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MopaxeHue ceppeyHO-COCYANCTON CUCTEMbI Y NaLMEHTOB ¢ 0one3Hbio Pabpu
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Llenb. PeTpoCcneKTUBHbI aHann3 0COBEHHOCTEN NOPaXKEHNS CepAeYHO-COCYaANC-
TOV cuCTEMbI Y mauueHTa ¢ 6oneatbio dabdpw.

Matepuan n metoppl. Bbina npoBefeHa peTpocnekTBHas oueHka 34 cnyyaes
60ne3Hn Pabpu (64,7% MyxynH). MeanaHa Bo3pacTa 60bHbIX Dabpu cocTasuna
43,5 (32,8; 57) net.

Pesynbtatbl. MopaxeHue cepaua 6bino BoisBneHo y 70,6% nauuentos. OcTpble
LepebpoBackynsipHble COObITUA BN 0TMEYEHbI Y 23,5% nauneHToB B Bo3pacTe
32,5 (25,3; 51,5) neT. MopaxeHue noyek 6bi10 BbIIBNEHO Y 82,4% NauneHToB, re-
moamnanua nposoauncs y 14,7% naumeHTos.

Cpeau 24 6onbHbIX 60ne3Hbio Pabpu ¢ nopaxeHweM cepaua XpoHudeckas cep-
[le4Has He,OCTaTO4HOCTb Bbina AvarHocTpoBaHa y 37,5% naumeHToB. dpakuus
BbiGpoca (PB) nesoro xenynouka (JIX) (no Cumncony) coctasuna 60 (52,6;
66,7)%. ®B JIX >50% BbisiBneHa y 83,3% naumentos, ®B JIX ot 40% 0o 50% —
y 16,7% naumeHToB. YTonuieHve cteHku JIK otmeyeHo y 83,3% naumeHToB, 13 Ko-
Topbix 58,3% vmenu TonwwmHy cteHku JTXK >1,5 cm. HebonbLuoii nepukapananbHbli
BbINOT BbisiBNEH Y 12,5% nauueHToB. [nactonunyeckas amchyHkums JIK BoisiBneHa
y 45,8% naunenToB. CuHycoBas 6paavkapavs BoiseneHa y 41,7% nauveHTos.
YkopoueHHbli uHTepBsan PQ BbisiBneH y 25% nauueHToBs, npu 3Tom y 8,3% 6bin Bbl-
aBNEH cnHapom Bonbda-lapkuHcoxa-Yaira.

3akntoveHue. MopaxeHus cepaua c pa3BUTUEM YTONLLEHNS €ro CTEHOK, CUHY-
COBOV Gpafukapaun U HapyLIeHUSMU aTPUOBEHTPUKYNISPHOM NPOBOANMOCTU
ABNSIOTCS YACTbIMU NPOSIBNEHNUSIMM Yy naumeHToB ¢ 6onesHbio Pabpu. PaHHee
BbISIBNIEHME MOPaXeHUs cepAaLa U npodpunakTika cepaeyHbIX OCIOXHEHNI Bax-
Hbl Anst o6ecnedernst 3hHEKTUBHOCTW NEYEHUS W YNYHLLIEHUS Ka4eCcTBa XU3HU
nauneHToB.

KnioueBble cnoga: 60ne3Hb Pabpu, nHbuneTpaTUBHAA Kapamomvonatvs, peHo-
TWN, MyTaLWs, UHCYNbT.
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Cardiovascular involvement in patients with Fabry disease

Nguyen T.L.", Kotenko 0.N.23, Vinogradov V. E.%3, Myasnikov R.P.#, Artemov D.V.5, Semyachkina A.N.8, Reznik E. V.57

Aim. Retrospective analysis of cardiovascular involvement in a patient with Fabry
disease.

Material and methods. This retrospective assessment included 34 cases of Fabry
disease (men, 64,7%). The median age of Fabry patients was 43,5 (32,8; 57) years.
Results. Cardiac involvement was detected in 70,6% of patients. Acute cerebro-
vascular events were noted in 23,5% of patients aged 32,5 (25,3; 51,5) years. Kidney
damage was detected in 82,4% of patients, while hemodialysis was performed in
14,7% of patients. Among 24 patients with Fabry disease with cardiac damage,
heart failure was diagnosed in 37,5% of patients. Simpson’s left ventricular (LV)
ejection fraction (EF) was 60 (52,6; 66,7)%. LVEF >50% was detected in 83,3% of
patients, LVEF of 40-50% — in 16,7% of patients. LV wall thickening was noted in
83,3% of patients, of which 58,3% had LV wall thickness >1,5 cm. Small pericardi-
al effusion was detected in 12,5% of patients. LV diastolic dysfunction was detec-
ted in 45,8% of patients. Sinus bradycardia was detected in 41,7% of patients. Short

PQ interval was detected in 25% of patients, while Wolff-Parkinson-White syndrome
was detected in 8,3%.

Conclusion. Cardiac involvement with wall thickening, sinus bradycardia and atrio-
ventricular conduction disorders are frequent manifestations in patients with Fabry
disease. Early detection of cardiac involvement and prevention of cardiac events
are important to ensure the effectiveness of treatment and improve the quality of life
of patients.
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KnioueBble MOMEHTbI

» [lopaxeHue cepiia ¢ yTOIIIEHUEM €r0 CTEHOK,
GubpunngIUeil mpeacepanii, mpeacepaHoin Ta-
XUKApAUEH, XKEIyT0YKOBOM TaxuKapauen, Hapy-
IIEHUSIMU aTPUOBEHTPUKYISIPHON MPOBOAUMOCTU
U TOpaxkeHUEeM MEJIKUX COCYIOB YaCTO BCTpeYaeT-
cd y manueHToB ¢ 6oJie3Hbi0 Mabpu, YTo MOXET
MPUBECTU K OMACHBIM OCJIOKHEHUSIM, TAKUM KaK
cepieyHasi HeOCTaTOUHOCTh, BHE3aIHasi CMEPTh.

[MopaxxeHue cepaia y NallMEHTOB C OOJIE3HBIO
®abpu MOXET JIETKO MPUBECTU K IMyTaHUIIE C T1a-
IIMEHTAMM C TUIEPTPODUIECKOIN KapaAuOMHOTIa-
TUEW W JPYTMMU MHQMUIBTPATUBHBIMU 3200J1€Ba-
HUSMU CepAlia.

[TaumeHTHI ¢ cepIeYHO-COCYIUCTBIMU 3a00JIeBa-
HUSMU HEU3BECTHOU MPUYMHBI, TAKUMU KaK yTOJI-
IIEHWE CTEHKH JIEBOTO XeJyA0YKa U COXpAaHEHHasI
dpakius BEIOpOCa JEBOTO XKeTya04Ka, OCOOEH-
HO MPU HATMYWW TIOYEIHBIX W/MJIM HEBPOJIOTYe-
CKUX MoBpexneHuit 1o 50 JietT, J0KHBI MPOXOAUTh
CKPUHUHT Ha 00J1e3Hb Padbpu.

[ManmeHTHI ¢ JoKa3aHHOM Oone3Hbl0 Madbpu Tpe-
OYIOT TIIATEILHOTO OOCIENOBAHMS CEPAETHO-CO-
CYIVICTOM CHCTEMBI TSI CBOEBPEMEHHOM TUATHOC-
THKHA U TIPODUIAKTUKI OCTOXKHECHUIA.

