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[MaTonornyeckasa aHaToMus
npv NepPBUYHOM Nponarce
MUTPaJIbHOIO KJjianaHa

M.Fernex u C.Fernex (1958) nepBbiMu onmcany aHaToMU4eCKylo KapTUHy np
cuHapome cBo60AHO GonTakolierocs KnanaHa, NPUBOASLLETO K TAXKENOH MUTPab
Ho# peryprutayuu. E.Sherman et al. (1970) nepebiMu npeactasunu pesynsT
Tbl MAaKPOCKOMUYECKUX U TUCTONIOrMYECKUX UCCNEeA0BaHMNIA KNanaHos y aeTe |
aHaNnoruyHbLIM CUHAPOMOM,

BbisBNneHHbIe U3MEHEHUS BKNKOYAIOT:

1) 06beMHyI0 M36bITOYHOCTb, AONBYATOCTH U YTONWEHHOCTH CTBOPOK;

2) pMnaTaunio NeBOro aTpUOBEHTPUKYNAPHOTO KOMbLA;

3) MUKCOMATO3HYI0 TPAHCHOPMALMIO KNanaHHbIX CTPYKTYP;

4) OTCYTCTBUE BOCMANUTENbHBIX U3MEHEHUIA.

MaKpocKonuyecku CTBOPKM BLIMAAAT U36LITOYHBIMM (pUC. 4), NapalioToob:
Pa3HBIMU 1 MMEIOT XapaKTepHblil GnefHoO-cepblit 0TTEHOK. B npouecc Bosneka:
I0TCS 06e CTBOPKM C NPeNMyILeCTBEHHbIM NOpaXeHUeM 3aiHei. Xopabl 06bIuH
YANMHEHbI U UCTOHYEHb! (pUC. 5), MOXET NPOUCXOAUTH UX PUBPOTUYECKaR TPaHE:

Puc. 4. Makponpenapat npu npoaance METPaIbHOI0 KJIaNaHa; NapaioToo0pasHbie,
H30bITOYHBIE CTBOPKH MHTPAJIbLHOIO KianaHa (Ha6aionenue Dr. Jesse E. Edvards)
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e, & Makponpenapat npu npojance MATPaJbHOTO KJIaNaHa; HCTOHYEHHbIE U
Puanilnnsie xopabt (Habnonenue Dr. Jesse E. Edvards)

‘opnaunn W yronuenue. ®ubpo3sHoe KoNbLO 06LIYHO pacliMpeHo, OfHAKO He
AL THraeT 6onblnx BENUYUH, KaK Npu 6onesHn Mapdana.

IMCTONOrMYecKU NpyU Nponance MUTPanbHOro KnanaHa B CTBOPKax onpeaens-
$10 0 Donbloe KonMYecTBO MUKCOMATO3HOTO MaTepuana, KOTOPbIiA BbIABAAGTCA Npu
Mipacke alcian blue unn ppyrumn KpacuTensimMu, cneunduUyYecku pearupyiowumm
Wi MyKononucaxapuabl. MukcomatosHas TpaHCOpMaLna XxapaKTepu3yeTcs noBbl-
WEHIM COlepKaHWeM TManypoHOBOW KUCNOTbI U XOHAPOUTUHCYNb(aTa B CTPO-
M L1H0POK MATPANBHOTO KNanaHa, Npy 3ToM BOCNANUTENbHLIA NPOLECC OTCYTCTBY-
01, Hapapy € M36bLITOYHBIM HAKOMNEHUEM KUCAbIX MyKONONMCaxapuios B CTpoOMe
WiANANA onpefenseTcs 3HaYUTENbHOe CHUXEHME COAEPKaHWUA KOniareHoBbiX
LIpyKtyp. TpaHchopMaums CTBOPOK MUTPanbHOrO Knanawa, B HOpMe pUruaHLIX, B
PUKIYI0 MAKCOMATO3HYIO TKaHb U CHWKEHWE COAEePKaHUA KONNareHoBbIX CTPYK-
1Y) NPUBOAAT K TOMY, YTO B NEPUOA CUCTONbLI MOA BAUSHUEM BHYTPUXKENYAOUKO-
WOI0 ABNIEHNA CTBOPKK NpornbatoTca B NONOCTb IEBOTO Npefcepauns.

laium o6pasom, Haubonee xapakTepHbIM MOP(ONOTUYECKUM U3MEHEHUEM NPY
MK nenseTcs MMKCcOMaTo3Has AereHepauus CTBOPOK W XOpA. BbipaweHHOCTb
MiicomarosHoit gereHepauuun npu MK MoxeT BapbMpoBaTh B CaMmbiX WUPOKUX
Ie/IENax — OT MUHUMANbHBIX CyOKNMHMYECKUX 0 Hauboniee TKEeNbIX pacnpo-
LipanenHbix dopm. OgHako cBefeHUA 06 3TUX M3MEHEHWUAX MONYYeHbl UAK Y
H0ALMBIX, KOTOPbIE NMOABEPraluch XMpYpruyeckoMy NeYeHuto no nosoay 3ame-
|l MMTPANbHOTO KNanaHa uin No AaHHLIM BCKPLITUA NIOMIEN, YMEPILINX OT TAXe-
MOl MUTpanbHOW HELOCTaTOYHOCTU. [laHHbie 0 MOP(ONOrUYECKUX U3MEHEHUAX
MHIpanbHoro knanaa y 60nbHbIX ¢ 61aronpuUATHO TeKyWUM HMK OTCYTCTBYIOT,
W IA/IYMe MUKCOMATO3HOI lereHepauum B TaKux cayyasx ocTaérca npeanono-
WHTENBHLIM.
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PacnpocTtpaHeHHoCTb
npoJsianca MUTpasibHOro KianaHa
y AeTen 1 NoapOCTKOB

lMponanc muTpanbHOro Knanaxa sBASETCH caMoil pacnpocTpaHeHHo npu
HO cpean 3aboneBaHuii KnanaHHoro annapara cepaua u cocraenset 3-59
obuwecrse [Sakamoto S., 2005]. NIMK suissnsercs ¢ OAWHaKOBOI YacToTo
PasnnuHbIx 3THUYeckux rpynnax [Theal M. et al., 2004]. ‘

Yactota MMK y peteit konebnercs ot 2 RO 16% ¥ 3aBUCUT OT MeTOAa ¢
BblfiBNEHUs (aycKynstaums, ¢oHokapanorpadus, 3X0Kapauorpadus). Yacrt
obHapyxeHus NMMK no gaxHbiM 0AHOMepHOW 3xoKaparorpacdum (ceoaHble Aa
Hble) B 3aBUCMMOCTM OT BO3pacTa NpepacTaBneHa B Tabnuue 1. Cpeau kapay
noruyeckux 60nbHLIX NPONANC MUTPANLHOTO KNanaHa o6Hapyxusaetcs B 4,3
cny4aes, yaule y fesoyek (a:m = 7,5:1) 1

Kak BugHo 13 Tabauusl 1, yactora NMMK yBenuuuBaerca ¢ Bo3pactom. Yall
BCEro OH BbiABNAeTCA B Bo3pacTe 7-15 net. Y peteit o 10 net nponanc mMi

PanbHOro KnanaHa BcTpeyaercs NPpUMEPHO OIMHAKOBO 4acTo Y Manb4ynKoB

AeBoyek, cTapwe 10 net — 3HaYUTENbHO Yalle o6HapyxuBaeTcs y feBoye
COOTHOLWWEHUK 2:1.

