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Pesiome

HacAeacTBeHHOe reHeTudeckoe X-cuenAeHHoe 3aboAeBaHme «6oAe3Hb
Pabpmn» OTHOCHTCA K rpynne AM30COMAAbHbIX 6OA€3HEN HaOKOMAEHHA U 0By~
CAOBAEHO MyTAUMAMMU B reHe GLA u xapakTepusyeTcs CHUXEHUEM PyHKLM-
OHAAbHOM AKTMBHOCTM MAM MOAHbIM OTCYTCTBMEM (PEPMEHTA A-raAdKTO3M-
Ad3bl A. AQHHAS NATOAOMMA OTHOCUTCSA K rpynne opgoaHHbIX 3a60AeBAHMH.
MyTaums rena GLA npuBoAUT K 06pa30BaHMIO A€PEKTHbIX POPM chepMeHTa
Qa-raAakTo3uAasbl A, 4To cnocobCcTByeT HaPYLUEHMIO KAaTa6oAM3MA FAMKOC-
GOUHFOAMMUAOB, UX AJAbHEHLUEMY HAKOMAEHMIO B AM30COMAX PA3AMYHbBIX
KAETOYHbIX KYAbTYP M PA3BUTHIO AN30COMAAbHO-KAETOYHON AMCCPYHKLIMM.
PacnpocTpaHeHHOCTb 60A€3HM Pabpu COCTABASET OKOAO OAHOIO CAy4Yas
HA 117 TbICAY XXMBOPOXKAEHHbIX MAAbYMKOB. 10 AQHHbIM CKPUHWUHIOBbIX UCCAE-
AOBQHWHA, Y HOBOPOXAEHHbIX 3TOT MOKA3ATEAb MOXKET COCTABAATH MOPAAKA
0AHoro cAy4as Ha 3100 M nopa>kaeT B OAMHAKOBOM CTENEeHU NPEACTABUTEAEH
BCeX 3THMYeCKMX rpynn. boaesHp Pabpu cTAAQ AKTUBHO M3y4aTbCs B Poccum,
HO 6oAee 5 TbicAY YeAoBeK (MO pACYETHbIM AQHHBIM) OCTAIOTCSH HE AMATHO-
cTHMpoBaHbl. Ha nepBom mMecTe cpeaM NPHYMH cCMepTH nNpn 6oaesHn Pabpu
CTOMT MOPAXKEHNE CEPALLD, B YHOCTHOCTH rMNEPTPOO1A A€BOro XXEAYAOUKA,
C PA3BUTHMEM B MOCAEAYIOLLLEM AMACTOAMYECKON AMCCDYHKLMN U CepPAEYHOMN
HeAOCTATOYHOCTH. HepeAko HaOGAIOAQIOTCSA HAOPYLLEHMSA PUTMA cepALLa. PaH-
HAS AMArHocTnKa 6oaesHu Pabpu npuBeAeT K HA3HAYEHMUIO FeHOTHUM-CNeLN-
cpryeckoi hepMeHT-3aMeCTUTEAbHOM Tepanu1 U CHU3UT PUCKA PA3BUTUA
CcepAEYHO-COCYANCTbIX OCAOXKHEHHHM.

Katoyesbie croBa: 6oAe3Hb Pabpy, cepAeYHAA HEAOCTATOYHOCTb, (PEPMEHT-
HAfA 3aMeCTUTEeAbHAA Tepanus.

BBenenne
B HacTosAmuii MOMEHT OIMCAHO

Summary

Hereditary genetic X-linked disease Fabry’s disease belongs to
the group of lysosomal accumulation diseases and is caused by
mutations in the GLA gene and is characterized by a decrease in
functional activity or complete absence of the enzyme a-galacto-
sidase A. This pathology belongs to the group of orphan diseases.
Mutation of the GLA gene leads to the formation of defective
forms of the enzyme a-galactosidase A, which contributes to
the violation of the catabolism of glycosphingolipids, their further
accumulation in the lysosomes of various cell cultures, and the
development of lysosomal cell dysfunction. The prevalence of
Fabry disease is about 1.in 117,000 live-born boys. According to
screening studies in newborns, this figure can be about 1in 3,100
and affects to the same extent representatives of all ethnic groups.
Fabri’s disease has become actively studied in Russia, but more
than 5,000 people (according to estimates) remain undiagnosed.
In the first place among the causes of death in Fabry’s disease
is heart disease, in particular left ventricular hypertrophy with
the subsequent development of diastolic dysfunction and heart
failure. Heart rhythm disorders are often observed. Early diagnosis
of Fabri disease will lead to the appointment of genotype-specific
enzyme replacement therapy and reduce the risk of cardiovas-
cular complications.

Key words: Fabry’s disease, heart failure, enzyme replacement
therapy.

oko10 900 BapuaHTOB Pa3IMUHBIX MY-
tauuii rena GLA [1]. B cBoro ouepensp,
HE BCE U3 HUX SBJISIOTCS KIMHUYECKU
3HAYMMBIMHU.

a-Gal A mpencrasnseT coboit To-
MOJMMEPHBIN ITTUKOIPOTENH, KOIUPY-
eMblid reHoM GLA, KOTOpbIH pacioio-
JKEH Ha JUIMHHOM Iuiede X-XpOMOCOMBI.
Jedunnt dpepMeHTa M CHIDKEHHE €ro
(YHKIMOHAIBHON aKTHBHOCTH IPHBO-
JUT K IPOrPECCUBHOMY HaKOIUICHUIO
TIMKOC(UHTOJIUIIHNIOB, TIPEXK/E BCETO
rmo6orpuasunuepamuia (GL-3, Gb,)
U €ro JealInpoBaHHON (hOpMBI, TII0-
6orpraosmichunrosnna (mmzo-GL-3)
B IUIa3Me U B KJIETKaX, NIABHBIM 00pa3oM
B SHJOTEIHAIILHBIX KJIETKaX COCYJIOB,
MOIOLUTaX, KAPIHUOMHUOIUTAX, TJIal-
KOMBIIIEYHBIX KJIETKax aprepuit [2].

MyTanuuu B reHe o-TajJakTo3uaasbl A
(GLA) mMoryT npMBOIUTH K KJlacCHYe-
CKOMY WJIM HEKJIACCUUECKOMY BapHaHTy
TeyeHus: b®, HO Takke OHU MOTYT OBITh
HETIaTOTeHHBIMH.

