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AKTyajlbHOCTh
Cepneunass HemoctatoyHocTh (CH) sBisieTcs 3aKk/IIOYUTENBHBIM 3TAroM

MHOTHMX CEpAeYHO-COCYAMCTBIX 3a00/ieBaHMM, BKJIOYAs MIIEMHYECKYIO GOJIe3Hb
cepaua, apTepHalibHyIO THIIEPTOHUIO, KapIMOMMOIIATUH, TOPOKU cepaua U ap. [1].
Ona xapakTepusyeTrcs CTPYKTYPHBIMH W/HIHM (YHKLIMOHAIBHBIMM HapylUEHHUSMU
HarOJTHEHHUS KeJlyJ04KOB MM BblOpoca kpoBu u3 cepaua [2]. [lo HekoTOpbIM
OlleHKaM, B MHUpe HacuuTbiBaercs Oonee 37,7 mnH. cnyyaeB CH, npuuem ee
pacrpoCTpaHEHHOCTh 3HAYMUTEIBLHO BO3pocia B nocienHee necstuietre [3]. Io
JAQHHBIM  POCCUMCKMX  3MHUJIEMUONIOTHYECKUX  HMCCIIEOBaHHUH,  4acToTa
BcTpedyaemoctu xpoHudyeckod CH (XCH) B obmiel nmomynsuuu coctaBuna 7%, B
TOM YHKCJI€ KIMHUYECKU BbIpaxKeHHOH - 4,5%, ¢ yBenuuenuem ot 0,3% B BO3pacTHOM

rpynne 20-29 net no 70% y nuu crapiue 90 nert [3].

XpoHuyeckasi cepaedyHas HemoctaroyHocTh (XCH) ocraercs cepbe3HoM
MHUPOBOH Npo6IeMOH B 3/[paBOOXpaHEHUM U OJHOW U3 HauboJjiee YacThbIX MPUYHH
rocruranu3auui. B Hame#t ctpane XCH crana noBogom ajisi roCUTaIM3aluu y
16,8% mauueHToB ¢ cepaeuHococynucTeiMu 3aboneBanusMu (CC3) [3]. Hecmotps
Ha riobanbHble NocTHKeHUs B JedeHud XCH, nmporHo3 mnamueHTOB ocraeTcs
HeOJaronpusTHBIM W YXYIIIAeTCs MPOMOPLUHUOHATIBHO YBEJIWYEHHUIO TSKECTH
¢bynkuuoHansHoro kiaacca (PK no NYHA). Tak, y 6onbabix XCH I-1I @K cpennss
MPOJOJIKUTENBHOCTD KU3HU cocTaBisieT 7,8 JeT U pe3ko cokpaiuaercs 10 4,8 ner
cpenu nauueHtoB c¢ III-IV ®K. Ilpu sTtom cpeaHsis rogoBas CMEPTHOCTH B
MONyJISUK 6OJBHBIX ¢ KITHHHYeCKH BeipakeHHONH XCH npubnuxaercs k 12% [1].
3a nocienHWe OEeCATUJETUS YBEJIMUYUJIaCh 3HAYMUMOCTh B CTAHOBJIIEHHH U
nporpeccupoBanud XCH caxapuoro auabera (CJl). Hammume CJI yxyniaer
nporuo3 6GonpHeIx ¢ XCH M moBeimaer puck rocnuramusauuit [3]. O6mHOCTH
naroreHeTHYECKUX (hakTopoB pa3BuTus u nporpeccupobanus XCH u CJI npusena
K BO3MOKHOCTH 0€301aCHOro MpUMEHEeHHs psiJla CaXxapOCHHUIKAIOLIMX MPernapaToB y
6onpHbIX ¢ XCH. K ogHO# U3 rpyImn runoriMKeMUYecKUX CPEICTB ¢ HE3aBUCUMbIM
OT MHCYJIMHA MEXAaHH3MOM JIEHCTBUS OTHOCSITCS HHTUOUTOPBI HATPUM-TIIFOKO3HOTO

ko-Tpancnoptepa 2 tuna (MHI'JIT-2), unu rnugio3uHsl.



Onpenenenus

Cepne'man HEAO0CTATOYHOCTD e 3TO KIIMHUYECKU U CHHAPOM,

xapamepmyromnﬁcx HaJIM4YuE€M THUIIHUYHBIX CHMIITOMOB (om,mn(a, ITOBBILIEHHAsA

YTOMIJIAEMOCTB, OT€YHOCTh I'OJIEHEH U CTOH) U TIPU3HAKOB (HOBBIIHCHHG JaBJICHUSA

B JPEMHBIX BE€HaX, XpHIIbI B JIEIKHUX, nepmbepnqecxne OTeKI/I), BBI3BaHHBIX

HapyleHUeM CTPYKTYpbl W/MiM (YHKLWH CepAlla, NPUBOISALIMM K CHHKEHHIO

CEPACYHOIO BLI6poca W/WITHA TTOBBILLIEHUIO AABJICHUS HAIIOJIHEHUS CepJlia B MOKOe

WJIM IIPU Harpyske.