Y HOBOpPOXAEHHbIX cUHApoM MTMK BCTP@YaeTCA KasyuCTUYeCKU pegxo.

Y B3pOC/bIX NaUMEHTOB CMHAPOM Nponabuposanus MUTPaNbHOrO Knanai

Halue BCTpe4aeTCs y HeHLWH, NPUYeM NUK NPUXOAUTCH Ha 35-40 neT.
HaHHble nuTepaTypsl nocnegHuUx net CBUETeNbCTBYIOT O CHUXEHWUMU YaCTOT

MMK. Tak, npu petpocnekTuHoM aHanuse 24265 3X0Kapauorpamm, BbiNOAHEH:
HbiX 3a nepuop c 1984 no 1998 ropwi, MMK o6Hapyxusancs s 0,4% cny4aes |

Tabnuya
YactoTa nponanca mutpansHoro knanaua y aerveii (B %)

MO KIMHUYEeCKMM AaHHbIM U O4HOMEPHOM axokapguorpacdpumu

Bospacr GuptaR. Ohara N. Tokuyama A. CobcrBennsie
n=213 n=4238 n=508 Habmiogenns
n=1061
1-28 pHeit = 0 = =
6-18 mec. - 0,25 5 45
3-6 ner 13,5 = = 8,7
6-9 ner 11,2 2.1 i 135
9-12 ner 16,2 5,1 = 15,7
12—-15 ner = = 13,5 16,5
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5 fiona u 0,7% — mywckoro [Hepner A.D. et al., 2007]. 37o cBs3a-
i paKee Auarko3 nponanca ycraHanMBanCs no KAMHUYECKUM Noka-
| [l HIM 0aHOMEpHO# axokapaunorpacduu [Weisse A.B., 2007]. Takum
Alibie 0 pacnpoctpaHeHHocTH MK BecbMa HeOAHO3HauHbI. B 32BU-
)1 MeTOA0B 06CNEe0BaHMSA, UCNONb3YEMbIX KPUTEPUEB AUATHOCTUKM U
MO0 KoHTUHreHTa yacToTa MK 8 nonynauuu konebnetcs ot 1,8 po
ow J.B., 1992; Cropoxakos I.1., Bepewarun I.C., 1997]. Mo paHHbIM
MEKOTO MCCnefoBaHus, B KOTOPOM AUArHOCTUKa nponanca MUTPanbHoro
i DA3MpoBanack Ha CTPOTO YTOYHEHHBIX 3XOKAPAUOTpauIecKkux KpuTe-
hK AMarHocTUposaH y 2,4% u3 3491 obcnefoBaHHbIX; CPEAU KEHUMUH
31 Obina HECKONBKO BbILUE, YEM Y MYXKUYUH, COCTaBUB, C(iOTBeTCTBeHHO,
%1% [Freed L.A. et al., 1999]. Cpean monoppix any, obuiert nonynauuu B
25-35 net no pesynstatam uccneposanua CARDIA (Coronary Arteory
glopment In young Adults), Hannume NMK KoHCTaTMPOBaHO UL Y 0,6;,
#10 YacToTa He 3aBucena OT nona u pacsl obcneposanHbix [Flack J.M.
. eTcs ypes-
WIAI0T, 4TO Haubonee ONTUMANbHLIM METOAOM AUArHOCTUKM ﬁBJ‘lﬂl 200p6 ;
/AR U TpExMepHan fonnnep3xokapauorpadusa [Pepi M. et al., ‘

OTrnonornsa NnepBrUYHOro nponarca
MUTPaJIbHOIO KianaHa

LyuiecTeyet 601bW0E YUCNO NPULUH U, CE)OTBETCTBGHHO, 0603HavalowWnx T.ep-
hao.. ¢ KOTOPLIMIA CBSI3bIBAIOT NEPBUYHBIA NPONANC MUTPaNbHOTO Knanaxa:

. ME@3eHXWUManbHbIN fedeKT;

~ Me3eHxuManbHas gucnnasus;

. JJMCNNa3ns COefUHUTENbHON TKaHW; ) :

~ HepuddepeHLMpOBaHHaA ANCNNA3UA COBAUHUTENHON TKAHK;

~ £nabocTb COeaUHUTENbHON TKaHW;

- MWKCOMaTo3Has AUCTpodMs MUTPaNbHOrO KNanaHa;

~ MUKCOMaTo3Has AereHepauus;

- epMbl.

I o‘::?:c?rs:::gg HPMTepaType Haubonee yacTo UCNONb3YeTCA TEPMUH Hepud-
{lepeHLUpPOBaHHARA AUCINIA3UA CORAUHNTENILHOM TKAHM. 3aPy6E)KHbIe Ko:;:;:
[IMMEHAIOT TEPMUH MUKCOMATO3HaA AereHepauus. B 370/ cBA3N Mbl 2 Eng
HBOOXOAMMbIM paccMOTpeTh ocoﬁeuuoc;u CTPOEHUA U CTPYKTYPHO-(YHKLKO
e XapaKTEPUCTUKU CORANHUTENBHOU TKAHMU.
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B coeanHuTENbHO TKAHM Pa3NMyYaloT: MEXKNETOYHOe (OCHOBHOE) BE
CTBO, KNETOYHbIE 3NEMEHTbl U BONOKHUCTbIE CTPYKTYPbl (KONNAreHoBbIe
NOKHA), NPX 3TOM MEXKNETOYHOro BellecTsa ropasfo 6onblue, YeM KAeT
HbIX 31€MEHTOB.

PaznuyarT 3 BUAA COEAMHUTENLHOM TKaHK:

— CO6CTBEHHO COEUHUTENLHASA TKaHb;

— XpALlEeBas COeAUHUTENbHASA TKaHb;

— KOCTHas COeMHUTENbHas TKaHb.

CoeamnHuTenbHas TkaHb MOXET BBINOJHATL KakK CaMOCTOATENbHbIE DyHKLM
TaK U BXOAWTb B KayecTeBe NpOCNOeK B Apyrue TKaHu.

