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BBepneHue

MesenxumanbHas guctiasyst (M]T) —
YaCTO BCTPEYAIOLINIICS BUJ COIYT-
CTBYIOILEl MATONOTMM Y OONbHBIX
remModuinest, BO MHOTUX CIy4asx
OCTAIOIINIICS HEBBIABIEHHBIM [1-7].
Iucnnactuyeckoe cepple — code-
TaH1e KOHCTUTYIMOHAIBHBIX, TO-
norpaduyecknx, aHATOMMYECKUX
" QYHKUMOHANTBHBIX 0COOEHHOCTE!
cepila y deloBeka. B Hacrosmiee
BpeMs Hanboslee U3y4eHHOE IIPOsB-
NIeHUe OUCIUTAaCTUYECKOTO Ceppla —
9TO IPOJIAIIC MUTPAIBHOTO K/IalaHa
(IIMK). IIpobnema IIMK mnpwusie-
KaeT K ceOe IPUCTaNbHOE BHUMaHIE
HCCIIeToBaTe e 113-3a IIOBBIIIEHHOTO
PpYCKa y OO/IBHBIX BHE3AIIHON CMEPTH,

a TaKxoKe PasBUTHS CEPbE3HBIX OCTIOXK-
HEHIIL, TAKUX KaK HAPYIIeHNsI PUTMA
M TIPOBOIIVIMOCTH CEPALA, MHDEKIIN-
OHHBIIT SHAOKAPIUT U TPOMO603M60-
TS Pa3NMNYHOl moKanusaumu [8-13].
Vi3sMeHeHMsT Ha 9E€KTPOKapAMO-
rpamme (OKI') mpu IIMK 4ame Bcero
BBUIB/ISIIOTCS IIPUM CYTOYHOM WJIN
XOJITepOBCKOM MOHUTOPMPOBAHUY
[14-18]. Ilo maHHBIM POCCUIICKUX
aBTOpOB [19, 20], y TaKuX MaI[VIeHTOB
JOCTOBEPHO Yallle OTMeYEHBI OTPU-
raresbHble 3y6Isl T B OTBEXEHMSIX
V,, V,, anusofbl mapoKcusManbHOI
HaJ)KeTyLOYKOBOI TaxMKapaunu,
AUCOYHKUUS CUHYCOBOTO Y3Ia,
yonuHenne nHTepBana QT, a Takxe
CYNIPaBeHTPUKY/ISIPHBIE U XKeTYA0U-

KOBBI€ 9KCTPACUCTOIIBI B KOIMYECTBE
6omee 240 3a CyTKHU, TOPU30OHTAIIb-
Has penpeccusa cermenta ST (mpo-
IOJDKUTENbHOCTBIO 6osmee 30 MUHYT
3a CyTKM). DKCTPACUCTOIBI, OCOOEH-
HO JKe/lyJOYKOBbIe, UMET (PYHK-
L[MOHAJIbHBI XapakTep [21]. B ux
OCHOBeE JIe)XaT HePaBHOMEPHOCTH
KPOBOCHa0>XXeHNA MMIOKapha WIN
CUMIIATMKOTOHSL.

Lenv uccnedosanuss — U3y4IUThb 9acTo-
TY BCTPeYaeMOCTH HAPYIIEHNUIT PUTMA
ceppLa y 60/IbHBIX reModuIeit, nMe-
IOIUX KapAuanbHble IPU3HAKN He-
nnddepeHIPOBAaHHON AUCIIIA3UN
coemuuurenbHon tkauu (JJCT).