Bone3np @abdbpu — MHGMILTPATUBHOE HACIIEICTBEH-
Hoe 3a0oyicBaHUE ¢ X-CIIETICHHBIM THUIIOM HAacJemo-
BaHUS C HEMOJTHOU ITEHETPAHTHOCTHIO y XCHIINH |1,
2]. ITaToreHe3oM 6o0JIe3HU ABIgeTCS nePULIUT hep-
McHTa a-Tajakto3uaa3bl A (a-Gal A), 9To IpUBOIUT
K BHYTPHUKJICTOUHOMY HAKOIICHHWIO TJIMKOCHOUHTOIN-
MMAIOB B KJIIETOYHBIX JIM30COMAaX Pa3IMIHBIX OPTaHOB
1 TKaHel, BKmouas cepaue [1, 3]. MHOUIBTpaTUBHBII
mmpo1tiecc B cepaue mpu 6oye3nu Padbpu, Tpu3HAHHBIN
MPOTPECCUPYIOLIUM MYJIBTUCUCTEMHBIM 3a00JIEBaHU-
€M, BBI3BIBACT MHOTOUYMCIICHHBIC CEPICUHO-COCYIMCTHIC
MPOSIBJIEHUS, TPUBOSIINE Y MHOTHUX OOJIbHBIX K HeOJ1a-
TONIPUSITHOMY TIpoTHO3Y [1, 2, 4]. HakoruieHne TanKo-
C(UHTOIMNNIOB B TKaHW CEpAlla HAYNHAETCS B PaH-
HeM Bo3pacte [5]. C meTcTBa Ha diIeKTpoKapauorpadumn
(DKTI') Moryt HabmOmaThCa M3MEHEHUS B BUIE YKOPO-
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Cardiac involvement with wall thickening, atrial fi-
brillation, atrial tachycardia, ventricular tachycar-
dia, atrioventricular conduction abnormalities, and
small vessel involvement are common in patients
with Fabry disease, which can lead to dangerous
complications such as heart failure, sudden death.

Cardiac involvement in patients with Fabry disease
can easily lead to confusion with patients with hy-
pertrophic cardiomyopathy and other infiltrative
cardiac diseases.

Patients with cardiovascular disease of unknown
cause, such as left ventricular wall thickening and
preserved left ventricular ejection fraction, espe-
cially with renal and/or neurological damage be-
fore age 50, should be screened for Fabry disease.

Patients with proven Fabry disease require a thor-
ough cardiovascular evaluation for timely diagnosis
and prevention of complications.

yeHus mHTepBana PQ, cuHycoBoil 6pammkapaum [5].
[Ipusnaku rurepTpodum JeBoro xemymouka (JIZK) mo-
TYT OBITH BEIABJICHBI IIPY MEIUIIMHCKOM OOCIIeIOBAaHNI
06e3 KaKux-JI1Mbo kajmob co CTOPOHBI manueHTa [2, 5].
[Ipu orcyTcTBUM JedeHNsS WHPUIBTPATUBHAS Kapauo-
MUOTIATHASI MOXET BBI3BaTh XPOHUYECKYIO CEPACUHYIO
HepoctatouyHOCTh (XCH), dpubpmmramnuio mpencepauia
(®IT), xxeaymouKOBBIC apUTMHUU U JaXKe BHE3AITHYIO cep-
JEUYHYI0 cMepTh [1, 6].

ITo naHHBIM HaIleTO MCCIeAOBaHUS, K HOIOpIo 2023T
B MockBe 1 MOCKOBCKOI 001acT! BBISABIEHO 48 T1anu-
€HTOB ¢ 0oJie3HpI0 Pabpy, BKITIOYAST B3POCIIBIX U IETCH.
Takum o6pa3oMm, pacrpocTpaHeHHOCTh 6one3Hn Padbpu
B MockBe 1 MOCKOBCKOIT 00J1aCTH OITpeie/icHa B pa3Mepe
2 Ha MIJITMOH HaCeJICHMS. YUMTBIBAsI PEIKOCTH 3a00JIe-
BaHMS B KIIMHWYCCKON TIPAKTHKE, HU3Kas OCBEIOMJICH-
HOCTBh Bpaueii 0 JaHHOM MaTOJIOTMHU IIPUBOIUT K TTO3MHEH
IUaTHOCTHUKE 3a00JI¢BaHUS M HECBOEBPEMEHHOMY Ha3Ha-
YEHUIO TTATOTCHETUICCKOM TepaItniu.

Llenpio MccnemoBaHUS SIBISICTCS PETPOCIIEKTUBHBIMN
aHaIIN3 0COOCHHOCTEH TTOpakKeHMS CepIeUHO-COCYIUCTOM
CHCTEeMHEI y TIalMeHTa ¢ 6oJe3Hbpi0 Mabdpm.
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Mokasatenun MaumneHTbl ¢ 601e3HbI0
@abpu (n=34)
Bospacr, net 43 (32; 56)
3apepkka AMarHoCTuKku (Mec.) 89,5 (36; 246)
MopaxeHue cepaua, n (%) 24 (70,6)
Hedponatusg, n (%) 28 (82,4)
[vnepToHus, n (%) 9 (26,5)
CaxapHblii onabet 2 Tuna, n (%) 0(0)
TWUA/nHcynbT, n (%) 8(23,5)
MHdapkT Mrokapaa, n (%) 0(0)
CK®, mn/mun/1,73 M2 67 (50,2; 84,5)
CK® <60 mn/mun/1,73 M2, n/BanupHoe 4ncno (%) 11/31(35,5)
ApTepuanbHas runoteHsus, n (%) 1(2,9)
MpoTteunHypus, r/n 0,17 (0; 0,96)
MpoTenHypus >0,3, n/BanuaHoe 4ncno (%) 14/27 (51,9)

Ta6nuua 1

MyunHbl (n=22, 64,7%) XKeHuwwmHbl (n=12, 35,3%) P

42 (26; 54) 50 (35,8; 69) >0,05
91 (43,5; 291) 88,5 (20; 160,8) >0,05
16 (72,7) 8 (66,7) >0,05
18(81,8) 10 (83,3) >0,05
5(22,7) 4(33,3) >0,05
0 0 >0,05
3(13,6) 5(41,7) >0,05
0 0 >0,05
63,5 (29; 91) 68 (64; 85) >0,05
8/21(38,1) 3/10(30) >0,05
0(0) 1(8,3) >0,05
0,24 (0,07; 1,52) 0,07 (0; 0,6) >0,05
9/18 (50) 5/9 (55,6) >0,05

Cokpauenusi: CKP — ckopocTb kny60o4koBoi Gpuabtpauym, TVA — TpaH3uTopHas nwemmuyeckas ataka.

