OBPA30BATEJIbHbIE MOAY/IU

Mponanc MUTPaNbHOIMO KAGNaHa

3.l. ManeB*?,
C.B. PeeBa®?,

3.B. 3eMUOBCKUIY 2 CaHnkT-lMeTepbypr

LOrBY «CeBepo-3anapHblii eAepanbHbli MEANLIMHCKWN
MCCAEAOBATEABCKMI LEHTP nM. B.A. AAmasoBa» MuHaapasa Poccun,

2IbQY BIMO «CaHkT-MeTepbyprckuin rocyAapCTBEHHbIN NeAraTpPUUECKUit

MEAMLMHCKKI yHMBepcuTeT MuH3apaBa Poccuun

Mponanc MUTPANLHOTO KianaHa — HacNeACTBEHHOE HapyLeHWe COANHUTENLHOM TKAHH, NPUBOASLLEE K CUCTONNYE-
CKOMY nporuby OAHOM UK 06enx CTBOPOK MUTPANbLHOTO KanaHa B No0CTb IEBOTO NPEACEPANs U MUTPANbHOI Hefo-
CTATOYHOCTYM Pa3HOM CTeNneHM BbipaxeHHoCTH. lNponanc MUTpanbHOro knanaHa — Haubonee yacras npuyrHa GopMUpo-
BaHUA TAKENON HEULWEMUYECKOH MATPaNbHON HEAOCTATOYHOCTU U OCHOBHAS MPUYMHA XUPYPTUYECKOTO BMELLaTe bCTBa
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Mitral valve prolapse is the heritable disorder of the connective tissue and refers to a systolic billowing of one
or both mitral leaflets into the left atrium with or without mitral regurgitation. Mitral valve prolapse is the most
common cause of severe non-ischemic mitral regurgitation and mitral valve surgery.

ponanc mutpansHoro knanaHa (MMK) (kog no Mexpay-

HapoZHoW Knaccudukaumuu GonesHeir 10-ro nepe-

cmoTpa — I34.1.) oTHoCHTCA K Yncny Hanbonee pacnpo-
CTPaHEHHBIX HACNeACTBEHHbIX HapyLWeHWU CoeanHUTENbHOI
TkaHu (HHCT). PacnpocTpaHeHHOCTb [aHHOK nartonoruu
B obuwei nonynsuuu, comacHo Framingham Heart Study,
COCTaBNIAET 2,4% W He 3aBUCUT OT nosia 1 Bo3pacta [1]. Bcrpe-
yaemocTb nponanca mutpansHoro knanaxa (MMK) B Poccwii-
ckoii  ®epepaumu, no FaHHbIM peructpa  PepepanbHoro
MeULMHCKOTO MCCNefoBaTenbCcKoro Lentpa uM. B.A. Anma-
30Ba, cocTaBuna 1,3% [2]. ExxerogHas cmepTHocTb npu MMK
HeBbICOKa M He npesbllwaeT 0,1%, 4TO COOTBETCTBYET TaKOBOM
B o6Lieit nonynauuu. Y HeonepupoBaHHbIx nauuenTos ¢ MMK,
OC/IOXHEHHbIM  TAXENON MWTPaNbHOM  HEAOCTaTOYHOCTBIO
(MH), 10-netHss cmepTHOCTb focTuraet 50%.
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3TNONOIUNSI

CBs3aHHas c X-xpomocomoit peueccusHas dopma MK
6bina onucaHa ewe B 1969 r. B KauecTse MUKCOMAaTO3HOM
AMCTPOGUM KNnanaHoB CEPALA, OAHAKO NUWWb HeABHO Oblnn
BbIiBNIEHbl 3 MyTauuu reHa cwunamuua A (FLNA), otser-
CTBEHHbIX 32 laHHylo natonoruto — p.Gly288Arg, p.Val711Asp
u 1944-bp peneuns 3k30HoB 16—19 [3]. PunamuH A akcnpec-
CUpyeTCA 3HAOKAPAWANbHBIMU W Me3eHXMMaNbHbIMU KieT-
KaMu aTpUOBEHTPUKYNAPHBIX nogylieyek, HopMUpoBaHMe
KOTOPbIX CYXUT HauyanbHOl CTaanen BanbBynoreHesa.

B 2015 r. 6biny NpefcTaBAeHbl pe3ynbTaTbl MHOTOLEHTPO-
BOr0 MCCNeJi0BaHNA, B XOAe KOTOPOro OnpefesieH ele OAuH
reH, OTBETCTBEHHbIN 3a pa3sutue MMK, — DCHS1 [4]. 3T0T reH
nokanusyetca Ha 11- xpomocome W KOoAjupyeT 3Kcnpeccu-
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pyemblit pubpobnactamm 6enok KagrepuH-19, ofuH 13 MHOro-
YMCNEHHOTO CEMEICTBA KafrepuHOB — OENKOB KanbLMii3aBu-
CUMOII KNeToYHOW aare3uun. OnucaHHble 4 cyyas ceMeitHoro
MMK, obycnoBneHHble myTauueit DCHS1, He conpoBOXAa-
NINCb 3KCTpPaKapAuanbHbiMu npossneHuamu. Takoxke B 2015 .
Obina onucaHa MyTauus nateHTHoro TGF-f cBsisbiBawoLiero
npoteuHa-3 —L TBP3, B ciyyae roMO3UroTHOM MyTaLMu, NpuBo-
pawas nomumo opmuposanus NMMK K 01MrogoHTUM 1 ymeHsb-
WweHuio pocTa [5]. BbinonHeHHbih B 2015 r. meTaaHanu3
2 uccnefoBaHNUM reHOMHBbIX accoumaLmii Ha 1412 cnyyasax [MMK
1 2439 KOHTPOJbHBIX CyObEKTaX BbIBUA ele 6 KaHAUAATHbIX
JIOKYCOB OTBETCTBEHHbIX 3a passutue [MK, HaubGonblumii
WHTEpEC Cpefu HUX npeacTaBnswT TeHsnH-1 (TNS1) -
6enok apresuy, y4acTylowWMUn B OpraHu3aumMu LUTOCKeNeTa
M 3KCNpeccupyoLniica B npouecce mopdoreHesa KnanaHos
cepaua, n LMCD1, kopmpyowmin haktop TpaHcKpunumm [6].

BoisBneHne 3a oguH rof cpasy Heckonbkux reHos MK
[aeT Hajexny Ha CKopylo WAeHTUdUKALMIO ApYruX reHeTu-
YecKux AedeKToB, MPUBOAALLMX 3@ CYET WHBIX MEXaHW3MOB
K hopmupoBaHuto obuwero peHotuna — MMK.

KNAACCNDNKAUNS!

B 3aBucumoctn ot 3tuonorum [IMK paspensior
Ha MepBUYHBIA M BTOPUYHBLIA (Tabn. 1). MepeuyHbiit MMK
ABNAETCA CaMOCTOATE/IbHbIM TeHeTUYeCKU [eTepMUHUPO-
BaHHbIM 3ab0/1€BaHMEM, B CBOIO OYEPEAb OH Nofpasaensercs
Ha CeMENHbI 1 HeceMmeiliHbIN [7, 8].