Matepuanbl n metoabl

Ha nepBoM sTane paboTsl 65110 00-
cenoBaHo 58 GOMBHBIX reModuIyelt,
COCTOAIINX Ha y4eTe y remarosnora Ke-
MEpPOBCKOIT 06/IaCTHOI KIMHIIECKOI
601bHULIBL 1 80 COTPYLHMKOB I CTY-
meHToB KemepoBcKoit rocypgapcr-
BEHHON MEIUIIMHCKOM aKaJleMUN.
Bcem mammeHTaM NPOBEAEHO 3XO-
Kapauorpaduieckoe MCCaefoBaHme
cepaua (9xoKTI') na ammapare Aloka
SSD-2000 (SlmoHus) B AByXMEpHOM,
M- ¥ [ONNIEepOBCKOM PeXUMe VM-
IIy7IbCHBIM JaT4nKoM 3,5 MIT.
Bcex 06¢renyeMbIx paszie/nim Ha Tpu
TPYTIIBL:
1-a rpynma (n=33) - 3gopoBble
NI, UMeoIMe KapfiuanabHbIe
mpusHaku ML (rpymma cpasHe-
HUA); CpegHMiT Bospact 29,5+
2,87 ropma, poct 177,0+3,5 cm,
macca rena 78,0 £4,0 kr;
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2-a rpynma (n=30) - mamnueH-
TBI C TeMoWIMell ¥ KapAyanb-
HbIMM npusHakamyu MJI; cpen-

bonesHu cucTembl KpoBH

Tabnuya 1. YCC u yupxadoiii uHoexc y 00c1e008aHHbIX U, (10 OAHHBIM XOINEPOBCKO20

monumopuposanust OKI') (M +m)

HUII BO3pacT 26,5+6,5 ropma, | IlokasaTemn 1'? P g;l)n 4 2_? P ;’:)I)II 4 3'? P ;III)“ a | [locrosep Hoere
poct 175,0+£3,0 cm, macca Tena - —— s pasmrini
67,5+8,12 kr; MuHUMaIbHAS 48,0+4,5 56,0+4,5 58,0+7,5 P, =_03)888g2
3-1 rpymma (n=21) - rpymma P,;=0;
KOHTPOJIA, 3[0pOBBIE NI 6e3 yce p,,>0,05
Kap,[[I/IaTII)HbIX HPI/I?)HaKOB MH’ [IHEeBHAST MaxkcumanbHas 133,0+15,0 129,0+2,0 121,0+10,75 p1-3 >0,05
cpemHmit Bospact 31,0+ 5,87 rofa, | yu/vum p,,>0,05
poct 175,5+£2,62 cM, Macca Tena p,,>0,05
74+9,12 Kr. Cpennas 79,0+ 5,0 79,0£5,5 78,0+ 8,5 p,,>0,05
Ha BropoMm arame ucciemoBaHUs P,;>0,05
OBIO IIPOBEJLEHO XOJITEPOBCKOE MuHumanpHas 50,0+5,25 54,0+4,0 50,0+ 3,75 p1_2:0,0460
mouurtopuposanue IKI' ¢ ncmonb- p, ,=0,0075
soBaHMeM MoHuTOpa Kapamo- 4qccC MaxcumanbHas 115,5+12,12 96+12,75 72,0£4,25 P, .=0,0001
Texunka 04-8 (M) («Mukapt», |HOTHL
Canxrt-Iletep6ypr) yR/om Py,>0.05
pOypL). Cpepsta 60,0+4,0 60+4,25 57,5+5,62 p,,>0,05
IanHble NpefcTaBieHbl Kak M +m, p, .>0,05
rme M - MeamaHa, m — KBapTHUIIb- . z
LypxagHplil MHAEKC 1,43+0,08 1,30+ 0,09 1,38 £0,04 p,_,=0,000002
HOe OTKJIOHeHMe. Kpurmueckyro 1-2

BEIMYVHY YPOBHS 3HaYMMOCTHI (P)
npuHMManu pasHoit 0,05. st 06-
paboTKM MaHHBIX MCIIOTb30BAJICS
[maKeT MPUKIAZHBIX CTATUCTUYEC-
Kux mporpamm BioStat 4.03 (Poccus)
u Statistica 6.0 (InstallShield Software
Corporation, CIIIA).