Martepuan u metogbl

ITpoBeneHO peTPOCIIEKTUBHOE HAOIIOIATEILHOE HC-
clleJOBaHKE ITyTeM IIPOCTICKTUBHOTO cOOpa JaHHBIX M3
pPasIMYHBIX CITEUATU3NPOBAHHBIX MEAUIIMHCKUX OTIIC-
JneHuii ropoga MockBul. BeisiBieHo 34 ciydas 60Jie3HUI
®abpu (64,7% myxuuH) ¢ 20 pa3TUIHBIMUA MYTalMSIMU
B reHe GLA, KomupyroieM (hepMEHT alb(ha-TaTaKTo3uaa3y
A (cM. IIpunoxenue). by BKITIOUCHBI JaHHBIC 32 TIe-
puon ¢ 2012r mo oktsa6psh 20231, BKIIOYasd MaleHTOB
B Bo3pacte 16 yieT u ctapiire. 91,2% nanmeHToB MOTyYu-
JIA TIATOTEHETUYICCKYIO 3aMECTUTEIIBHYIO (DePMEHTHYIO Te-
panuio: 55,9% nauueHTOB IOJIydaiy arajcuasy ajibda
B mo3e 0,2 mr/Kkr macchl Tena 1 pas B 2 Hen., 35,3% nauu-
SHTOB TIOJTyJa/In arajcuaasy 6eTa B mo3e 1 MI/KT MaccChl
tena 1 pa3 B 2 Henm. MenuaHa (31ech U majiee B CKOOKax
yKazaHbl 25-1f 1 75-1 IpOLEHTUIN) IIATESIbHOCTH Ha-
omonenus cocraBuia 35 (13; 81,8) mec., max — 12 Jer,
1 TmanmeHT ymMep OT IOJMOPTaHHOW HETOCTATOUYHOCTH
B Bo3pacte 46 yieT. KIMHUKO-UHCTPpYMEHTAIbHBIM KPUTE-
pUeM TIOPaXXEeHUS cepAla SABISUIOCh HATMYUE YTOJIIEHUS
crenkn JIK >12 MM, Hanmmume KianaHHBIX aHOMAJIUIA,
HapyIIeHUI puTMa U/WIN TIPOBOAMMOCTH O3 IPYroi
YCTaHOBJIICHHOW 3THOJIOTMU. MeanaHa Bo3pacTa ITaliu-
eHTOB ¢ Oone3nbio Padbpu cocraBwmia 43,5 (32,8; 57) ro-
nma. MccmenoBanue ogodpeHo JIOKaaTbHBIM 3TUIECKIM KO-
MHUTETOM PoCCHIICKOro HaIlMOHAJIBHOTO MCCIICI0BATEIIb-
CcKoro MeaumuHcKoro yauBepcutera uM. H. M. TTuporosa
(Ne 214 ot 24 gauBaps 2022r). U3mepeHre aKTUBHOCTHU
Q-TaJIAKTO3MIA3BI A OTIPEIEIISIIOCH B CMEIIaHHBIX JICHKO-
IUTaX C UCIOJb30BaHUEM (DIIYOPUMETPUICCKOTO aHAIM-
3a ¢ 4-mMeTuayMOe e pii-o- D-ramakronmpaHo3uIoM
B KauecTBe cyocTpara [7]. KonuuecTBeHHOE orpeneneHune
001IIero TIa3MEHHOTO TTTO00TPHA03MIIC(OMHTO3MHA (JIN30-
Gb3) u mouesoro ToboTpraosuepamuaa (Gb3) mposo-
JIAJIOCH C MCITOIb30BaHNEM METOa OBICTPOI XKMIKOCTHOM
XpoMaTtorpaduu ¢ TaHIEMHOI Macc-CIleKTpoMeTpueit [8].

JIJI CTaTUCTUYECKOTO aHaIn3a UCIIOIb30BaJIach Bep-
cus 26 IBM SPSS Statistics 2019. M3-3a HEOOIBIIIOTO KO-
JIMYECTBA MALIMEHTOB B HAIIE KOTOPTE B CTATUCTUIECKIX
pacyeTax UCIOJIb30BAIACh HEMTapaMeTPUUECKIE KPUTEPUU,
JAHHBIE ObLIM MIPEACTaBIEHb] B BUIE MEAVAHBI U MEXKBAP-
TUJIBHOTO pa3Maxa Ul HEITPEPHIBHBIX IEPEMEHHBIX U IIPO-
MOPLMI I KATETOPUAIbHBIX ITEPEMEHHBIX.

Pesynbrathbl

[Mpu aHanm3e MEAULMHCKON TOKYMEHTALUKU 0OJIb-
HBIX ¢ 00j1e3HbI0 Pabpu (n=34, 64,7% MyX4MHBI, Ta-
osnia 1) nmopaxeHue cepaia BoisiBieHo y 24 (70,6%) na-
IIMEHTOB, B T.4. 6 MalMEHTOB MyxkcKoro moya (27,3% ot
001IeTO YKcIa MYKYMH), Y KOTOPBIX KapauaabHBIA (he-
HOTUII ObUT IMarHOCTUPOBaH mocie 40 JeT.

VY 9 (26,5%) GobHBIX B aHAMHe3€e OblLia apTephaibHast
runeprensust: y 7 (20,6%) 6obHbIX Oblia 1 cTeneHb 3a-
6oneBanus, y 2 (5,9%) — 2 creneHb. OcTpoe HapylieHWe
MO3TOBOI0 KPOBOOOPAILIEHUSI OTMEUEHO B aHAMHe3e y 8
(23,5%) GombHBIX, TIpH 3TOM Y 2 (5,9%) GOMBHBIX OBUT ITO-
BTOPHBIA MHCYJIBT, ¥ 2 (5,9%) MHCYIIBT BO3HUK ITOCTIe HavYa-
na pepmenT3aMecTuTenbHOM Teparmu (P3T) ¢ peruraramom.
MenuaHa Bo3pacTa Ha MOMEHT YCTAHOBJICHUS IMarHo3a
OCTPOI0 HapyILIEHUsT MO3IOBOIO KPOBOOOPAILEHMSI COCTa-
Bwia 32,5 (25,3; 51,5) roma, min — 19 jet, max — 68 Jjer.

Y 1(2,9%) nauueHta B aHaMHe3¢ ObLI OCTPbIL KOPO-
HapHBII CUHAPOM C TiIceBIonHMapKTHOM KapTruHOit DKIT,
Yy KOTOPOTO I10 JAHHBIM KOPOHaporpachuu He ObLIO BhISIB-
JIEHO 3HAYMMOTI'0 CTEH03a KOPOHAPHbBIX apTepHil.

YpecKoxKHOE CTEHTUPOBAHUE KOPOHAPHBIX apTepuii
Ob1710 BBITIONIHEHO 1 (2,9%) mainueHTy B CBSI3U C BbIpa-
SKEHHBIM CTEHO30M JIEBOI U MPaBOii KOPOHAPHBIX apTe-
puii, BBISIBJIEHHBIM IIPU KOpOHaporpaduu 10 UMILIaHTa-
LMY KapAUOCTUMYJISITOPA.

Hu y onHoro namyeHTa ¢ nopaxxeHueM cepiia He ObUIO ca-
xapHoro aua6eta. [TopaxkeHue 1ouex BbIsiBIeHO Y 28 (82,4%)
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Ta6nuua 2
CpaBHMTeanaﬂ XapakTepucTuka nopaxxeHus cepaua naumeHToB MYXXCKOIro U XXxeHCKOro nosa c 60ne3HbI0 ¢a6pu
Mokazatenn MaumeHTbl ¢ NopaxeHem My>xuuHbl (67,7%) (n=16) XKeHuwwmHbl (33,3%) (n=8) P
cepaua (n=24)

O6cTpyKums BbixopHoro TpakTta JIK, n (%) 2(8,3) 2(12,5) 0(0) >0,05
XCH, n (%) 9(37,5) 6 (37,5) 3(37,5) >0,05
DB JIXK, % 60 (52,8; 66,8) 60 (52,5; 65) 61(46,9; 72) >0,05
TonwwHa MXI, Mm 16 (12,1; 16) 16 (13,5; 20) 16 (10,6; 17) >0,05
TonwimHa 3aaHein cteHkn JHK, mm 14 (12; 16) 14,5 (12; 16) 14 (9,3; 16) >0,05
TonmHa CTEHKM NPaBOro Xenyouka, MM 4,6 (4;7,3) 5(4; 8) 4(3,5;4,5) >0,05
CummeTpuyHoe yrosiieHue cteHku JIK, n (%) 13 (54,2) 10 (62,5) 3(37,5) >0,05
MepenHee CUCTONMYECKOE ABUXEHWE CTBOPOK 3(12,5) 3(18,8) 0(0) >0,05
MWUTPanbHOro Knanaxa, n (%)

