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¢ MXXu3HeHHO Ba)KHble KAETOYHbIE BelLecTBa AAA
NaLMEHTOB C CEPAEYHON HEAOCTATOYHOCTbIO



MOYEMY Y XXMBOTHbIX HE BbIBAET MH®APKTA - A Y AKOAEM BbIBAET

®aKTbl 0 cCEpAEYHON HEAOCTATOYHOCTH

AecATKU MMAAMOHOB AIOAEN BO BCEM MUpPE CTPaAaloT
CepAEYHOI HEAOCTATOYHOCTBIO, COMPOBOXAAIOLLLENCS OAbILLKaMM,
oTeKaMM M cAabocTbio. KoAnyecTBO MauLMEHTOB C cepAeYHOM
HEeAOCTaTOYHOCTBIO YTPOUAOCH 32 HECKOABKO MOCAEAHMX AECATU-
AETUIA. DNUAEMUYECKUIA XapaKTep pacrpocTpaHeHUs 3Toro 3abo-
A€BaHUS MOXET ObITb OObACHEH TeM, YTO OCHOBHbIE MPUYUHBI
3Toro 3aboAeBaHMS AO CUX MOP HEAOCTAaTOYHO MAM BoObLLE He
M3BeCTHbl. B HeKOTOpbIX CAyyasx cepaeyHasi HEAOCTaTOYHOCTb
SIBASIETCS Pe3yAbTaTOM CEPAEYHOrO MPUCTYMa, OAHAKO, B BOAb-
LUMHCTBE CAY4YaeB, TaKMX KaK KapAMOMMOMATUS, CEpAEYHAs HEAOC-
TaTOYHOCTb pasBMBaeTCs 6e3 KaKkoro-Aubo mnpeABapUTEAbHOIO
KapAMOAOTMYECKOTO SIBAEHUS.

TpaAuLMOHHAA MeAMLMHA B OCHOBHOM OrFpaHUYMBaEeTCA
AEYEeHUEM CUMMTOMOB CEPAEYHOM HEAOCTaTOYHOCTU. [NaumeHTam
Ha3HavaloTC AMypeTUYECKMe MperapaTbl AAS BbIBEAEHMS BOAbI,
KOTOpasi 32AePXKMBAETCS B TKAHAX OpraHu3ma us-3a cAabom Hacoc-
HoM ¢yHKUMM cepaua. OAHAKO OHM TaK¥Ke BbIMbIBAIOT M3 Opra-
HM3Ma BOAOPACTBOPUMbIE MUKPOIAEMEHTbI, TEM CaMblM, Bbi3biBast
AOMOAHUTEAbHbIE NpobaeMbl co 3a0poBbeM. Bce ewe HepocTa-
TOYHOE MOHWMaHME MPUYUH CEPAEYHOMN HEAOCTATOMHOCTM OBbAC-
HseT HeBAaronpusaTHbIA NPOrHo3 3Toro 3aboaesaHus. B TeueHue
MATU AET MOCAE YCTaHOBAEHUS AMArHo3a 3a60AeBaHWs BbIKMBAIOT
ToAbkOo 50 % maupmeHTOB. AAS MHOTMMX MaLMEHTOB C CEpAEYHOM
HEAOCTaTOYHOCTbIO OMepauus Mo Mepecapke CepALa sIBASETCA
MOCAEAHUM CPEACTBOM criaceHus.. BoAblMHCTBO naumeHTOB C
CepAEYHOM HEAOCTATOUHOCTbIO, OAHAKO, YMUPAIOT, AAXKe He umest
BO3MOKHOCTM BbIGOpa TaKOM ornepaLmu.

KAeTouHas MeApMLMHA OTKpbIBaeT HOBble BO3MOXHOCTU B UC-
CACAOBAHUM TMPUYUMH, TMPOPUAAKTUKE U AEYEHUU CEPAEYHOM
HeaocTaTo4HOCTH. [NepBonpuuMHOit 3a60AeBaHUS sBASETCA Aedu-
LUMT BUTaMMHOB U APYrMX HEOBXOAMMBIX MUTATEAbHbIX BELLECTB,
KoTopble obecrneynBaloT OUOAOrMYECKOW 3HEprueil MUAAMOHDI
KAETOK CEPAEYHOM MbILLLbl. DTU KAETKM OTBETCTBEHHbI 32 COKpa-
LLLeHNe CEPAEYHOM MbILLLLbI U 32 ONTUMaAbHOE 3aKauMBaHUE KpPOBU
B KpoBeHOCHoe pycAo. AepuUMT BUTaMMHOB U APYrMX Heob-
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OcHoBHasa npuumHa

HeAOCTaTOK BUTAaMMHOB U
APYTMX MUKPO3AEMEHTOB B

KAeTKax cepAequﬁ MblLWLU bl

OcHoBHasa npo¢dmuAaaKkTHKa
M KoppeKuus

* Maruuit

OnTuMaAbHOE NOCTYNAEHHe
C NMUTaHMeM HeO6X0AUMBIX
NUTaTEeAbHbIX BELLECTB:

* Buramuu C

* KapHutuH
¢ Koanzum Q-10

CokpaleHue
HOPMaAbHbIX
kAeTok (N) u
KAETOK, UCMbITbI-
Baiowmnx Aepuumr
B BuTammHax (D)

HopmaabHaa HeaocTtaTtouHas

GYyHKUMUA

GYHKUMUA

Hapywenue
HaCOCHOM (pyHKLMMU
CcepAEUYHOM MblLLLLbI

CepaAeuHas HEAOCTaTOYHOCTb:

OADbILIKA, OTEKU U
YTOMAAEMOCTb

Aonoauser

MNMomoraer
npeAOTBpaTUTb
M KOppeKTupyeT

<
-

Momoraer
npeAOTBpaTUTL
M KOppeKTupyeT

-

Momoraer
npeAoOTBpPaTUTH
M KOppeKTupyeT

<

[1pnynHbl, npocpuAGKmMMKa M BCNOMOrameAbHAs mepanus cepgedHor

Hegocmamo4Hocmu
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XOAUMBIX MUTATEAbHbIX BELLECTB YXYALUAa€T HACOCHYIO (I))’HKLIMIO
CepALaQ, pe3yAbTaTOM Yero ABAAETCA y4allleHHOE AblXaHMe, OTEKMU,
4 6b|CTPO€ (I)M3MHECKOE U3HEMOXKEHMUE.

