BoiBoabI.

1. B I'poaHeHCKO 001acTH OTMEYaeTcs YBEJIMUYEHHE KOJIMYECTBA IMAlUEHTOB C
NepeIOMaMHy B 00JIACTH KOJIEHHOTO CyCTaBa.

2. Pa3pbiBbl MeHUCKOB cocTaBisitoT 30% B oOlel maToaoruu KOJIEHHOro CycTaBa,
41O TpebyeT 0co00ro BHUMAaHMS MPHU MEPBUYHON JUATHOCTUKE JTAHHOTO BHU/IA TPABMBI,
MIOCKOJIbKY ~OTMEUAaeTCs YBEIMYEHUE KOJMYEeCTBAa MAIMEHTOB C  3acTapelbIMU
pa3pbIBaMHu.
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B3AMMOCBA3b [10JIMMOP®H3MA C-344T 'EHA AJIbAOCTEPOHCAHTA3bI
C PEHUANBHUPOBAHUEM ®UBPUJIJIALNU TIPEJCEPAUN
YU PA3BUTHEM TAXU-UHJAYIIUPOBAHHON KAPJIUOMHUOIIATHHA

Bby6ewko /.A., CHexcuykuii B.A., Cmenypo T./I.

I'poodneHckull 2ocydapcmeeHHbll MeQUYUHCKULL yHU8epcumem

AKTyaJbHOCTb. Bepayiieil KOHUENIMEH Pa3BUTHSA XPOHUYECKOM CEpPJICUHOU
HenoctatoyHocTd (XCH) sBnsiercss M30bITOYHAs aKTUBAIMS HEHPOrOpMOHATBHBIX
CUCTEM, TMPEXKIE BCEr0  PEHUH-aHTHOTEeH3UH-aidbaocTepoHoBoii  (PAAC) w
CUMITATOAIPEHANIOBOM [2]. ANbIOCTEPOH MpeAcTaBisieT coboil koHeuHoe 3BeHO PAAC.
VBenauueHue ero  MNPOAYKIUM  TNPUBOAUT K  AUCHYHKUMHM  DHIOTENUS U
nmporpeccupyiomeMy ¢GuOpo3y MHOKapJa, 4YTO CIY)KUT OCHOBOM IS Ppa3BUTHS
IIaTOJIOTMYECKOr0 PEMOJEIMPOBAHUS C HCXOJIOM B CEPIACYHYIO HEIOCTATOYHOCTh. 3a
CHUHTE3 ajbJOCTEpPOHA OTBEYAET KaTAIUTUYECKUH (PEPMEHT ajbJOCTEPOHCUHTA3a,
koqupyembii reHom CYP11B2. I'en CYP11B2 pacnonoxen B snokyce g21 na 8-i
XpOMOCOME U MMEET pPsii MyTalui, BIUSAIOIIMX HA €ro akTUBHOCTh. HambGosee monHO
MCCJIeI0BaH NOIUMOP(PU3M B 00JaCTH TPOMOTOPA, MPOSIBISIOUIUNCS 3aMEHOM IUTO3MHA
(C) na tumuH (T) B 344-M MOJIOKEHUU HYKJICOTUAHOW 1enu. [losiBIeHrEe MyTaHTHOTO
344 T-amens acCOUUMMPOBAHO C TTOBBIIICHUEM YPOBHS ajibJIOCTEpOHA B Iasme [3].

N3yuenue «TE€HOB-KaHIUJATOBY pa3BUTHS TaxU-UHAYLHHPOBAHHOM
kapauomuonaruun (TuKMII), npeacrasnser 60ab1I0M HAyYHO-TIPAKTUYECKUNA MHTEPEC.
TuKMII siBasieTcss MaJou3y4eHHbBIM, HO IaJIEKO HEPEAKUM OCIOXKHEHUEM (PUOPUILISAIIIN
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npeacepauit  (®II) u accouunpoBaHa ¢ HEOJArONPUSTHBIM MPOTHO30M  JJIA
nanueHTa [1].

Heab. M3yunts B3aumocs3b nonumoppuzma C-344T rena CYP11B2 ¢ pazButuem
TuKMII u peuuanBUpoBaHUEM apUTMHUM Y NAIIUEHTOB ¢ HekJ1ananHou DII.