Pe3ynbratbi 1 ux 06cyxaeHme

ITo pesynbraTam OxoKI y 29 (87,9%)
obcmenyeMbIX 1-if TPYIIIbI BBIABIICH
IIMK, u3 Hux y 6 (18,2%) - 6e3 pe-
ryprutannu, y 23 (69,7%) - ¢ pe-
ryprutanueit. Bo 2-it rpynme IIMK
obHapyxeH y 31 (91,1%) 6ombHO-
ro remodunneii, B TOM 4KCIE y 6
(17,6%) - 6e3 perypruraunu, y 25
(73,5%) - ¢ peryprutanueii. IIpo-
JIAIIC TPUKYCINUATBHOTO KjIalaHa
(IITK) ompepenen y 12 (36,6%) de-
7oBeK u3 1-i1 rpynmel (y Bcex ¢ pe-
rypruranueit) n'y 22 (66,4%) 6o1b-
HBIX BO 2-J rpymme, U3 Hux y 19

* P,_, ~ AOCTOBEPHOCTD PA3/ININIl MEXXAY [IOKasaTeNsAMNU 1-11 1 2-ii IPYIIL, P, , — JOCTOBEPHOCTD PAs/NYMIl MEXAY
noKasarensmMu 1-11 1 3-11 TPy, p, , — JOCTOBEPHOCTD Pa3nyuil MEX/Y OKa3aTenAMu 2-i1 u 3-i1 TpyIIIL.

(57,6%) - c perypruranueit u y 3
(8,8%) — 6e3 peryprutanum. Jlomon-
HUTE/NbHbIE XOPAbI BBIABIEHBI Y 9
(27,3%) uenosex B 1-if rpymme, y 16
(47%) Bo 2-t M y 6 (28,6%) B 3-Ii.
3Ha4MMOIl pa3HUIBL B 4aCTOTE BBI-
ABJIEHNA TIPOJIATICOB Y IAlMEHTOB
1-71 u 2-if TPyl He OTMEYEHO, YTO
[OATBEPXKAAaeT MX OFHOPOLHOCTD,
HO B TpymIe 00IbHBIX reMouIeit
B CpPaBHEHMM C TPYIIIION 3J0POBBIX
NI} 3HAYMMO 4Yallle PeruCTPUPOBa-
much [IMK (p, ,=0,000002) u ITTK
(p, ,=0,0005).

ITo maHHBIM XONITEPOBCKOTO MOHMUTO-
puposanusa IKI, cuHycoBbINI pUTM
PErUCTPUPOBANICSA B TeUeHUe BCETO
BpeMeHI HabMmofieHNs1 y Bcex obcre-
ToBaHHBIX jm1. IIpu oneHke gacTo-
ThI cepaeuHbix cokpaigernit (HCC)

paccMaTpyBai He TOJIbKO CpeHeCy-
TOYHOE 3HaueHle, HO ¥ OTHOIIeHNe
CpefHeN IHEBHOM K CpeJjHell HOYHOI
YCC (umpxapupiii nagexc — L),
3navenne LIV B mpenenax 1,24-1,44
(1,32+0,06) cumranu moxasaTeneMm
CTaOW/IbHOI BEreTaTUBHON OpraHu-
3aIM CyTOYHOTO pUTMa ceppua [15]
(Tabm. 1).

Kax BujHo n3 Tabmn. 1, cpegusiss YCC
JHEM U HOYBIO IO TPYIIIIaM He pas-
JIMYasach, TOIGAa KaK MUHMMAIbHAsA
YCC pgHeM M HOYBIO B TPYIIIIe JINIY
¢ MJI n remodumeit 6pI1a 3HAYUMO
BBbIIIIe, YeM B rpye i ¢ M]I 6es re-
Mo¢umn. ITpy 9T0M MaKkcuMasbHas
YCC B HOUHOE BpeM: B IPyIIIIe Maly-
entoB ¢ M]I 6e3 remodumnu 3Ha4M-
MO IpeBbllllajia TAKOBbIE TTOKA3aTeNNn
y 60/IbHBIX TeModuIneit, ¥ BeIudn-

Tabnuya 2. Hapywenus pumma cepoua y 06cnedosantvix nuy, (10 0aHHbIM X0nmeposckozo monumopuposanus IKI') (konuuecmeo navyuenmos

C BLIABNIEHHLIMU HAPYUweHuamu, aoc. (%))