Tabauua 1. 3TonorMyeckasn knaccudukaums npoaanca
MWUTPaAbHOIO KAanaHa

MepBUYHbIN BTOpUUHbIN

CeMelHbli CuHapoM MapdaHa 1 Apyrve HacAeACTBEHHbIE
HapyLleHWs COEAUHUTEABHOM TKaHU
Nwemnueckas 6one3Hb cepaLa
[MnepTpoduUeckas KapaAMoM1MonaTus

OcTpan peBmMaTnyeckas AMXopaaka
Aedopmaums rpyAHON KAETKM

HecemeriHbiln

BTopuuHbIit nponanc CTBOPOK MMTPanbHOrO KnanaHa
(MK) Habniopaetcs npu uleMuyeckoir GonesHu cepaua
(MBC) (Mwemmnyeckas [UCHYHKUMA MANUANAPHBIX MbIWL),
OCTpOii  peBMaTuyeckoit nuxopagke (Tunuuublit  MMK
¢ auddysHbIMU - AereHepaTuBHLIMU - U3MEHEHUAMU  Obin
OMMCaH Np1 OCTPOM peBMaTUYECKOM BalibBYJNTE B PErMOHaX,
e peBMaTMyeckas NMUXopajKa sABNAETCA IHAEMUYECKUM
3abonesaHuem), npu 3ab60NeBaAHNUAX U COCTOSIHUAX, COMPO-
BOXJAIOLWMXCA YMeHblIEHUE PA3MEPOB JIEBOMO KENYLOoYKa
(JK) n konbua MK (runeptpoduyeckas kapguomuonarus,
NleroYHas runepteHsns, pedekT MexnpeacepiHon nepe-
rOPOAKM, Aernpparalns, CUHAPOM NPAMOIA CrIMHbLI U BOPOH-
KoobpasHas pedopmauus rpyaHoit knetku). CywecTsytoT
pasHoracus o BKAKYeHMM nponanca npu apyrux HHCT
(cuHppomax MapdaHa, Jlyuca-[utua n 3Inepca—[anno)
B NOHATMe nepBUYHOro unu BTopuyHoro NMMK.

OcHoBHbIMKM natomMopdonornyeckummn  dopmamu MK
ABnsoTcA GonesHbs bapnoy, KoTopas nposBnseTcs Bblpa-
XEHHbIM MUKCOMATO30M CTBOPOK, 1 hnUbpo3NnacTMHoOBas Hego-
ctatoyHocTb (PIH), KoTOpas xapakTepusyeTcsa HefOCTaTKOM

buOpUNNAPHBIX CTPYKTYP (KOMNareHa u 3nactuHa) U npoteo-
TMUKAHOB B MUTPAJIbHOM KanaHHOM Komnnekce [9, 10].

Ixokapamorpatuyecks pasnnyalT Knaccuyeckuit (ton-
WMHA CTBOPOK >5MM) U HeKnaccuyeckuit (ToNlMHA CTBO-
pok <5mm) NMK. TepmuH «knaccuyeckuit NMK» oTpaxaert
HaJM4yMe MUKCOMATO3HOW AereHepauuu CTBOPOK UM WCMOSb-
3yeTcs B KaYeCTBe CMHOHMMA NePBUYHOTO U MUKCOMATO3HOO
MMK (6onesnn bapnoy). OTcyTcTBME YTOMLLEHUS CTBOPOK
(Heknaccuyeckmit MMK) nossonser genatb BbiBog 06 OTCyT-
CTBWU NPU3HAKOB MUKCOMATO3HOI fiereHepauum [1].

NATOIMEHE3

OcHoBHOe perynupylollee BIUSHWE Ha CTPOEHUE IKCTpa-
uenntonspHoro marpukca (IUM) crBopok MK okasbiBaer
TpaHcdopmupytowmit  daktop pocta-f (TGF-B), KoTopsii,
ABNAACL NPOUOPOTUYECKUM LUTOKMHOM, NPUBOSMUT K MOBbI-
WeHWo 3Kcnpeccun cocTasasowmx UM (bubpunnapHoro
KonnareHa, GUOPOHEKTUHA U MPOTEOMNMKAHOB) KapAUaNbHbIX
1bpo6bNacToB M WX pJerpajauuu 4epes perynupoBaHue
3KCNPeCccMu MaTpUYHbLIX MEeTanaonpoTemMHas. Y nauueHToB
¢ MuKcomarosHbiM MK, nogsepruwmxcs nnactuke MK, Gbinn
BbIfiBAEHbI rUnepnpoaykuus LM nop BAMAHMEM 3K30TEHHOTO
TGF-B, obycnoenenHas Smad2/3 u p38 MAPK (KoMMOHeHTbI
Knaccuyeckoro u anstepHatuHoro TGF-f3 curHanbHeix nyTeit),
M ee Ceposornyeckoe WHrMbMpoBaHue cneuuduyeckumu
aHTUTENamMm 1 6J0KaTopamMm peLenTopoB aHrnoTeHsnHa II.

HapyweHwue ctpoenus ILUM npu NMK npusogut K uenomy
cnekTpy natomopdonoruyeckux usmeHeHuin MK, kotopbii
BapbuMpyeT OT NpOCTOr0 OTPbiBA XOPAbl, NPUBOAALLETO
K Mponancy M301MpPOBAHHOTO CermeHTa 3agHei cteopku MK,
COXPaHAIOLWEro B 0CTa/lbHOM HOpManbHylo dopmy (pubpo-
3M1aCTMHOBAA HeJoCTaTOYHOCTb), 4O Mposanca C BoBieYe-
HUeM 06enx CTBOPOK MpM M3OLITOYHOCTU TKaHEH KnanaHa
1 paclmpenum konbua (6onesHs bapnoy).

[Ons MK npv 6one3nun bapnoy xapaktepHa M30bITOYHOCTb
TKaHel, pasmepbl KnamaHa B LEeNOM yBenuYeHbl (guametp
KonbLa >36 MM), CTBOPKWU MWUKCOMATO3HO M3MEHEHbI, YTON-
LeHbl, XOpAbl YAnuHeHbl (puc. 1). Mukcomato3Has aereHe-
pauus obycnosneHa nponudepauueii CNOHrMO3HOro Ccnos
C HaKoNMeHWeM MUKO3aMUHOMMUKaHOB. CNOHIMO3HBIN cnoi
BblAaeTcs B UOPO3HbIA, BLINONHAKWMIA ponb Kapkaca
MUTPaNbHO CTBOPKK, YTO MPUBOLMUT K CHUKEHUIO MEXaHUYe-
CKOI MPOYHOCTW CTBOPOK. YTONLWEHWE CTBOPOK MPU MUKCO-
MAaTO3HOM [lereHepauuyu MOXeT AOCTUraTb [BYKPATHOIO
no CpaBHeHUIO ¢ HopMoii (puc. 2).

