lnypetukuk pexoMeHaytoTcs nmanueaTaM ¢ XCH ¢ npusHakamu | C | C
3aCTOMHBIX SIBIIEHUI I 00JIETUEHNS] CHUMIITOMOB

UAII® MoryT OBITH PAacCMOTPEHBI NS JICUCHHS ITALMCHTOB C A Ib
XCH ®B JIXK <49 % nuis1 CHIDKEHHS pUCKA TOCITATATU3AIIIN 110 I C
MPUYUHE CEPJICYHOH HEIOCTaTOYHOCTU M CMEPTH

BPA moryT OBITE paccMOTpeHBI JuIst JieueHus naruenToB ¢ XCH B Ib
OB JIK <49 % [ia CHIDKEHHsI pHCKa TOCIUTANM3AIHN 10 I C
MPUYUHE CEPJICYHOH HEIOCTAaTOYHOCTH M CMEPTH

B-Ab Moryr OBITH paccMOTpPEHBI AJIsl JICYEHHS MAlUEHTOB C A Ib
XCH ®B JIK <49 % nuis1 CHIDKEHHS pUCKa TOCITATATU3AIIN 110 I C
MPUINHE CePACIHON HETOCTATOYHOCTH U CMEPTH

AMKP Moryt OBITH pacCMOTpEHBI Ul JICUEHHS MaIlMeHTOB C A Ib
XCH ®B JI)K <49 % nnst CHYDKEHHUS! pUCKa TOCIIUTAIU3ALUM 110 I C
[IPUYMHE CepACYHOI HEOCTATOUHOCTH U CMEPTH

CakyOuTpu/BajicapTaH MOT'YT OBITh PACCMOTPEHBI ISl JICUCHUS B b
nanpentoB ¢ XCH ®B JDK <49 % nns CHWXEHHsT pHUCKa | C
rOCIHUTATM3AIMA [0 MPUYHHE CEPICYHOW HETOCTATOYHOCTH U
CMEpTH

Hasnauenue nAIl® pexomMeH10BaHO BCEM IMAlMEHTaM C CHMIITOMHON U O€CCUMITOMHOMN
naeBoxenynoukoBort auchynkiuen [1,4,9,40]. (YA 5. YYP C). V ngereit mo 18 ner
UCIIOJIb30BaHKe Tpemnaparos dtoil rpymmsl Off label.

AuaroputM HasHauyeHus HAIID:

uAIll® naznauaromes npu omcymemeuu aOCONOMHBIX NPOMUBONOKA3AHULL 011 UX HAHAYEHUS]
(08yCMOpOHHUTI  CMEHO3 NOYeUHbIX apmepuil U AHSUOHEeBPOMUYECKUll OmeK) U HATuduu
HOPMANbHBIX 1aD0PAMOPHBIX noKazamenell (Kanull, KpeamuHut),

Iloobop mepanuu npo6oOUMcs 8 YCI08UAX CNeYUAIU3UPOBAHHO20 CMAYUOHAPA HA QoHe
konmpoas AJ] ¢ manoil 0036l ¢ NOCMENEeHHbIM ee MUMPOBaAHUeM 00 MepanesmuiecKoll;
Apmepuanvuas cunomen3sus He A81AeMC NPOMUBONOKA3AHUEM K HasHadeHuio UATID;
Hasnauenue munumanonvix 003 uAll® nyvwe, uem ux omcymcmeue, cmoum cmpemumscs K
00CMUDICEHUIO YeNeBO0ll 003bl,

Koumpons buoxumuueckoeo ananusza Kposu (Mouesuna, KpeamuHuH, kauuu) yepes 1 -2 neoenu

nocie Havana mumposanus 003vl UAIID.
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Kommenrapuii: [lpu 603HuKHOGeHUU KAULTS, CBA3AHHO20 UMEHHO C HA3HAYEHUeM uHeubumopa
AIlD (kawenv npexkpawaemca npu ommerne uAIID u 6o36pawjaemcs 6H08b NpuU 60300HOGIEHUU
mepanuu), uAII® donxcen 6vimv 3amenen Ha APA.

Ilpu ocmpom Hapywenuu Gyuxyuu novex (nosvluieHue KOHyeHmpayuu kpeamununa Ha > 0,3
me/on (= 26,5 mxmonv/n) 6 meuenue 48 uacos, unu nosviuueHue KOHYESHMPAyuu KpeamuHuHa >
1,5 paz no cpasnenuro ¢ UCXOOHbIM YPOBHEM (ecaiu 3Mo U38eCMHO, UlU NPeonoasaemcs, ymo
MO NPOU3OULIO 8 MeyeHue npeduecmeyiowux’ oneil), uiu odvem mouu < 0,5 ma/xe/uac 3a 6
yacog)  HeobOXOOUMO  OmMMeHUmMb — 6ce  Hpenapamovl,  oOnaAdaAWUE  BO3MONCHLIM
Hepomokcuueckum 3pgexmom, Kaiuticoepeearowue OUYypemuKu, nepesecmu nayueHma Ha
npuem uAIll® c O6ounbimM nymem 6vl8edeHus (NeueHb-NoYKU) - (O3UHONPUL, CRUPANPUT,
pamunpui, ymeHvuuums 003y uAllD 6 2 pasa.

Ta6auna 11.

CraproBble n TepaneBTu4deckue 036l MAII®D, npuMeHsIIONUXCHA JIs JeYeHHsl JeTel ¢

XCH

[Ipemapat CrapToBas 103a TepaneBTuyeckas 103a

2,0-3,0 mr/xr/244 B 3 npuema, makc. 150
0,2 mr/kr/244 B 3 mpuema, Maxc.
#Kamrormpu Mr/244
18,75 mr/24q
[Ipemapat BIOOpa y aereii < 5 neT.

0,5 wmr/kr/24u B 2 mupuema, makc. 40
0,05-0,1 wmr/kr/244 B 2 mnpuema,
H# OHAIAIIPUIT ** Mr/244
Makc. 2,5 mr/24q
[Ipenapat BeIOOpa y neTeit > 5 et

0,5 mr/kr/244 B 1 npuem, makc. 40-(80)
0,05 mr/kr/244 B 1 mpuem, makc. 5
H#JIM3MHOIIPHLIT * mr/244
Mr/244
[Ipenapat BeIOOpa y feTeit > 6 set

Haznauenne anTaronucroB peuentopoB anruorensmHa Il (APA) npu XCH
PEKOMEHIOBAHO MarmeHTaM, mioxo nepenocsamuM HATID (kamrens), 1100 B JOMOTHEHNE K HAM,
wi ecnu cumnromatuka CH coxpansiercss Ha (oHE onTUManbHBIX BO3pacTHHIX 1103 HAIID,
TuypeTkoB U B-Ab (3a UCKITIOYEHHEM TeX ClIy4aeB, KOTJa MAalMeHTy Ha3HAa4eH aHTarOHHUCT
anpaoctepona) [1,4,9]. (YA 5, YYP C) V nereit no 18 ner ucmnonap3oBaHue mpenapaToB dTOU
rpymms Off label.

Taoauma 12.

CraproBble u TepaneBTHYecKHe 103bI APA, npuMensiionmxcs 14 Jedenus aerei ¢ XCH
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IIpenapar CraproBas no3a TepaneBTuyeckas n103a

0,2 mr/kr/24q B 1-2 npuema, makc.|0,5-1,5 mr/kr/244 B 1-2 nmpuema.
#JlozapTan
12,5 mr/cyt Maxkc. no3a 100 mr/cyt

0,5 mr/kr/24u B 1 npuem, makc. 40(3,0 mr/kr/244 B 1 npuem.
#Bancapran
Mr/244 (ns getTeit 6-16 ner) Maxc. no3a go 160 mr/24y

KommenTapwmii: npunyunst nasnauenus APA ananoeuunsvt npunyunam Hazuadenusi uAlld.
[Tanmentam moapocTkoBOro Bo3pacra ¢ cumnromarudeckod XCH co cHmxkennon @B
JIOK u coxpansrommmucs cumnroMamu CH, HecMoTpst Ha onTuMaibHyto Tepamnuio HAIID/APA,
B-Ab u AMKP, MOXKET OBITH PEKOMEHI0BAHO Ha3Ha4YeHHE APHH
(#Bancaprantcakyourpua~) [41]. (YVAIA 5. YYP C) V¥ nereii no 18 ser ucnoab3oBaHue
npenaparos 3toi rpynmnsi Off label.
KommenTapmii: Pexomendyemcs HasHauenue mepanuu 6 HUZKOU CMAPMOGOL 003e npu
CMAadUIbHOM KIUHUYECKOM COCMOAHUU NAayueHma, nepeeoo Ha #Heancapman-+caxyoumpui
ocywecmensemcs He paree uem yepes 36 uacos nocie npuema nocieoneti 003vl UAIID.
Ecnu nayuenmur panee npunumanu uAII®/APA, mo pekomeH008aHO HA3HAYEHUE CAKYOUMPUTL-
saICapmana 8 ciedyiouux 003ax.
Menee 40 ke: 1,6 me/ke nepopaibho 08a paza 6 0eHb 6 meueHue 2 Hedelb, 3amem yeeaudenue
00306l 00 2,3 me/ke nepopaivbHo 08a pasza 8 0eHb 8 meyeHue 2 Hedenv, 3amem ygeiuveHue 00 3,1
Me/Ke nepopanbHOo 08a paza 6 Oenv. Jlo3a Mme/ke paccuumviéaemcsi om CYMMAPHOU O003bl
caxkyoumpuna u eancapmanal
Om 40 0o menee 50 ke: caxyoumpun 24 me-eancapman 26 me nepoparvHo 08a pasza 6 0eHb 8
meuenue 2 Hedenb, 3amem caxkyoumpun 49 me-eancapman 51 me nepopanrvhHo 06a paza 8 OeHbv 8
meyenue 2 Hedelb, 3amem cakyoumpun 72 me-eancapman 78 mMe nepopaivbHo 08d pasd 8 0eHb
Om 50 xe unu 6onee: caxkyoumpun 49 me-eancapman 51 me nepopanrbHo 08a paza 8 OeHvb 8
meueHue 2 Hedelb, 3amem cakyoumpun 72 me-eaicapman 78 mMe nepopaibHo 08a paza 8 OeHb 8

meueHue 2 nHedenwv, 3amem mcaxyoumpun 97 me-eancapman 103 me nepopanbro 08a pasa 6 OeHdv

Ecau nayuenm panee ne npunuman uAlI®/APA unu npunuman 6 nemepanesmuyeckou 0o3e, mo
PEKOMEHO0B8AHO HAYAN0 mepanuu 8 003e 8080e MeHbulel, YeM OObIUHASL PEeKOMEHOOBAHHAS

HAYanbHasA 0034.

e PexomeHnnoBaHo HaszHaueHue P-agpenHodokatopoB (B-AB) B xomOunanuu c uAlIlD
BceM nanueHTaMm ¢ XCH, naunnas ¢ IlA craguu. Tepanus B-Ab B couetanuu ¢ nAIld nomxna
HAYMHATHCS KaKk MOKHO paHnblie y manueHToB ¢ XCH u camxennoit ®B JIK. [1,4,9,40]. (YA

5, YYP C). VY nereii 1o 18 jer nucnosib3oBanune npenapartos 3Toii rpynnbl off label
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AJNropuT™M Ha3HAYeHMS B-aPeH00JI0KATOPOB:

B-adpenobrokamopel HazHauarOmMcs Npu  OMCYMCMEUU NPOMUBONOKA3AHUL K NPUMEHEHUIO
(6pOHXUANLHASL ACMMA, CUMNMOMHASL Opaduxapous, ampuoseHmpuxyispuas oioxada |l u 6onee
cmenenu) u CMmaouIbHOM COCMOSIHUU nayuenma (0e3 6HYymMpuseHHOU UHOMPONHOU NOOOEPICKU,
0e3 NpU3HAKO8 BbIPAINCEHHBIX 3ACMOUHbIX AGIEHULL);

Hauano mepanuu ¢ manoii 003vl, ¢ NOCMENEeHHbIM Y8eaudeHueM 003bl 00 KOHMPOLEM YPOGHS.
Al u YCC, senuuunsvl ouypesa, OUHAMUKU MACCHl Mmead,

Hasnauenue munumansuvix 003 f-AB nyuwe, uem ux omcymcmeue, HO CMOUM CIMPEMUMbCsL K
00CMUDICEHUIO YeNeBO0ll 003bl,

KomMmeHTapum: 6 nepgvie OHu neueHus u 8 npoyecce mumposanus 003 -Ab moeym pazeumucs
npexoosujue HapyuweHus: 2UNOMOHUS, bpaouxapous, ycyeyonenue cepoeyHoll
HeO0OCMAamoyHoOCmuy, 4mo mpebyem ceoespeMeHno2o ux ycmpanenus. Ilpu Hapacmanuu
cumnmomos CH cnedyem ygenuuums 003y OUYypemuKo8 u/uiu 8pemMeHHo CHU3umos 003y [-Ab,
npu  BO3HUKHOGEHUU Opaduxapouu ciedyem YMeHbums 003y Ul NpeKpamums npuem
npenapamos,  ypexcarowjux —uacmomy CcepOeuyHblx — COKpawjeHull  (Hanpumep, OULOKCUH,
amuodapon). Ilo docmudwcenuu cmabUuILHO20 COCMOAHUSA OONLHO2O Clledyem NPOOOIHCUNMD
MUmMposanue 003 00 YeesblX MmepanesmuiecKux.

Taéauna 13.

