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AHHOTaLIuA

Lenb: npoBecTn 0630p poccuUiickoin 1 3apybexHon nuTepaTypbl NocnegHUx neT o cospe-
MEHHbIX MeToAax ANarHoCTUKN U TaKTMKe BedeHus AeTel U NoApOoCTKOB ¢ MeTabonnyeckoi
KapauomMuonaTuen.

MaTepuanbl U MeToAbI: NPOBEAEH aHaNM3 POCCUNCKON 1 3apyBexxHON nuTepaTypbl B 6asax
PWHL], Scopus, Web of Science, Pubmed.

Pe3ynbTaTthbl. B HacTosilLee BpeMs B CTPYKType cepaeyvyHO-COCYyAUCTbIX 3abonesaHuii y ae-
TEen N NOAPOCTKOB 3HAYNTENbHO BO3POC YAENbHbIA BEC HECNEUNPUYECKNX MOPaAXKEHNN MU-
okapga HeBocnanuTensHoro reHesa. Kapamomuonatum (KMI) npeactasnstot cobow rpynny
3aboneBaHun MMokapaa, kotTopble Oblfv ONMcaHbl OTHOCUTENBHO HEAABHO U C TEX NOP BbI3bl-
BalOT HeocnabesarLm MHTEPEC KapAnonoros, MOponoros, reHEeTUKOB U KapAMOXUPYpProB.
KMIT y geten OTHOCATCS K TSHKernow naTtornornm n xapakTepusyrTcs NporpeccupyoLnm Te-
YeHneM, pe3MCTEHTHOCTbLIO K MPOBOAMMOW Tepanuu n HebnaronpuaTHeIM NnporHo3om. Ceroa-
HA cdhopMUpoBaHa NPUHLMNManbHO HoBas koHuenuusa onpegenenna KM n ee s3HauMmocTb
B CTPYKType 3aboneBaHui cepaeyHO-coOCyanUCTON CUCTEMBI, YTO CBA3@HO C AOCTMXEHNSAMM
MEeAMWLMHCKON reHeTUKWU, UMMYHOMOMMN 1 MONEKYNsipHON 9HAOKPUHoNorun. B ctatbe npea-
CTaBneHbl JaHHble POCCUMCKUX U 3apybexHbIX nybnukauui, NocBslLEeHHble neanatpuye-
cknm acnektam metabonuueckon KMI. PaccMmoTpeHbl BONPOCHI TEPMUHONOIMNK, KAUHUYe-
CKMe, napaknUHUYECKNe U UHCTPYMEHTarnbHble KpUTEPUN OUNArHOCTUKN HEKOPOHAPOreHHbIX
3aboneBaHun Mnokapga v hapmakotTepanuu.

3aknroueHue. CerogHs npobnema coBeplleHHon gmarHoctukm KMIT oo koHua He pelleHa,
€€ CMNOXHOCTb 00BbACHAETCHA OTCYTCTBUEM CneundU4ecKknx KIMHUYECKNX MapkepoB 3abone-
BaHWUS N ANUTENbHbIM 6eccUMNTOMHbIM TedeHnem. KMl 3aHMMaeT ocoboe mecTo cpeau 3a-
GoneBaHUn MMoOKapaa pasfnMyHoro reHesa n TpebyeT YeTKol BbipaboTK e4UHOTro anroputmMa
ONarHoCTUKKW, onpeaeneHns KoMmnrekca npounakTuyecknx, evebHblx 1 peadbunntaunoH-
HbIX MEPOMPUATUI B KITMHUYECKON NpakTUKe neguatpa.

KnroueBble cnoBa: KapanommonaTtusa, MeTabonuyeckue HapylweHunda, cepgeyvyHada HegocTta-
TOYHOCTb, AETU
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METABOLIC CARDIOMYOPATHY IN PAEDIATRIC PRACTICE

Viktoriya E. Tril’*, Alla V. Burlutskaya
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Mitrofana Sedina str., 4, Krasnodar, 350063, Russia

Abstract

Aim. To review Russian and foreign literature of the recent years pertaining to the modern
methods of diagnosis and management of children and adolescents suffering from cardiomy-
opathies.

Materials and methods. Russian and foreign literature was analysed using the following
databases: RSCI, Scopus, Web of Science, Pubmed.

Results. There has been an increase in the proportion of non-specific myocardial lesions of
non-inflammatory origin in the structure of cardiovascular diseases in children and adoles-
cents. Cardiomyopathies (CMP) constitute a group of myocardial diseases, which have been
defined relatively recently and are increasingly attracting much research attention of cardiolo-
gists, morphologists, geneticists and cardiac surgeons. CMPs in children constitute a severe
pathology and are characterised by a progressive course, resistance to therapy, as well as by
an unfavourable prognosis. In this connection, a fundamentally new concept of CMP diagnosis,
as well as its role in the structure of cardiovascular diseases, has been introduced, which is as-
sociated with the achievements in the spheres of medical genetics, immunology and molecular
endocrinology. The article presents data from the Russian and foreign publications on paedi-
atric aspects of metabolic CMP. In ths paper, we consider clinical, paraclinic and instrumental
criteria for the diagnostics of non-coronary myocardial pathologies and associated pharmaco-
therapy, as well as some terminological issues.

Conclusion. The problem of efficient CMP diagnostics remains to be solved; its complexity is
explained by the absence of specific clinical disease markers and a long asymptomatic course.
CMPs occupy a special place among myocardial diseases of various origins, thus requiring a
common diagnostic algorithm, as well as a complex of preventive, therapeutic and rehabilitation
measures to be used in the paediatric practice.
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YueHue o memabonuyeckux, HEKOPOHapPO2eHHbIX
U HegocnanumerbHbIx 3abosiesaHusix cepOeqyHoOU Mbilbl ocmaemcs,
u o celi 0eHb, HaUMeHee paspabomaHHoU obracmbio kapouosoauu.
M.C. KywakoBckuii
BBeneHue Cs KapavMoMmeranuen, U3SMEHEHUSIMU Ha SreKTpoKap-

Kapoduomuonamusi (KMI1) B nepeBoge C rpe-
yeckoro (kardia — cepgue; mys, myos — MbILILA;
pathos — 6onesHb) 0603Ha4aeT «3aboneBaHne MblLL-
ubl cepgua». [aHHbI TEPMUH BNEpBble NpeanoxeH
W. Bridgen B 1957 rogy v Ha NpOTSXEHUN MHOMMX
neT ucnonb3oBarncs Ang o6o3HaveHns 3abonesaHnm
MMOKapaa HEesCHOWM 3TMOMOMMK, XapaKTepuayoLLyX-

avorpamme (OKIM), nporpeccupylowMm  TeveHrem
CepAeYHor HegoCTaTOYHOCTU UM HebnaronpuaTHbLIM
MpOrHo3oM Ans XusHW. B coBpemeHHOM acnekre,
cornacHo pekomeHgaumnsam Eesponerickoro obiecTsa
kapguonoros (ESC, 2008), KMIM — aTo rpynna rete-
pOreHHbIX 3aboneBaHuin, xapakTepuayoLasacs naTo-
nornen Mmokapaa ¢ ero CTPYKTYPHbIMU n/nnn pyHK-
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LMOHanbHbIMM HapyLUeHUsIMKW, He obycrioBneHHasi
nwemmyeckon BonesHblo cepaua, runepTeHsnen,
KnanaHHbIMW MOpoKaMu 1 BPOXAEHHbIMU 3aboneBa-
HuaMKU. HeobxoammocTb n3yyeHuns npobnembl KMI
B negmatpum obycrnoBneHa LUMPOKOM pacnpocTpa-
HEHHOCTbK [JaHHOW NaTonorMu: B CTPyKType 3abo-
neBaHW cepaevyHO-COCYANCTON CUCTEMbI B LETCKON
nonynsuum oHn coctaensioT ot 3 4o 15% [1-3].

Knaccudumkauyma KMI

B 1995 rogy rpynnon akcneptoB BO3 6bina npen-
noxeHa knaccudvkaums kapguomuonatun (Report
of the 1995 WHO/ISFC Task Force on the Definition
and Classification of Cardiomyopathy 3). B ocHoBe
Knaccuurkaumm nexmt mopdornormyeckas xapakre-
puctuka KMI1 co cneuundmyecknmm ocobeHHOCTsIMU
CTPYKTYPHbIX M3MeHeHMn Muokapga (tabn. 1). Co-
rnmacHo gaHHbim BO3 (1995), KMIMT — ato 3abonesa-
HMS1 MMOKapAa, aCCOLMMPOBAHHbIE C ero AUCyHKLM-
en. Mpu atom kaxgas n3 KMl xapaktepuayet cobom
He OTAEerNbHYH HO30MorM4eckyo hopmy, a npeacras-
NAEeT CMHOPOM, BKMNOYAOLWMIN onpenerieHHbI Mop-
HOodDYHKUMOHAMNBHBIN U KNMMHUKO-UHCTPYMEHTArbHbIN
CMMMNTOMOKOMMSIEKC, XapaKTEPHbIA ON1A reTeporeH-
HOM rpynnbl 3abonesaHunii Mruokapaa. Knaccudmka-
UMst He npegycMmaTpuBana HanvyiMe reHeTudeckomn
obycrnoeneHHocTn KMI1, cemeliHbix dopm 3abone-
BaHUHA, BO3MOXHOCTU TpaHcdopmauumn ogHor KMIT
B Apyryto (runeptpodudeckyto KMl B annataumon-
Hyto KM Ha no3gHux ctagusix).

Mporpecc B obnactu MonekynsapHom 6uonorum
(noaTBEpPXXAEHWE PONY FEHOB, KOOUPYIOLLNX CUHTES
umuTOCKeneTa, CoKpaTUTENbHbIX OenkoB (capkome-

poB), GEnkoB MOHHbIX KaHanoB) CnocobcTBOBan
cuctematmsauum npmunH KM, n 8 2004 rogy npea-
NoXXeHa reHoOMHasi U «MOoMneKynsipHasi» Krnaccu-
dukaumsa HacnegcTeHHbIx KMI (Tabn. 2) [4].