OCHOBHbBIMU YHKUWUAMKU COBAUHUTENLHON TKAHW ABARIOTCA:

- CTpyKTypoobpa3oBaHue;

— obecneyeHne NOCTOAHCTBA TKAHEBOM NPOHULLAEMOCTH;
obecneyeHne BOJHO-CONEBOTO PaBHOBECHS;
y4yacTue B UMMYHHOW 3alLuUTe OpraHu3ma.

MexkneToyHoe (OCHOBHOE) BeLLECTBO UMEET eNeobpasHyo KOHCUCTEH LK
ABNAETCA CUNbHO TMAPATUPOBAHHLIM reNeM, KOTopblil 06pa3oBaH BbICOKOMON
KYNApHbIMU COeAnHEHUAMHU, cocTasnaowmummn fo 30% ero maccol. OcTasiume
70% - 370 BOfA. ‘

BbicOKOMONeKynapHble KOMMNOHEHTH! MPeAcTaBieHs 6enkamu U yrnesoaam
Yrnesopbl N0 CBOEMY CTPOEHMUIO ABAAIOTCA reTepononucaxapuaamMm — MioKo3o
MuHornukanamu (TAT). 3Tn reTepononucaxapupbli NOCTPOEHLI U3 AUCaxapUAHbL
€[IMHNLL, KOTOpPble NPeACTaBNAOT CO60M UX MOHOMEPDI.

Mo cTpoernio MOHOMEPOB pasnuyaloT 7 TUMOB MIOKO3aMUHOMMKAHOB:

— TManypoHoBas KUCNOTa;

— XOH[POUTUH-4-cynbdart;

— XOHAPOUTUH-6-cynbdar;

- [AepmataHcynbdart;

— KeppataHcynbdart;

— renapaHcynbar;

— renapuH.

[M10KO3aMUHONKaHbI ABARIOTCA TAPODUNbHBIMU CORAUHEHUAMM, COlePKa
MHOTO rMAPOKCUABHBIX FPYNA U BXOAAT B COCTaB COXKHbIX 6ENKOB, KOTOpbIE Ha
3bIBAIOTCA NpOTEOrNUKaHaMu. benkoBblit U HebenKoBbli KOMMNOHEHTBI B NpoTe.
OTIUKaHAaxX CBA3aHbl NPOYHbLIMK, KOBaNEHTHBIMU CBA3AMU. KpoMe npoTeornuka-
HOB, OCHOBHOE BelIeCTBO COAEPKUT FMUKONPOTEUHbI. YrNeBojHas YyacTb MUKOM-
pOTEUHOB OYeHb BapuabensHa. bonbluioe 3HayeHNe MMeeT NOCNeA0BaTENbHOCT
MOHOCaxapuf0B, Kak W NOCNef0BaTeNbHOCTb AMUHOKUCIOT B 6ENKOBOW YacTu.
W3 rukonpoTenHos Haubonee BaxHbIMU ABNAIOTCA MUKONPOTEUH hUBPUANUH,
pacTeopuMbiii HUOPOHEKTUH U HePacTBOPUMBIA NaMUHUH. CneayeT noayepKHyTS,
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fIMM NpeacTasnseT coboi oauH U3 BaXHEHWMUX CTPYKTYPHbIX NpoTe-
@I0MHOrO MaTpUKCa. YreBOAHbIE KOMNOHEHTbI MIMKONpPOTeUHOB 06-
WCTBAMU TKAHEBbIX aHTUIEHOB.
UIRTOMHOM MaTpPUKCe HAXOAATCA 2 TUNA BONMOKHUCTBIX CTPYKTYP:
{HKE 1 3nacTUHOBbIE BONIOKHA. OCHOBHbLIM KOMMNOHEHTOM KO/areHo-
WON ABNAETCA HepacTBOPUMbIKA 6enok konnareH. Konnaren — ChoXHbli
OCUTCA K Tpynne MUKONPOTEMHOB, UMEET YETBEPTUYHYIO CTPYKTYPY,
ynnpHas macca pasHa 300 kDa. Konnaren cocrasnset 30% ot obujero
(1 Genka B opraHusMe yenoseka. CTpyKTypa CaMUX KONNareHoBbIX BO-
JABMCUT OT TUNA TKaHM 1 eé QyHKUMOHaNbHbIX XapakTepucTuk. Konna-
fl Male BCTpeYaeTcs B KOXE, CyXOKMAUAX U kocTax; konnare II tuna -
JMBCKN TONbKO B Xpslie U cTeknoBuaHoM Tene; konnared III Tuna — npe-
1HeHHO B a0pTE, KULWEYHUKE U CTPOME BHYTPEHHWUX OPraHoB; KonnareH
I8 - TUNUYHBIA KOMNOHEHT 6a3anbHbix MeMbpaH, a konnareH V Tuna npeg-
11 Il MbILIEYHOW TKaHM W xpallle. XapaKTepHo, 4To u3 konnarena I Tuna pop-
)¢/ B OCHOBHOM TONCTble BONIOKHA, TOrAa Kak u3 konnareHa II u III tn-
i - 1oNKKe. [lpyrve Tunsl konnareHa (c V no X) ABARIOTCA MUHOPHbIMU KOM-
1AM B HEKOTOPbIX BUAAX COEAUHUTENbHOM TKaHW, WX YHKUUOHaNbHASA
MiyleHa HenocTaTouHo.
)P0 BMA BONOKOH — 3N1aCTUYECKME. B OCHOBE CTPOEHMA AaHHOrO BUAA
KON NeXUT 6enok 3nacTuH. InacTux euwe 6onee ruapodobeH, Yem Kon-
i, B Hem copepxutca 0o 90% rugpodobHbIX aMUHOKUCAOT, MHOTO /K-

WHIA, BCTH YHACTKY CO CTPOrO ONpefeneHHoi NocnefoBaTeNbHOCTLI0 pacno-
JIMEHUA AMUHOKUCNOT.

WATOuHbIE 3NeMeHTb COEAUHUTENbHON TKAHN — 3TO dubpobnacTsl, TyuHble

MARTIM ¥ Makpodaru. B HMX NPOMCXOAAT NPOLECCH CUHTE3A CTPYKTYPHBIX KOM-
WUNBNTOB, @ TaKKe NpoLiecc pacnaaa coeanHuTenbHoi Tkawu. Konnaren 06HoB-
JMR1CH Ha 50% 3a 10 net. B dpubpobnactax MAYT CUHTETUYECKUE NPOLECChI:

LMITe3 KonnareHa U anacTuHa.