MeTtoanbl ucciaenoBanusi. Ha 6aze V3 «I'poaHeHCKHIT 00JIaCTHOM KIMHUYECKUN
KapJuojoruueckuii 1eHtp» obcnenoBanbl 110 mamuenToB (82 MyxuunHbl, 74,5%:;
cpennuii Bozpact 59 (54;65) ner) ¢ umemuyeckod 6onesnpto cepaua (MbC) w/unm
aptepuanbHoil runeprensueit (Al'), kotopsle ObUIHM pa3feneHsl Ha 3 rpynmsl. ['pynna 1
— 33 maumenta ¢ TuKMII (25 myxuun, 75,8%; cpemnnuii Bozpact 59 (50;63) mer).
['pynna 2 — 47 nauuentoB ¢ ®II 6e3 npusHakoB kapauoMuonaTuu (35 myxuus, 74,5%;
cpennuii Bozpact 61 (55; 65) rox). B rpynmy 3 Bximtoueno 30 manmentoB ¢ UBC w/umm
AT’ 6e3 smmzomoB PII B anamuese (22 myxuunbl, 73%; cpexnuit Bo3pact 57 (50;61)
net). I'pynna 4 Obuta chopmupoBana Ha 6aze Y3 «llomuknuauka YBJ[ r. ['poaHo»,
KOoTOpyto cocTaBuiii 30 OTHOCUTENBHO 3A0POBBIX JIHI[ 0€3 CepAeYHO-COCYIUCTHIX
3abosieBannii (21 Myxxuuna, 70,0%; cpeanmii Bo3pact 53 (52; 56) roma). IlamueHTHI
rpynn 3 U 4 ObUIM HECKOJIBKO MOJIOXKE MAIllMEHTOB TPYMIILI 2, HO MIPU STOM HE UMEIHU
pa3IUYMil O BO3pACTy MEX]y COOO0H U C MalMeHTaMH TPYIIIHI 1.

Huarno3 TuKMII, BBuy OTCYTCTBUSA CrieU(PUUECKUX KPUTEPUEB, BHICTABIISJICS Ha
OCHOBAaHHWM HaJMYUsl CHUMITOMOB CEpJECYHOM HEAOCTATOYHOCTH Yy TMAalMEHTa C
taxucucronuyeckon dopmorn ®@II, sxokapauorpadudeckux mokazarened (auiaTanus
nesoro kenynouka (JDK) u cHwkenune ®OB<50%), wuckmoueHus KOpOHAPHOM,
SHIOKPUHHOW W ankoroibHOM »THosiornn XCH. B wuccinenoBanue He BKIIIOYAIKCH
MalMEHTHI ¢ napokcu3manbHou Gopmoit DII, @I Ha dhoHe opraHUYECKUX KIIATAHHBIX
MOPOKOB CEp/Illa, OCTPHIM WM NMEPEHECEHHbIM HH(GAPKTOM MHUOKApJa, MHUOKAPAUTOM,
TUPEOTOKCUKO30M, OCTPhIM HapyIIEHHEM MO3TOBOIO0 KPOBOOOpAIEHUS, OCTPHIMU
BOCMAJIUTENIBHBIMU TpOLIeCCaMu JF000H JToKaTu3aIiu.

OnpeneneHrne TeHETUYECKUX MOJUMOP(U3MOB BBITIOJIHSIIOCH C MOMOIIBIO METO/Ia
ITOJIMMEPA3HON LIEMHOM PEAKLINH.

JIns CTaTUCTUYECKOTO aHaliu3a JaHHBIX MCIOJIB30BANICS MAaKeT MPUKIAIHBIX
nporpamm Microsoft Excel u STATISTICA 10.0 ana Windows (StatSoft, Inc.,CIIIA).
Ha mepBoHauanbHOM 3Tamne ¢ MOMOIIBI0 OHJIAWH-KAJIBKYJSATOpa OBLI MPOBEIACH pacyeT
COOTBETCTBHS pACTpPEICICHHs aJlieJiell ¥ TeHOTUIIOB paBHOBecHIO Xapau-BaiinOepra.
[TonyuyenHoe npu 3ToM 3HaueHue p>0,05 roOBOPUT O BBINOJIHEHUU YCIOBHUM JAHHOTO
PAaBHOBECUS U JA€T BO3MOKHOCTh MHTEPHPETUPOBATH PE3YyJIbTAThl, MOJIYYECHHbIE MPHU
oOcne0BaHNM TaHHOW BBEIOOPKHU.

PesyabTarsl 1 ux oocy:xkaenue. [Tanuentsl ¢ @I u TuKMII He umenu paznuuuii
B 4aCTOTE HOCUTEJIbCTBA T'€HOTUIIOB IO CPABHEHUIO C TPYIIONA 0e3 KapJuOMHUOIIATHH.
I'enotunsl pacnpenenunuck ciaenytomum odpazom: CC — 18,2%, CT — 48,4%, TT —
33,4% B rpynne 1 u 19,1%, 46,8%, 34,1%, cOOTBETCTBEHHO, B rpynIie 2.