Krnaccnueckas popma serko pacmos-
HaeTcs 110 XapaKTePHBIM KIMHIYECKUM
IIpU3HaKaM, TaKUM KaK HeBponaTruie-
ckasi 00JIb, aHTOKEpaToMa U BOPOH-
KOoBHJHas keparonarus. I1pu Ooneznu
®abpu Taxke BcTpeyaeTcsi HEKIacCh-
YecKuil ()eHOTHII, YaCTO HA3bIBAEMBIH
MTOYCYHBIM, CEPJICYHBIM, aTUITMIHBIM
WM TTO3AHUM BapuaHToM. [larmeHTs!
¢ HekyaccuueckuM ¢perorunom bd
HE MMEIOT XapaKTepHBIX Mpu3HakoB bd,
HO Y HUX 9acTO BO3HHMKAIOT [TO3IHUE OC-
JIO’KHEHHMSI, TAKHE KaK OCTPOE MOYEYHOE
MOBpEXICHUE, XpOHUYEcKast 00JIe3Hb
MOYEK, MHCYJIBTHI WK KapJMOMHOIIATHSI.

bonesus dadpu nepBoHayanbHO ObLIA
OIKCaHa y MAIUCHTOB MYXKCKOTO IT0JIa
C TSDKEITBIM KIIMHUYECKUM (DEHOTHUTIOM,
W3BECTHBIM B HACTOSIIIUNA MOMEHT KaK
Kiaccuaeckast onesnp adpu. ITu manu-
CHTHI XapaKTePU3YIOTCS OTCYTCTBUEM T
3HAYUTEIILHBIM CHIDKeHUEM (MeHee 1 %
OT cpeiHelt HopMbI) akTHBHOCTH 0-Gal A,
BbIpa’KeHHBIM HakoruieHueM GL-3 B 7H-
JIOTEITUATBHBIX KJICTKaX COCYIOB, Kap-
JTIMOMHOIINTAX, TIaTKOMBIIICYHBIX KICT-
KaX ¥ MOJOINTAX, & TAKXKE TOSIBICHUCM
CHMITTOMOB B JIETCKOM WJIH TIOAPOCTKOBOM
BO3pacTe U MPOrpeccupyromient moiaop-
TraHHOM HEJI0CTaTOYHOCTHIO [2]. OnHako
OoIbINas TPyIIa MAIMEHTOB UMCIOT 00-
Jiee O3IHUE (DEHOTHITBI C Pa3IUIHBIMHU
YPOBHSIMH OCTaTOYHOM aKTHBHOCTH 0-Gal
A, BO3pacToM Hauasia 3a00JIeBaHMs U KITU-
HUYCCKUMHU TPOSBICHUASMH.
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CKpUHUHT HOBOPOKJICHHBIX BBISIBUJI
YacTOTy BCTPEYAEMOCTH KJIACCUYECKUX
1 TO37HUX (DEHOTHIIOB 10 OJTHOTO CIIy-
yas Ha 22570 Myx4uH 1 ogaoro Ha 1390
MY>K4MH COOTBETCTBEHHO [3]. Cnextp
TSDKECTH 3a00JIeBaHUs Y T€TEPO3UTOTHBIX
KEHILMH BapbUpyeT OT OECCUMIITOMHOTO
JI0 TSDKEJIOro ()eHOTHIA U YACTUYHO 3a-
BHUCHUT OT MyTall1 ¥ BU/Ja HHAKTHBALIUN
X-xpomocomsbl [4]. Tskenble KIUHU-
YeCcKHe HPOSIBICHHSI ObUIN 3apeTrucTpH-
pOBaHEI 10 KpaiiHel Mepe y 43 % keH-
LIMH-HOCUTEJIbHUL] MyTaHTHOTO reHa [5].

B HacTOsIUIT MOMEHT OTKPBITA HO-
Bast myTauus reHa GLA — p.lle239Met,
ACCOLMUPOBAHHAS C KapAHOIOTHYECKUM
(henorumnomM 3aboseBaHus, XapaKTepH-
3yIOIIasiCsl HAJMYMEM y TallMeHTa T'u-
nepTpouIecKoil KapANOMHOTIATHH, TH-
NIepTPO(UH JIEBOTO HKEITYI0YKA 1 TIOBBI-
LIeHHeM B KpoBH ypoBHs lyso-Gb3 [6].

Kannuuyeckne nposiBjieHust
06onesnn ®adpn

[TepBbie cumnrombl 6oe3Hn Padpu
MOTYT IPOSIBUTHCA B JIFOOOM BO3pacre,
HO IVIaBHBIM 00pa3oM OHHM MaHU(ECTH-
PYIOT B JIETCTBE U XapaKTePHU3YIOTCS
pPa3IUYHON CTENEHBIO BHIPaXXEHHO-
CTH M ITOJTUMOP(PHU3MOM KIIMHHYECKHUX
MIPOSIBJICHUIA.

[pu xnaccryeckod popme OoIe3HN
®abpwu nepBbIe KIMHUYECKUE CHMITTOMBI,
BKJIIOYAIOIIHE XPOHUUECKYIO HeliponaTy-
YecKyro 00JIb ¥ SMN30MIecKre OoJIeBbIe
KpU3bl, BO3HUKAIOT Yalle BCEro B JIeT-
crBe. Takne CHMITOMBI, KaK THIOTHAPO3,
AHTMOKEPATOMBI, JKEITyJOYHO-KHUIIIeY-
HBIE paccTpoiicTBa (B3lyTHE KUBOTA,
Juapest, 00JIb B )KUBOTE) M XapaKTepHast
OGeccuMITOMHast BOPOHKOBH/IHAS Kepa-
TONATHS, SBIISIOTCS IOTIOJTHUTEIbHBIMU
paHHUMU nposiBieHussMu bO.

B Momnonom Bo3pacte MOTYT BO3HUK-
HYTb OCTpOE IT0YEYHOE OBPEKIACHHUE,
anpO0yMUHYpHS (3HAYMMBIN KpUTEpUH
XpOHHYECKO! OO0JIE3HU MTOYEK) U IIOMe-
pynockinepos [10]. Cumnromaruueckue
OpraHHbIE OCIOKHEHHUS, BKJIIOUAIOIIIE
nporpeccupoBanue XbII no OIIII u ru-
nieprpo¢uro seBoro xerynouka (ITDK),
CBsI3aHHYIO ¢ HUOPO30M MHOKapIa
Y apuTMUEH, ITOTepIo CilyXa, TPaH3U-
TopHbIe nmemuueckue araku (THA),
WHCYJBTHI X B KOHEYHOM UTOTE MPEXK/ICB-
PEMEHHYIO CMEpPTh, BCTPEUAIOTCsl IJIaB-
HBIM 00Pa3oM y B3POCIIBIX B MOJIOJIOM
Bospacte [11, 12]. Hakornenue GL-3

PucyHoK 1. TMCTOAOIMYECKOE MCCAEAOBAHME SHAOKAPAC M MMOKAPAQ MOCAE MPOBEAEHHOM
Buoncum: A) OKPALLMBAHME FEMATOKCUAMHOM U D03MHOM; B) TPMXPOMHOE OKpaLLIMBAHME MO Mac-
COHY NMpu dorbpo3e MHMOKAPAQ; C) PAS-OKPALLIMBAHME AAS BbISBAEHUS TAMKOTEHA. TEPUHYKASOASPHAS
BAKYOAM3ALMA U TMMEPTPODOMS KAPAMOMMUOLIMTOB C MHTEPCTULIMAABHBIM PUBPO30M. OKPALLIMBAHME
PAS BbISBUAO HOKOMAEHME TAUKOAMMMAOB B KOPAMOMMUOLLUTOX.

