Kapavomeranunm
(KMIN)

KMI - 3HaunTenbHoe yBenndeHue

pa3MepoB cepAua 3a CYET €ro

e rMnepTpoOuUn N aAnnaTtaummn, Uin
® HAKOM/IEHUS NPOAYKTOB
HapyLleHHOro obMeHa BeLlecTB, Un
® Pa3BUTUSA HEOMIAaCTUYECKUX
NpoLeCcCcoB.



Normal Heart
(Cut Section)

Heart Muscle Becomes
Too Thick (Hypertrophy)




Knaccupukaumsa KMI - no
3TUOJIOrUMN:

- UBC: noCTUH(APKTHbIA U aTEPOCK/IEPOTUYECKUN

KapAaMoCK/1Iepo3; aHeBpu3Ma cepaua;
- ApTepmanbHas rmnepreH3us;
- MMokapAauTbl;
- MMokapaMTUYECKUN KapanocCK/iepos;
- Mopoku cepaua, B T.4. NPoJianc MUTPaJIbHOIO KJ1anaHa;
- AMnaTaunoHHan, Win 3aCTOMHas, KapaANOMMONaATUS;
- TmnepTpodmnueckan kapamomMmonaTus:

- 06¢cTpyKTMBHAasA (MAnonaTmyeckum cybaoprasnbHbIN
CTEHO03)

- HeO6CTpPYKTUBHASA;
- PeCTpUKTMBHas KapaUOMMUONaTUSA;



- AnlkorosibHasi MMoKapaunoaucTpodpus;

- JleroyHoe cepaue;

- JHAOKpMHONaTuu (AUCcTpodusa MMoKapaa npu
caxapHoOM anabere, TUPEOTOKCUKO3€e, rMNoTupeose,
aKpoMeranum);

- HepBHO — MbiLWLeYHble 3ab0oneBaHunN;

- bone3Hn ob6MeHa BewecTB (reMoXpoMaTos,
rMUKOreHo3, MyKonosimcaxapuaosbl, IMNOUAO3bI,
aMuUIoMao3, OXKMpeHue);

- «CnopTUBHOE>» cepAaLle;

- Onyxonu cepaua (pabaomuoma, MMKCOMa, CapKoMa);
- BbinoT B nepukapa (nepukapanTbl, ruaponepukapa,
reMonepukapa);

- CuHapombl MapdaHa, dnepca-[laHnoca;

- BonesHun kpoBu (aHeMuS, JIEUKO3bl);

- AucTtpochma Mmokapaa npm ypeMmm.



N'mnepTpocdusa Mmmokapaa (3a ucknrouyeHme KIrM) asnsercsa
KOMMNEHCAaTOPHOM peakuuM, NO3BONAIOLWEeN cepaldy noaaep)XMBaTh
HOpMaJibHOe KPOBOO6paLleHne Npyu HaJIMunum Toro UJin UHOro
NnaTosIOrMYecKoro cocrossHua. 'mneprpocgus HMKorga He NpUMBOAMUT K
3HaUYUTEJSIbHOMY YBEJIMYEHUIO pa3MepoB cepAua U ConpoBoXKAaeTcs
NINLWb YMEPEHHbIM pacLUMPEHMUEM €ro rpaHuu.

KMI' BO3HMKaeT, KaK npaBwuo, Npyu pa3sBuTUM MUOreHHOM
AvnaTtauum cepaua v XxapakrepusyeTtcs pa3/imvdMHbIMU CAMNITOMaMM
cepae4yHON HeAOoCTaTOYHOCTM U HapyLweHueM puTMa. B 3aBUCMMOCTHU
OT NPUYMH, Bbi3bIBalOLLUX YBEJINYEHUE pa3MepoB cepaua,
nepBoHa4vyasibHO BO3MOXXHO pa3BuTue napuvanbHon KMIr
(3HauMTenbHOE yBesinyeHue oTaeNIbHOU cepaeyvyHou Kamepbl). B
nocsieacTeMu passuBaercs TotanbHaa KMI. Anddy3Hbie
nopaxeHuss MMoKapaa cpasy NnpuBoaaT K TotasnbHou KMTI'. Yawe
Bcero creneHb KMI' 3aBUCUT OT A/IUTEJIbHOCTU NAaTOJZIOrM4YEeCcKoro
npouecca, Bbi3blBalowlero ysesimvueHne pasMepoB cepaua, 1 ero
BbIPa>X€HHOCTM.



O6Luine npu3Hakm KapamMoMerasimm:

- dhun3nKanbHble AaHHbIE: pacClUMpPEeHMe rpaHuy cepaua,
npurayLweHue Win ryxoctb TOHOB, oc/labneHune 1 ToHa Ha
BepXyLiKe, NposBJ/ieHne NpoToANaCTO/IMYECKOro Uam
npecucrosimyeckoro putma rosiona (3 1 4 TOHb1), LUYMOB
OTHOCUTE/IbHOM MUTPAJZIbHON U TPUKYCNNAANIbHOMU
HeAoCTaTOYHOCTHU (LUyMbl peryprutaumm), pexe -
ANACTOJINYECKUU WYM (DYHKLIMOHAIbHOIO MUTPAJIbHOIO
cTeHo3a (PAMHTA) M ANaCTOJ/INYECKUM LUYM OTHOCUTEJIbHOM
HeAOoCTaTOYHOCTU KJ1anaHoB ieroyHoro creona (Fpexem-
Ctuna).

- UHCTpPYMeHTasibHble (peHTreHorpadpusa, KoOMnblOTEepHas
TOMorpacdusa, axokapauorpadpusa, paamoHyKnmaHas
BEeHTpUuKynorpadpua).

- cneyudunyeckme npusHaku (onpeaensitoTcsa TeM
3aboneBaHuneM, kotopoe npusesio Kk KMIN).



KapanoMmeranua (peHTreHorpaMma rpyaHoin KneTku)




KapavoMmeranusa (peHTreHorpamMMma rpyaHoOM KJ1€TKH)

5y




Nwemnyeckan 6onesHb cepaua.

KMI' TunnuHa gnsa nroboro o6mpHoro
MHdapKTa MMOKapAaa, OC/I0)XKHUBLLUErocs
cepaeyHoOM HeAoOCTaTOUYHOCTbIO,
NOCTUH(APKTHOIO U aTEpPOCK/IEPOTUYECKOIro
KapAnocCK/iepo3a, aHeBpu3Mbl J1IeBOro
Kenyaouka.

B nocnenHee BpeMs TepMUH
taTepocK/IepoTUUYECKUN Kapanocknepos” .
noaBepraeTca KpUTuKe, U HeKOTopblie aBTOPbI

npeanovYMTaloT TEPpMUH "ULLEMUYecKas
KapaunomMmuonarTusa'.



ATepoCK/1IepOTUUHECKUUN KapANOCKIIEpPO3 MOXXET COYeTaTbCA C
CMHAPOMOM CTEHOKapAuM, HO BO3MOXKHO 6e360neBoe TeueHue
3abonesaHus.

NocTeneHHOEe NporpeccupoBaHue aTepoCK/1eEPOTUYECKOro
KapAWOCKJ1Iepo3a NpMBOAUT K TSXKENION cepaeyHOoMU
HeAOCTaTOYHOCTH, Pa3/IMYHbIM HApPYLWIEeHMAM pUTMa cepaua.
TUNUYHO BO3ZHUKHOBEHUE MepuaTesibHOM aputMuu. Ha aTane
cepaeyHoOM HeaoOCTaTOYHOCTU KJIMHUYECKasa KapTUHA
aTEepPOoCK/1IepOTUHECKOro KapamocKsiepo3a HanoOMMHaEeT TaKOBYIO NpwU
nepBMYHON 3aCTOMHON KapANOMMONaTUMN.

ATepocCKNepoTUYECKUN KapanNoCKIepo3 06bIYHO CoueTaeTCs C
CUMINTOMAaMM aTepPoOCK/Iepo3a MO3roBbiX apTepuH, aOpPTbl, KPYNHbIX
nepudepnyeckmx apTepun. Ana AMarHoCTUKM LLUMPOKO
MCMNOJ1b3YHOTCA peHTreHonornyeckme mertoabl, IKI' AonarHocTuka.
LleHHY0 MH(POpMaLIMIO HEeCeT aXoKapauorpadms, BbiBnaoLWan
CerMeHTapHoe HapylwleHUe COKPpaTUMOCTM - pa3/inuHbie BUabl
ACMHEepruu: rMnoKMHe3nro, AMCKMHE3N0, aKMHE3MUIO.
KopoHaporpadgus ob6Hapy)xmMBaeT pa3/IM4uHYIO CTeneHb
CTEHO3MPOBaHUSA KOPOHAPHbIX apTeEpPUN U NOATBEpPXXAAET
aTepoOCKJ/IETUYECKYIO NPpUpoAY ULLEMUNYECKON KapANOMUONATUMN.



AHeBpMu3Ma cepaua

Pa3BuBaercs y 12-15% 60/1bHbIX , NepeHecLunXx
TPpaHCMypasbHbIX MH(PAPKT MUOKapAaa. OaUH U3 paHHUX
CUMNTOMOB aHEBPU3MbI NepeaHein CTEHKM JIEBOI0 XeNnyaouka
- NpeKkapavanbHan nynbcaums B 3-4 Mexxpebepbsix cnesa oOT
rpyAvHbI, UTO onpeaensieTcs nasibNnaTtopHo u Ha rnas (
CMMNTOM "KOpPOMbIC/NA", W1 HaaBepXxyLleyHaa nyabcayus,

wan cuMnToM KaseMm-beka). AHespusambi,
PacrnoNio)XeHHble Yy BepXyL KU cepaua, Hepeako BbiABASAIOT
¢eHOMEeH ABOMHOIr0 BEpXyLUe4YHOro ToJ/IYKa: ero nepsas
BOJIHA BO3HUKAET B KOHLLe ANACTOJ1bl, @ BTOpPas AB/SIeTCS
CaMWUM BepXYLUEYHbIM TOJIYKOM.

BoJiee peakue aHeBpuU3Mbl 3aiHEN CTEHKM J1IeBOro
YKenyaouka AMarHoCTUpPYLOTCSA TpyAHee u3-3a OTCYTCTBUSA
NnaToJZIOrMYecKomn nyibcalum nepeaHen rpyaHoON CTEHKM.
BepXxyLie4yHblX TONUYOK Y 60/1bHbIX 06bIYHO YcuneH. UMeeTcs
HEeCOOTBEeTCTBUE MexAay YCUIEHHOM nysbcaumen B obnacrum
BepXYLUKU cepaua U ManbiM NyJsibCOM Ha JIy4eBOMU apTepum.
NMynbcoBoe apTepuasibHOE AlaBJiIeHUEe CHU)XEHO.



Makponpenapat aHeBpu3Mbl JIEBOI0 XKeJlyAouKa




AHeBpU3Ma J1IeBOro xenyaouka (PUCYyHOK)




NMocTuHdapKTHas aHeBpu3Ma JZ1IeBOro XXenyaouka.







IKI: oTcyTCcTBME AMHAMUKU OCTPOro uHdapkKTa
MUokappaa (3acTbiBLUMU XapaKTep KPUBOM:
cMelleHue cerMmeHTa S-T BBepXx, NosiBJiIieHue
KoMIJiekca QS B COOTBETCTBYHOLNX OTBEAEHUNAX)
- BQ)XXHbIA AUMArHOCTUYECKUM NpPpU3HaK
aHeBpuU3Mbl cepaua. dNeKTpokMMmorpadmus
BbISIBJZIIeT NapaAoKCaJ/IbHYIO NyJibCaLiMi0 KOHTYpa
cepaua. NpuMeHseTcs TaK)xe peHTreHorpadpusa m
TOoMOorpacdpusa cepaua. Ixokapavorpacpus
BbISIBJIS€TCH 30HY AUCKUHE3UN U aKUHE3UM.
Ucnonb3yeTca TakKk)Xe paaguoHyKnunaHas
BEeHTpUuKynorpadpumsa n kopoHaporpacpus.



SneKkTpoKapAanorpaMma npu aHeBpu3Me cepaua.




MnepTeH3uu apTepuasbHble.

ABNSAIOTCA OAHOM U3 YACTbIX MPUYUNH YBEJINYEHUS pa3MepoB
cepaua. Kak npaBuno, TXeCcTb TeYeHUs apTepuasibHOM
rmrnepTeH3vm U 4IMTEeNIbHOCTU ee CyLleCTBOBaHUSNA
COOTBETCTBYET BbipaxeHHOCTU KMI', oaHaKo BCTpevaroTcsa
UCKJTIOUYEeHMSA. YBennueHue pa3MepoB cepaua npu b m Al
aBnsieTca 06sizaresibHbIM CUMNTOMOM M NPOXOAUT HECKOJIbKO
3TanoB. B Hayane pa3BMBaeTCA KOHLIeHTpu4yecKas
runeptpodus, BOBseKaloLlas B npouecc " nyTb OTTOKa" u3
NIeBOro XeJsiyaouykKa OT ero BepxyLK1 A0 K/lanaHoB aopThl. B
3TOT Nepuopj yBesimueHue JsIeBoro xenyaouka (pmsnmkasbHO
MOXKET He onpeaenaTbCa, XOTA AOCTAaTOYHO 4YacTo
nasbNnUpyeTcs yCUJ1eHHble BepXYyLUeYHbIW TOTYOK, 0CO6EHHO
B NOJIOXX€HUU Ha NeBOM 60Ky. B cniyyae ymepeHHOM
rmrnepTeH3mm Takoe COCTOSIHUE MOXKET AJZINTbCA roaaMm.



B nanbHeuweM pa3BMBalOTCA runeprpocdhus n
avnatauma "nyTM NpUToKa" N1eBOro enyaouka oT J1IeBOro
ATPUOBEHTPUKYIAPHOro OTBEPCTUS A0 BEPXYLUKM;
runepTpocdunsa NpMHMMaET 3KCLEeHTPUYECKUIN XapaKTep, sieBas
rpaHvua cepaua CMeLlaeTcs B/IEBO U BHM3, BepXYyLUeYHble
TOJIYOK CTAaHOBUTCS BbICOKMM M npunoaoHuMarowmm. Ha atom
3Tane BO3MOXXHO TaK)Xe yBeJinueHue J1IeBoro npeacepavs v
BbisiBJIEHUE HEKOTOPOro CriaaxMmBaHuUs Tasium cepaua npm
NnepKyccum rpaHmL, OTHOCUTE/IbHOU cepAeYHOM TYNOCTM.
Cnepyrowimi 3Tan - ysesimueHme Bcex oTaenoB cepaua,
pa3BuTue ToTanibHoU KMI. B cnyuyae Bbipa)>XeHHOro
nporpeccMpoBaHMs rmMnepToHnYecKkon 6onesHun n npu
3/10Ka4yecTBeHHOMU Al 3TO COCTOSIHUE MOXKET pa3BUTbCS
CpaBHUTENbHO 6bICTPO. MeasnieHHO nporpeccupyrowias
rmneproHnyeckasl 6ose3Hb peako NpMBOAUT K
¢dopMmupoBaHusa sHaumTenbHon KMIL, » cuMnTOMbI cepaevyHoMn
HeAOCTAaTOYHOCTU A0JIr0 He NPOoSABAIOTCS.



