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Pesiome

lMnepTpoduyeckas KapaMOMMONaTUA XapaKTepPU3YeTCA FreHeTUYeCKoN U GeHOTUMMYHECKON reTeporeHHOCTbIO, YTO MPOABAAETCA B Pa3/IMYHbIX Ba-
pyiaHTax IoKasM3aLmMmn 1 NpOTAXKEHHOCTU runepTpodun Muokapga. Llenb. Ha ocHoBaHUM faHHbIX 3XOKapAnorpadpum oLeHUTb 0cobeHHOCTU TU-
nepTpodUUN NEBOrO XeNyzouKa, pacrpoCTPaHEHHOCTb U KMHUKO-MHCTPYMeHTa/lbHble MoKasaTenn peHOTUNMYECKUX BapuaHTOB runeptpodudye-
CKol Kapanomuonatun. Matepuansl u MeToabl. O6cnesoBaHO 295 60/1bHbIX C rMNepTpodrUeCcKoin KapgrnoMmnonaTtueit B Bospacte ot 18 go 88 net
(60,3+13,4 net), MyumnH 183 (62 %), eHwmH 112 (38 %). lnarHo3 ycTaHaBAMBaNCA Ha OCHOBAHWUU BYXMEPHOW 3XoKapAnorpadumn. OLeHmBanuch
BbIPAXXEHHOCTb, /IOKa/M3auUMs U NPOTAXEHHOCTb rMNepTPOdMN MIOKapAa, MaKCUManbHaa TO/WMHA rMNepTPOPMPOBAHHOrO CerMeHTa, Macca Mu-
OKap/a, MHAEKC MacChl MUOKap/a JIeBOTO Xe/lyAouKa, Ha/lnune 1 BbIPaXKEHHOCTb CPe/HeXeNy/ 04KOBON 06CTPYKLMUM U O6CTPYKLMUM BbIHOCALLErO
TPaKTa /IeBOro Xe/ly/AouKa. B 3aBUCMOCTM OT NpenMyLLLeCTBEHHON I0KaM3aLMmn U NPOTAXKEHHOCTM rMnepTpodumn 60bHbIe BbINM pacnpeaeneHs
B 8 rpynn cornacHo pekoMeHzauMAM No runepTpopuyeckoit kaparomuonatun M3 PO. MNposeseH aHann3 1 cpaBHeHWe NO/TyYEHHbIX pe3ybTaToB
B 3aBUCMMOCTM OT peHOTMNa KapanmommonaTtumn. PesyabtaTel. CpeAHAs NPOAOMKUTENbHOCTL 3aboneBaHns — 10,5+7,52 net. CpeaHue 3HayeHUs
MH/leKCa Macchl Tesla y BCex naLMeHToB coctaBuam 28,2+2,82 kr/M?. Hanbonee yacto otMeyanca peHoTun ¢ 6asanbHoON runepTpoduein Mexdxeny-
Aoukosoit neperopoaku (n=130, 44,1%), 1 rpynna. Y 47 (15,9 %) 60/1bHbIX BbiiB/IEHA FMMNEPTPODUA MENIKEYAOHYKOBOIW MEPEropoAKU «o6paTHO
KpvBmM3HbI» (3 1p.), y 41 (13,9 %) — «HeiiTpanbHas MeXOKeNyA04KoBas neperopogka (2 rp.), y 36 (12,2 %) — cuMMeTpuyHas runeptTpodus 1eBoro
wenypouka (8 rp.), no 11 (3,7 %) naymeHToB UMeI KOMEMHMPOBAHHYIO FMMNEPTPODUIO MEXIKEY0HKOBOM NEPErOPOAKMN U APYrUX OTAE/N0B NEBOTO
VAW NpaBoro enyAouka (4 rp.) n ceoboaHoi cteHku JIXK (7 rp.), y 10 (3,4 %) — cpegHexenys04KoBas runepTpodus NeBoro wenygouka (6 rp.) ny
9 (3,1%) — anwukanbHas runeptpodus (5 rp.). Hanbonbluee 3Ha4eHUE MAKCMMa/IbHOM TONLMHBI MUOKapAa OTMeYeHo Y 60/1bHbIX 6 rpynnbl 19,3 (19-
20,4 mM). CpegHexenyo4KkoBas o6CTpyKLMA BbisiBieHa B 6 rpynne (90,0 %), 06CTPYKLMSA BbIHOCALLErO TPaKTa JIEBOrO ey 04Ka Yalle perucTpu-
poBanacb B 4 1 8 rpynnax (81,8 % 1 77,8 %), a pexxe — B rpynne 5 (22,2 %) (p <0,01). Y 60/1bHbiIX 7 rpyniribl He 66110 BbISBNEHO C/ly4aes ¢ 06CTpyKLmei
BbIHOCALLEro TPaKTa JIeBOro Xenyo4Ka B 6a3a/lbHOM COCTOAHMM. MaKcMMasibHble 3HaYeHWUA NoKasaTenei MacChl MMOKapAa U MHAeKca Macchbl MUO-
Kapgaa /1IeBOro e/lyAo4Ka oTMeyeHbl B rpynne 8 — 402 (356-439) r n 195 (173-218) r/M?, cooTeeTcTBeHHO (p <0,01). 3akatoueHme. DxoKapamuorpa-
¢ua npescTaBafeT MHGOPMATUBHbIN METO/, OLLEHKN Ha/IuUA, BbIPaXEHHOCTU r’MNepTPOpUM MIOKapAa 1 onpejeneHns GpeHOTUNMYECKOro BapuaHTa
runepTpoduyeckoin kapanommonatun. Hanbonee 4acTo perncTpupyoTCa BapuaHTbl TUNepTPOGUMN MeXOKeNYA0HKOBO NeperoposKu, Cpeam KoTo-
PbIX CaMbIM pacrnpoCTpaHeHHbIM ABAAETCA GeHOTUN rMnepTpodum 6asanbHol eé HacTu. Kaxabii GeHoTVN rmnepTpodUIECKoin IKCNpeccum xapakTe-
pu3syeTca 0CO6eHHOCTAMM 3XOKapAMorpaduyecknx napamMeTpos.

KnroyeBbie cnoBa: zunepmpoguqeckas kapduomuonamus, 2unepmpogus Muokapda, eHomun, 3xokapduopagdus, 06cmpyKyus

KoH$MKT nHTepecos
ABTOpbI 3asB/IAIIOT, YTO faHHan paboTa, eé TeMa, NpeMeT U CoAepKaHue He 3aTParnBaloT KOHKYPUPYIOLUMX MHTEpPecoB

*Konraxrsl: lennannit lenHangpeBnd Tapagus, e-mail: taradin@inbox.ru
*Contacts: Gennady G. Taradin, e-mail: taradin@inbox.ru
ORCID ID: https://orcid.org/0000-0003-3984-8482




Apxub BHyTpeHHE MeAuumHbL ® Ne 4 o 2023 OPUTVHAABHBIE CTATbHU

McTo4yHmnKn $puHaHcpoBaHma
ABTOpr 3aABNAIOT 06 OTCYyTCTBUU ¢MHchwposaHmn npu nposejeHUnN nccnefoBsaHnA

CraTba nonyyera 16.05.2023 r.
MpuHaATa K ny6bavkauyum 31.07.2023 r.

Ana unTrupoBaHuA: WrHaterko A, Tapaaun I.1., Kyrnep T.E. OCOBEHHOCTW TUMEPTPO®UN JIEBOTO XENYAOUYKA N XAPAKTEPU-
CTUKA GEHOTUMMNYECKNX BAPUAHTOB Y BOJIbHBIX TMNEPTPODUYECKOM KAPAVNOMUOMATUEN. Apxues BHyTpeHHel MeanumHbl. 2023;
13(4): 282-293. DOI: 10.20514/2226-6704-2023-13-4-282-293. EDN: PRXSRD

Abstract

Hypertrophic cardiomyopathy is characterized by genetic and phenotypic heterogeneity which manifests in different variants of localization and
extent of myocardial hypertrophy. Aim: to evaluate specifics of left ventricular hypertrophy, the prevalence and characteristics of clinical and
instrumental features of phenotypic variants of hypertrophic cardiomyopathy. Materials and methods. The study includes 295 patients with
hypertrophic cardiomyopathy aged 18 to 88 years (60.3+13.4 years), 183 men (62 %), and women 112 (38 %). The diagnosis of which was established
by 2D echocardiography. The severity, localization and extent of myocardial hypertrophy, the maximum thickness of the hypertrophied segment, left
ventricular myocardial mass, left ventricular myocardial mass index, the presence and severity of mid-ventricular and left ventricular outflow tract
obstruction were evaluated. Depending on the predominant localization and extent of hypertrophy, patients were divided into 8 groups according
to the recommendations for hypertrophic cardiomyopathy of the Ministry of Health of the Russian Federation. The analysis and comparison of the
obtained results are carried out. Results. The average duration of the disease is 10.5+7.52 years. The mean values of the body mass index in patients —
28.2+2.82 kg/m?. The phenotype with basal hypertrophy of the septum (n=130, 44.1%), group 1 was most often noted. In 47 (15.9 %) patients,
hypertrophy of the septum of “reverse curve” (2 group) was detected, in 41 (13.9 %) — “neutral septum” (3 group), in 36 (12.2%) — symmetrical
hypertrophy of the left ventricle (8 group), 11 (3.7 %) of patients had combined hypertrophy of the septum and other parts of the left or right ventricle
(4 group) and the free left ventricular wall (7 group), in 10 (3.4 %) — middle ventricular hypertrophy of the left ventricle (6 group) and in 9 (3.1%) —
apical hypertrophy (5 group). The highest value of the maximum thickness of the myocardium was noted in patients of the 6th group 19.3 (19-
20.4 mm). Mid-ventricular obstruction was detected in group 6 (90 %), left ventricular outflow tract obstruction was more often registered in groups
4and 8 (81.8 % and 77.8 %), and less often in group 5 (22.2 %) (p <0.01). In group 7, there were no cases of rest obstruction of left ventricular outflow
tract. The maximum values of myocardial mass and left ventricular myocardial mass index were noted in group 8 — 402 (356-439) g and 195 (173-
218) g/m?, respectively (p <0.01). Conclusion. Echocardiography is an informative tool for assessing the presence, severity myocardial hypertrophy
and determination of the phenotypic variant of hypertrophic cardiomyopathy. Variants of septal hypertrophy are most commonly registered one,
among which the most frequent is the phenotype of basal septal hypertrophy. Each phenotype of hypertrophic expression is characterized by its
echocardiographic parameters.
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BT — soiHOCAmmit TpakT, [KMII — runeprpodudeckas kapamommonarus, I[JDK — runeprpodms nesoro xenynouka, IMMIDK — mHpmekc Maccer
MIOKapJa /1eBoro enygouka, KIIP — koHeuHo-AmacTommaecknii pasmep, JIDK — nesbiit sxenygodek, MK — murtpanbabii xmanan, MMJDK — macca
MMOKappa neBoro xemyznouka, IIITT — mmonrazs mosepxHocTy Tenma, IIDK — npasbrit sxenygodek, T3Cnx — Tommuna sagneit crenkn /DK B guacrony,
TMIKIIx — TommmHa MeXOKeTyJ0YKOBOI eperopofiku B uactony, 9XoKI' — sxokappmorpadms