3epHnCTOCTbL MroKapaa, n (%) 4(16,7) 3(18,8) 1(12,5) >0,05
KanbLyHo3, yTonLLeHVe CTBOPOK knanaHos cepaua, n (%) 14 (58,3) 11(68,8) 3(37,5) >0,05
@M, n (%) 7(29,2) 3(18,8) 4 (50) >0,05
HapyLuenne nposoaumocTu, n (%) 13 (54,2) 10 (62,5) 3(37,5) >0,05
OKI-npmaHakv runeptpodum JIXK, n (%) 10 (41,7) 8 (50) 2 (25) >0,05
YkopoueHHbIii nHTepsan PQ, n (%) 6 (25) 4(25) 2(25) >0,05
Cunppom Bonbda-apkuHcoHa-Yaiita, n (%) 2(8,3) 0(0) 2 (25) >0,05
Xenynoukosas Taxukapaus, n (%) 4(16,7) 3(18,8) 1(12,5) >0,05
CviHycoBasi 6paaukapams, n (%) 10 (41,7) 6 (37,5) 4 (50) >0,05
Tmaponepukapaut, n (%) 3(12,5) 2(12,5) 1(12,5) >0,05
Mpu3aHaku neroyHow runepteHsum, n (%) 7(29,2) 5(31,3) 2 (25) >0,05

Cokpawyenus: JIX — neBblin xenymouek, MM — mexokenynoukosas neperoponka, @B — dpakums Beiopoca, M — bdubpunnsaumsa npeacepamii, XCH — xpoHuyeckas

cepaeyHas HepoctatouHocTb, IKIM — anekTpokapamorpadms.

IMpecunkone/cuHKoOME
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IMoBbleHHast TeMIieparypa Tejia

CHMXeHME NOTOOTAENEHHS C IUTOXOi
TIEPEHOCUMOCTBIO Kapbl
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AH TUOKEpaToMa

Hespomnatnueckas 6011b

| 76,5

CnabocThb 1/MIIM yTOMJISIEMOCTh
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%

80 100

Puc. 1. YacTble xanobbl naumeHToB ¢ 6one3Hbio Pabpy.

0OJIbHBIX, TeMoauanu3 mmposeaeH y 5 (14,7%) GONbHBIX, al-
JIOTPAHCIUIAHTALIMS ITOYKU BbITojiHeHa Y 2 (5,9%) GOJbHbIX.

MenuaHa BpeMEHHU OT IOSIBJIEHUSI CUMIITOMOB 3a00-
JIeBaHUS IO TIOCTAaHOBKM AMarHo3a cocTaBmia 7,5 (3,2;
18,5) roma, max — 53 roma. MennaHa BpeMeHU OT ITOCTa-
HOBKM [IMarHo3a [0 Hadyaja [1aTOreHEeTUYECKOM Teparuu
cocraBwmia 3 (2; 4) mec.

IIpu aHanu3ze xkanod MalMeHTOB OJbIIIKA OblIa OT-
MedeHa y 9 (26,5%) GOMbHBIX, C1a60CTh U/WIM YTOMIISI-
eMocTb — y 26 (76,5%), oreku —y 7 (20,6%), cepaue-

% Jler
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60 70
50 4 60

F50
40

F40
304

F30

20 4 L 20
104 42 42 rlo

0 | — | — 0

Her XCH XCH xnace 1 XCH xmnacce 11 XCH knacc 111
(NYHA) (NYHA) (NYHA)

Puc. 2. ®yHkuMOHanbHbIA Knacc ceppaeyHol HepocTatodHocTn (XCH) u coot-
BETCTBYIOLLMIA BO3PACT NALMEHTOB C nopaxeHnem cepaua npu 6oneaqn ®abpu.
MpumeyaHue: LUBeTHOE N306paxeHne JOCTYNHO B 3NEKTPOHHOM BEPCUM XypHana.
CokpauieHnue: XCH — xpoHuyeckasi cepaeyHas HeloCTaTO4YHOCTb.

OoueHue, nepedou B padote cepaua —y 11 (32,4%), Heii-
pornatuyeckue 6o —y 17 (50%), kpuz dadbpu —y 14
(41,2%), npecunkomne/cunkorne —y 3 (8,8%), xpoHude-
ckast muapest —y 4 (11,8%), MoBbIlIeHUE TeMITepaTyphbl
tenma —y 10 (29,4%), cHUXKeHUE TTOTOOTAEACHUS C TIJIO-
X0 IepeHOCUMOCThIO Xapbl — y 10 (29,4%) GOIbHBIX.
Ipu nanpHeieM 06cIenOBaHUN aHTUOKEepaToOMa BbI-
seiieHa y 13 (38,2%) nanuenTos (puc. 1).
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3amHASa CTEHKA
4,2%
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Hopmanbhas CumMeTpuyHast
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crenku JIK

AcuMMeTpuYHas
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ManuUISIpHast MbIIIILA

Puc. 3. YTonuweHwe cteHku JDK y nauneHToB ¢ 6onesHbio Pabpu 1 nopaxeHwem cepaua.

CokpaueHue: JK — nesblil Xenynoyexk.

4,2%

TlceBnoHOpManu3anus

41,7%

Hapymenne

penakcauun 54,1%
HopwmanbHas
JIMACTOJIMYECcKast
GbyHKIUS

Puc. 4. [nactonunyeckas GyHKUMS y naumeHToB ¢ 6oneaHbio ®abpu 1 nopaxe-
HVeM cepaLa.

Cpeu 24 MaimeHTOB ¢ TOpakeHUEM Cep/ilia BCIEACTBHIE
6omne3znu Madpu (Tadm. 2) XCH 6bina ykazana B tuarHose
v 9 (37,5%) natmentos: XCH I knacca Helo-Mopkckoit
kapaunojiorndeckoit accoranuu (NYHA) —y 1 (4,2%),
Il ximacca—y 7 (29,2%), 111 knacca—y 1 (4,2%) naiuenra
(puc. 2). Mennana Bo3pacta 6onbHbIX ¢ XCH cocTaBuia
60 (48; 70) net, 6e3 CH — 44,5 (31,5; 55,8) ner (p=0,037).

IMo manubBIM 3x0Kapauorpadum y 6onbHbBIX Padpu
¢ mopaxkeHueM cepmua dpakius Beiopoca (PB) JIZK o
Cumrcony coctauia 60 (52,8; 66,8)%. ®B JIXK >50%
BoisiBiieHa y 21 (87,5%) manuenTta, ®B JI2K ot 40%
10 50% —y 4 (16,7%) 6onbHBIX. ToNIIMHA MEXKETY-
noukoBoit meperopoaku (M2KIT) cocraBuna 16 (12,1;
19) MM, TomuuHa 3agHei crenku JIK — 14 (12; 16) mm.
Vronenue crenku JIZK ormeueno y 20 (83,3%) G6oib-
HBIX, U3 HUX Y 14 (58,3%) G0JBHBIX OTMEUEHO BBIPaKeH-
Hoe yromenue cteHku JIK (>1,5 cm).