KT npu BbipaxeHHoU MK




KMI' npenMyLiecTBEHHO 3a cHeT runeprpodpum

NIeBOro enyaoudka
-

Puc. 1. PenTtresorpaua rpyHoON KNeTku: BuHb! ymepeHHan
Kapauomeranua u TeHu B 6asansHeix oTAenax




K npuv apTepuvasibHOU rMnepTeH3umn

l-nogocme ;
Z-MuoKapg AeBozo
e A gOUKE




MuokapauThbl.

YMepeHHoe yBeJimyeHue pa3MepoB cepaua npum
andp@y3HbIX MMOKapAUTaX BCTpeyaeTcs
npakTuyecku ecerga, Ho KMI' xapakTepHa nuulb
AN MUOKapAUTOB C TAXXeNbIM TeueHueM. Hacrto
KJ/IMHUYecKas KapTuHa MMokapauTa, He3aBUCUMMO
OT ero nNpuYMnHbl, CXxoaHasa U 3aBUCUT Nnpexxae Bcero
OT BbIPpa)>XeHHOCTU NopaxeHnss MMokKapaa.
YBeJinueHue pa3MepoB cepAla npyu MMoKkapauTax
npoucxoamTt o6bIYHO 3a cYeT AuaTauum U peako
CONpoOBOXKAAETCA BblpakeHHOU runeptTpoduren
MUoKapaa. B AMarHOCTUYeCKOM rnJjiaHe UMeroT
3HaYeHue cBA3b 3abos1eBaHnA C nepeHeceHHOoMN
nHdekumen, npusHaku socnaneHmsn, dKI -gaHHbIe.



Jla6opaTopHble uccneaoBaHuUs BbiSIBAISAIOT JIEBMKOLMTO3 CO
CABUIroM nevkouutapHoun popmynbl BneBo, ysennueHue COJ,
ANCNPOTEHUMEMMUIO, NPEMMYLLECTBEHHO 3a CYeT yBeJIMYeHUSA YPOBHS
anbda-2 n ramMma-rnobynmHoB, NOBbILLEHNE CbIBOPOTOUYHbIX
MYKOMNPOTEUHOB U NMKONpPOTEUHOB, rMnepdpunbpuHoreHeMuio,
nosisyieHne C-peakTUBHOIoO NpoTeMHa U Apyrue usMeHeHus,
TUNUYHbIE ANna Nboro BocnaneHus. OnpeaesieHHyo
ANarHOCTUYECKYH0 LLeHHOCTb MMeeT O6HapykeHue B KpOoBMU
CTPEnTOKOKKOBOI aHTUIreHa, a TaK)xe nosbilueHue Tutpa ACJ-0,
ACK, ACI.

NMpy ayTOMMMYHHbIX 3a60/1€eBaHUAAX B CbIBOPOTKE KPOBU MOTyT
6bITb HallAeHbl aHTUMKapAWaJibHble aHTUTEeNa.

Mpu TsHxenbix AN @y3HbIX MUOKAPAUTAX BO3MOXXHO HEKOTOpoOe
noBbileHNe aKTUBHOCTU "cepaedHbix” pepmeHTOoB: KOK, JIAr,
0c06eHHO ee nepBoro nsodepmMmeHTa. Pe)xxe nosBbiLLAETCHA YPOBEHb
AcAT. U3meHeHus DKI: MoryT 6bITb Nnpexoaswyme u3aMeHeHUs
BOJibTa)ka BceX 3ybL 0B, HapyLleHUuss NPOBOAMMOCTU U
penonsipm3saumm mmokapaa (yanvHeHue nHrepsanos PQ u QT,
ynnouleHme u uHBepcusa 3ybua T, cHmxeHue nHrepsana ST).



MuokapauT
(cxema)







OcTpbi AN dYy3HbIN MMOKapAMT (MUKponpenapar)
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ABCLEEAUPYIOLLUA MUOKAPAUT (MUKPO®OTO)
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NMpu BUpyCHOM MMOKapaUTe B NepBylo Heaento 60n1e3Hn BO3MOXKHO
Bblle/ieHue BUpyca U3 HOCOIJ/IOTKWU, KPOBM, KaJia C nocneayowmm
noceBOM MaTepuasia Ha pa3/inuHbie cpeabl (KypuHbIX SMO6PUOH,
Ky/ibTypa (pubpobnacros, sM6puoHanbHast TKaHb nouyek). B
KayecTBe paHHeN ANAarHOCTUKU NPUMEHSETCA TaKKe
NIOMUHECLEHTHAs MUKPOCKOINUS Ma3KOB - OTNEeYaTKOB CO C/IN3UCTOMN
HOCa, UMMYHOdMdIIooOpecLeHTHoe uccneaosaHme. Co 2-3 Hepaenu
6one3Hn Heo6xo0AMMO UccneaoBaHME aHTUTEN K BUPYCY B
CbIBOpPOTKe KpoBu (06s13aTenibHO B AMHaAMUKe). [Ana AoKa3aTeNbCTBa
naToreHM4YeCKou poJiu BUpyCca Ba)XHO BbisiBJIEeHUE pocTa TUTpa
aHTUTenNn. YacTto B nepmoa peKoHBaJsieCUeHLUUN TUTP aHTUTeNn B4 n
6onee pa3 Bbille, 4eM B OCTpYIo hasy.

Cnepayet NOMHUTb, YTO BO3MO)XHO HOCUTEJIbCTBO aHTUTEN,
HanpuMmep K Bupycy Kokcaku, y 5-10% 340poBbiIX 11y, a
obHapy)xeHue aHTUTEen K BUpycy Kokcakm B Hu3kux (1/8, 1/16) m
cpeaHux Tutpax (1/32, 1/64) 6e3 nocneayroulero pocra TuTpa
CBMAETeNIbCTBYET O NepeHeCceHHOM B NpoLIoM UH(EKLUMN.

Hanbonee TouHbIM METOAOM ANMArHOCTUKN MMOKapAauTa robon
npupopabl siBnsietcsa 6moncua Mmokapaa. NpuMeHsierca Takxe
cumHTUrpadmna Muokapaa c Ga®’, koTopblii HakannuBaeTcs B
y4YyacTkax BOCrnaJsieHMs.
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MukpodoTo MMoKkapaa npm ayToMnMMyHHOM MUOKapauTe




TMraHTOKJ/1IeTOUYHbIX MUOKapAUT




NMPOTO30UHbLIU (Trypanosoma cruzi)
MUOKAPOAUT LLATACA.
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MuokapaMTUYecKum Kapanocksiepos.

AiBnsieTca ncxoaom nroboro MmmokapauTa. Bemay Toro, 4Yto
XPOHMUYECKU TeKyLime MMokapauTbl 6onee nnm MeHee 4acTo
060CTpAIOTCA, HE BCeraa JIerko NpoBeCcTU YeTKYI0 rpaHb
MeXAay XPOHUYEeCKUM MUOKApAUTOM U MUOKapAUTUYECKUM
Kapauocksiepo3oM. OCTpbie MMOKaApAUTLI BCceraa NpuBoasaT K
Kapauockneposy. NMocneacreneMm andpdpy3HbIX MUOKaApAUTOB
MOXXeT 6bITb Bblpa)XeHHbIN MUOKapPAUTUYECKUN
KapAnoCKJiepo3, NpUBOASALLMMA K YBE/IMYEHUIO pa3MepoB
cepaua (4Yawie -yMepeHHOMY, pexe - 3Ha4uuTesIbHOMY).
NMpeobnapaetr ounatayua KaMmep cepaua, HeXxenm nx
rmnepTpodums, 4TO U3HA4YaJIbHO TUMUYHO AN MUOKapPAUTOB.
CvMnTOMBI HecneundUuUHbIl: XpOHUYECKan cepaevyHasn
HeAOoCTaTOYHOCTU, NPOABNAIOLWAACA 3aCTOEM B JIEFKUX U
HeAoCTaTOYHOCTbIO NPaBoro xenyaouka. Cneundunyeckunx
MEeTOoA0B ANMAarHOCTUKM HeT. Ba)XXHyI0 ponb Urpaet aHaMHes -
nepeHeceHHbIN B NPOLLJIOM MUOKapAUT.



MuokapaMTUYeCKUm Kapanocknepos




NMopoku cepaua.

ABNAIOTCA OA4HON U3 CaMbIX YAaCTbIX MPUYUHDI
KMI, koTOpasa B Hayane MoXeT 6bITb
napuuasbHon. PasMmepbl cepala m cTeneHb
yBeJInYeHUs oTAesIbHbIX KaMmep B 60/1bLLON
CTeneHM 3aBUCAT OT XapaKTepa Nnopoka.



MuTtpanbHbIK CTEHO3 (MaKponpenapar)
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MuTtpanbHbIK CTEHO3 (MaKponpenapar)
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CTeHO3 yCTbA aopThi




F'MnepTpodua neBoro xenyaouka

© www.forens-rus.ne




[Iponanc MUTpPasibHOro KJsianaHa




CuvHpgpoM MapdaHa.

KoMnnekc HacneacTrBeHHbIX aHoOManuu (HacneaosaHue
AyTOCOMHO-AOMMHAHTHOE), CBA3aHHbIX C NOpPaXXeHueMm
coeAuHUTENIbHOU TKaHU. TUNUYHbI U3SMEHEHUS CKeJleTa,
BKJ1IOMaLUMe HEHOPMaJibHO AJZIMHHbIE KOHeYHOCTM ("nayubn”
nasblbl AU "Nanblbl MAAOHHbI"), 3K30CTO3bl, KYPUHYIO
rpyab, spina bifida n ap. MNopaxkxeHbl MArkne TKaHu
(rmnonna3ua MycKynaTtypbl, NepepacTsiXKMMOCTb CYXO0XXWJIUN
M CyCcTaBoB), rna3a (6onbluian porosuua, aHUpuaus,
OTCYTCTBME pPeCHML, BbipakeHHass MMOMNMUSA, SKTONUNA
XpycTanuka, konoboma), LUHC (nupamMmuagHbie CUMNTOMBI,
runodpmsapHo-anaHUedasibHble PacCTPOUCTBA, YMCTBEHHOE
Heaopa3suTue). XapaktepHbl aHOMaJIMM BHeELWHero obnuka:
60/1bLUION HOC U HEBbIPaXXeHHbIN noabopoaok (Tak
Ha3biBaeMoe "nTuube 2IMU0"), ANCIIa3UA YLIHbIX MOYEK,
CTapuyeckvuin BUA.



Cpeaun nopaXeHMM BHYTPEHHUX OPraHoB, KpoMe
n3MeHeHuMU B nerknx (yMeHbLueHue Yucsia aosnen),
OYE€Hb BaXXHYIO POJib B KJIMHUYECKOU KapTUHe 60s1e3Hun
Urpaet naToJsiorus cepaua v aopTbl: yalle BCero
BCTPevyaeTcs pacluMpeHue rNpoKCMMaJsibHOro oraena
aopPTbl, UTO MOXXET NPUBECTU K aOpTaJZIbHOMU
peryprurauMm 1 CMMNTOMaM aopTaJibHOM
HeAOoCTaTOYHOCTH, @ TaK)XXe K pacC/I0eHMI0 aopTbl. HacTo
BO3HMKaeT MUTpPaJZibHass HeAOCTAaTOYHOCTb. Bce aTH
n3MeHeHua npuBoaaT K KMIC n 3acToMHOM cepaeyHOM
HeaAoCTaTO4YHOCTU. CpeaHsaa NpoAOo/HKUTENIbHOCTDb
YU3HU 601bHDbIX - HeMHOrum 6onee 30 neT, CBbILIE
90%0 6021bHbIX NOrMbaroT OT Nporpeccupytowiemn
cepaevyHoO-CoCyaAUCTOM NaTosIornn.



CuHgpoM
EDOELE)
Y AE€BOYKM.




CuvHapoM dnepca-AaHnoca
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KapamoMmuonaTtum:

6021€3HM MMOKapAa HEN3BECTHOI 0 NPOUCXOXXAEHMUS,
KJIMHNYECKas KapTUHa KOTOPbIX XapaKTepu3lyeTcs
KMTI', pa3ninyHbIMUM HapyLUEeHAMU PUTMa U
nporpeccupyrouien cepaeyHom HefoCTaTOYHOCTbIO,
He 06ycnoB/IeHHbIMU NEePBUYHbIM NMOpPaAXXeHUueMm
KOPOHapHbIX apTeEpPUH, KJ1anaHHOrro annapara
cepaua win U3M@HEeHUSIMU CUCTEMHOMU U JIerouHoMm
reMoanHaMMKM.



KapavoMmuonatum




OvnaTauvoHHble KapauoMMonaTum
(AKMN).

XapakTepusyroTca amnataygmMen u BTOpUYHOM runeprpodunen Bcex
OTAEeNI0B cepaua, NpeMMyLLeCTBEHHO YXXeJlyAAJ0MKOB, CO CHMXEeHUEM
M3 Npony/1bCMBHOM CNOCO6HOCTU. B HacTosLee BpeMa o06cyxaaerca
cBa3b KM ¢ ouaroson nHpexkumen, B HaCTHOCTU BUPYCHOM,
0CO6EeHHOMN C KapAMOTPONHbIMKU LWUITAaMMaMKn Bupyca Kokcaku B.
BupycHasi H(peKumMa MHULUMpyeT pa3BuTHue
MMMYHOMNATOJIOrMUYECKNX peakKLun NpoTUB cepaevyHon TKaHu. [1o cux
nop, N0 MHEHMIO HEKOTOPXbl KAPAMOJIOroB, HE peLueH BONnpocC O
cesizn AAKMI1 n nanonaTtnyeckoro mmokapauta Abpamosa-duanepa.
OnucaHa ceoeobpa3Hasa cbopma AAKMI, passuBatowlascs B no3aHue
cpokun 6epemeHHocTn unu (Yauie) B nepBble 3 MecsiLa nocne poaos:
nepunoptanbHaa AAKMI1 - yalwyle Bcero oHa BO3HUKaeT B HEKOTOPbIX
cTpaHax Adbpuku. Ponb HacneacrBeHHOCTU B pa3sutun AKMI
CTPOro He filoKa3aHa , XOTSl B nocnieqHee BpeMs NOSABUWINCTb fAAHHbIE
O FreHeTUYEeCKON NpeapacnosiodKeHHOCTH K pa3sutuio AIKMI y
HocuTeneun aitureHa HLA DR4.



CuMmnTOMbBbI 3a60N1€BaHMA yalle BCero nosiB/IsilOTCA UCNOABOJIb, U
KMIT Mo)xeT 6bITb CTy4auHON HAXOAKOM, XOTA ONMMUCaHbl OCTPbIE U
nogocrpbie popMbl 3601eBaHnA € 6bICTPbIM NporpeccMpoBaHneM
cepAeyYHOM HefOoCTaTOYHOCTU U CMEepPTbIO B TeueHue 1-2 ner. MNpu
6osiee MeaIeHHOM TE@YEHUU AJITEJIbHOCTU XXU3HU 60JIbHbIX OT
MOMEHTA NOSIBJIEHUS NEePBbIX KJIMHUYECKUX CUMNTOMOB MOXKET 6bITb
7-8 net, 0c06eHHOo Yy 6051ee MonoabiX 60/1bHbIX.