Xponunueckas cepaeynasi Hepocratounoctb (XCH) — smusomuueckoe,

Yqalle INOCTEINECHHOE YCHIIEHHUE CI/IMI’ITOMOB/HpI/BHaKOB CH, BIIJIOTE OO pa3BUTHUA

“nmexoMIieHcanuu’.

JTHONOr U

CyiuectByet Gonbl1oe KOMH4YecTBO NpuuKH pa3sutus XCH (Tabu. 1).

B Poccuiickoit ®enepaunn (PD) ocHoBHbiMu npuunHamu XCH sBasiores

aprepuaiibHas runepronus (Al') u umemudeckas 6onesnn cepaua (UBC) [1]. Ux

KOMOWHALIUs BCTPEYaeTCsl y TOJOBUHBI MALMEHTOB [3].

K npyrum npuurnam XCH oTHocsTCs pasnudHble nopoku cepaua (4,3%),

MUOKapauThl (3,6%) [1].

[Topaxxenne Muokapaa

3aboneBaHus U GOPMBI

NBC Bce
Al Bce
Kapnuomuonaruu CemMeiiHble:

runeptpoduydeckas, 1unaTalliOHHas!, pECTPUKTHBHAs
KapAMOMHONIaTUU, apuTMOreHHas aucrinasus [DK,
HeKoMIaKTHbIM Muokapa JIDK

[IpuobGpeTeHHbIE:
MuokapauThl, BOCIIaUTeNbHAs KApAHOMHONIATHS:
WNudekunonHbIe: BUPYCHBIE, GakTepuasbHble,

rpubKOBbIE, PUKKETCHO3HBIE, TApa3UTHYECKHUE.
MMMyHHBIE:  CTONOHSYHBIM  TOKCHH, BaKIMHBI,
JIeKapCTBEHHBIE [TpenapaThl, CbIBOPOTOUYHAS OOJIEe3Hb,

4



TMIaHTOKJIETOYHBIA ~ MMOKapIuT, ayTOMMMYHHbIE
3aboJieBaHMs, capKou03, 903UHODUIIbHBIN
MUOKapIUT

Tokcuyeckue: xumuoTepanusi, KOKauH, aJKOIrolb,
TSKEJIbIe MeTallulbl (Melb, JKele30, CBUHEL)
OHAOKpUHHBIE/HApYIIIEHHE TUTAHUS:
(peoxpomonuTOMa, AEGULIMT BATAMUHOB (HanpuMmep,
THaMKHA), JePULIUT CceeHa, KapHUTHHA,
runodocdarteMusi, THIIOKATHEMHUS, CaxapHbIi auaber,
TUIIOTUPEO3, TUTIEPTHPEO3

[lepunapransHas

NubunprpaTiBHas:

aMHUJIOMJ103, reMoXpoMaTo3, TITUKOT€HO3BI,
3JI0KayeCTBEHHbIe 3a00JIeBaHuUs

Knananusie NOPOKM | MUTpanbHbI, aoOpTalbHBIH, TPUKYCNUIAAIbHBIH,
cepaua IIyJIbMOHAJIbHBIN

bonesnu nepukapna BbInoTHOM M KOHCTPUKTHUBHBIA  MEPUKApIMT,
TUIpOIIepUKap
bonesnu snpokapaa ['Mnep303MHOGUIBHBIA CHHIPOM

DHIOMHUOKapIHaIbHBIN GUOpO3
DHaoKkapauaibHbIi Gpubposnactos

BpoxneHHbie nopoku | BpoxaeHHble MOpoku cepiia

cepaua

AputmMuu TaxuaputMuu (npencepaHble, KeayI04KOBBIE)
bpaguaputmun

Hapymenus ATpUOBEHTPUKYJISIpHas Oiiokaaa

IIPOBOAUMOCTH

Beicokas Harpy3ka Ha | TUpeoTOKCHKO3, aHeMusi, cercuc, 6ose3Hsb [lemkera,

MHUOKap[ apTepHOBEHO3Has pUCTyna

[leperpy3ka o6bemMom [ToueyHast HeLOCTATOYHOCTD, ITPOT€HHAas

Tabnuua 1. [IpuunHBI XpOHUYECKOI CepAeYHON HE10CTaTOYHOCTH

Kaunuka
Knunuueckas xaptuHa npu CH BKIIOYaeT TUMMYHbIE CUMIITOMBI (OJBILIKA,

OpPTOITHOE, IIapOKCH3MajibHass HOYHasg OJAbIIIKa, CHUXEHHE TOJEPAHTHOCTH K
(1)H3I/I‘-IeCKI/IM HarpyskKaM, IIOBbIIIC€HHasA YTOMJIAE€EMOCTb, OTEKH J'IOIII:I)KGK) H