B panbHenwem Gbinn obHapy>KeHbl MyTauun re-
HOB He TomnbKO OernkoB LMTOCKeNneTa, HO U capKo-
MepoB, OEenkoB, OTBETCTBEHHbLIX 3a MWUTOXOHAPW-
anbHOE OblXaHWe M CTPYKTYpY SOepHON 060MnoYku,
YTO AMKTOBANO HEOBXOAMMOCTL B CO34aHNN HOBOW,
bonee KOHUENTyanbHOW Kraccudukauuun, npeg-
noxeHHo AMepuKaHCKOW accounaumen cepgua
(AHA) B 2006 roay (Tabn. 3).

MNpennoxeHo HoBoe onpeaeneHne KMl kak «re-
TEpOreHHon rpynnbl 3aboneBaHuin Muokapaa, ac-
COLMMPYIOLLIMXCA C MEXaHUYECKON WU/ anekTpu-
Yeckon AUCYHKUMEN, KOTOpble MPOSBASOTCA
HeafdeKkBaTHOW runepTpodunen unn gunaraumen
1 BO3HMKAIOT B pe3ynbraTe pasHoobpasHbIX MPUYKH,
yacTo apndawwmxcs reHetndeckumn. KMI orpaHu-
YMBaETCH cepauemM UM ABMsIeTCsl YacTbio reHepa-
NN30BaHHbIX CUCTEMHbIX HapyLUeHWUA, NPUBOOSALLNX
K KapAnoBacKynspHOM CMepPTU Ui NporpeccmpoBa-
HUIO cepaeYvyHon HedoCTaToMHOCTUY [5].

B 2008 rogy onybnukoBaHa HoBas knaccudwu-
kauusa EBponerickoro obuiectsa kapguornoros (ESC
2008r.) [6]. B ocHoBy gaHHOW knaccudumkalmm no-
NOXEHO N3MEHEHWE CTPYKTYPbl U PYHKUUN NEBOro
Xenyagoyka ¢ y4eToM ceMelHoro aHamHesa. [laHHas
KnaccuduvKauma opueHTpoBaHa npenmyLLecTBeH-
HO Ha eé KIMHNYecKoe ncnonb3osaHue (puc. 1).

CornacHo International Statistical Classification
of Diseases and Related Health Problems KMI1

Tabauua 1. [Tamogusuosozuueckasn kaaccupukayusa kapouomuonamuii (BO3, 1995)
Table 1. Pathophysiological classification of cardiomyopathies (WHO, 1995)

OcHoOBHbIe [JononHutenbHble Cneuundunyeckme HeknaccucdumumpoBaHHble
OunataumoHHas AputmoreHHas gucnnasua  MeTtabonudeckas dunbpoanacTos
KM npaBoro xernygoyka
BocnanutensHas CVHAPOM HEKOMMAKTHOrO NEBOTrO
El/ll\l/l'llt_elprOd)VNECKaﬂ Mocnepogosas KMI Uwemuieckas Xenygouka
CwncTonuyeckas aANCAhyYHKUNS MUO-
PecTpuktnBHas KapAaa ¢ MMHUMarbHOW gunaraumen
KM

KMIM

npun MUTOXoHApmnonaTuun

Tabauua 2. l'eHomHaa kaaccudukauus nacaedcmesentvix KMIT (2004)

Table 2. Genomic classification of hereditary CMPs (2004)

KapavomuonaTtum uutockenera
OunaTtaumoHHas KMI

AputmoreHHas KMl npaBoro xe-
nypouyka

CVHOPOM HEKOMMNAKTHOrO N1EBOrO
Xenygouka

Xenygoyka
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KapauomuonaTtum capkomepoB
Mmneptpoduyeckas KMr
PectpuktneHas KMl

CI/IHLLpOM HEKOMNAaKTHOro fieesoro

Kapavomuonatum

VMOHHbIX KaHanoB
CvHAPOM YANMHEHHOTO Y YKOPOYEHHO-
ro untepsana Q-T

CvHppom bpyraga

KaTtexonamuHepruyeckas nonumopd-
Hasd XenyaoyKkoBas Taxukapaus
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Tabauua 3. Kaaccupuxkauus nepsuursix KMIT (AHA, 2006)
Table 3. Classification of primary CMPs (AHA, 2006)

FeHeTn4yeckune
MnepTtpodmyeckas KMI1
AputmoreHHas KMI

CMHOPOM HEKOMMAKTHOIO FIEBOrO XKeny-
Jouka

[TnkoreHosbl
MwuToxoHOpuanbHble MMonaTum

HapyLueHVIe q)yHKLl,VIVI MOHHbIX KaHanoB

CmewaHHble
OunataunoHHas KM

MepBuyHasa pectpukTnsHas KM

MpnobpeTeHHbIe

MVIOKapJJ,VITbI (BOCI'IaJ'I nTernbHble
KM)

KM Takotcy6o
Mocnepogosas KMI
KMTI1, nHayumnpoBaHHasda
Taxvkapguen

KMI 'y maTepein c caxapHbim

anabeTtom
KMN
|
[ T 1 T 1
lneprpoduyeckas  [lunarayvoHHas ApuTt MOreHHas PecrpuktusHas Heknaccuduvuvpyemas
| npasoXenyfo4KkoBas |
CemeitHas/reHeTn4ecku Hecemeiinas/
o6ycnosneHHas He 06YCNOBNEHHan reHeTU4ecKu
L I
| | I I
HevpeHTudMpoBaHHbIA Moarvne 6onesnn Wauonatuyeckas Moarvnbl 6onesHu
nedhekT reHa

Puc. 1. Knaccugpukayuss KMl (ESC, 2008).
Fig. 1. Classification of CMPs (ESC, 2008).

Kak oTaernbHasi Ho3omorus meeT obLWuin kog, 0bo-
3Ha4YeHHbINn rpadamu 142 un 143. Knaccudukaums
nopaxeHus Mmokapaa 6asmpyeTcs Ha BblaeneHum
NnaToreHeTUYECKUX MexaHu3MoB OPMUPOBAHNSA
KapAnanbHbIX HapyLIEHWA.

MeTtabonuyeckass kapguomuonatusa (MKMII
kog no MKB 10: 143.0, 143.1, 143.2, 143.8) — cuH-
OPOM HeBOCNanUTENbHOIO MOPaXXeHUs1 MUoKapaa,
pa3BMBaOLLMIACA NPU pPasnn4yHbIX 3aboneBaHusX
N COCTOSIHUSIX W3BECTHOW 3TUOMNOMUN, XapakTepu-
3YIOLLMINCS CKPbITOW UM KIMHUYECKN BbIpaXXeHHON
ONCOYHKLUMEN MUOKapaa BCMNEACTBME HapyLUeHUR
MeTabonmama, CMHTEe3a U UCMONb30BaHUS 3HEPrum
B Muokapge [7, 8]. OTcytcTBMe eamHOro nogxopa
K ONpeaeneHnto nopaxeHus Muokapaa metabonu-
YeCKOro reHesa CO3[aeT 3HauYUTErbHbIe TPYAHOCTU
OnNs YHUPUUMPOBAHHOIO HaKOMNMEeHUsa ctatuctude-
CKMX OaHHbIX O PacrnpoOCTPaAHEHHOCTM U KAUHWUYe-
CKMX OCODEHHOCTSIX TEeYEeHus OaHHOW MaTonornu
B AETCKON nonynaumu.

dTnonorus

[o HacToswero Bpemenun atmonorna MKMIT octa-
eTcs 0O KOHUa HeudydeHHon. CornacHo coBpeMeH-
HbIM MpeacTaerneHusM, 3aboneBaHne paccMmaTpu-
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BaeTCcs Kak MynsTudakTopumanbHbiv npouecc [9, 11].
B neguatpum BbiAENAOT AeCATb BeQyLUX 3TUOIO-
rmyeckmx caktopos MKMIT:

» aHemusi

» HefoCTaToYHOE NUTaHWe, OXUpeHne

» BUTaMMHHasi HEAOCTAaTOYHOCTb

» rnopaxeHue neyeHu, novek

» HapyLUeHus oTAeNnbHbIX BUOOB 0OOMeHa BeLLECTB
» 3aboneBaHUs 3HOOKPUHHOW CUCTEMbI

» cucteMHble 3aboneBaHus

» WHTOKCMKaLum

» (husmyeckoe nepeHanpsikeHme

» WHeKunn,

MaTtomopdonornyeckue acnekrtbl MKMI. [u-
cTpodpmyeckme M3MEHEHUS B MUOKapde MOoryT
OblTb O4YaroBbIMUW, NMOCMOMHO 3axBaTbiBaTb CTEHKU
OOHOrO M3 XenyaoykoB, Mopdorormieckme npose-
NEHNsT 3TUX NOBPEXAEHNIA MOTYT OblTb HEOOAHOPOA-
Hbl. [lopaxeHne MbIlLEeYHbIX BONIOKOH COYETaeTCs
C W3MEHEHVSIMU CTPOMbl, HapyLUEHVUSMU MUKPO-

Ky6aHckun Hay4Hbii MeauumHckmii BecTHuk / Kuban Scientific Medical Bulletin
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LMpPKYNauumn 1 nHHepsaumn cepaua [12—-14]. B ka-
nunnsipax MblleYHON CTPOMbI MOXET onpeaensTb-
Cs OecTpyKkumsa aHAOTenus B BUAE Bakyonusauum
uuTonnasMbl, WUCTOHYEHUS LUTONNasMaTUYeCKmX
oTpocTkoB [15]. OnpeaeneHHyo ponb B pasBUTUM
NOBPEXAEHUSA KapanoMuoLmTa UrpatoT U3MeHeHns
WHHEepBaLWOHHOIo annapaTa B YCIOBUAX MMOKCUU
n aunaosa. OHU NposABnATCA AUCTpoduen Heps-
HbIX MEXMBbILLIEYHbIX CTBOMMKOB W OKOHYaHUN, fOe-
MUenuHM3aumen n pacnagom MUenuHoBbIX 06orno-
yek, popMMpOBaHMEM MUENUHOMNOAOOHLIX Tenew,.
B HepBHbIX OKOHYaHWsIX HabNgaeTcs paccrnoeHne
n dparMeHTaunss MUENVHOBLIX MnactuH. CerogHs
He BbI3blBA€T COMHEHUS U BO3MOXHOCTb 3BOMOLIMA
HEKpPOBMOTNYECKNX U AUCTPODUYECKUX N3MEHEHNI
MUOKapga B MerKoodaroBbii ¢pmbpo3, conpoBo-
XOALWNACSH KOMNEHCATOPHON rmnepTpodmnen Mbl-
LWEYHbIX KNeToK. CTpyKTypHble WM3MEHEHMS MOryT
BO3HMKaTb paHbLUe UM OOHOBPEMEHHO C PYHKLM-
OHarbHbIMW HapyLIEHUAMUW, HO HUKOrA4a He pasBu-
BalOTCH No3Xe HuX. B HacToswee BpemMs npusHaHa
NpaBOMOYHOCTb MpeacTaBneHun o runepTpocum
N Kapamocknepose Kak mcxoge metabornmyeckoro
nopaxeHust MMokapaa.

