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CpaBHUTEJIbHBIN aHAIU3 JaHHBIX MAaTHUTHO-PE30HAHCHOM
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Llensb. MopaxeHve cepaua npu 6onesHn AHgepcoHa-®abpu (BAD)
4acTO XapaKkTepu3yeTcs pa3BUTUEM rnepTpodumn MMokapaa NEBOro
xenypouka (FJDK), koTopasi MoXeT ObITb OLUIMOOYHO NPUHSTa 3a runep-
Tpoduyeckyto kapamommonatuto (FTKMIM). Llenb — npoaHannsmposatb
1 CpaBHWUTb MOPGDODYHKLIMOHANBHBIE U3MEHEHUS CEPALA NPY MYNbTH-
napameTpU4eCcKoi MarHUTHO-PE30HAHCHOW ToMorpadumn y nauneHToB
¢ BA®, TKMIM vy 300poBbix LOOPOBOJBLEB.

Martepuan u metoabl. B nccnegosanne BkntoyeHsl 131 maum-
eHT ¢ KM, 42 naumeHta ¢ BA® n 18 300poBbIX [OBPOBOMBLLEB.
MynbTunapameTpryeckas MarHUTHO-pe30HaHCHas ToMorpabus cepa-
Lia npoBoaunack Ha Tomorpade ¢ HanpskeHvem nonst 3 T.
Pesynbtatsbl. [JIXK BbigBneHa y 55% naunentoB ¢ BAD. MpusHaku ¢u-
6po3a Muokapaa Yaile otmedanvch npu FKMIM, yem npu BA® ¢ MK
(86 vs 35%, p<0,05). Mokasatenn HatneHoro T1- n T2-kapTMpoBaHUs,
nokasartenu ¢pakumum BHEKNETOYHOro o6bema Bbinv Bbille B rpynne
KM, yem B rpynne BA® ¢ MK — 1269,4+52,7 vs 1144,5+30,6 mc,
41,6£3,9 vs 40,0+1,4 mc, 0,33+0,06 vs 0,27+0,02 MC, COOTBETCTBEH-
Ho (p<0,05). MokasaTenn HaTMBHOro T1-KapTMPOBAHWS Y NaLMEHTOB
¢ BA® 6e3 1K 6binm LOCTOBEPHO HUXE, YEM Y 300POBbIX OOPOBOSL-
ueB — 1124,6+45,0 vs 1207,7+40,0 mc, cootBeTcTBEHHO (p<0,05).
3aknioyeHue. lMokasatenu HaTvBHOro T1-kapTupoBaHus npu BAD
BHE 3aBMCMMOCTW OT Hanunums MTDK Huxe, 4em y naumeHTos ¢ TKMI

'y 340POBbIX 4OGPOBOSILLEB, M MOTYT BbiTb MPUMEHEHbI B PaHHER Ana-
rHOCTMKe NopaxeHus Mruokapaa npu BAD.

KnioueBble cnoBa: GonesHb AHgepcoHa-dabpu, kaparomuonatus,
rnepTpodus, MarHUTHO-pe3oHaHCHas ToMorpadus, KapTUPOBaHKeE.
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Comparative analysis of cardiac magnetic resonance imaging data in patients with hypertrophic

cardiomyopathy and Anderson-Fabry disease
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Aim. Cardiac involvement in Anderson-Fabry disease (AFD) is often
characterized by left ventricular hypertrophy (LVH), which can be
mistaken for hypertrophic cardiomyopathy (HCM). The aim was to
analyze and compare morphological and functional cardiac changes
using multiparametric magnetic resonance imaging (MRI) in patients
with AFD, HCM, and healthy volunteers.

*ABTOp, OTBETCTBEHHBIN 3a nepenucky (Corresponding author):
e-mail: everburning@yandex.ru

Material and methods. The study included 131 patients with HCM,
42 patients with AFD, and 18 healthy volunteers. Multiparametric
cardiac MRI was performed using a 3T scanner.

Results. LVH was detected in 55% of patients with AFD. Signs of
myocardial fibrosis were more common in HCM than in AFD+LVH (86%
vs 35%, p<0,05). Native T1 and T2 mapping and extracellular volume
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fraction values were higher in the HCM group than in the AFD+LVH
group as follows: 1269,4+52,7 vs 1144,5£30,6 ms, 41,6+3,9 vs
40,0+1,4 ms, 0,33+0,06 vs 0,27+0,02 ms, respectively (p<0,05). Native
T1 mapping values in AFD patients without LVH were significantly lower
than in healthy volunteers as follows: 1124,6+45,0 vs 1207,7+40,0 ms,
respectively (p<0,05).