npu3Haky (MOBBIILIEHHOE JaBlieHHE B SPEMHOM BeHe, renaTorysspHbli pedIItokc,



“puTM rajona”’, CMelIeHWe BepXYLIeYHOro TOJ4YKa BIIEBO), BbI3BaHHbBIE
HapyIlIeHHeM CTPYKTYpbl W/ GyHKUuH cepaua. Tem He MeHee, auarHoctuka CH,
OCOOEHHO Ha paHHUX CTaJMsIX, MOXET BBI3bIBaTh OMNpPEJAE/ICHHbIE TPYIHOCTH, B
CBSI3M C TEM, KaK 3TH CHMIITOMBI U TPU3HAKUd HecnelU(UYHBl U MOTYT OBITH

BBI3BaHbI omumo CH LEJIBIM psAAOM IIPUYHH.

JAnarHocruka
JIns mnocranoBkd jguarHoza XCH HeoOGxoauMo Haivuue CIENyOLIMX

KPUTEPUEB:
1. XapakTepHsle kanobbl,

2. [ToaTBepxaatoLIMe X HATTUYUE KIMHHYECKHUE ITPH3HAKU (B COMHUTEINIBHBIX

cliydasax peakius Ha MOYE€TOHHYIO Tepanmo),

3. JlokaszarenbCTBA HAIM4YWsi CHCTOJNMYECKOW W/MIM MacTOJIMYECKOM

IUChyHKLMH,

4, OHpC}IeHeHI/IC HanHﬁypeTquCKHX MenTua0oB (IUIH HUCKJIFOUEHH JUarHosa

XCH).
Kanobwr u anamues

HpI/I OIpoce mnamuueHTa PEKOMEHAYETCA O6paTI/ITB BHUMAaHUE Ha HaJIU4YHE

Kayiob Ha YTOMJIA€MOCTD, OABILIKY, OTEKH HOI' A cepnueGneHue.

[Tpu cbope aHaMHe3a pPEKOMEHIYETCA OLIEHWTh HalIM4Me y  IalueHTa
MaTONOTMM CepAla, MpHUBOAAIIEH K  (QYHKIMOHAIBHBIM MJIM CTPYKTYPHBIM

W3MEHEHUSIM.
DuzuxanvHoe obcaeoosarue

Du3uKajIbHOE O6CJ'[CIIOBaHI/Ie nanrMeHTa peKOMEHAYECTC IIPpOBOAMTL C LEJIBIO
BBISIBJIEHUSI CUMIITOMOB M KIIMHUYECKHUX IPH3HAKOB, O6yCJ'IOBJIeHHI>IX 3anep>1<1<0171

HaTpus U BOOBI.

Jlabopamophvie ouazHocmuyeckue ucciedo8aHus



Bcem nauuentam ¢ mpeanonaraeMbiM auarHosoM XCH pexomenayetcs
WccieloBaHMe YPOBHS MO3roBOro Harpuilypetnueckoro mentviaa (BNP) m N-
TepMUHAIBHOrO (parMeHTa HaTpUiypeTHdeckoro mponentuaa mosrosoro (NT-

proBNP) B kpoBu [1].

Bcem mnanmentaMm mns Bepubukamuu auarHoza XCH pexkomenayercs
NpOBEJieHHEe pPYTHHHBIX aHaNW30B: OOWIMH (KIMHMYECKMH) aHalu3 KpOBH
(¥ccreI0BaHKE YPOBHS 3PUTPOLIUTOB, TPOMOOLIUTOB, JIEMKOLIMTOB B KPOBH, OLICHKA
reMaTOKpUTa), MCClIeOBaHWE YPOBHS (eppuUTHHA B KPOBH M  HCCIIEIOBAHHE
HACBIIIEHUsT TpaHC(heppuHa Kele30M UCCIENOBaHHE YPOBHsS HAaTpUs U Kajus B
KPOBH, MCCIIE[IOBAHME YPOBHs KpeaTHHMHA B KPOBH M CKOPOCTH KiyOOYKOBOW
unsrpanun (CK®) (pacueTHblii mokasaTesb), HCClIEOBAaHHE YPOBHs INIIOKO3bI B
KPOBH, MCCII€lOBaHME YPOBHS TIIMKHpoBaHHOro remornobuna (HbAlc) B kposw,
MccrieloBaHWe YPOBHS TPUIVIMLEPUIOB B KPOBM, YPOBHs XOJI€CTepUHA B KPDOBH H
YPOBHSI JIMTIONPOTEHHOB B KPOBH, ONpE/IeNIeHHe aKTUBHOCTH 1IEN0YHOH pochaTaspl
B KpOBM, AaKTHBHOCTH TIaMMa-INIIOTAMUITpaHC(epasbl B KPOBH, aKTHBHOCTH
acriapTaTaMMHOTpaHcdepasbl B KPOBM M aKTHBHOCTH aJlaHUHAMUHOTpaHChepaspl
B KPOBH, OOLIMH (KIMHUYECKUI) aHAJIW3 MOYH, UCCIIEIOBaHHE yPOBHS cBOOOJIHOIO
TPUHOATUPOHMHA B  KPOBH, MHCCIEIOBaHHE YPOBH CBOOOJHOrO THPOKCHHA