Fucmonoeauyveckue mapkepbl MKMIT

(8He 3asucuMocmu om 3mMuosio2u4ecKo20
ghakmopa)

» OncTpodunsa MbilleYHbLIX BOSTOKOH.

» Mwvouuntonuauc (pacnag MbIlLIEYHbIX KNETOK MU-
okapga).

» J031MHOUNNSA KapaUoOMUOLMTOB.

» Tvnepxpomusa agep (XpomaTuH sapa CTaHOBUTCH
OY€Hb TEMHbIM).

> YBenu4yeHue anamMeTpa MbllleYHbIX BOJTOKOH.

» Quaru ckonnexHuns Pa3fMMYHbIX KINETOK MeXxay Mbl-
LIE€YHbIMW BOJTOKHaAMMW.

> ®UBPO3 MEXKNETOUHbIX MPOCTPaHCTB, pasdens-
IOLLIMX MbILLEYHbIE BONTOKHA.

» XXunpoeasa anctpocus (HakonmneHne xumpa Krnet-
KaMun MbILLEYHbIX BOMTOKOH).

» Ouary HeKkpo3a MbILLIEYHbIX BOJIOKOH M1OKapaa.
lNMamomopgonozudeckue mapkepbl MKMIT

(8He 3asucuUMOCMU OM 3MUOI02UYECKO20
gakmopa)

» PaclwmpeHue nonocrten cepaua.

» Necdopmaums cepgua u3-3a HepaBHOMEPHOIO
pacLUMPEHMS XeNYOOYKOB U Npeacepaui, opraH
npuobpeTaeT Bonee oKpyrny opmy.

» YTonuweHne mnokapga (rmneptpocus).

» [OpsabnocTb 1 OTEYHOCTb MUOKapaa.
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> XenTtoBartas MCYEPYEHHOCTb COCOYKOBBIX MbILLILY
1 Tpabekyn, opraH npuobpetaer xapakTepHyto
OKpacky «TUrpoBOe cepaLey.

> OTNoXeHUs xupa B anukapae.

» ®nbpo3 1 Kapanockepoas.

MaTtoreHeTn4yeckue acnektbl MKMI

OHeproobecnedeHne KneTok cepgua 9TO COBO-
KyMHOCTb MOCNeaoBaTenbHO NPOTEKaLWMX U B3au-
MOCBSI3aHHbIX MeXay COBOoM NPOoLIECCOB: reHepaunm
AT®, ero TpaHcnopTa OT MECT CMHTE3a 40 MECT YTU-
nM3auum B pas3nmyHbiX SHEPro3aBUCUMbIX PeaKLMsaIX
[16, 17]. B munokapge geno aHeprun B hopme oc-
HOBHbIX ee akkymynstopoB AT® u kpeatnHdocda-
Ta OTCYTCTBYET, YTO TpebyeT NOCTOSHHOIO CMHTe3a
MaKpO3PrMYecknx COEOUHEHUA [AONs  KINEeTOYHbIX
39HEPreTUYECKNX TMPOLIECCOB. «OHEPreTU4eCcKumu
CTaHUMSIMUY KapAMoMuoumTa SBMSKOTCS MUTOXOH-
apuu, kotopble 3aHumaroT 30-40% obbema knet-
Kn. B TkaHsx nmpoBogsien cuctembl, bonee agan-
TMPOBAHHOM MO CPaBHEHWIO C COKPaTUTENbHbIMM
KrneTkamu Mvokapaa K aHaapobHoMy meTabonumamy,
MUTOXOHAPWM 3aHMMatT npumMepHo 10% obbema.
[MepBMYHBIM 3HepreTudecknm cybcTpatom B MUO-
Kapze ABNSATCS XXMPHbIE KUCMOTbI, M0K03a, NakTar,
nMpyBar, KETOHOBbIE TeNna, aMMHOKNCNOTLI. B Hopme
OCHOBHOE konu4yecTtBo aHeprum (0o 70%) obpasy-
€TCSl MPU OKUCIIEHUWN XXMPHbIX KUCMOT, OCTanbHble
30% — 3a c4eT oKMCcneHus rmoko3sbl. 3 obLero ko-
nuyectea AT® ons ncnonb3oBaHUSA €e B COKpallie-
HUWM KapAMOMMOLUMUTOB AOCTYMHA Nuwb HebornbLuas
YyacTb, KOTOpas nokanusoBaHa B muodubpunnax
(nokanbHble nynbl AT®). CBa3b Mexay pasnuyHbl-
Mn nynamu AT® ocyliecTBnseTcs Yyepes KpeaTuH-
docdat. AKTMBHOCTb MUO3MH-AT®-asbl onpegens-
€T CKOpPOCTb CMHTEe3a W pacnaga reHepupyroLLmX
MOCTUKOB MEXAYy aKTMHOM M MWO3WHOM, a Crnepo-
BaTernbHO, CUMY M CKOPOCTb COKpaLLEeHUs MuoKap-
aa. Npy YacTMYHOM MM MNONTHOM MpeKpaLLeHUn Oo-
CTyna KUCropoAa B KapanOMUOLUTbI YMEHbLUAETCS
UM NONHOCTbLIO NpeKpaLlaeTcst okncrneHne csoboa-
HbIX >XUPHBIX KUCIOT, aKTUBU3UPYETCH aHa3pOOHbIV
rMnKonmM3 ¢ obpasoBaHMeM nakrata. ATOT npouecc
He obecnevmBaeT JOCTATOYHOIO KONMMYECTBa SHep-
rmmn, Heobxoammoe Osi CokpaleHns mmokapaa [18].
Ha HavanbHOW, obpatumon ctagun NoBpexaeHus
KapAWOMUWOLUTOB YMEHbLUEHNE WX COKPaTUMOCTU
B CBSA3M C AedULUTOM SHEPTUM NMPOUCXOAUT naparn-
nenbHO CO 3HAYUTENbHbIM YMEHbLUEHWEeM Kpea-
TUHpocdaTa n AT®. HakonneHume B KneTkax KpoBu
MOFOYHOM (NakTaTauugemmns) 1 NUPOBUHOrPagHON
KMCNOTbl NPUBOAUT K COBUIaM KMCIIOTHO-OCHOBHOIO
paBHOBECUS B KUCMYI CTOPOHY, YTO SBISIETCSA BaX-
HbIM JOMOMHUTENbHBIM (PaKTOPOM, yCyryonstoLmm
MeTabonuyeckne HapylweHus. B kapguomwmoum-
Tax MOCTENEeHHO yMeHbluaeTcsa cogepxaHne ATO,
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3aTeM NPOUCXOAUT pacLuenfieHne ageHunoBbIX HyK-
NneoTUAOB 4O MHO3MHA U rMnokcaHTuHa. Nospexae-
HUSA HAYMHAKT NPUHMMATL HEOBPaTUMBbIV XapakTep,
4YTO B MEPBYIO OYEpPeab CBA3AHO C AECTPYKTMBHbBIMM
N3MeHeHnsMn B MembpaHe capkonemmbl. [Jectpyk-
UMS CapkoneMMHOW MembpaHbl COnpoBOXAaeTCH
BbIOPOCOM B KpPOBb KOMMOHEHTOB MOBPEXAEHHOM
uuTonnasMbl, UMTONNA3MaTUYECKUX EepPMEHTOB.
lMonHbIM pacnag ageHWNoBbIX HYKNeOoTUAOB B MU-
ombpunnax M nepeHacbILeHne Kanbuvem npu-
BOAMT B Hayane K pa3BUTUIO KOHTPaKTYpbl, a 3aTeM
B MTOre K MOMHOMY paspyLleHnio Muodunbpunn.
OnutenbHas ©Ge3ocTaHOBOYHAsA (OYHKLMOHaNbHas
aKTMBHOCTb MuoOKapaa TpebyeT noCTOsHHOM Aes-
TENbHOCTW rEHETUYECKOro annaparta KapaMoMuoLm-
ToB, Brnarogaps kotopoMy Ha ocHoe OHK npowc-
XOAUT CUHTE3 BErKoBbIX CTPYKTYP M3 aMUHOKUCIIOT,
HenpepbiBHOE WX OOHOBrEHWe, a npu Heobxoau-
MOCTU U rMnepTpodmsa KNeTOUHbIX CTPYKTYp. po-
ueccbl aHeproobpasoBaHusi B KNeTKe HaxoOaTcs
nog agpeHepruyecknM KOHTporem. YBenuueHue
CYMMNAaTUYEeCKUX BAWSHUMA NPUBOAUT K BO3pacTa-
HMIO NOTpebneHns Muokapgom kucnopoga. Bmecte
C TEM KaTexonaMuHbl CTUMYNMPYIOT Buonormyeckoe
OKUCNEeHne, yBENUUMBAIKOT OCTAaBKY B MUoOKap, cyo-
CTpaToB, HEOOXOOUMBbIX ANA OKUCIUTENbHbIX MPo-
LieCCOB.

OcobeHHocmu 6uoxumu3ma
e kapduomuouyume

» OkucnuTenbHoe dochopunmpoBaHne — OCHOB-
HOM NyTb 06pa3oBaHNs SHEPTUN.

» OCHOBHOW cybCcTpaT OKUCIIEHUS — XXUPHbIE KNC-
noTbl.

> Bblcokasi CKOpPOCTb 3HEPreTMYeckUX MpoLECCOB
B MUOKapae.

» MuHMManbeHbIN 3anac Makpo3aprmyeckmx coegu-
HEHUN.

» AZpeHeprnyecknin KOHTPONb MpoLecca 3Hepro-
obpasoBaHus.