Puc. 1. U36bITOYHOCTb TKaHEN, MUKCOMAaTO3Hasi AereHepaLms
1 nporabupoBaHMe BCEX CEMMEHTOB MUTPAAbHOIO KaanaHa
npu 6oaesHn bapaoy (Adams D.H. et al., 2010)
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3.T. Manes, C.B. PeeBa, 3.B. 3emuU0BCKui
MPOAAMNC MUTPAABHOTO KAAMAHA

Puc. 2. CpaBHeHWe MOPGOAOTMM MUTPAABHOTO KAanaHa

B HOpPME (CAeBa) 1 NpY MUKCOMAaTO3HOM MpoAarce (cnpasa),
NpPU KOTOPOM HAaBAKOAQIOTCS YTOALLLEHWE CTBOPKM, HapyLLeHWe
LLeAOCTHOCTU GUOBPO3HOIO CAOSI U HAKOMAEHWE NMPOTEOTAMKAHOB
B CMOHMMO3HOM CAO€ (YKka3aHOo 3Be3A04KoM). Okpacka
reMatokCUAMHOM-303MHOM U aAbLUMAHOBbIM CUHUM. MacwTab -
100 mkm (Prunotto M. et al., 2010)

MoHsTMe dubpoanacTuHoBoi HegocTatouHocTu (fibro-
elastic dysplasia, fibroelastic deficiency) 6bin0 ncnonbsosaHo
AnaHom KapneHTbe n coaBT. B 1980 r. g onucaHus cocTo-
AHUA HepocTaTka (GUOPUANAPHBIX CTPYKTYP B MUTPaNbHOM
KnanaHHOM KOMMJEKCE, KOTOpoe NpUBOAMUT K OTPbIBY OfHOM
UAn Gonee WCTOHYEHHBIX U YAJMHEHHBIX XOP[, Yalle BCEro
CPeAMHHOrO CcermMeHTa 3afHeit cTBOpkM. B uyactu cnydyaeB
nponabupytolme cermeHTbl MOryT 6bITb ABCONIOTHO HOPMab-
HbIMU NPU HANUYMM WN30JMPOBAHHON MCTOHYEHHOW XOpAbI.
B apyrom cnyyae B nponabupytollem cermeHTe pa3BuBaloTcs
MUKCOMATO3Hble UM3MEHeHUA (HaKomneHWe MUKO3aMUHO-
MMWKAHOB B CMOHIMO3HOM C/OE), MPUBOAALLME K €ro yTon-
WweHuto. 3akntouerne o Hannuun ®IH genaetcs No CoCTosHMIO
CMEXHbIX C NponabupyloLMM CErMEHTOB, KOTOpblE 0ObIYHO
MMeKT HOPManbHbIA pa3Mep U TONWMHY MAU [aXKe MCTOH-
YeHbl 1 NOAYNpo3payHbl Ha npoceeT (puc. 3). fuctonornyecku
NoBpEeXAeHMe KoanareHa xapaktepusyerca parmeHTaumen
KOnnareHoBbIX Ny4KOB B npeaenax pubposHoro cnos (puc. 4).
Habniogaetcs Takke QparmMeHTauus 31acTUHOBbIX BOMOKOH
¢ thopmMupoBaHuem amopdHbix Mbi6ok. OuameTtp konbua MK
npu ®3H He yBenuyeH u coctaenser 28-32mm [11, 12].

OcHoBHbIM MexaHu3MoM Gopmuposanus MH npu MK
ABNAETCA HapyleHue KoanTauuu cteopok MK npu cuctonnye-
CKOM cokpalleHumn JIXK, 06ycnoBNeHHOE BbIpaXeHHbIM pacium-
peHuem Konbua MK 1 yanuHeHneM nepBUYHbLIX U BTOPUYHbIX
xopp Bcex cermeHToB ctBopok MK (npu mukcomarozHom MMK)
WK OTPBIBOM XOPA, Yalle BCero CPeAMHHOI0 CermeHTa 3agHein
cTBOPKM (Npu hMOPO3NACTUHOBOI HELOCTATOUHOCTH).

AVNATHOCTUKA

KnuHnuyeckue cuMnToMbl U NPU3HAKK

Heob6xoaMMo NOMHUTL O BO3MOXHOCTM  WMPOKOIO
KAnHUYeckoro cnektpa npoasneHuit IMK — ot otcytcTBuA
CUMNTOMOB MW HaNWU4YMUA TONbKO CUMNTOMOB BereTaTuBHOIA
OUChYHKLMM Y UL, MONOAOTO BO3pacTa C HEKNACCUYECKUM
MMK pgo nposBneHuin XpOHMYECKOW CepAedHOi HepocTa-
ToyHocTH (XCH) npw TAXenoi MWTpanbHoOW peryprutauum,
06ycnoBneHHoi MukcomatosHbiM MK,
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Puc. 3. Makponpenapat: UCTOHYEHHbIE MOAYNPO3paYHble
CTBOPKM, OTOPBAHHbIE XOPAbl CPEAMHHOTO CErMEHTa 3aAHEeN
CTBOPKM, HEPACLLUMPEHHOE KOABLLO MUTPAABHOMO KAanaHa
(Anyanwu A.C. et al., 2006)

Puc. 4. Tuctonornyeckue npusHaku GubpPoanacTMHOBOM
HEAOCTaTOYHOCTU: PparmMeHTaumns U AM3UC KOAAAreHOBbIX

M 3NACTUYECKMX BOAOKOH. OKpacka no BaH [M30HY C 3AaCTUKOW,
x200 (MutpodaHosa A.b., 2007)

Yanobbl, xapakTepHble Ans BereTaTuBHON AUCHYHKLUMK,
00bIYHO CBOAATCA K rONOBHOM 60AM, B TOM Yucae no Tuny
MUFPEHU, TONOBOKPYKEHMUIO, MNOTAUBOCTM, HAPYLEHUAM
CHa, TUNEePBEHTUNALUOHHOMY CUHLPOMY, YyBCTBY HEXBATKU
BO3/lyxa, HapylleHusm Tepmoperynauuu. Haubonee uacto
G0oNbHbIE OTMEYAlOT Kapauanruu, cepauebuerue u nepebou
B paboTe ceppua, OAbIWKY, MOBbIWEHHYID YTOMASEMOCTb,
NpecuHKONanbHble COCTOAHUSA, BEreTaTUBHbIE KPU3bl U NAHU-
yecKue aTaku.

