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Knroueenie ciuoea. IIEepBHUYHAA KapaAnuOMHUOIIaTHuA, FI/IHeprO(bI/ILIeCKaﬂ, JUITalluOHHAasd,
pEeCTpUKTUBHAS.

Peztome: onucanvt mopgonocuneckue (Makpo- u MUKpOCKONUYeCKue) 0CoOOeHHOCMU Nep8UUHbIX
KapduOMuonamuﬁ 6 OnNepayuoOHHOM mamepuajile IKCNi1anmupoeanHblx cepdeu.

Resume: the morphological (macro- and microscopic) features.of primary cardiomyopathies in
the surgical material of explanted hearts are described.

AxkTyanbHocTh. [lepBuunbie kapauomuonatuu (KMIT) npuBogsT k pa3BUTHIO
MIPOTPECCUPYIOIIEN CEpAECYHONM HENOCTATOYHOCTH, YIPOXKAKOMIUX >KU3HU apUTMH,
BHe3anmHoW cepaeyHort cmeptu [l, 3]. Yactora BCTpedyaeMOCTH JAaHHOW TPYIIIbI
3aboneBanuil cepana B nomyJssinud He Bbicoka (1,16:100 000 wen. B PB) [2]. Onnako B
knuHrdeckoM  auarHoze KMII  BcTpewaroTcs ropa3go yame, 4YTO TOBOPHUT O
HEJIOCTAaTOYHOCTH METOJIOB UX JUArHOCTUKU [4].

Mop@donornyeckuii  MeToA ~ HUCCIAEAOBaHUS  MOJpa3yMeBaeT  JOCTOBEPHOCTH
KJIMHUYECKOT'O0 JIMarHo3a, a 3HA4uT, U CBOCBPEMEHHYIO TEpaluio, KOTOopas MO3BOJUT
3aMeJIUTh MPOTPECCUPOBaHUE 3a00JI€BaHMs, MPEAYyNPEAUTh OCJIOKHEHHUS U TOBBICUTH
KayeCTBO JKM3HU MallUEHTOB [4].

Heab: omnpeneneHue TUMA KapAUOMUONATUH B ONEPALMOHHOM MaTepuase
AKCIUIAaHTUPOBAHHBIX CEPJICH.

3agaum: 1. BeisiBUTH cilydan TEpPBUYHBIX KapJIMOMHUOMATHI B ONEpalMOHHOM
Marepuaie TpH OPTOTOMMYECKOW TpaHCIUIAHTAIMU cepAma; 2. YCTaHOBUTH Makpo- H
MUKPOCKOITMYECKUE XAPAKTEPUCTUKU IEPBUYHBIX KapIMOMHUOIATHA.

Marepuas m meroanl. VccienoBaHue OCHOBAHO Ha pe3yibTaTax M3yyeHus 19
AKCIUIAaHTUPOBAHHBIX CEPACI] MPU OPTOTONMMYECKON TPAHCIUIAHTALIMKU CEepAUa B MEPUOM C
asrycta 2019 1no d¢espany 2020 roma MopdoJorHuecKUM METOAOM (Makpo- U
MUKPOCKOIH A, TUCTOXUMUS, MOpPOMETpHs).

Pe3ysabTathl m ux o0cy:xkaenue. Bospact manuentoB kojebaincs 17 mo 73 mer,
cpennuii- Bo3pact 50 *+ 13,94 ner, cpeau Hux 16 (84,21%) myxuun u 3 (15,79%)
AKCHIIVHBI.