VY 13 (54,2%) maumeHTOB yTOJIIeHUe cTeHKu JIXK
OBIIO CUMMETPUIHBIM, Y 7 (29,1%) — acUMMETpUIHBIM
(v 5 (20,7%) — uzonupoBaHHoe yrojmenne MKII,

y 1 (4,2%) — vzonupoBaHHOe yTojiieHne Bepxymmku JIK,
y 1 (4,2%) — yTonieHue HIXKHEW W MepeaHell CTeHKU
JIXK (puc. 3)).

Yronmenune nanwuisipHbix Mbinn JIZK 6610 y 4
(16,7%) manmeHTOB.

OO6cTpykuus BeIBOgHOTO TpakTta JIK mpu mpobe
BasibcanbBbl BoisiBiieHa y 2 (8,3%) mallMeHTOB, TiepeiHee
CHCTOJIMYECKOE TBUXKEHME TIepeTHe CTBOPKUA MUTPaITb-
Horo kinanaHa (MK) BeisiBnero y 3 (12,5%) naieHToB.

VY 1(4,2%) nanmenTa pesekist M2KIT (MuoskTomust)
ObljIa BBITIOJTHEHA B CBSA3M C OOCTPYKIIMEW BBIBOIHOTO
tpakTa JIXK. ¥V 5 (20,8%) manmeHTOB OTMEUYEHO yTOJIIIIe-
HME CTEHKU TPaBOTo XeJyIouKa.

VY 16 (66,7%) manueHTOB MPU 3XOKapauorpaduu BbI-
SIBJICHBI U3MEHEHUSI KJIallaHHOTO armnapara. Y 16 (66,7%)
MalMeHTOB BBISIBJIEHa MUTpPAJIbHASI perypruTanus, y 5
(20,8%) — aoptanbHas peryprutanus, y 7 (29,2%) — ne-
rovHasi peryprutanus, y 16 (66,7%) — TpukycrnuaaibHast
peryprutanus. Y 1 (4,2%) nmanueHTa BbISIBJICH MUTPaJTb-
HbIN cTeHo3. Y 1 (4,2%) nalueHTa BBISIBICH TTPOJIATIC
MK. Yrommenue crBopok MK BwistBiieHo y 11 (45,8%)
MalMeHTOB, YTOJIIIEHUE CTBOPOK a0pTaIbHOTO KJlaraHa —
y 12 (50%) manmneHTOB, YTOJIIEHUE CTBOPOK TPUKYCITH-
JabHOTO KianaHa — y 2 (8,3%) nmalueHToB.

V¥ 3 (12,5%) mauneHTOB HaOIIOAATUCH TIPU3HAKH 3eP-
HUCTOCTU MUoKapna yroiameHHoit M2KII.

Huddysznsrii runoknne3 muokapaa JIK BeisiBneH y 4
(16,7%) 60nbHBIX. HeMHBa3WBHBIE MPU3HAKK JICTOUHOMN
TUTNepTeH3UN BhIsABIEHB Y 7 (29,2%) GOTBHBIX, B T.U. Y 5
(20,8%) GOMBHBIX ¢ CUCTOTMYECKUM NABJICHUEM JIETOY-
Hoit apTepun <50 MM pT.cT. Ny 2 (8,3%) MalMeHTOB C CH-
CTOJIMYECKUM JIaBlieHUeM JierouHoit aprepun 50-80 Mm
p1.cT. [lepukapnuaibHbIl BBHITIOT BhIABICH ¥ 3 (12,5%)
OOJIbHBIX.

Huactonmuyeckas nuchynkuus JI2K Boisiiena y 11
(45,8%) 6onbHbIX: y 10 (41,7%) — HapyllleHUe pellakca-
i, y 1 (4,2%) — nceBnoHopmanu3anust. Y 14 (58,3%)
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Puc. 5. AputMuy y naumeHToB ¢ 6oeaHbio Dabpu v nopaxeHrem cepaua.
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Puc. 6. HapyLueHust npoBoAMMOCTY y naupeHToB ¢ 6onesHbio ®abpu 1 nopaxe-
HVeM cepaLa.

MaIMeHTOB TuacTojmdeckas (hyHKIUS OblJla HOpMallb-
HoI1 (puc. 4).

IMpn anamuse nmeromuxcss DKI BoabTaxkHbIE TIPU-
3Haku runeprpodun JIXK BeisiBneHst y 10 (41,7%) nauu-
€HTOB, MPU3HAKOB HU3KOTO BOJIbTaXa KoMriekcoB QRS
He ObUIO BBISIBIIEHO HU Yy OJHOTO TaIlMeHTa.

[NceBmonHMapKTHBIE TTaTOJOTHYECKIE 3yOIBI Q BEHI-
sieHbl y 3 (12,5%) 6ombHBIX: y 2 (8,3%) — B OTBelne-
Husx HrokHen crenku JIXK, y 1 (4,2%) — B oTBeaeHU-
sIX TIepeqHel meperopompouHoit cteHku JIZK, mpu aTom
HU y OJHOTO TalMeHTa He ObUT MOATBEPXKAeH MH(MAPKT
muokapna (MM). Y 7 (29,2%) Gonbubix BeisiBieHa DI1:
y 3 (12,5%) — mocrosunas dopma, y 4 (16,7%) — mapox-
cuamanibHas. CuHycoBasi Opaaukapnus BoisiBiieHa y 10
(41,7%) 6onbHBIX. HecTolikas mapoKcu3MaibHast HajKe-
JIyIOYKOBask Taxukapaus ormedanach y 9 (37,5%) 60J1b-
HBIX, HECTOMKAas TapOKCU3MaIbHAST XKETyT0UKOBast TaXu -
Kapmusi — y 4 (16,7%) GonbHbIX (puc. 5). CuHAPOM clia-
0ocTH CHMHYCOBOTO y3j1a otMedeH Yy 1 (4,2%) nauueHTa.

Hapyienust mpoBoguMocTy BoisiBiieHbl Y 13 (54,2%)
MalMeHTOB: aTPUOBEHTPUKYJISIpHAs Oiokama — y 5
(20,8%), B T.u. y 2 (8,3%) mauyeHTOB C aTPUOBEHTPUKY-
JIIpHOIL Gyiokamoit 3 creneHu, y 2 (8,3%) malLueHTOB —
2 cremnienu, y 1 (4,2%) nanuenTta — 1 crereHu; 61oKaaa
npaBoil HoXKu Iyuka [uca —y 4 (16,7%) naLueHTOB;
Osiokana JieBoit HoxXku mmydka [ca —y 1 (4,2%) nauueH-
Ta; HapyIIeHUEe BHYTPUXKETYIOYKOBOW MPOBOAUMOCTU —
y 1 (4,2%) manmenTa. ¥Y 6 (25%) malneHTOB OTMEYEHO
yKopoueHue uHtepBaia PQ, npu stoM y 2 (8,3%) nauu-
eHToB ObUT cuHapoM Bombda-IlapkuHcoHa-Yaiita. Y 4
(16,7%) naeHTOB ObLT UMIUIAHTUPOBAH KapIUOCTUMY-
asitop (puc. 6). [TpuuMHON UMIUTAHTALMK KapIuOCTUMY-
JISITOpa cTajia aTpuOBeHTpUKYy/sipHas 6i1okana 111 cremne-
a1y 3 (12,5%) nanmeHToB, OpanrcUCTOIMIecKast MOCTO-
saHHast ¢popma PI1y 1 (4,2%) nauueHTa.