Conclusion. Native T1 mapping values in AFD, regardless of LVH, are
lower than those in patients with HCM and healthy volunteers and can
be used in the early diagnosis of myocardial involvement in AFD.
Keywords: Anderson-Fabry disease, cardiomyopathy, hypertrophy,
magnetic resonance imaging, mapping.
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BA® — GoneaHb AHaepcoHa-Pabpu, BT/DK — BbiHOCALLMIA TpakT neBoro xenyaoyka, FTKMM — runeptpoduyeckas kapavomvonatvs, MK — runeptpodus Mvokapaa nesoro xenyaoyka, MKAO — vHaeKcMpoBaHHbI
KOHEYHo-AyacTonuyeckuit 06bem, UMM — uHaekcrpoBaHHas Macca Mokapaa, JK — nesbiii xenynouek, MPT — MarHUTHO-pe3oHaHcHast Tomorpadus, @B — dpakuus Bbibpoca, 3T — 3H3NM-3aMecTUTeNbHas Tepa-
nus, AxoKI — axokapavorpadus, a-Gal A — anboa-ranakroaupasa A, ECV — extracellular volume (dpakums BHekneTo4yHoro o6bema), Gb3 — rnoboTtpuaosuuepamma,.

KiioueBbie MOMEHTDI
Y10 M3BECTHO O MpeaMeTe UCCIIeTOBAHUS?

+ Tlopaxkenue cepmma mpu 6oe3Hn AHmepcoHa-Paod-
PU YaCTO XapaKTEpU3YETCS PAa3BUTUEM TUIIEPTPO-
¢duK MUOKapaa JEeBOTO XeIyqoykKa, KOTopasi MOXeT
OBITh OLIMOOYHO MPUHSITA 3a TUIIEPTPOPUUECKYIO
KapaMOMHUOIIATHIO.

* MarHuTHO-pe30oHaHCHasi ToMorpadus cepaua,
Bruovaromas T1- u T2-kapTupoBaHue, SIBASETCS
"30JI0TBIM CTaHIAPTOM" HEWHBA3WBHOW OIIEHKH
MUOKap/a JEBOTO XKeJTyT0uKa.

Yo 100aBIAIOT PE3YILTATHI HCCAETOBAHNS ?

* JlaHHble HaTUBHOTO T 1-KapTUPOBaHUS MOTYT OBITH
MPUMEHEHBI ISl pAaHHEW TUarHOCTUKHU TTOPaKEHUST
MMOKapaa nmpu 6oje3Hn AHgepcoHa-Padpu.

Key messages
What is already known about the subject?

» Cardiac involvement in Anderson-Fabry disease is
often characterized by left ventricular hypertrophy,
which can be mistaken for hypertrophic cardiomyo-
pathy.

» Cardiac magnetic resonance imaging, including T1
and T2 mapping, is the "gold standard" for nonin-
vasive left ventricular assessment.

What might this study add?
» Native T1 mapping data can be used for early dia-
gnosis of myocardial involvement in Anderson-Fabry
disease.

BBenenue

Bonesns Aanepcona-®aopu (BAD) — penkas Ha-
cllencTBeHHas1 X-CleTUIeHHAas TM30coMalibHast 00JIe3Hb
HakormuieHus. Yactora BA® B momymsimuu 1o pas-
HBIM MCTOYHMKaM Bapbupyet ot 1/40000 mo 1/117000
yenoBeK. [Ipu BA® BciencTBue MyTaluii B TeHe, KO-
nupyoolleM aibda-rasakrosuaady A (a-Gal A), pas-
BUBAETCS TOJTHBIM MW YaCTUYHBIA NEeUIIUT 3TOTO
sH3uMa. BenenctBue nedunura a-Gal A mpoucxonut
nporpeccupyloliee OTJIOXKEHUEe IMOO0TpUuao3uilepa-
muga (Gb3) u mobotpuaosmichuHrosnHa (lyso-Gb3)
B cepile, cocyaax, moykax v nepudepudeckoir HepB-
Hoil cucteme. Ha maHHbIli MoMeHT u3BecTHO >1000
BapuaHTOB MyTauuil B reHe Gal. Cpeay HUX MOX-
HO BBICJIUTH MaTOJOTUYECKHE, TO0OPOKAYeCTBEHHbBIE
(He MMeroNIMe KIMHUYECKOW 3HAUMMOCTH), a TaKXke
BapuUaHTBhl HEYTOYHEHHON 3HauyMmMmocTu. Nonsense-
BapuaHThl U StOP-KOMOHBI MPUBOASAT K OTCYTCTBUIO