CHIBOPOTKM KPOBH, HCCJIEIOBAHUE YPOBHS THPEOTPOITHOTO FOpMOHa B KpoBH [1].
Hucmpymenmanvuvie OUAZHOCMUYECKUE UCCNE008AHUA
DnekTpokapauorpadus

Bcem nammentam ¢ XCH pexomeHmyercss BbINONHEHHE |2-KaHallbHOH
snextpokaparorpaduu (IKI') ¢ oleHKOH CepaeyHOro puTMa, 4acTOThl CepACIHBIX
cokpautenuii  (HCC), mopdonorud U NPOAOIIKHUTEIBHOCTH QRS, Hanuyus
HapyIIeHH# aTPUOBEHTPUKYIspHOH (AB) M Kelyl04KOBOH MPOBOAMMOCTH
(BJIHTIT, 6nokaza mpaBoi Hoxkku mydka ['uca (BITHIID)), pybuoBoro nopaxeHus
MHoKapa, runeprpodun Muokapaa). Juarnos XCH manoseposTeH Npu HalMauH

abcomorHo HopMmanisHOU DKI™ [1].



Oxokapauorpadus
Oxokapauorpadus (9xoKI") pekomenayercs:

* Beem nmanuentam ¢ nogospenuem Ha CH pexomenmyercs DxoKIT s
OLEHKH CTPYKTYPbl U (yHKLMHU cCepAla C LeJbl0 MOATBEPXKAEHHUs JUarHosa M

ycraHoBieHus penorumna CH [1].

* [TarineHTaM ¢ yxe ycTaHOBJIEHHBIM AuarHo3oM CH st oLeHKH coOCTOSHMS
KjiamaHHoro anmnapara cepiua, GyHkuuu DK u naBneHus B n€rouyHoi aprepuu
pekomenayercs OXoKI' ¢ Lenblo BBISBIEHHUS JIMIL C KJIalMaHHBIMH HapyLIEHUSIMH,

MOAXOASAIIMMHU ISl XUPYPruuecKoi/MHBa3UBHOM KoppeKIuy [1].

® HaHHeHTaM IIpYU IJIAaHUPOBAaHUHU U TIPOBEICHUH BMeIIaTeILCTB/IEYEHUS C
[NOTCHLUUAJIbHBIM KapAHOTOKCHUYECCKHUM JIEUCTBUEM PEKOMEHAYETCA OxoKI™ s

OLIEHKHU CTPYKTYpHI U DyHKLMH cepaua [1].

* [Taunentam ¢ XCH pexkomenayetcs: moBTopHoe npoBeaeHure IxoKI s

OLIEHKHU CTPYKTYpPhI U (YHKLIHMH Cepla B CIEAYIOMMUX KIHHUYECKUX CUTYaLUsIX:

— npu yxyauwenuu cumntomoB CH uau mnocne cepb€3HOro cepieyHo-

COCYOHUCTOI'O OCJIOXKHEHHA,

— nauuentaM ¢ CH, HaxonuBIIMMCs Ha mpuéMe MpernaparoB ¢ JOKa3aHHOU
3¢GEeKTUBHOCTBIO B MAaKCHMaJIbHO NEPEHOCHMBIX [03aX Meped MPUHATHEM

pelleHUsl O NPUMEHEHUH UMIUIAHTUPYEMbIX YCTPOUCTB;

— INalMeHTaM, Y KOTOPBIX HUCIIOJB3YIOT BMEIIATEIbCTBA C MNOTEHLHUAJIbHBIM

KapJIMOTOKCHYECKUM AelcTBUEM [1].

Jleyenue
OcHoBHbIE 3a1a4yi jJedyeHus nauueHToB ¢ XCH:

— ycrpaHeHre cumnToMoB XCH (ofpliika, OTEKHU U T. I1.),
— yJIy4llleHue KayecTBa )KU3HH,

— CHMI)KEHHE KOJIMYEeCTBa roCnuTalIn3alui



— yJy4lIeH’e IPOrHo3a.

CHuXeHHe CMEPTHOCTH M  4YMC/Ia TOCIUTAIM3ALMH SBISETCS TIIaBHBIM
kpuTepreM 3Q(PEeKTHBHOCTH TepaneBTHYEeCKUX MeponpusaThid. Kak mpaBuio, 510
conpoBoxkaaeTcs pesepcueit pemonenupoBanus JDK v cHMKeHMEM KOHLEHTPALUHI

HATPUIYypPETUYECKUX MENTHIO0B.