Henpeccus cermenTa ST mipu 24-9 X0JITEpPOBCKOM MO-
autopupoBanuu DKI ormeuena y 7 (29,2%) nauneHTOB,
TpU 3TOM Xajio0 Ha 60JIM 3a TPYAWHOM BO BpeMs Tpolie-
Jypbl He OBUIO HU Y OJHOTO MaIlMeHTa.

OGcyxaeHue

VYronmenue crenku JIZK gBasgercs ogHUM U3 Hau-
0oJice JaCTBIX U XapaKTePHBIX IMPU3HAKOB ITOPaKCHUS
cepnma mpu 6oye3Hu Padpu, 3Mech MBI peKOMEHAYeM
HCITOIB30BaTh TePMUH "yrommeHne cteHkn JI2K" BMec-
T0 "tHriepTpodusd JIXK" B CBA3M ¢ ero MaTONOTMYECKUM
MeXaHU3MOM (MHOUIBTpaLs TJI000TPHA03UILIepaMM-
Ia B KapAUOMUOIINTHI KaK OCHOBHAS IIPUYMHA YBEIIH -
YeHUs pa3MepoB KJIETOK U CTeHKHU cepama). [1o maHHBIM
Linhart A, et al., yrommenue ctenku JI2K 6b110 00HapY-
JKE€HO Yy TTOJIOBUHBI ITAIIMEHTOB MYXCKOTO TI0JIa M OTHOU
Tpety maureHToB Mabpu skeHcKoro 1mona [9], a B Halei
KOTOpTe OHO COCTaBUJIO 58,8% (MyXunMHbBI — 68,2%, XeH-
wuHel — 41,7%). Yronenue creHku JIZK 0ObIYHO ObI-
BacT CMMMETpUUYHBIM. B Hamreit koropte cpemm 20 marm-
eHTOB ¢ yrouieHueM cteHku JIXK y 65% nabmoganach
cUMMeTpUYHas hopMma.

OO6cTpyKuMs BEIXogHOTo TpakTa JIXK He siBisteTcs pen-
KUM IIpU3HAaKOM 1pu 6oj1e3Hu Dabpu, BcTpevasich y 28,6%
MAIIMEHTOB ¢ ACUMMETPUYIHBIM YTOJIIIeHUEM cTeHKHU JI2K
B HaIICHl KOTOPTE, UTO 3aTPYIHSET e¢ aucPepeHIINPOB-
Ky OT THIIEPTPODUIECKOI KapanOMUOIIaTUM. B ciydasix,
KoTIa 3a00JIeBaHIE TIPOTPECCUPYET MEIJICHHO 1 TIPOSBIISI-
eTCsI B CpeIHEM BO3pacTe ¢ M30JIMPOBAHHBIMM Kapauailb-
HBIMH CUMITTOMaMU, BEPOSITHOCTh OIITMOOYHOM THarHOC-
TUKH KaK TUTIEPTPODUIECKOiT KapANOMUOIIATUN TN BTO-
PUYIHOTO TTOPaXKCHMST CepaIia BCICICTBUC apTepUaIbHOM
TUTICPTCH3UN, UIIIEMIYECKOI 00JIe3HN ceparia, KOTOPhIC
BCTPEUYAIOTCSI TOPA3I0 Yallle, SIBISICTCS] OYeHb BBICOKOM.

Iny6okue orpuuiatenbHble 3yOLbl T B mpekopauaib-
HBeIX oTBeaeHUsIX DKI' y mammeHToB ¢ 001e3Hb10 Padpu
¢ yroueHueM cteHku JIZK, 0coOeHHO, B COYETaHUHU C aTh-
MIMIHON OO0JBbIO B TPYIM, aHAMHE3 apTepUaIbHONM THIIEP-
TEH3UM He penko mHTeprpetupyercsd kak UM. C mpyroid
cToOpoHBI, 60J1e3HL Padpy ObIIa MpeITOXKEeHA B KAaUeCTBE
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dakTopa prcKa aTepoCcKIePOTUICCKON NIIEMIIECKOi 00-
JIE3HU Cepilla KaK y MYKUMH, TaK 1 y keHIIuH [2]. [Tpn
oome3nn Madbpu rurepTPoPUsS MEIKUX COCYIOB M OTIIO-
keHre Gb3 MOTyT MPUBECTH K MUKPOCOCYIMCTOI HIIIe-
vun. Kpome toro, 6ose3nb Pabpu KaK COITyTCTBYIOIIAST
ITaTOJIOTHST TAKSKE YCYTYOJISIEeT YoKe MMEIOIINECs Y TallieH-
Ta CepICYHO-COCYINUCTHIC PUCKU, TaKMe KaK THIICPIIATIN -
IeMWUsI, TUTIEPTOHUS 1 KypeHne. B Haimeit koropte cpenm
20 manMeHTOB C TOCTYITHBIMU JaHHBIMHU aHAaIM3a JINITH-
0B KpoBH Y 4 (20%) naiyeHTOB ObLa TUIIEPIAUITAIEMUSL;
YPEeCKOXKHOE CTCHTUPOBaHNE KOPOHAPHBIX apTepril OBLIO
BBITIOTHEHO Y 1 (2,9%) manueHTa 1u3-3a TSDKEJIOTO CTeHO-
3a JICBOIT M TIPaBOil KOPOHAPHBIX apTepuii. OTHAKO 0 CUX
Mop Mbl He HaOonaaIu HU onHoro ciydas MM y oGcne-
JTOBAaHHBIX HAMM TTAlICHTOB.

B cBs131 ¢ apuTMHMSIMU M HapyIICHUSIMH TTIPOBOINMO-
ctu 6obHBIe Padpy MOTYT XKaIOBaThCsI Ha CepaIicOme-
Hue u ooMopoku. CepriiednueHne ObLTO 3apeTUCTPUPOBA-
HO y 32,4% mnauuenroB ®abpu, a ooMopoku — y 8,8%.
PesyabraThl 3TOr0 MCCIenOBAaHUS MOATBEPKAAIOT TIpe-
NbIAYIIME COOOIEHUST O BLICOKOM YacTOTe MPeacepaAHbIX
¥ KEJTYTOUYKOBBIX apUTMUI y ITAalIMEHTOB ¢ OOJIE3HBIO
dabpu [2, 10].

B Hamem nccnenoBanum y 25% malmeHToB UMEJICST YKO-
poueHHbI uHTepBal PQ, B Tu. y 8,3% maLueHTOB ¢ CUH-
npomoM Bombda-ITapkuHcona-Yaiita. OCHOBHOI TIpH-
YnHOI yKopodeHUsT mHTepBaja PR y manmmenros ®abdpu
SIBJISIETCSI YCUJICHME aTPUOBEHTPUKY/ISIPHOM IIPOBOINMO-
CTH, a He TIPUCYTCTBUE MOMOJTHUTCIBHBIX ITyTeit [2, 11].
PesynbraTel psima mMccieoBaHMiA TTOKA3aJIi, YTO HOPMaJIH-
3amms nHTepBana PR y mammeHToB ¢ 6ore3api0 Padpu ObLIa
3acukcupoBana rpu ucronb3osannu M3T [12]. Ho xorma
BO3HUKaeT cuHApoM Boinbda-IlapkuHcona-Yaiita, Hellb-
35T ICKJTIOYATh CYIIIECTBOBAHME ITOIIOJTHUTEIIBHBIX ITyTEH.
®akTrIecK, OB KIIMHIYECKIE COOOIICHIS O CYIIECTBO-
BaHWU JTOTOJTHUTEILHBIX ITyTelt y mammeHToB Padpu [13].