Beepenue

Inneprpoduueckas kapamomuonarust (TKMII) — re-
HeTMYeCKM OOYCIOB/IeHHOe 3a0ojieBaHMe MUOKappa, Xa-
pakrepusyomieecst rumeprpodueil MHUOKapAa  JIeBOTO
u/vnu npasoro xenygouka (IDK), qarie acuMMeTpu4HOro
XapaKTepa 3a CY€T YTONIIEHN MeXOKeTYLOYKOBOI Iepe-
roponku (MJKII), 4to He MOXET OOBACHATHCS MCKIIOUN-
TE/IbHO ITOBBILIEH)EM HArpys3Kyl [jaB/eHNeM, /I BO3HUKAIO-
Ijee P OTCYTCTBUIM PYTOrO CEPAEYHOTO WV CUCTEMHOTO
3a6071eBaHs1, METabOINYECKOTO W/IM TIO/IIOPTAaHHOTO CUH-
[pOMa, CBSI3AHHOTO C I'MIEPTpodueli JIeBOTO >KeTyLouKa
(JDK) [1-3].

Inneprpodus muokappa JDK sBiseTcs OCHOBHBIM
maToMOPQONTOTMIECKUM U IMATHOCTUIECKUM TPU3HAKOM
I'KMII, xotopast oOycloBIMBaeT KacKajf, IOCTIEAYIOLUINX

naTo(U3MONOrMYECKUX COOBITUIT: OOCTPYKIMIO BBIHOCA-
mero tpakta (BT) JDK, muactonmyeckyio mucdyHKIuIo,
HOpaXKeHye MUKPOLMPKY/IATOPHOTO pyciia 1 pasHoobpas-
Hble HapyLIeHM PUTMA CepALia U IPOBOAUMOCTH [4].
Iuarnos TKMII ocHoBbIBaeTcss Ha OOHApYy)XeHUM He-
OOBACHUMOI ¥ OOBIYHO aCUMMETPUYHON runeprpoduu
JDK (IJDK) ¢ moMombio MeTOLOB BM3YaIM3aLuy, MIpU-
MeHEHMe KOTOPBIX JIaéT BO3MOXKHOCTb OLEHUTb Haju-
4lfe, BBIPAXEHHOCTD, IIPEYMYIIECTBEHHYIO JIOKAIMU3ALI0
U IPOTSDKEHHOCTD runeprpoduu mmnokappa. Kpome toro,
6marofaps MeTofaM BM3YanM3aluy, B 4aCTHOCTYU 9XOKap-
nuorpaduu (IxoKT'), ygaercst oLeHNTh HaMM4Me U BBIpa-
xeHHOCTb obcTpykumu BTJDK, cocrosHme KaamaHHOTO
anmapata ceppa (oco6eHHO MuTpanpHoro Knanasa, MK),
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MIOJK/IANIAHHBIX CTPYKTYP, CUCTOIMYECKYIO U UACTOIIYe-
ckywo pynkunmio JDK [5].

C BHegpeHMEM B KIMHMYECKYIO MpakTUKy IXOKI
B 70-X rogax IpoOLUIOrO BeKa YAaloCh YCTAHOBUTD Pa3HO-
obpasue ¢popm runeprpodunu muokappa npu F'KMIT [6-8].
CornmacHo KnmHM4YecKnM pekoMmeHpamysaMm nmo 'KMII, yrt-
BepkaeHHBIM M3 P® B 2020r., pa3nu4aoT CUMMeTPUYHYIO
U aCUMMETPUYHYI0 OPMY KapAMOMMONIATIM, [TOC/IEIHAS
Bkouaet cemb Bapuantos I'JDK [3]. [Tonumanune pasHo-
o6pasus BapuanToB [KMII jaeT BO3SMOXHOCTD YIy4LINTD
IMarHOCTUKY 3a00/eBaHNUsA, He OIpaHMYMBasACh OOHapy-
JKeHMeM Nuilib runeprpodun 6asamproro otaena MIXKII,
HO3BO/IACT M3y4aTh OCOOEHHOCTM IIATOTEHe3a C Y4eTOM
TeHOTHII-(PeHOTUIINYIECKOTO COOTHOLIEHMS, a Takxe 060-
CHOBaHHO IOAXOAUTb K BBIOOPY Hambojee ameKBaTHOTO
MeTofia JiedeHusA. TeM He MeHee, B HacTosllee BpeMs He-
TOCTATOYHO CBENEHMII O YaCTOTe PETUCTPAalVM IIPesIo-
JKEHHBIX (DEHOTUIIOB, KPOMe OOIIero IpefCTaBAeHNs, YTO
I'KMII — 3a6oneBaHue, XapakTepusylolieecs IIpenuMyle-
CTBEHHO aCUMMETPUYHOI TUIepTpodueil ¢ BOBIEUYEHUEM
MIXKII [5, 9, 10].

Henasn

Ha ocHoBanun npumenenns: asyxmepnoit 9xoKI ome-
H1UTh ocobernoctu [TDK, paciipocTpaHeHHOCTD 11 0COOEH-
HOCTYM KIVHMKO-VHCTPYMEHTA/JIbHBIX IIOKa3aTesneil pas-
JMYHBIX peHOTHIINYecKNX BapuanTos TKMIL

Marepuanbl 1 METOABI

[IpoBeseHO OHOMOMEHTHOE IIOIIEPEYHOE MCCIeN0Ba-
Hue. [Ipoanamsuposasbl Bce crydan gyarnoctuku [KMIT
0 pe3y/brartaM 6assl JAaHHBIX MHOTONIPOMM/IBHOTO CTALlM-
onapa B nepuogp ¢ 2000 o 2022rT. u MeIMLIMHCKAsA JOKY-
MeHTanuA 295 manueHTos (183 my>xunH (62 %) u 112 >eH-
mwyH (38 %)) B Bospacte ot 18 o 88 yeT (cpegHmit BO3pacT
cocrasun 60,3+13,4 net) ¢ TKMII.

JIMarsos ycTaHaB/IMBaICA HA OCHOBAHUM JAHHBIX ABYX-
MepHoit OxoKI' npu onpepeneHuy TOMILMHBL OJHOTO VN
6onee cermenra JIDK 215 MM 1pu oTCyTCTBIM TIOOOTO APY-
TOTO MATOIOTMYECKOTO IMPOoIjecca, OTBETCTBEHHOTO 32 BBI-
PaXeHHOCTb TaKoil runieprpodun [1-3].

W3 mccnenoBaHms UCK/TIOYEHbl OObHbIE C HEaleKBarT-
HBIM yIbTPa3BYKOBBIM OKHOM; C apTepuaNbHOI TUIepTeH-
3melt 2-3 cTereHy (3HAYEeHV CUCTOINYECKOTO apTepyab-
HOTro #aBrieHus >160, guactomrdeckoro > 100 MM pT. CT.),
runepronndeckoit 6omesupro II-III crapum; creHo30M
AOpTa/JIbHOTO K/IallaHa; BBIPA)KEHHOV aOPTa/IbHON Peryp-
TUTaIMel], BPOX/IEHHbIMU IIOPOKaMM Cepflia; aHaMHe-
CTUYECKUMU CBefleHMsIMU 00 aKTUMBHON CIIOPTUBHON [e-
SITEIPHOCTYU B TeYEHMe MOCTeNHEeT0 Tofa, KINMHNYIEeCKIMI,
7Mab0opaTOpHBIMM, MOPOTOIMIECKIMY VIV aHAMHeCTIYe-
CKUMM JaHHbIMU O Oone3nsx ®abpu-AHzepcoHa, JJaHoHa,
atakcuy Opuppnxca, N30IMPOBAHHOM ITIMKOT€HO3€ Cepyi-
Ija, aMIIOUAI03€e Cepilia U fp. UHPUIbTPATUBHBIX, SHO-
KPMHHBIX U MeTa0OIMIeCKUX 3a00I€BAaHMAX, CIIOCOOHBIX
BBI3bIBATH YTO/MIIeHNE TNOO0 TUIEPTPODII0 MUOKApAA.

Bcem 6ompupiM BeimonHsim IJxoKI Ha ammapare
«Vivid-3 Pro» (General Electric, CIIIA) ¢a30BbIM FaTINKOM

¢ 9actoroit 3 MIT1 B monmoskeHun 60/IbHOTO JIEKA Ha JIEBOM
OOKY IIpM CIIOKOJIHOM JABIXaHWM M Ha BBICOTE BBIOXA CO-
I7TaCHO PEKOMEHJalusAM IO TpaHCTopakanbHON IXxoKI
American Society of Echocardiography (2019r.) [11].