CraproBble U TepaneBTH4YecKHe 103bI f-ADB, npuMensirommxcs s Jgedenus aerei ¢ XCH

[Tpenapat CraproBas no3a TepaneBTuyeckas 103a

0,3-1,0 mr/kr/24q B 2 npuema, makc. 50 mr/cyt (y
[MalMEeHTOB C Maccoi Tesia MeHee 85 Kr).

113-32 TOBBIIIEHHOTO BBIBEJCHUS KapBeAWIONA Y
0,03-0,08mr/kr/244y B 1-jmarmeHToB Miaaiie 4 JeT cyro4yHas 103a ASTUTCS
H#KapBenumon 2 mpuema, makc. 6,25Ha Tpu mpuéMa, a TaKKE MOXKET MOTpeOOBaTHCS
MI/CYT 0oJiee BbICOKas 1ieJieBas J103a.

[Ipemapar mnepBoro Beibopa mpu XCH ¢
HOPMAJIbHBIM  CHUCTOJIMYECKMM  apTepHUaIbHBIM

JTaBJICHHCM.

[Ipu macce tena > S0MaxkcumanbHas qo3a 10 Mr 1 pa3 B cyTkH.
Hbrcompoom+ kr: 1,25 mr/mo3a 1 pa3 B{TepaneBTuueckas 103a TOCTUTAETCS B TEUCHUE 2-X

CYyTKH HezelNb

#Metonponona [Tpu macce tena < 50[[Ipu macce tena < 50 kr: makcumyM 4,0 mr/kr/24y

cykuuHaT/TapTpaT+Kr: 0,5 mr/kr/244 B 2[B 2 mpuema
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rpuemMa [Ipu macce tena > 50 kr: makcumym 100 mr 2 pasa
[Ipu macce tena > 50[B cyTku
kr: 12,5 mr 2 pasa B{IepameBTHueckas q03a JOCTUTACTCS B TEUECHUE 2-X
CYTKH Heeb.
[Ipemapar mepBoro BbeiOopa npu XCH co
CHIM>KCHHBIM CHUCTOJINYECKUM  apTepUaIbHBIM

J1aBJICHHCM.

PeKOMEH/IOBAaHO  Ha3HAYEHHE AHTATOHHCTOB MHHEPATOKOPTHKOMIHBIX  PELenTOpPOB)
(cMpOHONAKTOH, JruiepeHoH) Bcem mnanumeHtamM ¢ XCH, wHaumHas ¢ IlA  cragum.
#CnHUPOHOIAKTOH** [TPA ITOM HEOOXOMMO Ha3HAYaTh B HENYPETUUECKOM 03¢, COCTABIISIOIICH
0,5-1 mr/kr B cyTku, Makcumaibho 25 mr/cyt. [1,4,9,40]. (YAA 5, YYP C). V¥ nereii xo 18 jer

HCII0JIb30BaHMe NpenapaTos 3Toil rpynnsl off label

Anroput™m HazHauyenuss AMKP:

Ilpenapam nasnauaemcs npu ycioguu OmMCymcmeus 2UNEPKAIUeMUult U 3SHAYUMenIbHOU NOYeYHOU
oucghyHxkyuu.

Ocywecmensemcsi KOHMPOb YPOBHA Kanusi U KpeamuHnuna kposu depes 1,4,8 u 12 neoenv, 6,9 u
12 mecsuyes, oanee kasxcovle 6 mecsyes ieuenus

IIpu B03HUKHOBEHUU cunepKaluemMuu (NnoevlueHue YpoGHs Kaaus 8 Kposu > 5,5 mmonv/n)
Heobxo0umo cokpamums 003y AMKP 6060e ¢ nOCMOAHHbIM KOHMPOAEM OUOXUMUYLECKUX
nokaszameneu kpoeu. Ilpu ecunepkanuemuu > 6,0 mmonv/n neobxooumo ommenumv AMKP,
oCyuiecmanams NOCMOSHHbIN KOHMPOTb JJIeKMPOIUMO8 KPOSU U 1e4umb OaHHOe COCMOsAHUE
Ilpu ocmpom Hapywenuu Gyukyuu novexk (nosvluieHue KOHyeHmpayuu kpeamununa Ha > 0,3
me/on (= 26,5 mkmonw/1) 6 meuenue 48 uacos, unu nosvlueHue KOHYEHMpayuu KpeamuHuHa >
1,5 paz no cpasHenuro ¢ UCXOOHBIM YPOGHEM (eCiu MO U3BECMHO, UIU NPeOnoIacaemcs, Ymo
9MO NPOU3OULTO 8 MeyeHue npeouecmeyrouux?’ oneil), uiu odvem mouu < 0,5 mn/xe/vac 3a 6
uacog) Heobxooumo cokpamums 003y AMKP 6060e ¢ noOCmosiHHbIM KOHMPOieM OUOXUMUYECKUX
nokazameneti kposu. Ilpu oanvheiiuiem nosvlueHUU YPOBHSA KPEAMUHUHA KPOGU OMMEHUMD
AHMAa2oOHUCMyvlL AlbOOCMEPOHA, OCYUWEeCMEIamb NOCMOAHHbIU KOHMPOIb INeKMPOIUMO8 KPOSU U
Jleyums OaHHoOe COCMOosIHUe.

Kommenrtapuu: Ilpu pazsumuu eunexomacmuu na Goune npuema AMKP y nayuenmos

MYIAHCCKO2O noaa u Hapymeuuﬁ MEHCMPYANbHO2O0 UYUKIA VY NAYUEHMOEB JICEHCKO20 noaa
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PEKOMEHO0B8AHA 3AMEHA CNUPOHONIAKMOHA HA CENeKMUBHbIL AHMALOHUCT  ATbOOCMEPOHA
annepenon (25 mr/cyr, makcumanbao 50 mr/cyT)[1].

[MTanpmentam ¢ XCH ¢ coxpaHSIOMUMHCS CUMITOMAaMH, HECMOTpsl Ha  Tepamuio
uAll®/APA/APHU, OGera-anpenobnokatopamu u AMKP wmoxer ObITh  pEeKOMEHIOBaH
WHTUOMTOP HATPUU-TIIFOKO3HOTO KoTpaHcmoprepa 2 tuna (uHIJIT2) #namaramdgaosmu™*.
YOO 5, YYP C) [41]. Ipumenenune npenapara y aereii off label.

Kommenrtapuii: OcHognbim  nokasanuem O0ns HasHaveHus #oanaznugnozuna™*  saensemcs
caxapuvlii ouabem 2 muna, 00HAKo pesyarbmamvl ucciedoganus DAPA-HF 6o e3pocioi
RONYAAYUU NPOOEMOHCMPUPOBATU, YMO Ha3HaveHue #oanaenugpnozuna™* y nayuenmos ¢ XCH
CO CHUJICEHHOU COKpAMUmenbHoll CHOCOOHOCMbIO MUoOKapoa u 6e3 caxapHoeo oduabema
CONPOBONCOANOCH CHUNCEHUEM PUCKA CepPOeyHO-COCYOUCMOU CMepmu U 20CNUMAIU3ayuti no
nosody CH. B nacmosiwee 8pems oanaenu@nosun ekiouer 8 Egponetickue pekomeHoayuu no
JICYEHUIO XPOHUUECKOU CepOeyHOU HeOOCMAmMOYHOCMU )Y NAYUEHMO8 C COXPAHHOU U CHUNCEHHOU
@B [39]. B oemckoit nonynayuu nayuenmos ¢ XCH 6 nacmosiwyee épemsi onyoiukosano 0o0Ho
HabawoamenvHoe ucciedosanue sghgexkmusnocmu  npumenenus #oanaeaugnosuna**, no
OGHHBIM  KOMOPO20 Npenapam nokasail ceow dpgekmuenocms U  6e30nacHOCMb U
NPOOENnOHCMpPUpPoOsan, umo 00basieHue K mepanuu Oanda2iu@uo3und COnpoBoICOAIOCH

SHAYUMBIM CHUIICEHUEM YPOBHS HAMPUUPemu4ecko2o nenmuoa u nosviernuem OB [42].

e Hasnauenue quyperukoB pekoMeH0BaHO namnueHtam ¢ XCH ¢ cumnromaMu 3a1epixku
xunkocta [1,4,9,5,11,40,43,44]. (YA 4. YYP C)

Kommenrapumii:  /luypemuxu He omHOCAmMCA K  OCHOBHbIM — 2DYNNAM — NPEnapamos,
ucnonvsyrowuxca 0ns namozeHemudeckozo nevenuss XCH, oonaxo ux npumeneHue Hapsaoy co
CHUDICEHUeM Npeo- U NOCMHAZPY3KU, NPUBOOUM K VAVUULEHUIO (DYHKYUOHANbHO20 COCHMOSAHUSI
sHympennux opeanos. ¥ nayuenmog ¢ XCH ouypemuxu 004#CHbL RPUMEHAMbCA 8 KOMOUHAYUU C
p-Ab, uAllD/APA, AMKP (npu omcymcmeuu npomueonoka3aHuti K OAHHbIM 2PYNnam
npenapamos). /[03b1 OuypemuKkos onpeoeisitomcs UHOUBUOYAIbHO C Y4emoM 803pacma pebeHKa,
cmaouu XCH, gvlpasicenHocmu omeyHo20 cuHOpoma, s¢hghekma om paree NPUMEHABUUXCS 003
u op.
AJITOPUTM HA3HAYEHHS TNYPETHKOB:
Tepanuto nayunarom ¢ HUZKOU IHDEKMUBHOU 003UPOBKU, KOMOPAsL NOCMENEHHO VEeIUdUBAen s
00 UCUE3HOBEHUS CUMNIMOMOS.
Ilpu ucuesnogenuy cuMnmMoOMO8 3aCMOos HCUOKOCMU U OOCMUNCEHUU CMAOUNLHOU MACCbl mead
003y MOYE2O0HHbIX CPeOCm8 MOJNCHO CUUMAmMb A0eK8AMHOU 6 OmMCYMCMEUU NPUHAKO8

HapyuweHus QyHKyuu nouex u 0ecuopamayuu.
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Lenvro Ouypemuyeckou mepanuu s61semcsi 00CMUdNCeHUe COCMOAHUS 3)80JeMUU C NOMOUbIO
MUHUMATBHOU 003UPOBKU OUYPEMUKA.

Ilpu Odocmudicenuu KoMneHcayuu peKoMeHO08aH Npuem QUKCUPOBAHHOU 003bl OUYPEMUKOS,
B03MOJICHO ee U3BMEHeHUe HA OCHOBAHUU De3VIbmMamos KOHMPOIs MACCbl meid, 6blnumou u
8b10€ICHHOU HCUOKOCU.

Bo epemsa mepanuu Ouypemuxamu peKoMeHO08AHO pe2yApHO Monumopuposams AJl, yposHu
Kaus, Hampus, KpeamuHuHd, MOYes8UHbl 8 KPOBU.

Aenenusa oexomnencayuu XCH mpebdyiom ysenuyenue 003bl OUYpemuKa 6 césa3u ¢ pazeumuem
eunonep@yzuu u Omexka CMEHOK KUWEYHUKA, 4MO NPUBOOUM K HAPYUIEHUIO BCACblBAHUs
npenapama.

B cnyuae pazeumus pegpaxkmeprnocmu Kk moueconnou mepanuu unu Oekomnencayuu CH,
B03MOJICEH Nepeso0 HA GHYMPUBEHHOE 68e0eHUe npenapama, 000asieHue K mepanuu
OONOTHUMENbHBIX OUYPEMUKO8, UHOMPONHLIX NPEnapamos.

Ilpenapamam nepsou nunuu mepanuu CH sensaromes nemaesvie 1ub0 muazuoHvle OUypemuKi.
Ta6auna 14.

Jl03b1 INYPEeTUKOB, Hanbo0JIee YacTO MPUMEHSIIOIIUXCS 114 Jedenus aereii ¢ XCH

[Ipenapar Cnioco0 npuMeHeHus /lo3a
BHYTPb, 1-4 mr/xr/244 B 2-4 nmpuéma
dypocemug**
BHYTPUMBIILIEYHO, 0.25-2 mr/kr/
BHYTPUBEHHO Kaxaple 612 4.
H#1 uapoxIIopTHA3U ™ *[BHY TP 1-2 mr/kr/244 B 1-2 nmpuéma
#Topacemu™*™ BHYTPb 0,1 mr/kr/24q

I[Ipu XCH IIA cragum, Korga y MallMEHTOB OTCYTCTBYET 3a€piKKa >KHJIKOCTH,
PEKOMEHIOBaHO Ha3HA4aTh THa3uaHbIe quyperuku [4]. (YA 5, YYP C)
KommenrTapuu: [layuenmam ¢ HU3KUM apmepuanivHbiM OagieHuem U CKIOHHOCbIO K
KOJLLANMOUOHBIM PeaKyusimM muasuonsvie OUYpemuKky Ha3Ha4ams He PeKOMeHOO08AHO, NOCKOLbKY
OHU Oarom Haubollee 8blpAdNCEeHHbIU 2unomen3usuvlli s¢ppexm. Tuaszudvl Heshdexmuenvl npu
CHUJCEHHOU (DYHKYUU NOYEK.

PexomeH0BaHO Ha3HAYEHWE TETIEBBIX JUYPETHKOB TIPH KOMIUIEKCHOM JICUEHUS
narenToB ¢ XCH IIb u Il crapuii npu Hamuuuu 3anepxku xunkoctu [1,4,9,5,11,40,43,44].