Mou pekoMeHpaLUM AASl €CTECTBEHHOM MPOPUAAKTUKMU
CEepAEUYHON HEAOCTATOUHOCTMU OXBATbIBAIOT LLEAbIA psiA MuUTa-
TEAbHbIX BELLECTB U BUTAMUHOB, MOCTABASIOLLUX BUOSHEPrUIO AAS
KAeTouHoro obmeHa Bewects. OHM MOMOraloT MpeAOTBpPaTUTbL
CAaBOCTb CEpPAEYHOM MbILILBI U YAYHLWUTb COCTOsiHME 3aboAe-
BaHUA.

HayuHble M3bICKaHUA U KAMHUUYECKME UCCAEAOBAHMUA YKe
MOKa3aAM OCOBEHHYIO LLeHHOCTb TaKMX BELLECTB, KaK KapHWUTWH,
Ko3H3uM Q-10 u ApPyrMx Heo6XOAUMBIX MUTATEAbHbIX BELLECTB,
KOTOpble MOMOTaOT YAYULLUTb GYHKLMIO MUMAAUOHOB KAETOK Cep-
AEYHOM MbILLLLbI, HAaCOCHYIO ¢YHKLMIO CepALla U, TEM CaMbIM,
Ka4yeCTBO >KM3HU MALMEHTOB C CEPAEYHON HEAOCTATOUHOCTbIO.

Mou pekoMeHAaLMM MaLLlMEHTAM C CEpPAEYHOMN HeApOoCTa-
TOUHOCTbIO: KaK MOXHO 6bicTpee obecrneybTe OMTUMaAbHOE
MOMOAHEHWE OPraHM3Ma >M3HEHHO BaXKHbIMM KAETOYHbIMM Be-
LLLEeCTBaMM, M MOCTaBbTE B M3BECTHOCTb 06 3TOoM Bawero Aevauiero
Bpava. [lpuHuMmaiiTe ux B AonoAHeHue K Bawemy o6biuHOMY
AeveHuio. He npekpawainte u He wuaMeHsiiTe, oaHako, Bawe
06blYHOE AeveHMe 63 KOHCYAbTALMU C BPAYOM.

MpoduaakTuka Ayuwle, yeM AeuveHMe. Ycrnex >KU3HEHHO
BAXKHbIX KAETOUHbIX BELLLECTB Y MALMEHTOB C CEPAEYHOM HEAOCTa-
TOYHOCTbIO OCHOBAaH Ha OMTUMAAbHOM CHabXKeHUM “KAETOYHbIM
TOMAMBOM” MUAAMOHOB KAETOK CEpPAEYHOM MbilLbl. [1porpamma
€CTECTBEHHOrO O3AOPOBAEHMUS, CMOCOBHAs €CTECTBEHHbBIM CMOCO-
6OM YAYHLIWUTb COCTOSIHME TaKOro CEpAEYHO-COCYAMCTOro 3abo-
AEBaHMWSA, KaK CEpAEYHas HEAOCTaTOYHOCTb, sBAsieTCs Bawum
HauMAYYLLMM BbIGOPOM B NMPEAOTBPALLLEHUU 3TOrO 3a60AEBaHMS.
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5 CEPAEYHAA HEAOCTATOYHOCTb

Kak >XM3HEeHHO Ba>KHble KAETOUYHbIe
BELLECTBA MOTYT NOMOYb NaLLMEHTAM C
CEpAEYHOMN HEAOCTATOUYHOCTbIO

CAEA)’IOLLIMH pa3AeA COCTOUT U3 nNncem naumeHToB C cepAequﬁ
HEAOCTAaTOYHOCTbIO, TMNPUHUMAIOWNX TMUTATEAbHbIE KAETOYHbIE
BelecTBa. MUAAUOHBI NaLlMEHTOB MUCMOAbL3YIOT HOBblIE AOCTUXKE-
HUA U OTKpbITHUA KaeTouHom MEAULUNHDI. I'on(a/\yﬁcm, NnoAEAU-
Tecb 3TOM MH(I)OPMaLIMeﬁ CO BCAKUM, KTO, KaK Bam U3BECTHO,
CTPaAa€eT OT OAbILLKKN, OTEKOB U XPOHMHECKOﬁ cAabocTn. DTum Bei
NMOMOXKETE AIOAAM CMNACTU XKU3Hb.

YBaxkaembivi g-p Pam!

Y Moeii HeBecmKu bbiAa gnarHoCMMpoBaHa cepgeyHas
HEgOCMAMOYHOCMb, M ee BPAY NOCOBEMOBAA €/f OMNPpABUMBCS JOMOH,
umobbi yperyanposamp geaa. OH coBemoBaA e/ npogamb gom u
nogbickame cebe npuiom, mak Kak ee cocmosiHue 6ygem yxygiuiambcs u
gaAble, U B CKOPOM BPEMEHM OHA He CMOXKem cama o cebe
3a6omumbcs. B Aerkux y Hee HaKonuAdch sKMgKocmb, oHA bbira
BbIHY>KgeHa cnamb cugs (Ymobbl UMEMb BO3MOXKHOCMb gbILLIAMb), HOTM
y Hee onyxAu, U XOguAd OHA C 6OALLIMM MpPYGoM.

B ¢peBpare Mos HeBeCmKa HA4YaAa NpMHUMAMb NUMAMEAbHbIE
KA€MOYHble BELLLECMBA M Yepe3 mpu HegeAn NoYyBCMBOBAAA Cebs
HACMOABKO XOPOLLO, YMO CMOTAA N0 BEYEPAM BbIXOGMMDb,
CAMOCMOSIMEAbHO NPUBOGUMD B NOPSIGOK CBOM BOAOCHI M 3a60MMMbCA 0
npogaxxe goma. CeAfuac oHa nepeexaAa B 04eHb XOPOLLIMI GOM gAsl
npecmapeAbix U MoXXem menepb gocmuyb A6Oro Mecma, Kyga ee
gosezem aBmobyc.

