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3aknioueHune. [TpeacTaBneHHbI MaTtepuan CayXuT oc-
HOBOW ONs AabHellero COBEPLUEHCTBOBAHUS CUCTEMbI
CTyOEHYECKOWN AUCnaHcepur3aLmm B NiaHe CBOEBPEMEHHO-
ro GopMmMpoBaHMS rpynmnbl AUCNIaCTUKO-3aBUCMMOrO Cep-
[E4YHO-COCYyanCTOro prcka cpeam Monoféxu. MonydyeHHsle
pes3ynbTaThl CBMOETENLCTBYIOT, BO-NEPBLIX, O BMOJHE O0-
CTaTOYHbIX ANArHOCTUYECKNX BOSMOXHOCTSAX CKPUHUHIOBO-
ro dopmara peHoTunmyeckoro obcnenosaHns. Bo-BTopsbix,
3TV JaHHbIe YKa3bIBAlOT Ha L,enecoobpa3HOCTb BKIIOUEHNS
B rpynny AMCMNIacTMKO-3aBUCMMOr0 pUcka il npu Hanum-
YN Y HUX HEe ToNbKO 6 1 Bonee, HO Takxke HocuTenen ot 3
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00 5 CTUrm B COOTBETCTBUM CO CKPUHMHIOBLIM MEPEYHEM
deHoTUNMYecknx nNpuaHakos. Heobxoauma onTuMmnaaums
KOHCTUTYLMOHAJIbHO-OPUEHTUPOBAHHBLIX 30poBbechepe-
ralowmx TEXHONOMNN, PEKOMEHAYEMbIX K MCMOSb30BAHMIO
B YYPEXAEHMAX MEPBMYHOIO 3BEHA 34PaBOOXPAHEHMS (CTY-
LEeHYECKNX MONMUKIIMHMKAX U BY30BCKUX LLEHTPaX 34,0P0BbS).
Tem 6osiee 4TO K HACTOSILLEMY BPEMEHM YXE HaKOrMJeHb
[aHHble O MNONOXUTENbHOM 3ddeKTe pasanyHbIX NPodu-
JIAKTUYECKMX N KOPPErPYIOLLMX TEXHONOMMIA OrpaHNyeHns
HEeraTMBHbIX  AUCMIACTUKO-aCCOLUMMPOBAHHbBIX — Mocnen-
CTBUI 419 300PO0BbA MONOAbIX Ntoaen [5].
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AUCNAACTUHECKOE CEPALLE: BOSMOXHO AU NPOTHO3UPOBATb
SAEKTPUHECKYIO HECTABUABHOCTb MUOKAPAA?
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DYSPLASTIC HEART: IS IT POSSIBLE TO FORECAST MYOCARDIAL

ELECTRIC INSTABILITY?
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M3yyeHbl nokasatenn gucnepcumn mHtepsana QT y nauyveHTOK C nponancom mutpaneHoro knanaHa (MMK).
Y 60sbHbIX C 6onee BbiCOkoM cTeneHbio NMMK 1 TONWWHON MUTPanbHbIX CTBOPOK MOBbLILLEHbI 3HAYEHUS ANCNEPCUmn
vHTepeana QT — NnpeankKTopa 9NeKTPUYEeCKON HeCTabUNbHOCTN MUOKapAa, NAaTOrEHETUYECKM CBA3AHHOM C MEXaHN3-

MamMu BHe3anHou cepaeyHon cmeptn (BCC).

KnoueBbie ciioBa: nposaarnc MUTPasabHOro knanada, gucrnepcus nHtepsasa QT, TonwmHa MUTPaabHbIX CTBOPOK,

SJIeKTpn4deckast Hecrta 6uIIbHOCTb muvokapaa
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KPATKUE COOBLLEHUA

SHORT COMMUNICATIONS

The indices of dispersion of the QT interval in patients with mitral valve prolapse (MVP) were studied. Patients with
a higher degree of MVP and the thickness of the mitral leaflets had the increased values of QT interval dispersion —
a predictor of myocardial electrical instability, pathogenetically associated with sudden cardiac death (SCD)

mechanisms.

Key words: mitral valve prolapse, QT dispersion, thickness of the mitral leaflets, myocardial electric instability

KTyaNlbHOCTb [OaHHOi npoOnembl oOycnoBne-

Ha LWMPOKOW pacnpocTpaHeHHocTbio MMK - oT

3 0o 17 % B pa3nUyHbLIX NONYNALUAX, a TaKKe
TSAXKECTbIO BO3MOXHbIX OCJIOXXHEHUW (BHe3amnHasq
cepaeyHaa cmepTb — BCC, HapyLwieHus putma cepa-
ua — HPC, nindekumoHHbin avaokapaut — U9, Tpom-
6o0am6onun) [1].