B ocHoee 2eHe3a MKMI1 ebidenssrtom
mpu eedyujux 3eeHa:

» YMeHbLUEHWE NOCTYNNEHUsI SHepreTu4eckunx cyo-
CTpaToB;

» HapyLUeHNe KNeTOYHOro AbIXaHUSA Y OKUCIUTENb-
Horo dpocdopmnnpoBaHns;

> MOBbILLEHWE 3HEepreTUYecknx notpeGHocTen Mu-
okapga.

YMeHbLleHne nocTtynrieHnsa J3HepreTn4veckux
cy6cTpaToB (Makpo3prmyeckux coeguHeHun, cyo-
CTPaToB OKWCIEHWS, KACIOPOAa, BUTAMUHOB U Ap.).
HapyLieHus cybcTpaTHOro n ButTaMuHHoro obecne-
YeHVs MUoKapga — 4Yactas npuyMHa HapyLleHun
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KNEeTOYHOM 3HEepreTukn B Muokapge y aeten. [e-
ULNT Unn, HaNPOTUB, U3ObLITOK MMHKO3bI, XUPHbIX
KACNOT MPUBOAUT K HAPYLLUEHUIO reHepauumn aHep-
mn n guctpodpmm muokapga. NogobHble cocTos-
HUS BCTpeYaloTcsa Npu anuMeHTapHouW auctpodun,
rMNoOBUTAaMUHO3aX, CUHAPOME HapPYLLUEHHOIO KULLIEY-
HOro BCacblBaHWs, NEYEHOYHON HEeOOCTaTOYHOCTMH,
aHeMuKn, SHAOOKpPUHOMNATUAX (CaxapHbli amaber,
OXMpEHUe), TyOynApHOWM NaToNornm MoYek, roro-
daHun.

HapylweHune KneTtoyHOro AbIxaHUA U OKUCIU-
TenbHoro cpoccopunMpoBaHUA XxapakTepuayeTcs
CHWXKEHMEM CYHTE3a MakpOo3prmyeckux CoequHeHnn
N UX HeAEKTMBHBIM UCMONb30BaHNEM (DYHKLMO-
HUPYKOLMMWN CTPYKTYypamMmn Muokapga (guctpodus
HapyLleHHOro noTpebneHns unu ycsoeHus) [19].
HapyLueHue KneTo4YHOro AblXaHWUs U OKUCTTUTENbHO-
ro cpocchopmnmpoBaHnsi MOXXET HOCUTb Kak NepBuY-
HbI, TaK 1 BTOPUYHbIA XapakTep.

lMepsuyHas namorsnoaus 2eHemu4Yyecku
demepmMuHUpogaHa u obycriosrieHa:

> HapyLleHVsIMM NepeHoca 3reKTPOHOB B MUTOXOH-
ApuanbHoN Lenu abixaTenbHbIX (hepMeHTOB;

» HapyLEeHUSMUN SH3MMHbIX peakunin aHepreTmye-
ckoro obmeHa;

» natonoruen umkna TpMKap6OHOBbIX KMCIOT.

MpuynHaMn BTOPUYHOM NATONIOTMU MOTYT SIB-
NATLCHA HapyLUEHWs1 3NeKTponuTHoro GanaHca, k-
30reHHble WHTOKCUKaumMu (LUTOTOKCMYECKME sfbl,
KapAMOTOKCUYECKME NeKapcTBa, ankorosb), XpOoHK-
yeckme NHekumn.

TkaHeBasA rMNOKCUs SBMNSIETCA OAHOW U3 Hambo-
nee 4acTbIX MPUYMH HapyLUEHUS 3HEPreTUYecKoro
banaHca. OHa xapakTepuayeTcs pa3obLieHnem
KNETOYHOro AbIXaHUA W OKUCNUTEnbHOro gocgo-
punupoBaHus. [MNOKCUa COMpPOBOXAAETCA Heno-
CTaTOYHOCTBbK BMOMOrMYecKoro OKUCIEHWS W fe-
VLMTOM MaKpPO3ProB, YTO CNeayeT cumMTaTb OOHUM
M3 BaxHbIX naToreHeTnyecknx 3BeHbeB MKMI
[20, 21]. XpoHunyeckas rmnokcusi NpMBoOaUT K CABU-
ry rmyKonusa B aHa3pOOHYK CTOPOHY: CHUXXEHUIO
nocTynneHns auetun-koaHsmma A B Lmkn Kpebca,
HaKOMMEHMWIO NakTaTa, CHXEHUIO CUHTe3a Makpo-
aproB. [lpn rvnokcmMm Hapyliaetcsi XupoBon 06-
MEH, MPOMCXOOUT CHWKEHUE OKUCIIEHUS XXMPHbIX
KMCIOT, yCUreHne nx actepudurkaumm, oTroxeHne
Tpurnuuepuaos, nunodocdatnaos B Myonnasme.
OTmeyvaeTca ycuneHue nepekUCHOro OKUCIEHUSN
NMNUAOB C HaKOMMEHWEM TMAPONEepeKncen, B3au-
MOZEWNCTBYIOLLMX C KNETOYHLIMU CTPYKTypamu. Ycu-
NeHne NEePEKNCHOrO OKUCIIEHNUS NMUMUO0B TakKe OT-
pyUaTenbHO CKasblBAETCS U HA MUKPOLMPKYMALNN:
noBpexaaeTca SHAOTENUA COCYAOB, (hOPMUPYETCH
rmanvHo3. BosHuKatolwme Ha (POHe TMMOKCUM BHY-
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TPVKMNETOYHbIA aunao3, M3ObITOK XXMPHbIX KUCHOT
1 nunodpocaTnaoB NPUBOAAT K HAPYLUEHUIO Yrb-
TPacTpyKTypbl MeMbpaH (capkonemmbl, MeMbpaH
T-cuctem, MembpaH nwusocom). OcBoboxaeHve
nM3ocoMarnbHbIX MpoTea3 BedeT K ayTonuay cyb-
KMETOYHbIX CTPYKTYP U OECTPYKLMU MUTOXOHZAPUIA.
OHeprus, nofyvyeHHasi B pe3yrnbraTte OKUCHEHWs,
He aKKyMyrnupyeTcs B BUAE MakpOo3pros, a pacxoay-
eTcsa B Buage tenna [22, 23].

CocTosHMA, CconpoBOXAaeMble pPacCTPONCTBa-
MW 3MEKTPONUTHOrO obmeHa, MOryT Takke CTaTb
NMPUYYHON 3HepreTnyeckoro geduumra n AUCTPO-
dun Mrmokapaa. [laHHble COCTOAHWS pa3BMBalOTCA
npwv rMno- Unu runepkanmemMmnn, runep- 1 rmnokarns-
LEMNYECKNX COCTOSHUSAX, NMPU HapyLUEeHUAX yHK-
LN LLMTOBMOHOW Xeresbl, HaanoO4Ye4YHUKOB, TMMo-
Tanamyca. B oCHOBe 9neKTpOnUTHbIX HapyLleHUn
NEXNT N TUNOKCUA: OHa NTIMMUTUPYET PYHKLIMOHUPO-
BaHVWe TpaHCMeMOpPaHHOro 3NEKTPONINMTHOrO Haco-
ca, (hopMmpyeT INEeKTPONUTHBIN AncbanaHc nyTem
NnoTepu BHYTPUKITETOYHOIO Kanus U HakonmneHus ero
B 3KCTpaLenmonsapHOM NPOCTPaHCTBE. JreKTpo-
NUTHBIV AucbanaHc B MHTPa- 1 9KCTPaLEnItoNgpHOM
NPOCTpaHCTBE BEOET K TMNepocMun (OTEKy KNeTkn).
MMnokanurncTusa S9BNSeTCS OQHOW U3 BeAyLLMX Npu-
4Y/H B POPMUPOBaAHUN HEKPO3a MUOKapAa, HapyLue-
HWA puTMa ceppua. HakornneHne MOHOB KarbLUus
CBSI3aHO NMBO C YCUNEHHbIM MOCTYMMEeHNeM VOHOB
Ca*™ B kapaMoMuounTbl, MO0 C HapyLleHEM €ero
CBA3bIBAHWUS U peakkymynsumMmM B capkonnasmaTtu-
YECKOM peTUKyNnymMe n MUTOXOHAPUSX. M3BbITouHas
KOHLeHTpauus noHos Ca** B muonnasme cnocoobeT-
BYET pa3obLLEHNI0 KIETOYHOTO ObIXaHUs 1 OKUCIU-
TenbHoro dpoccopunupoBaHnga [24, 25].

MNMoBblWeHne 3HepreTUYECKUX noTpedHOCTEN
MUOKapaa — 3TO HECOOTBETCTBME MeXAOy CUHTe-
30M 3HEpPrumn 1 ee pacxodom PYHKLMOHUPYOLUMHN
cTpyktypamn muokapga_(MKMIT runepdyHKkLmm).
MoBbILWEHHbIE 3HEpPreTM4eckne NoTpebHOCTM MUO-
kapga, cnocobetsyowme passutmio MKMIT B cBs-
31 ¢ rmnepdyHKUnen, MOryT BCTpeyaTbcsi Ha OoHe
COCTOSIHMI, TPebyrLWmMX M3BbITOYHBIX 3HEepreTuye-
CKMX 3aTpaT OT Muokapga. CyllecTBEHHYK porb
npyv 3TOM WUrpaeT ykopoyeHuwe amactonbl (Mpu Ta-
XVKapamu) B nepuog OCyLLEeCTBNEHUSA BOCCTaHOBM-
TenbHbIX NPOLIECCOB B MMoKapae [26, 27].

MnepcMMNaTMKOTOHUSI MPUBOAMT K MOBbILIEH-
HbIM 3QHepreTMyeckum noTpebHOCTAM MMoKapaa,
4YTO codeTaeTcs C ocrabneHvem 6GMONoOrM4ecKoro
OKMUCNEHUS N HapyLLUEeHneM ero apdekTMBHOCTU. W3-
ObITOYHOE agpeHepruyeckoe BO3OENCTBME HA MUO-
Kapz conpoBoXaaeTcs HEAKOHOMHbIM BHYTPUKINETOY-
HbIM pacxogoBaHMEM KUCNOpOAa C O4HOBPEMEHHbIM
yMeHbLUEHNEM Bbixoga AT®, 4yTO NpMBOAUT K Hapy-
LLIEHMIO MPOLIECCOB OKUCINTENBHOrO dhocthopunmpo-
BaHWS U pasBUTUIO MMNOKCUN MUokapaa [28—31].
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lMamonozau4yeckoe delicmaue KamexoaMuHo8:

> COBWI IMUKOMM3a B aHa3pPOOHYH CTOPOHY C Ae-
MLUTOM MaKpPO3ProB;

» TOKCMYeckoe BO3OencTBMe Ha Mrokaps;

» n3bblToyHoe BbigeneHve Ca*™ u3 capkonnasma-
TUYECKOrO PETUKYNYMa;

> TOpMOXeHue cuHTe3a 6enkos B MUOKap/ae;
> HapyLueHve aneKTponmMTHoro 6anaHca KrneTok.