WIN BbIpaxkeHHOMY aedunuty a-Gal A, 4To KJIMHU-
YeCKM XapaKTepu3yeTcsl pa3BUTHEM "KJlacCHMYecKoro"
denornma BA® ¢ paHHIM HaYajioM ¥ ITOJMOPTaHHBIM
nopaxeHueMm. B ciydae xxe OonbIIMHCTBA missense-
BapMaHTOB OCTaTOYHAasi aKTUBHOCTH a-Gal A coxpaHs-
€TCsI, YTO TIPUBOIUT K IMO3IHEMY Hadasly KITMHUYECKUX
nposiiiennit BA® ¢ mpenMyIecTBEeHHBIM MTOPaXKEeHM -
eM cepaia. Y malreHTOB XXEHCKOTo Tojia BCIIEACTBUE
CIyJaifHO MHAKTUBAMM X XPOMOCOMBI B KJIETKAaX BO
BpeMs 3MOpuoreHe3a (Tak Ha3bIBa€MbIil MPOLIECC JIU-
OHM3AIMK) TIPOUCXOIUT (HOPMUPOBAHUE MO3AUTHOTO
rmaTTepHa, KOoraa OMHU KJIETKM 3KCIIPECCUPYIOT HOP-
MaJIbHYIO aJllellb, a OpPyrMe — MyTaHTHYIO. JlaHHbIE
MPOLIECCHI TIPUBOASAT K BapuabeTbHOCTH KITMHUUECKUX
NPpOSIBJIeHUI. Y OOJBIIMHCTBA TeTePO3UTOTHBIX Mallu-
€HTOK CTEKTP KJIMHUYECKMX IPOSIBIEHU BapbuUpyeT
OT aCUMIITOMHOTO IO TSDKEJIOTO "KJIACCUIEeCKOro" Teve-
Hus 3aboseBanusl [ 1-4].
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IMopaxenue cepmira mpu BAD ormeuaercs y 40-
60% TMalMeHTOB U XapaKTepU3yeTcsl pa3BUTHEM THUTIEP-
tpoduu mMuokapaa (IJI2K) nesoro xenynouka (JIK),
MUOKapAuaaibHbIM (puOpo30oM, OpanruapuTMUSIMUA WIU
TaXWapuTMUSIMU, HapylleHueM (DYHKIIUM KJIallaHHOTO
anmnapaTta U MUKpococyaucToil nucyukuueit. B Ha-
cTosIee BpeMs pa3paboraHa u mpuMeHsieTcss BAD-
cneuuduyeckas Tepanus — H3UM-3aMeCTUTEIbHAs
tepanus (B3T) a-ranakro3uaa3oil U B-ramakro3una-
3001, a TaKXe Tepamnus marnepoHamu (OeaKaMu, ydac-
TBYIOIIIMMM B BOCCTAaHOBJIEHUW HATUBHOMN CTPYKTYPHI
6esikoB). [To JaHHBIM MHOTOUYMCIEHHBIX UCCIeTOBAHUMN
MpU HE3HAYUTEIbHOW WJIM YyMEPEHHO BBIpaKeHHOM
TJI2K nHazHaueHue D3T MoO3BOJISIET YMEHBIIUTD TUIEP-
Tpodulo, a B ciiydyae BeIpaxkeHHOU rumneprpoduu JIZK
AT BO3MOXHOCTb CTaOWJIM3UPOBATh Tpouecc. Takum
o0pa3oM, paHHSIS OUArHOCTUKA TMOpaXeHUus cepalia
npu BA® nmeer orpoMHOe 3HAUCHUE IS YIYUIICHUS
MporHo3a 3aboJjieBaHUsl Y 3TOU TPYNIbl MAllMeHTOB.
K coxanenuto, Hepenko B ciaydae [JIK mpu BA® BHa-
Yyajie MOXET ObITh OIIIMOOYHO TMAarHOCTUPOBAHA TUTIEP-
Tpoduveckass kapauomuonatus (I’KMII), yto npu-
BOAUT K Oosiee nmo3aHemy Havany O3T u yxyalleHUo
nporHo3sa [5-8].

TpaHncTopakanbHast 3xokapauorpadus (OxoKI')
SIBJISIETCS TEePBUYHBIM MeToaoM auarHoctuku [JIK.
OnHako, HecMOTpsl Ha Bo3MoxHOCTU DXoKI ¢ yuetom
BBICOKOIi paspelalolieil crirocOOHOCTU COBPEMEHHBIX
YABTPA3BYKOBBIX CUCTeM, maieHTam ¢ BA®D 1eneco-
00pa3HO TaKXe IMPOBOAUTH MAarHUTHO-PE30HAHCHYIO
tomorpaputo (MPT) cepnua. Mynabsrunapamerpuye-
ckasg MPT sBnseTcst "30J0TBIM CcTaHIApTOM" aHaIM-
3a CTPYKTYp CEpIlia, a TaKXke MO3BOJISIET HEMHBA3UBHO
OLIEHMBATh HAJIMYME, JIOKATM3ALUIO U BBIPAXKEHHOCTh
(ubpoza Mrokapaa. XapakTepucTUKU MUOKapaa, IMo-
Jyqaemble ¢ nomolbio MPT, nmomoraoT B audde-
peHumanbHoil auarHoctuke IJI2K pasnuyHoro renesa
U B OLIEHKE PUCKA BO3MOXHBIX CEPAEUYHO-COCYAUCTHIX
ocioxxHeHuit [9]. Busyanuzauusi 3aMecTUTETbHOTO (hU-
O0po3a MPOBOAUTCS C TMMOMOUIBIO OTCPOUYEHHOTO KOHTpa-
CTUPOBAHUS C UCTIOJIb30BAHUEM TaJOJIMHUIA-COMEepKa-
IIMX KOHTPACTHBIX MpernaparoB. bojee coBpeMeHHbIE
TexHoJioruu, Takue Kak T1- u T2-kapTupoBaHue, 1alOT
BO3MOXHOCTb KOJWYECTBEHHOIO aHaln3a COCTOSTHUS
MUOKapJa U MO3BOJISIIOT OLIEHWBATh INUPOKUM CIIEKTP
MOpaXXEeHUII MUOKapaa Ha pa3MYHbIX dTanax MaTojio-
TUYECKOTO Tpoliecca aaxe 6e3 HeoOX0MUMMOCTH KOHTpa-
CTUPOBAHUS TadOJIMHUMN-conepXKallMMU MpernapaTaMu.
T1-kapTupoBaHue ¢ omnpenenaeHueM (pakiuu BHe-
KJeTouHoro oobema (extracellular volume, ECV) u T2-
KapTUpOBaHUE MTO3BOJISIIOT BBISBIATH MUMDdY3HBIN (MK
VHTEePCTULIMATbHBIN) (rdpo3 Muokapaa u nuddy3HbIA
OTeK MUOKapaa, COOTBETCTBEHHO. JIaHHbIE MO MPOTHO-
CTUYECKOMY 3HAUEHUIO ITUX MapaMeTPOB ceifuac aKTUB-
HO M3Y4aloTCsl U BHENPSIIOTCS B TpakTUKy [10].