(VI/14, YVP C)
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KommenTapuu: ®@ypocemuo™™ svizvisaem Oblcmpbwlii MOWHbIL, HO HENPOOOINCUMENbHbLU
ouypemuueckutl 2¢hghexm, Oeticmsue npenapama HA4UHAEMCs yepe3 Yac u npooodicaemcs 4-6
Yacos, npu GHYMpUBEHHOM 86edenulu npenapama 3¢gexm nacmynaem uepez 10-15 munym u
npoooaxcaemcs om 08yxX 00 mpex uacos. Ilpu conymcmeyroweil noueuHol HedoCmamoyHoCmu
0o3a ¢hypocemuda yeseruuusaemcs 0o 5 wme/ke/cym. Ilpenapam obradaem 00cmamoyHo
BbIPANCEHHBIM CUHOPOMOM OMMEHDL.

#Topacemuo™* obnadaem OONOIHUMENLHO — AHMUANLOOCMEPOHOBOU  AKMUBHOCMBIO U
anmughubpomuueckum Oevicmeuem. 10 me mopacemuoa coomsemcmayiom 40 me ¢ypocemuna
Ilpumenenue npenapama y oemeun off label.

B Ta61.15 npeacraBineHsl BO3MOKHbBIE HApYILIEHUS IPH IPUMEHEHHH METIEBBIX TUYPETUKOB [4].
Tab6auna 15.

Bo3moikHbIe HapymeHus NP NIPUMEHCHUH NETICBbIX TUYPCTUKOB

Hapymenus HeoOxonumble MeponpusITHS

YBenmunth n03upoBKy HAIID/BPA. [lomomHuTh Tepanmuio mpernapaTrom
['nokanuemusy/

CPYIIBI AHTArOHUCTOB aIbIOCTEPOHA
rUIOMarHe3ueMus

JIOTIOJTHUTE Tepanuio NpenapaTaMy Kaaus 1 MarHus

OrpaHuyuuTh NPUEM KUIKOCTH

OTMEHHUTH THA3UJHbIE TUYPETUKH WUJIHM MEPEBECTH Ha IMETIEBbIE, €CIH 3TO

BO3MOKHO

'YMEHBIINUTH TO3UPOBKY IMETJIEBBIX AUYPETUKOB UIM OTMEHUTH, €CJIH 3TO
['unonarpuemus

BO3MOKHO
Bo3M0)XHO Ha3HaUE€HUE aHTarOHUCTOB PELENTOPOB Ba30IpeccHHa
BrHyTprBeHHas HHOTPOIHAS MTOAAEPKKa

Bo3moxken remoauanu3 (ynbTpauIbTpaIus)

B03M0KHO Ha3HAYEHHE AJUTOMYPUHOIA

[Ipyn cumnTOoMax mojarpbl PEKOMEHAYETCS KOJXULWH JUIl YMEHbIICHUS
[urepypuKeMust/oaarpa
0o

He pexomenaytorcss HIIBC

O1eHUTh BOJHBINA OanaHc
["uroBosIeMust/ qeruapaTarys
B03M0XHO yMEHbIIIEHHE 03Bl JUYPETUKOB

Co0roieHre BOQHOTo 0anaHca

YBETUYUTH 103y AUYPETHKOB
CHIDKEHHBIN OTBET U
[lepexmounThes ¢ pypoceMuaa Ha OyMeTaHH]T WIIK TOPACEMU/T
PE3UCTEHTHOCTh K
/100aBUTH aHTAaTOHUCT AJTHIOCTEPOHA
TypeTuKam
KomOnHanus meTaeBbIX U THA3UIHBIX JUYPETUKOB

[IprMeHeHne eTIaeBbIX TNYPETHKOB 2 pasa B ACHb
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Bo3MokHO B/B BBCJICHUC KOPOTKHUM KYPCOM IICTIICBBIX JUYPCTHKOB

OIIeHNUTH TUTIOBOJIEMHIO/ IETHAPATAITHAIO

Mcxmounth HepoTokcuueckue npemnapats! (HITBC)
[loueunass HEIOCTATOYHOCTH
OTMEHUTH aHTATOHKCT aJIbI0CTEPOHA
(BHE3aITHOE MTOBBIIIICHUC
5 [lpu mcnonb30BaHUKM KOMOWHAIIMYU TIETIICBBIX M THA3WIHBIX JHYPETHKOB
YPOBHEH MOYCBHUHBI, a30Ta,
ocyeTHIe HeOOX0MMO OTMEHHTh
KpeaTHHWHA KPOBH)
Cam3uTh 103upoBkH HAIID/BPA

Bosmoxxen remonuanus (yabTpaduibTpaLus)

Hetssm ¢ XCH u @B <40% pexomMeHA0BaHO Ha3HAYCHUE TMOACP)KUBABIINX /103 JUTOKCHHA** B

coyetanuu ¢ HazHaueHUueM UATID, 6era-61okaTtopoB u auypetukos [4,9,40]. (YA 5. YYP C)

Kommenrtapun: Knunuueckue nabnrooenus oemoncmpupyiom 3¢hekmusHocms OueOKCUHa y
odemeti ¢ XCH 6 6ude ymenvuienuss CUMRMOMAMUKU, VIYYULEHUS COKDAMUMOCIU MUOKApOdQ,
CHUDICEHUE HeUPO2YMOPATbHOU AKMUBAYUU (NOHUdCEHUe YDOBHS KAMEXOIAMUHO8 U aKIMUBHOCMU
PAAC), umo noszsonsem cuumams HA3HAUEHUE NOOOEPIHCUBAOWUX 003  OULOKCUHA
namoeenemuyecku 060CHo8anHbIM Y Oemetl ¢ cucmoauyeckou XCH.

B nacmosawee epemsa npu neuenuu XCH pexomendyemcsi ucnonvsogauue noooepicusarouseri
003bl OU2OKCUHA (01151 2pyonbix Oemetl — 5-10 mke/xe/cym, demetl cmapue 200a - 3-5 mxe/ke/cym,
Ho He bonee 0,125 me/cym Ons 6onvhblx ¢ Maccol mena menee 55 ke u ne 6onee 0,25 me/cym npu
macce mena bonee 55 Ke), npu KOmMopou NOIHOCMbIO NPOGIAIOMCIL €20 IKCMPAKAPOUATbHOEe
HetpoOMOOYIAMOPHOE Oelicmaue U He BbIPANCEHO NPOAPUMMUYECKOe TUHUE.

Jueoxkcun 6 KomOuHayuu c ouypemuxamu sAensiemcs cmapmogou cxemou nevenus XCH
0bycnosnentol Hexkoppueuposanuuvimu BIIC ¢ nepecpyskoii obvemom, 60e3 obcmpyKyuu
KPOBOMOKA.

Ha ¢pone mepanuu oucoxcunom neobxooum KOHMpPOLb INEKMPOIUMOE KPOSU, (DYHKYUU NOYEK,

OKI (onacnocmo pazeumus apummuii).

[TaimenTaM ¢ CHHYCOBBIM pPHTMOM, HOJYYaloIMX ONTUMalbHy0 Tepanuio [B-Ab,
uAIIO/APA/APHU u AMKP, npu wnemoctatouHoMm koHTpoide UYCC pekoMeHI0BaHO
npuMmeHeHune #uBadpaguna** [45]. (YA 2, YYP B). [Ipumenenue npenapara y aereii off
label

Kommenrapum: Msabpaoun cnusxcaem YCC 3a cuem cenekmuHoeo UHSUOUPOBAHUS UOHHO2O
moka 6 If-kananax cunycoeozo y3na, He 61uss HA UHOMPONHYIO QyHKyuio cepoya. Ilpenapam

Oeﬁcmeyem MOJIbKO Yy nayuesrmos C CUHRYCO8bIM DUMMOM. Taxorce npenapam moaxncem
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NPUMEHAMbCS Y NAYUEHMO8 ¢ CUHycosblm pummom u cumnmomamu XCH -1V @K npu
Henepenocumocmu f-Ab.

Hesabpaoun nazunauaiom 6 nayanvhou oose 0,1 me/ke 6 cymxu 6 2 npuema (maxcumaivhio 10
me/cym 6 2 mpuema), makcumanvHas 0osa cocmasinsiem 0,3 me/ke 6 cymku 6 2 npuema

(makcumanvro 15 me/cym 6 2 npuema).

B kauecTtBe KparkocpouHoro jiedeHus: octpoil aekomnencanuun XCH npu HeaddexTuBHOCTH
CTaHJapTHOTO JICYCHUS] PEKOMEH/IOBAHO Ha3HAUYEHHE MHOTPOIHBIX npenapatos [1,4,9,40,46-48].
(YA 4. YYP B)

Kommentapuu: #/lesocumenoan™* -  necruxosuouvii  kapouomonuk.  Hazuauenue
J1e60CUMEHOAHA NOKA3AHO 6 Kauyecmee KPAMKOCPOUHO20 JedeHUsi OCMpol OeKOMNeHCAyuu
msicenol  XpoHuueckou cepoeunou Hedocmamoynocmu (XCH) npu nesgpgpexmuenocmu
CMAaHOapmHou mepanuu U HeoOX0OUMOCMU 8 UHOMPONHOU mepanuu. Y OO0NbHbIX ¢ XPOHUYECKOU
cepOeuHoll  HedOCMAamoYHOCMbIO  NOJIONCUMENbHOE — KATbYUU3ABUCUMOe  UHOMPONHOEe U
sazoounamupyrouiee oelicmeue 1e80CUMEHOAHA NPUBOOUM K YBEIUYEHUIO CUTbl CEPOeYHbIX
COKpaWjeHUutl U CHUMCEHUI0 NPeOHAspy3KU U NOCMHASPY3KU, He YXyoulds OUuacmoiuyeckyio
Qyukyuro. Axmusupyem UWEMUSUPOBAHHBIL MUOKAPO Y NAYUEHMO8 NOCie YPEeCKONCHOU
MPAHCTIOMUHATbHOU AHSUONIACMUKU KOPOHAPHBIX apmeputi unu mpomoonusuca. Jlesocumenoan
nosviuiaem cepoeunsvlii 8b1OPOc, YOapHulll 00veM, yeeaudusaem Gpakyuo evl0poca U Yacmomy
cepoeunvix cokpauwjenuil (YCC), crudcaem cucmoaudeckoe u OUACMONUYECKOE APMEPUATILHOE
oaenenue (A/]), 0oasnenue 3aKIUHUBANHUS 8 KANULIAPAX e2KUX, OABNIeHUe 8 NPABOM NPedcepoul U
obuee nepughepuueckoe cocyoucmoe conpomueienue. Haznauaemcs nesocumenoan 8 euode
ungysuu 6 meuenue 1 yaca 6 0ose 12 mke/ke ¢ nocnedyiowerl HenpepwvleHol ungysuel 6 0oze
0,1-0,2 mre/xe/mun 6 meyenue 24 uacos.

Hooymamun™* - cenexmunviii  Oemal-adpeHomMumMemuk, OKaA3vleaem  NOJOHNCUMETbHOE
unomponnoe Oeticmeue Ha cepoye, ymepenno yeeauuusaem UCC, yeenuuusaem YO u MOC,
CHUdICaem o0wee nepughepuieckoe CONpoOmMusieHue U CcOCyoucmoe conpomugienue Maio2o
Kpyea KposooopaweHus, 8 cpeOHUx u evlcokux 0ozax (7,5-10 mxe/xe/mun) nosviuwwaem YCC u
cucmemHnoe AJl, ymenvuiaem oaenenue HANOJIHEHUS HCeYOOUKO8 cepoyd, 8 Maablx 003ax (2-4
MK2/Ke/MUH) yeeruuusaem noueunvllli U KOPOHAPHBIU KPOBOMOK, Viyyuidem CHaOiceHue
KUCTIOPOOOM MUOKAPOAQ. Yuumuleas 603MONCHBIN MAXUKAPOUMUYECKU U APUMMO2EHHbIU
agpghexm cmumynamopa Oema-peyenmopog OOnamMuHa, Npenapam HNPUMEHAEeMmcs KOPOMKUMU
kypcamu, npu HK 111 noo nocmosinnvim monumopHoim konmponem A u KT

Jonamun™* - anvgpa, b6emal,2-a0penomumemux, CMUMYAAMOP OONAMUHOBLIX DeYenmopos

Ilpenapam 6 euode ungyzuu 6 0oze om 5 0o 15 mxe/ke/mun npumensemcs 6 ciyyae
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O0EKOMNEHCUPOBAHHOU — pehpaKkmepHoll  cepOeuHoU  HeOOCMAMOYHOCMU Ol Y8elUUeHUs
cepoeunozo 8vibpoca, cmabuiusayuy yposHs cucmemnoz2o AJl, yeenuuenusn ouypesa. /levicmsue
Hacmynaem yepe3 5 MUHym om Hauana uH@y3uu, MaKkcumaibHuli dggexm uepesz 5-7 MuHym.
[Ipu HeoOXOaMMOCTH JIeUeHUs HapylieHUuH putMma cepana y aere ¢ XCH He pekoMeHI0BaHO
Ha3HayaThb CpPEJICTBA C OTPUIATENIBHBIM HHOTPOMHBIM J(PQPEKTOM U aHTUAPUTMHUECKUE
npernapatsl | kimacca (pUCK OT BBI3BIBAEMBIX HMH apUTMHH TMPEBOCXOAMUT TMOJb3Yy OT
AHTHApPUTMUYECKOr0 JEMCTBMSI), MOKAa3aHO IPHUMEHEHUE aHTuapurMuueckux mpenapartos |l
Kiacca (#ammogapon™* wiun #coramoa**) [4]. YA 5, YYP C)

KommenTapuii:# Amuooapon™* (10 me/xe/cym 6 06a npuémas meuenue 10 ouetl ¢ oanvHeuuum
nepexooom Ha 5 Mme/ke/cym 6 00un npuém) ogpekmusen 6 OMHOWEHUU — KAK
CYNPABeHMPUKYIAPHLIX, MAK U JHCENYOOUKOBbIX APUMMUL, He YXyouiaem COKpaAmumenbHyo
CHOCOOHOCMb  MUOKapoa u o001a0aem CceOUCMBAMU NepUGepuuecKozo 8a300uULamamopa.
Ilpumenenue npenapama y oemeii off label .