TUNUYHO pe3Koe yBesinyeHue BCex pa3MepoB cepaua,
¢opMmupoBaHue cor bovinum npemMyLleCcTBEHHO 3a CHET AuslaTauum.
BropuuHasa runeptpocdpusa 6biBaeT yaule Bcero yMepeHHou. bonbHbie
o6pawaroTcs K Bpady o06bi14HO B Bo3pacTte 40 ner ¢ xanobamm Ha
KapAauasnruro, oablillKy, nepeébou B cepaue. MHorga MOXKHO NOJTyYUTb
CBefleH!s O TOM, YTO Y HUX eLlye A0 NosiBJIeHUs Xanob
o6Hapy)XuBanum ysesimueHue pasMepoB cepaua v passiMuHble
n3mMmeHeHusa Ha JKI. B Hauane nosB/IeHUS CUMINTOMOB CepAeYHOMU
HeAoCTaToOYHOCTM obpallaeT Ha ceb6s BHUMaHUE HEeCOOTBETCTBUE
HEe3HAUMUTE/IbHOM CTENEeHMU ee BbIPaXXE€HHOCTU CTON1b 601bLUOMY
yBeJInYyeHuo cepaua.



B nasibHenlweM cepaevyHas HeOCTaTO4YHOCTb,
pedpakTepHas K ne4yeHUto, HEYKJIOHHO
rnporpeccupyeTt, pa3BMBaeTCs TOTaJibHasA
cepaeyHass Hef4oCTaTOYHOCTb C aHACAPKOU M
acuuToM. BepxyLueyHbIX TOMTYOK YACTO ocnabnen,
apTepuvanbHOe AaBJieHue CHMKEHO.

TunnyHbIM NposaBsieHneMm AAKMI1 asnsaroTca
TpoMb60oaMbonnueckue ocno)xxHeHns. Bo3MOXKHbI
3M60smn B 60/21bLLIOM M MAZIOM Kpyre
KpoBOOOpalleHus, HO yalle BCe Xe BCTpeyaloTcs
neroyHble aMm6onun. UHorpa mns-3a ambonum
KOPOHAaPHbIX apTepun pa3BMBaETCSA OCTPbIN
nH(papKT MMOKapaa C TUNUYHbLIM 601eBbIM
cuHApoMOM. Be3 3Toro ocsoXxHeHusi 6os1esoun
cMHApoM y 6onbHbIX ¢ [1IKMI1 peako sasnsiercs

BeAyLiUM.



CunToMBI, BbiSiB/ISEMbIE NPU ayCKYy/bTaLuMn
cepaua, HecneundunuHbl U XapaKTepHbl s
AvaTauum cepaeyHbiX KaMmep J1lo60M NPpUUYNHDI:
rnyxou 1 ToH, 3 U 4 TOHbI, pUTM ra’siona, akLeHT 2
TOHA HaA JIero4yHOM apTepuen, CUCTOJINYECKHne
LUYMbl COOTBETCTBYHOLLEro XapaKrepa, TMN4YHblie
AN OTHOCUTENIbHOW HEeAOCTAaTOYHOCTHU
MUTPAJZIbHOIO0 U TPUKYCNUAANbHOIO KJ/1anaHoB,
MHOrAa - OTHOCUTEJIbHOM aopPTaJIbHOM
HeAOCTaTOYHOCTU U OTHOCUTEJIbHOI0 MUTPAJIbHOIO
CTeHO3a, AnacToJIMYecKue WyMbl. TUNMNYHBDI
pa3J/InyHble HapyLleHMs puTMa U NPoBOAUMOCTM.



Heob6xoaumMmbl TwaTeNbHbIX C60p aHaMHe3a U
noapo6Hoe chmamnkanbHOE UccneaoBaHue ans
UCKJTIOUYEHUSA KJIMHUYECKU U3BECTHbIX MPUYUH CTOJIb
3HaunTenbHou KMI': nopokoB cepaua, apTrepvasnbHOMU
runepteH3umn, UbC, HeKOTOpPbIX BTOPUYHbIX
KapaMoMMONaTUK, HanpuMep, afIkoroJibHOM,
MuokapauTa AbpamoBa-®Ougnepa. Ha 3KI npakTnyecku
y BCceX 60/1bHbIX BbISIBZIIIOTCA pa3/indHble HapyLueHUs
puUTMa 1 npoBoaMMOCTU (OKkenyaodKoBble
3KCTPaCcUCTONbl, 6/10Kaabl HOXKeK nyuka Nmca, AB-
6nokapabl, xxenyaoukoBasi TaXMKapaums, MmepuartesibHas
apuTMus ), Horaa - uHapkTonoaobHblie USMEeHEeHUs U
UCTUHHbIE UH(APKTbl MUOKapAaa, rmneprTpodpusn
pPa3/IM4yHbIX KaMep cepAaua.



PeHTreHonornyecku obHapy)xmBaercs yBenimyeHume
pa3MepoB cepaua, NOBbiLUeHUEe KapAUoTOoOpaKasibHOro
nHaekca (KTN). KTU 6onee 0.55 cuntaercs
HebnaronpuATHbIM NMPOrHOCTUYECKUM NPU3HAKOM.
Ixokapanorpadus no3BossieT UCKJIFIDUYNUTb KJ1anaHHble
NMOPOKMU cepAala, OLLeHUTb COCTOAHUE KaMep cepaLla m
TOJILWMHY UX cTeHOK. CumHTUrpacdms mmokappaa c T1%°!
BbiSIBIS€T MO3auYHbIA MEJIKOOUYaroBbl XapaKTep
nopaxxeHus. PagnoHyknmaHas BeHTpukynorpadpus
ob6Hapy)xuBaeT yBenimyeHme Kamep cepaua, amdpdysHoe
CHMXXEeHMEe COKpaTUTEeNIbHOU CNOCOBHOCTHN cepaua,
MHOrAa BUAHbLbI MPUCTEHOYHbIE BHYTPWMKENYyAOUYKOBbIE
TPpoM6bI. UCNoNb3yroTCA KOMMNbIOTEPHAA U iAepHas
MarHMTo-pe3oHaHCHas ToMmorpacduna. Bo3MOKHbI
6uoncus MMokapaa U rucCTtoniormyeckoe mccnegosaHme
6uonTara.



Kapauno-
TOopaKanb-

HbI
NHOEKC

JEHPOBOK KOMOK T
OOJacTH BepxXyllild
ceplua’




niaTalMOHHas KapauoMuonaTus
(Makponpenapar)

Maxkponpenapar cepaua npun AKMN

MmeeT MecTo pacluumpeHue Bcex nonocTen cepaua ¢ oaHoOBpeMeHHOn
runeprpodmren mwoxkapaa. Obpawaer Ha cebf BHMMaHue xopoLwuee
COCTOSiIHME KOPOHAapPHbLIX apTepuin. B obnacrm sepxylikm nesoro
xrenynodka imMerloTcs NprucTeHoYHbLIe TD(_)'\«16bl. KOTOPpLIE MOTIyT CTaTtTs
MCTOYHMKOM TpOMBOoamGonui




f'MnepTpodunuyeckme KapamoMmonaTmm

O6cTpyKTUBHaA rmneprpoduyeckas KapamomMmuonatus
(Orkmn), nam nanonaTtnyecKkmm
runeprpodunyeckumn cybaoprasibHbl CTEHO3.

3a6boneBaHue, NpuU KOTOPOM BO3HUKAET HEMNMpPoOnopLyMoHasibHOEe
yTOJILleHUue KaKOU-TIM60 YacTu nnm BCcen MexoKenyaouKoBoMn
rneperopoaku, BBUAY Yero roJsioCTb JIEBOro esiyaouka
CYy>XMBaeTCs U BO3HMKAaeT ero "ob6typauusa” Bo BpeMst CUCTOJIbI.
OTHOLIEeHMEe TOJIWMHDbI MeX)KeslyAO4YKOBOMN Nneperopoakm K
TOJILMHE CBO60AHON CTEHKM JIEBOro XXenyaouKa npesbillaer
1,3.

NMeroTCca AaHHbIE 0 HAaCNeACTBEHHOM XapakKTrepe
3a6o051eBaHMS, NOCKOJIbKY BbisiBJIeHbl CEeMeuHble (hOpMbl U
HaMAeHa CBSI3b C HEKOTOPbIMM FreHaMM IN1IaBHOro KOMIJIeKca
rmcrocoemectumoctu: HLA DR4; B27; DR1.



Ha nepBoi ctaaum 3a6onesaHuns »anobbl OTCTYTCTBYIOT, U
NULWb CJZIydanHo o6HapyxuBaetcs KMI, B OCHOBHOM 3a cueTt
runepTpodumn u guaTaumm 1IEBOro Xenyaouka,
pa3Hoobpa3Hblie nameHeHuns IKI U cepaeyHbie LWWYMbI.

Hamnbonee xapakrepeH CUCTO/IMYECKUMN LUYM U3rHAHUS,
OTCTAOLMM OT 1-ro TOHA, KOTOPbIXA, B OT/INYMNE OT NOXOXKEro
Ha Hero WwyMa KJ1anaHHOro aopTtasibHOro CreHo3a, MMeeTt
MaKCMMYM B 4 Mexxpebepbe cneBa OT rpyAuHbI, HE
NMPOBOAUTCSA Ha KPYyrnHble COCyAbl U HE UBSMEHSAIeTCS No
WHTEHCUBOCTU B 3aBUCUMOCTM OT MNOJIOXKEHUSA TeNna. 2-U TOH
Ha OCHOBAaHUM cepaua coxpaHeH. B ganbHeWweM BO3MOXKHO
nosiBJ/ieHue CUCTOJINYECKOro LyMa peryprutauum ms-3a
OTHOCUTEJIbHOM HEeAOCTAaTOYHOCTU MUTPAJIbHOIO KJ1arnaHa,
peXxe ANacCTOoJINYECKOro lwyMma OTHOCUTE/IbHOFrO MUTPaJZIbHOIro
CTeHOo3a.

BO3MO>XXHO BO3SHUKHOBEHNE CUHKOMNAaJIbHbIX COCTOSSHUWN U3-
3a apUTMMM U ULLEMUU MO3ra, 0CO6eHHO Npu 3HaYNTENIbHOMU
¢dun3nuecKkon Harpyske.



BO3MO)>XHO MOHOCUHAPOMHOE TeueHune 6ose3Hu:
KapauasirmyecKkoe, apurMmuyeckoe, rncesfoksanaHHoe
(npm3Haku nopoka cepaua); nHdapkronoaobHoe
(naTtonornyeckue 3ybubl Q 6e3 60neBbIX NPUCTYNOB).

NMosiBnsiowmecs Bo 2 cragum xasobbl Ha cepauebueHue,
nepebou, kapananruro, MHOrAa Ha TUNUYHbIE NPUCTYNbI
CTEHOKapaAMU HanpsXKeHUs, oAblLIKY, NPorpeccupyrot
MeaJIeHHee, YeM CxXoaHble nposBsieHus Yy 60nbHbIX JKMI1 m
BO3HMKaIOT B 60onee monoaom Bospacre. BHewHUn ocMOTP
BbISIB/IIET YCUJIEHHbIA U CMELLEeHHbIA BJIEBO U BHU3
BepXYyLUEeYHbIA TOTYOK, BOSMO>XE€H CUMNTOM “KOpPOMbICNa
CXOAHbIX C TAKOBbLIM NPU aHEBpU3Me nepeaHe-60K0BOM
CTEHKM J1eBOro xenyaouka. AprtepuasibHoe faBJ/ieHue
CHM)XEHO WJIN HOpMaJibHoe.

B no3aHMX CTaAuAX BO3HUKAIOT U peunanBupyroT
NMPUCTYMNbl CepAeYHOM acTMbl, HacTynaetr "MuTpanusayma”
6021e3HN, BO3HMKAET ToTaJs/IbHas cepaeyHas
HeAoCTaTO4YHOCTb. B oTanumue ot AKMI1
TpoMb603601MUEeCcKne 0C/NIOXKHEHUSI BOSHUKAIOT peaKo.
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JKI: TMNMYHa BbipaXxeHHana runepTpodus nesoro
enyaouka, uHorga P-mitrale; pasHoo6pa3Hblie HapyLleHUs
puUTMa U NpOoBOAMMOCTU, BO3MOXKeH cuHapoM WPW, cuHapoM
cnabocTu cMHYCOBOIO y3s1a, 4acTo MHdapkTonogobHble
U3MEHEHMS , Bbipa)XXeHHble HapyLUeHUs penosispusauuu
(xocou noabem S-T n BbICOKMN T), MOTyT permcTpupoBaTbCs
ncesaomHdapkTHbie Q B otBegeHusx II, III, AVF, V4-V6 B
CBSI3U C rmneptpodpmen MexoxeslyaouKoBon neperopoakm.
®KI BbisiBNsieT poM60BMAHDbIN LUYM U3rHAHUA , aMIIMTYAa
KOTOPOro Bo3pacrae npv npobe C HUTPOrjIMLLEPUHOM,
AaMWJIHUTPUTOM, Npo6e BanbcanbBbl, Npy 6bICTPOM Nepexoae
B BEpTUKaJIbHOE NOJIOXKEeHUE, TaK KaK BO BCeX Cliyyasix
YMEHbLUAETCA KOHEeUYHbIN ANacToIM4YecKkun o6bLem neBoro
enyaouka. Hacto peructpmpyrotcs 3 U 4 TOHbl, BO3MOXXEH
CUCTOJIMYECKMMH LUYM MUTPAJZIbHON peryprutauum.



PeHTreHorpacgpus n Tomorpadpus BbiSsBASIIOT YBeJIMYEHUE
pa3MepoB COOTBETCTBYHOLLMX KaMep cepaua. Kpusas
KapoTuaorpamMmbl NPUMHMMAaET XapaKTepHbIX AByropbbin Bua,
HaNnoOMMHAKOLWMIN "KNEeLWHIo paka". BaxkHyro nHdopMauumio
HeceT 3XxoKapauorpadms, BoiBAAIOWaA AMHAMUYECKYHO
O6GCTPYKLMIO NYTU OTTOKA U3 JIEBOIO YXeNyaouKa,
yMeHblUeHUe NOJIOCTU JIEBOIo Xenyaouka, Manyro
NOABMXHOCTb MeXOKeNyA0UKOBOMN Nneperopoaku, cMeLleHne B
CUCTOJ1y CTBOPKM MUTPAJIbHOIO Ks1anaHa v ap.
PaanoHykmagHoe CKaHMpoBaHUe MMokapaa ¢ 2°'Th
BU3yasiusmpyert cybaopTanbHbiu CTeHO3. [pu KaTeTepm3aumm
cepAua BbISIBISETCA rpaAueHT AaBJIEeHUs1 BHYTPU NOJIOCTU
NIeBOro XXeslyaoukKa, KOTOPbIM B CUCTOJTY MOXKET JOCTUIHYTb
170 MmM. pT. pT. KOpoHaporpadusa noka3biBaeTcs , Kak
npaBu10, HeU3MeHEeHHbIe KOPOHapHble apTepun. Ba)KHbIM
MeToAOM ANArHoCcTukm asnserca AMP-toMmorpadus.