WubunbTpanst cUHTOIUITIIOB B CEPAIIe, TPUBOIS -
mast K U3MEHEHUSIM CTPYKTYPHOTO, (PYHKIIMOHAIBHOTO
1 3JICKTPUIECKOTO CyOCTpaTa, B T.4. AUJIATAIlAN TIPEACep-
I, TIOBHIIIICHUIO JaBJICHMST HATIOJTHEHUS KaMep Cepalia,
SIBJISIETCSI IIPUYUHOM apUTMMH, Kak TipaBwio, PI1, gacro-
Ta KOTOPBIX Kosiebiercst ot 3 1o 31% |6, 11]. DI Habdo-
ganach y 29,2% nHaumux nauueHToB. CiienyeT OTMETUTD,
YTO AUACTOJIMYCCKast TUCHYHKIINS ObUTa OOHApyXeHa Ja-
Xe y MmauueHToB 0e3 yTouiieHus cteHku JIZK, 9To mos-
BOJISICT TIPEAITOJIOKUTH, YTO CTPYKTYPHBIC M (DYHKIINO-
HaJIbHBIC M3MEHEHMS JICBOTO TIpEACepars Y TalleHTOB
¢ 6one3Hp0 Madpu MOTYT OBITh OOYCIOBICHBI TIPSIMOIA
VMHOUIBTpalel COUHTOIUIIUAOB B TIpeacepausx [14].
®I1, x0T MHOTOE €IIl¢ TIPEICTOUT BBISICHUTD, SIBIISICTCS
BaXKHOU TIPUUMHON WHCYJIBTa M TPAH3UTOPHBIX MIIICMH-
yecknx atak (THUA) mpu 6ome3nn dadpu.

XKenymoukoBast TaxuKapausi, KaK MTOKa3aJd MPEIbI-
IyIINe MCCICOOBaHUSI, SIBIISIETCS HE3aBUCHUMBIM (DakK-
TOPOM TIPOTHO3UPOBAHMS BHE3aITHONM CMEPTU Y OOJIb-
HBIX CEPICYHO-COCYINCTBIMU 3a00eBaHnsIMu. CrcTeMa-

TUYECKUIA 0030p JIUTEPATyphI IT0Ka3aj, uto 62% cMmepreit
MaIeHTOB ¢ 6oye3Hbi0 Pabpu OBLIM BEI3BAaHBI BHE3ATI-
HOW cepaedyHolt cmepThbio [15]. HacToTa XeayaoukoBoi
TaxuKapauu y nanreaToB @adpu 10BOILHO BBICOKA U CO-
craBisieT oT 13 1o 18% B KpyIHBIX UCCIEIOBaHUIX |6,
11]. B aToM nccienoBanuu oHa 6bl1a ooHapyxeHay 16%
nanneHTOB. 2KeTyITouKOBBIE apUTMUM YacTO BBISIBIISIIOT
Y B3pOCJIBIX MAIIMEHTOB, KOTJa B CTCHKE MHOKapa pas-
BUJICST (DMOPO3, KOTOPHI CUMTACTCS MX 30HOI 3armmyc-
Ka ¥ moajuepkaHus. PanHee BBISIBICHHUE XKEJTYIOUYKOBBIX
APUTMUI U TIPOBEACHUE MCPOIIPUATHI 110 TPOMIIIAKTH-
Ke BHE3aITHO CMEpTH B TPYIIIaxX PUCKa SBJISCTCS KU3-
HEHHOU HEOOXOAUMOCTBIO JIJISI MALIMEHTOB.

Bpammaputmust, BEI3BaHHAs ITATOJIOTHEI CUHYCOBOTO
¥ aTPUOBEHTPUKYJISIPHOTO Y3JIOB, YACTO BCTpEUaCTCs TIPU
0ose3nu Pabpu, ee yactora oueHuBaeTcs B 10%, Ho B pe-
aJBbHOM MPaKTUKE MOXET OBITH BhIlIe [16]. B ncciaenosa-
HUM 29 B3pOCIIBIX MALMEHTOB ¢ 6oe3Hbi0 Padbpu yacTo-
Ta OpaguKapauy B 1okoe cocraBmia 72% [17]. B nameit
KOropTte yactora opagnkapauu coctasuiaa 41,7%, Opanu-
APUTMHU, TPEOYIOIINE UMIUTAHTALINU TTOCTOSSHHOTO Kap-
auocTumyssitopa, — 16,7%.

®akTophl prCcKa, CBSI3aHHBIC C OpaguapuTMHUCI, BKITIO-
YaoT TTOXMJION BO3paCT, TUC(YHKIINIO JIEBOTO TIpeacep-
Inst, 6ojiee HU3KYIO 9aCTOTY CEepIACUYHBIX COKpAIleHUMA
B ToKoe, ymmrnHeHne nHTepBasia PR u uATepBana QRS,
MCIOJIb30BaHUE Tepanuu OeTta-0okatopamu [11].

Turnmunabie mpogBiIeHUs 60e3Hn Padbpu TakKe BKITIO-
YyaroT uiemMudeckuii uHCyabT U THUA, KoTopble pa3BuBa-
FOTCST B MOJIOIIOM BO3pacTe.

[To nanHbiM 2446 nmauueHToB B peectpe Padpu, y 5,6%
MaMeHTOB MHCYALT mpoun3omien 1o Havaima M3T [18].
Cpenu 34 MalieHTOB ¢ 9TUM 3a00JIeBaHMEM B HaIlleM MC-
ciaenoBaHnU yactota MHCYIbTa/ TUA, KOoTOphIe B OOJIB-
IIMHCTBE CIyYaeB pa3BUBAIMCH B Bo3pacte 10 S0 JieT, co-
craBuiIa 22,9% (MenuaHHast Bo3pacTHasI rpyima 32,5 roma).

[Mpu3Haky HedpomaTuu, KOTOpast TaKKe SIBISICTCS
3HAYMMBIM TIpU3HAKOM 0ojie3Hn Pabdbpu, ObUTH BBISBIIE-
Hbl y 80% IMaLMEeHTOB, YTO MPUBEJIO K IIPOBEAECHUIO TEMO-
auanusa y 14,3% u annoTpaHCIUIAHTALMK ITOYKK Y 5,7%
MaIeHTOB.

Bce xkimmaMYeckue rposiBiieHnst 6o1e3nu Madbpu Hecre-
OUOUIHBI, TO3TOMY IS IIOATBEPKICHUS TMarHo3a Heo0-
XOIMMBI JTAOOPATOPHBIC U MOJICKY/ISIPHO-TEHETUIECKIE HC-
caenoBaHus. [ 3TOro 3a60IeBaHUS XapaKTepHBI CHU-
JKEeHNE aKTUBHOCTH O-TaJIAKTO3MIA3bl A 1 TOBHIIIICHUE
comepxxaHus mu30-Gb3 B CyXHx Karuisax KpOBU WM TIIa3Me
¥ HaJIM4Ke aToreHHou myrtaruu reHa GLA [1, 3]. Ilpu wH-
TePIIPETAIIN PE3YIBTaTOB JIA0OPATOPHBIX MCCIICIOBAHUIMA
CJIeAyeT YIMTHIBATh, 9YTO Pe3KOe CHIDKEHIE MM TTOJTHOE OT-
CYTCTBHE aKTUBHOCTH Ol-TAJIAKTO3MAA3bI A B COYCTAHUH CO
3HAYUTEIBHBIM (B IICCSTKH pa3) MOBBIIICHIEM KOHIICHTPA-
i m30-Gb3 HabmomaeTcss y My>KUMH ¢ KIIACCHICCKIM
BapHMaHTOM 3a00JICBaHMSI, TOTA KaK y KCHIIWH W TTalNeH-
TOB C aTUIIMYHON 60Jie3HBI0 Pabpyn aKTUBHOCTD JIM30CO-
MaJIbHBIX (PepMEHTOB MOXKET OBITh B Ipeaeiax HopMsl [19].
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Hammane mytanmu reHa GLA siBJsieTcs 00s13aTeIbHBIM
KPUTEPUEM TNATHOCTUKY Oose3Hr Padpu Kak y ImareH-
TOB MYKCKOTO, TaK 1 XEHCKOTO Toja [19].