OcHoBHbIM MeTogoM aunarHoctukm NMMK Ha cerop-
HALWHWA OeHb SBNSETCHA ABYXMepHasa axokapamorpadus
(OxoKT), koTopas No3BONSET TakXke MPOBECTU HEOOXO-
anmble gna guarHoctuku NMMK mnamepenus, B nepsyto
oyepenb — M3MeEPEHNE TOJLLMHbI CTBOPOK MUTPANbHOrO
knanaHa (MK). PagnnyatoTt knaccudecknii NMK — npu ton-
LMHEe CTBOPOK B AnacTony 6osee 5 MM (OTpaxaeT Hanu-
yme MMKCOMATO3HOM AereHepaLmm CTBOPOK) 1 HEKTACCK-
yeckui NMMK - npu TonwmHe CTBOPOK MeHee 5 mm [2].

BonbwunHcTBOo naumeHToB ¢ NMMK 6e3 yTonuweHus
CTBOPOK MOTyT OblTb OTHECEHbI K FPyMnne HU3KOro pucka
c 6naronpuaTHbIM NporHo3omM. Oxnpgaemasi NPoaoKMI-
TENbHOCTb XXN3HW Y HUX COOTBETCTBYET TAKOBOM B 00LLEN
nonynsunu. Mpwu ToNwmMHe CTBOPOK 5 MM 1 6onee f0CTo-
BEPHO MOBbILWAETCH cymMMapHasa BeposaTHocTb BCC, N3
1 uepebpanbHbix aMO0NUIA, a Takke MUTPaNbHON Heno-
CTATO4YHOCTU, Pa3pbiBa Xopa, xenynoykosbix HPC [3].

C nHtepBanom QT cBA3bIBAIOT Takue nNpobrembl, kak
pasBUTUE 3NEKTPUYECKON HECTaBbUNbLHOCTU MUOKapAa,
apuTMKnIA, ngmonaTnyeckomn pubpunnaunm npencepani
n BCC; nocnegHsas npogosmkaeT octaBaTtbCs OAHOMN U3
BeOyLUMX MPUYNH CMEPTHOCTU B PA3BUTbLIX CTPaHax, Co-
ctasnsasa ot 15 no 20 % Bcex HEHACUNBbCTBEHHbIX CIly4aeB
cMepTu. HeCcMOoTps Ha 3HauYUTeNbHble YCUNNs, Hanpas-
JIEHHble Ha pelueHne Npobnembl xmnaHeonacHoix HPC un
BCC, pmaHHas 3apaya ganeka OT OKOHYaTeNbHOro pas-
peweHus [4]. B cBs3u ¢ aTMM ocoboe 3HaveHne npmob-
peTaeT NOUCK HaAEXHbIX MPEeANKTOPOB yKa3aHHOM naTo-
noruu. CornacHo MMEKLUMCSA OaHHbIM UTEpaTypbl, B
Ka4yeCcTBe OAHOr0 U3 HUX MOXET BbICTyNaTb YBEMYEeHHas
avcnepcust nHTepsana QT [5].

Llenb paboTbl — OLEHUTb CBSI3b AUCMEPCUN UHTEP-
Bana QT npu NMMK co cTeneHblo NnponabupoBaHns mMu-
TpasibHbIX CTBOPOK U UX TOLLMHOW.

Martepuan u metogpbl. O6cnemoBaHo 105 XeHWH
¢ NMMK (cpenHuin Bo3pacT cocTtaBun 25+6,5 ropa), pas-
[EeNeHHbIX Ha TPWU paBHble MO YMCIEHHOCTWU TPyMnbl B
3aBMCUMMOCTU OT cTeneHn nponabuposanus MK (I1-lI1).
Bcem naumeHTkaMm NpoOBOAMNOCH aHTPOMOMETPUYECKOE
1 deHoTunnyeckoe ob6cnenoBaHME C LIENbIO BbISIBIEHUS
BHELLUHUX MNPU3HAKOB ANCNNA3UN COEOVHUTENbHOWN TKa-
HU (OCT) n 3xoKr B 2D, ponnnepoBckomMm n M-pexnme
(ckaHep Siemens CV 70). Mutepean QT mamepsnu no
CTaHOAPTHOM MeToamke Ha 12-kaHalbHOM KapAMOKOM-
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nnekce Schiller-200. BenuumnHa QTd paccuuTbiBanachb
aBTOMATMYECKN KaK pasHuMua Mexay MakCUMalbHOW U
MUHUManbHOM BenninHamm nHtepsana QT, HaliAeHHbIMU
no Bcem 12 oTBEOEHUSM.