O6cTpyKkTUBHAA runeprpoduueckas kKapamomMmonaTus




OIrkKMIl (cy6aopTta’sibHbiX CTEHO3, CXeMa)




O6CcTpyKTUBHaA runeprpodmnueckan kapamomMmonaTmsa

Normal heart Heart with Hypertrophic
Cardiomyopathy
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HeobcTpyKkTUBHbIE rMnepTpodunyeckue
kapamomumonatum (HFKMI).

Mpwu 3TOM rpynne HabnrogaeTcs HeECMMMETPUUYHaA UK
CMMMeTpUYHan rmnepTpodus 1eBoro xenyaouka 6es
HenponopuMoHasibHOU rMnepTpodhun MexKenyaouKoBomn
neperopoaky, N0O3TOMy CUHAPOM O6GCTPYKLMM NYTHU OTTOKA U3
JIeBOro Xenyaouka He BO3HUKaeT. MMeroTcsa cBegeHus o
HacneaACTBEHHOM XapakTtepe 3aboneBaHus.

NepBbIMU KJIMHUYECKUMU NPOSABJZIEHUEMMU ABJIAIOTCA OAbILLKA,
Kapauanrus, no3)e MoXXeT NoABUTbCA TUNMUUYHaA CTeHoOKapaua
Hanps)xeHus. [ItHaM1Ka yBe/iMYeHUs pa3/iIndHbIX KaMep cepaua v
KJINHNYeCcKass KapTuHa 3abonesanuns 6a1m3kun k cumntomam OrKMIl.
Ba>XHbIM OT/IMUMEM ABJZIAETCA OTCYTCTBME CUCTOJIMYECKOro wymMma
n3rHaHmsa. MMeroTcs ykazaHua Ha 6onee no3gHee nosiByieHUe
KJIMHUYECKOW KapTUHbI 3a60neBaHns U ero MeaJsieHHoe
nporpeccuposaHmue, yeM y 6osnbHbix ¢ OFKMI1. bonee uem y
NoJIOBMHbI 60J/IbHbIX BbISIBISETCA HECUMMETPUYHAaA rmnepTpodpus
MUOKapAa N1eBOro Xenyaouka: yTosileHme nepegHen nnm nepeaHe-
60okoBOM cTeHkH, Bepxywku ("anmkanbHaa" ¢popma HFKMI),

nanunnﬂpHoﬁ MbillLbl U AP.



He MeHee yeM 1/3 60nbHbIX rMnepTpodms sBNseTcs
CUMMeTpPUYHOU. KiinHnyeckas kapTuHa npu atux ¢popmax HFKMIN
cxopaHas. Kak m npu OrKMI1, BO3MOXXHO coyeTaHue C Apyrumm
BpPOXXAE€HHbIMM NaToNorusaMm (NMOJIMKUCTO3 NoYeK, HapyLueHuUs
o6bMeHa BewlecTB U Ap.).

OwvarHocTuka TpyaHee, 4yeM y 60osbHbIX ¢ OFKMI1. Kak B nto6om
cnyyae nepsuyHon KM, Heo6xoanMMO UCKIIOUEHUE NMPUYMH,
npuBoasawmnx Kk stopuuHoun KIMNM (UBC, mnokapauTtbl 1 ap.).
N3MmeHeHusa IKI MOryT He OT/IMYaATbCA OT TaKOBbIX Npu OFKMII.
"AnukanbHaa" ¢popma HI'KMI1 oTnnuyaercsa ceoeobpasunem:
NMOSAABNSAIOTCA rnybokue orpuuartenbHblie 3ybubl T B 1eBbIX rPpyAHbIX
oTBeAeHusX ¢c amnantyaom 6onee 10 MM, Bbicokue 3ybubl R ( 6onee
26 MMm) B V4-V-5, cymma SV1 m RV5 6onee 35 MM. Hanbonee
LHeHHbIM METOAO0M AIBJIIETCA ABYXMEepHas 3xoKkapauorpadgus,
BbiSIB/ISIOLAsA YMEHbLUEHUEe AUuaMeTpa MNMoJIOCTU JIEBOIr0 XXelyaoukKa
B ANACTOJ1€, HOPMaJiIbHYIO LUMPUHY NYTU OTTOKA (B OT/ZINuMe OT
OrkKMI), yronueHme Mmokapaa neBoro xenyaouka (unm
CMMMETPUYHOE, WU pPa3JIMYHbIX ero OTAEeJNI0B); CTBOPKa
MUTPAJZIbHOI0O KJjlanaHa B CUCTOJ1y Knepeau He cMelwaercs (oTimume
ot OrKMn).



B 3x0-AMarHocrmke anmkasbHon c¢bopmbl HFKMIN
MOryT O6bITb C/ZIOXKHOCTU U3-3a YAaCTOro NMPUKpPbITUNA
BepXYyLUKU cepaua IerkuMmu. YeesimyeHve pasmMeposB
KaMep cepAaua BbisiBNISIeT peHTreHorpadpuva m
Tomorpadpusa. NameHenums Ha OKI He oTiMuyaroTcs oT
TakoBbiX npu ONKMI (3a ncknrouyeHneMm oTCyTCTBUSA
poMb0BMAHOIro CUCTOIMYECKOI o LyMa U3rHaHua). Ans
onpeaeneHus rmneprTpodumn otaesibHbIX YHAaCTKOB B
MUOKapAe UCNOoJIb3YIOT TaXKKe BEHTPUKynorpadpuio.
NMpun KopoHaporpadumn BeHeyHble apTepun o6bI4YHO He
n3MeHeHbl. Bo3MO)xHa 6uoncua Mmmokapaa.
Fncronornyeckas KapTtuHa He otaimdMMa ot OIrKMI.



PecTtpukTtuBHble KMII.

BOJILLUMHCTBO aBTOPOB OTHOCSAIT K NEpBUYHON PEeCTPUKTUBHOM
KM ToNbKO MHTEepCTULMaibHbIN (hMbpPO3 MMOKapAa HESICHOM
npupoabl, cuuTana Bce Apyrme pecCtpuKTUBHbIE NOpaXKeHus
CaMOCTOSITe/IbHbIMMU HO30J1I0rM4YeCKMMun chopMmaMm UIU
BTOPUYHbIMU Bone3HaMu.

Alpyrue aBTOpPbl OTHOCAT K NEepBUYHbIM peCcTpUKTUBHbIM KMI
3HAOMUMOKapAnanbHbin pubpos (6onesHb [3BUCA),
BCTpPeYalroLWMNCs B CTPaHaX C TPONUNYECKUM U
CybTponMuyecKkuMM KJIMMaTOM Y CPAaBHUTEJIbHO MOJ104bIX
60/1bHbIX, 1 CONMIKaOT 3TO 3aboneBaHume C
¢punbponnacrnyeckMm 303MHOMPUIIbHBIM SHAOKaPAUTOM
Neddnepa, npn KOTOPOM TaKXKe NMPOUCXOAAT yTOJILlEeHne
3HAOKAapAa, 3aMeLleHMe 3/1aCTUYECKOU TKaHU SHAoKapAaa
coeANHUTEsIbHOWU TKaHbIO U ee pacnpocTpaHeHue B
cy63HaOKapaAnanbHbIU CNI0M MUOKapaa. HekoTopblie aBTOPbI
OTHOCSIT K pecTpuKTUBHbIM KMI1 nepBUYHbIN
3HAOKapAnanbHbiK Ppubpoanacros (6onesHb JlaHun3M).



PecTpUKTMBHbIE NOpaXKeHUA MMoKapaa vyawye
6bIBalOT BTOPUYHbLIMU U BCTPEYAIOTCH NpMU
reMmoxpomMaTto3e, riMKoreHo3e, KapLuMHOMAHOM
CUHAPOME, ONyXosisiX cepAaLla u Apyrux 3abonesaHusXx.

Mpu 3TUX peaknux 3aboneBaHUAX TUNMUYHbIM
ABNsieTcs npeobnanaroljee HapylwieHue
AnacTonnyeckon byHKLMN MUOKapAa XXeJlyA0OUKOB,
CTE€HKM KOTOPbIX CTAHOBATCA PUrMaHbIMMN.
3HauMTeNIbHOE yBeJsiMyeHMe pa3MepoB cepaua ans 3Tou
rpynnbi 60sie3Hen He XapaKTepHo, a eC/Iu u
pa3BMBaeTCs , TO B KOHEYHOU ctaaum 6one3nn. MHorpa
BO3MOXXHO fla)Xe YMeHblueHue ob6beMa neBoro
wenypouka. Hanbonee yacro Bcrpevaercs ysenimyeHume
NeBoro npeacepavs U NpaBoro xenyaouka. MNpv atom
NnoBbILLIAETCA AaBJ/IeHUe HanoJIHEHUS YXeNyao4uKOoB Nnpu
ANNTENIbHO COXPaHAIOLWEeNCa HOPMaJZIbHOMU
COKpaTUTENIbHOCTU MUOKapAaa



PeCTpUKTUBHbIE U3BMEHEHUS NpU reMoxpoMaTtose
(remocupepos cepaua)




NMopakeHne s3HAOKapAa CONpPoBOXKAAETCA BTOPUYHOMN
runeprpoduen xenyaoukos, 6osnbLue 1eBoro, C
nocneayrowiMMm BO3SHUKHOBEHMEM cepaevyHOoMn
HeaoCTaTouyHOCTU. NMocTteneHHO popMmupyetcsa KMT.
B0o3MO>XHO BOBJIe4eHMe B NaTOJIOrM4YeCKUM npouecc
3HAOKapAa KJ1anaHOB C BOSHUKHOBEHUEM CUMITOMOB UX
HeAOCTAaTOYHOCTU. TUNNYHbI paHHME HapylieHus puTtMa. Ha
no3aHen craaum - Tpomboambonnueckme oCI0KHEHHUS.

Co CTOpOHbI cepaLua 06Hapy)>XMBalOT yMEepeHHoe
pacluMpeHue ero rpaHuu, Ha no3aHen CTagun BO3MOXKHA
KMTI, 1 TOH Ha Bepxyuike ocnabneH, onpenenserca 3
TOH, NPOTOAMACTOJINHECKUWN PUTM rasiona, BO3MOXXEH
CUCTOJIMYECKMM LUYM MUTPAJZIbHON peryprutauum.
CpaBHUTENbHO 4YacCTO NpucoeanHAIoTCca TpoMmb6oamMbonnu B
6021bLLOM U MAJZIOM KpYyre KpoBoob6pallyeHus.

CneayeTt NOMHMUTD, YTO AJINTE/NIbHO CYLLECTBYIOLLas
6onbLuas 303uHodbUINA nepudepruiecKkon KpoBM MOUTH
BCeraa npuBoAUT K peCTPUKTUBHOMY MOPaXEHUI0

cepaua.



BonesHb [13BMCa NpoTeKaeT 3/1I0KayeCTBeHHO U NpuBoaAuT
K cMepTy yepe3 1-4 roaa ot Havana 6onesHu. NMpossnsercs
HapacTarowmMMm CMUMNTOMaMM 3aCTOS! KpOBU B 60/1bLLOM
Kpyre, a Tak)xe oabilukon. Kapananrusa Bcrpevyaercs peako.
TUNUYHO couyeTaHue TSKeSION cepaevyHON HeOCTaTOYHOCTHU C
He3HauMTesNIbHbIM YBEeJIMUEHUEM pa3MepoB cepaua, HO B
TepMUHAJIbHbIX Nepuoa BO3MOXKHO NocTrereHHoe pa3BuTue
KapavuoMerasivm.

Ona cuHapoma Jlécpcpnepa xapakTtepHO coueTaHus
nopaxeHus cepaua ¢ 6poHxocnacTuyeckuM CUHAPOMOM,
60nbLION 303nHODUNINEN nepudepruyecKkon KpoBM.
BO3MO)XXHbI IMXOpaAKa, CrJieHOMerasimsl, MHorga -
rnopaxeHue rnoyex.



AnkorosibHass MMOKapauoaucTpodpus.

Pa3BMBaeTCs y HEKOTOPbIX JIUL, 3/710ynoTPe6bnaowmx asikorosiemM
B TeyeHue MHorux net (0o6b1yHO He MeHee 10). MpsaMon
KoppensiiMm C 40301 aJIKkorosns U BUAOM NpUeMyLLeCTBEeHHO
ynorpebénsieMbix HanNnUTKOB HeT. Cpean NopaxeHUn BHYTPEHHUX
OpraHoOB Yy aJZIKOroJIMKOB cepaeYyHas NaToJIorMs CTOMT MO YacToTe Ha
3 MecTe nocsie aJIkoroJsibHbiX 3a601€BaHNUN NeYEeHU U
noaxeNnyaovYHOM Xkenesbl U 4acTo C HUMU coueTaeTcss. OnucaHbl
60/1bHbIE C aNIKOroZ1IbHOU MUokapanoaucrpoduen 6e3 KIIMHNUYECKH
BbIPa>X€HHbIX HapyLWeHUN PYHKLUNUN APYruX OpraHoB.

NMoMuMo Knaccnueckon bopMbl NOpaXKeHus cepaua y
AJZIKOroJIMKOB - aJIKOroJibHOM MMokapauoaucTpodum ¢
KapavoMmerasiven - UHorga BCTPevyaloTCs ncesaomiueMmyeckas
chopMma noparkeHusi, CUMynMpyroulas CTEHOKapauio, u
aputMuuyeckas popmMa, NPoABNAIOLWANACA Pa3/IMYHbIMU
HapyweHusaMu putMa (MepuaTesibHass apuTMUSA, pa3/inyHble
HapyweHus nposoaMMocTtu). NMpu aTtux popMax 3HAaUYUTESNIbHOIO
yBeNM4yeHMs pa3MepoB cepala Her.



KnnHnueckun ankorosibHoOe nopa)xeHue cepaua HanoMmMHaet
TeyeHue nepBuyHou [1IKMIN; kpoMme TOro, MMerTCcA "CTUrMbl
aJZIKorosimka'": oayrnoBaToe JIMLO C NOKpPaCHeBLUEeNn KoXXen n "Hocom
NbsiIHULbI", MENIKMe TeNleaHrMo3KTa3um, TpemMop pykK, ryb, asbika,
KOHTpaKTypbl JrononTpeHa. YacTto pa3BuBalOTCA NOJIMHEBPUTDI,
nopaxxeHune LULHC c uaMeHeHnsAMM NCUXUKN, XPOHUYECKUU NapPOTUT.
TUNUYHbI NPOSAABJIEHUSA XPOHMUYECKOIo NaHKpeaTuTa, a TaKxe
nopaxxeHnsa neyeHn (OKMpPoOBOM renatos, aJIkoroJibHbin
cTeaTorenarTmr).