Tepanus, pexomendosannas nayuenmam c¢ cumnmomamuyeckou CH u

cHuoicennou ®B JDK

. WNuruburtopsl aHTMOTEeH3MHIIPEBPALLAIOIIETO depmeHTa
(uATI®D)/aHTarOHUCTHI peuenTopoB aHI'MOTEH3HHa [1
(APA)/Bancapran+caky6utpun, Gera-aapeHobiokatopsl (3-Ab) W aHTaroHMCTBI
albJ0CTEPOHA PEKOMEHAYIOTCS B ~ COCTaBe KOMOMHMPOBAaHHOW Tepalvu Uid
neyeHus BceM marmentaM ¢ cumnromaruueckorn CH (@K 11-1V) u cunxennoit OB
JDK <40% nns cHMkeHus rocnuranusaiuy u3-3a CH u cmeptu [1].
uAll®

HAII® pexkoMeHIyrOTCS BCeM MalMeHTaM ¢ cumnTomaruyeckod CH w
cumkeHHoit ®B JDK mpu OTCYTCTBHH MPOTHMBOIOKA3aHWM AJIsi CHUXKEHHsA pHCKa

rocnuranusanuu u3-3a CH u cmeptu [1].

HATID peKkoMeHIyIOTCs MNalueHTaM ¢ OGecCHMITOMHOM CHCTONIHYECKOH

muchynxuueii JOK 1 UM B aHaMmHe3e it TPOQUIIAKTHKM Pa3BUTHs CHMITOMOB

CH [1].

MAITD pekoMeHIyIOTCS mMalueHTaM ¢ 6eCCUMITOMHOM CHUCTOJINYECKOH
nuchynxuuenn JDK 6e3 mepenecenHoro MM B aHamue3se Ui npo(UITaAKTUKH

passuTus cumnromoB CH [1].

Ilns nedenns XCH npumenstorcs cnemyrome HAIID:  xanTompui,
XMHAMPWII, JIU3UHONPUI, IEPUHAONPUI, PaMMIPUI, CHUpanpHi, (G O3UHOMPHUII,

SHajanpui ¥ apyrue (tabi. 2).

uAlld HauyanpHas noza MakcuMalibHas 103a




Kanronpun ITo 6,25 mr 3 pa3za/cyT ITo 50 mr 3 paza/cyT

DHananpui [To 2,5 mr 1-2 pasa/cyr | 1o 10-20 mr 2 pa3a/cyt
JluzuHompui 2.5-5 MI OJTHOKpaTHO 20 Mr OJHOKpaTHO
Pamunpun 1,25 Mr oIHOKpaTHO ITo 5 mr 2 pa3za/cyT., 160

10 Mr oIHOKpaTHO

[lepunnonpun 2,5 M OIHOKPaTHO 10 Mr OIHOKPaTHO
XUHanpui 5 mr 1-2 paza/cyt 20 mr 2 paza/cyT
Crniupanpuin 3 mr | pas/cyT 6 mr 1 pas/cyt
®do3uHOIpHI 5 mr 1-2 paza/cyT 10-40 mr/cyT |

Tab6auna 2. PekoMeH10BaHHbIE [TpenapaThl U 1035l

APA 6 kombunayuu ¢ npouumu npenapamamu (8ancapman+caxyboumpun)
Basncapran-+cakyOUTpusl peKOMEHAYETCS MPUMEHATh BMECTO HATTD/APA y

nauuenToB ¢ cumnroMatudeckoit CH co cumkenHor @B JDK 1 coxpaHstolMMHC
cumnromamu CH, HECMOTps Ha ONTUMANBHYIO MeIHKaMeHTOo3HY10 Tepanuio (OMT)
MATID/APA, B-ABb ¥  aHTaroHUCTaMM albJOCTEpOHa Ul CHMIKEHHS pHCKa

rocniutanuszauui uz-3a CH u cmeptu [1].

UHuupauds —Tepanmumu  Bancapradtcakyburpun Bmecto  MAIID/APA
peKoMeHlyeTcs y mauueHToB co cHukenHod OB JDK, rocnurani3upoBaHHbIX MO
npuunHe nekomnercauun XCH nocne crabunnsatuy napamMmeTpoB reMoAnHaMHKH
JUISE asTbHEHIIEro CHIKEHUs prucka rocnuranusaimit u3-3a CH u cmepri [1].
p-Ab

B-AB mononnuTensHo k  MAII® pexoMeHIyIOTCS BCEM MalUeHTaM CO
crabunpHoil cumnromaruueckoi CH u cumxennoi @B JDK aist cHUXKEHHUA pUcKa

rocnutanuzaumu uz-3a CH u cmeptu [1].