Mpu ocMoTpe NaLMeHToB cieayeT obpaliaTb BHUMaHWe Ha
UX TENOCNOXEHWE W BHelHMe npu3Haku HHCT. 06bluHO nauyu-
eHTbl ¢ [IMK umeloT acteHnyeckoe TeNOC0XEHWNE, HU3KUN
MHLEKC Macchl Tena. HapylweHus Tepmoperynsiuum u Bere-
TaTWBHAA AMCOHYHKLUA HEpeLKOo BeAyT K nossneHuto onep-
HOCTU U MpaMOpHOro pucyHka Koxu. IMK moxeT npoTekatb
Kak 6€3 CylecTBEHHbIX, TaK U C BbIPaXKEHHbIMU NPU3HAKAMK
BOBJIEYEHWS COEAUHUTENbHON TKaHW. B nocnepHem cnyyae
npu deHoTUNMYECKOM U  (U3MKANbHOM 00CIef0BaHUM
VOAETCA BbIBUTb KOCTHbIE, KOXHbIE U CYCTaBHble NPU3HAKMW.
Camble xapaKkTepHble U3MEHeHNs CKeneTa — apaxHOAAKTUNMS,
apKoBuAHoe HEGO, BOPOHKOOOpas3Has WAM KUNeBULHAS
pgedopmauun rpyaHoN Knetku. Yacto y TakuMx NaLUeHToB
BbIABNAIOTCA Pa3NNyHble HapyleHUs OCaHKM, CKonMoTuye-
cKas pedopmauns NO3BOHOYHMKA, KPbITOBUAHbLIE NONATKM
1 MJOCKOCTOMNME, a TaKKe CUHAPOM NpAMON cnuHbl. K xapak-
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TepHbIM Npu3HakaMm BoBieyeHus Koxu npu [MMK oTHocaTcA
ee MOBbIWEHHAA PacTAKUMOCTb, Hanuuue aTpodpuyecKkux-
CTPWiA, He CBA3AHHbLIX C OXMPEHUEM WUAU BEpeMEeHHOCTbIO.
Cnaboctb COCYAMCTON CTEHKM M HELOCTAaTOYHOCTb KianaH-
HOro annapata BeH MPOABAAIOTCA BapWKO3HbIM paclimpe-
HueM BeH U remoppoeM. CnabocTb CBA304YHOTO annaparta
MOXeT NpOABAATLCA HaNMYMEM TpbiX PasNUYHON NOKaNu-
3aUMm U rTNepMobUIbLHOCTLIO CYCTABOB.

KntoueBbiM ayCKynbTaTMBHBIM MPU3HAKOM ABAAETCA Cpef-
HECUCTONNYECKNI T KUK — HEeMpOAOKUTENbHBIA BbICOKOYA-
CTOTHBI 3BYK. KNMK BO3HMKAeT B pe3ynbTaTe HaTAXEHUA XOPA
MK npu nponabupoBaHum CTBOPOK BO BPEMS CUCTONbI B IEBOE
npencepamne. Knuk MOXeT CyLiecTBEHHO U3MEHATLCS N0 UHTEH-
CMBHOCTM W CMeWaTbCs B Npefenax CUCTONMbl B 3aBUCUMMOCTY
0T HanonHeHus JIXK npu u3meHeHwuu nonoxeHusa tena. Knuk
CONPOBOXAAETCA NO3AHUM CUCTOIMYECKUM LLYMOM MUTPANIbHOM
peryprutauuu,  UMEoWMUM  NpeuMyllecTBEHHO  cpefHe-
WNN BbICOKOYACTOTHbIE XapaKTEPUCTUKM U HanbOMbLLYIO rPOM-
KOCTb Ha BepxyluKe cepAua. XapakTep U MHTEHCUBHOCTb LyMa
BapbMpYIOT MPU PasNnNyHbIX COCTOAHUAX — OT KOPOTKOTO U €fiBa
CbILMMOTO A0 FONOCUCTOANYECKOTO U TPOMKOTO.

[paMOTHO BbINOAHEHHAA AWHAMMYecKas ayCKynbTauus,
B npoliecce KOTOPOW Bpay BbICNYWMBAET nalMeHTa B Noso-
EHWUN nexa U CTos, [aeT BecbMa XapaKTepHylo KapTuHY.
CucTonnyecknin KNNK B NONOXKEHUN CTOS MPU YMEHbLIEHWUN
HanonHeHus JIXK caBuraerca K nepBoMy TOHY, a CUCTOAUYe-
CKMWil WyM CTaHOBUTCA Gonee NPOLOMKMTENbHBEIM. Y nauu-
€HTOB C BbIPaXXEHHOW MUTPaNbHON peryprutauuen Moxer
BbIC/IYWIMBATLCA MAHCUMCTONMYECKUI Wwym [13].

IXOKAPANOIMPA®WUSI

OcHoBHbIM MeTOAOM pauarHoctuku [MMK B HacTosulee
BpemMs ABNAeTCA AByXMepHas 3xokapauorpacus (IxoKr).
MMK guarHocTupyeTcs nNpu MakCUManbHOM CUCTONMYECKOM
cMelweHun ctBopok MK 3a nuHuio ero Konbla B mapacrep-
HaNbHOI NMpoAoNbHOI no3uuuu bonee Yem Ha 2mm [1, 7,
14] (puc. 5). Wicnonb3oBaHWe MMEHHO NapacTepHanbHOro
NpofoNbHOro ceyeHus ans guarHoctuku MMK obycnosneHo
ocobeHHocTAMM dopMmbl Konbua MK. B ropusoHTanbHoil
MNOCKOCTU KOoMbLo uMeeT D-o6pasHyio uaum 6060BMAHYIO
thopMy, B caruTTanbHOW NMIOCKOCTM — ceanosupaHyto. Coort-
BETCTBEHHO WMeloTcs 6onee BBICOKO M HU3KO Jexallue
Toukn konbua MK. Mpu ucnonbzoBaHWM ONs OMATHOCTUKM
MMK 3xokapguorpaduyeckux cevyeHui, NNOCKOCTb KOTOPbIX
NPOXOJMT Yepe3 HU3KO IeXallne TOUKM KONbLa, NOBbILLIAETCS
BEPOATHOCTb JIOXXHOMONOXMUTENBHOTO 3aKTI0UYEHUA O HANNYUN
MMK. Tak, u3onupoBaHHOe CMelieHWe nepefHel CTBOPKU
3a nuHuio konbua MK, Buanmoe B yeTblpexkamepHoi Bepxy-
WeYHOW NO3MLKUN ABAAETCA OCHOBHOW NPUYMHOM €ro runep-
AauarHoctuku. HanpoTus, napactepHanbHoe npofonbHOe
ceyeHue NPOXOAMUT 4Yepe3 BbICOKO Nexalyne TOYKM KONbLA
MK, u ncnonb3oBaHue faHHOro ceYeHUA NOBbIWAET cheLlu-
tuuHocTb aunarHoctuku MMK (puc. 6).

[ByxmepHas IxoKI no3Bonser Takxe NpoBeCTU psj u3me-
peHui, HeoOXopumbIX pns guarHoctuku [MMK: m3mepeHue
AMameTpa Konbua u TonwuHbl cTtBopok MK. B 3aBucumocty
OT TONWMHBI CTBOPKM pasnuyarT knaccuyeckun MK -

Mpu TOALMHE CTBOPOK B AUACTONY >5 MM, 4TO OTpaXaeT MUKCO-
MaTO3HYI0 iereHepaLnio CTBOPOK (pUC. 7), U HEKNACCUYECKUiA
MMK - npu TonwuHe <5MM. ITW M3MepeHUs Ype3BblYaNHO
BaXHbl, MOCKOJbKY cTpaTudmKaLus pucka nayueHtos c MMK
0CHOBAaHa MMeHHO Ha TonwuHe ctBopok MK [1, 7, 14].