JTloboe cTpeccopHoe cocTosiHue (dmanmyeckoe
nepeHanpsikeHvne, rno- u runepTepmus, Tpasma,
ronogaHue, 60rb, NCMXO3IMOLIMOHANbHOE Hamnpsxe-
HMe) MOXeT NpMBOAMUTL K Ype3MEPHON akTMBaLuu
cMMnNaTnKoaapeHanoBon CUCTEMbI, TMMIOKCUM, SHEP-
reTndeckomy gecouunty. Npyu aToM akTMBMpyeTcH
NpoLecC MEepPEeKNCHOrO OKWUCMNEHUs!, HapyllaeTcs
APXUTEKTOHUKA KINETOYHbIX CTPYKTYP Capkona3ma-
TWUYECKOro peTuKyrnemMa u Lenu abixaTternbHbix dep-
MEHTOB.

MaHundectaumnsa knuHuyeckn 3Hadmmon MKMIT
3aBMCUT OT pe3epBOB (PYHKLMOHANIbHON aKTUBHO-
CTV MUTOXOHAPWIA, KOTOPbIE N0 Mepe Nporpeccmpo-
BaHWUS NaTonornm unu rmnepdyHKUUN NOCTENEHHO
CHMXaIOTCS, YTO coBNagaeT C KMUHUYECKUMU Mpo-
SABNEHNSIMU CepAEeYHON HeOCTaTOUYHOCTN.

Knaccudumkaumna MKMI

B KnvHMYeckom npakTuke UCnonb3yoT Knaccudum-
kauuto, npegnoxeHHyto Octpononey C.C. n coaBT.
(1991), B kotopon MKMI1 B 3aBMCMMOCTM OT OC-
HOBHbIX 3TMOSOrMYECKMX (PakTOpoB OObEeAMHEHDI
B ceMb rpynn (Tabn. 4).

OpHa 3 Hanbonee NoapoOHbLIX Knaccudukaumi
MKMIT ¢ y4eToM He TOMNbKO 3TUOMNOrnMYeckoro goak-
TOopa M XapakTepa TedeHusi npouecca, HO U Mexa-
HU3MOB HapyLUeHMs1 penonspusaumm npegnoxeHa
Kywakosckum M.C. B 2000 rogy (Tabn. 5).

OwarHocTtuyeckue kputepun MKMIM

AHaMHecmu4eckue Kpumepuu. B gnarHoctuke
3aboneBaHus bonblloe 3Ha4YeHNe UMEIOT OTATOLLIEH-
HbI HAcnNeaCcTBEHHbIN aHaMHe3 MO cepaeyHO-COoCy-
ancteiM 3aboneBaHusiM, BO3pacT MaHudecTaumm
CepAeYHO-COCYANCTOM NaToNorMm y poACTBEHHNKOB.
TeueHne GepeMeHHOCTU 1 podoB C LiENblo BbiSBIE-
HMUS BO3MOXHOW MepuHaTtanbHoM natonornn. Ha-
nuyne 3aboneBaHUn U NaToONOrMYeckUx COCTOSHUIA
C TKaHEeBbIM XPOHMUYECKUM MMOKCUYECKMM CUHAPOM
(aHemusi, aHOOKPMHOMATMM, XPOHWUYECKUA TOH3MII-
NUT, 3Ha4YUTENbHOE (BM3MYECKOe NnepeHanpsikeHne
1 CMOPTUBHbBIE NEeperpy3ku, NepeHeCceHHbINn M1okap-
AVT, OTpaeneHus n ap.). Hanmune KOHMIMKTHBIX Ch-
Tyauuin B CemMbe U1 LLKOre, HapyLLeHne pexvma aHs,
ceMeliHble NULEBbIE Tpaanumm (HeperynspHoe, He-
cbanaHcMpoBaHHOE NUTaHKE).
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Tabauua 4. Kaaccupuxkauus MKMII (Ocmponoaeu, C.C. u coasmoput, 1991)
Table 4. Classification of MCMPs (S. S. Astropolis and coauthors, 1991)

®opma MKMI

no 3Tuosyiorn4eckomy cbaKTopy
NHmokcukayuoHHas

(MHMEKLMOHHBbIE 3aboneBaHus,
oyarm XpOHUYECKOM MHGEKL MM,

(oo 1 mecsua)

Cmolikasi

MNHTOKCHKaLMK)
o 1roga

HAucmemabonuyeckas (ouctpodpun, (a na)
rMno-, rMnepBUTaMmMHO3bI, aHEMUN, XpoHuyeckasi
3H3uMonaTmm)

(6onee 1 roga)
HetiposeecemamueHasi

MopmoHanbHas (3HOOKPUHHbIE 3a60-
nesaHus, nybepTaTHbIN ANCTOPMOHO3)

Annepruyeckas
MnepdyHKuMoreHHas

CmeluaHHoro reHesa

no Te4eHUto
TpaH3umopHas

Ctagumn XCH

| ctagusa. HayanbHasa ctagusa 3abonesaHuns
cepaua. lemoanMHaMuKa He HapyLueHa.
CkpbiTas cepaeyHas HeoCTaTOYHOCTb

II-A ctagua. KnuHuyecku sHaymmas ctagums
3aboneBaHus. HapylweHus remogmHamukm

B OHOM M3 KPYroB KpOBOOOpaLLeHsi BblpaXXeHbl
YMEpPEHHO

II-B cTagusa. Tsxxenas ctagus 3aboneBaHus cep-
Aua. HapyweHns remogmHamukm B 06omx kpyrax
KPOBOOOpaLLEHMUS BbIpaXXeHbl yMEPEHHO

Il ctagma. KoHeYyHas cTagusa nopaxeHus cep-
aua. BolpakeHHble U3MEHEHNS reMOgNHAMUKMN,
HeoOpaTMMble CTPYKTYPHbIE MU3BMEHEHUSI OPraHOB-
MuLLeHen (cepaua, Nerkmx, CocygoB, rofloBHOro
Moa3ra, No4ek)

Tabauua 5. Kaaccupukauus MKMIT (M.C. Kywaxosckuii, 2000)

Table 5. Classification of MCMPs (M. S. Kushakovsky, 2000)

®dopma MKMI TeuyeHue 3aboneBaHunA
AnkoronbHas OcTpoe, BO3MOXHO C pa3Bu-
TNeM cepaeydHon HegocTa-
[OucoBapunanbHas PA a
TOYHOCTHU
OuncanekTponuras
OcTpoe ¢ pa3BuTneM cepaeu-
HenporeHHas HOW HEOQ0CTaTOYHOCTH

OHOOKPUHHO-0OMEeHHas
IduncnpotenHemuyeckas runepTpodus)
AHeMunyeckas

Tokcuyeckas

ToH3unnoreHHas

Mpun pusmyeckom HanpsKeEHUN
(cnopTuBHas)

Mpun pmsmyecknx BO3AENCTBMAX Ha
cepAue (Tynble TpaBMbl, pagnaumns)
WMHdunbTpaTMBHas

Mpyn cMCTEMHbIX HEMPOMbILLEYHBIX
3aboneBaHusx

Mocnepogosas

Knunuyeckue kpumepuu. MKMI He nveert cne-
LUMPUYECKUX KIMMHUYECKMX MNposiBNeHui. XKanobbl,
C KOTOpbIMU poauTenu u ety obpallarTcs K Bpady,
OTNNYaloTCs Ype3BblyYaHbIM MONMMOPEIU3MOM.

KapduanbHbili cuHOpom. Kapananrmm — Hau-
bonee vactas xanoba, yalle KpaTKOBPEMEHHbIE,
npucTynoobpasHble, KOMIOLWEro Xapaktepa, peako
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XpoHuyeckoe, HeobpaTumoe
(xkapanomeranus, punbpos,

MexaHM3M HapyLleHUA penonspusauum
Kanuesbiii TUN

ALOpeHeprnyeckun Tun

He,D,OCTaTO‘-IHaH cTuMynauma Kkatexonamm-
HamMmun

Tokcu4yeckunin Tun (ycmaHasnueaemcsi
gapmakonozudeckumu IKIM-npobamu)

nppaguvpytoT B obnacTb NneBoi nonaTtku, CBA3aHbl
C 9MOUMOHamnbHbIM NepeHanpsikeHnem. Hekoto-
pble [IETU XanylTcsl Ha YyBCTBO HEMOMHOThLI BAOXa
W1 oabILLKY NPV OU3NYECKON Harpyske.

Apummuyeckull CUHOPOM: MPOSIBSIETCS Hepe-
rynspHbIM pUTMOM, Taxukapauen, bpagukapanen,
AKCTPaACUCTONMEN.
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AcmeHogezemamueHbIli  CUHOPOM: NpOsiB-
nsieTcss  YTOMNAEMOCTbO, CnaboCTblo, FOMOBHON
oonbio U rOJTIOBOKPYXEeHMeM, npecuHKonarnbHbIMA
COCTOSIHUSIMU, PasapaxXUTENbHOCTbIO, HeyCTOW4u-
BOCTbIO HaCTPOEHMSI, YTO COOTBETCTBYET HENpOBe-
retatuBHon oopme MKMIT.

CycmaeHol cuHOpoMm: Oorblle XapakTepeH
AN geten u3 rpynnbl YacTo GonerLwmx unm ¢ Xpo-
HUYeCKMMK 3aborneBaHUsIMU NOpP-OpraHoB (MHTOK-
cvkaumoHHas MKMI), npy aTom apTpanrun yaiie
HOCAT PYHKLMOHArbHBIN XapakTep.

A600MuUHanbHbIl CUHOPOM: NPOSIBMSETCS CHU-
KEHMEeM anneTuTa, TOLHOTON, GonsiMM B XXMUBOTE.
Kak npaBuno, y Takux feten BepudumumpyoTcs
PYHKLMOHaNbHble  3ab0neBaHUs  Xenygo4HO-Ku-
LLUEYHOTO TpaKTa M XXen4eBbIBOASILLMX NyTENn.