B-AB pexoMeHAYIOTCS MALIMEHTAM I10C]Ie IEPEHECEHHOTO UM u ¢ HanuuueMm
cucronuueckod auchyHkuuu JOK nms cHHKEHUs: pucKa CMEpPTH U npo¢pUIaKTUKH

passutus cumnromon CH [1].
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V naumenTos ¢ gekomnencauuei XCH, ecnu B-Ab yxe 6bUTH Ha3Ha4Y€HBI 10
BO3HUKHOBEHHS CUMIITOMOB JIEKOMIEHCALlMH, PEKOMEHIYIOTCS [POJOJIKEHHE

TEpalruu, 1pu HCO6XOJ.II/IMOCTI/I =B yMeHblﬂeHHOﬁ J03€ 11 yJIIy4lIeHUs IMporHo3a

[].

PexomenpoBannbie npu XCH B-Ab ¥ WX [03UpOBKM MpPEACTaBICHBI B

tabnuue 3.

Bera-anpeHobiaokaTop HavanpHas no3a [leneBas no3a

Buconpouon 1,25 mr 1 pas/cyt | 10 mr 1 pas/cyT

Kapseaunon 3,125 MI 212550 wMmr 2
paza/cyT paza/cyT

MeTtomnposod, TabJeTKH c|12,5-25 wmr 1200 wmr 1 pas/cyr

MPOJIOHTUPOBAHHBIM pas/cyT

BBICBOO 0K IEHHEM/TIPOJIOHTUPOBAHHOTO

NEUCTBUSA

He6usoJon 1,25 mr 1 pas/cyt | 10 Mr 1 pas/cyT |

Ta6auua 3. PekoMeHnayeMble npenapaThbl ¥ 1035l

AnmazoHucmol anboocmepora
AHTaroHHUCTHI aJIbJIOCTEPOHA PEKOMEHIYIOTCSI BCEM NALIMCHTAM C XCHII-1V

@K u OB JDK <40%, mis cHUKeHHs pucka rocnuranusanuu u3-3a CH u cmeptu

[1].

AHTAroHUCThl AJIBAOCTEPOHA  IOJIXKHBI Ha3zHayaTbCd KakK BO BpEMA
CTAllMOHAPHOI'O JICYEHHUs, TaK aM6y.IIaTOpHO, ecii He OBUIM Ha3zHa4d€Hbl paHee,

HayaJibHbIE U 1l€JIeBbI€ 103bI NIPEACTABJICHBI B tabnuie 4.

[Ipenapar HauansHas no3a | Llenesas no3a MakcumasbHas
no3a
CnupOHONIaKTOH 25 Mr | 25-50 mr | 200 mr/cyT
OJIHOKPaTHO OJIHOKpPATHO
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DIjIepeHoH 25 mr | 50 Mr | 50 mr/cyt

OOHOKPATHO OJHOKPAaTHO

Tabnuua 4. PekomeHnayeMblie rpenapaThbl U 1035l
Juypemuku

B oTnuMyMe OT OCTalbHBIX CpPEACTB Tepanuu >(QQeKT AUypeTUKOB Ha
3a6051eBaeMOCTh ¥ cMepTHOCTH MauueHToB ¢ XCH B INTMTENIbHBIX UCCIIEI0BaHUAX
He uM3yyalcs. TeM He MeHee, IPUMEHEHHE MOYETOHHBIX MpenapaToB yCTPAHAET
CHMIITOMBI, CBSI3aHHBIE C 3aEPIKKON KHIKOCTH (meprdepruyecKkre OTeKU, OIbILLIKY,
3aCTON B JIETKHMX), YTO OGOCHOBBIBAET MX HCMOJb30BaHMe y mamueHtos ¢ XCH

Hezasucumo ot @B JDK [1].

JIMypeTHKy peKOMeHAyIoTes 1ist yydmenus cumntoMoB CH 1 MoBbILIEHHUS

Gu3MUECKON aKTUBHOCTH Y MALIMEHTOB C MPU3HAKAMH 3a/IePIKKH KUIIKOCTH [1].

Ha3HaueHue JMypEeTHKOB  PEKOMEHAYeTCs I  CHMXKEHUS  pUcCKa

rocnutagusauuy u3-3a CH y marueHToB ¢ CUMITOMAaMH 3aJ€PKKM KUIAKOCTH [1].

JlnypeTuky, pekomenayembie mis jederus XCH, npescTasietsl B Tabiue

JluypeTuk HavanpHas no3a OO6pIuHas AHEBHas 1034

[TeTneBnie ANYPETUKH

®ypocemMup 20-40 mr 40-240 mr

Topacemun 5-10 mr 10-20 mr

TuazuaHeie IUYPETHKH

['uapoxaopoTuasuj 12,5-25 Mr 12,5-100 mr
Kanuiicbeperaroiue

IUYPETUKH

CnupoHOJIaKTOH 75 Mr 100-300 Mr

Tabauua 5. PekoMeHayeMble rpenapaThbl U 1035l
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APA

[Mpumenenne APA pexomenayercs namueHtaM ¢ XCH co cHmxenHnoi @B
JDK <40% Ttonbko B cinydae HenepeHocumoctd HAIID (CHARM-Alternative,

VAL- HeFT) nis yMeHbIIeHHs KOJTMYECTBa TOCITUTAIU3ALUE U CMepTHOCTH [1].