B TKaHSX CEp/IlIa, a TAK)KE BOCTIATATEITh-
HBIC ¥ HEHPOTOPMOHATEHBIC MCXaHH3MBI,
MPUBOJISIIIIAE K KAPJUOMHUOIIUTAPHON
U COCYAMCTON AUC(PYHKIUHU, CIIOCO0-
CTBYIOT MaHH(ECTAIINH KIHHHYECKIX
MIPOSIBJICHUH CO CTOPOHBI CEPAEYHO-CO-
cynucroii cucremsl [11]. Coobmaetcs
0 KIIMHUYECKUX MPOSIBJICHHUAX CO CTOPO-
HBI JBIXaTeIbHOM CUCTEMBI (HarlpuMep,
OIIBIIIIKA, CyXOH Kamens) [13]. V mamm-
€HTOB ¢ OoJiee MO3IHUM (EHOTHIIOM
B® TunMYHBIC CePICYHBIC CUMITOMBI
(manpumep, I'JIXK, aputmus) u, B uc-
KJIIOYUTEIBHBIX CIyYasX, CHUXKCHUC
CKOpPOCTH KIIyOOUKOBOH (huipTpanuu
(CK®), Bo3HUKAIOIIUE HA 4—7-M ICCSTH-
JIETHSIX JKU3HH, OTPAXKAIOT OTCPOYCHHOE
Havajo u 0oyiee MEJICHHOE ITPOrpeccH-
poBanue 3a0oneBanus [14, 15]. Crektp
3a00JIeBaHUH y T€TEePO3UTOTHBIX HallH-
€HTOK BapbHpyeT OT O€CCHMITOMHOTO
WJIU C JIETKUMH (EHOTHUIIAMH C MO3]-
HHUM HadYaJioM, TIPU KOTOPBIX OOBIYHO
MTOPa’KaIOTCsl HECKOJIBKO WIIN OAMH Op-
ras, J10 TshKenoro penorumna (kKak 3To
HabIroaeTes y MalueHTOB MYKCKOTO
Tojia ¢ KJIaCCHYeCKUM (eHOTHUIIOM 60-
ne3nn) [2, 4, 16].

JlaHHBIE MICCIIEIOBAaHUN CBHETEINb-
CTBYIOT O TOM, YTO KapJHOMHOIIATHUs
Y MHCYJBT PacIpOCTPAHCHBI Y TaIlH-
€HTOB JKEHCKOTO I10J1a IIPAKTUYECKHU
B TOM K€ COOTHOIICHUH, YTO U y MYXK-
YUH. Y alUeHTOB )KEHCKOTO 110JIa OC-
JIO)KHEHU 3a00JIeBaHNs Pa3BUBAIOTCS
B OoJiee cTapiieM Bo3pacTe, YeM y Myx-
yuH [4, 17].

CepaedHo-coCcyauCTOE MOPaXKEHNUE
XapaKTepu3yeTcsl IPOrpecCupyomnM
HAaKOIUICHUEM TITUKOC()UHTOJIHITHIOB,
BOCHAJIGHUEM, THIIEPTPOUEH JIEBOTO
xemynouka (ITDK), pubposom, apurmu-
el, cTeHOKapAueil, 3acToHOM cepaed-
HOW HEJI0CTaTOYHOCTHIO M BHE3AITHOM
cMepthio [21]. Takue natonoruueckue
coctosiHus BeTpevatorcs y 40—-60 %

manueHToB ¢ Oone3npo ®adpu [18].
Hapymenus cepaeqHoro purmMa Bo3-
HHUKAIOT U3-3a BOBJICUYCHUS B ITATOJIO-
THYECKHUI IPOIlecC CHHYCOBOTO y371a,
MIPOBOJAIICH CHCTEMBI cep/la, a TaK-
JKe BCIIEICTBUE AUcOalaHca MEXIy
CHMIIATUYECKOHN W MapacuMIaTudec-
KO HEpPBHOMU perymslueil cepaedHoro
putMa. [nacromuueckas TuC(yHKITHS
W KOHIICHTPUYECKast TUIIEPTPOQUS Jie-
BOT'0 JKEITYNI0YKa, KOTOPBIC, KaK MPaBHJIO,
HE OBIBAIOT OOCTPYKTUBHBIMH, SBIISFOTCS
BOKHBIMU KIMHUYCCKUMU ITPOSBIICHUSI-
Mmu 6ose3nn @aldpu, IpH FTOM Y MyXK-
YHMH CEpJCYHO-COCYANCTAs IaTOIOTHs
MPOTEKaeT TsKellee, YeM Y JKEHIIHH.
HNmemus u nHPapKT MHOKAPIa MOTYT
BO3HHUKATh B Pe3yJbTaTe HAPYIICHUS
(YHKIIMN KOPOHAPHOT'O COCYAMCTOIrO
pycia. C BO3pacToM mporpeccupyro-
mui Gudpo3 MuoKapaa pa3BUBAETCS
KaK IPU WHTEPCTULUATBHOM, TaK H 3a-
MemaromeM puopose. 3aMemaronui
(ubpOo3 MOUTH BCETIa HAYMHACTCS B 331
Heii O0KOBOI cTeHKe Muokapna (puc. 1).
V nauueHToB ¢ TEpMHUHAILHON cTaauen
TpaHCMypaJIbHbIH (HHOPO3 HOCTEIICHHO
CHIKAET CepICYHYI0 (DYHKIUIO 10 CTa-
JIMY 3aCTOMHOM ceplieuHOM HeloCTaToy-
Hoctu [19].