Lenbio uccnenoBaHus ObLIO MPOaHATU3UPOBAThH
MopGbodyHKIIMOHAIbHBIE U3MEHEHUS cepalla Mo JAaH-

HbIM MyJabTUnapamerpudyeckoit MPT y mauueHTOB
C TeHeTHYecKu monTBepxkneHHoit BAD n pasnuaHoit
creneHbio BbipaxkeHHocTu IJI2K, a Takke cpaBHUTh
9TU JaHHbIe ¢ pe3yasraramu MPT cepaia y nmaiueHToB
¢ 'KMII u y 310poBbIX 10OPOBOJIBLEB.

Marepuan ¥ MeTOIbI

B uccrnenoBaHue BKIOUEHO 42 MalMeHTa ¢ TeHETUYe-
cku monrBepxkaeHHoi BA®, 131 maumeHT ¢ reHeTUYeCKu
noareepxkaeHHoit [KMIT u 18 310poBbIX 100pOBOJIBIIEB, HE
MMEBIIIMX ITPOTUBOITOKAa3aHU K npoBeneHuio MPT.

Kpurepun BKitoueHuUs: Bo3pact >18 jeT, HaJuuue re-
Hetuvecku rmoaTBepxkaeHHoi ['KMIT uiun BAD, njst rpymibt
KOHTPOJISI — OTCYTCTBHME CTPYKTYPHO-(DYHKIIMOHAIBHBIX 13-
MeHeHuli cepaua mo aaHHeIM MPT u yka3zaHuit B aHaMHe-
3¢ Ha CepAevyHO-COCYAUCThie 3aboneBaHus. Kpurepuu He-
BKJIIOUEeHUST: Bo3pacT <18 jeT, HaJauyue NMpOTUBOITOKAa3aHUM
K nipoBeneHuio MPT.

Ha mMomeHT uccnenosanust B rpymnme bBA® D3T nposo-
nunack y 13 (31%) nanumenTos, 29 nanuentoB D3T He mojy-
qaJu.

HccnenoBanue ObLIO BBIMTOJHEHO B COOTBETCTBUM CO
cTaHIapTaMU Hajulexallei KInHudeckoi npaktuku (Good
Clinical Practice) u nmpuHuunamu XeJabCUHKCKOI nekiapa-
uuu. IIpoTtokon uccienoBaHus ObUT 0IO0OpEeH DTUYECKUMU
KOMMTETaMU BCEX YYaCTBYIOIIMX KIMHUYECKUX LIEHTPOB. /1o
BKJIIOYCHUST B MCCIIENOBAaHME Y BCeX YIaACTHUKOB OBLIO MOy~
YeHO IMUCbMEHHOE MH(DOPMUPOBAHHOE COrIacue.

Jnarno3 BA® u 'KMII ycranaBnuBajics B Crieliaiu-
3UPOBAHHBIX i1 PabOThI ¢ KapAUMOMUOIMATASIMU MEIULIMH-
CKUX YYPEXICHUSIX Ha OCHOBAHUM IEHCTBYIOIIMX PEKOMEH-
nauuii [9].

IMpusnaku oocTpykimy BeiHOcsero Tpakra JIXK (BTJIK),
omnpenensieMoit Kak rpaauMeHT napieHusi B BTJIK >30 mm
pT.CcT., ycraHaBauBaiau 1o gaHHbIM DxoKI. Hanuuue 06-
CTPYKIIMM TakKXke OlLleHMBaJIOCh Mo AaHHbIM MPT, nipu BbI-
SIBJICHUU BBICOKOCKOPOCTHOTO HU3KOMHTEHCUBHOTIO IMOTOKA
B oosactu BTJIK.