B 10 e Bpems HekoTopble AeTun xanob BoobLue
He MPeabsBSAT, COXPaHss YOAOBNETBOPUTENbHYIO
r3nyeckyo akTUBHOCTb. /3MeHeHusi co cTopo-
Hbl cepaua y HUX BbISBNSAKTCA crnyyainHo. Creay-
€T NMOMHUTb 00 OTCYTCTBMM CTPOroro mapannenvs-
Ma Mexay CcepaeqHO-COCYAMCTbIMU HapyLUeHUSMU
N KMUHWYECKUMU MPOSIBIIEHNSIMW OCHOBHOIO 3abo-
neBaHusi. B psage cnyyaeB cyObeKTVBHbIE HapyLle-
HUS NPEeBanMpyHT Ha 00BEKTUBHBIMY NMPU3HaKaMu
naTonorum cepaua.

Qu3ukanbHble Kpumepuu. [Npy aycKkynstauum
cepoua y OonblUMHCTBA AE€TEN Hapg BEepXYLUKOW
cepaua onpepensieTcss NpurmyLeHHoCcTb | ToHa.
Bo Il mexpebepbe cnesa oT rpyauHbl, 0COBEHHO
B npe- 1 nybepTaTHOM Nepuoae MOXeET PeErmcTpupo-
BaTbCs akUeHT Il ToHa (ayckynbTaTUBHbIE NPU3HAKK
YHKLMOHANBHOW Y30CTW fero4Hon aptepumn). Bos-
MOXEH CUCTONMYECKUin Lym B V ToUKe, pa3HOobpas-
HbIA MO WMHTEHCUBHOCTW, OJIMTENbHOCTU U TeMOpY.
[nsa 6onblimHcTBa aetent ¢ MKMIT kapanomeranus
HexapakTepHa. /I Tonbko B criydasix OCTpO pasBu-
Batowenca MKMTIT, a Takke npu nporpeccupyroLem
TeuyeHun 3aboneBaHUs BbIABMASKTCA_reMogMHaMm-
Yyeckne HapyLleHus.

lMapaknuHu4Yeckue Kkpumepuu

» Buoxumudeckoe uccrnegoBaHue KpOBW: cheum-
PUYHO MOBbILIEHME YPOBHSA acnapTratamMmuHo-
TpaHcgepasbl, kpeaTuHpocdoknHasel-MB, nak-
TaT- gerugporeHassbl.

» WccnepoBaHne nunmngHOro crnekTpa CbIBOPOTKM
KpOBW (0OLWMIA XONeCcTepwH, Tpurnuuepuabl, nu-
nonpoTenabl BbICOKOW, HU3KOW U OYEHb HWU3KOW
NAOTHOCTWN) — MPOBOAMUTCS C LIENbI0 UCKIMIOYEHUS
ONcnmnuaeMmnn.

» Koarynorpamma (cmbpurHoreH, mexagyHapogHoe
HOpMarM3oBaHHOE OTHOLUEHWE, aKTUBUPOBAH-
HOe 4acTU4yHoe TpoMOONNacTMHOBOE BPEMS)
aHanuampyeTcs npu Hanuuum GakTopoB, npea-
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pacronaratlowmx Kk Tpom6oo6pasoBaHmWio: Hapy-
LLUEHUs1 pUTMa CepaLa, UCKYCCTBEHHbIE KranaHbl,
3HauMTeNbHaa gunatauus Kamep, CHUXKeHUe co-
KpaTuTenbHON CNocoGHOCTY MUOKapaa.

» YpoBeHb rmukemum (npu n3dbITOYHON Macce Tena
N OXXKMPEHUW NPOBOAMTCS NepoparbHbIi rHKO30-
TONEepaHTHLIN TECT).

» OneKkTponuTbl KPOBM (Kanumn, HaTpui, KanbLun,
MarHun).

> WlccnenoBaHve ypoBHSI MakTata UM nupysaTa
B KPOBW MO3BOMSAET OLEHWUTb CABMUIM FMUKONMU3a
B aHa3pPOBGHY0 CTOPOHY.

» WccnepoBaHne  YpOBHS  MUTOXOHZpPUANbHbIX
depmeHTOB B nmmdoumTax nepudepmnyeckom
KpoBu (CcyKumHaT un anba-rnuuepodocdar ae-
rmaporeHasbl) € Lenbio OLEHKM MPOoLECcCoB OKUC-
NUTENbHOro hochopPUNNMPOBAHUS.

> WccnepoBaHne TupeocTaTta (TMPEOTPONHbINA rop-
MOH, T3, T4).

» KatexonamuHbl (agpeHanuH, HopagpeHanuH).

» YpoBeHb TpornoHvHoB T u | Kak mMapkep nospe-
XOeHnsa Mrokapaa.

» MoaroBon HaTpuiypeTudeckmin nentug (nomno-
XWUTENbHO KOppenupyeT ¢ yHKUMOHANbHbIM
COCTOSHMEM MuoKapAa W nokasaTtensiMv remo-
OVNHaMUKN).

UHcmpymenmanbHbie kpumepuu. OCHOBHbIM
METOOOM [OUarHOCTUKM MeTabonmMyecknx Hapylue-
HUI B Mmnokapae asnsetcs IKI: Hannvne nameHe-
HUA «0OMeEHHOro yyacTka» — ST.

OKTl-kpumepuu MKMI
» CHuxXeHue, ynnolleHne n nieepcus 3ybua T.

> CmelleHne cermeHta ST Gonee 1,5 MM Bbille
nnn 0,5 MM HUXe N3oNUHUM.

» CHwmxeHue BonbTaxa 3ybua R.
> N3ameHeHne anutensHocTn nHTepsanos PQ un QT.

» Monumopduam 3ybua P (3a3ybpeHHOCTb, ABYX-
(ha3HOCTb, YLLUMPEHUE, CHIKEHNE aMNIUTYAbI).

» HapyweHns dyHKUunmn npoBOANMOCTH.

OKT ¢ nekapcmeeHHbIMU ripobamu

» OKI 8 ycrnosusix uUcKyccmeeHHOU aurnepkaiu-
eMuu: CO3[AaeTcs HEeTOKCMYecKas runepkanve-
mus ot 5,0 go 5,5 mmone/n, gocTuraeTcst nyTem
npvema HaTollak xrnopuga Kanus u3 pacdeta
0,1 mr/kr (He 6onee 3 rpammoB). MakcumarnbHas
KOHLEHTpauus Kanus HacTynaet yepes 1,5 yaca.
Mnepkannemus NpuMBOAUT K BO3pacTaHuio 3y6-
ua T (OH CTaHOBMTCH MOXOXUM Ha PaBHOCTO-
POHHWIA TPEYronbHUK) 1 HopManu3auun opMbl
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N nonoxeHusi cermeHTa ST-T, (BocCTaHOBMNEHME
npoLieccoB penonapusawmm), 4To NoaTeepxaaeT
dyHKUMOHanbHbIN reHe3 QKM nsmeHeHun. OTcyT-
cTBue amHamukn Ha SKI B ycnoBumsix runepkarnu-
€M OEeMOHCTPUPYET Hanmnume OpraHm4eckoro
nopaxeHusi MMokapaa.

» OKI npoba ¢ 6ema-adpeHobriokamopamu (06-
31MgaH, aHanpunuH (npornpaHoron) B Jo3e
0,51 wmr/kr). BoccTaHOBNEHNE MOMNOXUTENbHOW
nonsipHoctn 3ybua T, Bo3pacTaHMe ero amnnu-
TyAbl, @ TakKe guHamuka cermeHta ST-T pacue-
HMBAIOTCA KakK Baro3aBUCUMblE U3MeHeHusl. He-
YyBCTBUTENbLHOCTL K OeTa-agpeHobrnokaTopam
cBsA3aHa C rmyboknMn ANCTpodnyYecknMn n3me-
HEHMSIMN B MMOKapae.

» OKI npoba ¢ cpusuyeckoli Hagpy3kol (PH): ¢ no-
MOLLIbIO BEMNO3ProMeTpun Jocturaetcd cybmak-
cYManbHasi 4actoTa cepOeyHbIX COKpalleHui
150-170 ynapos B MuHyTY. [lpo6a no3BonseT BbI-
SIBUTb TONepaHTHOCTb K ®H, koTopas cocTaBnseT
2-2,5 Bt Ha kr/maccobl Tena. poBogaT oueHky
amnnuTyabl 3youa T n guHamuky cermeHTa ST-T.
YnnoueHue n nieepcus 3ybua T geMoHCTpupyeT
Hanuyne CTPYKTYPHbIX U3MEHEHUA B MUOKapae.
Ha pasHbix cTragmsx npobsl ¢ ®H moryT Bepudu-
LMpOBaTbCA HapyLLeHNsa puTMa cepaua v npoBo-
OMMOCTH, NPU3HAKM ULLEMUN MUOKapAaA.

Oxokapouoepachusi — xapakmepusyemcsi Hecrie-
yuguyHoCcmbro nokasamerneu:

» NPU3HaKM YMEPEHHOTO CHWDKEHUS COKPaTUTENb-
HOWM CnocoBHOCTM MWOKapAa;

» HebomnblIoe yBENUYEHNE pa3MepoB fEBOIO Xe-
nygouka oo 99-ro NnpoueHTuns;

» rMnepTpooms  MexokenyaouKoBON MEepPeropoaku
1 3agHen cteHkun JDK;

» Oonactonuyeckas gMcyHKUMSA (paHHUIA guarHo-
CTUYECKUIA NPUBHAK);

» nponanc CTBOPOK MUTParbHOro KranaHa npu no-
Kanusauum ancTponyecknx N3SMeHeHun B obna-
CTV NanUMSAPHbIX MbILLILL;

510epHO-Mac2HUMHO-pe3oHaHcHas momozapaghusi
Nno3BonsieT BepnnumpoBaThb:

» oyarosble Unm anddysHble nopaxkeHus MMokapaa;

» HepaBHOMEPHOE YTOMLEeHNE (Ha paHHMX aTanax)
N UCTOHYEHWNE CTEHOK CEpPALa;

> yBenu4yeHne Kamep cepgua.

