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AUTONOMIC DYSFUNCTION AS A MANIFESTATION
OF CONNECTIVE TISSUE DYSPLASIA IN WOMEN

Smetanin M. Yu. !, Chernyshova T. E. 2, Pimenov L. T. 2, Kononova N. Yu. 2

1 Republican clinical and diagnostics center, Izhevsk, Russia

2 1zhevsk State Medical Academy, Russia

[Mpou3BeneHa oueHka COCTOSIHUS aBTOHOMHOM HEPBHOM CUCTEMbI Y XEHLUNH C HeanddepeHUMpOBaHHOM ancnnasnemn

COeaVHUTENBHOW TKaHW. [na aHann3a NPorHOCTMYECKOro 3HAYEHWS KapAnanbHOl aBTOHOMHOW HelponaTumn o6cnenosaHo
105 naumeHTok B Bo3pacTe ot 19 oo 32 net. YCTaHOBNEHO, 4TO KapAamnanbHas aBTOHOMHAsi HemponaTus ABnseTcs xapak-
TEPHbIM N MPOrHOCTUYECKU 3HA4YMMbIM OCJIOXKHEHMEM OUCNNA3UN COEANHUTENBHOM TKaHU, MOXET MMETb CAMOCTOATESIbHOE

3Ha4YeHune kak GakTop pmcka BHE3anHOW CMepTU.

KnoyeBbie ciioBa: aBTOHOMHasi HepBHas cucremMma, ancriiasvs CcoeanHUTETbHOM TKaHM, KapavnalsibHast aBTOHOMHas Hei-

ponatus

The aim of the study was to evaluate the state of the autonomic nervous system in women with connective tissue dyspla-
sia. To analyze the prognostic value of cardiac autonomic neuropathy 105 women aged from 19 to 32 years were examined.
It has been established that cardiac autonomic neuropathy is a common and prognostically important complication of con-
nective tissue dysplasia, and may also have independent significance as a risk factor for sudden and untimely death.

Keywords: autonomic nervous system, connective tissue dysplasia, cardiac autonomic neuropathy
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AHC - aBTOHOMHas HepBHas cucTema

BCP - BapunabenbHOCTb CEpAEYHOro putmMa

OCT - gucnnasna coeanHUTEeNbHOM TKaHu

NHPC - nHaeKkc HanpsXXeHnsa perynsaTopHbIX CUCTEM
KAH - kapavanbHasi aBTOHOMHasi HeponaTtus

HACT - HeanddepeHunpoBaHHas AUCNNa3nsa COeANHUTENb-
HOW TKaHMU

MAC - nokasaTesib aAanTauMoOHHOIo COOTBETCTBUSA

CCC - cepaedHo-cocyamucras cucrema

CT - coeavHuTenbHas TKaHb

BeAyLUuX roMeocTtaTu4eckux cucrtem, obecne-
YMBaOLWMX apanTauuio opraHM3Ma K U3MeHs -
IOLLMMCS YCIOBUSIM BHELUHEW U BHYTPEHHeW cpepfbl.
HauGonee 4yacTbiM U NPOrHOCTUYECKU HebGnaronpu-
AATHbIM nposiBneHnem pguchdyHkumm AHC sasnsietcsa
rmnepcuMnaTMKoToHusa n popmMmmposaHne Kapauvarsb-
HOWV aBTOHOMHOW HeponaTtuun (KAH).
[MporHocTnyeckoe 3Ha4YeHne rmnepcuMnaTnKOTOHUN
n KAH npu gucnnasum coeamHutTenbHor TkaHwu (OCT)
Wb B NOCNeAHee BPeEMS CTano npegMeTom obeyxae-
Hua [1, 2]. OOHVMM 13 acnekToB AaHHO Npo6aeMbl ABJIS-
eTcs yTouyHeHne Bonpoca: moxeT nm KAH 6biTb He3aBu-