#Comanon** masnauaemcs 6 0oze om 2 0o 8 wme/ke/cym 6 2 npuema, yuumovigas e2o
svipadicennvie bema-onrokupyrouwue ceovicmsa. llpumenenue npenapama y oemeii off label.
[Taruentam ¢ XCH pekoMeHI0BaHO Ha3HAYEHHE AHTUKOArYJISIHTOB IPU HAJIMYUMK TPOMOOB B
nojoctax cepana [1,4,9,40,49-52]. (YA 3, YYP B).

[Marmmentam ¢ XCH u pe3koM CHIKEHUHM COKpaTHTENIbHOH crocoOHoctn mMuokapaa (OB JDK
<25%) pekoMeHIOBaHO HA3HAUYECHUE AHTUKOATyJISHTOB IPH HAJIWYUM B aHAMHE3e TPOMOOB B
MOJIOCTSX cep/ria uim Tpombosamoonuu [1,4,9,40,48-52]. (YA 4, YYP B).

[Tarmentam ¢ XCH co camxennon @B JDK pexkomeH10BaHO Ha3HAYEHNUE aHTUKOATYJISIHTOB IIPU
HEKOHTpOMpyeMoi GuOpWILISAIMKU Wik Tpernetanuu npeacepanii [1,4,9,40,49-52,79]. (YA 4,
YVYP B).

Kommenrtapuii: I'enapun nampua** enympusenno 6 nauanvhoti 0oze 75 ME/ke/10 mun (ne
bonee 5000 ME/uac); noooepxcusarowasn 0osza y demeti 0o 1 cooa 20-30 ME/ke/uac (8 cpeonem
28 ME/ke/uac), y Oemeti cmapwe 2ooa 20-35 ME/ke/uac (8 cpeonem 20 ME/ke/uac), y
noopocmkog 10-30 ME/ke/uac (6 cpeonem 18 ME/ke/uac), no ne 6onee 1300 ME/ke, noo
koumponem AYTB (c yonunenuem 6 1,5 paza no cpagneruro ¢ UCXoOHbIM).

Huskomonexynapuuvle eenapunvl (s3noxcanapun nampua™*, danmenapun Hampus) nOOKOICHO 8
JneuebHnol 0oze y demeti <2 mec 150 Eo/ke/esedenue kaxcovie 12 uacos, y oemeu >2 mec 100
Eo/ke/s6edenue kasicovie 12 uacos;, 6 npoghunakmuueckou 0oze y Oemeu <2 mec 75
Eo/ke/s6edenue kaxcovie 12 uacos, y demeii >2 mec 50 Eo/ke/esedenue kaxcovie 12 wacos noo
koumponem antiXa-gpakmopa (donscnoe snauenue 0,5-1).

Bapgapun™* - nauanvuas oosza 0,1-0,2 me/ke/cym noo konmpoaem MHO kasxcovie 1-3 OHs, ¢

oocmudiceruem yeiesoco 3HaA4eHus 2, 0'3,0 (npu MEXAHUUECKOM nponesze MUmpalbHo20 KilanaHa
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2,5-3,5). Ilepeo mauanom npuema npenapama HeoOX0OUMO YOOCMOBEPUMBCSA 8 OMCYMCMEUU
@axkmopos 6vicoKo20 pucka KpogomeueHuli (koazynonamuu, szeenHvie nopasxcenus KKT u
m.0.). Ilocie noobopa noododepoicugaroueri 003bl NPOOOANCAIOM HNOCMOSAHHBIL Npuem ¢
pe2yiapHbIM

PekoMenayercss Ha3HaueHUE MpENapaToB, YIYUIIAIOMIMX TPOPUKY U METabOIU3M, a
TaK)Ke SHEpPreTHdeckuii moTeHmman kieTku (kodH3uM Q10, muroxpom C, JIEBOKapHUTHH,
npenapathl Kanus 1 maraus u ap.) [4, 53-55]. (VA 4, YYP C).

3.1.3. Tepanus, peKOMeHI0BAHHAN NallHeHTaM ¢ auacroandeckoin CH.

. VYV nauuentoB ¢ XCH c coxpannoit ®B JIK pekomeHyeTcs pacCMOTPETh BO3MOKHOCTh
npuema HAIID/APA/APHU, B-Ab, AMKP, uHI'JIT2, pekomennmoBanubix npu XCH co
camwkennon ®B JDK. (YA 5, YYP C).

KommenTapuu: Hccneoosanuil, noceawennvix nevenuro ouacmoauveckou XCH y oemeii, ne
NPOBOOUNOCH, OOHAKO AHANU3 pAHee BbINOJHEHHbIX UCCAe008aHUll cpedu 83pOCIIOL NONYIAYUU
nayuenmos ¢ XCH oemoncmpupyem cnocoonocmo uAIllO/APA/APHU, [-AB u AMKP chusxcamo
CMEpMHOCMb U YUCTIO NOBMOPHBIX 2ocnumanusayull y nayuenmos ¢ XCH ¢ coxpannou @B [56-
60].

[Taruentam ¢ XCH ¢ coxpannoit ®B (XCHc®B) u 3acTONHBIMU SIBICHUSAMU PEKOMEHIOBAHO
Ha3HAYCHHUE AUYPETHUKOB JJII YMEHBIICHHUS BBIPAXKCHHOCTHU 3aCTOMHBIX SIBJICHUN W YIyUYIICHUS
kinHu4Yecko cumnroMmartuku. (YA 5, YYP C).

3.2. XMpypruyeckoe JeuyeHue

3.2.1. Cepneunasi peCHHXpPOHHM3UPYIOIIAs Tepanus

Cepneunas pecunxponusupytomas tepanus (CPT) - npoBoauTcs myTeM HMILIaHTALUU
OMBEHTPUKYIApHOTO  3nekTpokapauoctumynstopa (OKC), obecrneunBaer — yiydlleHue
AJIEKTPOMEXAHNUECKOr0 MaTTepHa aKTUBAlMM MHOKapJa, YAy4IlIeHHe CUCTOIMYECKONH (PYHKIUU
u oOpatHoe paszButHe pemonenupoBanusi JDK, uto conpoBoxnaercsa ynyumienneM @K XCH u
yMeHbleHneM accorupoBannoii ¢ XCH cmeptHocTH [61-64,75].
CPT pexoMeH/0BaHa MalMEHTaM C CHCTEMHBIM JieBbIM Jxenynoukom, XCH (®K CH II-IV no
Ross/NYHA), momy4aromux OnNTUMaTbHYIO MeAuKamMeHTo3Hyro Tepanuio, ¢ OB JDK <35%,
CHHYCOBBIM PHUTMOM C HIMPOKHM KomIuiekcoM QRS (COOCTBEHHBIM WIIM CTHUMYJIMPOBAHHBIM),
JUINTENILHOCTBIO 00JIeeé MaKCHMAaJIbHOTO HOPMAJIbHOTO 3HAYEHHUs JJIsl JaHHOTO BO3pacra, U
Mopdostorren moaHou O10kaab! JeBoil Hoxkku myuka ['uca. (Y1 4, YYP B).
CPT MoxeT ObITh PaCCMOTpPEHA y MAIMEHTOB C CUCTEMHBIM MpaBbiM xenynaoukom, XCH (PK
CH II-IV no Ross/NYHA), nmonydaromux ONTUMalbHYI0 MEAMKAaMEHTO3HYIO Tepamnuio, ¢ OB
JDK <35%, CHHYCOBBIM pPHUTMOM C IMUPOKHM KoMmIuiekcoM QRS (coOCTBEeHHBIM WIIH

CTI/IMy.TII/IpOBaHHBIM), JIIUTCIIbHOCTBIO 0oJiee MaKCHUMAJILHOTO HOPMAJIbHOT'O 3HAYCHHUA JJIA
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JIAHHOTO BO3pacta, W Mopdosoruei moaHOM Oyokambl mpaBoil HOXKW mydka [wca. (YA 4,
YVYP B).
CPT mosxeT OBbITh PACCMOTPEHA Y MAIIMEHTOB C ¢AMHCTBEHHBIM xenynoukom, XCH (®K CH II-
IV mo Ross/NYHA), monmyuaronmx ONTHMAalbHYIO MEIUKaMEHTO3HYI0 Tepamnuto, ¢ OB JIK
<35%, CHHYCOBBIM pUTMOM C IHUPOKUM KomiuiekcoM QRS  (coOcTBeHHBIM WK
CTUMYJIMPOBAHHBIM), JJIUTEIBHOCTHIO 00Jiee MaKCUMAJIbHOIO HOPMAJIbHOIO 3HAUEHUs MJis
JAHHOTO BO3pacTa, 1 Mopdosiorueii mosHou 0okaasr HoxkH myuka ['uca. (Y1 4, YYP B).
Kommenrtapun: Haunyuwue pezyromamor CPT oOocmuenymul 6 2epynne nayueHmos ¢
nelcmeuxep-uHoyyupo8anHol kapouomuonamueu. Hanuuue 6 cucmemnon nosuyuu JDK 6vi10
HE3A8UCUMBIM NPEOUKMOPOM VIVUULEHUS. CUCONUYeCKOU QyHKyuu dnceryoouka Ha gone CPT.
Ilpeouxmopom nesgpgpexmuenocmu CPT sensiemcs nanuuue y nayuenma OuiamayuoHHOU
kapouomunamuu. CPT a¢hghexmusna 6 couemanuu ¢ Opyeou KOppeKYUoHHOU U NALTUAMUBHOU
xupypeuetl Ha cepoye.

3.2.2. UMn1anTanusi KapanoBepTepa-nepudpuiiasitropa
Wmnantanus KapauoBepTepa-nepuopuiuisiTopa MOKET OBITh PacCMOTpPEHa Y MAlUEHTOB C
XCH, mepeHecumx OCTaHOBKY Ceplla BCIEACTBHE Pa3BUTHUS HKENyJOUYKOBOH apUTMUH, IMOCIIE
UCKIJTFOUEHHS 00paTUMBIX MPUYKH JaHHoro coctosuus [68]. (YA 5, YYP C).
WMmnanTanus kapauoseprepa-aegpuopuiuiaropa MoxXeT ObITh paccMoTpeHa y namuentos ¢ XCH
C TeMOJMHAMUYECKH HEMEPCHOCUMBIMU JKCIyJOYKOBBIMU apUTMHSAMH, TIPH  XOPOIIEM

(GYHKIIMOHATHLHOM COCTOSTHHH U TIPOTHO3€ BhbKHMBaeMocTH Oosiee 1 roga [65]. (VA 5, YYP C).

3.2.3. Mexann4ecKkue yCTpoOicTBAa NO/IeP:KKH KPOBOOOpaIeHHs

[pu pedpakrepHoit k koHcepBatuBHON Tepanuu XCH (K CH II-IV no Ross/INYHA)
PEKOMEH/I0BaHA HMMILIAHTAIMS KEITYJTOYKOBOW BCIIOMOTATEIHLHOW CHCTEMBI KPOBOOOpAIICHWS,
KaK «MOCTa» K BOCCTAaHOBJICHHUIO WJIM K TpaHCIUaHTaruu cepana [66-69]. (YA 5. YYP C)
KomMmeHTapum: g xauecmee Kanouoamos 0isi UMHIAAHMAYUU HCEYOOUKOBOU BCNOMOSAMENbHOU
cucmemvl  KpoB0OOpAUeHUss MO2ym paccmMampugamscs NayueHmvl ¢ OUIAMAyUoHHOU U
eunepmpoghuueckol  Kapouomuonamueu,  8POHCOEHHbIMU — nopokamu  cepoya,  IKC-
ACCOYUUPOBAHHAsT MUOKApPOUanvHas oucyukyus (6 omcymcmeuu s¢p¢pexkma om CPT). He
PEKOMEHO08AHA UMNIAHMAYUSL CUCEM OIUMETbHOU NOOOEPAHCKU KPOBOOOPAUEHUS NPU:
HeoOpamumou OUCHYHKYUU no4ex, neueHu, 1ecKux 6 pe3yibmame XpoHUueckux 3a001e6anul;
AKMUBHOU CUCEMHOU UHpeKyuu,
HAIU4UU 310Ka4eCcmeeHHblX HOB00OPA3068aAHUL,
BbIPAINCEHHOM HEBPOJIO2UYECKOM dedhuyume;