MPT cepaua npoBoauiach Ha ToMorpade ¢ Harpsike-
Huem nonst 3 T (Siemens Medical Solutions, Forchheim, I'ep-
MaHMs1) C UCITOJIb30BaHMEM CTaHIAPTHOTO ITPOTOKOJIA, BKIIIO-
YaBIIEero KMHOU300paXXeHUsI 10 KOPOTKOM M JJIMHHOM OCSIM
JIK 1 nmpaBoro xenyaouka M OTCPOYEHHOE KOHTPacTUpOBa-
HUE TaloJMHUI-coAepXalllMMU TpenapaTaMu. MyJabTumna-
paMeTpuueckoe KapTUpoBaHUe, BKJIIoYaBliee HaTuBHoe T1-
u T2-kapTupoBaHue, a Takke olieHKy ECV ObL10 BBITTOJHEHO
BceM marueHTaM ¢ BA® 1 310poBBIM 10OPOBOJIBLIAM, a TaK-
xe 41 mauuenty ¢ TKMII. Ins ouenku ECV ucnonb3oBa-
JIMCh pacyeTHbIe MoKa3aTelu reMatokpura [11]; s oleHKu
00BEMHBIX XapaKTepPUCTUK Ceplilia, pacyeTa Macchl MUOKapaa
MpUMEHsIach porpamMma cvi42.

Ananu3 pesynsratoB MPT uccienoBanuii mpoBoauics
NIBYMSI UCCIIeOBATEISIMU HE3aBUCHMO IPYT OT IpyTa.

CraTu4ecKuii aHaJIM3 JaHHBIX ITPOBOIWICS B IIPOrpaM-
me STATISTICA. [Ing cpaBHUTENbHOrO aHajau3a JaHHBIX,
MOJYYEHHBIX B IBYX TPYINax, MCIOJb30Baau U-KpHUTepuit
ManHa-YutHu. CpaBHEHME 4acTOT MpU3HaKa B ABYX He-
CBSI3aHHBIX IPYyIax MPOBOIWIOCH C MOMOIIbIO TaOJMILL 2X2
¢ ucnoib3oBanueM kpurepuss Puinepa. CTaTUCTHYECKU
3HAUMMBIMM cuuTaauch 3HaueHus p<0,05. PesynbraThl nipea-
CTaBJieHbl B BUJE CPEIHEr0 M CTAHIAPTHOIO OTKJIOHEHUS
(Mz£SD).
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Taommma 1
Kmmnnueckue 1 MPT xapaxkrepuctuku nanuentoB ¢ TKMIT 1 manmenToB ¢ BAD+TJIK

IMoka3zatenn FKMIT (n=131) BA®+TJIX (n=23) p

Bospacr, net, M£SD 51,5+14,9 49,9+11,5 p>0,05
Mon (m/x), n (%) 54 (41)/77 (59) 6 (26)/17 (74) p>0,05
UMM JIX, r/m?, M£SD 97,8430,1 96,5459 p>0,05
WKIO JIX, mi/m?, MESD 60,9116,7 61,5+14,3 p>0,05
OB JIXK, %, M£SD 69,9+11,0 68,4+7,9% p>0,05
Hamare hubposa mo qaHHBIM OTCPOYEHHOTO KOHTpacTipoBanus, n (%) 113 (86) 8 (35) p<0,05
OrieHKa KapTUPOBAHUST MUOKapIa [KMII (n=41) BA®+TIJIXK (n=23) p

Bpewms T1-penakcauuu, mc, MESD 1269,4+52,7 1144,5%30,6 p<0,05
Bpewms T2-penakcauuu, mc, M£=SD 41,6%3,9 40,0x1,4 p<0,05
®pakiust BHeKIeTouHOTO 00bema (ECV), M+SD 0,33+0,06 0,2740,02 p<0,05

[TpuMmevaHue: IBETOM BBIIEICHBI TApaMETPhI, MO0 KOTOPHIM MOJYYEHbI CTATUCTMYECKU 3HAYMMbIC pasjindusi Mexny rpynmnamu; BA® — 6oiesHb
Annepcona-®adpu, KMII — runeprpoduueckas kapauomuonarusi, [JI2K — runeprpodust Mmuokapaa nesoro xenymouka, MUKIAO — uHaekcupo-
BaHHbII KOHEYHO-I1acTonnyeckuit oobeM, UMM — unnekcupoBaHHas Macca Muokapaa, JIZK — nesblii xenynouek, MPT — mMarHuTHo-pe3oHaHc-
Hast tomorpacusi, @B — dpaxims BeIopoca.