Msmepenne TommuH cermeHToB JDK  BbIMOMHAIN
B a3y [UacTONBI, OPUEHTMPYA YIbTPAa3BYKOBON Jiart-
YUK IEPHEHJMKYISAPHO IAapacTepHAIbHON [JIMHHOM OCK
(MIKITI, 3agnsis crenka JDK), mapacrepHanbHOI KOPOTKOIA
ocu (otmenst MOKII, mepenHsist, 60KOBast U 3af{HAS CTEHKA
JIX), anukanpHOI ocut (2-X 1 4-X KaMepHasi MO3ULNs) A1
M3MepeHMs TONIIHBI MIuoKapaa Bepxymku JIK.

Pacuer maccer mumokapma /DK (MMJDK) mposopmin
B COOTBETCTBUM C peKoMeHpanusamu American Society
of Echocardiography [12] mo ¢opmyre: MMJDK = 0,8 x
[1.04 x (KOP + T3Cp + TMXKIIg)* — KIOP?)] + 0,6 rpamm,
rge KIIP — xoHeuHo-guactonmmyecknit pasmep, 13Cn —
tommyHa 3agHeit crenkn JUK B guacrony, TMOKIIg — Ton-
muna MJKII B giuacTomny.

Mupexc MMJDK (MIMMJDK) Bbraucnsnu no gpopmyiie:
VIMMJDK = MMJDK/TIIIT (r/m?), roe IIIT — mromans
IIOBEpXHOCTH Tefa B M~

Ipapyent B BTJIDK Bpramcsmmu no MoguduiupoBaHHON
¢dopmyne bepuymnu: rpagnent = 4V, roe V. — CKOpOCTb
kpoBoroka B BTTDK (m/c). []y1st u3mMepeHmsi CKOpoCcTu Kpo-
BOTOKa JICIO/Ib30BA/IM HENPEepPhIBHO-BOMTHOBON OIIII/Ie-
POBCKMII PEXMM C IO3UIVIOHMPOBAHMEM KOHTPOIBHOTO
06béma Ha yposHe BTJDK.

OO6CTpyKIus B IIOKOE CYMTAIACH [IPU 3HAYEHMAX Ipa-
aveHrta 230 MM PT. CT.; OOCTPYKLMS IPU CTUMY/IALMN —
IpY HOPMa/JbHOM 3HadeHUM B IOKoe (<30 MM PpT. CT.)
" 230 MM PT. CT. TOC/Ie PU3MIECKOIT HATPY3KM; OTCYTCTBIIE
00CTpYKILMM — HOpMa/IbHOe 3HadeHue (<30 MM PT. CT.) KaKk
B IIOKO€, TaK U Moc/Ie PM3MIeCKOll Harpy3Ku.

[Tpu ompepenennn Ttommuubl nwboro cermenta JDK
pasMepoM =15 MM, BBIYMC/IAIN JIOKQIM3ALMIO M IIPOTS-
JKEHHOCTb TunepTpodun. B pampHeilimeM NIPOBOJUIOCH
pacnpenenenue 60/IbHBIX Ha 8 TPYIII B COOTBETCTBUU C Pe-
HOTUIINYECKOIT 9KCIIpeccet ruepTpodum cormacHo Mop-
¢donornueckoit kmaccupukanyn FKMIT [3]: rumeptpodus
6asanpHoit yactu MOKII (rpymma 1), runmeprpodus Bcei
MOKITvmu «mesitpanbras MOKID» (2), runeprpodua MOKIT
«0OpaTHOI KpUBMU3HBD» (3), KOMOMHMPOBAaHHAsI TUIIEPTPO-
¢ MXKII n gpyrux otnenos JDK mmn IDK (4), anukans-
Has runeprpodus ¢ win 6e3 BOBIEYEHNUs JPYTUX CETMEH-
toB JDK (5), cpenHe-xenynoukoBas runeprpodus MIKIT
Hapsapy ¢ runeprpodueit ceobopuoir crenku /DK (6), ru-
neprpodus cBoboxpnoit crenku JDK (7) u cummerpuyHast
(nnm xonuentpuyeckas) runeprpodus JDK (8).

[TpoBeneHo cpaBHeHNE B 3aBYCUMOCTY OT 1107Ia B IPYII-
nax 8 denorunmmyecknux BapmantoB I[JDK. Oruenenst
CpefgHMe 3HAUeHMs MAKCUMAIbHONM TOJIMHBI TUIEPTpPO-
¢duposanHOro cermenta mmokapma, MMJDK, MIMMIDX,
rpagyenta gasneHus B BTJDK B xaxpoit u3 8 ¢peHorunu-
veckux rpymn 6ompHbix TKMIT, a Taxoke mpoaHaan3nposa-
Ha gactora o6ctpykunu BTJDK.

Cratuctideckass o6paboTKa U BU3YaIM3alLusa Pe3yib-
TaTOB MCC/IEJOBAaHNUII BBIIIOTHEHD! B JIMIIEH3VIOHHOM IIa-
Kere Jamovi 2.3.21.0. [lokasaTenn oneHMBaNNCh Ha IpeJ-
MeT COOTBETCTBMA HOPMAIbHOMY pacHpefiefIeHNo, I
yero ucnonbsosanca Kkpurepuit lanupo-Yunka. /Tannsle
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HpefiCTaB/IeHbl Kak cpefjHee apudMeTniecKoe u CTaH#apT-
Hoe oTK/IoHeHye (M+SD) na nokasaTeeii ¢ HOpMaTbHbIM
pacnpefieieHneM, MefjaHa ¢ MeXXKBapTU/IbHLIM Pa3MaxoM
(Me (IQR)) mmst mapaMeTpoOB C pacIpefeneHneM, OTInda-
IOIMMCSA OT HOpMabHOro. KareropuanbHble epeMeHHbIe
HpefCTaB/IeHbl B Bujie aOCOMIOTHBIX YMCEl ¥ IPOLCHTOB.
[Ipu cpaBHEHNM TPYTII IO Ka4eCTBEHHOMY MPU3HAKY IIPHU-
MeHsUICSL Kputepuit xu-kBanpar (X°), [/Is CpaBHEHMs BBI-
OOpOK II0 KOMMYeCTBEHHBIM IIPU3HAKAM JCIIOIb30BAIN
O7lHO(AKTOPHBI [JYICIIEPCYOHHDII aHA/IM3 VTN KPUTEPWit
Kpyckan-Yonnuca. Pesynbrarsl, monydennsie mpu p <0,05,
CUMTAJIICh CTATUCTUIECKN 3HAYMMbBIMIL.

Pe3yabTaTsl

My>KcKoit TTOTT IpeBaIupoBaj Ipyu BceX (eHoTuImye-
ckux Bapuanrax KMII, kpome anukanbroit IJDK, ogna-
KO pasian4ys He ObUIM CTaTMCTUYeCKY 3HauuMbl (p>0,05).
CpepHssa MPOJOKUTEIBHOCTh 3a00/IeBaHMA OT MOMEH-
Ta TIOSIBJIEHMs TIEPBBIX )Ka/00 /[0 MOCTAHOBKY AUArHo3a
I'KMII cocraBuna 10,5+7,52 netr. CpenHue 3Ha4eHUA MH-
mexca Maccel Tena (VIMT) y Bcex manyeHTOB COCTaBYJIN
28,2+2,82 xr/m>.

Ipn mposenennn IxoKI' 6bUTO BBISIBIEHO, YTO HaM-
6oree pacIpoCTpaHEHHBIM (DEHOTUIINYECKUM BaPMAHTOM
sBseTcs: runeprpodus 6asamproit wactu MIKII, korto-
polit peructpuposancs B 130 (44,1 %) cnyyasx (1 rpynma).
Y 47 (15,9%) 6ombpHbIX BbLsiBIeHa rumeprpocus MIKIT
«oOparHoIt KpuBU3HBD (3 1p.), y 41 (13,9 %) — «HeiiTpanb-
Hasg MOKID» (2 rp.), y 36 (12,2%) — cummerpuynas [JTDK
(8 tp.), mo 11 (3,7 %) maneHTOB MMenu KOMOMHMPOBAH-
Hyto runeprpo¢us MIKII u gpyrux otgenos JDK wm IDK

(4 tp.) u cBoboguoit crenxu JUK (7 rp.), y 10 (3,4%) —
[TDK mo tumy «iecounsie dacel» (6 rp.) m'y 9 (3,1%) —
ammkanbHasg [JDK (5 rp.). Knuanyeckas xapakrepucTuka
6onbpubix TKMII ¢ pacnpenenenneM Ha (PeHOTHIIMYECKIE
TPYIIIBI IpeACTaBIeHa Ha pUCYHKe 1 u B Tabmuie 1.

Haubonee wacteiMu >xanobamu mamyeHToB ¢ IKMII
6pumm  cmabocTb, yrommsiemMocte v 221 (74,9%), 6omb
B IPYHHOI KiIeTKe 1 oppblmika y 202 (68,5%) maryeHToB.
Taxxke GONbHBIE >KATOBAINCh Ha CephueOueHune, mepe-
6o — 133 (45,1%) u romoBokpyxennme — 118 (40%).
[IpemobmopoUHble 1 0OMOPOYHBIE COCTOSIHMS OTMEYAINCh
y 27 (9,15 %) marueHTos.

ComyrcTBytomye 3abomeBaHus ObUIM IIPeNCTaBIEHbI
apTepyanbHON runepTensuen y 48 (16,3 %), nimemMmdeckon
6onesubio cepaua (MIBC) y 22 (7,46 %), caxapHbIM Auabe-
TOM 2-r0 THma y 61 (20,68 %), LiepeOpoBacKyIApHbIMU 3a-
6onesanusivu y 67 (22,77 %), sabonesanmsmu 1IDK y 38,
(12,8 %) n onKomorndeckumu 3abomeBanusamu y 6 (2,03 %)
MAI[MEHTOB.