Puc. 5. MNpumep axokapanorpadpuyeckom AMarHoCTUKK
npoAanca MUTPaAAbHOTO KaanaHa. MyHKTMPHOW AUHUEN
0603HaY€eHbl KOAbLLO MUTPAABHOTO KAanaHa 1 cMeLLeH1e
CTBOPOK 3@ €ro AVHUIO: MEPEAHEN CTBOPKM Ha 3 MM, 3aAHEN
CTBOPKW Ha 7 MM

A
Ao
NAOCKOCTb
ceyeHus
b NAOCKOCTb

Ao .. /cequvm

Puc. 6. DopmnpoBaHMe napactepHanbHOrO
NPOAOABHOTO (A) M BEPXYLLEYHOr0 YeTbipexkamepHoro (b)
3XOKapaMorpadUUecKmnx ceueHnm

MuTpanbHas peryprutauus OLEHWBAETCA NMPU LBETHOW
gonnaeporpacduun. [Ona [MK cneunduyHa muTpanbHas
peryprutauus, BO3HMKAwOWaAs B KOHLE CUCTONbI; OHa,
KaK npaBuno, BbICOKOCKOPOCTHAA U 3KkcLeHTpuyHas. CteneHs
MUTPANbHOI peryprutaLnu Heo6X0LMMO OLEeHNUBaATL B COOT-
BETCTBUM C peKoMeHpauuamu EBponeiickoin axokapauorpa-
thmyeckoi accoumaLmmu No oueHKe KnanaHHOM HepocTaTouy-
HOCTMW. [1nf 3TOro MCnonb3yloT clefytolne KONNYeCTBEHHbIE
nokasatenu: AMameTp nepellenka cTpyu peryprutauuu (vena
contracta), o6beM W nioWagb OTBEPCTUS peryprutauuu,
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paccyuTaHHble NO NAOWa[N NPOKCMMANbHOM M30CKOPOCTHOW
nosepxHoctu (PISA) (puc. 8). NMomumo TaxecTn perypru-
TauMM HeobXonMMO OnpedenuTb MexaHU3M MUTPabHOI
HepocTaToyHocTM (MH) — pacwupeHnue Konbua u yaau-
HeHue xopp, cTBOpok MK unu oTpbiB xopg, (Yale cpesuHHOro
cermeHTa 3apHei cteopku) [15].

Puc. 7. Knaccrueckuii npoaanc MUTPaAbHOIO KaanaHa
(NnapacTtepHaAbHOE NPOAOABHOE CeueHure), C yammHeHeM (20 Mm)
N YTOALLEHWEM (7 MM) 3aAHEW CTBOPKM MUTPAABHOO KAanaHa

Puc. 8. Mprmep axokaparorpadpruyeckor OLEHKM TAXECTH
MUTPaAbHOMN peryprutaumu no NAOLLAAM NPOKCUMANbHOM
M30CKOPOCTHOM NOBEPXHOCTU B YETbIPEXKAMEPHOM
BEPXYLUEYHOM CEYEHUM, LIBETHOM AOMNAEPOBCKUIA PEXUM

OueHka pa3mepoB u dyHkuuu JIXK sensetcs ewe ofHoM
3afjayelt TpaHCTOpaKkanbHOM 3xokapauorpacun. Boissnerune

cuctTonuyeckoi gucdyHkumm [dhpakuus seibpoca (PB) <60%,
KOHEYHbIA CUCTONUYECKMI A pa3mep >40MM] npu Taxenoi
MH, ob6ycnoenenHoit MMK, saBnserca ogHUM M3 NOKa3aHUil
I knacca ¢ ypoBHEM [0Ka3aTesbHOCTU A 1S ONepaTMBHOMO
BMelwaTenbcTBa Ha MK [16].

AOMNONHUTEABbHbLIE METOABbI
NCCAEAOBAHUSI

Inekmpokapouoepacpus (IKI) nokos y nuy, ¢ MK moxert
He BbIABNATL HUKAKMX OTKIOHEHMt OT HopMbl. Bmecte
Cc Tem OOMbWMHCTBO WCCnepoBarteneil oTtmeyalot Oosee
BbICOKYIO 4aCTOTy Pa3fiMyHbIX HapywWeHWit pUuTMa U NpoBo-
aumoctn y nuy ¢ MMK no cpaBHeHWO € MpaKTUYeCKu
300poBbIMK 06cneayeMbiMu. OCOGEHHO YacTO perucTpupy-
I0TCA HApyLWeEHNs MPOLECCOB Penoaspu3aLmuu, B TOM Yyucie
CUHIPOM paHHeil penonspu3alLnu XenygouykoB WAU ynno-
weHue n/unu uueepcua 3ybua T so II, IIT, V, u V, otBepe-
Husx (puc. 9). OaHHble IKI-M3MeHeHUSs NPUHATO CBA3bI-
BaTb C OCOGEHHOCTSAMW BEreTaTUBHOWM perynauum y nauy
¢ MIMK. [na BbIABNEHUA 3KCTPACUCTONUYECKUX HapyLIEHUN
pUTMa, perncTpauuu LUHAMUYECKUX U3MEHeHU penonsapu-
3aUnK, UCKNIOYEHUN apUTMUYECKOTO reHes3a CUHKOMaNbHbIX
M NPEeCUMHKOMaNbHbIX COCTOAHWUA nauyueHTam ¢ MK uene-
€0006pa3HO NpoBOAMTL CYTOYHOe MoHuTOpupoBaHus IKI.
HanGonee yacto y nuy c MMK BbISBAAIOT KeNyaouKoBble
HapylWeHUA pUTMa, a y AKL, CTapliero Bo3pacta — Napok-
cu3mbl ubpunnaLuu npepceppmui [8, 17].

OueHka sezemamusHoli ducgyHkyuu. Y naumnentos ¢ MK
LenecoobpasHo NPOBOAMTL BereTaTUBHble TECTHl Ans 00beK-
TUBM3ALWMKM  NPU3HAKOB  BEreTaTMBHOW  [UCPerynsuuu.
Han6onee nHdopmaTUBHON y WL, MONOAOTO BO3pACTA ABASA-
eTCA aKTUBHAsA opToCTaTUyYeckas npoba [17].

YpecnuwesodHas axokapouoepagpus (Y113xoKT). Y nauun-
€HTOB C CyGONTUMANbHO TPaHCTOPaKaibHOM BU3yanu3aLueil
BbinonHeHne YMN3IxoKl Gnarofaps ee BbICOKOMY NpOCTpaH-
CTBEHHOMY pa3peleHntd NO3BONAET NPOBECTU [AETasbHYIO
oueHky mopdonornn MK (I knacc nokasaHuit ¢ ypoBHEM
pokasatenbHoctu (). Tpexmephas YM3IxoKI, ocobeHHO
npefonepayyoHHas, No3BoaseT Noayyutb Gofee MOMHYIO
uHdopmauuio o mopdonornn MK u cnnaHupoBaTb peKoH-
CTPYKTMBHOE BMelaTenbcTeo [16].
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OBPA30BATEAbHbIE MOAYAU

MazHumHo-pe3oHaHcHas momozpagusa (MPT) noka3saHa
nauueHtam ¢ MH npu HepocTaToyHOW WMHDOPMATUBHOCTU
TpaHCTOpaKanbHOW 3XOKapauorpauu AnA OLEHKW Mexa-
HU3Ma u Taxectn MH, pasmepos u dyHkuum JIXK (I knacc
noKasaHuil C ypoBHeM floKasatenbHocTn B) [16].