2000 ms

}l

%
E':"E"."
[ ‘éﬂ

Puc. I MPT cepaua nauunenta 54 et ¢ noarepxkaeHHoit BAD: A — kuHopexum, 4-kamepHasi npoekiusi; b — HatusHoe T1-kapTupoBaHue, 4-Ka-
MepHas TIPOeKLMst; B — OTCpOYeHHOEe KOHTpAcTUpOBaHME, KOPOTKas och. CTperka yKa3plBaeT Ha MHTPaMHUOKapaHaIbHbIA oyar ¢hubposa
B GaszarbHOM 3amHe60koBOM cermenTe JIXK. MakcumanbHas TommuHa Muokapaa 1o 19 mv, UMM JIXK 103 r/m*, ®B JIXK 73%. Ipu Ha-
TuBHOM T1-KkapTupoBaHuu 3HaueHue BpeMeHM T1-penakcauuy cHUKeHO U cocTapisieT 1094428 Mc (Hopma 171 fJaHHOTo TUIa Tomorpada

1103-1290 mc).

Pe3ynabTaThl

O0mas xapakTepUCTHKA NMAIMEHTOB ¢ T€HETHYECKH
noaTrBepxaeHHoii BAD

Cpennuii Bo3pact manueHToB ¢ BA®D cocraBun
41,6%14,2 ner. Cpenu nauueHToB ¢ BAD KonuyecTBO
KEHIIWH coctaBuiio 28 (67%) denoBek; MyKuuH — 14
(33%).

ITpu ananuze MPT-u300paxeHuit UHIEKCUPOBAH-
Has macca muokapaa (MMM) JIXK cocraBuna 80,7+37,7
r/M?, MHIEKCUPOBAHHBIA KOHEUHO-IUACTONINIECKUIA
oobseM (MKJ10) JIK — 66,0+14,3 miu/M?, 3HaYeHME
dpaxkumu Beiopoca (PB) JIK — 67,0+7,5%.

VYV 19 (45%) mauuenTtoB (11 KEHIIMH U 8 MYXYKH)
npuszHakoB I'JIZK He ormeuanoch. CpegHuit Bo3pacT
nanueHToB ¢ BA® n 6e3 I'JI2K coctaBun 32,1+10,7 ner.
Ilpu ananuze MPT-uzob6paxenuit UMM JIXK cocra-
Bma 63,1+11,0 r/M?, UKJO JIK — 71,0+13,0 mur/m?,
®B JIX 65,3%£6,7%. 1o JaHHBIM OTCPOYEHHOTO KOH-
TPaCTUPOBAHMS TAIOJTMHUI-CONEPKAIIIAM TTPEITapaTomM

Mpu3HaKKW (Gubpo3a MuoKapaa orMevaanuch y 2 (10%)
n3 nauneHToB ¢ BA®D u 6e3 TJIK. ®ubpo3 y naHHBIX
MalMEeHTOB ObUT BBISIBIECH B 0a3aJIbHOM CErMEHTE 3a-
JTHEOOKOBOW CTEHKHM.

I'JI2K ormeuanace y 23 (55%) nauuenros ¢ BAD
(17 xeHuH U 6 myxuumH). CpemnHuii Bo3pacT mMa-
uueHToB ¢ BA® u ¢ INIXK (BA®+TJIXK) cocraBun
49,9%11,5 ner. Ilpu ananuze MPT-uzobpaxeHuit
UMM JIX cocrasuna 96,5+45,9 r/m?, UKIO JIK —
61,5+14,3 m/m*, @B JIK — 68,4+7,9%. Y 8 (35%) na-
IIMEHTOB IO JaHHBIM OTCPOYEHHOTO0 KOHTPACTUPOBA-
HUS TaIOJVHUIA-COAePXKAIIUM MpPernapaTtoM ObLIU BbI-
sIBJIeHbI pU3Haku hudpoza muokapaa JIK. I1pu stom
y 6 (75%) 13 HUX HaKOIUIEHHME KOHTPACTHOTrO Ipera-
parta oTMeuajioch 1o 3aTHeO0KOBOM cTeHKe. Y 2 (25%)
13 HUX HaKOIJIeHWe KOHTPACTHOTO TIperapaTa orpene-
JISUIOCHh B HauboJiee TUIepTpo(pUpPOBaHHBIX yJacTKaxX:
B ITEPETOPOOYHBIX CETMEHTAX WM B BEPXYLIEYHOI 00-
nactu JIXK. Y 15 (65%) nanuenroB ¢ BA®+IJIXK npu-
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A

o]

Puc. 2 MPT cepnua nanuenra 48 jet ¢ nonrepxxneHHoit [ KMIT (6e3 BhISIBIEHHBIX MyTallunii): 4 — KMHOPEXUM, 4-KaMepHasi mpoekiusi; b — Ha-
tuBHOe T 1-KapTupoBaHue, 4-KaMepHasi IPOeKLMsl; B — OTCpoUeHHOe KOHTPACTUPOBAHUE, KOPOTKas ocb. CTPeKM yKa3bIBaIOT HA KPYIHBIE
MHTpaMUOKapAraibHble oyarn Gpubpos3a. MakcuMantbHas TOMMMHA MUoKapaa 1o 22 MM, UMM JIX 109 r/m?, @B JIK 78%. TIpu HaTMBHOM
T1-kapTupoBanuu 3HaueHWe BpeMeHu T1-penakcaiyu moBbiieHO U coctasisieT 1317146 mc (Hopma [uist jaHHOTO THIa ToMorpacda 1103-