Y HEKOTOPpbIX aJIKOroJIMKOB Nopa)XxeHue cepaua C Kapamomeranamen
MO)XEeT pa3BUTbCA 6bICTPO B COMETAaHUM C NOpPaAXKEHUeM
nepucdepunuyeckon n ueHtpanbHon HC, HanomuHasa ocTpyro chopmy
6epu-6epm (Tak Ha3biBaeMbin "3anagHbi TMN" 6epun-6epm c
OTHOCMUTE/IbHbIM AedUNTOM BUTaMMHa B..

Oco06eHHOCTbIO TeYEHMS aJIKOroJIbHOrO NopaXKeHus cepaua
ABNISIeTCSA 3aMeaJieHMe NporpeccMpoBaHus UWin aaxe crabununsayus
rnpowuecca npv noJiHOM OoTKase OT NpueMa aJIKoroJsiss Ha HauyaJibHO
3Tane pa3sutusa 6onesHum.



KoHTpakTypa QionouTpeHa




B KpoBM 4acTo noBbiwieHa akTuBHocTu T,
auetanoaernaa, ACT, cdbepputHHa, 3TaHONA 6€3 ABHbIX
npM3HaKoB OnbsiHeHUA (Noka3aTesiu NOCTOAHHOIro
3noynorpebneHusn ankoronem).

[a)xe Ha paHHEM 3Tane aJZIKkoroJibHOro rnopaxeHus
cepaua 4acTo BCTpevyaeTcs YA/IMHEHUe 3J1IeKTPUUYeCKoMn
cucrtonbl (MHTepBan QT 6onee 0.42 c), uTO peako
o6Hapy)XuBaeTCsl Y HeaJIKOroJiukoB. YAJZIMHEeHue
nHTepBana QT MOXXeT NPpUBOAUTb K OCTPbIM
HapylLleHUeM pUMTMa U BHEe3anHOU CMepTH nL,
3/710ynoTpebnsaowmx askorosnemMm.



KMI npu sHAOKpUMHOMATUAX

Npu 3HAOKPUHHbIX 3aboneBaHusX,
NpPoTEeKaLMX C apTepmasbHOMU runepTeH3nen,
M3MeHeHUs cepALa 3aBUCAT B OCHOBHOM OT
YPOBHS1 apTepuasibHOro AaBJ/IEHUS U
conycrBytowien UBC. B HekoTOpbI3 cny4dyanx
BO3MOXHbl pa3BUTUE HEKOPOHAPOreHHbIX
U3MeHeHUU MUoKapAaa, BNJioTb 10 04arosoro
Hekpo3a (cuHaApoM NueHko-KywiunHra m
rmnepKopTULM3M ApYyrov npupoabl,
¢deoxpomMmouunTomMa, cmHApPOoM KoHHaA).



OAncTpodma Mmokapaa npm caxapHoMm anabere.

XapaKkTepHO nopaxeHue KpynHbiX apTepuasnbHbIX COCYyAO0B:
Hanbonee KJIMHNYECKHN BaXKeH aTepOoCK/Iepo3, BCTPe4aroTCs TaKxe
Kanbhuumpyrowmin cknepos MeHkeHbepra n HeaTepoMaTO3HbIN
andpdy3Hbin pubpo3 nHTUMBbI. MoparkeHne aTepoCcKIepo3oM
(anabeTnueckass MaKpoOaHrMonaTmusl) KOPOHAPHbIX apTEPUN
npMBOAUT K TUNMYHOU KapTuHe UBC, koTopasa pa3BuBaercs B 6osiee
MOJ1040M BO3pacTe, yeM knaccmueckana UBC.

NMpy MHCY/IMH3aBUCMMOM CaxapHOM AnabeTte BO3HUKAIOT
AnabeTnuyeckme MMKpoaHruonaTum, NpPosiBNAIOLLMECS NMOpPaXKEeHneM
MeJIKMX COCyA0B NOoYeK, CeTyaTKu rna3 v Apyrux opraHos, B TOM
yucne cepaua. BoaMOXXHO Ts)esioe nopaXxeHMe MMoKapaa BHe
3aBMCUMOCTMU OT BbIpa)>X€HHOCTU aTEepPOCK/1IeEpOTUUYECKOro npouecca B
KOpPOHapHbIX apTepuax. KiIMHM4YeCcKu 3TO COCTOiHUe , KOTopoe
HEeKOTOpble aBTOPbl HA3bIBAKOT AnabeTuyeckon kKapaMoMuonaTuew,
NposiBNSIETCA NPOorpeccupyrowen cepaeyHom HeaoCTaTOYHOCTbIO U
Pa3/INYHbIMM HApYLWWEHUSAMU PUTMA; B Ppa3BEepHYTOU CTagumn
HanoOMMHaeT AUNaTaluUMOHHYIO KapauoMMonaTUio.



OAuncTpoduna Mmokapaa npm TUPpeoTOKCUKO3e.

B ee pa3BUTUM CYLLECTBEHHYIO POJib UrpaeT npsiMmoe
TOKCUYECKOe BO34eNCTBME TUPEOUAHbIX FOPMOHOB Ha
MUOKapA, NnpuBoasLlee K pa3sBUTUIO ANCTPOodHNUEeCKnxX
W3MEeHEeHUU B MUoKapae, MepuaTesibHOM apuTMUKN U
cepaeyYyHOM HeaAOCTaTOYHOCTM.

Pa3sButue cepaevyHon HegoCTaTOYHOCTU CONPOBOXKAAETCS
AVNaTauuen Kamep cepaua, KoTopas MUHoraa MoxXxer
npeawwecTsoBaTbh KJIMHUUYECKON KapTUHe cepaeyHoM
AEKOMMeHCcaLuMm.

N3MeHeHuns1 CO CTOPOHbI CepALla YacTo BbIXOAAT Ha NepBbIy
nJiaH y 60/1bHbIX C TOKCUMYECKOU afleHOMOW, Koraa
OTCYTCTBYIOT TUNUUHbIEe Ans ancdp@Ppy3Horo Tokcmueckoro 3o6a
rnasHble CUMNTOMbI U NOBbILLEHHasA BO36yaANMOCTb.



IK30(dTasIbM NP TUPEOTOKCUKO3E




NMpeTubnanbHaa MuKkceaeMa rnpyu TUPEOTOKCUKO3e




N3MeHeHusd imua
NnpyU HEKOTOPbIX
3a6on1eBaHuAX

(a - pnabert, e — akpomeranus,
YK - TMNOTUPEOD3, 3 - aJIKOroJIN3M,
M - MUACTEHUSA)




OAncTpocdusa MMokapaa npu runoTupeose

Onsa Mukceaembl TUNMUYHLbI YBEJIMMEHUE pa3MepoB cepaua,
PeAKUU NyNbC, CHNKEHHOE apTepuasibHOoe AaBJieHue;
nocreneHHoe pa3BuBaeTCs cepaevyHass He4oCTaTOYHOCTb C
3aCTOMHbIMU ABJIEHUSAMU B 60/1bLLOM U MAJIOM Kpyre
KpoBoob6palieHusi. BoJsibHble XXaNyroTCS Ha oAblllKy, 6051m B
cepauye. Hacto npucoaeHMseTcs BbINOT B NOJIOCTU
nepukapaa. B peakux cnydyasix onmcaHa aCMMMeTpPU4YHas
runeptTpodms MMoKkapaa no Tuny rmneprpodpuyeckoro
cybaopTanbHOro creHo3a. B Tshxenbix cny4dyasax cepaue
PEHTreHO/I0rM4YeCcKkn HarnoMMHaeT pacrnJ/iaCTaHHbIX Ha
AanadparMe MeLwoK CO Cr/la)KeHHbIMU KOHTYpaMu, Ha DKI
TUNUYHO CHMKEHUe BOoJibTaXka Bcex 3ybuos, MmoaeT 6biTb
3aMenneHue AV-npoBoaoMMOCTH, CHMKeHUe cerMeHTa ST,
Cr/1a)XeHHOCTb M1 nHBepcus 3ybua T.



OAuncTtpocduna MMokapaa npy akpoMerasuvu.

AkpoMeranua sBnsieTcs cneacreMeM ageHoMbl runogusa
M N36bITOYHOMN CeKpeLuumn ropMmoHa pocrta. Haule passmBaeTtcs
nocne 30 net. TUNnUYHbI roNIoBHbIe 60211, MOXKeT 6bITb
HapyuweHue 3peHus (buteMmnopasibHass reMMaHOINCUSA, NoOJIHaNA
cNenoTa) u3-3a NopakeH!Us Xma3Mmbl, YBEJINUNBAIOTCS
pa3Mepbl Tena 60/1bHOro, YTO MHOrAa AABNISIETCA NepBbIM
npusHakoMm 6onesHn. CraHoBUTCA Heo6X0AUMMBIM
npmobpeTtaTtb rosioBHOM yb6op, nepyatku n obyBb BCe
6onbliero pasmepa. KNCTU U CTYNHU CTAHOBATCS LUMPOKUMMU,
nasblbl NpuobpeTaroT POpPMYy COCUCOK, BO3MOXKHbI
3K30CTO3bl. B HauYane Bo3HuKaeT rmnepPyHKLUA HEKOTOPbIX
Kesie3 BHyTpeHHen cekpeunm (LiMTOBMAHOMWU, NOJIOBbIX, KOPbI
HaAMNoO4Ye4YHMKOB), No3e - ux rmnodyHkumsa. NMpoucxoaut
yBeJinueHue BHYTPeHHUX opraHoB. N3-3a yBennueHus
ropTaHM roJjioC CTaHOBUTCSH HU3KUM.



PassuBaerca KMI, B nporpeccMpoBaHun KOTOPOM
oripeaesieHHYH0 poJib UrpaeT TaK)xe aprepuasibHas
rmnepTeH3nsa, TMNUMYHaA AN aKkpoMerasimm, B YHaCTHOCTHU
BC/1eACTBUE BTOPUYHOIo rmnepanbaocrepoHinsma. B camom
Havyane yBe/IMyeHue pa3MepoB cepaua He NpuBoAUT K
Pa3BUTUIO cepaAeYHON HeaoCTaToOYHOCTU. OHa BO3HUKaeT
nosgHee B CBA3M C pa3BUTUEM AUCTpodumn MMokapaa m
KapAWOCKJ1epo3a, NOCKOJIbKY COMaTOTPONHbIX FrOPMOH
cTuMmynupyet n3bbiTouHoe obpasoBaHMe coeanHUTENIbHOM
TKaHu. MloMuMoO pa3BUTUS CUMNTOMOB CepAeYHOMN
HeAOCTaTOYHOCTU, BO3SHUKAIOT HapyLUeHUs puTMa "
NPOBOAMUMOCTU. Y HEKOTOPbIX 60JIbHbIX TSXKEN10e NopaXKeHue
cepAeYyHoOMn MbillLbl MOXKET CTaTb MPUYNHOMU JIeTaNIbHOIo
ncxopaa.

Ha 3KI' HaxoaaTt rmnepTpoduiIo JIeBOro xxenyaouka,
NnpU3Haku MLLeMUn MuokKapaa, MoryTt 6biTb pybLoBbie
naMeHeHusi, anddy3Hbie MbilLeYHblie U3MEHEHMUS.



NNErOMHOE CEPALE

JlerouHoe ceppaue (J1€) - runeprTpodpusa n/vnm
AvnaTtaumsa npaBbiX OTAENO0B cepaua Bcneacreme
NneroyHou aprepuanbHou runeprensum (J1AI),
obycnoBneHHou 3a6os1eBaHNEM OPraHoOB AbIXaHMSI.

MNMpeacrasnaouee cobom HanbonbLuyro Npobnemy
"xpoHuueckoe J1C - 3To runeprpodpua npasoro
Xenyaouka Ha nouse 3ab6osieBaHUU, HapyLUAOLWMX
CTPYKTYPY N (PyHKUMUIO
NEerkux, Win u 1o, U Apyroe oaHOBpPEMEHHO, 3a
MCKJIIOYEHUEM Clly4YyaeB, Korga U3aMeHeHUS B JIerkux
CaMM AIBNAIOTCA Pe3y/ibTaTOM NEePBUYHOI0 NOpakeHus
JIEBbIX OTAENO0B cepaLa Uin BpoXXaeHHbIX NMOPOKOB
cepaua M KpynHbIX KPOBEHOCHbIX cocyaoB” (BO3,
1961).



F'mneptTpodpua n aunartaums NpaBoro Xxenyaouka




JlerouHoe cepaue

dubpoaHas




HepBHO-MbILLeYHble 3a6oneBaHusa

KMI 1 pasBuTHe cepaeyHom HefoCTaTOUYHOCTU ONUCaHbl NpU

HEKOTOpPbIX HacsIeACTBEHHbIX HEPBHO-MbILUEYHbIX 3ab0s1eBaHUAX.

Bbipa)eHHoe nopaxeHuve cepala TUNMUYHO A1 aTaKCUM
dpuppenxa, Bctpeuaercs y 1/3 60nbHbIX. BO3HUKaOT runeprpocdus
NeBoro xxenyaouka (pexe B coueTtaHMm ¢ runeprpocgpuen npasoro
Yenyaouka), passimyHble apuTMUU. BO3MOXXHbI Bblpa)XX€HHble
ancddysHbie UI3MEeHEeHUss MMOKapAa U3-3a NopaKeHUs MeJIKUX
KOpOHapHbIX apTepui. Cepaue 4acTo nopa)caeTcs TaKxKe npum
MUOTOHNYeckon ancrpodpumn (6ose3Hb CterHepTa), HO Bblpa)XXeHHas
KMI c nporpeccupyiloulen cepaeyHon HeAoCTaTOYHOCTbIO
BCTpeuyaeTtcs pexe - y 10% 6onbHbiX. UHOraa KMI' passuBaeTcs npm
nporpeccupyrouien MmbiluedyHou aucrpocdumm roweHHa. [leTckas
¢dopma aTon 60n1e3HM, HauaBLWIKCb B 3-4 roga, MOXXeT NPpUBECTU B
Bo3pacte 20-35 nert K CMepTH OT Nporpeccupyloulen cepaeyHom
HeAoCTaTOYHOCTU. PassinuHble U3MEeHEeHUs B cepaue
o6Hapy>xuBaroTCa U NpU APYrMx MMornaTusax, HO OHM He NPUBOANAT K
KMI.



bone3Huu obMeHa BellecTs

feMmoxpomMaTo3

FeMoXpoMaTo3 - OTJ/IOXKEHMUE XKeJie3a B Buae remocmaepvHa
B MNapeHXUMaTO3HbIX OpraHax. B KJlacCMUYeCKux cny4vyasx
Oo6Hapy>XMBaloTCA NMrMEeHTaLMnA KOXXU, cCaxapHbli anaber
("6poH30BbIN" AnabeT), renatoMeranusa. FremocnaepviH
OTKJ1IaAbIBaeTCA TaK)Xe B cepaue. KnmHnueckas KapTuHa
nopa)xeHusi cepaua scrpevaercs y 20-25% 60s1bHbIX
remMmoxpoMmato3oM. PaseuBarorca KMI, pasnnyHbie
HapyLweHUs pUMTMa, cepaeyHasl HeoCTaTO4YHOCTb.
®unbpo3Hble N3MeHeHns cepaeyHOMN MbIllLbl U3-3a
OT/1I0)KEHUW reMmocaepuHa MOryT NpMBOAUTDb K
PECTPUKTUBHbLIM U3MEeHeHusIM 6e3 aunartauum 1eBoro
enyaouka. YUuntbiBasa npeMMmyulectBeHHoe 3aboneBaHue
MY)>X4YMH BO BTOPOM NMOJIOBMHE YXU3HU, HE BCeraa MOXXHO
OTINMYUTDL cneunduueckoe nopaxxeHme cepaua ot UbC.