Wiak, HepguddepeHLMpPOBaHHas ANCNNA3NA COBANHUTENLHOW TKaHU 03HaYa-
¥ HapyweHue dubpunnoreHesa BHEKIETOYHOrO MaTPUKCa, YTO MPUBOAUT K pac-
{I)0ACcTBY roMeocTasa Ha TKaHeBOM, OPraHHOM W OPraHU3MEHHOM YPOBHAX B
WG pa3nuyHbiXx MOPHO-DYHKLMOHANbHBIX HAPYWeEHUIA BUCLEPANbHBIX U IOKO-
MUTOPHBIX OPraHoB C NPOrpegUeHTHBIM TeYeHNEM.,

Japy6exHble konneru ceasbiBaloT nepsuyHbii [TIMK ¢ pereHepatnBHbIMU U3-
WOHEHMAMMW B KNanaHe, OCHOBHbIMU NPOABNEHUAMMN KOTOPbIX ABAAIOTCA:

~ MWKCOMATO3Has UHDUNLTPALUS;

~ peduunt pubpo3anacTUyecKnx BONOKOH;

~ W3MeHeHWe KonnareHa;

~ aKKyMynauua MyKononucaxapuaos.
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3TM M3MEHEHMA YaCTO COYETAKTCA C YANUHEHUEM XOpf, Aunarauyuei amp
BEHTPUKYNAPHOTO KoNbLia.

MukcomaTo3Has MHGUALTPALUA XapaKTEPU3YeTCs YTONLLEHUEM U nponua
LMeil CMOHrMo3bl C BKIKOYEHNEM IOKO30aMUHOMMKaHOB. CrIOHTM03a
etcs B hubpo3Hyio 30Hy, 06pasys KUCTO3HbIE MPOMEXYTKM U MeHee nJioTl
KonnareH. AnbTepauus KonnareHa xapaktepusyetca hparmeHTaumeit Koanare
BbIX BOIOKOH B pU6PO3HOI 30HE. YNCNO 3N1aCTUYECKUX BONOKOH yBeNnYeH
OHU 06pa3yloTCA B HETUNMYHBIX 30HaX. M3MEHEHUS 3NaCTUYECKNX BONOKOH 1
ABNAIOTCA Pa3pbiBamy, pparmeHTaumeit M 06pa3oBaHnem rpaHyNMpPOBaHHBIX
NIOKOH.

bonbwoii pasHuubl MeXaY NOHATUAMMU HenddepeHUMPOBaHHON AUCNNZ
COEANHUTENLHON TKAHM U MUKCOMATO3HOM AereHepauuu Het. B o6omx onpej
N€HUSX OCHOBHLIM MOP(ONIOTUYECKUM NPOABIEHUEM ABNAETCA MUKCOMATO3N
TPaHcopMauma KnanaHHoro annapara ceppua. OfgHako ects NPUHLUNUANBH
omnyus, nockonbky npu MMK Heguddepenumposantas aucnnasus coegu
TeNbHOW TKaHN BKNKOYAET Pa3NiuyHbIE BUCLIEPANbHBIE U CKENETHbIE U3MeHEeH

a MMKCOMaTo3Hasa gereHepauus CTBOPOK OTpaX{@aeT TONbKO COCTOsHUe MuTpal
HOr0 KnanaHa.

L10N0rMYECKUM NPOSABJEHUAM HacNeACTBEHHO AeTepMUHUPOBAHHOIO
AT03a HeKOTOPbIe aBTOPbI OTHOCAT Ceflylolme nonoxerus. MpusoauT-
, WTO TONUMHA 30HbI CMOHTMO3a B MUTPaNbHbIX CTBOPKAX (ocHoBHas
Jpa, npoayuupyowas MyKononncaxapuubl)vperynupyercx reHOTUNOM.
e 30Hbl cnoHrno3a (cebiwe 60% OT obuei ToNUWMUHbI CTBOpPKM) npef-
raer k cunppomy NMMK. Hanuuue blanc-B noKycoB NOBEPXHOCTHbIX aH-
ui numoumnTos (HLA-aHTMreHoB) accouunpyeTcs ¢ NoBbllueHUeM Bebpom-
MUKCOMATO3HOI [ereHepauuyu CTBOPOK MUTPanbHOro knanaHa 8 50 pas.
HOCTI apXMTEKTYPbl KOXKHbIX KanuANspoB (M0 AaHHbIM KanuAnspockonuu
) AONNAEPOBCKONA dnoymeTpum) y 60NbHBIX C NEPBUYHBIM NPONANCOM MUT-
010 KNanaHa aHanoruyHel TaKoBbIM NP HACNEACTBEHHBIX 3aboneBaHuAx
WWTenbHol Tkanw (6onesnn Mapdana) [Martinez R. et al., 1992]. 370 no-
W0 aBTOpaM nonaratb, YTO MEX/y NEpBUYHbIM NpoNancoM MUTpanbHOro
g U GonesHolo MapdaHa umeer MecTo ¢eHOTMnM:+8CKMM K({HTMHyyM, acam
oM NMK, no cyTy, aBnseTcs GpycTHO# (HenonHo!) GopMOV HaCNeACTBEH-
| Boneanu coepuHuTensHoil Tkaru [Tayel S. et al., 1991]. Mo HawuM AaKHbIM,
Wil xapaktep MMK noareepauncs 8 20% cnyqavea, npu 3TOM OH, KaK npa-
Wi, Habniopancs y matepei npo6anfos. B 1/3 cemeitHbix cny4aes y POACTBEH-
0l Npobanaa MOXHO NPOCNeAUTL NPU3HAKM, XapaKTEPHbIE ANA Henonmgueu:
CO/IMHUTENBHON TKaHW: BapUKO3HOE pacliupeHne BeH, BOPOHKOOOpa3
MI0 TPYAHOMN KNETKMU, CKONUO3bI, FPLIKU.
M:::t::;a:tro ¢E%’?)MHHMH ABNAETCA OQHUM U3 CTPYKTYPHBIX KOMMOHEHTOB
WAL THH ACCOLMUPOBaHHBIX MUKPODUEPUAA, KoTopbie 06HapyXM1BaIOTCA BAMBMT-
LHoM KnanaHe. C noMoLybio NoNUMEpPa3sHOW LeNHOW peakuum C.YosefyTMT X 3eKr_n
nlk [2007] BbisBuAn nonumopdusm GubpunIuH 1 reqa s 3Kc0HneM1K5 "
bm 27 GG. 310T nonuMopdM3M AOCTOBEPHO accoLunposancs ¢ ;
Il naToreHe3e MMKCOMATO3HOW fereHepauuin MUTPanbHOTO KnanaHa MOoXeT
AMatk nonumophusm reHa T4065C, oTBETCTBEHHOTO 3a BbIpaboOTKY aKTUBaTopa
\(Mia3bl-nnasmunoreHa [Chou H.T. et al., 2004]. ¥
r'ﬂpu MMMYHOrUCTOXMMUYECKOM aHaI3e CTBOPOK MUKCOMATO3HBIX K.uan6auoa, ynz;
JBiHLIX NPy onepaumn, 0GHapYEHO HapylieHHoe pacnpefenexue tdubpunnuna,
WacTna, konnareqa I u III TMNOB NO CPaBHEHMIO C HOPMA/ILHBIMU KNanaHamu. I
[} JKCnepuMeHTaNbHbIX UCCe0BaHUAX YCTAHOBNIEHO yaenuqenmle axg:);noc
11 NADPH-diaphorase B Mukcomato3Hbix cTeopkax [Olsen L.H. et al., 2 5
VeraHoBneHa accoLuaumns Mexay nonumMopgu3mMom reHa auruorem:HTKoutBe;l:-
IMpylouero hepMeHTa 1 NPONANCoM MUTPanbHOro knanaua [Chou H.T. et al.,
HHO reHa M235T. 1
'024303;(2;:2;3 MOXET TaKKe BO3HWKaTb U3-33 BPOX/EHHbIX MUKPOAHOMANIUK
APXUTEKTYPbI CTBOPOK, XOPA M aTPUOBEHTPUKYNAPHOTO KOJbLI3, KOTOPbIE CO B:;'
MEMNEM 13-32 NOBTOPSAIOLMXCA MUKPOTPaBM HA OHE reMoOAUHAMUYECKUX BO3AY