KPUTEPUN AVNAMHO3A

MMK puarHocTMpyeTcs Npu MaKCMManbHOM CUCTONNYECKOM
cmeleHnn ctBopok MK 3a nuuuio ero Kosmbua B napactep-
HaNbHOW NPOJONLHOI No3uLMK Gonee Yem Ha 2 MM (puc. 5).

Mpu TonwmnHe CTBOPOK B AMACTONY >5MM MOXHO roBO-
puTb 0 knaccuyeckom MMK (puc.7), npu TonwmHe <5mm —
0 HeKNaCCUYEeCKOM.

06bemM MUTpanbHOI peryprutauum =60 mn u/unu addek-
TUBHaA NNowWwajb 0TBepCTUA peryprutauum >30mm? cBupe-
TeNbCTBYIOT O Tsxenon MH.

AVNODEPEHUNANBHAS]
AVAMHOCTUKA

Ons  puardoctuku nepsuyHoro [MMK  Heobxoaumo
UCKNIOUYUTL BCe MpuynHbl BTOpMyHOoro MK, TiwatenbHbli
BHELUHMWIA AHTPONOMETPUYECKUI U DEHOTUNUYECKUIA OCMOTP,
LOMONHEHHbIN  HEOOXOAMMBIMM ~ METOfAMU  UHCTPYMeH-
TaAbHOW AMArHOCTWUKKM, MO3BONSET 3anofo3puTb [pyrue
HHCT. 3xokapauorpaduyeckoe wuccnefoBaHue no3sonser
ucknounts UBC (nokanbHble HapylweHWs COKPaTUMOCTM
W AMChYHKUMA NanUANAPHbIX MbIWL) U runepTpotuye-
CKylo Kapavomuonatuio (acummetpuyHas runeptpodua JIK
M NepefHeCcUCTONMYECKOe [BUXEHUE NepefHeil CTBOPKM
MK) kak npuumnbl BTopuyHoro MMK. TiwatenbHo cobpaHHbIif
ceMeliHblit aHaMHe3 1 3X0oKapauorpatuyeckoe obcnefosaHmne
POACTBEHHWKOB NMEPBOI CTENEHW POACTBA N03BoNAeT Audde-
peHUMpoBaThb CeMeliHbIN U HecemenHbli nepeuyHblin NTMK.

InddepeHLnanbHyo [UarHoCTMKy HeobxofMMO NpoBo-
LWTb C apyrumu npuynHamm MH. NMepeuyHas MH moxeT 6biTb
obycnoBneHa MHGEKLMOHHBIM 3HLOKApAUTOM (Mpu nogo-
3peHnn Heobxonumbl noTopHble YMIxoKI 1 nocesbl kposHu),
peBmMaTuyeckum nopaxeHue MK (MmeeT TUNUYHYIO 3XOKap-
Luorpacuyeckylo KaptuHy). Bropuunas MH (cdyHkumo-
HaNbHas MAU uUwemmuyeckas) obycnosneHa He nponabupo-
BaHMeM, a pecTpukumen ctBopok MK u nerko uckniovaetcs
npu NpoBeAeHnn TpaHcTopakanbHon IxoKr.

Mpumep hopmynnpoBKU AUarHosa

epBuUYHbIA NpONanc MATPanbLHOrO KnanaHa.

OcnoxHeHUA: ymepeHHasa MUTPaNbHasA HeJ0CTaTOYHOCTb;
npencepaHas akctpacucronus; XCH I cr.

(He Tpebyetcs ykaszaHue Ha COE[MHUTENbHOTKAHHYIO
LMCNNA3Nio B KaYyecTBe OCHOBHOrO [MarHo3a MK yKkasaHue
rnyGuHbI nponabuposaHus ctopok MK.)

NEHEHVE

MeaukameHTO3HOE neyeHue
Cneumncuyeckonn megnkameHTosHon tepanuu npu MMK
He CyllecTBYeT, OAHAKO HefaBHWE AaHHble 06 WHrMGMpo-

BaHMM OGnokaTopamu peLenTopoB aHruoTeHsuHa II npo-
pykuum UM, nnpyumuposarHoi TGF-f3 B KynbType UHTEpPCTU-
LManbHbIX KNEeTOK, y NauneHToB ¢ MukcomaTosHbimM [TMK gatoT
Haflexay Ha nosBNeHMe Hay4HO 0O0CHOBAHHOIO MeMKaMeH-
To3HOro nedenus MMK [18].

MNauuneHTam monoforo Bo3pacta c Heknaccuyeckum NMMK
U Kano6amu, 06ycnoBAEeHHbIMU BEreTaTuBHOIM AUChHYHKLUMEN,
B NepBYI0 oYepefb He06X0[MMO PEKOMEHA0BATL U3MEHEHNE
obpasza u3Hu. B page cnyyaeB [OCTaTOMHO OTKAa3aTbCs
OT TaKUX CTUMYNATOPOB, Kak KO(enH, ankoronb U KypeHue.
Nauuentsl ¢ NMMK u xanobamu, CBA3AHHLIMM C MOBbILIE-
HMEeM TOHYCa UNU PEeaKTUBHOCTbIO CUMMNATUYECKON HEPBHOW
cuctembl (ceppuebueHne, Kapauanruu, OfbIWKA), 4acTo
NONOXKMTENbHO pearnpytoT Ha Tepanuto B-6nokatopamu. Mpu
OpTOCTATUYECKMX cuMNTOMax (MOCTYpanbHYl0 FUMNOTEH3UIO
W ceppuebueHne) nauuMeHTy PEeKOMEHZYeTCs YBeNUYUTb
noTpebieHne XUAKOCTU U CONK, @ TAKIKE HOCUTL KOMNpeccH-
OHHOE 6enbe, B TAXKENbIX CyYasx NPUEMOM MUHEPANOKOP-
TUKOMAoB. HapylweHus putMa MoryT notpe6oBatb LONOHMU-
TeNbHOTO NeYeHus.

Nauuentam c NMMK, nepeHeclnm TpaH3UTOpHbIE ULIEMU-
YecKue aTaku M UWEMUYECKUI MHCYNLT, MOXET ObITb MOKa-
3aHa AnuTenbHas aHTuarperanTHas tepanus (IIb knacc noka-
3aHuii ¢ ypoBHeM pokasatensHoctu C). Maumentam c MMK
u Gubpunnaumuei Npefcepanii nokasaH npuem BapdapuHa
C LeneBbiM MeXAYHAPOAHbIM HOPMANWN30BaHHLIM OTHOLe-
Huem 2,0-3,0 [7].