ITo pammbiM Ox0KI' mpoBemeH aHamM3 COOTHONICHNSA
MAaKCHMajbHO BbIpaKeHHOI runeprpodun mmuoxapga JDK
B 3aBUCUMOCTH OT peHOTUIIMYeCKOrO BapuanTa (Tabm. 2).
MaxkcuMarbHas BbIpaXKeHHas TUIIepTPOIsI 110 YCpeaHEH-
HbIM 3HAYEHMsIM VMea CTATUCTUYECKU 3HAYMMbBIE OT/IN-
qust (p=0,003), B 3aBUCMMOCTH OT (HEHOTUIINIECKOTO Ba-
pranTa: y 60/1bHbIX ¢ runiepTpodueit cpeguert yactu MIXKII
u cBobopHoi crenku JDK (6 rpymma) — 19,3 (IQR: 19,0-
20,4) M, 19,1 (IQR: 18,0-20,1) mu (5 rp.), 18,7 (IQR: 18,2-
19,3) MM (4 rp.), 18,6 (IQR: 16,4-19,5) mm (7 rp.), 18,0 (IQR:
16,6-19,3) mm (3 rp.), 18,0 (IQR: 16,9-19,0) mm (8 rp.), 18,0
(IQR: 16,4-19,3) (2 rp.), 16,9 (IQR: 16,0-18,2) mm (1 rp.)
(Puc. 2).

3,4%

3,7%

deHoTUNMYeCKniA BapuaHT runeptpodum Muokapaa (%)

basanbHol yactn MK
MMM "obpaTHOM KpMBU3HbI"

B CummeTtpuryHaa MK

m Bceit MM ("HelTpanbHanA
MXKM")

B AnukanbHaa 1K

m CBoboaHOM cTeHKn /XK
CpegHeit yactn MMM n
cBoboaHOM cTeHKM JTHK

Mneptpodusa MM u ap.
otaenos JTK

Pucynox 1. Yacmoma ecmpeuaemocmu peHomunu4eckux 6apuanmos eunepmpoduu Muokapoa y nayuenos

¢ eunepmpopuueckoti Kapouomuonamuei

TIpumevamma: MOKII — mesoxenygoukosas neperopopka; JIK — nessrit sxenygouex; IJIK — runeprpodus JDK
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Phenotypic variants of myocardial hypertrophy (%)

Basal part of the septum

3%~ 3,4%  3,7%

1 Reverse curve septum

m Symmetric LVH

® Neutral septum

® Apical hypertrophy

m Hypertrophy of LV free wall

Midventricular hypertrophy

Hypertrophy of septum and other
parts

Figure 1. Prevalence of phenotypic variants of myocardial hypertrophy in patients with hypertrophic cardiomyopathy
Notes: LV — left ventricle; LVH — LV hypertrophy

Ta6nuya 1. Obwas xapaxmepucmura 60nbHbIX € 2unepmpoduUeckoli kapouomuonamuet
Table 1. General characteristic of patients with hypertrophic cardiomyopathy

IToxasaremn/ Komriecrso/
Parameters Total
(n=295)

ITon, my»xckoii / Sex, male (%) 183 (62 %)
Bospacr, net, cp.£cT. oTK1. / Age, years, mean+MD 60,3+13,4
JlnnrenbHOCTD 3a60/MeBaHus, NeT, cp.£ct. otk / Duration of the disease, years § 10,5+7,52
VHpexc Macchl Tena, Kr/mM?%, cp. £¢T. oTkL. / BMI, kg/m?, mean+MD 28,2+2,82
JKano6s1 / Complaints, n (%):

« 6orb B rpynHoit knerke / Chest pain 202 (68,47 %)

« opbiuka / Dyspnoe 202 (68,47 %)

« cmaboctp, yromasiemocts / Weakness, fatigue 221 (74,91 %)

« ceppuebuenne, nepe6on / Palpitation, heart rate irregularity 133 (45,08 %)

« ronoBokpyxxenne / Dizziness 118 (40,0 %)

« mpegobMopoku, o6Mopokn / Pre-, syncope 27 (9,15 %)
ComnyrcrByiouue sa6onesanns / Concomitant diseases, n (%):

o AprepuanpHas runeprensus / Arterial hypertension 48 (16,27 %)

o Vmremnueckas 6onesns cepaua / Coronary artery disease 22 (7,46 %)

o CaxapHubiii suaber 2-ro tuma / Diabetes mellitus 61 (20,68 %)

« IlepebpoBackynsapnbie 3abonesanus / Cardiovascular disease 67 (22,77 %)

« 3aboneBanus wuToBugHO Kenessl / Thyroid disease 38 (12,8 %)

« Hosoob6pasosanus / Malignant disease 6 (2,03 %)
Ceppeunas HegocrarouHocTb / Heart failure 168 (56,95 %)

Ilpumevanue: * — [/INTENBHOCTD 3a00/IEBAHNA CYMTACTCA BPEMs OT IIOCTAHOBKM JINATHO3A TUNIEPTPOPUUIECKOI KapAMOMIOTIATIY UM HATTHY IS BbIPaXKEHHOI runepTpoduu nesoro
KemyAouKa (= 15 MM) IIpi OTCYTCTBUM OYEBUHBIX IPUYKH, CTIOCOGHBIX BbI3BATh IUIIEPTPOMIIO TAKOI BbIPaXKEHHOCTH, 1 IPU3HAKOB APYTOr0 CUCTEMHOT0, METaG0INYeCKOro Un
NHPUIBTPATUBHOTO 3a60/1eBaHMS

Note: * — the duration of the disease is considered to be the time from the diagnosis of hypertrophic cardiomyopathy or the presence of severe left ventricular hypertrophy (> 15 mm)
in the absence of obvious causes that can cause hypertrophy of such severity, and signs of another systemic, metabolic or infiltrative disease
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Ta6nuua 2. Pe3ynomamot 1eKkmpoKkapouozpapu4eckoeo u axokapouoepagduHeckozo uccnedo8anuii y 6onvHoix

c eunepmpoguueckoti kapouomuonamuet
Table 2. Results of electrocardiographic and echocardiographic investigations in patients with hypertrophic

cardiomyopathy
Bcero/ Bapuanrt 1/|Bapuanrt 2/ | Bapuanr 3/ |Bapuant 4/|Bapuant 5/|Bapuant 6/| Bapuant 7/ | Bapuant 8/
Hoxasarennu/ Total,n (%) | Variant1 | Variant2 | Variant3 | Variant4 | Variant5 | Variant6 | Variant7 | Variant$8
Parameters
295 (100) 130 (44,1) | 41 (13,9) 47 (15,9) 11 (3,7) 9(3,1) 10 (3,4) 11 (3,7) 36 (12,2)
Anexrpoxapanorpadus/ Electrocardiography
204 (69,15) 87 (42,64) 24 (11,76) 36 (17,65) 8(3,92) 5(2,45) 6(2,94) 10 (4,90) 27 (13,24)
Putm cunycoBblit /
. 0,
Sinus rhythm, n BUOKIPYINE o7 (6 07)  24(58,54) 36(76,60) 8(7273) 5(5556)  6(600) 10(9091) 27 (750)
in % to group
S —— 91 (30,84)  43(47,25) 17(18,68) 11(12,08) 3(329  4(439)  4(439  1(1,09  9(9,89)
npepceppanii / BY%KT
. s pymie
Atrial fibrillation, n in % to group 43(33,08) 17(41,46) 11(23,40) 3(27,27) 4(44,44)  4(40,0) 1(9,09) 9 (25,0)
31 (10,5) 14 (45,16) 5(16,13) 5(16,13) 2 (6,45) 0 0 2 (6,45) 3(9,68)
AV-610Kabl /
0,
AV-blocks, n BOKIPYINE 1) 1077)  5(12,20)  5(10.64) 2 (18,18) 0 0 2(18,18)  3(8,33)
in % to group
Hapymenns BHyTprokeny- 122 (41,36) 55(45,08) 15(12,30) 21 (17,21) 2 (1,64) 5 (4,10) 8 (6,56) 3 (2,46) 13 (10,66)
JOYKOBOII IPOBOAUMOCTH /
. . 0y
Intraventricular conduction B % K rpyrme 55(42,31) 15(36,59) 21 (44,68) 2(18,18) 5 (55,56) 8 (80,0) 3(27,27) 13(36,11)
blocks, n in % to group
59 (20) 30 (50,85) 10 (16,95) 5(8,47) 3 (5,08) 1(1,69) 3(5,08) 3 (5,08) 4(6,78)
ITceBponHdapkTHLIL Q /
. . 0y
Pseudo-infarction Q, n N /;’ KIPYOTC 36 03.08) 10 (24,39) 5(10,64) 3(2727) 1(1L11) 330,00 3 (2727) 4(11,11)
in % to group
18 (6,1) 8 (44,44) 0 4(22,22)  2(1L11) 0 1(5,56) 0 3 (16,67)
PDparmenranusa QRS /
. 0,
QRS fragmentation, n N fK TPYIHE g (6,15) 0 4(8,51)  2(18,18) 0 1.(10,0) 0 3(8,33)
in % to group
Musepcus T B rpyaHbIX 236 (80) 100 (42,37) 36 (15,25) 41 (17,37) 7(2,97) 7(2,97) 9(3,81) 8(3,39) 28 (11,86)
OTBeIEeHUAX /
. L . 0
Tinversion in precordial - BWKIPYINC ), 6 o)) 36 (g780) 41 (87,23)  7(63.64) 7(7778)  9(90,0)  8(72.73) 28 (7778)
leads, n in % to group
Viuenye nirepsana 14 (4,75) 53570 2(14,29  1(714) 2 (14,29) 0 1(714)  1(714)  2(14,29)
QTe/ B%KT
py1e
Prolonged QTc, n in % to group 5(3,85) 2 (4,88) 1(2,13) 2(18,18) 0 1 (10,0 1(9,10) 2 (5,56)
AMINUTY/HbIE TPU3HAKN 213 (72,2) 93 (43,66) 27(12,68) 33 (15,49) 7 (3,29) 7 (3,29) 8 (3,76) 9 (4,23) 29 (13,61)
runeprpoduu JDK /
. . 0y
Amplitude signs of LV BRKIPYINE o3 () 50)  27(65,85) 33(7021) 7(6364) 7(7778)  8(80,0)  9(8L82) 29 (80,56)
hypertrophy, n® in % to group
9xokapauorpadus / Echocardiography
85 (28,81) 30(35,29) 16 (18,82) 14 (16,47) 3(3,53) 4 (4,71) 4 (4,71) 2(2,35) 12 (14,12)
Hepocrarounocrs MK /
. . . 0
Mitral valve insufficiency,n B % KIPYINC 5o 03 60y 16 (39.00)  14(2079) 3(27,27) 4(4444)  4(40,0)  2(1818) 12 (3333)
in % to group
Imacrommseckas 235(79,66) 106 (45,11) 32(13,62) 37(1574) 7(2,98)  7(298)  7(298)  10(4,26) 29 (12,34)
pucymana [ BOKIPYINC 00 (8154) 32(78,05) 37(7872) 7(63.64) 7(7778)  7(70,0) 10(90,91) 29 (80,56)
Diastolic dysfunction, n in % to group > > > > ) > ) s
IlaBrieHue B 1ETOYHO
apTepuu, MM pT. CT. / 25 24 25 24 25 25 23,5 21 24,5
Pulmonary artery pressure, (20,5-31) (22-30) (22-38) (20-31,5)  (19,5-29,5) (24-30) (22,3-25) (18-27) (19-35)
mm Hg
KIO, mn / 149 145 162 168 113 148 186 163 148
EDV, ml (116-184)  (115-175)  (109-189)  (132-201)  (97,5-178) (143-168) (146-222) (126-186) (124-177)
KCO, mn / 56 55 58,5 63,1 43 65 47,5 58 54
ESV, ml (40-71,0) (38,5-65) (46-76) (44-76,5) (28,5-73) (56-71) (39,5-62,5)  (34,5-63) (43,8-66,8)
YO, mn/ 91,2 90,5 87 94,6 75 94,6 108 113 90
Stroke volume, ml (73,5-114) (69-110) (68-109)  (83,5-127)  (67,1-104) (86-98) (101-133)  (79,5-125) (81,3-112)
OB/ 64 64 61 64 68 60,1 69,6 67 62,5
Ejection fraction, % (56,5-69,6) (55-70) (50,8-67,9)  (57,1-69)  (61,5-73,5) (55-64) (68,4-73,3)  (65-68,6) (57-72,3)
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Tab6auya 2. (Oxonuarue)
Table 2. (The end)