Cepaue npu remoxpoMartose




MIMKOreHo3bl

HacnepcreeHHble 3a6oneBaHus € U36bITOYHBIM
OTJIOXKEHUEM IJ/IMKOreHa B Pa3/INYHbIX OpraHax U TKaHsX.
N36upaTenibHOE nopaxxeHue cepala XxapakTtepHo ans
rnmKoreHosa 2 tuna - 6onesxum Nomne, kotopasi 06bLIYHO
HauMHaeTCcs B Bo3pacTe 2-4 MeC HapacTarowiem
KapauoMerasiuey, oabllKoW, noxyaaHneM. TUNUYHbI TaKxe
MbilLUeYHas rMNoTOHMUSA, Makpornoccusa. MHoraa ysennuyeHa
neueHb. Yawie Bcero aeru nornbaror ot cepaevyHomn
HeAOCTaTOYHOCTHU B NepPBbIA roa XXu3Hu. MeHee Bbipa)XxeHHoOe
yBe/imyeHue cepaua BO3MOXKHO NpU rriimkoreHosa 3 tmna -
6onesHn ®opbca -Kopu. XapaKkTepHbl 3HaUYUTESIbHOE
yBeJinueHne neyeHn, mmonatuun. NMporHo3 6naronpmaTHbIN,
TaK KaK K nybepTaTHOMY nepuoay nporpeccuposaHue
60ne3HM npekpaulaeTcs. TsHkenon cepaeyHoun
HeoCTaTOYHOCTU He 6biBaer.






Mykononucaxapuao3bl (raprominsm).

boneroT Manbuuku. bonesHb HaUMHaeTcs B Bo3pacTte 1-2 neT u cBf3aHa C
n36bITOYHbIM O6pa3oBaHMEM U OT/IOXKEHMEM B TKaHAX MYKOMNoOJZIMCaxapuaos.
B HEKOTOpbI3 C/lyyasax Nopa)keHUueM cepaLa BbIXOAUT Ha NEPBbINA N1aH:
pa3BMBaeTCsA AnNaTalMOHHAas KapAUOMMONAaTUA, BO3MOXXHbI pa3J/iInyHble
LWYMbl, CBAi3aHHbIE C pacLUMpeHUEM NoJiocTein cepaua. MHoraa nopakarorcs
CTBOPKM MUTPaAJIbHOIO U aOPTaJIbHOIro KJlanaHoB, U pa3BMBalOTCA CUMIMTOMbI
COOTBETCTBYHOLIMX MOPOKOB. HYalle BCTpeyaroTCs MUTpasibHaA U aopTtasibHas
HEeAOCTAaTOYHOCTb, AOPTaJibHbIX CTEHO3, ONUCaHbl peAKue cyyaum
aopTasnibHOro creHo3a. Boamo)xxHo paHee pa3sutue UbBC c TMNUYHBIM
CUMHAPOMOM CTeHOoKapaAuu. [lnsa rapronimaMa XxapakTepHbl BHELWHUE CTUIMbl:
HenponopuuasibHoe TenocsoxeHue (Kngo3, KOpoTKUE HOrM, KOpoTKasa u
TOJICTas wWwesn), Toncrblie rybol, yronuweHme HaabpoBHbIx Ayr, 6onbluasn
ros1oBa,yBeJinueHue fA3blika, BbinagaroLllero u3 nosiyoTKpbITOro pra.
Bo3MOXXHbI pa3finyHbie AedopMaLMm CKeslieTa, renatocrnieHoMeranams,
rpbbkun. bosibHble 06bIYHO YMUPAIOT elle A0 NPOAB/IEHNN TAXXENI0M
cepae4yHoOM HeAoCTaTOYHOCTU, HO MHorga MoryT AoXuTb Ao 10-30 net n
TOrga CMepTb HacTynaeT u3-3a cepgedHoun naronornn. Hambonee nsyueHHom
Pa3HOBMAHOCTbIO HAaC/1eACTBEHHOro MyKonosimcaxapuao3a aBnsieTcs
6one3sHb MNpayHanepa-Xypnep.



[apronnn3Mm (6onesnb MNdayHanepa - N'ypnep)




Jimnouaosbl.

PazButne KMI' onncaHo TO/1IbKO NpU oYeHb peaAKo BCTpeyvyalouieMcs
HapyLweHuu otnoxeHuna pocaTnaos - 6onesHn ®abpwm,
AOMMHAHTHOM 3a6oneBaHuK, cuernJiIeHHbIM C NosIoM. boneror
MY)>XUYMHbI. XapaKTEepHO NopaxeH!e KOXXU U CJZIN3UCTbIX o0bonouek:
He6oNnbluMe aHrMOMbl pa3MepoB OT OCTpuA A0 6ys1IaBOYHOU rOI0BKM,
npeMMmyLiecTBeHHO Ha rybax, wekax, noaKkpbuibLOBbIX BNaguHax, B
0651aCcTn KOHUEeBbIX panaHr, nynka, MOWOHKN. TUNMUYHDI
ancrpogpuyeckmne nsMeHeHus poroeuubl. CoueTtaHue 3TUx
W3MEHEHMUI OTPaXKeHO B Ha3BaHuu 6onesHu - audcysHas
aHrmokepartoma. TUNUYHbBbI apTepuanbHasi rMNepTeH3us,
Ba3OMOTOPHbIE PaCCTPOMCTBA, CHMKEHUE NOoTOoAEIEHUS, MOYEYHbIN
BAaCKYJIUT, NPUBOAALLMINA K IMUKONMNUAHOW HedponaTumn, CUHAPOMY
noaMyp1mn - NOANAUNCUM U B UTOIe K NOYEYHON HeAOCTAaTOYHOCTM!.
Mopa)xeHue cepaua NPoABAAETCA KapAnOMerasmeun, pas/imiHbiMK
HapyLleHUSMU PpUTMa U NPOBOANMOCTH, CepAeYHOMN
HeAOCTaTOUYHOCTbIO. BCTpeyaroTcs nopaxkeHus cepaua, nogobHble
runeprpodmnueckoin kapamommonaTuun. bonbHble nornbaroT yauwe
BCEro OT YypeMum , pexxe oT nporpeccupyouien cepaevyHomn
HeAOCTaTOUYHOCTM.



Mukpouedanua npm rraAiMkoreHose




Mukpouedanuma npm raiMkoreHose

’ .-




OAnddpy3Has aHrmokepaTtoma




AMunouaos cepaua.

TunM4HO nopa)keHwe cepaua Npy NepBMYHOM aMmusiionaose,
KapauonaTnyeckon bopMe HacneaCcTBEHHOr0O ceMeMHOro aMmmiongo3a 1 npu
CTapyeckoM aMmunoungose.

[py nepBMYHOM aMuionao3se cepAle nopaxaerca y 75-85% 60nbHbIX:
HapacTaeT KMIM n pedpakTepHas K fle4eHnio cepaevyHas HeAoCTaTOYHOCTb. W3-
3a TOro, YTo aMuouna OTKIaAblBaeTca NoA SHAOKAPAOM, B UHTUME KOPOHAPHbIX
apTePUN, KIIMHMYECKas KapTUHa aMnioMao3a cepaua MOoXeT NpoTeKkaTb noa
MacKoW Apyrux 3aboneBaHuni. B psiae cnydaeB HapyLLAeTCs HE CTONbKO
coKkpaTuTesnibHast PyHKLMS NEBOrO Xenyao4dka, CKO/IbKO ero Anactosinyeckas
YHKUMSA, U TOraa KIMHUYECKas KapTUHA HAaNOMUHAET PECTPUKTUBHYIO
KapavoMuonaTtuto. Npyn amMmnnonao3e NeBbIV XENyAoYeK He paclnpsieTcs, a
OTMeYaeTCd yBennyeHne 1eBoro npeacepans n npasoro xenyaoyka. OTioxeHue
ammnouga B npeacepansx MoXeT Bbi3blBaTb CAAB/IEHME BEH U pa3BUTUE
CMHAPOMa BEPHEMN MOJSION BEHbI, B KNanaHax cepaua - pa3M4yHbIe MOPOKK, a B
KOPOHapHbIX apTepusix - pa3BuUTMe OCTPOro MH@apkTa M1Mokapaa. BoamoxxeH
KOHCTPUKTUBHbIN NEPUKApANT M3-3a aMWIoMA03a Nnepukapaa.

[ns BTOPUYHOro aMmnnonaosa KIMHUYECKN BbipaXXEHHOE MopaXkeHue cepaua v
pa3sBUTUE KapAUOMErasium He XapaKTepHbl, XOTA OT/IOXXEHWe amunonaa
BCTpeyvaeTcs Y 54% 60nbHbIX.



'ncronorusa ceppua: aMmuionaos.




O)xxupeHue

BONbLWIMHCTBO aBTOPOB BbifensieT obMeHHO-afiMMeHTapHoe (aJiIMMeHTapHo-
KOHCTUTYLMOHAJIbHOE) O)XXMpeHUue, BCTpeuyaroweecss Hanbonee 4acro, NPBUYHO
HepebpanbHoe OXXMpeHue U SHAOKPUHHOE OXXUpEeHUe MNpu rmnoTupeose, CMHApoMe
n 6one3Hn KywmHra, cHmxeHue pyHKLUMM SUYHUKOB U psige Apyrux CAHAPOMOB.
N3MeHeHuns cepaevyHO-COCYyAUCTON CUCTEMbI UIPalOT BeAyLlyro posb B
KJINHUYECKOWU KapTuHe o)xxupeHus. MNpu nporpeccMupoBaHum OXKMpeHusa cepaue
OKPY>KaeTCsl YKMPOBbIM NMaHLUMPEM, XXMP OTKNaAbIBaeTCA B COeAUHUTEJIbHO-
TKaHHbIX NPOC/IONKAX MUOKapAa, 3aTPYAHAA €ero COKpaTMTeNIbHYH0 (hyHKLMIO.
NMoMMMO 3TOro yBesIMuMBaeTCsa pUCK pa3BUTUS aTepPOCK/iepo3a U NOoBbILAeTCA
apTepuanbHOe AaBJZieHue, B TOM uucne y Mmosnoabix 60sbHbIX. Bce 3Tn paKTOopbI
NpUBOAAT K YBEJIMMEHUIO pa3MepoB cepaua 3a CYeT runeptpodpum u amnatayum
060MX XenyaoukoB, 0C06eHHO neBoro. KnmHnyeckas KapTMHa nopa)eHus cepaua
NpPaKkTUYECKN He oT/IndYaeTca ot TakoBou npu UBC n apTepuasibHOW rMNepTeH3um.

Oco60ro BHMMaHus TpebyeT CMHAPOM "OXKMpEeHue - rMnoBeHTuNaAumnsa”
(cuHnppom lNMukeuka). TMNUYHO coueTaHue BeayLwmnX NepBUYHbIX CUMNTOMOB
(o)xnpeHune, rMunoBeHTUNSALMS, NOBbILLEHHAsA COHJINBOCTb) C BTOPUYHbIMMU
cumnToMmamu: Anddy3Hbii LMAHO3, NCUXUUYECKNE HapylueHus. XapaKTepHa
aMmcbpu3sema nerkmx u cbopmMmmpoBaHme 1Iero4yHoro cepaua. Hekoropbie aBTopbl
CUMTAIOT 3TOT CAMNTOMOKOMIJIEKC HacneACTBEeHHbIM. Hale 6051er0T )KeHLWUHbI.



"CnopTuBHOE" cepaue

Y CNOpTCMEHOB, TPEHUPYIOLKUXCHA B OCHOBHOM Ha BbIHOC/IMBOCTb
(6eryHbl- MOpOOHLbl), NJI0BLbI HA AJIMHHDbIE AUCTAHLUUM, NIbDKHUKMU,
aJIbMUHUCTDbI U AP.), TMNUYHO pa3BuTHe (hn3noNI0rMyecKoi
AWnaTauuM Kamep cepaua v runeprpopmun MMoKapaa, He
NpeBbILAILWKNX BEPXHUX FPaHUL, HOPMbI. TMnepTpocus u
TOHOreHHas AuaTauMsa NpaBbiX KaMep BO3HUKAKOT U Y TeX
CMOPTCMEHOB, KOTOPbIM HE0O6X0AUMbBI KPAaTKHUE, HO CUJIbHble
MbILLUEYHbIe HaNpsXKeHUs, CBA3aHHbIe C 3aeP)XXKOi AbIXaHUSA Ha
BAOXE U YXYALUEHUEM B CBA3M C 3TUM JIEFOYHOIr0 KpoBOO6paLleHus.
Upe3MepHble MbilleYHbI€ Hanpsi)XeHUsl MOryT NpUBecTy K
aucTpodmmn Mmokapaa scneacreue (husnyeckoro nepeHanpsHxeHus
M NaToJIOrMYecKoMy CIOPTUBHOMY CepALly, KOTopoe pa3BUBaeTcs
yalye BCero NocreneHHo 1 NpPosiBSIeTCs B NPOrpeccupyrolem
yBeJInueHUM ero pasmepoB. B Hauane coxpaHsieTca npucylias
cnopTcMeHaMm 6paaukKapaMsa U CHM)KEHHOEe apTepuasibHOoe faBJIeHMe.
OanbHeWllas AMHAMUKA COCTOSIHUA 3aBUCUT BO MHOIOM OT
noseaeHus cnoprcmeHa. Npu HebnaronpmMaTHbIX

ob6croaTenbcTrBax KMIN nporpeccupyert, n nocreneHHo BO3HUKAIOT
CUMINTOMbI CepaeYHON HefOCTaTOYHOCTMU.



Onyxonu cepaua

lNepBUYHbIE OMNYXO0JZIM cepaua - peakoe
3aboneBaHMne, KOTOpoOeE BbISIBJISETCA He
yauye, 4yem B 0.5% oT BCex onyxonemn.
NepBUUHbIE ONYX0JIM cepAaLua 06bIYHO
6biBaloT AO6poKauecTBEeHHbIMM.
BTOpu4yHble OoNyXxosiu cepaua
BCTpeyaroTca B 20-40 pa3 yalye.