1290 mc).
Tabmna 2
Knunnueckue 1 MPT xapakTepucTUKY 310pOBBIX TOOPOBOJIBIEB U NanineHToB ¢ BAD 6e3 [TI2K
ITokasareinb 3nopoBsie 100poBoblbl (n1=18)  BA®D 6e3 I'JIK (n=19) p
Bospacr, net, M£SD 45%16 36+14 p>0,05
IMoxn (M/x), n (%) 8 (44)/10 (56) 8 (42)/11 (58) p>0,05
VUMM JIX, r/m?, M£SD 61+14 65+12 p>0,05
WKJIO JIK, mn/v2, M£SD 6612 64+13 p>0,05
OB XK, %, M£SD 6416 66£5 p>0,05
O1eHKa KapTUPOBaHUMs MUOKapa 3noposbie 106poBosbLb (n=18) BAD 6e3 [IXK (n=19) p
Bpewms T1-penakcanuu, mc, M£SD 1207,7£40,0 1124,6+45,0 p<0,05
Bpems T2-penakcauuu, mc, MESD 41,0+1,9 39,8+1,7 p>0,05
Opakius BHekIeTouHOro oovema (ECV), M£SD 0,26%0,03 0,27£0,03 p>0,05

[MpuMevaHue: IBETOM BBIICICHBI TapaMETPhl, IO KOTOPBIM MOJYUeHBI CTATUCTMYECKHU 3HAYMMBbIe Pa3Iuuus Mexmy rpynmnamu; BA® — Gone3Hb
Annepcona-®a6pu, [JIK — runeprpodust muokapaa neBoro xeiaynouka, MKIO — uHIEKCMPOBAHHBI KOHEYHO-IUACTOIMIECKUNA OOBEM,
MMM — uHzaekcupoBaHHas Macca Muokapaa, JIXK — siesblit xenynouek, MPT — mMarHuTHO-pe3oHaHcHast Tomorpadus, @B — dpakius Beibpoca.

3HaKoB (prbpo3a muokapaa JI2K 1mo gaHHBIM OTCPOUYEH-
HOTO KOHTPAacCTUPOBAHUS BBISIBIEHO HE ObL10. TONBKO
y 1 marmmenTta ¢ BA®+TJIK orMevanuch mpu3Haku 00-
crpykunu BTJIK.

Cpasnenue namuentos ¢ 'KMII ¢ nanueHTamu ¢ re-
HeTHuecKHd noarsepxaeHnoii BA® u namuunem V12K

ITpu cpaBHeHuun nanueHToB ¢ IKMIT u mauuen-
ToB ¢ BA® +IJIK craTucTrdecKn 3HAYMMOTO pa3iiv-
YU 110 Bo3pacty, noiry, UMM JIK, KO JIK, ®B
JI2K nmonydyeHo He ObL10.

B rpynne manuentos ¢ 'KMIT npusHaku ¢dubdpo-
3a MMOKap/a Mo TaHHbIM OTCPOYEHHOTO KOHTPACTUPO-
BaHUS TafOJIMHUI-coAepKalllUMU TIperapaTtaMu OTMe-
yaJicsl vaile, 4eM y nauueHToB ¢ BAD+TJIK — 86 vs
35%, cOOTBETCTBEHHO (2-CTOpOHHUI KpuTepuii Ou-
mepa, p<0,05) (Tadbnuua 1).

Cpapnenue namuenTos ¢ I'KMII u nanueHnToB ¢ reHe-
THYeCKH nmoaTBepkaeHHoil BA®D no nokasarensiM MyJIbTH-
NapaMeTPUYeCKOro KAPTUPOBAHUS

Ilpu cpaBHeHuu rpynn nauumeHToB ¢ [KMII
u ¢ BA® (BHe 3aBucumoctu ot Hammuus [JI2K) Obun

MOJIyYeHbl cienylolue pe3ynbrathl. [lokazarenn Ha-
tuBHOro Tl-kaptupoBanus u T2-kaptupoBanusi, ECV
ObLTH TOCTOBEPHO BhILLIE B Tpymiie naureHToB ¢ [ KMIT,
yeM B rpytire nmanueHToB ¢ BA® (mrs HatmeHOro T1-
KaptupoBaHus — 1269,44+52,7 vs 1135,01£38,9 mc, mis
HatuBHoro T2-kaprupoBanust — 41,6£3,9 vs 39.8%+1,5
Mmc, st ECV — 0,33%20,06 vs 0,2740,03) (xpurepuii
Manna-YutHu, p<0,05).

OtaenbHO OBUT MPOBEAEH aHAIU3 IMOKa3aTeseil Kap-
TupoBaHusl y nauuveHtoB ¢ 'KMII u y nmauueHToB
¢ BA®+TJLXK. TMokazarean HatuBHOTO T 1-KapTrpoBaHus
u T2-kaptupoBanusi, ECV OblIM JOCTOBEPHO BBILIE
B rpymre naimeHtoB ¢ 'KMII, yem B rpymie manueHToB
¢ BA® (kpurepuit Manna-Yutau, p<0,05) (tabmuua 1).