HAapyueHnusix C6€pH1bl6ai0W€ﬁ cucmemuvl Kpoeu,
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OMCYymcmeuu COYUanIbHOU NOOOEPHCKU / NPUBEPHCEHHOCU K JleUeHUIO (PeOKo).
Bo e6cex cnyuasx pewenue npuHumaemcs UHOUBUOVAILHO O KAHCO020 NAyueHma ¢
MujamenbHOU OYEeHKOU NOb3bl U BO3MONCHBIX OCIONCHEHU.
3.2.4. IkcTpakopnopajgbHasi MeMOPAHHAS OKCUTeHAI[USA
DKcTpakopropajibHas MeMOpaHHas OKCUI€HAIMsl PEKOMEHJI0OBaHa MalleHTaM C MOTEHIUAIbHO
oOpaTuMoi (hOopMoii TbIXaTeILHOM, CEPICYHON WIIM CEPACUHO - JISTOYHON HEJ0CTaTOYHOCTH [69-
71]. (YAA4 5, YYP C).
(Cunna pexomenganum I; ypoBeHb 10cTOBEpPHOCTH JOKa3aTenbCTB C)
KommenTapuu: Ouens 6adicuvim ssisemces omoop nayuenmos 0is npogedetusi IKMO.
Abcontomusie npomusonoxazanus k evinoanenuro IKMO:
- XPOMOCOMHbIE AHOMATUU C PAHHUM JIEMATbHLIM UCXOOO0M,
- mAdNCeNas He8pPoI02UYECKAsI NAMONO2USL,
- 3710KauecmeeHHbvle HeKypabeibHble HO8000PA308AHUS.
OmuocumenbHvle NPOMUBONOKAZAHUSL:
- onumenvras UBJI (bonee 14 oneiti),
- Heupoxupypaudeckue MAaHunyIayuu uiu 6HYmpuuepentvle KpOGOUSIUAHUS OAGHOCMbIO He
bonee 7 Ouell:
- XpoHuueckue 3a001e8anus ¢ Heb1a2oNPUAMHBLIM NPOSHO30M.
Buvicokuii puck:
- KOKNIOUIHASL NHEBMOHUS U OUCCEMUHUPOBAHHAS 2epnec-8UpPYCHASL UHpEKYUs,
- AKMUBHASL YUINOME2AL08UPYCHAS UHGDEKYUsL
- mAdceNas NOAUOP2AHHAS HeOOCMAMOYHOCb,
- mAdNceNas Koa2yionamus U mpomooyumonenus.
Ha npakxmuke OKMO wuwacmo ucnonvsyemcs 6 kauecmee memood 6CHOMO2AMENbHO20
Kpo800obpaujenusl:
nocie onepayuili Ha cepoye, 0ObLIYHO NOCIe XUPYPSUUECKOU KOPPEKYUU BPONCOEHHbIX
NOPOK08 cepoya,
npU MPAHCHIAHMAYUY CepOYa Ul 1e2KUX,
npuU MUOKapoume Uiy nPu peaxyuy OmmopiCeHusi mpaHcniaHmamd.
3.2.5. TpancnianTauus cepana
I[1pu pedpaxreproit XCH mosxkeT ObITH pekoMeH1oBaHo npoBenenne TC [72-74].
OcHoBHble npuunHbl TC B 1€TCKOM BO3pacre:
bone3snn mMuokapaa ¢ CUCTOTMYECKOW W/WIM JAUACTONMYECKOW AUCYHKLIMEH B TepMHUHAIbHON

cTaauu (HampuMmep, KapAUOMUONATUH, MUOKAPINT);
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Hekypa6enpasie BIIC (ocobenno mamnuentsl ¢ BIIC ¢ remomuHamMuko# Tocie ornepanud
I'menna/®oHTeHa);

Kusueyrposxkatomue, pepakTepHbIe K MEIMKAMEHTO3HOU Teparuy apuTMHH;

HekypaGenbHble OMyXoJId Cep/la, BHI3BIBAIONINE OOCTPYKIUIO KPOBOTOKA WM HapylleHUE
(GYHKIINY 5KeTyJOYKOB CEp/IIa;

Perpancrnanranus cepaua;

[TarueHTHl, KOTOPBIX HEBO3MOXXHO OTJIYYHUTh OT YCTPOWCTB MEXAaHUYECKOW MOAECPKKU
KpOBOOOpAIICHHUS.

KommenTapuu: Ha nepsom 200y owcusnu ocrosnou npuuunou 1C saensiomcs BIIC, y demeii
bonee cmapuieco 6o3pacma — OUNAMAYUOHHAS Kapouomuonamus. Bulocueaemocms na nepgom

200y nocie mpancniaumayuu cocmasnsiem 90%. Ilamuremusis gvlocusaemocms — 15%.
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MeaunuHckas peaﬁnnnTaunﬂ, MEIUIIUHCKHC MMoKa3aHud H

NMPOTUBONIOKA3aHUA K IPUMEHCHHUIO METO/10B peaﬁnﬂnTaunn

[lenpro peabWIMTAIIMU SIBJISICTCS TIOMOINb MAalMEHTAM WM WX POJICTBEHHUKAM B TIOTYyYCHUH
uHpopManuu O 3a00JNeBaHUM, MPUOOPETEHUH HABBIKOB CAaMOKOHTPOJS, KacalOUIMXCS
JTUETUYECKUX PEKOMEHIAINKH, (U3UIECKON aKTHBHOCTH, CTPOTOTO COOJIFOACHHUS pEeKHUMa
MEIUKaMEHTO3HOM Tepanuu, Habmonenus 3a cumntoMamu XCH u oOparieHus 3a MeAUIIMHCKON
MOMOIIBI0 B Cly4ae WX ycwieHus. [lanueHTsl JODKHBI MONMydaTh OOyYalolue MaTepUalbl,
coJieprkanire HH(GpOPMAIIHIO IO CAMOKOHTPOJIIO, CBEJICHUS O TUETE, KOHTPOJIE Beca, (PU3HIECKOM
AKTHBHOCTH, PABUJILHOM IIPHEME MPEIapaToB H T. 1.

BaxnpiM acniektom B ycmnemHoM JiedeHun XCH sBiasieTcss coOmrofieHue peKOMEHIAIUN 110
MUTAHWIO ¥ (PU3UIECKON aKTUBHOCTH.

PeabunuranmonHbie MEpONPUITHS JOJDKHBI OBITh HAINpaBJCHBI HAa MOJACPKAHUE CEPJICUHON U
nerounoit ¢ynkuuu. [lanmentam ¢ CH pexoMeHIyrOTCS peryispHble (U3NYecKue a’dpoOHbIe
HArpy3KU AJIs yaydlieHus: yHKIHOHANbHBIX cTaTyca U cumntomoB CH. [IpoTuBonokazanusimu
K (U3MYECKUM TPEHUPOBKAM SIBIISIOTCS JKU3HEYTPOXKAIOIIME HAPYIICHUS pUTMa CEpIla,
AKTUBHBIM MHOKapJIUT U MEepUKapaut, mporpeccupoBanne CH co cHMKEHUEM TOJIEPAaHTHOCTH K
(U3UYECKUM Harpy3KaM MJIM OJBIIIKA B IIOKOE B MPEIIIECTBYIONUE 3-5 THEH, TSKEIbIe CTCHO3bI
KJIamaHOB ~ cepAla, Tsbkenas  OOCTpYKTHMBHas  rumeprpoduyeckass  KapAUOMHOIATHUSA,
BHYTPHUCEPICUYHBIN TPOMOO3, OCTPhIE CUCTEMHBIE 3a00JICBaHUSI.

Taxke mnanuMeHTaM W YjIeHaAM ceMed HEOOXOJIMMO OKa3blBaTh KIMHUKO-TICUXOJOTHYECKYIO
KOPPEKIIHIO U TPOBOAMTH MCUXOJIOTHYECKOE KOHCYIHTUPOBAHHE C IENbI0 pa3pelIeHus MpooieMm,
aJanTalyy TMalueHTa B CeMbe U OOIIecTBE, COACHCTBHS COXPAHEHHIO CEMEWHBIX CBS3EH U

NEPEOPUEHTALIUH CEMEMHBIX POJIEH B CBSI3HU C OOJIE3HBIO WIEHA CEMbH.
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IIpopuiaakTuka u IUCNaHCEPHOE HADJII0IeHHE

[Tpodpumnaktuka XCH 3akmiouaercs B paHHEM BBISBICHUH 3a00JI€BAaHHMA, COMPOBOMKIAIOMINXCS
Pa3sBUTHEM CEPACYHON HEAOCTATOUYHOCTH, MPOPUIAKTUKA PA3BUTHUS YXY/IIICHUS COCTOSHUS MPU
yxxe BbisiBIeHHOH XCH. B ciyuae yxyameHuss cOCTOSHHUS HEOOXOJIHMMa TOCHUTAIU3aIUs B
CTallOHAp JIi KOPPEKIMH NPOBOAMMON Tepamuu. 1-2 paza B roj HEOOXOJUMO IJIAHOBOE
cTaunoHapHoe obcnenoBanue nanueHToB ¢ XCH mpu cTaOMIBHOM COCTOSIHMM JJISi KOHTPOJIS U
KOPPEKLIUU TEPAIINU.

Bce mnanumentst ¢ npusznakamu XCH ngomkHBl OBITH 1MOJA JAMCIAHCEPHBIM HAOIIOJEHUEM
KapAuojora IO MECTy >KuUTenbcTBa. JlucmaHcepHoe HaOMIOJEHUE OCYIIECTBISIETCS IO
OCHOBHOMY 3a00JIEBAaHUIO B COOTBETCTBHE C pErilaMEHTUPOBAaHHBIMU cpokaMH. [Ipu coxpanenuun
npu3HakoB XCH y mnamuwentoB mo jgocTikeHuu 18 jer, menecooOpa3HO TMPOIOIDKUTH

JanpHelee AUCITAaHCCPHOC Ha6J'II-OI[eHI/Ie Y KapaunoJiora.
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Opranu3zanus OKa3aHUs MeIULMHCKON MOMOIIH

Okazanue meduyunckou nomowu oemeii ¢ XCH ocywecmensemcsa 6 coomeemcmeuu co
CEOYIOWUMU YPOCHAMU:

1 ypoBeHnn

OxazaHue NEepBUYHOM (B TOM 4MCIE CHELUATU3UPOBAHHON KapJUOJIOrMYecKOl) MEIUKO-
CaHMTapHOH OMOIIM B aMOyJIaTOPHBIX YCIOBUSX;

[TIpu BbsBieHMH mnpu3HakoB CH peOEHOK 1omKeH OBITh HAMpaBlIeH B MEIUIIMHCKYIO
opraHuzaiuio 2 - 3 ypoBHs (CTarmoHap).

[Tocne mnocranoBku juarHo3a CH peOEHOK JOMKEH HAXOAWUTCS IMOJ  JUCIAHCEPHBIM
HaOJI0ICHNEeM Bpaua IeauaTpa, Bpaya-IeTCKOro Kapauojora Mo MECTY JKUTENIbCTBA C Yy4ETOM
pekoMeHaalui cnenuanucToB 2-3 ypoBHs. KpatHocTh HaOmroneHUs Oomnpenensercss UCXOoAs U3
crenenu Tsxectu CH.

[lpr yXynmieHWH COCTOSIHMS W/MIM DPa3BUTUM OCIOXXKHEHHH pEeOEHOK JIOIDKEH TOIYyYUTh
HalpaB/IeHUEe HA TOCHUTAIM3ALMIO B MEAULIMHCKYIO OpraHu3aiuio 2 - 3 ypoBHs, JU00 0JIKEH
OBbITh TOCIUTAIM3UPOBAH 10 SKCTPEHHBIM IIOKA3aHUSAM.

Ha 1 ypoBne pe6énok ¢ CH (K I - II B oTCyTCcTBUM KU3HEYIPOKAIOIMIUX apUTMUN) MOXKET
[OJIyYUTh HapaBjeHUE Ha PeaOMIMTALIMIO IPU OTCYTCTBUM MEAMIIMHCKUX IPOTUBOINOKA3aHUM.
2 ypoBeHb

OxkazaHue crenuaiu3upoBaHHON KapIuOJOTUYECKOW MEIUIIMHCKOM IOMOIIM, B TOM YHCIIE
NEPBUYHO-CIIENATN3UPOBAHHOM;

-HampaBJeHUe s OO0CJeOBaHUS M JIEUYCHHMs NpU HAJTMYUU MEIUIMHCKUX IOKa3aHUH B
MEAMLIMHCKHE OpraHu3aluu 3 ypoBHS.

3 ypoBeHb

-0Ka3aHUeE IUIAHOBOM, HEOTJIOXKHON M DKCTPEHHOHN CIELMAIN3UPOBAHHON KapAHOJIOIMYECKOH, B
TOM YHCJIE BBICOKOTEXHOJIOTUYHON MEIULIMHCKON TTOMOILIH;

-MOATOTOBKAa WM HAmNpaBlIeHWEe  JUIsl  [POBEACHUS  KapJIUOXUPYPTUYECKUX WM

PEHTIE€HIHAOBACKYJIAPHBIX UCCIECIOBAHU;

Iloxkazanuss I JKCTPEHHOH TIOCHUTAIM3ALMH B MEIMIMHCKYI0 OpPraHu3aluIo
(cranuonap):
-okcTpeHHass rocnuranusanus naerel ¢ XCH pexkomennyercs npu aekommneHcainuun XCH,
HECTaOMJIbHOCTH TeMOAMHAMUKH, HATMYUH KUZHEYTPOKAIOIIUX HAPYIIEHUH CepIeYHOT0 pUTMA.
KommenTtapum.
K orcusneyzpoorcarowgum cocmosinuam npu oexomnencayuu CH omunocames Kapouo2eHuwiil Wok,
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NPUSHAKU eunonep@yzuu, NPUHAKY 8bIPANHCEHHOU 2UNEPBOSIeMUL N0 OOHOMY UIU 000UM KDPY2am
KPOBOOOpAUEHUSA, HCUSHEYSPONHCAIOWUe HAPYUIEHUS PUMMA cepoyd, Camypayus KUCiopooom
(Sp02) <90%.