[Ipucoenunenne APA He peKOMEHIAYIOTCS Yy MAaLMEHTOB, HWMEIOLIUX

cumnromsl CH (II-IV ®K), nonyyaromux tepanuto HATID u B-Ab [1].

APA, pexkoMeHayemble sl [PUMEHEHHS Y naupeHToB ¢ XCH,

npeacTaBieHbl B Tabaule 6.

[Ipenapar HauanbHas no3a Llenesas no3a
Kanpecapran 4 Mr OJHOKpaTHO 32 Mr OAHOKPaTHO
Bancapran 40 Mr 2 paza/cyT 160 mr 2 pa3a/cyT
JlozapraH 12,5 Mr oJHOKpaTHO 150 Mr oIHOKpaTHO

Tabnuua 6. Pekomenayembie npenapaThbl U 1035l

Hrneubumopu If-kananoe

[TpuMeHeHHe uBaOpaIvHa PEKOMEHIYETCS I1a [IHEHTaM TOJIbKO C CHHYCOBBIM
putmoM, ®B <35%, cumntomamu XCH II-IV ®K u yposuem UCC =70 yn./muH,
06s13aTeNIbHO HaXOAAIIUXCA Ha NOJ0OpaHHOM Tepalnuud PeKOMEHI0BaHHBIMH (KK
MaKCHUMaJIbHO NIEPEeHOCUMBIMH ) I03aMHU B-Ab,
UATI®D/APA/BancapTan+cakyOUTPUI U @aHTarOHKCTHI lTbIOCTEPOHA U1 CHHIKEHHS

rocrurtanuzaluuii 1 cMeptHoctd no npuuuHe CH [1].

[IpuMeHeHue uBabpagMHa PEKOMEHIYETCs Ui  CHMXKEHHMA  pucka
rocnuTanuzauuii u3-3a CH 1 cMepTHOCTH 1O CepAe4YHO-COCYIUCTBIM NPUIMHAM Y
narmentoB ¢ cumnromamu CH u @B JDK <35%, cunycoBeiM putmom, YCC B
MOKOe >70 yI./MUH, HaXOASLUXCA Ha Tepanuu
HAT1D/APA/BancaprantcakyOUTpUI U aHTarOHUCTaMM ajlbJJOCTEPOHA, KOTOPbIC

HecrocoBHBI TEPEHOCHTH MM MMEIOT IPOTHBOIIOKA3aHusA K HasHadeHuio B-Ab [1].
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PexoMeHlyeMas HayanbHas /032 MBabpajiiHa COCTaB/IAeT 5 Mr 2 pasa/CyT.,
C MOCTIeLYIOUMM yBeJMYEeHHEM Yepe3 2 Helenu 110 7,5 Mr 2 pa3a/cyT. Y MOKHUIIbIX
MalHeHTOB BO3MOKHA KOPPEKIUs 1036l HBabpaiiHa B CTOPOHY ee yMeHblueHus [1].
Cepoeunbie 2nuko3uovl

IIpuMeHeHue cepaeyHbIX TuKo3unoB y manuentoB ¢ XCH orpannyeno. M3
CYLIECTBYIOLIMX IIPEeNapartoB pEKOMEHJOBaH JUIOKCHH, 3((EeKTUBHOCTE U

6e30MacHOCTh APYIUX cepaednbix rinuko3usoB npu XCH n3yveHa HeOCTATOYHO.

Haznauenue gurokcuna nanupentam ¢ XCH He ynydiaeTr uX mporsos, TeM
He MeHee, CHUYKaeT KOJIMYeCcTBO rocnuranu3aiuii u3-3a XCH, ynydiiaer CMMITOMBI

XCH u kavecTBO u3HH [1].

[TpuMeHeHHe TUTOKCHHA B PsiJie CIIy4aeB MOXKET TOJBKO JOMOJIHATE TEPAIUIO
B-AB, uAII®/APA/Bancapran+caKyOUTpU, aHTarOHUCTaMM allbJOCTEPOHA U

IUYypEeTHUKaMHU.

PexoMeHayeTcss pacCMOTpPeTh BO3MOXHOCTb ~ Ha3Ha4eHHs JMIOKCHHA
nauuentam ¢ XCH [1-1V @K, cumxennoit @B JDK <40%, ¢ crHYCOBBIM PUTMOM
7 c coxpansomuMucs cumnromamu  CH, HecMoTps Ha  Teparuio
nAITD/APA/Bancaprantcakyoutpui, f-Ab ¥ aHTaroHUCTaMH ajlbJOCTEPOHA /s

CHWKeHHUs pucKa rocnutanusauuit u3-3a CH u no moboii npuunse [1].