Mukcoma

O6pa3oBaHue WapoBMAHON UM nonmnoobpasHon cpopmbl, pactyuiee u3
3HAOKapAa npeacepavn, o6bIvHO NneBoro. UCKounTenbHO peako
BCTPEe4YaloTCA MUKCOMbDI XXeJlyAA0UKOB UM K/1anaHoB cepaua. boneror
moau B Bo3pacte 30-60 net, yawye xeHwmHbl. MMKCOMbI peako
Bbi3blBaeT KapAanoMeranauio: o6bI4HO onpeaensieTcs JiMWb yBeJiInYeHne
NeBoro npeacepavs, MoXet 6bITb CBOeobpa3Han ayCKy/bTaTUBHas
KapTUHa, CBsiI3aHHaA C PYHKLUMOHANIbHbIM MUTPaJZibHbIM CTEHO30M,
KOrga onyxoJib Ha HOXKKe CNyCKaeTCs B BOPOHKY MUTPaJibHOIo
K/lanaHa. 1 TOH Ha BepXYLUKe YCUJIEH, U ero XapaKTep MoXXeT
M3MEHSATbCS B 3aBUCUMOCTHU OT NOJI0XKEeHUN 60/1IbHOro, BbIC/TYLUMBAKOTCS
BapuabenbHble AnacTo/IMYeCcKMe WyMbl, MOXKeT 6biTb CnbilLueH "WaenokK
onyxoJsin" - AMacTo/IMYECKUN HU3KOYACTOTHbIA TOH, BO3HUKaIOLUMMH
yepes 0.08 - 0.12 c nocne 2 TOHA, TO €CTb NO3)Ke, YeM 06bIUHbIN
BbICOKOUYACTOTHbIA MUTPaJibHbIN WeNYoK. O6Las KAMHNYecKas KapTMHa
MOXXET NPOSABNATbLCA IMXOPAAKOMN, YacTbiMM O6MOpOKaMKU, pa3BUTUEM
cuHapoMa Mopranbu-3aeMc-CToKCa B MOMEHT 3aKYyNOpPKU ONnyXoJibio
NeBOro aTpUOBEHTPUKYJISPHOr0o OTBEPCTHUS.

NHdopMmaTUBHA 3xoKapauorpadus.



MMUKCOMa J1IeBOro npeacepaus







“Onyxonb” cepaua, BbisBaHHas
MHBa3ueu ieHTeua.




Ocobu neHTteua, U3BsieyueHHbIe U3
“onyxonun” cepaua.




PabagoMmuomMma.

Camasn pacnpocTpaHeHHasi U3 ,06poKauyeCcTBeHHbIX

MHTPaMUOKapAUnaJbHbIX ONyxoseun, coctasnaowan 20% ort uumcna
AobpokayecTBeHHbIX ONyxoJsier cepaua. Yawe BcTpevyaeTcs y AeTeu.
HexkoTOpbiMM aBTOpaMM pacCMaTPUBaAETCA KaK raMapToMa Uam
BpOXXAeHHOe HapyLueHue yrnesogHoro ob6meHa. O6bI4yHO MMeeT
MHO)XECTBEHHbIN XapaKTep, MOXXET COYETAaTbCA C ONyXoJibi MOYKHN U C
Ty6epKyne3sHbiM CKJIEPO30M KOPbl FOJIOBHOIrO MO3ra, KOTOpbIi
NposiBNSETCA YMCTBEHHOW OTCTaJIOCTbIO U BHYTPUUYEpenHbIM
o6bi3BecTB/IeHMEeM. BO3MO)XHO yBeJiMueHue pa3MepoB cepaua, uto
3aBUCUT OT KOJZIMYECTBA Y3J/10B U UX pa3MepoB. BbibyxaHue y3n0B B
NnoJ1IOCTb KaMep cepAaLua MOXXeET CUMYJIMPOBAaTb CTEHO3bl KJ1anaHHbIX
OTBEpPCTUiA, a Y3Jibl, PacnoJiIoXKeHHble B Neperopoake, MoryT Bbi3blBaTb
pa3/iInyHble apuTM1UU, HapyLUeHUs NPOBOAMMOCTU U BHE3arnHy CMepThb.
NMocTeneHHO nporpeccupyeTt cepaevyHas HeAoCTaTOYHOCTb U
yBe/IMunBaloTCcsa pa3Mmepbl cepaua. NHPopMaTUBHBDI
aHrmokapauorpadpusa, axorpadpusa, KOMNbrOTEpPHass TOMorpadgus.



3/10Ka4yeCcTBeHHbIe ONyXOo/n
cepaua

CapkoMa - HanboJsiee 4YacTo BCTpeUyaloLwWasca 3/i0KayecTBeHHas onyxoJib
cepaua, yaule BCero MCxoauT U3 SHAOKapAa npaBbiX OTAENO0B cepaua.
O6bIYHO BO3HMKaeET 6bICTPOo pacTywimm y3en, pexe - ancddysHas
nHpunbTpauusa cepaua. NMpossnserca caaB/ieHUEM KPYINHbIX BEH U
KOPOHaPHbIX apTepuN, OKKJTI0O3MEN KJ1anaHHbIX OTBEPCTUMN, BbICTPO
nporpeccmpyouien cepaevyHom HefoCTaTOYHOCTbIO. TUMNMUYHDI
Bblpa>XeHHbIX 60/1€eBON CMHAPOM, 6bICTpOE yBeinueHme pa3mMepoB cepaua,
reMmonepukapa, pas/imuHbie HapyweHus putMa. CMepTb HacTynaer u3-3a
TSHKEJSIOU cepaeyHOU HeAOCTaTOYHOCTU UIM MeTAacCTa30B B YKU3HEHHO
Ba)XHble opraHbl. Bo3MO)>xHa BHe3anHas cMepTb. MHOrga BCcTpeyarorcs
3J/I0Ka4YeCTBEHHblIe TepaTOMbl cepAla, NpoTeKarowme Co CXOAHOM
KNMHUKOU. Mcnonb3yloT peHTreHorpaduio, Tomorpacdmio cepaua,
peHTreHokuMorpaduiro, axokapamorpadpuio, paamon3oTonHoe
CKaHUpoOBaHMe cepaua, KOMNbIOTEepHY0 ToMmorpacgpuito. Ha KT -
pa3J/inyHble HapylleHUs pUuTMa, BO3MOXXHbl MH(apPKTONOAO6HbIE
N3MEHEHMUS.



CapkomMa cepaua




BTOpu4yHbIE ONYyX0/1M cepaua

Haunb6onee yacrto metacrasbl B cepaue AalOT ONyX0J1M JIerkoro,
MOJIOYHOM XKene3bl, 3/I0KaYeCTBEeHHble Me/laHOMbIl. BO3MO)KHa JIeMKO3HasA
MHPUNbTPaUna MMOKapAa Npyu pas/iMuHbiX reMobnacro3sax.
KpynHoy350Bble MeTacTa3bl AUaMeTpPoOM A0 5 CM U3MEHSAIOT
KoHdUrypaumro cepaua, moryt npmsectu K KMl ¢ nporpeccupyrowien
cepaevyHoOn HeAOCTaTOYHOCTbIO U HApPYLUEeHUSIMU pUTMa.
NMonunoo6pa3sHblie MeTacTa3bl B NOJZIOCTAX cepaula MOryT CUMy/iMpoBaTth
NOPOKM cepAaLla.

Menkoy3sioBble MeTacTa3bl AMAMETPOM A01 CM yalle paccesiHbl No
3NuKapAay v nepukapay, Bbi3blBaloT 60/1€BOV CUHAPOM, CJbILLIEH LWYM
TpeHua nepukapaa. Bo3aMoxeH CUHAPOM BEepXHEW NOJIOU BEeHbl, BbINOT B
noJ1oCTb Nepukapaa. TMNUMYHbl CAMNTOMbI MHTOKCUKALIMU, CUMIMTOMBbI
nepBMYHOM ONYXOJIM U METAaCTa30B APYrou JIoKasn3auum.



NEPUKAPOAVUAJIbHLIE BbINOTHI

Ixokapauorpadusa - Hambonee achheKTUBHLIA U
AOCTYINHbIX MeToA ANArHOCTUKK, 06napatomm
AOCTAaTOYHOMN YYBCTBUTEJIbHOCTbIO U cNelnpPUUYHOCTbIO,
NnPoOCTOMN B BbINOJIHEHUN, HEMHBA3UBHbIN, 6e3BpeaHbIN;
MOXeT 6bITb BbINOJIHEH Y nocTenun 6onbHoro. Mpm
Ha/IMuMn HeboNbLUOro BbINOTa B Nepukapae
BbiSIBJZISETCA OTHOCUTE/IbHO CBO60AHOE OT 3X0-CUMrHana
NPOCTPAHCTBO MeXAY 3aZiHeM YacCTbio NepukKapaa v
3ailHEeN 4YacTblO 3ANMKapaa NeBoro xenyaouka. Mpm
6onbLieM 06bemMe BbINOTa 3TO NPOCTPAHCTBO
pacnoJsiaraeTcs Mexxay nepeaHen 4acTbio nepukapaa
NpaBoro xesyaovuka u napvetasibHOM 4acTbio

nepukKkapaa HenocpeacTrBeHHO noa nepegHen rpyaHom
CTEHKOM
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Knaccndpmkauma nepukapauTos

. OcTtpble nepukapantbl (MeHee 6 Hen)

. DU6PUHO3HDLIN
. BbinoTHOM (C YKa3aHMeM XapaKTepa BbinoTta)

. MopocTtpbie nepukapanTbl (0T 6 Hea oo 6 mec)

. KOHCTPUKTUBHbDLIN
. KOHCTPUKTUBHO-BbINOTHOM

. XpoHnuyeckue nepukapauntbl (6onee 6 mec)
. KOHCTPpUKTUBHbDLIN

. BbinoTHOM

. AareamBHbI (HEKOHCTPUKTUBHDbIN)



Knaccudukaumsa nepuKkapauTos

A. IHPEeKUMOHHbIe NepnKkapanTbl
1. BupycHbin
2. bakTepmanbHbl (THOWNHbIN)
3. Tybepkyne3Hbiu
4. pnbKOBbLIV
5. [pyrmne nHdekumm (CUpUNUTUYECKNN,
napa3nTapHbIn)
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Knaccudukaumsa nepmKkapauTos

[1pn oCTpOM MH(apKTe MMoKapaa
[1pn ypemumn

[1py HOBOOOPa30BaAHUAX

[1pn Mukcepeme

. XONecTepnHoOBbI
. Xunonepukapza

[py TpaBMax a) NMpoHMKaLWmMX 6) He NPOHMKAKOLWMX

[1pn aHeBpu3Me aopThl

[locTny4yeBble

. CBsI3aHHbIE C HannumeM aedekTa B MeXnpeacepaHon neperopoke
. CBSI3@HHbIE C TSXXENON XPOHNYECKON aHEMUEN

. Mpn NHPEKUMOHHOM MOHOHYKJ1E03€e

. MNpn cemenHon cpean3eMHOMOPCKON NTMXOpaaKe

. CemerHble nepukapanTbl Mulibrey nanism'

. [lpn capkounpgose

. OCTpbI AMONATUYECKMM



Knaccudpukaumusa nepmkapavToB

1. PeBMaTUUYeCKUM.
2. KonnareHoBble cocyaucTblie 3aboneBaHus:
a) CUCTeMHas KpaCcHas BOJIYaHKa;
6) peBMaTOMAHbIA apTPUT;
B) CK/ZiepoaepMus.
3. Bbi3BaHHbIE JIeKapCTBEHHbIMU NpenapaTamMu:
a) HOBOKaAaMHaMMAOM;
6) ruapanasvHoM;
B) APYrMMM.
4. NMocne TpaBMbl WM NOBpeXAeHUA cepaula:
a) nocne nHdapkTa Mmokapaa (cmHapom [ipeccnepa);
6) nocTnepMkapaAnoTOMHUUYECKUMN.



KnnHmnka octporo pmnbpunHo3HOro (Cyxoro) nepukapauTa:

- obLwee HegoMOraHue, TKECTb WM HeornpeaesieHHble 601u B rpyam
(vHorpa orparouwime B LUEUHYIO 30HY), HENPOAYKTUBHLIX (T.e. 6€3 MOKpPOTbI)
Kawesnb, cybcdebpunbHas TemnepaTtypa. bosm 06bIYHO YCUMIMBAKOTCA B
NMOJIOXKEHUM Jiexka. ITU NPU3HAKN HepeaAKOo pacLeHUBaKoT KakK "oCcTaTo4YHble
SIBJ/IeHUS1 NHEBMOHUKN", "XpoHnuecknm 6pouxut”, OP3 u 1.4. Mexay Tem
Hepacno3HaHHbIW BOBPEMS NEepUKapAUT MOXXET NoBJieUub 3a CO60M pa3/inyHbie
OC/I0)XHEHMS BIJIOTb A0 NaHUMPHOro cepaua. MaTtorHOMOHUYHbIA CUMMNTOM
nepukapauTa - lyM TPeHus nepukKapaa; ¢ nepebix AHeWn 60n1e3HU OH
BbIC/TyLUMBAETCA HaA rPpyAuUHON npu cuasayeM (UM C HAKJIOHOM Brniepepn)
Nnoso)KeHun 60/1IbHOro; OH C/NbILIEH KaK B CUCTOJY, TaK U B aUacrony,
yCU/IMBaeTCs Npu HaKJIoHe rosiosbl Ha3zaa (cuMmnTtoM Nepke), 0coO6eHHO ecnu
nocusibHee npwxaTtb MeMbpaHy (hOHEeHAOCKONA K KOXXe rPyAHOMN KJIETKU; TOHbI
cepaua He U3MEHEHbI.

NHoraa Ha6bnoaaloTca HapyweHUs r0TaHusa, OCUMIMJIOCTb rosioca (ecnu
BOCNaJ/ieHMe nepexoauT Ha NULYeBoa Uau Bo3BpaTHbIW HepB). MNMybc, Kak

NpaBuJ10, HECKOJIbKO yckopeH, Al C TeHAeHUMen K CHMKEHUIO.



JKCCYyAATUBHbIN NepuKkapauT

lNepukapauTt

MeamumHCcKMM XuB




CxeMaTnyeckmne n3obpakeHnst NnepnkapanToB:
a) GnbpunHO3HbIN (Cyxon); 6, B) — 3KCCYyAaTUBHbIN;
r) — aareanBHbIN (CNUMYMBLIN); A) KOHCTPUKTUBHBIN.