[Moxa3zanus Ui NJIAHOBOH rOCHHUTATU3ANNH B MeIMIIUHCKYI0 OPraHU3alMIo:

-OKa3aHHe CIENHATU3UPOBAHHON KapAMOJIOTHUECKONH MOMOUIM, TpeOyIoleil MOCTOSHHOTO
BpaueOHOT0 HAOJIOICHUS U BHIMIOTHCHUS JICYCOHBIX TPOIIEYD;

-poBeZieHnss oOcnenoBanus npu nojo3peHnr Ha CH u HeoOX0oAMMOCTH Ha3HAYeHHUS WU
koppeknuu tepanuu CH. (YPP C, Y11 5);

JuTe/IbHOCTH MpeObIBas B CTAI[MOHAPE 3aBUCUT OT TsKecTH cocTosiHus U ctaauu XCH, u kak
npasmiio coctanisiet: st XCH 2B-3ct — 3-4 ven., XCH 2b-A cr. 2-3nen., XCH 2A-1 c1. — 7-14
nHeil. [lpu crabunbHoMm cocrosiHuu npu HK 1 ¢T. u oTcyTcTBUM HEOOXOAMMOCTH MPOBEACHUS

KOPPCKUIUHU TCPpaAIlM BO3MOKHO Hpe6LIBaHI/Ie B YCJIOBUAX THEBHOI'O CTallMOHApPA.

IToxa3anus K BbINKUCKe NAallMEHTA U3 MeJUIMHCKOI OpraHu3anum (CTaluoHap):
-KynupoBaHue sBiaeHU nexomneHcauuun CH; craOunuzanus mokasareneil reMoJuHaMHKH,
3aBEpIICHHE HEOOXOAUMBIX JHAarHOCTUYECKUX MEpOIpPUATUH; Ha3HaYeHHEe HeoOX0oaAuMon
MEIMKaMEHTO3HOM Tepanuu, yJI0BIETBOPUTEIbHAS €€ IEPEHOCUMOCTh U OTCYTCTBHUE 3HAUUMBIX
0OOYHBIX AP PEKTOB.

Peadnauraumsa gereit ¢ CH (®K I - II B oTCyrcTBUM JKHU3HEYTPOXKAIOLIUX aPUTMHUI)
IPOBOJUTCS B CHEIMATM3UPOBAHHBIX PeaOMIMTALMOHHBIX LIEHTPAX/OTAEICHUSAX MIPH OTCYTCTBUU

MCIUIIMHCKHUX HpOTHBOHOK@.?»B.HHﬁ.
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7. I[OHOJIHI/ITGJILHZIH I/IH(l)OpMaIII/IH, BJINAOIIagd Ha TEYCHHEC H HCX0J

3a00J1eBaHus

7.1. ®axKTOpPBHI, BJAUAIOLIME HA HCXO0/l 3200/IeBAHNS UJIM COCTOSIHUSA

[Tporno3 XCH ompexaensercss CTENEHBIO TsDKECTH 3a0oieBaHusS W 3a00JCBaHHEM, CTaBIIEM
npuunHoil e€ pasButusa. [lo manneiM Ilemmarpuueckoro Kapamomumonartuueckoro Peructpa
CIOA 3a 5 ner ymuparor a0 50% perert ¢ XCH. Ilo nanHbiM bputanckoi cepaedHoiu
accouunanuu 34% nereit ¢ octpo Bo3Hukuer XCH BeiencTBrue nopaxeHus CEpASYHON MBbIIIIIbI
HYX/IAIOTCSl B TPAHCIUTAHTAIIMH CEp/IIla WK NOTHOAIOT B IpeJiesiaX MepBOro rojia HaOIro1eHHsl.
7.2. Baknunonpoduaakruka y aereid ¢ XCH

Ha mnpaktuke netu c 3aboneBaHusMH, conpoBoxiaromumucss XCH, wgame Bcero umeroT
JUINTEIbHBIA MEAMIMHCKUM OTBOJ OT BaKIMHALMKM, B TO BpeMs Kak JaHHAs KaTeropus
NAlMEHTOB JIOJDKHA paccMaTpuBaThCsi Kak HMMMYHOKOMIIPOMETHpOBaHHas rpymnmna. TecHas
MophO(]yYHKIIMOHAIbHAS CBA3b CEPJEUHO-COCYAUCTOW M OpOHXOJEroyHod cuctem (Korzaa
ocTpble OpOHXOJIErOo4Hble 3a00JIeBaHUSI MOTYT OCJIOKHUTh TEUEHHE U MCXOJ CepAeYHON
HEIOCTaTOYHOCTH) JIeNIaeT 00s3aTeIbHON BaKIMHAIMIO MPOTUB MTHEBMOTPOIHBIX WHPEKIUH 110
JNOCTIDKEHUM MHUHUMYMa Te€MOJMHAMHUYECKUX HApYIIEHWH, B TOM 4Hcie Ha (QoHe
MmeaukamenTo3Hoi Tepamun XCH [75].

Hetsm ¢ XCH pexkoMeHJ0BaHa BaKLMHALMS NPOTUB ITHEBMOTPONHBIX MH(EKLUUH: €XKEroJHO -
NOPOTUB TPUIINA, NMPOTUB IHEBMOKOKKOBOM HMH(EKIUH - HayMHasg C 2X MECALEB JKU3HU U
BBEJZICHHEM OYCTEpHBIX J103 C 2X JIETHEr0 BO3pacTa, MPOTHB KOKIIOMIA - Ha 1M rofy *H3HH, C
IPOBEJCHUEM peBakIMHAIMKM B 18 mec, B 6-7 ner u B 14 ner, a Takke BaKUUHAIUIO
npotuB remopunsHoi unpekuit. (YPP C, Y 5)

PexomeH0BaHA  «KOKOH-BakUMHAaLMA» OMM3KUX KOHTakToB Jeted ¢ XCH mporus
BakuuHoynpasiseMblx nHpekuuit. (YPP C, Y 5)

Hetsm mepBbix aByx jer xku3HM ¢ XCH, o0yciioBieHHOW TeMOJUHAMUYECKH 3HAYMMBIMU
BPOXKJIEHHBIMU 3a00JIEBaHUSMH cepalia (BpOXKJICHHbIE MOPOKU CEepAlla, JIErO4YHas TMIEePTEeH3Hs,
Kap/IMOMUOMATUU M JIp.) PEKOMEHJIOBaHa HMMMYHHU3alLUs OT PECIHUPATOPHO-CUHTHLIUATIBHOM
uHpekunu. PekoMenayemMplil Kypc IMMYHU3ALUK TIpeArnonaraeT 3-5 UHbEeKIUN MajauBu3ymaoa,

BBOJUMBIX ¢ nHTepBasioM B 1 mec [76].. (YPP C, YI/I 5).
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Kputepuu orieHkn kauecTBa MEIUIIMHCKOW MOMOIIH

Taoauna 16.

KpnTeplm Ka4yeCcTBA OLlEeHKH MeIUIUHCKOM MOMOIIIH.

Ne Kpurepnn xavecrsa YpoBeHb Yposenn Hda/ner
yoeauTeJbHOCTH JOCTOBEPHOCTH
peKoMeHAaAnu i J0Ka3aTeJbCTB
JA0KAa3aTeJbCTB

1 BrimonHeH o6mmit aHaN3 KPOBH C 5

2 BeimonHeH 0/x aHaIM3 KPOBU C 5

3 Beinonnena koarynorpamMma C 5

4 BeinonHeH o0umii aHaM3 MOYn C 5

5 Brimonzeso onpeneseHne YpoBHS | A 2

HaTPUHYPETHYECKHUX METITHIOB

6 Bremonnena OKI' B 12 oTBeieHUs C 5

7 BrimonHena sxokapauorpadus B 2

8 Bemonnen cyro4nsiit MoauTopuHr OKTT C 5

9 Bemmonnena penrtreHorpadus opraHoB rpyaHoi | C 5

KIIETKH
10 | CoOmonenne mmThEeBOro pexkuma (orpanmuenue | C 5
JKMJKOCTH  [OKa3aHO MalMeHTaM C  OTEKaMH,
pedpakTepHbIMH K JUYPETHYECKOH TEpamuu, WiIH C
TUIIOHAaTPUEMHUEH, a TaKKe IPU HaJIMYUU OCTPOM
CepIEeYHOM HEJIOCTATOYHOCTH)
11 | Hasmauena Tepamus mnpemapaTaMmu wu3 rpynmsl | C 5
MHTHOMTOPOB AQHTHOTEH3UHITPEBPAIIAIOIIETO
(epmeHTa (TIpH CepACYHON HEMOCTAaTOYHOCTH 2-4
(YyHKIIMOHAJIBHOTO KJIacca M TP OTCYTCTBUH
MEIMIMHCKHUX ITPOTUBOIIOKA3aHHN)
12 | Hasnauena Tepanusi mpenapatom u3 rpymmsl | C 5
GyiokaTopoB penentopoB anruoreHsuHa Il (mpum
HENepeHOCUMOCTH  WHTUOMPOTOB  @HTHOTEH3WH
npeBpaiatonero (GpepMeHTa U INpPH  OTCYTCTBUH
MEIUIMHCKHUX ITPOTUBOIIOKA3aHHHN)
13 | Hasnauena tepanus [- aapenoGmoxaropamu (mpu | C 5
Cep/IeYHON HETOCTATOUYHOCTH 2-4 (YHKIMOHAIBEHOTO
KJacca W NpPH  OTCYTCTBHM  MEIUIMHCKHX
MIPOTHBOTIOKA3aHUH )
14 | Hasmawena  Tepanmst  mpemapatamu  rpymmsl | C 5
AQHTAarOHUCTOB MHUHEPAIKOPTHKOUIHBIX PELENTOPOB
(pu ceplIeyHon HEJI0OCTaTOYHOCTH 2-4
(YHKIMOHAJIBHOTO KJlacca M TPH  OTCYTCTBUH
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MEIUIMHCKHUX ITPOTUBONIOKA3aHIHN)

15 | Hasmawena  Tepanmst  mpemapartamu  rpymmsl | C
JUYPETUKU (mpu 3aCTOMHOU CepAeYHOU
HEJIOCTATOYHOCTH M MPU OTCYTCTBHHM MEIUIIMHCKHX
MPOTUBONOKA3aHHH )

17 | Hasnauena rtepanusi mpemnapaTtoMm (npenapatamu) u3 | B
TPYINBl aHTHKOAUYISAHTOB (IIPH BBICOKOM pHCKE
TpoMO0OOpazoBaHus WIH TPOMOO3€ W OTCYTCTBHU
MEIUIMHCKHUX TPOTUBOIIOKA3aHIHN)

18 | Hasmauena  Tepamust  mpemaparamu  rpynnsl | C
CepICYHBIX TIHMKO3UIOB (IpH (pakuud BEIOpoca
<40% U TOpu  OTCYTICTBHH  MEAMIUHCKHUX
MIPOTUBOIIOKA3aHUIN)

19 | IlpoBenena Tepamust npemapatoM W3 rpynnsl | B
MHOTPOIHBIX IIpernapaToB
(moOyTraMuH/mOTTaMUH/IIEBOCHMEH/IaH ) (pu
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Ipuaoxenue Al. CocTtaB padodeid rpynnbl Mo pa3spadorke M nepecMoTpy

KJIMHUYECKHX PEKOMEeH AU

bacapruna E.H., 1.M.H., mpodeccop (MockBa) — npeacenarens padoueit rpynmsl, wieH AJ[KP
Bacuukuna E.C., 1.m.H. (Cankr-IlerepOypr)- unen AJIKP
I'anmaeBa JI.A., k.M.H. (MockBa) - unen AKJIP

Kapora O.I1., k.m.H. (Mocksa) - wien AJIKP

Kosanés U.A., n.m.H., mpodeccop (Mocksa) — unen AKJIP
Konockosa H.H., 1.mM.H. (Mocksa) — wien PTO

Kotnykosa H.IL., a.M.H., mpodeccop (Mocksa) — unen AKJIP
JleontreBa U.B., 1.M.H., npodeccop (Mocksa) — unen AKJIP
[Tepsynuna T.M., n.m.H. (Cankt-IlerepOypr) - unen AJIKP
Ps6ues JI.B., k.m.H. (Mocksa) - wien PTO

Tpynuna U.U., n.m.1H., mpodeccop (Mocka) — unen AKJIP

Unensl Paboueil rpynmbel MNOATBEPAMIIA OTCYTCTBME (DMHAHCOBOW NOJIEPKKHU/KOH(DIUKTA

uHTEpecoB. B cioyuyae cooOuieHns 0 HaIMYMKM KOH(IMKTAa UHTEPECOB WieH(bl) paboueil rpyIIbl

ObUT(1) HCKITIOUEH(bI) U3 OOCYKICHHS Pa3IeloB, CBA3aHHBIX C 001aCThI0 KOH(INKTAa HHTEPECOB.
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IMpuiaoxenue A2. MeToa0J10rusl pa3padoTKu KINHUYECKUX PEKOMEHIAINN

Knuauueckne pexkomMeHIanuu pa3paboTaHbl cHenManucraMu-skcnepramu  Bceepoccuiickas
oOI1ecTBEHHAs OpraHu3anus «Accoluanus AETCKUX KapAauosoroB Poccum» — Ha ocHOBe
JOCTUKEHUH 10Ka3aTeIbHOM MEIULMHBI, OTEUECTBEHHOTO U 3apyOEKHOI0 KIIMHUYECKOIO OIbITa
B 00JIaCTH JIEYCHUSI XPOHUYECKOH CEepAeYHON HEJOCTATOYHOCTH y neTeil. OCHOBOI HacTosAwIeH
BEPCUU KIMHUYECKMX PEKOMEHJAIMM cTaliu poccuiickue U 3apyOexHble (yHIaMEHTaJIbHbIE
PYKOBOJCTBA M MOHOrpauu IO JETCKOM KapAMOJOTHH, KapIUOJOIMM, pe3yJbTaThl
UCCJIEI0OBAHNM, TIOCIEHUE BEPCUN €BPONEHCKUX U AMEPUKAHCKUX METOAMYECKUX PYKOBOJICTB.
HcTouHnKaMu COBpPEMEHHBIX OOHOBJICHUN OBLIM JKYpHAJIbHBIC ITYOJUKAIlMH B aBTOPUTETHBIX
pELIEH3UPYEMBIX JKypHallaX, BXOJAIIMX B POCCHUHCKHE M 3apyOeXHble HHJICKChl HAy4HOI'O
LUTUPOBAHUS.