OHa mak 6AarogapHa, Ymo CMOrAd BepHymbCs K NPUBLIYHON XKU3HM.

C gpy»keckum npusemom. I1. A.
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YBaxxkaembiii g-p Pam!

A pag, ymo mory Bam coobmms 0 mom, Ymo numameAbHbie
KAEMOYHble BELECMBA 3HAYMMEAbHO YAYHLIMAU COCMOSHUE MOEro
3goposbs. Tenepb s Mory, He 3agbiXasicb NOGHUMAMbCA NO AecmHuuie. A
Mory makke coBepLiams nporyAku om 5 go 6 KM B geHb, He YyBCcmBys
np1 3MoM yCmanocmm uAmu uaHemoxenus. A yyscmsayio Bce 6oAbLLe
JKM3HEHHOW 3Hepruu, u 3mo Bce npunuceisaio Bawmm pekomeHgaumam.

Boabuoe cnacubo 3a Bawe omkpbimue, Komopoe nomoraem Algsm
cepgeyHo-cocygucmbiM1 npobAEMamM.

C yBaxxeHnem A. T.

VYBaxaembivi g-p Pam!

B MeYeHMe Wecmm Aem s cmpagaio cepgeqHoN HegocmamoyHoCMbio, 1
gaxke He6OAbLLAS (PU3MYECKAs HArpy3Ka, AU HENDOGOAKMMEAbHAS
nporyAka Bbi3biBaAu 60Ab B rpygu. [powwao yembipe mecsLa, Kak
NPUHUMAIO BAXKHbIE gASl OPraHN3Ma NMMAameAbHble BeLecmad, menepb 5
€>XXegHEBHO NPOX0XKY N0 ympam 2 KM NeLIKOM M nNpu 3Mom He cmpagaro
HM OgbILIKOM, HU 60AsIMU B rpygu. A gymaio, ymo 3mo bygem
MHmMepecHo Bam yzHame.

C gpysxeckum npuemowm, Baw @. B.
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VYBaxxaembiii g-p Pam!

MHe 46 aem. LLlecmb Aem Ha3ag y MeHs BbIAG 04EHb MSKEAAS PeaKLns
HA@ NPONUCAHHbIK npenapam, B pesyAbmame 4ero pasBMAACL cepgeyHast
HEgocmamoyHoCMb. 5 KAAOBAACS HA yKACHYIO yCMAAOCMb, OgbILLKY,
0MeKH, 3aCMo¥i B A€TKMX, d MAK3Ke HA y4dlleHHOe cepguebueHme.

Korga 5 B nepBbiii pas ycabiwaa o Bawmx gocmuskeHusix, mo 6biA o4eHb
B3BOAHOBAH. M0 NpegcmaBASAOCh MHE CAULLKOM NPEKPACHLIM, YMobbi
6bimb NpaBgo¥, Begb menepb y MeHS NOSBUAACL HAJEXKJA XKUMb, a He
MOABKO CyLLECMBOBAMb.

C mex nop, KAk s NPUHUMAIO BAXKHbIE gAS| KAEMOK NUMAMeAbHble
BeLLEeCMBd, M JONOAHUMEALHO MOALKO 0guH 6ema-6A0kamop, om Bcex
0CMAABbHBIX AEKapCmB s CMOr NOCMeneHHo omkasambcs. Cedyac s
04eHb PegKO YyBCMBYIO YCMAAOCMb M NPU 3MOM AOXKYCb NPOCMO
HEMHOro omgoxHymb. 1 menepb He XKAAyloCb GOAbLLE HA OGbILLKY M MOTY
pasrosapuBame, He XBamas »agHo pmom Bo3gyx. Omeku, 3acmoiiHble
SABAEHUS B AETKMX 1 y4dLLEHHOE CepgLiebueHmne ncyesam.

Bawa BumamunHas nporpbamma gaaa mHe bygyiee, NOCAe moro, Kak
6blAa NOMepSAHA BCAKAS HAGEXKJA.

C 6aarogapHocmbio, A, T.
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MdaTaAbHble MNOCAEACTBUA
HeCOBEPLIEHHOr O Ae4YeHMUs
cepA€EeYHOM HEAOCTATOYHOCTH

B TeuyeHue AecATUMAETUI1 CKOHLLEHTPUPOBAHHOE BHUMAaHUE TPaAM-
LIMOHHOM MEAMLIMHBI Ha AUYPETUKAX U APYTUX CUMMTOMATUYECKUX
¢dapmaLLeBTUHECKMX MpernapaTax He AaBaAO BO3MOXHOCTb OBHapy-
KUTb UCTUHHYIO MPUYUHY CEpPAEYHOM HepocTaTouHOCTU. Boaee
TOro, TPAaAULIMOHHOE AeYEHUE CEPAEYHOM HEAOCTATOYHOCTMU Mo-
KasblBaeT, KaK OTCYTCTBME MOHWUMaHWUsS MEPBOMNPUYMH GoAe3HM
NMPUBOAMUT K MOPOYHOMY KpYry, MpM KOTOPOM TepaneBTUYECKue
Mepbl BEAYT K YCyrybAeHUIO MPOGAEM CO 3A0POBbEM.

CeroaHs Mbl 3HaeM, YTO XPOHUYECKUI AEPULIUT HEOOXOAMMBIX
MUTAaTEAbHbIX BELLECTB B KAETKAX CEPAEYHOM MbILULLbl HapyluaeT
HacoOCHYIo GYHKLMIO cepaLia. DTO MPUBOAUT K HapyLLIEHUIO KPOBO-
obpalleHMs B pa3AMYHbIX OpraHax TeAa. [oyku, Hanpumep, yaaas-
lOT M3OBLITOK BOABI, MyTeM ee GpUABTPaLMK U3 KPOBM B mMouy. [pu
HapyLUeHMM TOKa KPOBM Yepes MOYKM BOAA HaKarAMBaeTcs B TKa-
HAX W Bbi3blBaeT HabyxaHWe (OTeK) HOT, AETKUX U APYTMX YacTein
TeAa.