MMK gnarHoctupoBasncs npyv MakCcumasbHOM CUCTO-
NIN4eckoM cmeleHun cteopok MK 3a nuHmio konbua MK
bonee 4em Ha 2 MM B MapacTepHasibHOM MPOAOJIbHOM
CeYeHun «C» Unu «6e3» MuTpanbHom peryprutaumm (MP).
Mbl 13Mepann TOMLWMHY TONMLKO nepenHern ctBopku MK
(MCMK) B gmnactony. CteneHb MP ougHrBanack nosykonu-
4eCTBEHHO BM3yasibHO MO MOLWaam CTPYM peryprutaummn.

CratncTtunyeckas o6paboTka pesynbLTaToB NPOBOAMIACH
C MCMN0/Ib30BaHNEM NakeTa NpukKnagHbIX nporpamm «Micro-
soft Excel 2003». HopmanbHOCTb pacrnpeneneHns aHannam-
pyeMbIX MPU3HAKOB OLleHMBanack no kputepuio Konmoro-
poBa — CMupHOBa. [ns OueHKM pasnmymin Mexay rpynnamm
1CMNOJIb30BasICA METOA, OAHOCTOPOHHEr0 AMCNEPCUOHHOMO
aHanusa. Paznnung cumtanm goctoepHbiMu p<0,05.

Pesynbratbhl n o6cyxpeHue. 1o pesynsrtatam 3xo-
kapauorpadum Bo BCeX TPexX rpynnax naumeHTok OCHOB-
Hble nokasaTtenm reoMeTpuu nesoro xenygodka (JIK)
(KOHEYHbIN OMACTONMYECKUIA, KOHEYHbIA CUCTONMYECKUI
pa3Mepsbl, TOMLLMHA 3aQHEN CTEHKN N MEXOKENYA0UYKOBOM
neperopoakn) Haxoounucb B npenenax pedepeHCHbIX
3HauveHnin. Ppakuums sbibpoca JI)K — 0CHOBHOW NokasaTtesb
€ro CUCTONMYECKOM GYHKUMM — TakkKe He Bbixoamna 3a
npenenbl BO3pacTHOM HopMbl. CpeaHsasa TonwmHa NCMK B
rpynne lll coctaBuna 5,5+0,9 MM, 4To [OCTOBEPHO 60JIb-
we, yem B rpynnax | n Il (4,3+0,9 mm n 4,6+0,7 mm cooT-
BETCTBEHHO, p<0,05). MP 6bina BbiiBNieHa y 73 NaumneHToK
(69,5 %), npu aToM oHa oTcyTcTBOBanay 17 (48,6 %) o6-
cnepoBaHHbIx B | rpynne, y 11 (31,4 %) — Bo Il rpynne u
ToNbKO Nuwb y 4 (11,4 %, p<0,005) — B lll rpynne.

Mokasatenn QTmax, QTc max u gucnepcun NHTepaa-
na QT B rpynne | coctaBunm cooTBeTcTBEHHO 397+25 Mc,
427+22 mc 1 3814 mc, B rpynne |l - 403+24 mc, 427+17 mc
n 4512 mc, B rpynne Il — 421£33 mc, 45325 mc un
65+13 mc. Takum 06pa3om, OHW ObINIM BHAYMMO NOBbILLEHbI
B rpynne Il B cpaBHeHun ¢ rpynnamu [ n 1l (p<0,005).