[TarmenTsl rpynmel 1 ObUIM pa3jesieHbl Ha 2 TOATPYNIBI B 3aBUCUMOCTH OT
HAJIMYMST MyTAHTHOTO ajuienst B reHortune: noAarpynna 1 — CC-renotun, noarpymnmna 2 —
HeCC-renotun (CT+TT) u mpoBeneH aHain3 J1a0OPATOPHBIX M MHCTPYMEHTAJIBHBIX
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nokasarenen. JlJig manueHToB, UMEIOIUX MyTaHTHBIN T-asens Ha0monamiuch OobIIne

KOHEUHO-CHUCTOJIMUYECKUN U KOHG‘-IHO-I[I/IaCTOJII/I‘ICCKI/Iﬁ pPasMCPhbI

(Tabmuma 1).

nu o0wembr JIK

Tabmuua 1 — CpaBHUTEIbHAS XapaKTEPUCTUKA JIAOOPATOPHBIX W MHCTPYMEHTATBHBIX

nokazaresned y nauueHToB ¢ TuKMIT

[TapameTpsl CC-renotun HeCC-reHoTun
n=6 (CT+TT)
n=27
Bospacr, jer 61 (52; 68) 54 (50; 63)
[Toa (M), n (%) 5 (83,3%) 20 (74,1%)
JlaBHocTh DI1, Mec. 4(3;5) 5 (3; 6)
Cpennecyrounas YCC, yn/mMuH 90 (89; 96) 102 (92; 115)

JlucTaHuys, IpOWIEHHAs 10 TECTY 6-
MUHYTHOH XO/1bOBI, M

310 (250; 430)

280 (250; 370)

NT-proBNP, nr/mn

1013 (299; 1450)

1000 (1054; 1311)

PazMep 1€BOTO TIPEICEPNS, MM 46 (40; 49) 46 (42; 49)
Koneuno-nmuacronndeckuii pazmep JOK, mm 57 (53; 58) 61 (55; 63)*
Koneuno-cucronnaeckuii pazmep JOK, Mm 41 (39; 44) 45 (42; 49)*
Koneuno-nuacronmndeckuii oobem JDK, mi 161 (133; 163) 179 (150; 193)*
KoneuHo-cucronmueckuii 00bem JIK, vt 75 (68; 88) 93 (80; 112)*
Y napHbIif 00beM, MIT 79 (61; 84) 80 (61; 85)
®B JDK(B-pexum), % 46 (40; 47) 45 (40; 47)

Macca Muokap/a, r

346 (362; 347)

336 (286; 357)

MHexc Macchl MUOKapaa, /M2

155 (118; 171)

153 (137; 154)

Pa3zmep mpaBoro xenynodka, MM

27 (26; 30)

26 (25: 28)

CucTONIMYECKOE TaBJICHUE B JIETOYHOM
apTepUu, MM PT.CT.

35 (23; 38)

36 (30; 45)

[Ipumeyanne — *

nocutenssmu CC-renotuna (p<0,05)

— CTAaTUCTHUYCCKMU 3HAUYMUMBIC pa3jiniug IIpU CPaBHCHHUH C

JIist pganbHeWiero aHanu3a MauMeHTbl W3 Tpynn 1 w2 Obuin OOBEAMHEHBI B
«rpynny ¢ ®II». Ycranosneno, yro y nanueHtos ¢ ®II vame Berpevancs resornn TT
(33,6%) u amnens T (57,5%) 1o cpaBHEHHIO ¢ MAlMEHTaMU 0€3 CepIECYHO-COCYIUCTOMN
narojoruu (13,3% u 33,3%, coorBercTBeHHO, P<0,05) (Tabnuma 2).
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Tabmuma 2 — YacroTta BcTpeuaeMoctn reHoTunoB u amieneid C-344T rena CYP11B2 B

3aBHCHMOCTH OT HO30J0THH (a6¢./%)

YacroTa (abc./%)
[eHOTHIT I'pynma ¢ @I I'pymma 3 I'pynna 4
(rpynma 1 + rpynma 2) | UBC n/mmu AT™ 6e3 ®II | 6e3 cepaeuHo-cocyucTom
n=80 n=30 natosioruu N=30

CC 15 (18,5%) 8 (26,7%) 14 (46,7%)

CT 38 (47,5%) 14 (46,6%) 12 (40%)

TT 27 (33,6%)* 8 (26,7%) 4 (13,3%)
Aunnens

C 68 (42,5%) 30 (50%) 40 (66,7%)

T 92 (57,5%)* 30 (50%) 20 (33,3%)

[Ipumeyanue — * — CTAaTUCTUYECKU 3HAUYMMBIE PA3INYUS P CPABHEHUHU C TPYIIION

4 (p<0,05)

[Matmentsr ¢ ®I1 (N=80) ObuIM pa3neneHbl HA 2 MOATPYNNBl B 3aBUCUMOCTH OT
HaJU4Msl MyTaHTHOTO ajuienis B reHoturne (nmoarpynmna 1 — CC-renortun, noarpynna 2 —
HeCC-reroruna (CT + TT)) u npu ananmuze 1a0OpaTOPHBIX W HHCTPYMEHTAIBHBIX
MoKazaTelsield MeKIPYIIOBBIX Pa3jINdMil He BBISBIICHO (Ta0iuia 3).