Bcero/ Bapwuanr 1/|Bapnanr 2/ |Bapuanrt 3/|BapnanT 4/|Bapnant 5/|Bapnant 6/ | Bapnant 7/ | Bapuant 8/

Moxasaremu/ Total,n (%) | Variant1 | Variant2 | Variant3 | Variant4 | Variant5 | Variant6 | Variant7 | Variant8
Parameters

295 (100) | 130 (44,1) | 41(13,9) | 47 (15,9 | 11(3,7) 9(3,1) 10 (3,4) 113,7) | 36(12,2)

MakcumanbHas TONMIIMHA

runepTpodupoBaHHOTO

CerMeHTa, Cp. MM / 17,8 16,9 18,0 18,0 18,7 19,1 19,3 18,6 18,0
Mean maximal thickness of (16,4-19,0) (16-18,2)  (16,4-19,3) (16,6-19,3) (18,2-19,3) (18,0-20,1) (19,0-20,4)* (16,4-19,5) (16,9-19,0)
hypertrophied myocardium,

mm (Me (IQR))
183 83 27 25 9 2 9 0 28

O6crpyxmis BT/ / (62,03) @536) (1475  (13,66)  (4,92) (1,09) 4.92) (15,30)
Obstruction of left
ventricular outflow tract,n B % KTpynme 83 27 25 9 2 9 0 28

in % to group (63,84) (65,85) (53,19) (81,81) (22,22)* (90,0) (77,78)
I'papuent B nokoe,
MM PT. CT. / 20,0 20,8 17,0 15,0 23,0 6,50 39,5 11,0 25,8
Rest gradient, (8,50-36,0)  (8,50-35,0) (9,0-32,0) (5,0-35,0) (16,3-44,0) (3,50-15,5)* (35,6-42,8) (6,0-11,5) (13,9-38,0)
mm Hg (Me (IQR))
MMJDK, r/ 345 349 363 338 290 280 342 317 402
MMLYV, g (Me (IQR)) (284-411) (284-400)  (297-421)  (270-390)  (273-336)  (234-288)  (282-376)  (257-369) (356-439)*
VMMIDX, r/m?/ 168 169 187 164 146 138 163 151 195
MMLVI, g/m2 (Me (IQR)) (143-202)  (141-200)  (150-204)  (133-200)  (142-152)  (127-152) (138-197) (129-164) (173-218)*
JleBoe mpesicepane, MM / 4,52 4,50 4,60 4,40 4,58 4,78 4,58 4,33 4,63
Left atrium, mm (4,17-4,97)  (4,10-4,98) (4,10-5,10) (4,07-4,81) (4,30-5,0) (4,39-5,11) (4,46-4,70) (4,10-4,65) (4,30-4,91)

Ipumevanus: AV — arpuosenTpukynsapuas, UK — nesbiit skenypodex, MK — murpanbubpiit knanas, KJIO — koneuno-guacronndeckuit 06bém, KCO — KOHeYHO-CHCTOMMYECK Mt
o6peM, YO — ynapubiit 06vem, PB — dpaxius serbpoca, BTJIK — Beraocamumit pakt JK, MMJDK — macca muoxappaa JDK, UMMIDK — nagekc MMJDK.

Bapuant 1 — runeprpodus 6asanbHOI YacTi MeXOKeny§oukoBoii neperopopku (MXKII); 2 — runeprpodus sceit MOKII («ueiirpanbrasy» MIKIT); 3 — runeprpodusa MXKII «o6parHoit
KPUMBU3HBI; 4 — KoMOuHnposanHas runeprpoust MOKII u gpyrux orgenos nesoro (JIK) mmu npaBoro xenynouka; 5 — anukanbHas runeprpodus JDK; 6 — cpepne-kenynoukosas
runeprpodusa MXKIT napsapay ¢ runeprpodueit ceo6opuoit crenku JK; 7 — runeprpodus ceobonnoii crenku JIK; 8 — cummerpuynas (v KoHnenTpudeckas) runeprpodus JDK.
3HaueHNs NpefCcTaBAA0T co6oil cpefHee + CTaHAAPTHOE OTK/IOHeH e, n (%) nam Meanany (MeXKBapTH/IbHbII pasMax). *p <0,05 B CpaBHEHMN C MEXTPYIIIOBBIMMU IOKA3ATe/IAMU;

S — ammMTy/AHble npusHaku runeprpodun JIK onpenensnucy no kpurepusim Koprenna u/umu Cokonosa-Jlaitona

Notes: AV — atrioventricular; LV — left ventricle; EDV — end-diastolic volume; ESV — end-systolic volume; MMLV — LV myocardial mass; MMLVI — MMLYV index.

Variant 1 — hypertrophy of the basal part of the septum; 2 — hypertrophy of the entire septum (“neutral” septum); 3 — hypertrophy of the septum “reverse curve”; 4 — combined
hypertrophy of the septum and other parts of the left (LV) or right ventricle; 5 — apical hypertrophy of the LV; 6 — mid-ventricular hypertrophy of the LV with hypertrophy of

the free LV wall; 7 — hypertrophy of the free LV wall; 8 — symmetrical (or concentric) LV hypertrophy. Values are mean + standard deviation, n (%) or median (interquartile range).

*p <0.05 in comparison with intergroup values; * — amplitude signs of LV hypertrophy were determined by Cornell and/or Sokolow-Lyon voltage criteria
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Pucynox 2. Meduanbvl u keapmusu 3HA4eHUTi MAKCUMATLHOU MONUWUHbL 2UNEPMPOPUPOBAHHO20 MUOKAPOA NPU
PA3TUMHBLX PeHOMUNUYECKUX BAPUAHMAX 2UNEPMPOPUL 11e6020 HeNYOOUKA. A — MONUSUHA MUOKAPOA, MM.

B — genomunuueckuii sapuanm, Homep epynnot (p=0,003)

Figure 2. Medians and quartiles of maximum thickness of hypertrophied myocardium in different phenotypic variants
of left ventricular hypertrophy. A — myocardial thickness, mm. B — phenotypic variant, group number (p=0.003)
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Pucynox 3. Meouanv u keapmunu 3Havenuti epaduenma é obnacmu cpedrux omoenos /UK u svinocsujeeo mpaxma JDK
8 NOKOE NPU PA3IUUHBLX PEeHOMUNULECKUX BAPUAHMAX 2unepmpoPuu 1e6020 senydouxa. C — epaduenm, mm pm. cm.,
B — penomunuueckuii eapuanm, Homep epynnoi (p <0,01)

Figure 3. Medians and quartiles of rest gradient values in different phenotypic variants of left ventricular hypertrophy.

C — gradient, mm Hg, B — phenotypic variant, group number (p <0.01)
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Pucynox 4. Meduanvl u keapmusu 3Ha4eHuti UHOEKCA MACCHL MUOKAPOA 71€6020 HELYOOUKA NPU PASTIUMHBLX
dernomunudeckux sapuanmax ezo eunepmpoguu. D — unoexc Maccol MUOKApOa 16020 H#enyoouKa, o/m?,

B — gperomunuueckuii sapuanm, Homep epynnot (p <0,01)

Figure 4. Medians and quartiles of left ventricular myocardium mass index in different phenotypic variants of left

ventricular hypertrophy. D — left ventricular myocardial mass index, g/m?, B — phenotypic variant, group number
(p <0.01)
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VI3ydeHa B3aMMOCBA3b Ha/MMuys M THUIA OOCTPYKIINU
cpenneit vactu JOK u BTJDK (B mokoe wim mpu ctumy-
JIALMY) € TeM WIM MHBIM MOpdoorndeckum ¢GpeHOTUIIOM
runeprpodun Mmokappa. Hambormee dwacto oTMedanmach
cpenHexenynoukosas oocrpykuusa (CXKO) B 6 rpynme —
9 (90,0%) maumenros, obctpykuusa BTJDK wame pernu-
crpupoBanach B 4 rpyme — y 9 (81,8%) u B 8 rpynme —
y28(77,8 %) manyeHToB, a pexke — Brpymie 5 —y 2 (22,2 %)
[AI[MIEHTOB, PasHUIA ObIIa CTATUCTUYECKN 3HAYMMA IIPU
ypoBHe 3HaunMoCTH p <0,01. Y 60/IbHBIX 7 TpyHIIBI (TUIIEp-
Tpodus cBobopHoit cTenky JIVK) He ObIIO BBIABIEHO CTyYa-
eB ¢ obcrpykuuert BTTDK B 6a3aibHOM COCTOAHMML.