OCHOBHbIE MPUYNHBI MUKCOMATO3HOIC
N3MEHEHMNS KnanaHa

W3 Gonbworo yncna npuunH TpaHchopMaLumu B HopMe YNpYrux CTBOPOK:
MUKCOMATO3HbIe MOXHO BbIAENUTb CNeflylolue OCHOBHbIE haKTOPbI:
~ HACNepCTBEHHO AeTepPMUHUPOBAHHAA MUKCOMATO3HAaA TpaHCGHOpPMaun
CTBOPOK;

~ BPOXAEHHbIE MUKDOAHOMANIMK aPXUTEKTYPbI CTBOPOK, XOPA U aTpUOBEH]

PUKYNAPHOTO KONbLa, NPUBOAALLME K MUKCOMATO3HOM TpchqupmauMM Knd
naHa;

— MMKCOMaTo3 Kak npuobpeTeHHsbIi npoLecc.
B pane cnyyaeB MUKCOMaTO3HbIE M3MEHEHUS KnanaHa MOryT 6biTb 06ycnos
N€HbI FeHETUYECKUMU NpUYMHaMU. [pK ayTOCOMHO-AOMUHAHTHOM HaciefoBa:
HWM TeHbl CMHADOMA KapTUPOBaHbl Ha xpoMocomax 16p12.1 (OMIM 157700)
p11.2 (OMIM 607829) u 13 [Levine R.A. et al., 2007]. Apyroii nokyc o6Hapy:

XeH Ha X xpomocome u o6ycnaenusaet pepkyio tdopmy MMK, koTopyio 0603H3

YaloT “X cuenneHHo MUKCOMaTO3HOM KNanaHHOI auctpodueii” [Grau J.B. e
al., 2007].
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N3onunposanHeiii nponanc TpuKycnuganbHoro
KknanaHa

€TCA Ka3yuCTU4eCKN pefKo, ero NPOMCXOXAEHUE HE U3YYeHO, OLHAKO, i
ATHO OH HOCHUT XxapakTep, aHanoruyHbit cuiapomy MMK. Knunuyecku o
AENAETCA Takas Xe ayCKyNbTaTUBHAA KapPTUHA, KaK U Npu nponance MUTp
Horo knanaa. OaHako npu nponance TPUKYCNMAANLHOTO KnanaHa Weu
MO3AHUIA CUCTONUYECKUIA WyYM CAbIWHbI HAJ MEYEBUHLIM OTPOCTKOM U €
Ba OT TPYAMHDI, LIENYKN CTAHOBATCA NMO3AHECUCTONUYECKUMU NPU BAON
PaHHeCUCTONMYECKUMMU npK BbigoXe. PaznnynTh 3TW COCTOAHMA MO3BO
axokapguorpacdus.

UzonuposanHbili nponanc MmutpansHoro KknanaHa
U peBMarnsm

Panee cywectBoBano nonoxexue, 410 Nponanc MUTPanbHOro KNanaxa u pell
TU3M Yy ieTeil PEAKO COYETAIOTCA, M MPU HANUYUM KNMHUYECKUX NPOABAEHIN
AWArHo3 pesMaT3Ma MOXeT GbiTb NpaKTUYeCKu UcKioyeH. HaobopoT, Hanuy
Kknaccuyeckux kputepues Kucens—[hxonca—Hecteposa npu pesmatuame NCKAIO!
N0 cukppom nponabuposanus. Takoe HeBepHOE NpeacTaBneHme 06ycioBuno 66
o€ 4UCNI0 AUArHOCTUYECKMX OWMBOK: C OfHOM CTOPOHBI, FMNEepANarHOCTUKY
MaTU4ecKoro BanbBynuTa y feteii ¢ 6e3061aHLIM NPoNancom, ¢ Apyroi — HeaooLeN
PEBMaTU4eCKOro BanbBY/IUTA NPU HaNUYMK LyMA MUTPANbHOI perypruTauum ,\

eHomeHe nponabuposanus. B auTepatype npofonKaeT 06CyKAATLCS BOIMOKHOE
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nasuam. Mo ganHbiM M.Masnosoii ¢ coasT. (1982), npuobpeTeHHbI NOPOK
PANLHOTO KAanaHa pOPMUpYETCS NPenMyLLecTBEHHO Y 6ONbHbIX C BHEWHU-
HOManuamm (CTUrMaMu) coeauHuTeNnbHOM TkaHu. C Apyroit CTOpoHbI, Npea-
0/I0EHHOCTb feTeil ¢ nepBuyHbiM NMK K XpOHUYECKUM o4aram WH eKuuu
HTOPHbIE aHMMHbI, XPOHMYECKMiA TOH3UANNT) NO3BONIAET OTHECTU UX B rpynny
(i(a N0 pa3BUTUIO peBMaTUyeckon BonesHu. ;

OBPEMEHHBIMM UCCNeA0BATENSMU NOKA3aHO, YTO B OCTPOiA (hase peBMaTh-
KO# aTaku GeHoMeH nponabuposaHus MUTPaNbHbIX creopoxv(no LOaHHbIM
yxMepHoil 3xokapanorpadun) Habniopaetca y 30-46,8% petei [Wu M.H. et
1994; Uysal S. et al., 1992]. BosuukHosenue MK npu peBmatuyeckom
pBynuTe 06YCNIOBNEHO MYKOMAHBIM HabyxaHuem U pasMaryeHuem CTBOpOK,
i (hoHe afeKBaTHON (NPEeAHU30NO0H, NEHNLMIIH) Tepaniu nponabuposaHue
Janasa ymeHblaetcs. Takum o6pa3om, CHHAPOM NpoONanca MUTPaNbHOroO Kna-
J1d He UCKNIoYaeT pesMaTuyeckoit 6onesHn U aaxe ABNAETCA NPOBOLMUPYIO-
WM hakTopom 3a6oneanus. MoXHO NpeAN0N0XuUTL, YTO A€TU C CUHAPOMOM
MK, nepeHecline peBMaTUYeCKyI0 aTaky, 3Ha4uTeNbHO Hale hopMuUpyIOT MUT-
bHYIO HEAOCTAaTOHHOCTb U3-32 COEAMHUTENbHOTKAHHOW AUCNNA3UMN CTBOPOK
anaHa.