D D D
@oprt REPUKIPRNTOS: & — CYXOH (depuHosHbm ) nepuKapanT; 6, 8 — SKCCYRSTHEHLIT REDUKSDANT, I —
SRrEINEHLIT (crunwmssli ) REPMKSDANT, B — KOHCTDRETHERLIN NEDRKSDANT



Ro-rpamma rpyaHoun knetku n SKI npm
BbiNoTe B nepukapa




syl

Puc. 9.8. 3KT npu octpoM nepuxapaure. Or™MedaeTcs 3HAYUTETLHOES CHIYDRE—
HHe BoibTaxa 3y6uoB DKI m xOHKOpnaHTHOe CMemeHHe cermenTa RS—T
sorue H3omuHuK B oreenenusx 1, 11, 111, aVL, aVF, V —V,.
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IxoKI' npu nepukapananbHOM BbINoTe



®unbpnHO3HbLIN NepukapanT (Makpornpenapar)




Npu cepaeyHON HEAOCTAaTOYHOCTHU, pexe Npu Apyrux
COCTOSIHUSAIX, CONMPOBOXXAAIOLWMNXCA aHACapPKOU, MOXKeT
BO3HUKHYTb ruaponepukapa. Konmuyecrso XMaxKkocTu
06b14HO He npesBbiwaeT 300-400 mn, YyTO cCaMo Nno cebe
MaJio BJIMSIET Ha NoKa3aTesiu reMmoaAMHaMUKu. bonu B
0J1aCTU cepAaua M WyM TPpeHUs NepuKapaa He XapaKTepHbl.
O61bEM rmaponepukapaa CTaHOBUTCS HAaCTOJ1bKO 60/1bLUMM
, YTO HapacTaloT CMMNTOMbI TaMrNoHaAbl cepaua. BbinoT B
NnoJ1IoCTU NepukKapaa TMNMYeH AJsiIs MMKceaeMbl, U Horaa
KOJINYECTBO XXMAKOCTU AOCTUraeT OrpoMHbIX pa3mepos (
Ao 4 n), HO CMMNTOMbI TaMNOHaAbl cepaua 06bIYHO He
BO3HMKaIOT. JleueHne TupemogHbiMM ropMOHaMU NpUBOAUT
K NMOJIHOMY pacCacbiBaHMUIO BbIMNOTA.



HeBocnanuTtesibHbie BbINOTbl B NOJIOCTU
nepukapaa.

Npu cepaevyHON HeOQOCTAaTOYHOCTHU, pPeXe Npu Apyrnx
COCTOSIHUSAX, CONMPOBOXAaloLWUXCA OTEKaMM, aHacapKown,
MOXXeT BO3HUKHYTb rugponepukapa. Konmyecrso XXuUaKocTu
00bI4YHO He npeBbiwaeT 300-400 mn, 4yTO camo no cebe mano
BIfIUSieT HA NoOKa3aTtenu remoguHamMmukun. bonun B onactu
cepAua v WyM TPpeHUs nepukapaa He XapaKkTepHbl.

B peaAKkux cny4yasx KonM4ecTBO XXUAOKOCTU B NOJIOCTHU
nepuvkapaa CTaHOBUTCS HACTOSNIbKO OOSMbLIMM , YTO HapacTaloT
CMMNTOMbI TaMMOHaAbI cepaua.

BbINoT B NONIOCTU Nepukapaa TUNU4YeH ang Mmmkceaemol, v
MHOrAa KOJINYeCTBO XUAKOCTU AOCTUraeT OrpOMHbIX
pa3mepoB ( Ao 4 1), HO cMMNTOMbI TaMNOHaAbI cepaua
OObIYHO He BO3HUKaHoT. JleyueHue TMpenoaHbIMU ropMOHaAMM
NPUBOAUT K NOSIHOMY paccacbIiBaHUIO BbINOTA.



TexHUKa NYHKUMU nepukKapaa

Puc. 13. Ilynxyua nepuxapda.




KOHCTPUKTUBHbIA NepuKkapanTt

O6bIYHO BCTpeYaeTcs B pe3y/sibTaTe XpPOHUYECKOro
TybepKynesHoro nepMkapauTa, a TaKkxxe nocsie rHomHbIX
nepukapauToB, paHeHUn obnacTu cepaua, pexe - nocne
onepauum Ha cepaue v B pesyJsibTaTe peBMaTU4YeCKoro
nepukapauTa. B nocnegHee BpeMs onucaHbl
KOHCTPUKTUBHbIE NepuKapaAuTbl NOC/e pas/iInuHbIX
6aKkTepmnasibHbIX U BUPYCHbIX OCTPbIX NepuKapauToB.

JlyueBoOe nopaxxeHue cepaua B pe3sysbTate
o6s1yueHMen npm onyxonsax cpeaocTreHUs uJin MOJIOYHOMU
yKesie3bl MOXKET NpuBecTyn, Hapsay ¢ ancdpPpy3HbIM
¢dnbpo3zom Mnokapaa, He CNOCO6GCTBYIOLNUM
3HauUMTeNIbHOMY YBeJIMUEHUIO pa3MepoB cepaua, K
3HauuTeNbHbIM (pMO6PO3HBIM U3MEHEHMAM B NepuKapae C
KJIMHUYECKON KapTUHOU KOHCTPUKTUBHOIO NepukapauTa.



HavyanbHasa ctagua pybuoBoro caassieHUs cepaua
NpoABASieTCA OAbILLKOW, OAYT/I0OBATOCTbIO 1NLA,
HabyxaHueM WenHbIX BeH, Npyu 3TOM 60/1IbHOU MOXKeT
CMOKOMHO J1eXXaTb FrOPU3OHTAJIbHO U He ULLET BbICOKOIo
n3ronosbs. NysibC MasoOro HanoJIHeHus1, TOHblI cepaua
o6bIYyHOM 3BYYHOCTU. Pa3Mepbl cepaua B 3TOT nepuopa
U3MeHeHbl MaJ10. XapaKkTepHo o6Hapy)xeHue 6onbLuon
NJIOTHOCTU NeYeHu, nocreneHHo popMmupyercs
ncesaounppos lNuka.

Bbipa)keHHasi CTafAUs KOHCTPUKTUBHOIO NnepukapauTa
NPoSIBNSIETCA NOCTOSAHHOMW OAbILLKOM, YBEJINYMBAIOLLEeNCs
npyv Mmanenwen (pmsanyecKom HarpyskKe, Bbipa)X€HHbIM
3aCTOEM B CUCTEeMe BepXHeMN NnoJiIon BeHbl U NOPTaJIbHOM
cucrteme. OTekn Ha Horax yatie OTCyTCTBYHOT. ®YHKUMHN
rneyeHu HapyLwleHbl He3HAYMTEJIbHO U BO3BpPaLLaloTCA K
HOpMe nocse IMKBUAAUUM caaBJieHus cepaua.



BepXyLeUyHbIX TOTYOK OTCYTCTBYET, BOSMOXHO
CUCTONINYECKoe BTshHXeHMe B 06/1acTn BepXyLUKU
(cumntom Canun-YyaHoBckoro). Nynbc
ocs1abneHHbIN, 4YacTo NapaAoKcasibHbIN,
apTepuvasibHOe AaBJieHue ymMepeHHO CHMXeHo. MNMpwm
ayCKyJ/ibTalMun cepAua Yy nosioBUHbl 60J1bHbIX
onpepensieTcs "nepukapavanbHbIv CTYK" Um
6poCoK - NnepuKkapa-TOH B NPOTOAMACTOJ1€, KOTOPbIN
Bbi3blBaeT TPEeXUJ/iIeHHbI pUTM (NOCTCUCTOJIMUYECKUMN
pUTM ranona).l'paHuubl yYMEpPEeHHO YBeJ/INUYEeHblI.
BO3MO>XHO pa3BUTUA CMIAeYHOro npotuecca B
nJjieBpasibHOM NOJI0CTU, o6pa3oBaHune
nJeBpornepuKkapavasibHbiX Craek.



OAuncTpodmueckan CTaama XapakTepusyeTcs aHaCapKoum
M NOJZIOCTHbIMM OTEKAMM U3-3a FMNONpPoOTEMHEMUMU, B
YAaCTHOCTM BCJ1IeACTBME Nporpeccupyrowlero HapyLweHus
(pyHKLUMM NneyeHn: BO3HUKAIOT Tpohmnueckume
PacCTpOMCTBA , TMNMUYHA MepLaTesibHas apuTMMUS.
PeHTreHo/iormyeckoe mccrniegqoBaHve yailye Bcero
BbIIBJZISIET Cr/ia)kuBaHue Ayr cepaua, BUAHDbI
IKCTpanepukapavanbHble cpalleHus, MHoraa -
cAaBJIMBaloLlaa cepaue Kancysia. B HeKoTopbiXx
cnyyvyasix cepaue npuobpertaet popmy canora. BepxHsas
nosiasa BeHa pacwupeHa. Ha 9KI yvacTto HaxoaaT
pacwimpeHue 3ybua P, HU3Kku BonbTaxk komryiekca QRS wm
oTpuuaTesibHbiX 3y6el T. BeHO3HOe AaBneHue
3HauYMTeNbHO noBbilieHo (YacTo 6onee 250 MM BOA.
CT.). Ans AMarHoOCTUMKMN UCNoJib3yeTcs
aXokapauorpadpusa v 3oHaAnpoBaHue cepaua.



bo1e3Hn KPpOoBK

N3MeHeHMns CO CTOPOHbI cepaevyHO-CoCyaAnTON CUCTEMDI
3aBUCSIT OT CTeneHu BbipaXeHHOCTU aHeMuu. Mo mepe
YMEeHbLUEeHUNA reMorsiobMHa Hapacraert agunarauyus
cepaua 6e3 cywecrseHHou runeprpodun. Npu yposHe
remornobuHa 50-40 r/n n HMKe BO3SMOXXHO pa3BUTHUE
CUMINTOMOB HEJOCTaTOYHOCTU CepAe4YHOMN MbILLLLbl AaXKe
6e3 conytcrByOwWMX 3a6osneBaHnn cepaeyHo-
cocyancTon cucremol. CyuiectBeHHOM NPUYNHOMN
pa3sBUTUA Aunatauum cepala, noMMMO AUCTPOd UM
MUOKapaa n3-3a XpOHUUYECKOWU NMMNOKCUM, SABJISIETCS
yBe/myeHme o6beMa LMpKYAMpyroLllen KpoBM.



NMpy HEKOTOPbIX FeMOJIMTUUECKUX aHEMUSX,
0Ccob6eHHO B nepuoj reMoJIMTUYEeCKUX KPpU3oB,
BO3MOX>Hbl MUKPOTPOMO603bl, B HaCTHOCTM JIero4YHbIX
cocyaoB (JierouHoe cepaue) u KOpoHapHbIX apTepun
(vHdapkT MMoKapaa). B cnyyae peumanBUpPYOLLINX
reMoJIMTUYECKUX KpU30B pa3BuBaeTtcs ¢pnbpos
cepaevyHoOM MbilLbl C KapaMoMmerasiven. Yaule Bcero
3TO BCTpeyaeTcs Y 60/1bHbIX CeprioBUAHOK/IETOUHOU
aHeMMeMn 3a CUHET OKKJ1H03UMM COCYyA0B CeprnoBUAHbIMM
3puTpoumtamm. NMNpu TasnacceMmMm BO3MOXKHO
OTJIO)XKEHMUE )KeJie3a B TKaHAX, B YaCTHOCTU B
cepAeYHOM MbILILE, UTO MOXKET NPUBECTHU K
KapavMoMerasimm, pa3/iInyHbiM HapyLWeHUSM PUTMa,
cepaevyHou HepocTaTouyHocTu. NMpu Tanaccemun
ONMMUCaHbl TaK)XXe C/lydyaun OCTPOro 3KCCyaAaTUBHOIo
nepukapauTa.



Jleiiko3HaA HPUABbTPALUA MUOKaApPAa YacTO BO3HUKAET Y
60/1bHbIX OCTPbIM JIEUKO30M, HO €€ KJIMHUYeCKue
nposiBieHUst 06Hapy>XXMBaKOTCA NINLLb Y HEKOTOPOU HaCTH
60/1bHbIX, 0CO6EHHO NpU OCTPOM MUENob6,s1aCTHOM NlenKo3se.
BO3MO)>XHbl pacClUMpeHHne rpaHuL cepaua, pas/imuHbie
apMTMMK, CAMNTOMbI CEpAeYHON HeOCTaTOUHOCTU. Bce 3T
nposiB/IeHUA ycyrybnarorca nMmerowencs npm ocTpom
neukose aHemuen. MHorpa, oco6eHHO B TEpMUHAJILHOM
COCTOSIHMM , BO3HMKAET JIeMKo3Hass MHPUNAbTpaLus
nepukapaa € KJIMHUWYEeCKOU KapTUHOMN OCTPOro NepuKkapamTa,
4YacCTO 3KCCyAaTUBHOIro. NMpu XpoHNUYECKUX JIEMKO3aX TaKKe
BO3HMKAET JIeMKO3Has MHUAbTpaUMa MMOKapAa, HO ee
KJIMHUYeCKHUe NposiBJIEHUSA Pa3BUBAIOTCA peXke, CUMMTOMbI
Nnopa)xeHus cepaeyHoM MbilliLbl Yalle BCero CBsi3aHbl C
nMerLwlenca y 6os1bHOro aHeMmem.



YBenuueHue pasMepos cepaua y 60nbHbIX ypeMuen
BCTpeYaeTcs NOCTOSAHHO U 06bIYHO KOppenupyer co
CTeneHblo BbIPaXX€HHOCTU U AaBHOCTbIO apTepuasibHOMU
runepreH3sun. OnpeaeneHHyro posib UrpaeT TaKxe
nporpeccMpoBaHMe aTEpPOCK/IEPOTUUECKOrO NOPaXKeHus,
YyeMy CnocobCTBYIOT KaK NrMNepTeH3us, Tak U HapyLueHus
Yuposoro obmeHa y 6onbHbix XINH. Mo mepe
nporpeccMpoBaHMs NOYEYHOU HEAOCTAaTOUYHOCTHU BCe
60/1bLUYIO POJIb B NOPaXXeHUU cepaLa HauuMHaloT UrpaTthb
3J/IEKTPOJINTHbIE HapyweHUsa (rMnepKasmeMms B COMeTaHUM C
rMnoKaanmMrncTuen, Kanbundukaumsa Muokapaa m ap.),
KOTOpble NPUBOANAT, B YaCTHOCTH, K Pa3J/IM4HbIM HapyLUEHUSM
pyUTMa 1 NpoBOAMMOCTU. Bceraa nMmerowjancs y 60s1bHbIX
aHeMMSA TaK)Xe BHOCUT CBOM BKJ1aAA B pa3BUTUE YPEMUUECKOMN
ancTpodpun MMokapaa.



YacTbiM Npu ypeMum SIBASIETCA NopaxeHue nepukapaa
- CyXOW UM BbINOTHOM NEepUKapAUT. Y HEKOTOPbIX
60/1bHbIX Ppa3BMBAIOTCA CUMMTOMbI XPOHUYECKOIo
KOHCTPUKTUBHOIO NepMKapanuTa; onucaHo pa3BuTue
TaMrnoHaabl cepaua. Y 20-25% 60/1bHbIX BbiSIBNSIETCA
ypPeMUUECKMA MUOKapanUT. YpeMmueckoe nopakeHme
MUOKapAa NPMBOAMUT K NPOrpecupyrowlen cepaeyHom
HeAOCTaTOYHOCTHU ( B Hayane neBoOXKeNyaouYKOBOMW),
NnOTOM HapyLwlaeTcs KpoBoobpawieHme B 060ux Kpyrax m
BO3HMKAIOT AuslaTayma u runeprpodus cepaeUHbix
Kamep. Ha NCKYCCTBEHHOM reMoauasinse BO3MOXXHO
pa3BuUTUE OCTPOro HapKkTta MUoOKapaa, NnepuKkapauTa,
KOTOPbIX MHOrAA BnepBble NoABNAAETCA Ha (poHe 3Toro
COCTOSIHUS.



Cnacub60!