[leneBast ayAuTOpHS JAHHBIX KIMHUYECKUX PEKOMEHIAIUN:

1. Bpau — gerckuii kapauoJior.

2 Bpau-neauarp.

3. Bpau — cepaedHo-coCyIuCThIi XUPYPT.

4 Bpau o01uelt npakTuku (cemeiiHble Bpaun).

B xome paspaborku wucnonb3oBanbl cuctema mkan Y w YYP s neueOHbIX,
peabUIUTAIIMOHHBIX, MPO(QUIAKTUYECKUX BMENIATENbCTB M JAHUArHOCTUYECKUX BMEIIATEIHCTB

(Tadomumpr MA2-1, ITA2-4 n I1A2-2), Beeaennas B 2018 r. ®I'BY IIDKKMII Munsnapasa PO.

Ta6auna ITA2-1. [lIkana oneHky ypoBHEN TocToBepHOCTH qoka3arenbeT (Y /1) ans meronos

JANarHoCTHUKH (I[I/IaFHOCTI/I‘-ICCKI/IX BMeIJ_IaTeJ'IBCTB)

YIAJA | Pacuugposka

1 Cuctematndeckue 0030pbl MCCIEAOBAaHUN C KOHTpOJIEM pe(epeHCHBIM METOJIOM WU
CUCTEeMAaTUYECKUH 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUN ¢

IMPUMCHCHUCM MCTA-dHAJIN3a

2 OtnenpHBIE HMCCIIENOBAHUS C KOHTPOJIEM pPePEpPeHCHBIM METOJOM WM OTHAEIbHBIE
PaHIOMHU3UPOBAHHBIE KIMHUYECKHE HCCICAOBAHUS M CHCTEMaTHYeCKHe 0030pbl
MCCJICIOBAaHMM JTIO00TO Ju3aiiHa, 32 UCKIIOUYEHHEM PaHJIOMU3UPOBAHHBIX KIMHUYECKIX

HCCHCHOBaHHﬁ, C IPUMCHCHUECM MCTa-aHaJIM3a

3 HccnenoBanust 0e3 MOCIENOBATENBHOTO KOHTPOJIS pPEe(YEpPEeHCHBIM METOJIOM HIIU
UCCIIEIOBaHMUSI C PEPEPEeHCHBIM METOJOM, HE SBISIOIIMMCA HE3aBUCUMBIM OT

HCCICAYEMOTI'0 METOJAa HJIM HCPAHAOMHU3IUPOBAHHBLIC CPABHUTCIBHBIC UCCIICAOBAHUS, B
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TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITeJIBHBIe HCCiIca0oBanusd, OIMMCAHNEC KIIMHUYCCKOIO CiIy4das

Hmeetcs aumb 000CHOBaHHE MEXaHHU3Ma I[CﬁCTBPIS[ NI MHCHUEC DKCIICPTOB

Tadoauna IMA2-1. [Ikana oleHKH YpOBHEH q0CTOBEpHOCTH JoKazaTenbeTB (Y J1) mns meTonoB

PO UITAKTUKH, JISUCHUS U peadbunutanuu (MpoPrIaKTHIECKUX, JIeUeOHbIX, peadMINTallMOHHBIX

BMEIIIATEIILCTB)

YA

Pacuu¢pposka

1

Cucremarnueckuit 0030p PKU ¢ npuMeHeHneM mera-aHaan3a

2 Otnenpabie PKU u cucrematmyeckue 0030pbl HMCCIIENOBaHMMA J0OOTO U3aiiHa, 3a
ncximoyenneM PKH, ¢ npuMenennem mera-aHanusa

3 HepangomusupoBanHble CpaBHUTENbHBIC UCCIICIOBAHUS, B T.4. KOTOPTHBIE UCCIICTOBAHUS

4 HecpaBHutensHble HcCIeI0BaHUs, OMMCAHUE KIMHUYECKOTO Cllydas WM CEPUM CIydaes,
WCCIIEIOBAHUS «CITY4aii-KOHTPOIIb

5 Nmeercs b 0OOCHOBaHWE MEXaHW3Ma JICHCTBUS BMENIATEIHCTBA (OKIMHHYECKUE

I/ICCJIGZ[OBaHI/Iﬂ) HJIKM MHCHHE SKCIICPTOB

Tabauua ITA2-1. Illkana omeHku ypoBHeH yOenutenbHOCTH pexomenmanuid (YVYP) mis

METOJI0OB NPO(UIAKTUKY, JTUArHOCTHKH, JIEYEHUS U peadbunurtauuu (MpopuiIakTUYECKUX,

JANarHoCTHYCCKHX, JIC‘-IC6HLIX, pea6I/IJ'II/ITaI_[I/IOHHBIX BMeI.I.IaTeJ'ILCTB)

Yyp

Pacuu¢pposka

A

CunpHas pexkoMeHJalus (Bce paccMarpuBaeMble KpuTepuud 3(P(HEKTUBHOCTH
(ucxonpl) ABISAIOTCS BAXKHBIMM, BCE UCCIEJOBaHUS MMEIOT BBICOKOE WJIU
YIOBJIETBOPUTEIBHOE  METOJOJIOTMUECKOE  KauyecTBO, HUX  BBIBOABI IO

HHTCPCCYHOIINUM UCXOAaM ABJIAIOTCS COFHaCOBaHHBIMI/I)

VYcnoBHasg pekoMeHJalus (He BCe paccMaTpuBaeMble Kputepuu 3(()eKTUBHOCTH
(Mcxonpl) SIBISIFOTCSL Ba)XHBIMH, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WU
YJIOBJIETBOPUTEIHHOE METOJIOJIOTHYECKOE KAayeCTBO W/MIM HX BBIBOJBI IO

HHTCPCCYIOIIUM UCXOOaM HE ABJIAKOTCA COT. J'IaCOBaHHLIMI/I)

Cnabast pekoMeHanus (OTCYTCTBHE JTOKA3aTEIhCTB HAJJIS)KAIIEro KauyecTBa (BCe
paccMaTpuBaeMbie Kputepuu dPQPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE HCCIIENOBAHNS UMEIOT HU3KOE METOLOJIOTHUECKOE KaUeCTBO U UX BBIBOJLI I10

MHTEPECYIOIIUM UCX0JIaM HE SBJISIOTCSI COTJIACOBAHHBIMHU )

Iopsiok 00HOBIEeHNS KINHAYECKHX PEKOMEH/Ialuii.
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MexaHnu3M OOHOBIIEHUSI KIIMHUYECKUX PEKOMEHJALUN MPeaycMaTpuBaeT UX CHUCTEMAaTUYECKYIO
aKTyaJIM3alHi0 — HE PeXe YeM OJIMH pa3 B TPU T'0Jia, a TAKXKe MPU MOSBICHUN HOBBIX JAHHBIX C
MO3UIUH J0Ka3aTeIbHOM MEIUIMHBI 10 BOMPOCAM IUATHOCTUKH, JICYCHUS, MPOQPUIAKTUKH U
peaOuauTalMu KOHKPETHBIX 3a00JIeBaHUM, HATMYUU OOOCHOBAHHBIX JOMOJHEHHI/3aMeUaHuil K

panee yrBepk1€HHBIM KP, HO He vaiie 1 pa3za B 6 mecsIieB.

IIpuioxenue A3. CHDaBO‘leIe MaTECpPHUaAJbl, BRJAKYAasd COOTBETCTBHC

NMOKAa3aHUii K NPUMEHEHHI0 M NPOTHBOINOKA3AHMIi, CIIOCO0O0B NPUMEHEHUSI H

103 JICKAPCTBCHHDLIX npenaparos, HHCTPYKIIMHA 110 INPUMECHCHHUIO

JICKAPCTBCHHOI'O IIpecnapara

IIpuioxenne A3.1 HopmaTuBHBIe JOKYMEHTbI M pecypchbl, Ha OCHOBAHMH KOTOPBIX
pa3padoTaHbl KJIMHUYECKHE PeKOMeHAAlluH

1. [Ipuka3z MunucrepcrBa 3apaBooxpaHenus Poccuiickoit denepanuu ot 28.02.2019 Ne
1038 «O0 yTBepKIEHUM TOpPSJIKA U CPOKOB Pa3pabOTKU KIMHMYECKHX PEKOMEHAALUH, HX
[epeCcMOTpa, TUIOBOW (OPMBI KIMHMUUECKUX PEKOMEHJALUN U TpeOOBaHUU K UX CTPYKTYpE,
COCTaBy U HayyHOW OOOCHOBAaHHOCTH, BKJIIOYAaEMOM B KIMHUYECKUE PEKOMEHJAlUU
uHpopManumy.

2. ITpuka3 MunucrepcTBa 31paBooxpanenus Poccuiickoit @eneparnun ot 25 okts16ps 2012
r. Ne 440n «O6 yrBepxkaenun [lopsiaka okazaHUsT MEIUIIMHCKONW TOMOINM MO TMPOGHUITIO
«JIETCKask KapJAUOJIOTHI.

3. ITpuka3 Munuctepctpa 31paBooxpanenus Poccuiickoit @eneparuu ot 10 mas 2017 r. Ne
203H «O06 yTBepKJI€HUH KPUTEPUEB OLIEHKH KauyeCTBa MEIUIIUHCKON TTIOMOILITH.

4. Metoauyeckie peKOMEHJalMM 10  OLIEHKE JIOCTOBEPHOCTH  JO0Ka3aTelIbCTB U
yoenurensHoctu pexomenaanuii. ®I'bY IIDKKMIT Munzapasa Poccun, 2018.

5. Pacnopsixenue IlpaButensctBa PO ot 31 nexabps 2018 r. Ne 3053-p «O6 yTBepkaeHUN
NepeyHel MEAVLIMHCKUX W3ACIUN, MMIUIAHTHUPYEMBIX B OpPraHM3M 4YEJIOBEKA IPU OKa3aHUU
MEAMIIMHCKOW TIOMOIIM B paMKax MpOrpaMMbl TOCYAapCTBEHHBIX TapaHTUH OecrIaTHOro
OKa3aHHUs TpakJaHaM METUIIMHCKOM MOMOIIM M OTIYCKaeMbIX IO perenTaM Ha METUIMHCKUE
U3JIeNUs TIPH NPEI0CTAaBICHNN Ha0opa COLUATbHBIX YCIYT».

6. Pacnopsoxenue IIpaButensctBa PD ot 12 okta6ps 2019 r. N 2406-p «OO6 yTBepkaeHUN
NepeyHsl >KM3HEHHO HEOOXOIUMBIX M BaKHEWIIMX JIEKapCTBEHHBIX IIPENapaToB, a TaKkKe

nepequﬁ JICKAPCTBCHHBIX  Ip€raparoB A  MCAUOHWHCKOTIO  HNPUMCHCHUSA (B pea.
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pacniopsbkennit [IpaButensctBa PO ot 26.04.2020 N 1142-p, ot 12.10.2020 N 2626-p, ot
23.11.2020 N 3073-p)
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Ipuiaoxenue 5. AJropurMsl 1eliCTBHA Bpadya

INampeHT ¢ CHMITOMAMH XPOHHIECEOH cepAedHoR
HEJOCTATOUHOCTH

Forcyneramma

CIENMHATHCTA

locnATamTzansd B

CTAIHOHER

FKoppesama

TEpPAIEH

JunanEgeckos HadMoIeENHe, TedeHne H peadRIHTATE




Ipuaoxenue B. Uudopmanus s nanmeHra

Cepaeunass Henmoctarounocth (CH) — cuHIpoM, oTpakaroluii HECIOCOOHOCTh cepua
NONJEPKUBAaTh  KpoBooOpallleHue, aJekBaTHoe moTpeOHocTsM  opraHusma. CepaeuHas
HEJ0CTAaTOYHOCTh HE SIBISETCSI CaMOCTOSITENIbHBIM 3a00JI€BaHUEM, 3TO OCJIOXKHEHHE, KOTOPOE
pasBUBAETCS MPHU psijie 3a00IEBAHNI/COCTOSHUM, KaK CEpACYHO-COCYIUCTON CHCTEMBI, TaK H MPH
MATOJIOTUH IPYTUX OPraHOB U CUCTEM.