Aas Toro 4tobbl M36aBUTLCA OT OTEKOB, Bpaiu MPOMMUCHIBAIOT
AWypeTU4eckue npenapatbl. DT MEpPONPUATUS 3aMyCKaloT NOpoY-
HbIM KPYr TPaAMLIMOHHOW Tepanuu CepAEYHON HEAOCTaTOYHOCTU.
AMypeTUKM BbIMbIBAIOT M3 OpraHM3Ma BOAOPACTBOPUMbIE BUTaMM-
Hbl, Takne Kak, BuTamuHbl C 1 E 1 HeobxoaMMble MUHepaAbl M
MUKpPO3AeMeHTbI. [TOCKOABKY AePULIUT BUTAMMHOB Y>Ke SIBASIETCS
OCHOBHOM MPUYMHOMN CEPAEYHOM HEAOCTATOYHOCTU, AMypeTUYeC-
KWe npenapaTtbl AOMOAHUTEAbHO YycyrybasioT 3aboaesaHue. Ceilt-
Yac Mbl MOHMMAEM, MNOYEMy MPOTrHO3 CEPAEYHOM HEAOCTATOYHOCTH
SIBASIETCS CTOAb HebAaronpusaTHbIM. Byayllas Tepanus cepaeyHol
HeAOCTaTOYHOCTM MpocTa: CHab)KeHue opraHMsma Heobxoau-
MbIMMU BUTaMMHaAMU U APYTMMM HEOOXOAUMBIMM MUTATEABHBIMU
KAETOYHbIMKU BeLecTBaMU. Ecau B opraHusme naumeHTa npowc-
XOAUT HaKOMAEHWE BOAbI, CAGAYET AaTb AMYpeTUKWU. BHe 3aBucu-
MOCTM OT 3TOro, €XEeAHEeBHOe TOMOAHEHUE Heob6XOAUMbBIMU
MUTaTEAbHBIMM KAETOYHBIMM BELLLECTBAMU AOAXKHO CTaTb HEOTbeM-
AEMOM YacTbio Alo6OM Tepanum cepAEYHOM HEAOCTATOYHOCTHU.
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OCHOBHO1 NpUYMHOMN

cepAEeYHOM HEAOCTAaTOYHOCTH KK
asAseTca pAepuumT

BUTAMMUHOB U APYIruX — ;
MUTATEAbHbIX KAETOUYHbIX

BELLECTB

Huskoe KpoBAHOE AaBAeHUue

— |
g

YBeAnueHue caaboctn
/ CEpAEYHOM MbILLLLbI

AaAbHelwee 6uosHepreTU- CaAabas puAbTpauua
YeCcKoe UCTOLLLEHUE KAETOK BOAbI B OpraHusme u3
CEpAEYHOM MbILLLLbI KpPOBM B MOYY

¢

}
¢ T -

BoaopacTBoprMble BUTAMUHbDI Hakonaenue Boabl
U Apyrume Heo6xoAUMble B OpraHusme
nUTaTeAbHble BeLLeCTBa * OTeK Hor

BbIMbIBAIOTCS U3 OpraHMsma ° oAblWKa

N - v

HasHnauenue aAnypetnkos

[MopouHbiii Kpyr B pesyAbmame HeCOBEPLIEHHOTO A€YEHUS CepgeyHOM
Hegocmamo4yHoCmMu ABASEMCA NPUIMHON AMAAbHBIX NOCACGCMBMI SMOro
3060A€BaHMA.
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MNMpuMeHeHne YKU3HEHHO BaXKHbIX
KAETOUHbIX BELLECTB MOXXET CAEAaTb
onepauMio No nepecapKke cepAL,a M3AUMLLHEN

MaumenT .M. - NpeANpUHUMATEAD U Pa3MEHSIA MATbIM AECATOK. Tpu
roAa Hasaa eMy MPMLLAOCL OTKa3aTbCsl OT CBOEeW paboThl U3-32 Heo-
KMAQHHO Pa3BMBLUEICS TAXKEAOM KapAMOMMOMaTuu (CAabocTu cep-
AevHoM MbiwLpl). CAabocTb CepAEYHOM MbILLpl MpUBEAA K 3a-
METHOMY CHMXEHMIO COKPaTUTEAbHOWM aKTMBHOCTM CepAlia W
paclimMpeHuto cepAeUHbIX Kamep. OH BblA 4aCcTO HACTOABKO CA26, YTO
He MOr MOAHMMaTbCA MO AecTHMue. HacTymua aeHb, Koraa emy
MPULIAOCH AEPXKaTb YallKy AByMs pyKamu. B cBssu c yBeAuuu-
BalOLLEMCA CAABOCTBIO M O4YeHb HEOAAroMpUSITHLIM MPOTHO30M,
AEYaLLMIA KAPAMOAOT MOPEKOMEHAOBAA €My MepecaAKy cepauia: "Bam
HY>XHO HOBOe cepALe".

C 3TOro BpeMeHM MaLMEHT MPUCTYMUA K MPUEMY XMU3HEHHO BaXKHbIX
KAETOUYHbIX BeliecTB. Puanyeckas CMAA CTaAa MOCTEMEHHO yBEAW-
umBaTbcs. Bckope OH cMoOr BHOBb MPUCTYMUTb K PEryASPHOMY BbIMOA-
HEHUIO CBOMX MPOPECCUOHAABHBIX OBS3aHHOCTEM M CMOr CHOBa
e3AMTb Ha Berocuneae. Ha KOHTPOAbHOM 06CAeAOBaHMM Yepes ABa
MecsiLa AeYalluit KapAMOAOT KOHCTaTUPOBAA YMEHbLUEHWE pa3MepOB
cepALa - O6bEKTUBHBIN MOKa3aTEAb OTAbIXa CEPAEYHOM MbilLbl. Ele
yepes Mecsl, MaLUMEHT yXKe CUAEA B CAMOAETEe, COBEpLUAs AEAOBYIO
MOE3AKY.