flpu OTCYTCTBMM peBMATU4ECKOrO aHamHe3a AudpdepeHunanbHas auarHoc-
{d M307MPOBAHHOrO MpoNanca MUTPaNnbHOro KnanaHa U peBMaTU4eckoro He

WMeer cneuyuduyeckux kputepues. Guven B. et al. (2007) ans auddeperum-

|{MM 3TMX COCTOSHWI NpeanarawT UCNoJb30BaTh NOKasaresb fUCNEPCUMN UH-
gpsana QT. Mpyu n30nMpoBaHHOM Mponance AUCnepcus UHTepeana QT pocTo-

pepro 6onbwe (71 £13,5 ms, p < 0,01), B TO BpeMA Kak Npu peBMaTU4ECKoM

pa3suTus sTopuyHoro NNMK 8 pe3ynbrare nepeHeceHHOro peBMaTuyecKoro sabl

fiponance makcumanbHas gucnepcua QT He gocTuraer 55 ms. C nomoulbio ABYX-

MepHoit 3xokapanorpaduu pesmatuyeckas stuonorus MIMK ponxua 6bITb 3a:
[I0A03PeHa NpU HaNM4yMM NOKaNbHLIX YTONWEHNIA CTBOPOK, MaNONOABUKHON
JA[iHel CTBOPKE M IKCLEHTPUYECKON MUTPanbHOWM peryprutauuu [Atalay S. et

al., 2007].

nuta. WHTepecHo 0TMeTUTL, 4TO B MEpUOA rOCNOACTBA NpeacTaBeHuii 06 UKl
YUTENILHO PEBMATUYECKOH 3TUONOrUM NOPaXEeHMIi MUTPANLHOTO KnanaHa OMUChIl
NCb NaLMeHTbI CO CBOEOOPa3HbIMU KUHUYECKMMU NPOABNCHUAMM, TUNUYHBIMMA Iy
MMK. Ewe B 40-x ropax XIX seka I.W1.Cokonbckuii otMeyan cBoeobpa3sHbie Hapy
HUA HEPBHO-NCUXMYECKON Cepbl, onuUchBas “0cobylo NyxauBocTb” GoNbHBIX P
Mamsmom B knaccuyeckoit moHorpadum A.W.Hecteposa “Pesmarusm” npu “narej
THOM” TeueHum 3Toro 3abonesanns ¢ 0co6o JOGPOKAYECTBEHHBIMM BapuaHTaw
nopa»(emm cepaua (cucronuqecxum WYMOM Ha BEpXyLIKE) ONUCHIBANIUCh NPOABI
Hus “HelipopeBMaTM3Ma” B BMAE aCTEHOLENPECCUBHOMO U TPeBOXHO-AeNPeCCUBHOI
CHHAPOMOB, BereTaTUBHLIX napoxcusmos C yaywbem, 03Ho60M, cepauebuermnem |
“HeofloNMMbIM YyBCTBOM CTpaxa”.

W3BecTHo, 4TO peBMaTU3M SBASETCA GONE3HBIO C HACNEACTBEHHBIM npeapac
nonoxexuem. MHOroYucneHHble MCCNENOBAHNA CBUAETENLCTBYIOT O CKNOHHO!
TM AeTed, CTpafalolux peBMaTUYeCcKon 60N1e3HbIO, K COeANHUTENbHOTKAHHBIN

TakTuka BeOeHUs 1 nevyeHus
JeTen ¢ nepBuYHbLIM Nposiancom
MUTPaJIbHOro KJianaHa

TakTuka BeaeHus peten ¢ nepeuyHbiM NIMK pasnvyaercs B 3aBUCUMOCTU OT
CTeneHy BbIPAXEHHOCTU NpoNabnupoBaHus CTBOPOK, XapaKTepa BereTaTuBHbLIX U
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CepAeYHO-COCYANCTLIX M3MeHeHui [Scordo K.A., 2007]. OcHOBHbIMM NPUN
MU NeYeHNs ABNSIOTCA: 1) KOMNNEKCHOCTD; 2) ANUTENLHOCTS; 3) yYeT Ha
NIEHHOCTH DYHKLMOHMPOBAHUS BEreTaTMBHOM HEPBHON CUCTEMDbI. 1

K 06a3atenbHbiM ycnosuaAM neyenns OTHOCATCA: HOPMaNU3aLMs TPYAA, (
Xa, pacnopspka aHa, cobniofieHue NpasunbLHOrO peXxuma c JOCTAaTOYHbBIM M0
AO/KUTENBHOCTU CHOM.

Bonpoc 0 3aHATUAX HU3KYNLTYPOI U CNOPTOM pelaeTcs MHAMBUAYANBHO.
71é OLUEHKM Bpa4oM nokasaresneit husnyeckoit paboTocnocobHOCTH U aganTul
CTW K (U3U4eCKON Harpyske. BONbWKHCTBO feTel Npu OTCYTCTBMM MUTPAN
Peryprutauuu, HapylweHui npouecca penonapusaLium 1 Kenyao4Kosbix apur
YAOBNETBOPUTENLHO NEPEHOCAT u3NYecKyio Harpy3ky. Mpu Hanuyuu Bpayel
0 KOHTPONIS UM MOXHO BECTU aKTUBHbI 06pa3 u3Hu 6e3 kakux-nubo orpa
YeHWN PU3UYECKO aKTUBHOCTU. [leTAM MOXHO PeKOMeH/10BaTh NnaBaHue, il
KOHbKM, KaTaHue Ha Benocunese. o umeloWwMMcs AaHHbIM UHAKBUAYANLHAA ()
Pamma TPEHWUPOBKM Ha TpeAMUNIE CYLIECTBEHHO YNyYlaeT Ka4yecTBO KU3HM, |
3TOM MCYe3aloT MHOTUe cuMnToMbl 3abonesanuna [Hung H.F. et al., 2007].