CepaeuHasi HEZJOCTATOYHOCTb MOYET OBITH OCTPOM WJIM XPOHUYECKOW, JICBOXKEITYIOUYKOBOU U
[IPaBOKEIYJOYKOBOM,  CHCTOJIMYECKOM M JAMacToinudeckou.  PasButue  cepaedHon
HEI0CTaTOYHOCTH BO3MOKHO y JIeTel JIFo00ro BO3pacTa U moJa.

Xponnueckass CH (XCH) — cocTosiHue, XapakTepu3yIOILeecsi IOCTENEeHHbIM YCHICHHUEM
cuMnToMOB/Tipu3HakoB CH, IIMTENpHO CYIIECTBYIOILIEE U, KaK MPaBUJIO, MPOTPECCHPYIOIIEE,
BILJIOTB JI0 Pa3BUTHUS «OEKOMNEHCAYUU.

B pannem Bo3pacre XCH Moxer ObITh NpOSBICHHUEM BpPOXKJIEHHBIX IIOPOKOB CEpALA,
MHOKApJIMTOB, B CTapIlIeM — KapAHMOMHUOIMATHIA, B JIIOOOM BO3pacTe — HApYLICHUI pUTMa cepala.
OCHOBHBIMU TPOSIBIICHUSMH TP CEPACYHOW HEAOCTATOYHOCTU SIBJIAKOTCS: IOBBILICHHAS
YTOMJISIEMOCTb, MOTIMBOCTh, CHM)KEHUE alIEeTUTa, OJbIIIKA (3aTPYAHEHHOE YacTOE IbIXaHHE),
Taxukapaus (yBEIIMUEHHUE YaCTOTHI CEPJIEYHBIX COKpAIleHUi), OTEeKH. Y JeTed TPyAHOro
BO3pacTa MEePBbIM CUMIITOMOM MOYET OBbITh HEJOCTaTO4YHAsl IprOaBKa Macchl Tela, MOTIUBOCTh
Ipy KOPMJICHMH, YIJIMHEHHE BpeMeHU KopmieHus. llpu mosBIeHHH MOAOOHBIX CHUMITOMOB
HE00X0/IMMO OOpaTUThCs K Bpady AJIs MCKIIOYEHHs 3a00JIeBaHMM, KOTOpPBIE COMPOBOXKIAIOTCS
pPa3BUTHEM CEPAECYHOM HENOCTAaTOYHOCTH. B ciyyae momo3peHus Ha MATOJIOTHIO CEpACYHO-
COCYAMCTON CHUCTEMBI peOCHKY, MOCJIEe OCMOTpa Bpaya, MPOBOASIT KOMIUIEKCHOE 00Cie0BaHNE
JUISl BBISICHEHUS XapaKTepa NaTOJIOTUH.

JUis  yTOuyHeHMsl JuarHo3a MOTYT NOTpeOOBaThCSA: J1IaOOpPAaTOpHbIE M HMHCTPYMEHTAJIbHBIE
obcnenoBanusi. Cpemu abOpaTOpHBIX HEPEAKO HA3HAYAIOT: KIMHWUYECKUW aHalIu3 KpPOBH,
KJIMHUYECKUM aHalinu3 MOYM, OMOXMMHMYECKUH aHajdu3 KpOBU C OIPEJEICHUEM YPOBHS
NIEKTPOJINTOB ~ KPOBH, Ta30BBI  COCTaB  KpOBM, Harpuilypernueckuii mnentun. K
MHCTPYMEHTAIBHBIM MeTOoJIaM JUArHOCTUKHU OTHOCSTCSI: AJIEKTpOKapIuorpamMmma,

PEHTICHOJIOTUYECKOE UCCIIEIOBAHNE TPYIHON KIIETKH, SXOKapaAHorpadusi.

B cnywae BwisiBIeHHs 3a00JjeBaHHS BpadoM OyIeT pPEKOMEHAOBaHA Tepamus, KOTOPOH
HEeoOXoauMoO cTporo cnemoBath. OO0beM Tepamuu 3aBUCHUT OT CTENEHU BBIPAKEHHOCTH
MPU3HAKOB CEp/IEYHONM HEIOCTAaTOYHOCTH, €€ CTaAuu M (YHKIMOHAIBHOrO Kiacca. B psne
CIIy4aeB MOXET MOTpeOOoBaThCs TOCIUTAIN3AMS B CTAlIMOHAD VIS TPOBEIEHUS 1000CIe10BaHus

u noz[6opa TCpaInu (HpI/I BLIpa)KeHHOI‘;I/,[[CKOMHCHCI/IpOBaHHOﬁ cepnequﬁ HEOOCTATOYHOCTHU
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MOXET IMOTPeOOBaTbCSI BHYTPUBEHHOE BBEJCHME IPENapaToB M HCKYCCTBEHHAs BEHTUIIALIUA
JIETKUX ).
OCHOBHBIMU U BaXXHBIMU MOMeHTamu B JiedeHun XCH sBisiroTcst:

Orpannuenue ¢pusndeckoil Harpy3ku. [locTenabHbI peXnuM MOKa3aH TOJIbKO MAMEHTaM ¢
BBIpaKeHHOU (2b-3 cTemeHu) cepeyHol HEeIOCTaTOYHOCTBIO, O CTAOWJIM3AIlMUd COCTOSHHS, C
MOCJIEAYIOLIUM IIOCTEIIEHHBIM PaCIIMPEHUEM JABUTAaTEIbHON aKTUBHOCTH. JlOIyCTUMBINH YpOBEHb
($u3MUecKOoil aKTHBHOCTU OIPENENIAETCS] MHIMBHIYaIbHO JJS KaKJOr0 MHAaIMeHTa, C Y4eTOM
OCHOBHOTI'0 3a00JI€BaHUs, KOTOPOE NPHUBEJIO K PA3BUTHUIO CEPAEUYHON HETOCTaTOUYHOCTH. JleTsm ¢
XCH He mnoka3zaHbl 3aHATHS CIIOPTOM, NOCELIEHHE YPOKOB (PM3UYECKOM KyJIbTYpbl B IIKOJE,
aKTUBHBIA OTOBIX.

Huera. [lpu neuennun XCH HE0OX0mUMO panyoOHAIBHOE MUTAHHWE B COOTBETCTBUU C
BO3pacTOM peOeHKa. Ba)kHbIM SBJISIETCS KOHTPOJIb MOTPEOISEMOro U BbIIENIEMOro o0beMa
KHUJIKOCTH. Y JleTel ¢ aeuIuToM Beca 1es1eco00pa3HO Ha3HAuEHUE CIeUAIbHBIX MPOJYKTOB,
IOBBIIICHHONW KAJIOPUMHOCTH. Y JETEH MEPBOro rofa KM3HU BO3MOXKHO YACTHUYHOE 3aMEILECHUE
cMeceil BBICOKOKAJIOPUMHBIM JIEYEOHBIM MTUTAHUEM.

MenukameHTo3Hast Tepanus: O00beMbl JIEKAPCTBEHHOM Tepanmuu oOIpenenseT Bpad, B
cooTBeTcTBUM ¢ Toil npuunHoil XCH, koTopast BblsiBieHa y pebeHka. Llens Ha3HaueHus Tepanuu
YMEHBIICHWE Harpy3kKu Ha cepaue. BaxkHo coOmofath pexuM mpueMa IpenapaTos,
Ha3HAUYEHHBIA BpavyoM Ui MOBBIIEHUS d(pdexkTuBHOCTH Tepanuu. KpaiiHe BaxxHO coOmonaTh
JIO3UPOBKHM BCEX PEKOMEHIOBAHHBIX INPENaparoB [UIsl JIEUEHUS CEPAECYHOW HEIOCTATOYHOCTH!
ITpu mpomycke mnpenapaToB WM TPEBBIIIEHUM YKa3aHHBIX JO3MPOBOK BO3MOJKHO DPa3BUTHE
KU3ZHEYTPOKAIOUINX OCIIOKHEHU !

OCHOBHBIMU TpyNIaMH JIEKAPCTBEHHBIX IPENapaToB, KOTOPHIE HCIOJB3YIOTCS IS
JIEYEHUs] CEpACUYHON HEAOCTATOYHOCTHU Y JIETEH SABIAIOTCA JUYPETHKH, CEPICUYHbIE TIMKO3UABI U
MHTUOUTOPHI AaHTMOTEH3MHIIPEBPAIIAoONIero GpepMeHTa, 0eTa-aJApeHOOI0KaTOPbl, aHTarOHUCTHI

MUHEPATOKOPTUKOUTHBIX PEIENITOPOB).

VYike B mpoliecce JeYeHHs BalleMy peOeHKY MOTYT OBITh MPOBEACHBI TOTIOJHUTEIbHBIE METOIbI
oOclieZloBaHus, MO3BOJSIOIIME BBIABUTh 3HAYMMbBIC HApYIIEHUS pUTMa CepAlld, OIEHUTh
COCTOSIHME€ MMOKap/1a, BBIIBUTH MATOJIOTHUIO COCY/I0B.

Cnenyer nmoMHuTh, 4to jeueHue XCH nnautenbHoe, HENpepbIBHOE U TPEOYeT PEerysasipHOro
KOHTPOJISL 32 COCTOSIHUEM pebeHka. B ciydae mosioxkuTenbHOW JUHAMUKU (Hampumep, mocie
XUPYPTUYECKOTO JICUEHUS BPOXKACHHOTO TOPOKa CepAlla MM MpU OJaronpusATHOM HCXOME

MI/IOKapI[I/ITa) BO3MOXHO ITPOBECACHUC MMOCTETICHHOM OTMEHEI TEpariuyu 104 KOHTPOJIEM
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kapauosnora. CaMOCTOSTENIbHAs OTMEHA TEPAlluy MOYKET IMPHUBECTH K yXYIUICHUIO COCTOSHUS
pebeHka.

BaxHbIM DIPOrHOCTMYECKUM IIOKa3aTeleM Ul MAalUEHTOB C CEPAEYHOM HENOCTATOYHOCTBIO
ABIISICTCA CUCTOJIMYECKass (DYHKIMS JIEBOrO Kely[odKa, KOTOpas OL€HMBAETCS BO BpeMs
9XO0KapIuorpauyeckoro UCCieJ0BaHusl.

[Tpu HepocTaTouHOU APPEKTUBHOCTH MeAHKaMeHTo3HOH Tepanuu XCH BO3MOXHO IpUMEHEeHHE
XUPYPIMYECKUX METOAUK JiedeHuss. K HUM OTHOCATCS: ceplaeyHas PECUHXPOHU3UPYIOLIAs
Tepanus (MMIUIAHTALUS JIEKTPOKAPAUOCTUMYIISITOPA C ONPEECICHHBIMU XapaKTEpUCTUKAMU),
MEXaHUYECKUEe YCTPOWCTBA MOAJEPKKU KpoBooOpameHus. IIpu orcyrctBum 3¢ dexkruBHOCTH
BBIIICTIEPEUUCIIEHHBIX METOAUK MOXET OBITh PEKOMEHJOBAHO IPOBEIACHHE TPAHCIUIAHTAIUU
cepaua.

[Tpodpunaktuka XCH 3akmtouaercs B paHHEM BbISBIECHUU 3a00JI€BaHHUM, CONPOBOXKAAIOLINXCS
pa3BUTHEM CEPIAEYHON HENOCTATOYHOCTH, NMPEAYNPEKICHUN PA3BUTHUS YXYALICHUS COCTOSHUS
npu yxe BbisiBieHHol XCH.

Bce mnauments ¢ npusHakamu XCH nomkHBl OBITH 1OJ JUCHAHCEPHBIM HAONIOJAEHHUEM
KapauoJjiora IO MeCTy KuTelbcTBa. JlucnaHcepHoe HaOMIOAEHUE OCYLIECTBISETCA 110
OCHOBHOMY 3a00JIEBaHHIO B COOTBETCTBUE C PErilaMeHTUPOBAaHHBIMU cpokaMu. [Ipu coxpaHnenuun
npusHakoB XCH y mnamueHToB mno AocTkeHMM 18 JeT, uenecooOpa3HO NPOAOKUTH

JanbHEHIIee JUCIIaHCEPHOE HAOJIOICHUE Y KapIUoJIora.
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Ipuioxenue I'.

.B¥ — jlexkapcTBEHHBIN mpenapaT, BXomammi B [lepedyeHb >KM3HEHHO HEOOXOAMMBIX U
BaXHEHIINX JiekapcTBeHHBIX mpenaparoB (JKHBJIIII) ans menunmuuackoro npumenenus va 2021

rog (yrBepxkaeH pacnopspbkenuem IIpaBurensctBa PD ot 12 oktsaops 2019 r. N 2406-p, c

n3MeHeHussMH Ha 23 Hos0ps 2020 r.).

*** — MEIMLMHCKOE U3/ENINe, UMILUIAHTUPYEMOE IIPU OKa3aHUM MEJUIIMHCKOM ITOMOIIM B paMKax

IpOrpaMMbl T'OCYJapCTBEHHBIX I'apaHTUH OECIUIaTHOTO OKa3aHUs TIpa)<JaHaM MEIULUHCKON
IIOMOILH

#... — JEeKapCTBEHHBIM IpemapaT, HCIOJIb3YeMbli B HECOOTBETCTBHUM C IIOKa3aHUSIMHU K
IPUMEHEHHUIO U MPOTHUBONOKA3aHUSAMH, CIIOCOOAMU MPUMEHEHUS U J103aMU, COJEpPKAIIUMUCS B

HHCTPYKIUH 110 IIPUMCHCHHIO JICKAPCTBCHHOI'O IIpCIIapara.
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