CuyuHmuepagbusi muokapOa NO3BONSAET OLEHUTb
nepdysnMoHHblE U MeTabonuyeckme npoLecchl
B MVOKapAe, pacnpoCTPaHEHHOCTb U NOKanm3aumio
ANCTPOdMYECKOro npoLecca, a Takke onpeaenuTb,
Kakoh M3 mexaHnamoB (nepdysusi Unu Hapylle-

116 | 2019 | Tom 26 | Ne 4 | 107-129

HVWe mMeTabonuama) siBMsSeTCH OCHOBHbLIM B reHese
MKMI.

buoncus muokapda — camblii JOCTOBEPHbIN WH-
Ba3nBHbIN MeTon AuarHOCTUKM, HO UCMNONb3yeT-
€A KpalHe pefko, Tak Kak 4acTo COMnpoBOXAaeTcs
OCNOXHEHUAMM.

lNMpunyunsr mepanuu MKMI1

» PaunoHanbHOe runoxnopugHoe nuTtaHue (BBe-
OEHVe B pauMOH NPOAYKTOB C BbICOKMM COAEp-
XaHMEeM Kanus, MarHusi, BUTaMWHOB, MUKPO3-
NemMeHTOB, MPOAYKTOB, coAepxalux omera 3
NMONMMHEHACHILLEHHbIE XXUPHbIE KUCMOTbI).

» OTuoTponHas Tepanus no NokasaHusiM.
» Bopbba ¢ runokcuen.

Koppekuus cepae4yHon He[OCTaTOYHOCTU: BO3-
OENCTBME Ha 3TUONOrMYECKUn hakTop, CHUXKEHUE
TpeboBaHuin kK cepaedHoMy BbIGpocy (orpaHuyeHune
M3MYeCcCKo aKkTUMBHOCTU, CO3gaHue TemnepaTyp-
HOro KomdopTa, yMeHbLUeHWe nepugepmnyeckoro
COCYyQUCTOro COnpoOTUBMEHUS), BO3AENCTBME HA MU-
okapp (NoBbILLEHVE COKPaTMMOCTU MUOKapAa, CHU-
)KEHME COMpPOTUBMEHUS BbIOpOCY, perynsaums oobe-
Ma LIMPKYNMPYHOLLLEN KPOBW), KOPPEKLMNS HAPYLLEHWUI
romeocTasa 1 npodunakTnka/nedeHme 0CnoXXHeHNM
(koppeKuust aNeKTpOoNUTHOro GanaHca 1 KUCIoTHO-
OCHOBHOIO paBHOBECWUS], YCTPaAHEHNE HENPOropmo-
HanbHbIX CABUIOB, NPOMUNaKTMKa N nedyeHue Tpom-
00ambonuyeckoro cMHApomMa), perynsums 4actoThbl
CEepAEYHbIX COKpaLLEHUA W JNeYeHne HapyLueHWUi
puTma cepgua v npoBoAUMOCTMU.

anIHLl,VII'IbI MeANKaMEeHTO3HOro Jfie4yeHus

UH2ubumopbl aH2uomeH3UH-Npespawaroule-
20 ¢pepmenma (I, A) saBnsOTCA npenapaTamu
nepBoN JNIMHUN B JIEYEHUN XPOHUYECKOW cepaed-
HOW HedoCTaTOYHOCTU, CMOCOOCTBYHOT obOpaTHOMY
pasBuTUIO rUnepTpocmm Muokapaa, MuUokapauo-
punbposa, ymeHbLLUEHNIO OOBbEMOB kamep cepaua,
obecneyvmBalOT CHWXEHWE Harpyskum Ha cepgue
N yBenuyeHve cepaedyHoro Bbibpoca 6narogapsi
pacLUIMPeHNIO apTepmanbHbiX 1 BEHO3HbIX COCYOOB,
ypexatoT puTM cepAua 1 obnagatoT aHTMapuTMmye-
CKMM OENCTBMEM; OKa3sblBalOT OMYPETUYECKUN 3d-
doekT.

» Kantonpun (C09AA01, Captopril) — po3sa
1,0 mr/kr/B cyTkm B 3 npnema.
* Quananpun (CO09AA02, Enalaprilf — posa

ans nogpockoB 10—-20 Mr B cyTkM B 2 npuemMa.

B-adpeHob6nokamopsi (I, A). MexaHuambl Bnu-
AHWA BKIIOYAIOT: ypexeHne cepaevHon AesTenb-
HOCTW; yry4ylleHne CUHXPOHM3aUMU COKpaTMMOCTH
MUoKapaa; npodunakTnky TOKCUYECKOro AenCTBUS
KaTexonaMMHOB Ha KapaAvOMWOLMT; aHTUaputMu-
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MeTaboanyieckass KADAMOMHUOIIATHUS B IPAKTHKE TIeAUaTpa

yeckoe [OeNCTBUe; ynyudlleHne aHeprocbepexeHus
Muokapga. bnarogaps oTpuuaTtenbHOMy XpOHO-
TPOMHOMY W MHOTPOMHOMY [JAENCTBUIO CHUXKAETCS
noTpebHOCTbL MUOKapaa B KUCMopoae.

Kapseawnnon (CO7AGO02, Carvedilolum).
Ona neten 0—14 net HavanbHas go3a cocTaBns-
et 0,03 wmr/kr/cyTkm B 2 npuema (MakcMmanbHas
posa 0,2 wr/kr/cytkn). lMogpoctkn 15-18 ner:
1,5 mr/cyTkn B 2 npuema.

AHmaeoHucmsl kanbyus (I, A): ynydwaoT Ko-
POHapHbIA KPOBOTOK, YMEHbLUAT NOTPebHOCTb
MUOKapaa B KUCIOPOAE, YMEHbLUAOT OUacTomnu-
YecKyl AUCYHKLMIO NEeBOro xenyaoouvka, obna-
OalT aHTUapUTMUYECKON aKTUBHOCTbIO, TOPMO-
3AT arperayuto TpomoboLmMTOB.

AmnoaunuH (ATX: CO8CAOQ1, Amlodipine) (I, A) —
0,06 mr/kr/cyT. (B 1 npuem), 10 mr/cyT.

* Quypemuxku (I, A). Tpn HasHayeHUn Hapsay co

CHWKEHVEM Nped- W MOCTHAarpy3kM yMeHbLualT
KONMMYECTBO BHEKMETOYHOWM XuakocTu. [o3bl au-
YPETUKOB onpenenarTcda nHamemayarnbHO C y4ye-
TOM Bo3pacTa, ctagumn HK, BbIpaXeHHOCTM OTeY-
HOro CMHApPOMa.

dypocemug (CO3CA01, Furosemid). BbisbiBaeT
MOLLHbIA, HO HEMPOOOSMKUTENBHBIN ANypeTUYe-
ckuin adbdekT, HasHavaeTcst 1—3 Mr/Kr/cyTKu.

OTtakpuHoBasi  kucnota  (CO3CCO1, acidum
Aethacrynicum) (I, B) — HasHayaeTcs B [o3e
1—2 MI/Kr NpUMEHSIETCA B TEX e Cry4Yasx, 4to u dy-
pocemua, Npu ANUTENbHOM NpUMeHeHun dypoce-
Muaa n passuTvem pedpakTepHOCTU K npenapary.

TwasugoBble OWYpPeTUMKM MOryT MpUMEHSETCS
npy HK A n3onupoBaHHO nnmM B codeTaHUU Co
cnmpoHonaktoHom (CO3DA01, Verospiron).

Mmppoxnopotnasng (CO3AAQ03, Hydrochlorothia-
zidum). HaumHatoT ¢ gosbl 1 Mr/Kr/cyTKn, Makcu-
MarnbHas gosa 2,5 mMr/kr/cyTku, NogaepXxmeatoLLast
Josa coctaensetr 12,5 Mr B CyTKM OOHOKPATHO
OnNs AeTen WKONbHOro Bo3pacra.

Tpunamnyp  (CO3AEO01  Hydrochlorothiazidum
+ triamterenum). B 1 TabneTke cogepxutcs 25 mr
TpnamtepeHa n 12,5 mr runotmasmga. lpena-
paT HasHayaeTcd B A03e Ans AeTen Jo 6 ner
no 1/2 Tabnetkn 2 pasa B AeHb, ctapiie 10 net —
1 TabneTtka 2 pas3a B [€eHb.

MHompongle npenapamai yny4warT COKpaTu-

TenbHYyl0 CNocobHOCTL cepaua:

CepaeyHble rmuko3nabl (AUroKcuH, naHTo3na-C)

(I, A) — obragalT NonoXUTENbHBIM MHOTPOMHBLIM
(yBenuyeHve cunbl CepAeYHbIX COKpaLlleHuit), bat-
MOTPOMHbIM (YBenuMyeHune BO3BYyAMMOCTM MUOKap-
[0a), TOHOTPOMHbIM (YyBENMYEHME TOHYCa MUokapaa)

adhpekTom; oTpuLaTenbHBIM XPOHOTPOMHbLIM (Ype-
XeHue puTMa), APOMOTPONHbLIM (3aMeaneHve npo-
BOAMMOCTN) 3P PeKTOM.

» OurokcuH (CO1AA05, Digoxin) — npu KMIT Ha-
3Ha4yaeTcs B MOAAepXuBatoLLEen [O3€e Y MPYAHbIX
neten 10-12 mkr/kr B cyTku; ctapwe 1 roga —
8—10 mkr/kr B cyTkn B 2 npuema. PekomeHayeT-
CSl MCNOMb30BaTb HEBLICOKME [03bl AWUIOKCMHA,
NPy KOTOPbIX MOSIHOCTBIO MPOSIBASIOTCS €ro 3KC-
TpakapanasnbHoe HenpoMOoaynaTOpHOe AencTBne
N HE BblpaXXeHO NPOAPUTMUYECKOE BIMSIHUE.

e Heznuko3udHble uHOMPOMHbIe npenapamsbl
NCMOMb3YyTCA NPU OCTPOW AEKOMMeHcaLmmn Kpo-
BOOOpaLLleHus.