[Tpu cpaBHeHMU IOKa3aTesel TpajiieHTa B IIOKOe ObIIN
TaKOKe BBLAB/ICHDI Pa3/IN4s, B 3aBUCUMOCTY OT PEeHOTUIIN -
yeckoro BapuanTa I'JIJK: MakcuManbHbIe TOKa3aTenn oT™e-
vajnch B rpymie 6 — 39,5 (IQR: 35,6-42,8) MM pT. CT., a MU~
HYMa/IbHble — B rpyme 5 — 6,50 (IQR: 3,50-15,5) MM pT. CT.
(p <0,01). lanHbIe pacpeneneHys IOKa3arTeel rpafueHTa
B IIOKOE IIpeICTaB/IeHbl Ha PUCYHKe 3.

IToxasatenr MMJDK nmenu cBou 0Co6eHHOCTH: Ham-
MeHblllie 3HaUYeHMs1 oTMevanach B rpymme 5 — 280 (IQR:
234-288) 1, a Hanbonpme — B rpymme 8 — 402 (IQR: 356-
439), pasHuna OblTa CTATUCTUYECKN 3HAYMMa Ha YPOBHE
p <0,01.

[Ipn nsmepennn VIMMJDK makcrumanbHBIE ITOKa3a-
Tenmu Takxke, Kak 1 MMJDK, ormedens! B rpynmne 8 — 195
(IQR: 173-218) r/M?% 4YTO OBIIO CTATUCTUYECKM 3HAYMMO
6o7Ibllie B CPAaBHEHNN C IIOKA3aTe/LSIMU APYTUX HEeHOTUIIN-
yeckux BapuanToB [TDK (p <0,01) (Puc. 4).

O6cyxapenue

C BHenpenmem B pamarHoctuky I'KMII pgByxmepHOi
9x0KT n B manpreiimem MPT cepalia mostBumach BO3MOX-
HOCTb pa3/InyaTh pa3anyHble GEeHOTUIIBI ITUIIePTPOpIU MU-
okappa. B 1981r. B.J. Maron et al. mpegtoxxnnu 4 nartepHa
I'JDK npu aToit matosoruu: runepTpodus, orpaHMYeHHas
nepepHeit yactbio MOKII (1 tum); runeprpodus nepegHei
u 3agreit vactu MOKII (2 tum); coderanne runeprpodun
MIXKII u cBobopnnoit crenku JDK (3 tum) u BapuaHThI M-
neprpoduu 3agneit yactr MJKII, a Taxke [pyrux cTeHOK
JDK (4 Tun) [13]. B ganpuerimem H.G. Klues et al. [7] Boizge-
JIMIYM KOHLIEHTPUYECKMI ¥ anuKaabHbll BapuaHTsl ITDK,
XOTSl UX V/€IbHBIN BeC Cpefu OOMBHBIX OBUI HE BBICOK.
ABTOpBI 06HAPYXXIIU B 001Leil CIOKHOCTY 12 IaTTepHOB
ITDK cpemit 600 6ompubix I'KMII. Kpome Toro, 65110 06-
Hapy>XeHo, 4TO B OONbIIMHCTBe cry4daes (71,7 %) rumep-
Tpodus 3aTparuBaeT ABa U 6ojee cerMeHTa MUOKapfa 1 y
34 % 6O/IbHBIX OXBATBIBACT =3 CETMEHTOB, YTO yKa3bIBaeT
Ha [TPEVMYILeCTBEHHO A Y3HBIT XapaKTep MaToIOornde-
ckoro nporecca [7]. LS. Syed et al. [6] npoananusuposanu
BapuaHTsl ruteprpoduu MIKII, Bbigenns eé HOATHIIBL: 00-
PaTHOV KPMBU3HDI, HEMITPAIbHBIN ¥ CUTMOVIHDIA.

C moHMMaHMeM T'eHeTUYIeCKO 1 KJIMHIIeCKOI TeTepo-
rerHoct ['KMII u ¢ BHempeHMeM BBICOKOMH(OPMATUB-
HBIX METOMIOB BU3YaNM3alMM, PaCIIMPUIOCh IPeNCTaB-
neHne 0 GEeHOTUINIECKOM MHOroob6pasum runeprpodun
muokapga. MPT, kak IIOMHOLEHHBINI JMarHOCTUYECKNl
METOJ, C BBICOKMM IIPOCTPAHCTBEHHBIM pa3pelleHneM, obe-
CIIe4MBaET IOMHYI0 PEKOHCTPYKIMIo Kamepsl JIDK 1 mosso-

nsteT Go/lee TOYHO OIIPENeINTb HAIMYNe, BBIPAKEHHOCTD
U IPOTSDKEHHOCTDb TunepTpoduy Muokapaa. Ilo pesysnb-
taram MPT ceppija M.S. Maron et al. [14] npencraBuim
MHOroobpasme Mopdonorndecknx BapumantoB ['KMII
y 333 60/1bHBIX. ABTOPBI OTMETIIN, YTO TUIIePTPOdus Mu-
OKapyia Ipu 9TOM 3a00/IeBaHNUM 3a4aCTYI0 CETMEHTapHasl.
Kak mpasuso, ofyH min HecKonbko cerMeHTOB JDK nMerot
OOIBIIYIO TOJIVIHY, YeM APYTHe ¢ Pe3KUM pasrpaHuYeHNU-
eM B TOYKe IIepexofia TOIIIVHDL. Y HEeKOTOPBIX NallMIeHTOB
HabOmofaloTcst (PparMeHTUPOBAHHbIE IATTEPHBI CErMeEH-
TapHOII runeprpoduy, a Takxe BoBredeHue crenkn IDK.
ITo MHeHMIO psifia aBTOPOB, HJ OfHA OTHENbHAs MOPQO-
norudeckas popma 'KMII He cumTaeTcs «KIaccuvecKoi»
VIV TUIMYHOI, XOTs BCEMU UCC/IefOBaTe/IAMMI IPU3HAETCS
npeobnaganue runeprpodun MXKII [7].

B nmreparype HeT 06LienpuHATON KaaccupyKanmum
¢denorunos TKMII. VccnegoBareny momaraor, 4To mobast
KmaccnUKAIMOHHAsA CUCTEMa He OTpaXkaeT MCTUHHOTO
MHOroo6pasus ¢opm rumneprpodun npu 3ToM 3abonepa-
. Heo6Xxoanumo y4nThiBaTh M yHOOCTBO MCIIONB30BA-
HMA KIaccuduKanuy B KIMHINYECKOI MPaKTUKe BpayaMu-
¢dyHKIMOHAMIICTaMM 1 Kapayonoramu. C Ipyroii CTOpOHEL,
HpelCTaB/IsAeT MHTEPeC udydeHne GeHOTUINIeCKOI0 MHO-
roo6pasisi ¢ OLIEHKOJ KOHCTUTYLMIOHA/IbHDIX, aHAMHeCTH-
YeCKMX JAHHBIX M B3aJIMOCBA3Y C KJIMHUKO-MHCTPYMEH-
TaJbHBIMM TTapameTpamMy. COITIACHO peKOMeHJAIVAM II0
I'KMII [3], paspaboranHbM akcnepramu M3 Poccuiickoir
Depepanun, CymecTByT 8 MOP(OTOIMYECKUX TUIIOB
KapIMOMMOIIATUM, KOTOpble MbI MUCIIONb30BalM B CBO-
éM mccnemoBaHuM Ha ocHoBaHUM IxoKI-mccnemoBanmsa
295 6ompHBIX. Poccumiickme 3KCIEPTHI TIIATEIBHO U3YUM-
mm cBepenns o penornnax TKMII u cBou pexomeHpganmnm
U3JIOKWIY, YIUTBIBas MHOrooOpasue NaTTEpPHOB TUIIEP-
tpoduu. IIpeanoxxeHHas kaaccuduKanus paccMaTpyuBaeT
ACUMMETPUYHYIO U CUMMETPUYHYIO (POpMBI 3a00/IeBaHNA.
Ob6HapyXeHMe CHMMETPUYHON WM KOHIIEHTPUIECKOI
IJDK HepesKko BBISBIBAeT TPYSHOCTU B MHTEpPIpETAUN
Pe3y/IbTaToB, YYUTBIBAsA, YTO STOT BapMaHT runeprpoduu
XapaKTepeH M/ BTOPUYHON IMIepTpoduu, a Takxe st
MHorouncneHHbIX ¢penoxommit [KMII [15, 16].