Wcnonb3oBaHue aHTUOMOTUKOB Ans  NPOdUNAKTUKM
MH(EKLMOHHOTO 3HAOKapANUTa MpWU MaHUNYAALMAX, CONpo-
BOXZawwWuxcs 6akrepuemueir, naumentam c NMMK He noka-
3aHo [16].

MepuKameHTO3Has Tepanus CUCTONNYECKO AUCHYHKLMN
Heobxoanma nauneHtam ¢ MK u tsxenoit MH npu ®B <60%,
eCNM He NNaHUpyeTCs XUPYypruyeckoe BMeLATeNbCTBO
(IIb knacc nokasaHuit C ypoBHeM [oKa3aTenbHOCTH B).
OHa po/mKHa BKAtOYATb [B-afpeHobM0KaTOPbl, WHIMOUTOPSI
aHrMoTeH3MHNpeBpalaioluero hepMeHTa WAM  capTaHbl
1, BO3MOXHO, aHTaroHWUCThl anboctepoHa. Mcnonb3oBaHue
Ba30[MNaTaTOPOB He MOKa3aHO HOPMOTEH3UBHbLIM Geccum-
NTOMHbIM MauueHTam ¢ Taxenoit MH u coxpaHnHoin ®B JIXK
(III knacc nokasaHwuii c ypoBHEM fokasaTtenbHocTu B) [16].

Xupypruyeckoe neyeHue

Xupypruyeckas koppekuua [IMK saBnsetca epwH-
CTBEHHbIM METO[OM JleYeHWs, KOTOpoe MpensTcTBYeT
pa3BUTUIO CEpPAEYHON HefoCTaTOYHOCTM Yy NalMeHToB
c Taxenon MH. OHo BKNtOYaeT NNAcTUKy UAKM nmpoTesu-
posaHue MK. Mnactuka MK npepnoytutensHee npotesu-
pOBaHUs, HO €e YCMEeWHOCTb 3aBUCUT OT 0cobeHHocTei
mopdonorun MK n onbiTa xupypra. YpeckoxHble MeToabl
nnactukn MK sBnsioTCcs ManouMHBa3MBHOWM anbTepHaTUBOW
XUPYPruyeckoMy BMeLaTeNbCTBy.

OnepaTMBHOe BMeLaTeNbCTBO B OCHOBHOM MOKa3aHO
CUMMNTOMHbLIM MauueHTam c TsKenoit MH, a takxe 6eccum-
NTOMHbIM MAaLWEHTaM, Yy KOTOpbIX WMEKTCA NpPU3HaKK
ancoyHkumn JIXK.

PekomeHpaUMn no xupypruyeckoMmy NeYeHWio NepBUYHON
MH (AHA/ACC Guidelines, 2014) npenctaBneHsb! B Tabn. 2 [16].
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Tabauua 2. PEKOMEHAALMKU MO XMPYPruyeckoMy AeUeHUI0 NePBUYHON MUTPanbHOM HepocTaTtouHocTU (AHA/ACC Guuidelines, 2014)

Knacc YpoBeHb
PekomeHpauuun "
nokasaHul | AOKa3aTeAbHOCTU

Xupypruyeckoe BMeLLaTeAbCTBO PEKOMEHAOBAHO Y CUMMTOMHbIX MALMEHTOB C XPOHUYECKOMW TAXENOM | B
nepsuyHori MH 1 ®B >30%

X1pypruyeckoe BMELIATEABCTBO PEKOMEHAOBAHO Yy 6€CCUMMTOMHbIX NMAaLMEHTOB C XPOHUYECKOM | B
TXeAoM nepBuUHOM MH 1 ancodyHKumen AK (PB 30-60% 1/van KCP >40 mm)

MAacTnka MK npeanoytMteAbHeE NPOTE3UPOBAHMA MPU HAAMYMK MOKA3aHUIM K XMPYPruyeckomy | B

BMELLIATEABCTBY Y NALMEHTOB C XPOHUUYECKOW TSXENOW NepBuYHOM MH, 06ycAOBAEHHOM

N30AMPOBAHHbLIM MOpPaxXeHnem 3apHen CTBOPKH

MAactrka MK npeanovTUTEABHEE MPOTE3MPOBAHUS MPU HAAUYMKM MOKA3AHUI K XMPYPrUUYECKoMy | B
BMELLATEALCTBY Y MALIMEHTOB C XPOHUUECKOW TSXXEAOW nepBruuHo MH, 06yCcAOBAEHHON NopaXeHUem
nepeAHen 1AM 06erx CTBOPOK, HO TOABKO MPY BO3MOXHOM BbINOAHEHWM YCMELLIHOM U HAAEXKHOM MAACTUKK

ConyTcTBytoLLan NAacTMKa UAK npotesnpoBaHre MK nokasaHbl NauMeHTaM C XPOHUUYECKOM TAXKEAON | B
nepB1yHon MH npu BbINOAHEHWUU KapAMOXMPYPrMUYECKOro BMeLLaTEALCTBA MO APYTMM NoKa3aHWAM
BbinonHeHWe naacTkn MK 060cHOBaHO y 6ECCMMNTOMHbIX MALMEHTOB C XPOHUUYECKON THXXEAON lla B

nepBuyHor MH u coxpaHHon dyHKumen NK (OB >60% u/uam KCP <40 MM), y KOTOPbIX BEPOSITHOCTb

BbINOAHEHUS YCMNELLIHON U HAAEXHON NAacTUkK 6e3 peanayanbHort MH npeBbilwaet 95% ¢ oxuaaemMoi

CMEPTHOCTbIO <1% Mpu BbINOAHEHWW B BbICOKOKBAAUOULIMPOBAHHOM KapAUOXMPYPrMYECKOM LIEHTPE

BbinoAHeHWe naacTku MK 060CcHOBaHO y 6ECCMMMNTOMHbIX MALMEHTOB C XPOHUUECKON THAXEAON lla B
HepeBMaTnyeckom nepsryHor MH v coxpaHHoM dyHKUMeN AXK, y KOTOPbIX BbICOKA BEPOSITHOCTb

BbIMOAHEHWS YCNELLIHOW U HAAEXHOM NAACTUKK Npu: 1) BNepBble BO3HWUKLLIEN GUOPUAAILIMK NMPEACEPANI

VAW 2) NAETOYHOW TMNEPTEH3MU B MOKOE (CUCTOAMUYECKOE A@BAEHWE B AETOYHOW apTepun >50 MM pT.CT.)