He pexoMeHpyioTCA CNOPTUBHbIE 3aHATHS, CBA3AHHBIE C TONYKOOBPA3HBIM XA
TepoM ABUXKEeHMIA (npbhxky, 6opsba kapars u ap.). 06HapyxeHue y pebeHKa M
PanbHOM Peryprutaunm, XenyfouKoBbIX apUTMUM, U3MEHEHMIT 06MEHHbIX PO
B MMOKap/e, yAnuHeHus uHtepsana QT Ha aneKTpoKapAuorpamMme aUKTYeT Heol
AMMOCTb OTpaHUYEHUA (DU3NYECKON aKTUBHOCTU W 3aHATUIA CNOPTOM. ITUM fI&
pa3pelaetcs 3aHsTue nevebHoN GU3KYNLTYPON NOA KOHTPONEM Bpaya.

Wcxoas 3 Toro, 4To nponanc MUTPanbLHOro KnanaHa npeactaBaser cob
4acTHOe NpoABNEHUE BEreToCOCYAUCTON JUCTOHUM B COYETAHUM C CORAUHMT!
HOTKaHHbIMU HapyWeHUAMK, NeYeHue CTPOUTCA No NPUHLMNY obLLeyKpennsio
¥ BEreTOTPONHOW Tepanuu. Bech KoMnnekc TepaneBTUYECKUX MEPONDPUATHIA i
KEH NPOBOAUTLCA C YHETOM UHANBUAYaNbHbIX 0CO6EHHOCTE! NMYHOCTH GONbH;
W YHKUMOHANBLHOTO COCTOSIHUA BETeTaTUBHOM HEPBHOM CUCTEMBI.

BaxHoii YacTbio KoMnneKcHoro Neyexus peteii ¢ MK ssnsetcs Hemeau
MeHTO3HaA Tepanus. bonbHbIM Ha3HaYalOTCA NCUXOTEpanus, ayTOTPEHUHT, ()
3uotepanus (anexTpocopes ¢ MarHuem, GpoMoM B 061aCTH BepXHELEHHOTD @
Aena No3BOHOYHMKA), BOAHbIE NPOLEAYPbI, UTNOpedReKcoTepanusa, Maccax i
3BOHOYHMKA. bonbwoe BHMMaHMe JOMKHO BbiTh YAENEHO NEYEHNIO XPOHUYECK]
04aroB MHMEKLMM, N0 NOKA3aHMAM NPOBOAUTCA TOH3UNNIKTOMMS.

MeaukamenTo3Han Tepanua JonkHa GbiTb HanpasneHa Ha: 1) neyeHue B
reToCoCYAUCTON AUCTOHMM; 2) NpefynpexaeHUe BOZHUKHOBEHUA HENPOJUCTP
¢um muokapga; 3) ncuxotepanuio; 4) aHTUGaKTepUanbHyio npodunaKTUKy Mi
(heKLUMOHHOro 3HAOKapaKTa.

Mpyu ymepeHHbIX NPOABAGHUAX CUMNATUKOTOHUN Ha3HAYaeTCa GuToTepani
CefaTMBHbLIMU TpaBaMu, HAcTOMKa BanepuaHsl, NycTeipHuKa, cbop Tpas (wal

bii, GarynbHUK, 38epo60oW, NYCTHIPHUK, Banepuana, 60apbiWHNK), obnapaouwmi
HOBPEMEHHO NEerknm geruaparayuoHHbiM addexTom. Mpu Hanuyuu usmeHe-
Wi npouecca penonspusaunu Ha KM npoBofaAaTCca Kypchl NeyeHus npenapa-
W, ynyywanuumn o6MeHHble NpoLeccsl B MMOKapae (naHaHruH, puboKcuH,
amMuHoTepanus, KapHUTUH). KapHUTUH (OTeyecTBEHHbI Npenapar nesokap-
WIMH — 3nbKap unu 3apybexHbie aHanorn — L-Carnitine, Tison, Carnitor,
y aline) HasHaualoT B fo3e 50-75 mMr/Kr B cyTku Ha 2—3 mec. KapHuTuH Bbi-
/IHAET LeHTPabHYIO poJib B IMMUAHOM U 3HEpreTuyeckom obmeHe. Aenasce
JhakTOpoM BeTa-OKUCNEHUA XUPHBIX KUCNOT, OH NEPEHOCUT aluibHble Co-
JiHeHns (KUpPHbIE KWCNOTbI) Yepe3 MUTOXOHAPUaNbHbie MeMbpaHsbl, npeayn-
‘ MAaeT pasBuTUE HellpoancTpodUM MUOKapAa, yayyllaeT ero aHepreTuyec-
il 06MeH.

Hamu oTMeyeH nonoxutenbHblit 3deKT Npu Ha3HaYeHUM 3nbKapa AeTAM U
Apoctkam ¢ MMK. B uccnepoBaxue 6bin0 BkAlYeHo 26 aesoyek 7-mu — 18
1 (cpepHui Bospact 11,9+3,82) u 37 manbuukos 7-mu — 16 net (cpeaHuit
papact 12,7+3,83). Y 3Tux geteil nponanc MUTPaNbHOrO KaanaHa ConpoBOX-
Jlcs HecneundUYecKUMU HapyLeHnaMmu npolecca penonspusauun Ha KM 8
wpe ST-T u3MeHeHn.

30 nauueHTOB MOJyYyanu 3nbKap, octanbHble 33 nauueHTa (rpynna cpasHe-
W) nonydanu TPagMLMOHHYIO Tepanuio NaHaHrMHOM U PUBOKCUHOM B BO3pac-
1biX LO3MPOBKaXx.

Inbkap HaszHavyanu B pas3oBoii fo3e pgetam 7-13 net 0,2 r, ctapwe 14 net -

10 0,3 r BHyTpb 3 pa3sa geHb (B cyTo4Hoil go3e 0,6 u 0,9 r, COOTBETCTBEHHO).
{lpoponxuTenbHOCTb NpUeMa npenaparta coctasuna 1 mecsu.
Wccneposanus nokasanu (tabn. 14), 4to Tepanus 3nbKapoM 3Ha4UTeNbHO 3-
ekTMBHE! NO CPaBHEHUIO C TPAAMLIMOHHBIM NevyeHneM. Hapywenns npouecca
penonspusauum 3a 1 Mecal Tepanumu NpaKTUYECKN yMEHbIWWANCD B ABa pa3a. B
[pynne CpaBHEHWA NPOMCXOAUNO0 NNWb HE3HAYUTENbHOE YNyYLIEHHE.

B 3TO# CBA3M He Bbi3bIBAET COMHEHUS, YTO 3HEProTponHas Tepanua 3b-
JApoM SABNAETCA BAXHbIM 3BEHOM KOPpPeKLUM 0OMEHHbLIX HapyleHuii B cep-
J\e4Ho# mbiwue y 6onbHbix ¢ MMMK. C apyroi CTOpOHBI NONOXUTENbHbIA 30~
(eKT OT NPOBOAUMON Tepanumu NOATBEPXKAAET 60NbLYIO PONb BTOPUYHOI mu-
10XOHAPUANbHOW HEAOCTaTOYHOCTM B NaToreHe3e COeAUHUTENbHOTKAHHOM
Avcnnasuu.