Mecto UHI'T-2 B neyennu 6oabHbix XCH
[Mauuentam ¢ XCHu®B ¢ coxpanstommmucs cumnromamu CH HecmMoTps

Ha Tepammio MAII®/APA/Bancaprant+cakybutpui, Pp-Ab ¥ aHTaroHMCTamMu
aNbJOCTEPOHA PEKOMEHIIOBAH Ipernapar AanarndIo3dH Ijid CHWKEHHsS pHUCKa

CepaeuHOCOCY JUCTON CMEPTH U TOCTIMTAIIM3ALMH 10 MOBOY CH[1].

OCHOBHBIM [NOKa3zaHUuEM JJIs ):Lanarnmpnomx{a SABJISACTCA
- . /”’\__/_\/_———-__/l‘/ I - S NS
HHCyHHHHe3aBHCHMLIﬁ CI[, OJJHAKO pe3yJIbTaThbl 3aBCpUIMBIIETOCH HCcCJIeJOBaHHUA
J— T o

APA-HF nasHauenue nanariuduosuna y mnauuentoB ¢ XCHHDB u 6e3 C/1

COMMPOBOXKAAI0CH CHUXXCHHEM pHUCKa Cepﬂe“IHO-COCYIII/ICTOﬁ CMEPTH H
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rocnuTanusammii mo nopoxy CH. PexuM 103upoBaHMs Janariu@io3nHa — CM.

Tabnuiy 7.
Haszsanue npenapata CraproBas 103a MakcumaibHas 103a
MertdopMuH 1000 mr/cyt 3000 Mr/cyT
Jlanarnuhao3ux 10 mr/cyT 10 mr/cyT
DMmnarnudao3ut 10 mMr/cyT 25 mr/cyt
Kanarnugnosux 100 Mr/cyT 300 Mr/cyt

Tabnuua 7. PexoMeHg0BaHHbIE MTpenapaTel AJis JIEYEHUs CaXapHOro nuabdera

2 tuna y mauuentos ¢ XCH

TMammentam ¢ XCHu®B B coveranuu ¢ caxapHbiM auabetom (CII) 2 Tuma,
pEKOMEH/IOBaHbl  MperapaThl  Kjacca  WHIHOWTOPOB ganariugruo3uH U
SMnarnuQo3uH, kKaHarauduo3uH (KpoMe TsHKEeNbIX MallMeHTOB XCH 3-4 ©K s
kaHarmuduo3MHa) Ui T[JIMKEMHYECKOro KOHTPOJA M CHIXKEHMA  pHUCKa

rocnuTanusammit o nosoxy CH B kadecTBe MpenapaToB MepBOH THHUH [1].
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3akjiloueHHe
PesynbTaThl HEJABHO IPOBENEHHBIX DPaHIOMHU3MPOBAHHBIX KIHHHYECKHX

uccnenoBaHuit mponeMonctpuposanu, 4ro MHIJIT-2 3Ha4YMTENBHO yIyHIlUAOT
knuaudeckue ucxonsl y nauueHtoB ¢ XCHHOB. Tlo faHHBIM KIMHHYECKOTO
uccnenosanus DAPA-HF, y nauuento ¢ XCHH®B nanarnuio3ut 3HaYMTEIbHO
CHIIKAeT PUCK Pa3BUTHSI KOMOMHUPOBAHHON KOHEYHOH TOUKM - TOCIHUTAIM3ALNH B
ce3u ¢ CH (cpounoro obpauenus no nosopy CH) nnm CepIeYHO-COCY IUCTOM
cMepTHOCTH. KiMHHYecKue TpeuMyIIecTBa ObIIM OMHAKOBBIMU U HE 3aBUCENH OT
Hanuuus umi orcyterBus CJI 2-ro Tuma um moboi GasoBow MeIMKaMeHTO3HOH
Tepalnuu. JTH 3HAKOBBIE JAHHBIE KIMHUYECKUX hccae0BaHui  yOeIUTEeNbHO
06OCHOBBIBAIOT BKMOYeHHe B cxemy 6asoBoit Ttepanuun XCHHPB HoBOro
komnonenTa - uHI'JIT-2. TeM He MeHee, XOTsl paHIOMU3UPOBAHHbIE KIMHUYECKHUE
MCCIIeIOBAHMS MO3BOJMIN YCTAaHOBUTh IIPEUMYIIECTBa U 6€30MacHOCTh uHIJIT-2
npu XCHH®B, ocTaroTcs BONPOCHI [0 MOBOJY ONTHMAJIBHBIX CPOKOB Hadalla 3TOU
HOBOW Teparuy OTHOCHUTEIBHO Ha3HaueHHWs APYTHX PEKOMEHIYEMBIX Mpenapatos

s nedenus XCH.
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