3/10KaYeCTBEHHBIC APUTMUU SIBJISI-
I0TCSl IPUYUHON OOJIBIIOTO KOJIMYe-
CTBa JICTAJTbHBIX UCXOJOB Yy ITaI[UCH-
TOB, cTpagarouux b® [19]. Yactora
MpeaCcepaHON apUTMUN MOXKET JOCTH-
ratb 13% [22]. Tem He MeHee yacToTa
BCTPEYAEMOCTH KEJIYJOUYKOBOW apuT-
MHUU BapbUPYET B IMIHPOKUX MPEACTIax
(ot 5 mo 30 %) [22]. U3BecTHO, YTO
nporpeccupyomiee 3a00jeBaHNE cepll-
13, XapakTepusyroleecs: 00MnpHOH
T'JIXK, xemymodakoBoit quchyHKIHCH
1 $puOpo30M, CBSI3aHO C YBEINYECHUEM
PUCKa Pa3BUTHUS aPUTMUH, TPEOYFOIICH
BMeIarenscTBa. OCOOEHHO ITO aKTyalb-
HO TP BOHUKHOBEHUH OpaHapuTMUH,
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PucyHok 2. Oxokapanorpadoms: AAMHHAS Na-
PACTEPHAABHAS OCb C AMAAY3HOM THUNep-
TPOOUEN AEBOTO XXEAYAOHYKA C YBEAMHEHHOM
TOALLIMHOM NepPEropoOAKH.
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PrcyHok 3. MPT cepALLO AAS OLLEHKM TMNEPTPOOMM M DHBOPO3a AEBOTO XXEAYAOHKA: A) rMnepTpodoms
AEBOTO XXEAYAOHKA Y 51-AETHETO MY>KHMHBI C LLEePEBPOBACKYAADHBIM MOPAXKEHUEM U TEPMMHAABHOM
CTOAMENM NOYEYHOM HEAOCTATOYHOCTU (AMAAM3); B) runepTpodomnyecKas KApAMOMMONATUS Y 5é-AeT-
HETO MY>XX4MHbI C APUTMUEN, AEMKOAPEO3OM U TDAHCTAGHTALMEN NOYKK; C) NO3AHEE YAYHLLEHWE
y 63-A€THEN NALMEHTKM C TEPMMHAABHOM CTAAMEN MOHEYHOM HEAOCTATOYHOCTM (AMAAMS).
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PrcyHok 4. KT ¢ runeptpodomeit A€BOro >XeAYAOHKA C MHBEPTUPOBAHHbBIMM 3yOLAMM T B BOKOBbIX

OTBEAEHMSIX U KOPOTKMM MHTEPBAAOM PR.

PrcyHok 5. PacLumpeHme KOpHS aopTbl: AMA-
METP KOPHA AOPTbI 47 MM.

TpeOyromeil yCTaHOBKH ITOCTOSIHHOTO
KapAMOCTUMYJISITOPA, XKEITyI0YKOBOI
apuTMHuH, TpeOyrouei UMIUTaHTUpYe-
Moro aepuOpuuIsTOpa cepana u Mep-
LaTeJbHOW apUTMHH, TPEOyIOLIeH 11o-
CTOSIHHOTO ITpHEMa aHTHKOATYJISTHTOB.
JlaHHBIE HCCIIeIOBaHUH YTBEPIKIAIOT,
yro ['JIDK, Hanmu4ue o3 Hero HamoJ-
HEHUSI TaI0JIMHUS B JIEBOM IpEICEPINT
(MPT), nmmurensHocts QRS Gonee 120

MC M BBICOKasl OLIEHKa TSHKECTH KIIMHU-
YECKOr0 COCTOSTHMSA MO IKaiae MakHIa
MOT'YT BBICTYIIaTh B Ka4€CTBE MOTCH-
[UAaTbHBIX ()AKTOPOB PUCKA PA3BUTHS
aputMud. YactoTa yCTaHOBKH KapIuo-
cTuMyIsiTopa ipu 6onesnn @abpu B 25
pa3 BbIIIe, 4eM B 001mei momysimu [20].
JlutepaTypHbIe JaHHBIC YKa3bIBAIOT
HA TO, 4TO 3a 7-JIETHUI nepuoy 3aboe-
BaeMOCTb apuTMuUeil y nanueHTos ¢ bd
I CTaH/apTHOM HaOJIO/IEHUH B CIELH-
aJM3UPOBAHHOM LIEHTPE (C €XKETOTHOMN
peructpauueii OKI' u uccnegoBanuem
Ha OCHOBE KJIIMHUYECKUX CHMIITOMOB)
COCTaBIISIET: MepLaTebHasi apUTMHUS —
6 %; OpanuapuTMHusi, TpeOyroIast HM-
TUTAHTAIMN KapaIuoCTUMyIsitopa — 6 %;
CMEpTh, CBA3aHHAs C CEpIACYHON Helo-
crarouyHocThiO —3 % [15].
CTpyKTypHbIE aHOMAJIMH JIEBOT'O
JKEJTy/I0YKa YacTO BCTPEYAIOTCs y Ma-
nueHToB ¢ B® u mMoryT OBITE TIpoJie-
MOHCTPHPOBAHBI C IIOMOIIBIO IXOKap-
nuorpaduu (puc. 3) wim MPT cepaua
(puc. 4). OcobeHHO BaXXHO U3MEPSTH
TOJIINHY NEPETOPOIKH, TaK KaK 3aHsIs

CTEHKa MOKET HCTOHYAThCSI C BO3PACTOM
n3-3a 3aMernaronero ¢puodposa. OmHaKo,
HECMOTPS Ha 3TH CTPYKTYPHBIE U3MEHE-
HHUS1, CHCTOJINYECKas (DYHKLIUSI OCTAeTCs
COXPAHEHHOM B 3HAUUTEIBHON CTEIEHN.

Kapnuomuonarus npu b® xapak-
TepU3yeTCcsl yMEHbIIEHUEM COKPATH-
TEJIFHOHM CIOCOOHOCTH cep/lia, HHOTA
00Hapy>XMBaeMOW 710 Pa3BUTHUS THUIIEP-
Tpoduu nesoro xemygouka. [Tpu b
Yale BCero BO3HUKAET HEOOCTPYKTHB-
Hasl KOHIIEHTPUYECKasi KapInOMHOIa-
THSI, Yallle CBsI3aHHasl ¢ TunepTpoduei
paBoro xexyaouka [24]. Tkanesas
Joruieporpadusi MOKeT HOATBEPANUTh
JIOKJINHUYECKHUH TNarHo3 KapJuoMHO-
natun Pabpu, a GyHKIHUIO MUOKapa
MOXHO KOJIMYECTBEHHO ONpPEAEINUTh
¢ momorrsio Ox0-KI' u MPT (puc. 2, 3).

l'uneprpodus npaBoro xerynod-
Ka ¢ HOpMaJIBHBIM pPa3MepoM KaMepbl
U COXPAHEHHOHN CUCTONMYECKOI, HO Ha-
PYILICHHOH AnacToNMYecKor (PyHKINEH,
MpeCTaBIsAET TUIINYHOE CTPYKTYPHOE
M3MEHEHHE ITPaBOTo JKeIyao4Ka 1pu 60-
ne3nn Pabpu. B xoHeyHOM HTOTE NIpH
B® Bo3HHMKaeT TsKeNas 1uacTojnye-
ckas quchynknus [1DK. Otu nanubie
MOTYT OOBSICHUTD, IOYEMY Y NALIIEHTOB
C COXpaHEHHOH (PyHKIHEH JIEBOTO XKe-
aypouka (JIXK) moryT pa3BuThCS Takue
KIMHIYECKHE CUMITTOMBI, KaK CHH)KEHHE
TOJIEPAHTHOCTH K (PM3NYECKOI Harpys3Ke,
OpraHoMerainus 1 TuM(aTHIecKuii OTekK.