[Ipu mopdonornyeckoM uHccAEAOBaHUM CepJiell ObUIO BBISBICHO S5 ClydaeB
nepBuuHblx KMIT (26,32%), cpenu Hux: pectpuktuBHoii KMII 1 (20%) ciyyai,
musitatimonnon KMIT 3 (60%) cnyuas, runeptpoduueckorr KMIT 1 (20%) cmyuqaii.
Nmeer  MecTo  pacXoKJE€HHE  KIMHUYECKOTO  MPEATPAHCIUVIAHTAMOHHOTO U
MOP(OJIOTUUECKOT0 TUArHO30B B 3 cinydasx (auarpamma 1, 2).
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Juaczp. 1 — Ctpykrypa MOpGHOIOTHIECKOTO UCCIICTI0BAHMS
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Juazp. 2 — Ctpykrypa KMII nociie Mop¢oioruueckoro uccie10BaHus

CpenHsas macca SKCIUIAHTUPOBAHHOTO CEpAllAa Y NManueHTOB ¢ nepBuyHbiMU KMII
coctaBwia 389 + 53,86 r (munumanbHas — 342 r, makcuManbHas — 477 r). Macca
npaBoro kemygouka 114,5 + 25,33 1, neBoro »xemymouka — 190,5 + 46,51 r,
MEXIKEITy JOUKOoBO reperopoaku — 121,3 + 50,95 r.

CpenHsas Macca SKCIUIAaHTUPOBAHHOIO CepAlla y MAaUMEeHTOB cO BTOpuYHbIMU KMII
coctaBwia 493,2 + 54,37 r (munumanbHass — 380 r, makcumanbHas — 596 r). Macca
npaBoro keiaymouka 115,6 £ 19,32 r, neBoro »xemymouka — 209,1 + 4286 r,
MEKIKEILyJO4KOBOM ieperopoaku — 165,8 + 47,87 r.

Craructuueckas o0paboTKa HE MPOBOIUIIACH W3-32 MAJIOTO YKCIIa HaOJII0ICHUIA.

I'mneprpopuyeckas KMII:

[Ipu makpockonmm4eckoM HCCIEOBAaHUU BBISIBJICHA MACCHBHAs TUNEPTPodus
JICBOTO JKENyNI0YKa ¢ HEM3MEHEHHOW JIMOO yMEHBIIEHHOW ero mojocthio. [lpeacepaus
TUJISITUPOBaHbl.  MeXKenyIoyKoBasi  IMEperopojka MMEET  HEeNpONOpPIUOHAIBLHOE
CUTMOBHUJIHOE YTOJIICHUE, CUMYJIUPYs] HAJIMUME MBIIMIEYHOTO KOJbIIA HMXKE a0pPTAIBHOTO
KjianaHa. Muokapa OnecTsiiuid, uMeeT JieHoMUonoaoOHbId Bua. IlpucyTcTBYIOT
OPTraHUYECKUE HAPYIIECHUS KJIAIMAHHOTO W MOAKJIAMIAHHOTO anmnapaToB JIEBOTO JKEIIy104Ka:
aHOMAJIMU MANMWJUISIPHBIX MBIIII] JIEBOTO JKEIyA0uUKa, BKJIK0Yask TUIEPTPOPUIO U CMEIIECHUE
(coenuHSI0TCS CO CTBOPKAMHM MUTPAJIBHOTO KJIamaHa KOPOTKUMH XOpAaMu), pacIlIupeHue
W YIJWHEHHE BCEX KOMIIOHEHTOB MHUTPAJIBLHOTO KOMIUIEKCA YacTO CO BTOPUYHBIM
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VIUIOTHEHHEM TmepeaHed cTBOpkU. Halmroparorcs yToNIEHWEe CTEHOK M CY>KEHHue
MPOCBETa KOPOHAPHBIX apTEPHil.