DTOT cAyvall i COBCTBEHHOPYYHO MEPENPOBEPUA U  33aAOKY-
MEHTUPOBaA Cpasy MOCAE TOrO, KaK MaLUMEHT U €ro KapAMOAOT
MeHs noceTtuan. Ceityac, B OAHOM TOAbKO B [epMaHUM, AOAXKHO
6bITb npousBeaeHo cebie 500 nepecapok cepala, B 60Ab-
LUMHCTBE CAyYaeB M3-3a CEpPAEYHOMN HepocTaTouHocTu. Ceoespe-
MEHHbI MPUEM  JKMU3HEHHO BAXKHbIX KAETOYHbIX BELLECTB BO
MHOFUX CAy4asiXx MO3BOASIET OTAOXWTb 3aMAAHMPOBaHHYIO Orepa-
LMIO MO Mepecaske CepALIa MAM BOOBLLE OTKa3aTbCs OT Hee.

OnucaHHbIM CAy4alt - 3TO TOABKO OAMH M3 MHOTOUMCAEHHBIX
npumMepos. YAyulleHne 3A0pOBbs APYroro naupmeHTa ¢ CepAEYHOM
HepocCTaTouHOCTbIO Asko3M bB. crano resosaem nporpammbl B
BeYepHMUX HoBocTAX KaHaaa CBS B Memduce, TeHHecw.
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B BospacTe 2| roaa y A»ko3it BHe3anHo
pasBuAach TsXeAas Gpopma CepAeYHOM
HEAOCTATOYHOCTH, U OHa BblAa rocnu-
TaAM3MpOBaHA C AMarHO3oM 'KapAMo-
muonus". Bckope nocae atoro nocae-
AOBaAa  TPaHCMAaHTaLUMs  CepAua.
YeTblpe roaa crycTs HOBOe cepale
AXO31 HacTOAbKO oOcAabAO, uTO ee
AOKTOpa MPEAAOXMAWU BTOpPYlO MNepe-
caaKy cepaua. B Bospacte 25 Aet 6biB-
LIas CTIOapAEcca BTOPUYHO CTaAa KaH-
AMAATOM Ha TPaHCMAAHTALMIO CepALia. A-p Pam ¢ Axosii

B 3TOT MOMeHT cBoel >XM3HM AXKO3M y3HaAa O MOMUX MCCAe-
AoBaHMaX B KAeTOYHOM MeAMUMHE, W  HavyaAa MpUHUMATb
nuTaTeAbHble BellecTBa. Yepes LiecTb MecsLLEB ee KapAMOAOT
nepecMOTpeA HEOOXOAMMOCTb BTOPOIA OMepauMu Mo Mepecaske
cepaua. K cBoeMy u3yMAeHMIO, OH OBGHapyXWA, UTO cepALle
A>KO3i HaCTOABKO OMPaBMAOCh, YTO HEOOGXOAMMOCTb B MOBTOP-
HOW TPaHCMAQHTaLMKU OTMaAQ.

MuTaTeAbHble KAETOUYHDbIE BelecTBa

KAeTouyHas 6norornyeckas sHeprus BMecTo nepecagku cepgua
Hwu ogHa meguumHcKkas npouegyba He npoCAaBMAACL MAK LIMPOKO, KAK
nepas onepaums no nepecagke cepgud, BbINOAHEHHAA JOKMOPOM
Kpucmuarom BepHapgom uz IOxxHoi Agpuku. Celivac, gecsmuaemus
Cnycms, Mbl NOHMMAEM, HYMO AeYeHMe CepgeyHol HegocmamoyHoCmM
30KAIYAEMCA He B nepecagke OpPraHda, a B NONOAHEHWUU BUOAOrU4ECKON
SHepruesns MUAAMOHOB KAEMOK CePgeyHO MbILLILIbI.

123



MOYEMY Y XXMBOTHbIX HE BbIBAET MH®APKTA - A Y AKOAEM BbIBAET

KAuHMUYecKkHue nccaepoBaHUA YXM3HEHHO
Ba>KHbIX KA€TOUYHbIX BELLECTB NpU
CEpPAEYHOM HEAOCTATOUYHOCTH

A. YAyuwieHue HacocHOM pyHKUMMU cepAaLa

B 0AHOM M3 MUAOTHBIX MCCAEAOBaHUM BbIAO MPOAHAAM3MPOBAHO
BAMSIHUE JKM3HEHHO BAXKHbIX KAETOYHbIX BELLECTB Ha ¢YHKLMM
cepAU2 M paboTOCMOCOGHOCTb OpPraHM3Ma B LLEAOM. DTO MCCAe-
AOBaHMe BKAIOYaAO 6 maumeHToB B BodpacTe oT 40 A0 66 AeT. B
HayaAe MCCAEAOBAHMS Y MAaLMEHTOB, C MOMOLLbIO 3XOKapAMO-
rpadum - yAbTPa3BYKOBOTO WMCCAEAOBAHUS CEpALLA, M3MEpsiAach
HacocHasi GpyHKUMS CepALla. DTOT TECT OMPEAEAMA, KAKOE KOAW-
4YeCTBO KPOBW BbliOpacbiBaeTCs B KPOBOOOPpALLEHME C KaXKAbIM
yAapoM cepaua (dpakumsa Bbibpoca). AOMOAHUTEABHO 6biAM
TECTMpOBaHbI $pusnyeckme GyHKLUM NaLUEHTOB.

3aTeM, B AOMOAHEHME K CBOeMy OObIYHOMY A€YEHMIO, MaLUEHTDI
€XXEeAHEBHO MOAYYaAU XKM3HEHHO BaXKHble MUTaTeAbHble BeLLeCTBa.
Yepes ABa Mecsia cHoBa OblAM  BbIMOAHEHbl 3xorpadus U
Harpy3souHble TecTbl. PesyAbTaTbl NokasaAu, 4To ppakLms BoiGpoca
KpoBM B KpoBoobpallleHWe U ¢dusmyeckne ¢GyHKLMM MaLMeHTOB
yAyqwmance Ha 20 %. Pe3syAbTaTbl 3TUX MCCAEAOBaHMIA 3ameva-
TEAbHbl y>Ke MOTOMYy, YTO C MOMOLLbIO dpapMaLLeBTUHECKUX Mpe-
MapaToB HEBO3MOXHO ObIAO  YAYYLIMTb HACOCHYIO YHKLIMIO
CepAlLla M B MOAOBMHY 3TOFO pe3yAbTaTa.