XOTsI mpenpIayIIue NCCAeIOBaHUS MMOKa3adnl, 9TO
KIMHUYeCKasT KapTHHA y TAlIMeHTOB ¢ 00j1e3Hb0 Padpu
pa3ImJaeTcs B 3aBUCUMOCTHU OT TI0JIa C TIPEATIOUTCHUEM
HEBPOJIOTUYECKUX U TTOYCUHBIX (DEHOTHUIIOB Y MOJIOIBIX
MYXUMH U TTO3THETO CEPACUYHO-COCYINCTOTO (DeHOTHIIA
y XeHuH [1].

OpmHako ciemyeT MPU3HATh, 9YTO MOpaXKeHUE cepiliia
BCTpedaeTcsl y 000UX ITOJIOB, M €CTh CIIydal, KOTIa Y MyXK-
YUH TIPOSIBIIACTCS MO3THUN CepaeIHO-COCYIUCTRIN (e-
Hotum [1, 20, 21].

DakTUYeCKH, B HALIEM KccieqoBaHuu Obuto 27,3% na-
LIMEHTOB MY>KCKOTO TT0JIa ¢ TIO3THUM Ha4aJIoM CepacIHO-
cocymucToro 3aboneBanus mocie 40 ner. [Tostomy mpu
MoAXo/ie K IauueHTaM ¢ 6oie3nbio Padbpu obciiemoBa-
HHE U OIICHKA TTOBPEXKICHUS CepAlla JOJKHBI IIPOBOINUTH-
CSl Ha paHHUX CTaAusIX U MePUOANYECKM KaK Y MYXUMH,
TaK M y XCHIIVH.

IMopaxkenne cepaia pu 60e3Hn Padbpy 4acTo MMeEeT
TTO3IHEE MPOSIBIICHNE, 0€3 IBHBIX ITPU3HAKOB, YTO ITPUBOINT
K TOMY, 9TO 3HAYMTEIbHAS YaCTh U3 HUX OCTACTCST Heama-
THOCTUPOBAHHOW B TEUEHUE JUIUTEIIBHOTO BpeMeHU. B Ha-
IIIeM MCCIICIOBAaHNM MeIMaHa BPEeMEHU 3aIepsKKI OT IT0-
SIBJICHUST CUMITTOMOB IO TTOCTAHOBKH IMArHO3a COCTaBMIIa
7,5 net, B 9acTHOM citydae — 53 roga. OmmOoUHbIe AUATHO-
3Bl 1 HECBOEBpEMEHHAsI TMArHOCTUKA IIPUBOISAT K IIPOTPEC-
CUPOBAaHWIO HEOOpaTUMBIX M3MEHEHMI B TKaHgx [2, 10].

Bax#Ho mpoBoaUTh CKpUHUHT Cpeny ITallMeHTOB M3
TPYIITBEI PUCKA, a TAKKE BaXKHO 3HATH XapaKTCPHBIC CUM-
MITOMBI, THIATEJIEHO COOMpaTh aHaMHE3 ¥ MHPOPMHUPOBAThH
Bpaueil 0 jaHHOM 3abojieBaHUM. TakuM oOpa3oM, y Ta-
LIMEHTOB C yTOMIeHneM cTeHKU JIK Hem3BeCTHOM 3THO-
JIOTUM 11eJ1IeCO00pa3HO UCKITIOUNTH 00J1e3Hb Padpu [1,4].
CeMelHBIN CKPUHUHT Takke BaxkeH. [lonrBepkaeHME
IIMaTHO3a y OMHOTO HOBOTO ITAaIlMEHTA IT03BOJISICT HaM BBI-
SIBUTDH B CPEAHEM 5 TTallMeHTOB ¢ Ooe3Hbo Madbpu B o11-
HOM ceMbe [22, 23].
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3aknioueHue

IMopaxeHnue cepalia ¢ yToJIIIeHNEM eTo cTeHOK, DI,
TIpeaCePIHON TaXUKAPAUCH, JKeTyIOIKOBON TaXUKaPIH-
eil, HapyImeHUSIMI aTPUOBEHTPUKYIISIPHOM ITPOBOIMMO-
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MauneHt Mon

MaumneHT 1 Myxckon
MauneHT 2 Myxckon
MaupeHt 3 JKeHckuii
MaupeHT 4 Myxckon
MauneHt 5 Myxckon
MauuneHT 6 Myxckon
MauneHnt 7 Myxckon
MauuneHT 8 Myxckon
MaupeHT 9 Myxckoi
MNaupyeHT 10 XKeHckuin
MauneHt 11 JKeHckuia
MauuneHT 12 Myxckon
MaupeHT 13 Myxckoi
MaupeHT 14 Myxckor
MauneHt 15 Myxckon
MNauvieHT 16 XKeHckuin
MauneHt 17 Myxckon
MaumeHT 18 Myxckoi
MaupeHT 19 Myxckoii
MauueHT 20 Myxckor
MNaupeHT 21 XKeHckuin
MauuneHT 22 Myxckor
MNaupeHT 23 Myxckoii
MaumneHT 24 Myxckoi
MNaupeHT 25 XKeHckuin
MaumneHT 26 Myxckori
MNaupeHT 27 Myxckoii
MNauyeHT 28 XeHckuin
MaupeHT 29 Myxckoii
MaumeHt 30 Myxckoii
MaupeHT 31 XKeHckuin
MaumneHT 32 Myxckon
MaupeHT 33 Myxckoit
MNaupveHT 34 XeHckuin

MyTaupns

MopaxeHue cepaua

GLA-c801G>A +
GLA-c801G>A (p.Met267lle) +
GLA-c781G>T -
GLA-c758T>C
GLA-c782G>T

GLA-c617A>G

GLA-c128_132de

GLA-c782G>T -
GLA-c188G>A +
GLA-c188G>A -
GLA-c801G>A -
GLA-c801G>A -
GLA-c614C>G -
GLA-c1287_1288dup +
GLA-c859T>C +

GLA-c574G>A
GLA-c801G>A
GLA-c901C>T
GLA-c1134T>A
GLA-c145C>G
GLA-c145C>G
GLA-c782G>T
GLA-c781G>T
GLA-c237 de A
Asn34Ser*
Asn34Ser*
GLA-c614C>G (pP205R)
GLA-pGlu283Lys
GLA-c614C>G
GLA-c614C>G
GLA-c801G>T
GLA-c782G>T

¥
¥
GLA-c644A>G +
¥
¥

+

+ + + + o+ + o+ o+ o+ o+ o+

+

GLA-c679C>T (pArg227ter) -
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