Mukpockonnyeckn oTMedaeTcss yBenuduenue saep kapaunomuouutoB (KMLI) (~ 3x
anapa puOpo61acToB), KOTOPIE OKPY>KEHBI YETKUM NEPUHYKIICAPHBIM MPOCTPAHCTBOM, TaK
Ha3zbpiBaeMble Whorl (3aBUTOK) oOpa3zoBanus. OHM 9acTO MPUUIYIIUBON (HOPMBI, COAEPIKAT
oompime TeI0ku xpomaTuHa. Camu KMI] nMeroT yBenmnmueHHbIH nonepedHsiid pazmep (40
MKM 1pu N=15MKM), pa3po3HEHHOE pacHOJIOKEHUE (PUCYHOK «IUIETEHOM KOP3HUHBLY),
4acTO MMEIOT BHUJI 3aBUTKA, (OpPMBI C Y-00pa3HbIM BeTBieHHEeM (pucyHok 1). Cpeau
MOJICKYJIIPHBIX ~ HApYHIEHHWH — MW30BITOYHOE HAKOIUICHHE TpaHysl  IJIMKOTEHA.
[IpucyTcTBYIOT 3aMelieHHEe COCAMHUTEIbHOW TKaHbl0 U (UOPO3 HMHTEPCTUIUS (HE
b dy3HbINA yUaCTOK, KaK IPU CTAPOM HUH(PAPKTE MUOKAPAA).

K W30 A
Puc. 1 —T'uneprpopuueckas KMII, Mukporpenapar jieBoro »xeiyiouka
yB. X100, okpacka: reMaroKCHJIMH-303UH

JAunasraumonnas KMII:

Makpockonuyeck HaOJIOMA€TCsl pACHIMPEHUE TMOJOCTEed C HEpaBHOMEPHOU
runepTpopueit CTeHOK, 4To HPpUAAET cepally mapoBuaHy0 Gopmy. Macca yBenndeHa (ot
600 o 1350 1) B OCHOBHOM 3a CUET JIEBOTO Kenyaouka. Muokapa uMeeT ApsiOyblid BUI C
MpPOCIOMKAMHU  COCAVMHUTEIBHOW  TKaHW, NOpUYEM  TMPUCYTCTBYET  UYepelOBaHHE
runepTpopupoBaHHbiX U arpodupoBanubix KMII. DHaokap/, kak mpaBuiio, HE U3MEHEH
b0 yTONMIEH y JIEBOTO >Kenmymouka. M3-3a munsranuu kamep cepiama MNPOUCXOIAUT
pacTsKEHUE KOJICH aTPUOBEHTPUKYSIPHBIX KJIAMMAHOB MPH OTCYTCTBHM MX OPraHUYECKOU
narojorui. KopoHapHeie apTepuu HE U3BMEHEHBI.

MuKkpocKonnyeckn HabJII0IAI0TCSl KapAUOCKIIEPO3 (AMUKAPIUATBHBIN, KaK MPABUIO
He cneruduueckuii) u runeptpodus KMLI, muiméHHbIX COKpaTUTENBHBIX MHUO(PUOPHUILIL.
Jluctpodrueckue W3MEHEHUS MOTYT TNPUBOAMTH K HEKpoOMO3y U Hekposy. Sapa
yBEJIMUYEHBI B pa3Mepe, BaKyoJU3WpOBaHbl, mycThie. B muromnazme KMIL] nabmromaercs
M30BITOYHOE HAKOIJICHUE TPaHyJ TITUKOTEHA, MaTOJIOTUYECKask 3€PHUCTOCTD, MBIJICBUIHOE
«oxkupenue». B unTepctunnu otMmeuaercsandPys3ueiii ¢pudpo3 (0COOCHHO B BHYTPEHHEH
TpeTU MHOKap/a), yBeJIWueHue ynciia Makpodaron, T-mumMdboiuToB (pUCyHOK 2).
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Puc. 2 — lunarauronnas KMII, mukponpenaparsl
yB. x50, OKkpacka: reMaTOKCUIMH-303UH

PecrpukrtuBnas KMII:

Makpockonnuecku: Macca cepama  yMenbmiena (170-500 1), HO ¢
MPOTPECCUPOBAHUEM YBEIMUUBACTCS. DHJOKAPJ YTOJIIEH C BOBJICYCHUEM IMPUTOUYHOTO
oTzena >KelyAoukoB. B ciiydae neBoro skemymouka Takke (uOpo3 3amHel CTBOPKHU
MUTPAJIBHOTO KJIAallaHa, XOPJAOBBIX CYXOXKWIAM W 33JHEH ManWUISPHOW MBI, U IO
Mepe MPHUOIMKEHUS K OTTOYHOMY OTIENY YTOMIIECHUE DHJOKapJa MOXKET BHE3aIHO
MEeperTu B TOJICTBIA 3aKaTaHHBIN Kpail. OTmeuaercs GuOpo3 U y BEPXYIIEK KEITyJOUKOB
(pucynok 3). Ilpoucxoaut ¢GOpMHUPOBAHKHE TMPUCTCHOYHBIX TPOMOOB B IOJIOCTH
KEIyI0YKOB, MHOT/Aa B Oojiee TMO3THUX CTAAUsAX pPa3BUBACTCSA OOJUTEpalns TOJIOCTH
KEITyT0YKOB.

) ' p v a _‘ ’4;. 4 L - A ad 4
/ - . iy 4
Puc. 3 — PKMII, makporpenapaT 3KCINIAaHTUPOBAHHOTO CEPALIA: @ — PE3KO YTONILEHHBIN

ckiepo3upoBanHbii sHI0KapA [1DK; 6 —mmox sumokapaom [DK umeroTcs mieneBuaHbIE TPOCBETHI
PE3KO0 MOJTHOKPOBHBIX COCYI0B

MUuKpOCKOTIUYECKH XapaKTepeH MHOGUOpUIUIApHBINA Oecropsanok. B nHTepcTunnm
—  pacmhpoCTpaHEHHBIH  SHAOMUOKApIUANbHbIA  (HUOPO3, HHOUIBTpALUsS  CTEHOK
KEITyJOYKOB Pa3IMYHBIMU MATOJOTMYECKUMH CYyOCTaHUIUAMH (aMHJIOU03, TEMOXPOMATO3
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u 1p.). IloBepxHOCTHAsT 30HAa COCTOMT W3 THAIMHU3MPOBAHHOW KOJUIAr€HOBOM TKaHU,
CpedHsii 30Ha — U3 PBIXJIOW BOJOKHUCTOM TKaHW. B camoil TiyOokoi 30HE (30Ha
IPaHyJISIUMU TKaHW) OPHUCYTCTBYIOT PACIIMPEHHBIE, PE3KO IOJIHOKPOBHBIE COCYIbl U
WHOWIBTPUpAMS  BOCHAIUTEIBHBIMH  KJIETKaMU  (903WMHO(PWIBI,  TUMOIIUTHI,
TIJIa3MOLIMTHI).

BoiBoabi: 1. Knunuueckass AMarHoCTHKa MEPBUYHBIX KApJUOMHUOIATUM CJIOXKHA,
YTO ONpeNessieT 3HAYMMOCTh MX paHHell Mopdororuueckoi auarHoctuku; 2. Cpenu
UCCIIeIyeMbIX IKCIUIAHTUPOBAHHBIX CepJiell ObLIO BBISIBICHO 5 ciaydaeB nepBUUHBIX KMIT
(26,32%). Pacxoxnenue KJIMHUYECKOT O MpEATPAHCIIAHTALIMOHHOTO 151
MOP(OJTOTUYECKOTO AUArHO30B UMENIO MecTo B 3 ciydasx; 3. [lpu MHKpOCKONMMYECKOM
uccienoanun rumneptpoduueckoit KMII BwisiBieHsl rumnepTpodus KapAUOMHOIKTOB,
HapylLIEHUE WX OPUEHTAlLUU, MEKMBbIIIeUHbIN (uodpo3 ¢ penomenoM disarray — «ieTéHas
kop3uHay; 4. [Ipu gunaranronnoit KMII — HepaBHOMepHast runepTpodus U UCTOHUYCHHE
KapJIMOMHUOLMTOB, AU(P(Dy3HBIA MexMblieuHblid (uopo3; 5. ITpu pectpuxtunoit KMII —
YTOJILIEHUE U CKJIEPO3 SHJOKapAa ¢ U30BITKOM SKCTPALEUIIOJSIPHOIO MAaTpUKCA B HEM,
cnabas runepTpodus KapIUOMUOIIUTOB.
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