+20%

Ao Hauara Yepes aoBa
UCCAeAOBaHUSA MecsAua UCCAeAOBaHUI

[aomHoe nccaegoBarme ¢ npMMEHEHUEM KUBHEHHO BAXKHBIX KAEMOYHbIX Be-
LLIeCMB NOKA3aAO: HACOCHAS (PyHKLMS CepgLia yAYHLUIMAACh, B cpegHeM, Ha 20 %.
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TPaAULIMOHHOE AeYeHMe CEpPAEYHOM HEAOCTaTOYHOCTU WCKAIO-
UYUTEABHO TMPU MOMOLLU AMYPETUHECKMUX TMpernapaTtoe ycyrybasiet
MPUYMHBI, A€Xalllme B ocHoBe 3aboaeBaHus. MopobHOe AeueHMe,
6e3 OAHOBPEMEHHOrO MOMOAHEHWsI OpraHM3Ma MUTaTEeAbHbIMM
KAETOYHbIMU BELLECTBAMU AASl YAyulleHusi obMeHa BelLecTB cep-
AEYHOW MBILLLLbI, MOXXHO Ha3BaTb BpayebHoi owwmbkon. MHdpop-
MauUMs O BAMSIHUM MUTATEAbHbIX KAETOYHbIX BELLeCTB Ha YCTpa-
HeHWe MpUYMH 3a60AEBaHMUS CEpALIA OAMHAKOBO BAXKHA KaK AAS
MaLMEeHTa, TaK U AASl MO ACYALLLEro Bpava.

B. YAyuweHue KauecTBa XXM3HU

B APYroM KAMHUYECKOM HUCCAEAOBAHUM MaLLlMEHTbI C cepAequﬁ
HEAOCTAaTOYHOCTbIO NMPUHUMAAU MPEAAOIKEHHYIO MHOIO Nnporpam-
MY >XU3HEHHO BaXXHbIX BELL,ECTB Ha NMPOTAXKEHUU 6-n Mecsaues. Bo
BpeMAa MNCCAEAOBaHMUA BCe TMaLMEHTbl TMPOAOAXKAAU TMPUHUMATDL
(I)aPMaU,EBTM‘-IeCKMe MEAUKaMeHTbl, NMponncaHHbleé Bpa4oOM K MO-
MEHTY Ha4aAa MCCAEAOBAHUA.

BbipaXkeHHOCTb CMMMTOMOB WX CEPAEGYHOM HEAOCTATOYHOCTH
(OTeK, OAbILLKa, yAYLIbe U T.M.) OLLEHUBAAU B HAUAAE UCCAEAOBAHMS
MPU MOMOLLM CTaHAAPTHOM cUCTeMbl Kaaccudpuraumm Kapauo-
Aoruyeckoit accoumaumm Hulo-Mopka (NYHA):

L1 -
i i

accoumaumm Heto-Mopka)

b

—
i

OTAEAbHbIE NALMEHTbI B KAMHUYECKOM MCCAEAOBaAHUMN
Ao (roay6oit ueT) 1 nocae (KpacHbli LBET) NPUHATUSA
MUTATEAbHbIX KAETOYHbIX BELWLECTB

=

BbipaXkeHHOCTb cepAeYHOM
HEAOCTATOYHOCTH
(kaaccndmkaums Kapamonoruyeckon

[MuaomHoe nccaegoBaume naLumeHmMoB ¢ cepgeyHom
HegocmamoyHocmbio. Y KU3HEHHO BAXKHbIE KAEMOYHbIE BELLECMBA
N03BOASIOM yAy4lwmms @yHKumumn cepgua y 8 uz |0 naunenmos.
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| cteneHb: Aobas ¢M3M‘-IECK3.F| AKTUBHOCTb HE€ BbI3blBa€T CUMMNTO-
MoB 3a60AeBaHMSA

2 cTeneHsb: YMepeHHasn CI)MBM‘-IeCKaFI AKTUBHOCTb BbI3blBa€T NpoOAB-
AEHME CUMMTOMOB 3a60AeBaHMA

3 cTerneHb: MaAeiLian c|>14314quKa;| aKTUBHOCTb BbI3bIBa€T MpoOAB-
AEHME CUMMTOMOB 3a60AEBaHMA

4 cteneHb: CuMNATOMBI MNPUCYTCTBYIOT B COCTOAHUU NMOKOA

YuutbiBas TOT $aKT, YTO TPAAMLIMOHHAs MEAMLIMHA HE TMpeA-
AAraeT AeYEHMsl, HarMPaBAEHHOrO Ha FAyOUHHbIE NpUUMHBI 3a60Ae-
BaHWUs MPU CEPAEYHON HEAOCTATOYHOCTU, PE3YAbTATbl KAMHUYEC-
KOrO MCCACAOBAHUA C MUTATEAbHbIMM KAETOYHBIMM BELLECTBAMM
GbIAM 3aMeYaTeAbHbIMU: BOCEMb U3 AECATU MALUEHTOB YAYHLIMAU
COCTOSIHME CBOEro 3A0pPOBbS Ha OAHY MAM GoAee cTeneHei no
wkase NYHA. Yepes wecTb MecsLLeB MOAOBMHA MaLLUEHTOB CMOT-
AU BHOBb BECTM HOPMAaAbHbIM 06pa3 u3HW, 6e3 Kakux-Anbo
CUMMTOMOB BOAE3HU.