OnexTpokapauorpapuyecKue n3Me-
HeHus y nanueHToB ¢ b® Bcrpeuarorcs
4acTo M BKIIIOYAIOT B ceOsl I3MEHEHHE
penoIspHU3aHN KeITyA04YKOB, CBSI3aH-
Hoe ¢ [JDK u (unm) pemoznenpoBaHueM,
Jernpeccuto cermenta ST ¥ HHBEPCUIO
syorna T. JIpyrue aHOManuy BKITFOYAIOT
kopoTkuii uHTepBan PR (menee 0,12 mc)
BCJIC/ICTBHE KOPOTKOM BOJIHBI P, paciin-
penHoro komiuiekca QRS u yummHeHHbIX
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uHTepBanoB QT, MpephIBUCTYIO CyIpa-
BCHTPUKYJISAPHYIO TAXUKAPIUIO, OJIOKATy
AV-y3zna (puc. 4).

Bbu10 00HApYKEHO, YTO Y MAEHTOB
¢ b® 3HaunTenpHO CHIXKAETCS Tepdy-
31l MUOKapa. Y MalleHTOB BOSHUKAET
HapyLIeHue KOPOHAPHOTO MUKPOCOCYIH-
CTOTO KpOBOCHAOXKeHUs MuOKapaa. bd
aCCOIMHUPOBAHA C IMOBBIIIICHHBIM PUCKOM
Pa3BUTHS AWIATAIIMH KOPHSI A0PTHI Y Ta-
LUEHTOB MY>KCKoro mona [23] (puc. 5).

B naronoruyeckuit mpouecc Takxe
BOBJICKAIOTCS KJIAMIaHbI cepara. TUmmaHoe
YTOJIICHUE KJIAMTAHOB a0PTHI U MUTPAJTb-
HOTO KJIallaHa MOXET MPUCYTCTBOBATh
kak y neteit (20 %), Tak ¥ y B3pOCIIBIX:
y 57 % narnuentoB ¢ b® HabmonaeTcs
HapyIlIeHue paboThl MHUTPAIEHOTO KJla-
naHa, a y 47 % — u3MeHeHue aopTajlbHO-
TO KJIaraHa ¢ 0oJee JICTKUM MPOoJIaricoM
MUTPAJIBHOTO KJanaHa [25].

JAuarnocruka 0oJie3nu ®adpu

B HacTogmMii MOMEHT THMarHOCTHKA
6one3nn @adpu mpencTapisIeTcs BECbMa
3aTpyaHUTENbHON. OT4acTH 3TO CBsI3a-
HO CO CXOXKHMHU C JJPYTUMH aTOJIOTUSIMU
KIIMHUYECKUMU TPOSIBICHUSIMUY, B CBS3U
C 3TUM BBISBILICTCS TPYIHOCTH TIPpH PopMy-
JHUPOBKE MU PEPEHITHATEHOTO UATHO3A.
HenaBHue CKpHHUHIOBBIE UCCIIEOBAHUS
MOKa3bIBAIOT, YTO paclpocTpaHeHHOCTh bO
y My>4HH MoxeT gocturars 1 : 8500 [26].

Boneznr ®abpu nonospeBaercs
Ha OCHOBaHUU KIMHUYCCKUX U aHAM-
HECTHYECKHUX JTAaHHBIX, OATBEPKIACTCS
TCHETUYCCKUMU U (PepMEHTATUBHBIMH
aHallM3aM¥, BKIIOYAIOMUMHU 00HAPY-
JKEHHUE crielM(UIecKol TeHEeTHIECKOH
MYTAaIli{ U OIEHKY akTuBHOCTH Gal
A. Kpome Toro, onpenenenue cyocrpa-
ta epmenTa, Gb3 u ero MpPon3BOAHOTO
rmobotpuasmwichunrosuna (LysoGb3)
obecrieunBaeT Bepudukanuio bd [27].

Tectupopanue akTuBHOCTH 0-Gal A sB-
JISIETCS TUATHOCTHYCCKY BAXKHBIM IS T1a-
LMEHTOB MYXCKOT'0 110J1a; TOATBEPKACHUE
myrtarmu GLA, BRI3BIBAOIIECH 3a00/IeBaHNE,
HE0oOXO0/IMMO JUTS TOTO, YTOOBI IIOMOYb YCTa-
HOBHTH ()EHOTHIT 3a00JICBaAHUS, UCKITFO-
YUTh JOOPOKAYCCTBECHHBIC OTUMOP(HI3MBI,
KOTOPBIE BBI3BIBAIOT CHIXKEHHE YPOBHS
aktuBHOCTH Gal A [28]. ¥ mamueHToB
JKEHCKOTO 1oJ1a TpeOyeTCst OIpeIelieHIe
HamM4us MyTauu B reHe GLA, BbI3bIBalO-
el b®, mockoibKy akTHBHOCTS (hepMeHTa
IJ1a3Mbl YaCTO HAXOJUTCS B Ipeiesiax pe-
(hepeHCHBIX 3HAYCHUIA, XOTS aKTHBHOCTD