* [lo6ytamnH (CO1CAQ07, Dobutamine) okasbiBa-
€T MONOXUTENIbHOE WUHOTPOMHOE OeNcTBue, yme-
PEHHO YBENUYMBAET YacTOTy cepAeyvHbIX COKpa-
LLIEHWIA, YBENMYMBAET yAAPHbIN 00beM, CHUXaeT
obulee nepudepnyeckoe CoONpPoTMBIEHNE U COCY-
OMNCTOe CONPOTUBIEHNE Maroro Kpyra KpoBoobpa-
LLIeHMSs1, B CPeAHMX U BbICOKMX go3ax (7,5—10 mkr/
Kr/MWH) MOBLILIAET CUCTEMHOE apTepuarnbHoe
OaBrneHve, yMeHbluaeT [OaBrieHne HarnonHeHus
XKenygo4koB cepaua, B Mmanbix go3ax (2—4 mkr/kr/
MUWH) yBENUYNBAET NMOYEYHbIA U KOPOHAPHbIN KPO-
BOTOK, yNny4llaeT OKCMreHauuio MrokapAaa.

* NonamuH (CO1CA04, Dopamine) Ha3Ha4yaeTcs
B fo3e 5—10 MKI/KI/MWH MpUMEHSsIETCS B Criyyae
[EeKOMMEeHCUPOBaHHOW pedbpakTepHON cepaeyHHON
HeJOCTaTOMHOCTM AONSA YBENMMYEHUS CepaeyHoro
BblIOpoca, cTabunmsaunm ypoBHs CUCTEMHOTO ap-
TepuanbHOro JaBneHusi, yBenuueHus guypesa.

* Koppekyusi HapyweHul Kjiemo4yHoU 3Hep-
2emuku NpOBOAMTCHA C LENbi HOopManu3aumm
0OMEHHBIX NMPOLIECCOB B MMOKapae, YyudlleHus
TpaHcMeMbpaHHOro TpaHcnopTa, akTuBauuu as-
POBHOro rNMKONM3a, OKUCIUTENBHOTO dhocdopu-
NMPOBaHUSI:

* L-kapuutun (A16AA, Carnitine) — kodakTop
GeTa-OKUCNEHUST KMPHbBIX KWUCMOT, HasHa4yaeTcs
B 0o3e 50-60 mr/kr 3a 2— 4 npuema, Kypc 1 mecsiu.

« MpenapaTtbl, OCYLLECTBMSAIOLIME MEPEHOC IMEK-
TPOHOB B [bIXaTenbHOMN Lienu:

* YouxmHoH 10 (VO3AX, Ubichinonum 10) —
100 mr/cyTku, kypc 1-2 mecsaua.

* Lutoxpom C (CO01CX, Cytochrome C) — 15 wmr
(4,0 mn B/B N2 10).

Koghakmopbl aH3UMHbIX peaKyuli

* TvamuH (Butamuu B,) (A11DAO1, Thiamine) —
CTPYKTYpHasi 4acTb KOEPMEHTOB, Yy4acTBYET
B obmeHe yrnesofos, amuHokucnot 50-100 mr/
CyTKK, Kypc 1 mecau,
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* PubodnasunH (ButamuH B,) (A11HAO4, Riboflavi-
numM) — CTPYKTYPHbIA 3NeMeHT pnaBonpoTeEUHOB
20-100 mr/cyTku, kKypc 1- 2 mecsua.

HukotuHommna (sutamud B,) (C10AD02, Acidum
nicotinicum) — 300-500 mr/cyTku, Kypc 2 mecsua.

* MNaHToTeHoBas kucnota (sutamuH B,) (A11DAO1,
Acidum pantothenicum) — kodepmeHT Gonee
60 depmeHTOB, perynupyetr obmeH Oenkos, u-
poB, yrneBoaoB, Anst AETEN paHHEro Bo3pacta —
5-10 mr B cyTku, ansa nogpoctkoB Ao 200 mr x
2 pasa B cyTkun 1 mec.

* Mupugokcanbgocdar (sutamuu B,) (AT1HAQS,
Pyridoxalphosphatum) — ymeHbluaeT notpebne-
HWe kucnopoga TkaHamMu — 10-20 Mr B cyTku
B 2 npuema, Kypc 2—4 Hepenw.

Kobamamug (kosHsum B,,) (BO3BA04, Cobama-
midum) — ynydwaeTt OenkoBbii MeTabonuam,
no 0,5-1 mr 2-3 pasa B CyTku, Kypc 2—4 Hegenu.

* Kanbuma naHramat (sutamud B.) (A12AA11,
Calcii pangamas) — yCcTpaHsieT MPU3HaKK TUMNoK-
cun, HasHadaetca no 100—-150 mr B cyTku, Kypc
1 mecsu.

* Jlunoesas kucnota (A16AX01, Thioctic acid) —
CTPYKTYpHas yacTb kodepmeHTOoB. HasHavaetcs
B Ao3e 100-300 mr/cyTku, kypc 1 mecsu.

JiumoHTap (A13A, Limontar) — aKkTMBMU3MpyeT
umkn Kpebcea. B gose 10 mr/kr/cyTku, kypc 1 mecsiy

BuotnH (A11HAO05, Biotinum) — kodepmeHrT,
CHIKAILWWMIN YpPOBEHb fakTata B KpoBW, [03a
10 Mr/cyTkn Kypc 0O OBYX MECSLIEB.

» Kokapbokcunasa rmapoxnopuvs (A11DA,
Cocarboxylase hydrochloride) — Hopmanuayet
NpPOLECChbl OKUCITUTENBHOIO hochopunmnpoBaHus,
nosa 5— 10 mr/kr B cyTkm o1 10 go 30 MHbeKUMIn
Ha Kypc.

Cumnmomamuyeckasi mepanusi
* [penapaTbl kanus 1 Mariusa (naHaHrmH (A12CX,

Panangin), acnapkam (A12CX, Asparcam), mar-
HepoT (A12CCO09, Magnerot)).

* KombuHupoBaHHble npenapatbl (MarHe B, (A11JB,
Magne B,)).

» Cocyauctas Tepanus (umHHapuamH (N07CAO02, Cin-
narizine), BuHnoueTtnH (NO6BX18, Vinpocetine)).

* AHTmokcupgaHTtbl (ButamuHbl A (A11CAO01, Ret-
inol), E (A11HAOQ3, Tocopherol), C (A11GAO01,
Acidum ascorbinicum)).
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@umomepanusi (0TBapbl MENUCHI, XENTYLIHMKA
Ceporo, naHabilwa Manckoro, 6ospbIlIHMKE, LWK-
noBHuka). Kypc doutoTepanun OOMmKeH COCTaBNsATb
He meHee 1,5 mecsua.

BanbHeosozuyeckasi mepanusi ((keM4YyXHble,
XBOWHbIE, MOPCKNE BaHHbI, LMPKYNSAPHbIA AyLu).

OneKTpOCOH, Maccax, NiedebHas uskynsTypa.

MporHo3. [lpM CBOEBPEMEHHON ANArHOCTUKE
MKMIT n agekBaTHOW Tepanuu NporHo3 3abornesa-
HWs1 BnaronpusATHbIV B BUAY XOPOLLEW pereHepaTop-
HOW cnocoBHOCTM KapguomuoumTa. TeM He MeHee
CTeneHb MOpaXkeHus cepaua U KNMHUMYeckas Kap-
TMHa 3aBUCAT HE TONbKO OT XapakTepa W ONUTENb-
HOCTM BO3OEWNCTBUSA 3TMOMOMMYECKOro hakTopa,
HO U OT BbIPaXXEHHOCTM NaTONOrM4YecKoro npoLiecca,
€ero nokanusauuu, COOTHOLUEHMS MOBPEXOAOLLMX
N BOCCTAHOBUTESbHbIX (KOMMEHCATOPHbIX) NpoLec-
COB B MMOKapge.

3aknoueHue. YueHre o HapyLleHnn metabonms-
Ma B Muokapae cnocobctByet 6onee rnybokomy no-
HUMaHUIO (PYHKLMOHANbHBLIX PacCTPONCTB cepaed-
Hol peaTtenbHocTn. OcobeHHOoCcTN obMeHa BeLLecTB
B KapAMOMMOLUTE B BUOE BbICOKOW CKOPOCTU SHEp-
reTM4ecknx MpoLEecCcoB, MWHMMANbHOIMO 3anaca
MaKpO3pPrm4ecknx CoeguHEeHWUn, agpeHeprmyeckoro
KOHTPOIS NPOLIECCOB 3HEproobpasoBaHMs co3garoT
NPeAnOoCbINKX ANs YacToro pa3sButus metabonuye-
CKUX HapyLlleHun B muokapge. Cepaue oTHocuTCA
K opraHam, Hambonee 4YyBCTBUTENbHBLIM K AeULNTY
KNEeTO4YHOM aHepreTukn. MNpu 3TOM OKUCIUTENbHOE
docopunupoBaHme SBMSETCA OCHOBHbIM MyTEM
00pas3oBaHUs 3HEPrUN, YTO COMPSPKEHO C BbICOKUM
notpebneHnem kucropoga. C yBenuyeHnem cre-
neHn geduumTta 3HEpPrun HapyLlaTcsa nnactude-
CKUWe NpoLecchl 1 CTPYKTypa Muokapga. Pakropamu
pucka passutna MKMIT aBnsoTca: BblpaXKeHHble
du3nyeckme Harpyskum, OTSArolleHHast HacnencT-
BEHHOCTb MO CEepAevYHO-COCYAUCTbIM 3aboneBaHu-
SIM, O4arm XpOHUYECKON MHPEKLMU, YacTble NHTEep-
KyppeHTHble 3aborneBaHusi, HenpoBereTaTMBHas
ONCcyHKUMSE € M3BbITOMHBIMU - CUMMATUYECKMMM
BNvsiHUAMK. CnegyeTr OTMETUTb, YTO Kak KIMHM-
Yyeckne nposiBneHust 3aborneBaHusl, Tak U CTeneHb
Bblpa)KeHHOCTN OOMeHHoro aucbanaHca 3aBucAT
He TONMbKO OT CTPECCOPHOro hakTopa, HO U OT UHAK-
BUAYanbHOW YyBCTBUTENLHOCTM K HEMY Cepae4HOM
MbILLbI. Koppekuuio BblAeneHHbIX Hebrnaronpusit-
HbIX QaKTOpOB, CMNOCOBGCTBYHOLMX MPOrPeccupo-
BaHUO AMNCTPOPUYECKMX U3MEHEHWUA B MUOKapae,
criegyet cumTaTb NepBoodepenHbIM HanpaBneHnem
B NPaKTU4YeCKON AesaTenbHOCTM neguaTtpa.
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