CepaeyHas HEAOCTATOYHOCTb BAMSIET Ha BECb OPraHM3M 4eAo-
BEeKa, U OOyCAaBAMBAET BO3HMKHOBEHUE LIEAOTO Psiad MPOBAeM,
CBA3aHHbIX CO 3AOPOBbEM M YXYALLAIOLWMX KA4YeCTBO KM3HW. B
PaMKax MPOBEAEHHOIO WMCCAEAOBAHUS TakXKe OblAO MpOaHaAu-
3MPOBaHO AEMCTBME MUTATEAbHbIX BELLECTB Ha creuudpuyeckme
CUMMTOMbl CEPAEYHOM HEAOCTATOMHOCTM, TaKMe KaK Hepery-
AsIpHOe cepaLebUueHme (TaxmMKapAMs), OABILIKA (AMCMHO3) U He-
CMOCOGHOCTb BbIMOAHATb €XEAHEBHYIO paboTy (CMAbHOE MW3He-
MO>KEHMUE).
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B pesyabTaTe COMOCTAaBAEHUSI MOKa3aTeAeN LUECTUMECSYHOrO
MCCAEAOBAHUS MUTATEAbHbIX BELLECTB C AHAAOTMYHbIMM MOKa3a-
TEASIMM B HAYaA€ WCCAEAOBAHMsl, KOFAQ MaLMEHTbl MPUHUMAAM
TOAbKO TMPOMMUCaHHbIE WM rperapaTbl, OblAM OTMeYeHbl CAEAY-
fOLLLME YAYULLEHUS:

* HeperyasipHoe cepaLiebUeHMe MCHE3A0 Y KaXKAOTO M3 BOCbMM
MaLMeHTOB, NEPBOHAYAABHO MUMEIOLLUX 3TU CUMMTOMBI (YAyY-
wuaock B 100% cayqaes).

* CuAbHOE M3HEMOXEHME U YCTAAOCTb WMCUYE3AU Y KAXKAOMO M3
AEBSTU MaLMEHTOB, NEPBOHAYAALHO UMEIOLLUX 3TU CUMMTOMBI
(yAyuwmaocs B 100% cayyaes).

* Oabliwka 6oree He HabAOAAAACL Y MATU U3 CEMM MALMEHTOB,
MepBOHAYaAbHO JKaAylolMXcs Ha Hee (yAyywuaocb B 70%
CAy4aes).

3amMeyaTeAbHO TO, YTO 3TWU YAYYLLEHWS 3AOPOBbSl ObIAM AOCTWI-
HyTbl 6€3 BO3HWMKHOBEHWMSI KaKUX-AMGO MOBOUHbIX 3¢peKTOoB.
Pe3syAbTaThbl GbIAM CYMMUPOBaHbI B CAEAYIOLLLEM FpadUKe:

Yucao naumeHTOB
CO CAEAYIOULUMHU
cUuMnToMmamm

HeperyaspHoe CaabocTtb OabiwKa
cepaLe6ueHmne

[Mokasamean cocmosiHus 3gopoBbs go (roaybosi LBem) 1 nocAe (KpacHbivi
LBEM) LWeCmM MeCALEB NPUHAMUS NpOrpaMmbl NUMAMEAbHbIX BELLECMB.
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AaAbHeNnwIMe KAMHUYECKUE UCCAEAOBaHMA
CO crneuuaAbHO NOAO06GpPaHHbIMMU
NUTaTeAbHbIMMU KAETOUYHbIMM BeLLLECTBAMM
Nnpu cepAEYHOMN HEAOCTATOUYHOCTH

B MHOrouYMcAeHHbIX HE3aBUCUMBIX KAUHUYECKUX UCCAEAOBAHUAX
6bir0 NMPOAEMOHCTPUPOBAHO, KaK pa3AUYHble KOMMOHEHTbI NMATa-

KAuHuueckn poKa3saHHble NpeuMyLLLecTBa HEO6X0AMMbIX
NMUTaTEeAbHbIX BELLECTB AAA 3AOPOBbS MaLMEHTOB C
cepAEeYHOM HEAOCTATOYHOCTbIO

*  VAyulleHne HacocHOM GyHKLMM cepaLia

*  HopMaAuzaums yBeAUHEHHbIX CEPAEYHBIX KaMep
* YMeHbLUEeHWE OABILLKU

* YMeHblueHWe OTEKOB

*  YAyuyweHue pusnyecknx GyHKLUMN

* VBeAMnUeHHE NMPOAOAKMTEABHOCTHU KU3HU

TEAbHbIX KAETOYHbIX BELLECTB BAUAIOT HAa TakKMe CUMMTOMbI Cep-
AEYHOM HEAOCTAaTOYHOCTU, KaK OAbILLIKA, OTEKU U np.

Koan3zum Q-10:

Hanboaee noaHo 6biAn Mccaep0BaHbl KO3H3MM Q- 10 1 KapHUTUH —
MOAEKYAbI-MEPEHOCYMKU BUOAOTMYECKOM 3HEPIMM B MMAAMOHDI
KAETOK cepaeyHOM MbiwLbl. Hanpumep, npo¢. Mutep AaHrcitoH u
npod. Kapa Doakeps co cBOMMM KOAAeramu M3 TexaccKoro
yHuBepcuTeTa B OCTHHE AOKa3aAW, YTO Y MALMEHTOB C CEPAEYHOM
HEAOCTaTOYHOCTbIO, MPUHUMAIOLMX KO3H3UM Q- 10 B AOMNOAHEHHe
K CBOEMy OObIYHOMY AEYEHMIO, 3HAUUTEABHO YBEAMYMACS OBLLMI
MOKa3aTeAb MPOAOAXKMTEABHOCTU XM3HU. Yepe3 Tpu roaa 75 %
MauMeHToB, MpUHMMaIOWMX KO3H3MM Q-10 B AOMOAHEHME K
cBOEMy OBbIMHOMY AeYeHMIO, BblAM BCE eLLLe YKMBbI, B TO BPEMS Kak
U3 MaLMEHTOB, MPOAOAXKAIOLMX CBOE OBbIMHOE AeHEHUE, OCTAAOCh
B JKMBbIX TOAbKO 25%. Apyrumum cAoBamM, KaxKAbI BTOpPOWA
MaLMEHT B 3TOM MCCAEAOBAHUM Bbla 06s3aH CBOEI KU3HBIO A0GaB-
Ke Ko3H3uma Q-10.
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Tuamun (Butamun Bl):