Hamxenynoaxosas Kenymoukosas AB-6moxama )
Tpymust SKCTPACUCTONUSA Hapoxgq;,(n?nbnaa SKCTPACHCTONNS Il cremenu | CA-6moKana y’m"ge;m’m MSMgf}eH"e
Opunounasa | ITapnas Opnnoynas | Ilapnag | TMHA Mo6um 1
(lr'lir_q,%y)ma 16 (48,4) 309 0(0) 10 (30,3) 2(6) 1(3) 13 (39,3) 0(0) 2(6)
?I;ig%y)ma 217700 | 2(66) 4(13.2) 13(433) | 0(0) 0(0) 1(3,3) 4 (13,2) 0(0)
3-s rpymnma 8 (38) 1(4,7) 0 (0) 6 (28,5) 2(9,4) 0 (0) 2(9,4) 1(4,7) 0 (0)
(n=21)

* ITOCTOBEPHOCTD pasimdmii MeXxiy 6ompHbIME TemModueit ¢ M]I n nunamu, nMerotgumu pusxaku MJT (p <0,05).

HKT - namxenynoukoBas Taxukapaus, AB-61okaza — aTpuoBeHTpuKynsapHas 61okazna, CA-61okafa — CMHOATpuabHas 6710Kazia.

OHKonorna, remaronoria v paauonorna. N2 3
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Ha IV B 1-11 rpymnne 6bUIa 3HAYMMO
BBIIIIE, Y€M BO 2-11.

B Tabn. 2 faHa XxapaKTepucTHKa Ha-
pyLIeHniT puTMa cepaua y o6ceno-
BaHHBIX 110 JAHHBIM XOJITEPOBCKOTO
Mouunrtopuposannsa IKI.
HapmxenynoykoBas sKCTPacUCTONNA
y 601bpHBIX reModunnei BcTpeya-
JIach 3HAYMMO dallle (p172=0,041),
veM B 1-1 rpyrme (76,6 n 57,4% coot-
BeTCTBEHHO). Y 4 (13,2%) 60/1bHBIX
reMo¢unnest BBIABICHO V/IMHEHME
nurepsana QT, uto mpesbImano
aHaJIOTVYHBI ITOKa3aTe/b B IPYI-
ne manuentos ¢ MJ] (p, ,=0,040)
u 3gopoBbix nuif (4,7%). Kpowme toro,
aHaJIN3 TI0Ka3aTesell XO/MTePOBCKOTO
mouutopuposanusa IKI' B rpymnme
maruenToB ¢ [JCT mokasan He TONb-
KO BBICOKYIO YacTOTY, HO U HajM4ye
HeO/IarONpMATHBIX B IIPOTHOCTIYEC-
KOM IIaHe BapMaHTOB HapyIIEHU
putMa. Tak, >kelygo4KoBbIe SKCTpa-
cucronst (IT-1IT kmacca o Kmaccu-
¢duxanyu B. Lown u M. Wolf [22])
OTMeYasych y 60NbHBIX reModuIn-
eit game (43,3%), 1eM y o6cmenoBaH-
HbpIx ¢ M]I (y 30,%) 1 y 350pOBBIX
it (28,5%).

3aKnioueHue

HecMmoTps Ha OTCYyTCTBME pasInyunit
B 4aCcTOTe OOHAPYXXEHMsI [IPOJIAIICOB
y MaumeHToB 1-ii u 2-1i rpymi, y 601b-
HBIX reModuInell 3Ha4MMO Yallle pe-
ructpuposanmuch [IMK u IITK no
CPaBHEHMIO CO 3[J0POBBIMM JINIIAMM.
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ITo maHHBIM pasHBIX MCCIefjoBaTe-
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24-hour ECG monitoring in hemophilia patients with mesenchymal dysplasia
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Mesenchymal dysplasia is commonly present but rarely diagnosed in hemophilia patients. Incidence of cardiac
arrhythmias was studied in hemophilia patients with signs of undifferentiated connective tissue dysplasia (CTD).
Frequency of cardiac symptoms of CTD was significantly higher in hemophilia patients compared with the controls.
Thus, the examination of the patients with hemophilia and concomitant CTD should include echocardiography,
24-hour ECG for timely diagnosis of cardiovascular disorders.

Key words: hemophilia, connective tissue dysplasia, mesenchymal dysplasia, target organs, 24-hour ECG (Holter)
monitoring, echocardiography
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