nerikonuToB o-Gal A MOXeT ObITh HU3KOM
[4]. ®epmeHTaTHBHAS AKTHBHOCTH OOBIYHO
U3MepsIeTCs B IUIa3Me U JieikonuTax. Js
narmentos ¢ GLA VUS (VUS, BapuaHTb
HESICHOTO 3HAYCHWST) KITMHUYECKHE, OUOXH-
MHYECKHE WA THCTONATOIOTHUECKHE JI0-
KazarebeTBa Oone3nn Dadbpy HeOOXOTUME
JUTSL OTIPEICIICHUS TATOTCHHON TIPUPOIBI
MmyTauun. Kpome Toro, ceMelHblii anam-
HE3 MOXKET TPE/ICKa3aTh AaTOTCHHOCTh IS
GLA VUS. «3070TbIM CTaHIAPTOM IS
BBISBIICHUS TOTO, SIBJISICTCS JIM HOBAsl MY-
TaIus MaTOreHHOW WM T0OPOKaYeCTBCH-
HOW, CTAHOBSITCSI AHAJTU3bI SKCIIPECCHH
mytauuu GLA in vitro (JOCTYIHBI TOIBKO
B CIICIIMAITI3UPOBAHHBIX UCCIICIOBATEIhb-
ckux nadboparopusx) [3]. Taxxe ciemnyer
OLICHUTH XapPaKTEPHbIC KITMHUIECKUE 0CO-
6ennoctu 6oneznn ®adpu (HeliponaTnye-
cKast 00JIb, KAPIUOMHOIIATHS, TOYCTHAS
HEZ0CTaTO4YHOCTh). OOHapyXEHHUE TTOBBI-
meHHoro ypoBHst GL-3 B riazme n (vim)
Moue uiu in30-GL-3 B mmasMe u ero
aHaJIOTrOB MpH OLIeHKe naiueHToB ¢ VUS
1 HOPMAITBHOH (Y )KCHIIMH) WU TIOHIKCH-
HOM akTUBHOCTBIO Gal A oGecrieunBaer
JIOTIOJTHUTEIBHYIO TUATHOCTHUYCCKYIO HH-
(opMario, Ho poJib OHOMAPKEPOB Y TAKHAX
MAIMCHTOB Bce elle TpeOyeT IpoBepku [29].
TMauuentsr Myxckoro nosia ¢ VUS u HOp-
MaJIbHOM aKTUBHOCTBIO 0-Gal A He HMeroT
6one3nun Padpu.

WHorma a1 moATBEP KICHUS MyTa-
uuu B reHe GLA n naneHelneil Bepu-
(ukanuu auarHo3a HeoOXOAMMO IIPO-
BeCTH OMOTICHIO IToYeK iy cepana [30],
0COOCHHO KOTJIa KITMHIYECKUE TPU3HAKU
Hecnenu()UIHBI, WK B CIIyYasx, KOraa
CYILIECTBYET HEOMPEIEIICHHOCTh OTHOCH-
TEITBHO TOTO, CICAYET JIM HAYMHATH 3aMe-
CTUTEITBHYIO (DEPMEHTATHBHYIO TCPAITHIO.

Bonesns ®abpu MoxxeT OBITH TOA-
TBEpIKIICHA TPU HATMINH HEBPOIIATHHI
MEIIKAX BOJIOKOH, XapaKTepU3YIOIICHC s
0OJIBIO B PYKaX U HOTAX, YCHIIMBAFOIIICHCS
TIPH Kape U JTUXOPAIKE, AHTHOKEPATOMBI
COOTBETCTBYIOIICH JIOKAJIM3AIMHU, BOPOH-
KOBHJIHOM Kepatonaruu. Cieayer oTMe-
TUTb, YTO BOPOHKOBHIHASI KEPATOIIATHUS
HaOMIOMaeTCsl y OOJBIIMHCTRA MAICHTOB
MY’KCKOTO H YKECHCKOTO TT0JIa C KIaCCH-
YecKuM TeueHueM Ooeznu ®abpu [31].

Jleuenne B3pPOCJ/IBIX MAITMEHTOB
¢ 0osie3HB10 Dabpn

CranoBurcs 6onee O4YCBUIHBIM, YTO
KOMIIJIEKCHOE U CBOEBPEMEHHOE JIede-
HHUEC B3POCJIbIX MAIIUCHTOB C 00JIE3HBIO

®abpu 7O0KHO OBITH HAIIPABJICHO
Ha NPeAOTBpAILEHUE JAIbHEHIIEro mpo-
rpeccUpoBaHus 3a00JICBaHUS 10 HeoOpa-
THUMOTO TIOBPEKACHUS TKAaHEH W TIOJIH-
OpraHHO} HemocTaTouyHOCTH. JleueHue
JIOJDKHO BKJIIOYATh (DEPMEHTATHBHYIO
3aMmecTuTeNnbHy0 Tepanuio (O3T)
Y CUMIITOMAaTHYECKYIO TEpaIuIio.
B nacrosmee Bpemst @3T noctynHa
B hopme arancupasei-anpda (Replagal®,
Shire HGT, CIIIA) u arancuna3bi-6eta
(Fabrazyme®, Sanofi Genzyme, CLLIA).
Arancunaza-ansda BBoguTcs B o3¢ 0,2 Mr
Ha | Kr Macchl Tena KaXXayto 2-10 HeIeII0
BHYTPHBEHHO. Arajicu/ia3a-0era BBOAUTCS
B 103¢ 1,0 Mr Ha | kr Macchl Tena pa3 B 2
HEZIeNM B BUJIE BHYTPHBCHHOH HH(Y3HUH.
YpoBHU 3¢ PeKTUBHOCTH ajb(ha-arai-
cunassl ¥ OeTa-arajcuasbl B JICUCHUN
6one3nn Pabpu, BKIIOYast JaHHbBIE OC-
HOBHBIX MCCJIEJOBAHUH M CBSI3aHHBIX
C HUMH OTKPBITHIX PACUIMPEHHBIX HC-
cinenoBanuii [32], ObUTH 3aJOKYMEHTH-
pOBaHBI B KIIMHUYECKOI JIMTEpaType.
Tem He MeHee OJTHOM U3 BayKHEUINX
3aj1a4 SIBJISIETCSI OIIPE/IeIEHE MOMEHTA
Havana O3T. BaxxHOCTb paHHEro Hauana
@3T Obuta MOUEpPKHYTa B PYKOBOZICTBAX
TI0 JICYCHHIO TIeIUaTPUIECKHX MalHeH-
TOB ¢ Gone3npto Padpu (pa3paboTaHHBIX
rpymmo# skcrieproB Fabry B CIIA [33]).
B cooTBeTcTBHY € peKOMEHIaLUsIMU OT-
HOCHUTEJIPHO Havalla U MPeKpaIieHHs
@3T, pazpaboTaHHBIMH €BpONEHCKOH pa-
Ooueii rpymmoit Fabry [34], npumMeneHne
@3T cnenyer paccMaTpuUBaTh y My>KUUH
¢ 6ecCHMIITOMHBIM TEUEHUEM KIIaCCH-
yeckoro Bapuanra b® 1o noctrmxenus
coBepiieHHoneTus (1o 18 yer).
YMeHbIIEHHE MAcChl JIEBOTO XKeITy-
JI04Ka OBIJIO BBIPAKEHO 3HAYUTEIbHEE
y MyX4uH, HadyaBIuXx Jieuenue 3T Oe-
Ta-arajcujasoi B Bo3pacte 10 40 e,
YeM Yy TeX, KTO HadaJ JedeHue B boiee
CTapleM Bo3pacTe. YIydlleHus Obutn
OYEBHJIHBI TIOCJIE TOJ]a JICUCHUS Y Ta-
LMUEHTOB C WHJIEKCOM MAaccChl JIE€BOTO
kenygouka (MMMIIK) Beire 50 r/m
1o Hauana jeuenus O3T [35].
HenaBuee obcepBanmoHHOE Hccie-
JIOBaHHUE TI0Ka3aJ10, YTO YBEJIMUYECHUE Bpe-
MEHH IpreMa OeTa-aranbCHaassl 10 5 et
aCCOLMMPOBAHO C YMEHBIIIEHUEM YacTOThI
TSDKeNbIX ocnokHeHui b® [36]. 1o cHu-
JKEHHE YacTOTHI HAOIIOAJIOCh KaK y Ta-
IIUEHTOB C BHICOKUM PHUCKOM (TO €CTh
y NAMEHTOB C TSHKEIBIMU KIIMHUYECKH-
MU nposiBieHussMu 10 3T, y nanueHToB