HecmoTps Ha nMmetomyecs pasindHble KaccuyKanmm
¢denorunos T'KMII, 1o cux mop He ycTaHOB/IEHA YaCTOTA UX
BBIABJIEHVS cpefu 60/mbHBIX. Omy0/IKOBaHHbIE Pe3y/IbTa-
b1 Ox0KT-uccnemosanuii [6, 7, 17, 18, 43], nmocBsiieHHbIE
PacrpocTpaHeHHOCTH (EHOTHUIIOB IIPU STOM KapAuOMMUO-
HaTVI, OCHOBAHBI Ha KTACCU(UKAII C YIeTOM BapMaHTOB
mopdormornnu npexzpe Bcero MIKII n omuceiBator 4-5 mar-
tepHOB. C BHegpeHnem MPT ceppua cTamo BO3MOXKHBIM
obHapy>xeHHe 06macTell JIOKAJIbHON IUIEPTPOPUU MUO-
Kapjia 3a CYET JIydIleli IPOCTPAaHCTBEHHON BMU3yann3alum
o cpaBHeHuto ¢ IxoKI [14, 15, 19-21]. B nocnexuue romp
HpeIIoXKeHbl PaclIMpeHHble Krnaccupukanm GpeHOTUIOB
npu ['KMII, Bxmovawomye rumepTpoduio 6a3anbHOTO
orpena MIKII, mnddysnyio runeprpodpuro MIKIT («Heit-
TPaJIbHBII TUII»), KoHIleHTpudecKyo ['KMII, cpepnexerny-
IO4YKOBYyI0 runeprpoduio, anukanpuyo ['KMII, runeprpo-
¢uro csobomuoit crenkn JDK [3, 20, 21]. OgHako, nMeeTcst
OrpaHMYEHHbIE JAHHbIE O YaCTOTEe BCTPEYaeMOCTH YKa3aH-
HbIX ¢enorunos npu I'KMII. Takum o6pasom, Haure yic-
C/lefloBaHNe MIPefoCTaB/sieT MH(OPMALNIO, KACAIOLIYIOCs




Apxub BHyTpeHHE MeAuumHbL ® Ne 4 o 2023

OPUTMHAABHBIE CTATHU

9aCTOTHI M MOP(OIOTMIECKNX OCOOEHHOCTEN Pa3IIIHBIX
¢denoTnmmyeckux Bapmantos npu [KMII ¢ momorbio
pByxMepHoit Ix0KI, BbIIIOTHEHHOIT Ha IOBOTbHO KPYITHOM
MaccyBe GOJIbHBIX.

[Ipn pacnpenenenun 06CIeOBaHHBIX OONbHBIX Ha
TPYIIIBL B 3aBUCUMOCTY OT IPe0OIafjaHus TOTO WIM VHO-
ro ¢enorumna runeprpoduueckoil sKcmpeccuu o6Hapy-
JKeHO, 4To 130 (44,1 %) GONbHBIX IpencTaBaeHsl HeHOTH-
oM rurneprpodun 6asanproro orgena MXKIL. denorumst
¢ runeprpodueit MIKII mo tumy «06paTHON KpUBU3HBI»
BcTpedanuch y 47 (15,9 %), runeprpogueit Bceir MIXKII
«HeWTpanbHblil THI» y 41 (13,9%) ¥ KOHLIEHTPUYeCcKol
runeprpodueit y 36 (12,2 %) nanyeHTos. JJOBOIbHO PERKO
orMevanch peHoTumsbl ¢ runeprpogueit MOXKII B couera-
HUM ¢ gpyrumu otaenamu nesoro u IDK u runeprpodueii
cBobopuoit crenxu JDK — y 11 (3,7 %), runeprpoduei
cpennux oraenoB MOKIT n cBobopHoit crenku JDK — y 10
(3,4%) u anukanbroil runeprpodun JDK — vy 9 (3,1%)
nareHToB (Puc. 1). Takum ob6pasom, Hanbosee 9acTo OT-
MeYajnCh BapuaHThl runeptpodun, orpanniernoit MIKII
(B 218 cyyasx, 73,9 %), Ipy STOM CaMbIM PacIpOCTPaHeH-
HBIM (eHOoTUIIOM ObUIa runeprpodust 6a3aIbHOTO OTHENA
MOKII.

[Ipn aHanmse pe3ynbTaToOB IPENBIAYIIMX MCCIEOBA-
HUII, IIOCBAILICHHBIX PAacIPOCTPAHEHHOCTN (eHOoTUIMYe-
cknx BapuanToB TKMII, Haubosee 9acTo BCTpeYaOIMMCs
IIATTEPHOM SABJIACTCS IepefHecenTanbHas TUNepTpodus
u runeptpodus Beeit MIKII («HeitTpanpHblii THI») [2, 6-8,
22]. BeposITHO, YTO JOBOIBHO PefiKast PernCTpalys Tuiep-
Tpodun mepeneit, nepegHe6okosoit crenku JDK (rpym-
a 7) B HallleM MCCIefJOBaHNN 06YCIOB/IeHA OTPaHIIeHHBI-
MI BO3MOXHOCTAMM AByxMepHoi IxoKI' B nonuposanun
9TNUX CTEHOK ¥ IPOCTPAHCTBEHHOI BU3ya/lM3alNM BCeX
CEerMeHTOB MyOKappa [23].

N3 295 6onbubix [KMII, Bolegmmx B McCaeJOBaHue,
MY>KIMHBI cocTaBumn 183 (62 %) uenoBexa, 4To COrmacy-
eTcsl ¢ GONBIIMHCTBOM MICC/IEOBAHMIL, B KOTOPBIX TaKXe
IIpeBaMPYIOT JINIa My>XcKoro mona [1, 24]. Tlo mHeHmIo
psfa ydeHbIX, IpeobIafaHie MY>XKUMH OTpaKaeT CKopee
60s1ee HU3KNMII YPOBEHDb JUATHOCTUKY 3a00/IeBaHMs Y YKEeH-
IIVMH, KOTOPbIM peXe Y[aeTCs CBOEBPEMEHHO IIOCTABUTDb
IpPaBIIBHBIN [IUArHO3, YeM TeH/IepHYIO IIPepacIioNoXKeH-
HOCTb My>4rH k TKMIT [25].

Cpepnnee VIMT  60mnbHBIX
28,2+2,82 xr/m>. Taxum 06pas3om, B 1e/10M 006CIefOBaHHbIE
[AI[MEHTHl MMe U30BITOYHYI0 MacCy Tenma. B paborax mo
onenke BmuAHuA VIMT Ha TedeHMe M KIMHMYECKUE MPO-
apnenus IKMIT ormedaercs, 4To M30bITOYHAS Macca Teya
ACCOLMMPYETCSI C YBEMMIEHHON (PEHOTUINIECKON IKC-
mpeccueit kapauommomnatuu [26]. Viccmemosarenn cum-
taoT, yro npu I'KMII VIMT umeer U-o6pasHoe cOOTHO-
IIeHMe C YPOBHEM TOCIUTAIBHON CMEPTHOCTH: IAL[VIEHTDI
¢ ZeduiyToM Maccel Tena u oxxupernem 11 crenenu nmenn
CyILIeCTBEHHO (O/IblINe TTOKA3aTeNN JIETaIbHOCTH. B TO e
Bpems, Y OONbHBIX ¢ M3OBITOYHOI Maccoi Tena (mpemo-
>xupennem) u oxxupenuem I u II crenenu ormedena 6onee
HU3KasA CMEPTHOCTDb II0 CPAaBHEHUIO C IPYIIION OOIbHBIX
¢ HopManbHbIMI 3HadeHusAMy VIMT [17]. ITo Hamum gaH-
HBIM CyILIeCTBEHHBIX oT/munmii 3Hadenuit VIMT B ¢penoru-
IMYeCKMX TPYIIIaX BBIABIEHO He OBLIO.

3HAQYCHIIE COCTaBUIIO

Kano6sr mpu TKMII Moryr oTcyTCTBOBaTb, YTO OC-
JIOXKHSIET CBOEBPEMEHHYIO AMAaTHOCTIKY 3abomeBanus [27].
OcHOBHBIE CHMIITOMBI 3ab0/eBaHMsI OOYCIIOBIEHBI de-
THIPHMsI [TIABHBIMU NATO(USMOIOIMIECKIMI HAPYLUICHN -
MIL: OMacTonmM4eckoit guchyHkimes, oocrpykuueit BTTDK,
mucbaraHCcOM MeXy obecIedeHreM HOCTaBKU KICIOPOfia
M TOTPeOHOCTDIO B HEM MMOKAPIOM U HaPYIIEHUIMIU PUT-
Mma ceppua [4]. B ocHoBHOM 6onbuble ['KMII >xanmyrorcs
Ha OIBILIKY, CBA3aHHYIO C (U3MYECKOil HAarpyskoii, 06omnp
B TPYAHON KJIETKe, TOMOBOKPY)KEHsI, IIpe- ¥ CUHKOIA/Ib-
HbIe 3M1307bI U nepebon/ceppuebuenne [3, 21]. CampiMn
YJaCTBIMM JKa/lob6aMy B LeZIOM y OGONMbHBIX B HAlleM WC-
crefoBaHyy 6bUM 6OIb B TPYAHOI KJIETKe ¥ OfbIIIKa (110
202 6onpHBIX, 68,8%), cmabocTh, yroMngeMocTh (n=221,
74,9%), ceppuebueHne/mepebon B [eATENbHOCTH Cepf-
na (n=133, 45,1%) u romoBokpyxeuue (n=118, 40%).
ITpeno6MOpOYHBIE COCTOSHUS 1 0OMOPOKHU HAOII0RANNCh
y 27 60mbHBIX (9,15 %).

B HameMm MCCIe[OBAaHMY MAaKCUMajIbHAsl TOJIIMHA TH-
epTpOoPUPOBAHHOIO MMOKAPHa CTATUCTUIECKN 3HAYMMO
6bl1a HambonblIeN B rpynie 6 (runeprpodus cpefHero
ormena MJKIT u ceobopnoit crenkn JIDK): 19,3 (IQR: 19,0-
20,4) MM, @ HaMEeHbIIIVe ITOKa3aTe/y TOJIMHBI MIOKap/a
BbIsAB/IeHS! B 1 rpynme 16,9 (IQR: 16,0-18,2) mMm. OT™MeyeH-
Hble [TOKA3aTe/lN COIIACYIOTCS CO CPESHUMI 3HAYEHSIMIL,
[IO/TyYeHHBIMU B APYTUX MCCIeRoBanmsax (20-21 mm) [9, 28,
29]. IlonaraioT, 4rto GoJMblINe 3HAYEHVS BBIPAKEHHOCTHU
runepTpoduy MIOKapAa MOTYT aCCOLMMPOBATHCS ¢ boee
HeOaronpuATHeIM nporuosoMm [15]. Kpome Toro, 6esyc-
JIOBHBI K/IMHIUYECKUIL M HAYYHbII MHTEPEC MPECTaB/IAET
OLIeHKa TOMIIMHBI I M3ydeHNe N3MeHeHMIT GeHOoTua B -
HamuKe [9].