Kak 1 npu ncnonb30BaHWUW KapHUTUHA, HAMKU OTMEYeH BnaronpuATHbI A dekT
0T npUMeHeHus npenapara ko3H3um Q-10 (yOUxUHOH), KOTOPLINA 3HAYUTENbHO
yny4waeT 6uo3HepreTUYeCKMe Npouecchi B MUOKapae, U 0cobeHHo addexTu-
§eH NPy BTOPUYHOI MUTOXOHApPUANbHOW HepoctatoyHocTu [Oda T., 1993]. B
KavecTBe Guonoruyecku akTuBHoM fo6asku ko3H3um Q-10 HaszHayatoT no 1 Tab-
leTKe 2 pasa B [ieHb.
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KapHUTUH obecneymBaeT TPaHCMOPT ANMHHOLENOYEYHbIX XUPHBIX KUCNOT

13 UMTONNA3Mbl KNETKU B MUTOXOHLPUMK.

* B MUTOXOHAPMAX NPOUCXOAUT BETA-OKUCIEHUE KUPHBIX KUCNOT, HeobXo-
aumoe ans pabotsl unkna Kpebea.

» B pesynsrate paboTsl uukia Kpebea cuntesupyercs NADH (BoccTaHoBnEH-
Has hopMa HUKOTUHaMUAAAEHUHAUHYKNEOTUAA), Heobxoaumas ansa pabo-
Thl [IbIXaT€NbHO 3NEKTPOHHO-TPAHCNOPTHO! Lenu (cuHTe3 ATD).

* Ko3H3uM Q-10 — KOMMOHEHT AbIXaTENLHO INEKTPOHHO-TPAHCNOPTHOM Lieny,

B.C. CyxopykoBbiM 060CHOBAHO COBMECTHOE MCMONb30BaHKe L-Kapk
Ko3H3uMa Q-10 (puc. 36) Ha OCHOBaHUM CnefyiolnX NPeaCTaBieHMUN:

Ta

AvHamuka HapyleHuii npoliecca penonsipmsauum Npy NpUMeHeHumn 3,
W B rpynne cpaBHeHus

B ucxoge Yepes

3KT-npusnax* Anbkap | lpynna cpae- | 3nekap
n=30 | wewnsan=33 | n=30 y4acTByeT B TPAHCNOPTE 3NEKTPOHOB.
N-% N-% N-% MarHuit u3BecTeH Kak yHUBEpCabHbIi perynstop 6UOXMMUYECKUX NPOLIECCOB

CHIXEHHBIA WIN W30aNEXTpRIHN 3yBeu T | 16— 53,3 |  14-424 | 8-266 | 12~
B otBesieHusix I, lll, AVF, V5-V6
OtpuuarensHiii 3ybey T 8 lil, aVF 10-333 11-33.3 6-20,0
u ero ynnowenue 8 I, V5-V6
Otpuuarenshni aybey Te I, 1l aVF, V5-V6 | 6— 20,0 7T=22 4-133

fL KodakTop 6onee 300 hepMeHTOB.

[lpenaparbl MarHus WUPOKO NPUMEHSIOTCA NpU MHOrUX 3abonesaHusx cep-
JIe4HO-COCYAMUCTON CUCTEMBI:

~ UMWweMuyeckas bonesHb cepaua;

~ apTepuanbHas runepTeHs3ns;

Cwmeviexne cermenta ST BHu3 ot usonmumm | 9 — 30,0 12-36,4 3-10
(Ha 0,6-2,0 Mm) 4 .~ HapylweHUs cepaeyHoro puTMa;
Ynnurenne aneKTpu4eckon CUCTONL 17 - 56,6 16 — 48,5 9-30 14 - 46 - ceppeyHas HepoCTaTtoqHOCTb.

B HacToswee BpeMs HakonneH 60NbLON ONbIT, CBUAETENLCTBYIOWMUA 06 3d-
(JeKTMBHOCTM NpENapaToB MarHWs ANS NEYEHU NaUNEHTOB C HeanddepeHuy-
OBaHHOW Aucnnasuen COefUHUTENbHON TKaHW. YCTAaHOBAEHO, YTO B YCNOBUAX
JehuumTa Maruua cnocobHocTs GpubpobaacTos NpoayLUMpPOBaTL KONNAreH — oc-

Koansum Q1o ‘ IOBHOE BELeCcTBO COEAUHUTENbHOM TKaHU — HapywaeTcs. NepBuyHbii geduunt
Hopywen Mewtcain SNEKTPOHHO-TPRHCNOPTHAR CaTh MarHus Npu nponance MUTPaNbHOTO KnanaHa 0TMeYaloT MHOTUEe UCCNeaoBaTenu
[Galland L.D. et al., 1986; Zeana C.D., 1988].

B 3TOM CBA3M B KNMHUYECKOI NPaKTUKe NpU NeyeHun 60NbHBIX C NPONANCoM
MUTPaNbHOTO KNnanaHa UCNONb3YITCA Npenaparbl MarHUa: MarHepoT, acnapkam
(nanaHrun), uutpar marius (Hatypan Kanm).

MarHeport — opoTar marHus. OfHa Tabnetka cogepxut 500 Mr opoTaTa Mar-
‘ nus (32,8 mr marHus). OpoTtoBas Kucnota ctumynupyet cuntes ATd. Tak kak 90%
' IHYTPUKNETOYHOrO Marus cBs3aHo ¢ ATD, To OTHOCUTENbHOE NOBbILIEHUE BHYT-
pukneToyHoro geno AT® nocpencTBOM OPOTOBOM KUCNOTHI yny4wWwaeT duKcauuio
MarHua B KNeTKax.

(wkTepsan QTc > 0,43)
IIpumeyanue. Konnuecteo DKI'-NPHU3HAKOB y OHOIO TOTO € MOXET ObITH Pa3HbIM

Tabauya 15
PexkomeHayeMble [03bi Npenapata MarHepoT B 3aBUCUMMOCTM OT BO3pacTa
Bospacr (ner) Cxema npuema Cyroynas 032 Marius (Mr)
MemBpana 1-4 1/4 Tabn. 2—3 pasa B fieHb 16,4-24,6
KapHUTHH W"°m":'° e 5-7 1/2 1abn. 2-3 pasa B fieHb 32,8-49,2
Puc. 36. O6mas cxema 06pa3oBaHHsi IHEPIrUH B MUTOXOHAPHH € Y4aCTHEM KapH palo 1, 2 §ORAR A0 g
THHA B K03H3uMa Q-10 grapue 10 1160, 3 pasn. 8 By 94