B KAMHMYECKOM MCCAEAOBaHUM, OMYOGAMKOBAHHOM B AMEPUKAHCKOM
MEAMLMHCKOM >KypHaAe, A-p LLIMMOH U1 ero Koaaern usyvaam osao-
POBUTEABHYIO MOAb3y AOGaBKM BUTamuHa Bl y mauueHToB C
CEepAEYHOM HEAOCTATOMHOCTbIO. TPUALIATH MALMEHTOB C CEPAEHHOM
HEAOCTaTOYHOCTbIO, MPUHUMAIOLLME AUYPETUYECKME W APYrue
TPaAMLMOHHbIE MpenapaTtbl, HABAIOAQAMCb Ha MPOTSXKEHWUM LLECTH
HeaeAb. BansHue ButammHa Bl Ha ¢yHKLMM cepaua oLleHMBaAWCh
MeTOoAOM 3xoKapauorpadpum. Aobaska ButammHa Bl Ha 22%
YAYYLLMAQ HACOCHYIO QYHKLMIO cepALIa (BBIGPOC AEBOTO YKEAYAOUKA).
BoAee Toro, yAydiieHHas ¢yHKUMA CepALA CTUMYAMPOBaAa Auype-
TUYECKOE AEMCTBUE, KOTOPOE CMIOCOGCTBOBAAO YMEHBLUIEHMIO 3aAEp-
YKKM BOABI M O6pa30BaHMIO OTEKOB B OpraHU3Me MaLMeHTOB.

KapHutuh:

B KAMHMYECKMX UCCAEAOBAHMAX, MPOBEAEHHBIX A-poM Pusocom u
OMyBAMKOBaHHbIX B AMEPUKAHCKOM KapAMOAOTMYECKOM XKYPHaAe,
80 naumeHTOB € cepAEYHOM HEAOCTATOYHOCTbIO HABAIOAAAUCH Ha
MPOTSAXKEHUU Tpex AeT. [MOAOBMHA MALMEHTOB MPUHUMAAU EXKEA-
HEBHO KapHUTUH B AOMOAHEHME K TPAAULIMOHHOM Tepanuu, Apyras
MOAOBMHA - MOAYYaAa TOABKO MAaLe6o. B KoHLe nccaepoBaHUsA B
rpynne, npuHuMMmaBleln nAauebo 18 % naumeHTOB yMepAM oOT
OCAOXHEHUI CEpPAEYHOM HeAoCTaTo4HOCTU. B npoTueonoao-
HOCTb 3TOMy, B Tpyrrne, MOAYYaBLUEH KapHUTUH, YMEPAO TOAbKO
3 % nauMeHTOB. DTO KAMHUYECKOE UCCAEAOBAHME CTATUCTUYECKM
MOKa3aAO, YTO KAapHUTUH YBEAMYMBAET MPOAOANKUTEABHOCTD
YKM3HW MALUEHTOB C CEPAEYHOM HEAOCTATOHHOCTBIO.

TecTupoBaHHble NUTaTEeAbHble CcbIAKM
KAETOYHbIE BelLecTBa

Kosnaum Q-10 ®DoAkep3 u AaHrcioH
KapHuTuH Pusoc u Xuaunu
Butamun Bl LLunmoH
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3aAeitTe MHe
MNOAHbIN 6aK,
noXkaAymcra!

HeT!
Bam Hy>keH
HOBbI MoTOp!

beccmbicanua mpaguumoHHoOW mepanunm npu cepgeyHoud Hegoc-
mamo4yHoCmu CyMMUpoBaHa B 3mom Komukce. NedyeHune cepgeyHon
Hegocmamo4yHOCMM, BbI3BAHHON geduuMMOM “KAemMoYHoOro mon-
AMBa” npu nomowm nepecagku cepgua HAnoMuHAem 3AMEHY
Momopa Bawero asmomobuAs, Korga y Bac 3akOHYMAOCb MONAMBO.
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Hu3zHEeHHO BaXKHble KAETOYHbIe
BellLecTBa AAA NaLlMEeHTOB
C cepAEeYHOM HEAOCTAaTOYHOCTbIO

MaumeHTamM C OABILLKOM, OTEKAMU U XPOHUYECKOM CAABOCTbIO
PEKOMEHAYETCS MPUHUMATD CAEAYIOLLME KAETOYHbIE BUOAOTU-
YecKkue aHepreTuieckue GpakTopbl B 6OAEE BbICOKMUX AO3aX:

e ButamuH C: cHabXaeT KaKAYIO KAETKY SHepruen AAs
MeTaboAM3Ma, @ TaKXKe CHABXKaeT XKU3HEMOAAEPIKUBAIOLLLEN
61OAOTUYECKOW SHEPrUei TPaHCMOPTHbIE MOAEKYAbI — re-
PEHOCYMKM BUO3HEPrMK U3 FpyMMbl BUTAMUHOB B

* ButamuH E: obecneunBaeT aHTUOKCUARHTHYIO 3aLUUTY, B
0COBEHHOCTM 3aLLUTY KAETOUHbIX MeMBpaH

e Butamuubi Bl, B2, B3, B5, B6, BI2 u 6uoTuH:
MepeHOCUYUKM BUOAOTUUECKOM 3SHEPrUU AAS KAETOYHOTO
MeTaboAM3Ma, B OCOBEHHOCTM  AAS KAGTOK CEpPAEYHOM
MbILLLLbI, YAYYLLQIOT HAaCOCHYIO YHKLMIO cepAla U $usu-
YeCKYylo BbIHOCAUBOCTb

* KosH3um Q-10: BarkHeWwwMI "AbIXaTeAbHbI $epMeHT"
o6MeHa BELLLECTB KAXKAOWM KAETKM; UrpaeT ocobylo poAb B
YAYULIEHUM YHKLMU CEPAEYHOM MbIlLpbl B pesyAbTaTe
BbICOKOM MOTPEBHOCTU KAETOK B GBUOAOTMYECKON SHEprum

*  KapHUTUH: yAydwaeT cHabxeHMe BUOAOrMYECKOM SHEPTU-
el "anekTpocTaHummn" (MUTOXOHAPUM) MUAAMOHOB KAETOK

* TaypuH: NpupoAHasi aMMHOKUCAOTA, HEAOCTATOK KOTOPOM
B CEPAEYHOW MbILLLLE ABASIETCA YaCTOM MPUYMHOM CepAeY-
HOM HEAOCTAaTOYHOCTH
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