B HamreM mccefOBaHUM YaCTOTA BBISBIEHNsS (peHOTH-
I1a CpefHEXeNYLOUYKOBOI ruepTpoduu (1o TUIY «I1ecod-
Hble 4acbl») ObUIa HEBBICOKOI 1 oTMedanach y 10 (3,4 %)
marueHToB. [Ipu o6cmeoBanny 60MIbHBIX OOCTPYKIVS HA
YPOBHe CepefyHBI >KelMyfouka Oblta oOHapy)xeHa B 9 us
10 cny4aes (90 %) rpynmnsl 6 (runeprpous CpefHUX OT-
nenoB MOKII u cBoboguoi crenku JIDK), 9yTo cBUpeTennb-
CTBYET O TOM, YTO IIPAKTIIECKN Y BCEX OOMBHBIX CO CPef-
HeXxXenynoukoBoii rumeprpoduert JDK nabmomaercs CXKO.
ITo maunbiM muteparypsl CXKO HabmomaeTcss mprMepHO
y 10 % 6ompubx ['KMII [30]. IToaraor, 4To y 60/IBHBIX CO
CJ)KO mnospllIeH pucK Iporpeccupyrouieil cepaeyHon He-
[OCTaTOYHOCTY ¥ BHE3aIHOI ceppedHoil cmeptu [1, 30].
ITpumepHo B 25% cinydaeB orMmedaeTcs (HOpMMpPOBaHIE
anmkanbHbIx aHeBpusM JDK, kotopsle accoummpyrorcs
¢ 6osee BBICOKMMU IIOKA3aTe/SIMU CEPHEIHOCOCYAMCTON
cMeprHOCcTH [30]. B HameMm yccnefoBaHUM HM Y OJHOTO
60/1bHOTO He 0OHAPYXKEHO AIMKaIbHO AHEBPU3MBI.

B menoM pesynbraThl Hameil pabOThI IIOATBEPXKAAIOT
npencrasienne o [KMII, kak o 3a60neBaHUM IpenMylie-
CTBEHHO 00CTPYKTUBHOrO Xapakrepa: yactora CXKO u 06-
crpykuuy BTJDK ormeuanmuce y 182 (62 %) 6onbubIx. [Ipn
stom obctpykuust BTJDK Hanbonee 9acto perncrpuposa-
nach B 4 (n=9, 81,8%) u 8 rpynnax (n=28, 77,8 %). Hau-
6ornee gacto obcrpykiust BTJDK BbLaBisinace y 60/IbHBIX
¢ pasnmu4HbIMU (EHOTUIIAMY M30/TMPOBAHHON TUIIEPTPO-
¢uu JDK (rpymns! 1-3) 1 ZOBOJIBHO peiko — B IpyIme 5
(n=2, 22,2 %) u rpynre 7 (n=0).
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O6crpykuyust  BTJDK  permcrpupyercst IpuMepHO
y 2/3 6onbHbix TKMII [1-4]. Tlonarator, 4to 3a e€ passu-
THe OTBETCTBEHHBI IBa OCHOBHBIX MeXaHM3Ma: IMIIePTPO-
¢ua MIKII ¢ cysxennem BTTDK, 4ro cospaér ycnosusaA mis
aHOMaJ/IbHO HaIPaBJIE€HHOIO TOKAa KPOBM IIPU CHUCTONMYE-
CKOM M3THaHMM M aHATOMIYeCKMe n3MeHeHms1 camoro MK
¥ IOfIK/IATIAHHBIX CTPYKTYP, BK/II0Yas y/IIMHEHMEe CTBOPOK,
nepegHee CMellleHye AL PHBIX MBI, 4To fenaeT MK
6oiee yA3BMMBIM /IS IATOTIOTMYECKY OPVMEHTHPOBAHHBIX
BEKTOPOB CUCTONMNYECKOTO KPOBOTOKA [2].

[Tpn ouenxe 3navennit MMJDK u MIMMIDK Heo6xo-
oMo yunTbiBaTh, 4yTo I'KMII, Kak mpaBmio, XapakTepu-
3yeTca acuMMeTpudHbIM xapakrepom IJDK. IIpu pacuere
MMJIK 1 UMMJDK ncnonb3yoTcs HOKa3aTem TOMIINH
MIKII, 3apneit crenku JDK B AmacTony m KOHe4HO-[ua-
croimyeckoro oobvema [12]. ITosToMy 3HaueHue mapame-
TPOB CUMMeTpU4YHON (1w KoHueHTpudeckoi) ITIDK npu
OLleHKe BBIPQKEHHOCTH TMIIEPTPOGMU JOBONBHO YCIIOB-
Hoe. Hanpumep, npu anukanpHoi popme ['KMII atn mo-
KasaTeny MOTYT OCTaBaTbCs B IIpefie/iaX HOPMBbI, a OTPaHu-
yeHHas runeprpodus 6asampHoro ormena MIKII moxer
IaBaTh 3aBblleHHble faHHble MMJDK 1 cooTBeTcTBEHHO
MMMIJDK. Tlo pe3ynbTaTaM HaIIero MCCIEAOBAHMA Kak
B 1I€/IOM Cpefiut OOTBHBIX, TaK M OTAEIBHO II0 IPYIIIaM IHO-
kasaremt MMJDK n VIMMJDK mnpesbliany HOpMaibHbIE
3HaveHMsA. IIpu 3TOM MUHMMaIbHbIE 3HAYEHNUs OTMEYEHbI
B IpyHIIe 5, a MaKCUMaJIbHble — B Ipymie 8 (KOHLEHTpU-
veckast runeprpodus) (Tabm. 2). YauTbiBas HUSKYIO 3Ha-
YYMOCTb TPafIMLIIOHHO PacCYMThIBAEMBIX IIOKas3aTesei
MMJIK 1 UMMJDK npu I'KMII, npenoxeHsl criennaib-
HbIe CHCTeMBbI oLleHKM BelpaxkeHHOCTM I'JIDK, ocHOBaHHbIE
Ha OIIpefie/IeHNM KOMNYeCcTBa IUIepTPOPUPOBAHHBIX Cer-
MEHTOB U TOJIIVHBI MuoOKappa [31].

OI‘paHI/I‘IeHI/IH NCCAEAOBAHUA

[IpenMyIeCTBEHHO peTPOCHEKTUBHBIN XapaKTep Ha-
LIeTO MCC/IeNOBAaHUA OOYCIOBMI OTPaHMYEHUA €ro Ipo-
BefieHuA. IlpencTaBreHHble pe3ylIbTaThl OCHOBAaHBI Ha
JaHHBIX ABYXMepHoi1 OX0KI, koTopas, HecMOTpA Ha CBOIO
HOCTYIHOCTb ¥ OOMLIYI0 MHPOPMATUBHOCTD, OrpaHIYEHA
B BU3Ya/lM3alUM BCeX OTHENOB MMOKapAa. Y HEKOTOPBIX
OOJIbHBIX UCC/IENOBAHME OCTIOXKHACTCS KOHCTUTYLIMOHA/Ib-
HBIMI 0COOEHHOCTSIMM OOTIbHBIX, POPMOIL IPYIHOI KJIETKN
U Haan4yeM 3abojieBaHMil jero4Hoit TkaHu. Ilo cpaBHe-
Hro ¢ MPT 9x0KI' He mo3BosAeT MpOBOAUTH BCECTOPOH-
HIOI0 OILleHKy cBobopuoit crenkn IDK, mepenneit n 60-
koBoit crenku JDK u anmkanproit obmactu. Kpome Toro,
CYLIECTBEHHBIM HEJOCTATKOM SIBJII€TCA CHVDKEHME TOYHO-
CTU M3MepeHMIT TONIUHBI CTEHOK 3a CUET HEYIOB/IeTBOPH-
Te/IbHOTO pasTrpaHMYeHN s SHJ0KAP/INaTbHON TOBEPXHOCTH
Y Kap/iMa/IbHO IOIOCTH Y TTOTTy4eHMA MHOTTA KOChIX Cpe-
30B, NIepeOl|eHBAIOLINX Pe3yIbTaThl U3MEPEHNIL.

Mpbl He CMOITIM M3Y4YUTb HAAM4UME ¥ XapaKTePUCTUKY
TeHeTMYECKIX MyTaluii 6elKoB capKoMepa, a TAK)Ke COIO-
CTaBUTDb PE3Y/IbTATDI C PEHOTUINIECKMMY IPOSBICHAMIAL.
leneTnyeckoe TecTMpoBaHMUE ABNAETCA JOIOTHUTENTbHBIM
MmetofoM B obcnenoBanuy 6ombHbIx [KMII, pesynbrars
KOTOPOTO C OJHOII CTOPOHBI IO3BOJIAIOT BBIABUTH 3a60-
JleBaHMe MpM 3HAYEHMSX TMHepPTpodMu MuOKappa HIDKe

AMAarHOCTUIECKOTOo ypoBHA (13-14 MM), ¢ Ipyroit — ABnA-
I0TCS B)KHBIM 3TanoM iy depeHIanbHON AMarHoOCTUKN
I'KMII n eé ¢penoxonmit.

3aknaoueHue

ITpencTaBneHHOE MCCIe0OBaHMe, BHIIIOTHEHHOE Ha pe-
IIPE3eHTAaTUBHOM KO/MMYeCTBe OOJIbHBIX C IpUMEHeHMeM
nByxmepHOI 9X0KI, 103BOMN/IO OLIEHNTD PacCIPOCTPaHEeH-
HOCTb ¥ XapaKTePUCTHUKY (PEHOTHUIIOB IUIEPTPOPUIECKOI
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runeprpodus MIKII, mpu 3TOM cpeny BapMaHTOB TAaKOI
runeprpoduy, IpeBanupyer runeprpodpus OasanpHON
gacty MIKII. JJoBO/IbHO pacIpOCTPaHEHHBIMMU ABJAIOTCA
¢denotunsl, npexncrasrennsle runeprpoduert MXKIT «06-
paTHOII KpUBU3HBI», ruepTpodueit Bceit MIKII, a taxxe
KOHIIeHTpudecKoit runeprpoduert JDK.
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