E-mail: medalfavit@mail.ru

MeanumHckmin andoasmt Ne7 /2020. KOpAMOAOTUS M HEOTAOXHAR MeAnLMHA (1)



crapiue 40 JeT ¥ y My»4HH), TaK ¥ y TPy
¢ Oosee HU3KUM PUCKOM (TO €CTh y Taru-
€HTOB 0€3 Cepbe3HBIX KIIMHUYECKUX IPO-
asnennit 1o O3T, y nanuentos go 40 net
1 MAIMEHTOB XEHCKOTO I10J1a).

Uro kacaeTcsi OMOXUMHUYECKUX pe-
aKIMi, yITydIIeHHe pe3yJIbTaToB ObLIO
JIOCTUTHYTO y MALMEHTOB MYXCKOTO
TIoJ1a ¢ Kiacchyeckoii 0onesnsio ®abdpu,
kotopslie HaunHanu 3T B Bo3pacte
J10 25 neT, o CpaBHEHHUIO € TEMU, KTO Ha-
YaJl JieueHue B Oonee cTapiieM Bo3pacTe.

Pexomenarmu s Hadana 3T y na-
LIMEHTOB, KOTOPbIE 00pAIIAIOTCS K Bpady
BO B3POCJIOM BO3pacTe WM ObUIN IMArHo-
CTHPOBAHBI ITO3/]HO, PECTABIECHEI B TA0M.
Havano ®3T Tpedyet nonHoCThIO 1MOA-
TBEPIKJIEHHOTO JI1arHo3a 6ose3nn Padpu.

Crnenyer Oa4epKHYTh, YTO HEYMECTHO
TIPOBOIMTH Tepariio b® Tonbko ¢ ucnosns-
30BaHMEM CHMIITOMAaTHYECKHX METO/IOB
(yMeHbIIeHHE OOJIEBOTO CHHAPOMA H JIP. ),
TaK KaK OHM He HalleJIeHbl Ha OCHOBHOM Ia-
ToreHes 3aboreBanus. [Ipopunakriraeckie
Mepsl (HanpuMep, TpoHUIaKTHKa HHCYITb-
Ta C IOMOIIBIO AHTUTPOMOOTHYECKUX
CpencTB) ¥ MoanduUKanus 00pasa KU3HH
(Harrpumep, U30eraHue SKCTPEMaIbHBIX
TEMIIEPaTyp) TAKXKE SBISIOTCS BaKHBI-
MU acleKTaMU yXoja 3a naueHtom [37]
U JIOJDKHBI pacCMaTpHBAThCS B IOTIOTHEHNE
K CUMIITOMaTH4eCKOMY JICUCHHIO.

3akn04ueHue

CoBpeMeHHbIE UCCIICAOBAHMS T10-
Ka3bIBAIOT YCIEIIHOE JIedyeHe Ooies-
H1 Pabpu ¢ MOMOIIBI0 3aMECTUTENb-
HOH hepMeHTHOH Tepanuu. [ 1aBHas
rpo6iiemMa 3a00JIeBaHUs — CIIOKHOCTh
JMAarHOCTHKH U JIOPOTOBH3HA JICUCHHSI.
OTcyTCcTBHE CBOEBPEMEHHOH Tepanuu
MIPUBOJUT K PAHHUM OCJIOXKHEHUSIM,
CHIDKEHHIO TIPOJIOJDKUTEIILHOCTH JKH3-
HU. B 1eTcKoM 1 FoHOIIIECKOM BO3pacTe
MalMeHTHl HECITOCOOHBI YUUTHCS, BHI-
TIOJIHATH (PU3NUECKyI0 paboTy, BECTH
TIOJTHOLICHHYIO JKH3Hb.

[Mpo¢unakrrka 3a00eBaHMs 3aKITIO-
yaeTcs B IPeHATaJIbHONW MITH IPEIM-
rmadranuonHoi (npu 3KO) nuarnoc-
THKE HAIMYUsI MyTaHTHOTO TeHa METOIIOM
JHK-nmarnocTrku u npepbiBaHus Oe-
PEMEHHOCTH 110 MEAMUIIMHCKUM ITOKa3a-
HusMm [38]. Heobxonumo obcenoBanme
BCEX IOTEHIMAJIBHBIX HOCHUTEIICH IreHa
JUIsl CBOEBPEMEHHOT'O HA3HAYCHHMSI 3a-
MECTHTEJILHON ()epMEHTATHUBHOM Tepa-
MUY 1 TIPEOTBPAILCHHS KIMHUUECKIX

Tabanua

PekomeHAaUMU AAS HAHAAQ P3T y B3POCAbIX MYyXKYUH M XKEHLUMH
C KAQCCHYECKUMM, UAU MO3AHMMU MYTaLMamMH, nam GLA VUS

B3pocAas nonyAsuus

PexkomeHAQUMA AAS HaYaAQ ERT

Kaaccuyeckas mytaums Pabpu

MauMEeHT MyXCKoro

*P 3T NOAXOAMT AAS BCEX MALIMEHTOB B AOOOM BO3PACTE

*ﬂpME}HGKM M CUMMOTOMBI, NPEANOAQrAIOLLLIE BOBAEHEHUE B MATOAOTMYECKMM
npoLecC OCHOBHbIX OPraHOB:

NPOTEWHYPUS / AABBYMUHYPHS, KOTOPAS HE OOBICHIETCS APYTUMM MPUYUHAMM;

CUMMTOMATMYECKOE 3000AEBAHNE CEPALLA, HE CBA3AHHOE C APYTMMM

MPUYMHAMM (OABILLIKA, CepALebrerne, 0bMOpOoK, BOAb B rpyAM);

PELMAMBMPYIOLLLOA AMAPES, HOPYLUEHME COYHKLMM XEAYAOYHO-KULLEYHOTO

HEMEPEHOCHMOCTb CPUIMIECKMX YMPOXKHEHUI 1 HAPYLLEHUE NOTOOTAEAEHMS

*P3T CAEAYET PACCMATPHUBATL, ECAM ECTb AQBOPATOPHBIE, IMCTOAOTUHECKUE MAM
BM3YQAbHBIE AOKOA3ATEALCTBA MOBPEXAEHMS MOYEK, CEPALLA MAM LIHC:

* 3000AeBaHME Noyek: CHxeHne CKP (< 90 MA/MKH./ 1,73 M2 C NONPABKOM

MoAQ
* HenponaTnyeckas 6oAb, GOAEBbIE KPU3bI;
.
® UHCYABT MAK TUA;
.
.
TPAKTA (MCKAIOHOS ARYTME MPUYMHDI);
.
MauneHTkn

C 6€CCUMNTOMHBIM
TeyeHnem b

Ha Bo3pacT 6oaee 40 aet [kateropus CKP = G2], cTomkas aAbOyMUHYpHS
6oaee 30 Mr/r [kaTeropms aAbOYMUHYPUM A2 1AM A3]), TAOMEDPYAOCKAEPO3
npm No4YeyHomn Groncuu, BkalodeHns GL-3 B psae KAETOK Novyek;

*  MHCYAbTbI, LEPEBPAALHbIE MOPAKEHMI BEAOTO BELLLECTBA (MPK MPT FOAOBHOTO MO3ra);

* BECCMMMNTOMHOE 3060AEBAHNE CEPALLA (KAPAMOMMONATUA AU APUTMMS,
prbpo3 cepaLa Ha MPT cepALa C KOHTPACTUPOBAHMEM)

Mo3aHAs MyTauus Pabpu (GLA VUS)

MauMeHTbl MY>KCKOTO
M XXEHCKOro NoAd

*P3T CAEAYET PACCMATPUBATL, ECAV UMEIOTCH AQBOPATOPHBIE, TMCTOAOTMYECKME
MAM BU3YOAbHbIE AOKO3OTEABCTBA MOBPEXAEHMSA MOYEK, CEPALLA MAM LIHC Acke
MM OTCYTCTBUM TUMMYHBIX CUMITOMOB BOAE3HM PABPM

MpumedaHme: * — PepMeHTATMBHAS 3AMECTUTEABHAS TEPAMMA.

TIPOSIBJICHUH OOJIE3HH U €€ OCIIOKHEHHUM.
B03MOXXHO CKPHHHHIOBOE HCCIIC/IOBAaHHE
CYXUX IISITCH KPOBH C OTpE/ICIICHHEM aK-
TUBHOCTH aJb(pa-rajJakTo3uaasbl.

Heo06xonumo, 4ToOkI BCE MAaLMEHThI
¢ npu3HaKamu oone3nu ®abdpu ObLN Hc-
CJIe/IOBaHbI HA HAJIMYKE 3TOTO 3a0011eBa-
HUsL. J{71st 3TOTO CyIIecTByeT IporpaMma,
periaMeHTUpyIoIas 3a00p U OTIIPAaBKY
Marepuaia B IEHTP MOJICKYJISIPHOW reHe-
THKH, oOecrieueHre OONBHBIX Iperapa-
TaMH 3aMECTUTEIBHON TEepalny.

DuHaHCOB01L NOOOEPICKIL CO CIOPOHbL
KOMRAHUU-npou3sooumeneil iekapcm-
BEHHBIX NPENAPAMO8 U MEOUYUHCKO2O
000py008aAHUsL ABMOPLI He NOYUATU.
Kongpnuxm unmepecos omcymcmeyem.
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PIEQOY BO «BOATOrpaACKuM roCyAQPCTBEHHbIM MEANLIMHCKMM YHMBEPCUTET MUH3APOBA Poccuu,

r. Boarorpaa

Ischemic cardiopathy in medicine practice

V.A. Chuvileva, V.V. Skvortsov, G.V. Eryomina
Volgograd State Medical University, Volgograd, Russia

Pesiome

Uwemuydeckas kKapAauonaTus IBAIETCS KAMHUKO-MOPCPOAOrn4eCKUM BAPUAH-
TomM UBC, BO3HMKAET BCAEACTBUE XPOHMYECKOM ULLEMMUU YHOCTKOB MMOKAPAC.
XapakTepusyeTcs HAAUYNEM AHTIMOCKAEPO3d COCYAOB MUKPOLIMPKYASITOPHOIO
PYCAQ, KAPAMOCKAEPO3OM, AMAATALMEN N IKCLLeHTPUHECKOM runepTpochueit
A€BOro XeAyAO4Kd, MPOrpecCcHpyoLLLEN CEPAEYHON HEAOCTATOYHOCTbLIO.

KAtoyeBble CAOBQ: ULIE@MMYHECKANA KAPAMONATHA, MUKPOBACKYAAPHAS CTe-
HOKApAMS, CUHAPOM X, uiemmnyeckas 60Ae3Hb CepALd, AHTMOCKAEPO3,
MHKPOTPOM6O3, CEPAEYHAA HEAOCTATOYHOCTb.

memuueckas kapauomnarus (MK) —
KIIMHHKO-MOP(OJIOrNYECKHiT BAPHAHT
WBC, otHOCAmMitCs K crenuduuecKum
WM BTOPUYHBIM KapIHOMHOIIATHSIM,
XapakTepusyouuics MoppodyHKIH-
OHAJILHBIMU U3MEHEHHUSIMH MHOKapa,

Summary

BO3HUKAIOLINMU BCJIEJICTBUE XPOHUUYECKON
uiiemun ero yuactkoB. UK nposisiisieTcs
JIAJIaTalMel U SKCICHTPHYECKOH rurep-
TPOGHEH IEBOTO XKEMYI0UKa, POrPECCUpO-
BAHUEM CEPJIEYHON HEOCTATOUHOCTH, Kap-
JIMO- U @HTHOCKIIEPO3a. DTHOIOTHIECKUM

Ischemic cardiopathy is a clinical morphological variant of IHD.
It occurs due to chronic ischemia of the myocardial sites. It is
characterized by the angiosclerosis of the vessels of the micro-
vasculature, cardiosclerosis, dilatation and eccentric hypertrophy
of the left ventricle, progressive heart failure.

Key words: ischemic cardiopathy, angina microvasculary, syn-
drome X, coronary artery disease, angiosclerosis, microthrom-
bosis, heart failure.

(haxTOpOM JIaHHOTO 3a00JIEBaHMUS SIBIISI-
€TCs aTepOCKIIEPOTUUECKOE TOPAKEHUE
cocynos cepaua. [lpeumymecrsenHo UK
BCTPEUAETCS Y MYXUMH CPEHErO U CTap-
mrero Bo3pacta. VK sBisiercss poHOBBIM
COCTOSIHMEM JUTsl pa3inuHbIX popm MBC,
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