3akntoyeHue. [1ony4yeHHble pe3ynbTaTbl CBUOETENb-
CTBYIOT O TOM, YTO Y NaumeHToK ¢ 6onee BbICOKOW CTe-
NMeHbD Npofianca MUTPANbHOro KraanaHa U TOJLMHON
MUTPasbHbIX CTBOPOK MOBbILLIEHbI 3HAYEHUS ANCHEePCUmn
nHTepBana QT (npeamkTopa afekTprnyecko Hectabuib-
HOCTM MMOKapaa, NaToreHeTMYecku CBA3AHHOW C Me-
XaHN3MaMn BHEe3arnHoW CepPAEYHOl CMepTu). IxXokap-
auorpaduyeckas oueHka CTeneHu TSXKEeCTU nponanca
MUTPANbHOrO KhanaHa U MUTPanbHOW peryprutayum
nomoraeT BblAEeNUTb rpynny NauyMeHTOK C MOBbILLEHHbIM
PUCKOM PasBUTUS ONACHbLIX A1 XXU3HU apUTMUIA N BHE-
3arHom cepaeyHon cMepTn.
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KAMHUYECKUIN CAYYAA AUTOUAHOTO HEKPOBUO3A
HA POHE AUCNAA3UU COEAUHUTEABHOMU TKAHU

. U. Hevaesa, O. B. ApokuHa, B. A. Oxaonkos, A. B. KoHoHOB, B. I. KoHes, E. H. AoruHoBa

OMCKUIM TOCYAAQPCTBEHHbIM MEAULLMHCKUMK YHUBEpPCUTET, Poccus

THE CLINICAL CASE OF THE LIPOID NECROBIOSIS
IN PATIENT WITH THE CONNECTIVE TISSUE DYSPLASIA

Nechaeva G. |, Drokina O. V., Ochlopkov V. A., Kononov A. V., Konev V. P, Loginova E. N.

Omsk State Medical University, Russia

OndodepeHumpoBaHHblie GOpMbl Aucnnasum coeguHntensHom tkanun (ACT) — cungpomel Anepca — JaHno, Map-
daHa n gp. — CONPOBOXAATCHA ANArHOCTUYECKM 3HAYMMOM NaTonormen koxm. OctaeTcs CNOXHbIM BOMPOC TPAKTOB-
KM MNCEeBA00MNYX0NIEBLIX 00pa30oBaHuii KOxu npu HeguddepeHumposaHHoin ACT (HACT).

MpeacTaBneH KNMHUYECKUI cryyaii IMnouaHoro Hekpoburosa y naumeHTkn ¢ HACT, TpyaHocTy auddepeHumans-
HOW OMarHOCTUKWN, 0OYCNOBNAEHHbIE aTUMUYHOM KIIMHUYECKOWN KapTUHOW naTosiornm Koxun. OnTumManbHOM TakTUKOWN
Be[eHMS NaLuneHToB ¢ naTonornen Koxmn Ha ¢poHe ACT aBnaeTca MynbTMANCUMMNIMHAPHBLIA NMOAX0MA, CKOOPANUHMPO-
BaHHbIE YCUINS Bpayei pa3HbiX CAeLnanbHOCTEeN, BKIloYasa TepanesTa, AepmMmarosora, natomopdonora.

Knto4eBbie crioBa: ANCiasns COeaANHNTEIbHOM TKaHU, JINMOUAHbIV HEKPOOUO3, NCceBao-0ryxoaeBsle 06pa3oBa-

HWs KOXU

Differentiated connective tissue dysplasia (CTD), including Ehlers-Danlos syndrome, Marfan syndrome, etc.,
is accompanied by diagnostically significant skin disorders. At the same time, interpretation of the pseudo-tumor
formations of skin in patients with undifferentiated forms of the CTD (nCTD) is still debated.

We have described a clinical case of lipoid necrobiosis in a patient with the nCTD, the difficulties of differential

diagnosis due to atypical clinical picture of skin disease.

The best management of patients with skin disorders and CTD is a multi-disciplinary approach, coordinated efforts
of various specialists, including general practitioner, dermatologist, pathologist.

Key words: connective tissue dysplasia, lipoid necrobiosis, pseudo-tumor formations of skin

TMe aucnnasum coepuHutenbHon TkaHu (OCT)
3HaKOMO Bpa4YaM MHOrMX cneumanbHOCTEeNn.
K HacToqwemy BpemeHu onucaHo Gonee 30 Tu-
NOB reHeTU4YecKux mytauuin, npusogawmx Kk ACT, B

Bcoapemeuuoﬁ KJIMHUYECKON MnpaKTUKe MOHSA-

pe3ynbTaTte KOTOPbLIX uenu KoJjislareHa M 3J1aCTUuHa
dopmMupyloTcs HenpaBwuJbHO U 00pa3oBaHHble MU
CTPYKTYpPbl HE BbIAEPXUBAIOT AO0JDKHbIX MexaHu4ve-
CKUX Harpy3ok, 0COOEeHHO B nepuog MHTEHCUBHOro
pocTa opraHmama (13-15 ner) [2, 5].
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