ConyTcTBytolas naactrka MK o6ocHoBaHa y MaLMEHTOB C XPOHUUECKON YMEPEHHOM nepBryHoi MH lla C
Npuv BbINMOAHEHWUU KapPAMOXMPYPrMUYECKOrO BMELLIATEALCTBA MO APYrMM MOKa3aHWUAM
HeobxoAMMOCTb XMpPYpPruyeckoro BMeLlateAbctBa Ha MK MOXET 06CyXAaTbCS Y CUMMTOMHBIX NaLYEeHTOB IIb ©

C XPOHMYECKON TsxeAon nepBuyHon MH 1 ®B <30%

TpaHckaTteTepHas naactka MK MoOXeT 06CyXAaTbCA Y TAXEAbIX CUMITOMHbIX naumeHToB (NYHA IIb B
kaacce l1-1V) ¢ xpoHnUeckon TaxeAon nepBruyHOM MH, MMEIOLLIMX NPUEMAEMYIO OXMAAEMYHO
MPOAONKHUTEABHOCTb XXW3HU, HO YPE3MEPHO BbICOKUI PUCK XMPYPrUUYECKOro BMELLATEAbCTBA

13-3a COMYTCTBYHOLLMX 3a60AEBaHMI

MpotesnpoBaHne MK He AONKHO BbIMOAHATLCA AAA A€YEHWUS MBOAMPOBAHHOM TAXEAOWM NEPBUYHOM I B
MH, 06ycAOBAEHHOW NMOpaXeHWEM MEHEE MOAOBHHbI 3aAHEN CTBOPKM MK, HECMOTPSA Ha HeyCneLLHYH

NONbITKY €€ NAaCTUKU

JIK — neBbivt enynovyeKk, MH — mutpasibHas HegocTatoyHoCTb, MK — MuTpanbHbiv KnanaH, KCP — KOHEYHbIH CUCTOSIMYECKNIM
pa3mep JIXK, ®B — ppakums Bbibpoca JIXK, NYHA — New York Heart Association.

TAKTUNKA BEAEHWNS BOABHOIMO

BbonbwuHctey nauynentoB ¢ MK pekomeHpoBaHbl
006bIYHbI 06pa3 KM3HW W peryaspHbie GU3nyeckue TpeHu-
poBKkU. OCOGEHHO 3TO OTHOCUTCS K MaLMeHTaM, Y KOTOpbIX
MK He conpoBoXpaeTca KAMHWUYECKOW CUMNTOMATUKOMN.
OrpaHuyeHne 60/blWKUX HU3UYECKUX HATPY30K UM 3aHATMIA
COpPEBHOBATE/IbHbIM CMOPTOM PEKOMEHA0BAHO MPU HANUYUM
CUHKONANbHbIX 3MM30[0B, CBA3AHHbIX C HAPYLIEHUAMU PUTMA,
4acTol W/Mnn yCTONYMBON HAZKENYLOYKOBON TaxmKapauu,
XeNyAoYKOBOMN TaXxMapuUTMUM NO JAHHBIM CYTOYHOTO MOHUTO-
PUPOBaHUSA, TAXXENON MUTPANbHOMN peryprutaLnm, cuctonmye-
ckoit aucoyHkLum JIXK (®B <50%), TpoM603IM6OANM B aHaM-
He3e, CeMenHoro aHamHe3a BHe3amnHoW CMepTH, CBA3aHHOW
¢ MMK. Mpu Hannuum usonuposaHHoro MMK otcyrtctByioT
NpoTUBONOKAa3aHus A bepemeHHocTy [7].

beccumntomHble nauueHtsl ¢ TMMK 6e3 muTpanbHoii
peryprutayum moryT o6cnefoBaTbCa KAMHUYECKU KaXKAable
3-5 net. [loBropHaa IxoKl He noka3aHa ¥ BbINOJHA-
eTCA TONbKO NMpU BbIIBNEHUU NPU3HAKOB BbICOKOIO PUCKA
npu nepeuyHoi IxoKIl, a TakKe B ciyyae nosABNEHUS
CMMNTOMOB, NMO3BONAWMX NPEANONOKUTL BO3HUKHOBEHME
3HAYUMOV MUTPaNbHON PerypruTaLum U UHOro CEpAeYHO-
COCYAMCTOrOo 3ab0neBaHus.
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NauueHtam ¢ NMMK u nerkoit MH HeoOXOAMMO BbINMONHATS
nosTopHyto IxoKI Kaxpble 3—5 neT gaxe npu OTCYTCTBUM
npu3HakoB nporpeccupoBaius MH (u3meHeHue usu-
KasnbHbIX JAHHBIX MW CUMNTOMATUKM).

MauueHTbl BLICOKOrO pUCKA MAU MMellWue yMepeHHO
BblpaxeHHyto MH gonxkHbl 06cnefoBaThcs He pexe OAHOro
pasa B rof, s OLEHKM n3meHeHus Taxectn MH n pasmepos
unm yHkuum JIK.

NauueHTam ¢ Tsxenon MH 6e3 KAMHUYECKOH cumnToMa-
TUKU UAW HapylleHuit cuctonnyeckoin yHkumm JIXK noka-
3aHO KnuHuYyeckoe u obcnegosaHue IxoKl pas B nonropa.
MNossneHune cumntomatukn XCH nnu npusHakoB cuctonunye-
CKOM AUCHYHKLMK ABNAETCA OCHOBAHWUEM 18 KapAUOXUPYP-
rMyecKoro nevenus [7, 14].

NPOrHO3

BonbwunHcTBo nauneHToB ¢ MMK MoryT 6biTb OTHeCEHS
K rpynne HWU3KOro puUCKa C GnaronpuATHbLIM MPOrHO30M.
Oxupaemas NpPOAOMKUTENBHOCTb KU3HU Y HUX COOTBET-
CTBYET TaKOBOW B 00Lei nonyasLum.

HebnaronpusTtHoe Teyenune MMK 3aknioyvaetcs B Hapac-
TaHUU MWTPaNbHOW peryprutaLuu, NpuBOAsALEN K Auna-
Taumu JIXX u neoro npepcepaus, passututo Gubpunnaumumu
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npeacepaunu, cuctonnyeckon aucehyHkumum JIX n 3actonHom
CepAeYHOI HefoCTaTOuHOCTU.

Ctpatndukaumns pucka npu NMMK ocHoBaHa Ha onpe-
JeneHun TonwWwuHbl cTBopku MK, oTpaxawowen Hanuuue
M BbIPaXXEHHOCTb MUKCOMATO3HOW [lereHepaLum CTBOPOK.
Mpu TONWMHE CTBOPKM >5MM [OCTOBEPHO MNOBbIWA-
eTCA BeposTHOCTb BHE3AMHOW CMepPTU U LepebpanbHbIX
3M60KiA, BEPOATHOCTb pa3BuTusa MH, oTpbiBa xopg, xeny-
LOYKOBbIX HApYLeHWii puTMa. Mo3roBas ambonus asnseTcs

OCHOBHOW MNPUYMHON HEBPONOTMYECKON CUMMNTOMATUKM
(TpaH3MTOpHbIE MIWEeMUYEeCKUe aTaki U UHCYNbTHI) Y NaLm-
eHToB c MK, puck ambonuu y Hux Bbille, YeM B 06LLei
nonynauuu. BHesanHaa cmepTb ABNAETCA pefKUM OCIOX-
HeHuem MMK (<2% cnydyaes npu AnUTENbHOM HabNOAeHUH,
C eXerogHon cmepTHOCTbIO <1%). OCHOBHOW NPUYNHOIA
BHe3anHon cmepTu npu (MK saBnsaTCA enynouykoBble
Taxuaputmuu. Hambonbwas ee uvactota Habnwopgaertcs
npu cemeiinbix popmax MMK [7].
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