[Tpu cpaBHeHWU rpynIbl manyeHToB ¢ BAD 6e3
INIX wn nammentoB ¢ BA®+TJIK cratuctuuecku
3HAYMMOIO pa3jinuyusl mnmokaszareneid HaTUBHOro T1-
kaptupoBaHus u T2-kaptupoBanus, ECV BbisiBIeHO
He Obu10 (KpuTepuit ManHa-YutHu, p>0,05).

[Mpumepsr nzodpaxennit MPT cepaiia uz bBAD® +
IJIK u TKMIT rpynmn npuBeneHsl Ha pucyHkax 1 u 2.
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CpaBHeHHe NMANMEHTOB C TeHETHYECKH MOIATBEPK-
nenHoit BA® 6e3 IV12K co 310poBbIME 100POBOILIAMHU

ITpoBeneHo cpaBHeHue MPT-noka3zarteneit 310-
POBBIX TOOPOBOJIBLIEB C MOKA3aTeISIMU, MOJYyYEHHbBI-
mu y manueHToB ¢ BA® 6e3 IJI2K. B cpaBHUTETBHBII
aHaJu3 JaHHBIX ObLIM BKJIIOUEHBI 18 310pOBbIX 100pO-
BoJIbLIEB (8 MyxXXuuH U 10 XeHIIWH, CpeIHUIl BO3pacT
45+16 net) u 18 maunentroB ¢ BAD 6e3 TJIK (7 myx-
yyH U 11 XeHIUWH, cpeaHuii Bo3pact 36x14 nert).

CTaTUCTUYeCKU 3HAYMMBIX Pa3IUUMA MEXIy TPYII-
MOI 370POBBIX TOOPOBOJIBLEB U TPYIIMON MalMEHTOB
¢ BA® 6e3 ITI2K mo UKIO JIK, UMM JIK, ®B JIXK
noiaydeHo He O0bu10 (p>0,05). V nByx mammenToB ¢ BAD
OBLIO BBISIBIEHO KOHTPACTUPOBAHUE MUOKapaa Oa3asib-
Horo 3aaHe00KoBoro cermeHTa JIZK B oTcpoueHHy10 (hasy.

ITo nanHbiM HaTuBHOrO TIl-KapTUpOBaHUS TO-
Kazarenu BpemeHu T1-penakcaniuy ObUIM TOCTOBEPHO
HUXe B rpyrine nanueHToB ¢ BA®D, yem B rpymme 3m0-
POBBIX 100poBOJbLEB — 1124,6+45.0 vs 1207,7£40,0
Mc, cooTBeTcTBeHHO (p<0,05). [Tpu aHaNM3€e HATUBHO-
ro T2-kaptupoBanusi u ECV cratuctruyecku 3Ha4YMMO-
TO Pa3INYUS MEXIY 3M0POBBIMU JOOPOBOIbLIAMU U Ma-
nueHTamMu ¢ BA® 6e3 I'JI2K He obHapyxkeHo (p>0,05)
(Tabnuua 2).

Oo6cyxaeHne

YacToif NpUYMHON CHUXEHUS KayecTBa XU3HU
W HACTYIUJIEHUSI CMEPTEJIbHBIX MCXOJOB Y MallMeHTOB
¢ BA® gBngioTcs MMEHHO CepIeYHO-COCYIUCThIE OC-
JIOXKHEHUs (cepaevyHasi HeIOCTaTOYHOCTb, XU3HEYIPO-
JKalolle HapyleHust putMa cepaua) [1, 5].

IMTpu BA® omnoxenue Gb3 mpoucxoaut Bo Bcex
TUIAX KJETOK Cepila: MUOLUMTAX, SHAOTEIUATbHBIX
U TIaJKOMBIIIEYHBIX KJIETKaX WHTPaMUOKapAUaIbHbIX
COCY/IOB, KJIETKaxX 3HA0KapJa U MPOBOOSIIEH CUCTEMbI
cepaua. BHYyTpuKIeTOUHOE OTIOXEHUE MIUKOCGhUH-
TOJIUTIUAOB B MUOLIMTAX MPUBOIUT K UX YBEIUYECHUIO
¢ mnocienywueM ¢opmupoBanueM [JIXK, kortopas
MOXeT ObIThb omnbouyHo npuHsaTa 3a TKMIT [8]. On-
Hako reHe3 pasputus [JIK npu 'KMII ominyeH ot
BA®. IMpuuunoit TKMII Haubonee yacto sIBISIOTCS
MyTallMM B T€HAX, KOOIUPYIOIINX COKPATUTEIbHbIE OET-
KM MUOKapAa, YTO MPUBOAUT K MOBBILICHUIO CUHTE3a
SMOPUOHANBHBIX (POPM CAPKOMEPHBIX OEJIKOB U aK-
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