Tabmuua 3 — CpaBHUTEIbHAS XapaKTEPUCTUKA JIAOOPATOPHBIX U MHCTPYMEHTATBHBIX

rokasaresnen y naiueHToB ¢ OI1

[TapameTpsl CC-renotun HeCC-reHoTun
n=15 (CT+TT) n=65
Bospacr, et 61 (50; 65) 59 (54; 64)
[Ton (m), n (%) 13 (86,7%) 49 (75,3%)
JlaBHocTh DI, Mec. 4 (3;11) 6 (3; 11)

Nt-proBNP, nir/mn

324 (226; 836)

539 (344; 1094)

Jlvctanuus, TpoieHHas 1o TeCTy 6-MUHYTHOM

430 (340: 480)

360 (300; 450)

XOJbOBI, M

Pa3mep nmeBoro npeacepaus, MM 43 (39; 46) 44 (40; 48)
KoHeYHO-THacTOIMISCKUH pa3Mep, MM 53 (52; 57) 56 (52; 60)
KoHEeYHO-CHCTOIMYECKUI pa3Mep, MM 36 (34; 41) 41 (35; 45)
KoHeYHO-THaCcTOIMYECKUI 00BEM, MIT 134 (130; 161) 152 (129; 179)
KoHeYHO-CHCTONMMYECKUI 00BEM, MJT 55 (48; 75) 70 (50; 93)
VY napHbIii 00beM, MIT 82 (76; 87) 81 (70; 92)
dpakuust BeIOpoca, % 55 (46; 59) 55 (46; 62)

Macca MHOKapaa JICBOI'O KCIIyJ04YKa, I'

268 (260; 346)

307 (253; 340)
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[TapameTpsnl CC-renotun HeCC-reHoTun

n=15 (CT+TT) n=65

WNHnaexkc Macchl MUOKapaa, I/m? 125 (116; 156) 141 (121; 164)
JlaBJieHHE B JICTOYHOM apTepUH, MM PT.CT. 26 (23; 34) 30 (26; 35)
Pa3mep mpaBoro »enymouka, MM 25 (22; 26) 26 (24; 28)

ITo ucreuennn 12 mecsueB NpocneKTUBHOrO HaOM0AeHNA y 18 manneHTos, u3 38 ¢
BOCCTAHOBJICHHBIM CHHYCOBBIM pPHUTMOM, OTMedeH peuuauB @Il boapmmHCTBO
NAlUHUEHTOB C PEUUIUBOM aPUTMUHU SIBISLIUCh HOCUTEISIMUA MYTAHTHON TOMO3UTOTHI, IIPU
ATOM HH Y OJHOTO HOCHUTENS JTUKOTO TOMO3UTOTHOTO T€HOTHIIA HE OTMEYEHO BO3BpaTa
®II (tabmuna 4). Takum oOpazoM, pucyTcTBUE B reHoTune C-ajiens acCOIMUPOBAHO
CO CHIDKEHHEeM pucka peuuauBupoBanus OII (OP=0,27, 95% AU 0,11-0,67), B TO
BpeMsI KaK Yy HOCUTEJICH MyTaHTHOTO ajljiesisi OH Bhiiie B 1,46 paza (95% JIU 1,07-1,98).

Tabnuna 4 — PacripeneneHrue rTeHOTUIIOB Y MAIMEHTOB ¢ BOCCTAHOBJIICHHBIM CHHYCOBBIM
UTMOM

CC-re”HoTun

CT-resotun

TT-remoTumn

n=6 n=13 n=18
Perunus OIT (n=18) 0 (0%)* 4 (30,8%)* 14 (77,8%)
Peruauea ®IT HeT (n=19) 6 (100%)* 9 (69,2%)* 4 (22,2%)

*

[Ipumeuyanue — — CTaTUCTUYECKU 3HAYMMBIC pa3IMuMsi IO CPABHEHUIO C
Hocutessimu resotuna TT (p<0,01).

BeiBoabI.

1. ITanumentet ¢ TuKMII He wumenu paznuuuii MO 4YacCTOTE BCTPEUYAEMOCTH
reHotunoB u amneneid momumopdusma C-344T rena CYP11B2 mo cpaBHEeHHIO C
nauyMeHTaMu ¢ GuOpmUIALuen npeacepanii 06e3 MpU3HaKOB KapAHUOMUONIATHH.

2. IlpucyrctBue B reHotune Aukoro amienss C acCOUMMPOBAHO CO CHUKEHUEM
pucka peruauBupoBanus Gpudpwsm npeacepauii (OP=0,27, 95% 1AM 0,11-0,67).
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