ABTOHOMHaﬂ HepBHada cuctema (AHC) — ogHa u3
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CUMbIM NPEAMKTOPOM IETANBLHOCTU UAIN €€ POJib CBA3aHa
C NPOrpeccupoBaHNEM, XapaKTEePHbIX ASI FeHEeTUYeCcKn
O0eTepPMUHNPOBAHHbLIX HapylUeHWi cuHTe3sa n metabo-
nmama coeamHuTenbHor TkaHu (CT) cocyancTbIX OCOX-
HeHuin? Movyemy naneko He Bce naumeHTbl ¢ 4CT ¢ conyT-
CTBYIOLLEN NaToNormemn cepaevyHo-cocygmncTom CUCTEMbI
«O0XNBaOT» O GOPMUPOBAHUSA CEPAEYHO-COCYOAMNCTOMN
HEeOoCTaTOYHOCTM U HACKOJIbKO MPaBOMEPHO 0bcyxae-
Hue B3anmocBa3n KAH 1 BHe3anHoum cepae4yHon cMepTu
y 60nbHbIX ACT? [3].

Matepuan u metoabl. [1poBeleHO NMPOCMNEKTUBHOE
nccneooBaHMe: OLLEHKa XapakTEPUCTUK KapamanbHOMn
aBTOHOMHOW Helponatun y 105 nauneHTok (B BO3pacTe
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25+6,5 neT) ¢ anarHocTMpoBaHHOW HeandbepeHUnpo-
BaHHOW Aucnnasunen coeaunHutensHol TkaHn (HOCT),
HabnogaeMblx Ha npotaxeHun 5-10 net. Y Bcex nuu,
BKJIIOYEHHbBIX B MCCNEAO0BaHNE, PETPOCMNEKTUBHO Oblna
oueHeHa BapuabenbHOCTb cepaeyHoro putma (BCP) no
naHHbiM OKI. KoHTponbHyio rpynny coctaBunm 12 npak-
TUYECKN 30POBbIX XEHLLWNH COOTBETCTBYIOLLLErO BO3pac-
Ta 6e3 npuaHakos ACT.

B npouecce peannsaumm 3aga4y MOHUTOPUHra aHa-
N3NPOBANUCh KIIMHUKO-QYHKLIMOHANbHbBIE XapaKTepu-
ctukm KAH. B guHamumnke oueHuBancs nokasartenb agarn-
TaumoHHoro cootseTcTBuA — MAC (A.c. Ne 2007614560).
OT6op B rpynny HabnoOeHUs MPoOBOAUISICS C Y4ETOM
OMArHOCTMYECKNX KOIDPULMEHTOB N KOIDDULNEHTOB
MHOpMaTUBHOCTHY [4].

Onarno3 KAH ycTtaHaBaneanm Ha OCHOBaHMN AaHHbIX
KOMMAEKCHOro KJ/IMHMYECKOro WCCNeA0BaHUSA, OLEHKMU
rnokasartesnen kKapanmoumHtepsanorpaduun, crekTpanbHo-
ro 1 aBTOKOPPENALMOHHOIO aHann3a cepaeyHoro putma
C NPUMEHEeHneM nporpamMmmHoro obecnevenus «MAPC»
n «[lonncnekTp». AHann3npoBannCb HactoTa CepaeyHbIX
cokpateHnin (HCC), NCTUHHBIN CEPAEYHBIN PUTM, 3Ha-
yeHnsa mogpl (Mo) n amnnntygsl moasl (AMo), Bapuauu-
OHHBbIV pasmMax. PaccuynTbiBanncb MHAEKCHI HAMPAXEHUS
perynatopHbix cuctem (MHPC) n BeretatmBHOro paBHoO-
Becusi. JlonOMHUTENBHO aHanM3npoBasacb MPOAOIIKM-
TENbHOCTb U aucnepcusa uHTepsana QT, nokadartenu
XONTEPOBCKOrO MOHUTOPMPOBAHUA WU CYTOYHOTO MOHMU-
TOPMPOBAHUS apTepPUabHOro AaBleHUS.

CTatncTnyecknin aHanm3a BKIIKOYAN JIMHENHYIO onuca-
TENbHYIO CTATUCTUKY UCHUCNEHME MIOTHOCTU HOpMasb-
HOro pacnpegeneHuss ¢ nomoupto kputepuer Konmo-
roposa — CMmupHoBa 1 CTblOAEHTa, HENMHENHbIA METOA,
MHOXECTBEHHOW perpeccumn 1 KnacTepHblin aHanma. Vc-
noJib30Banv MeTo GakTOPHOro aHanm3aa.

Pe3synbTatbl 1 06cyxaeHue. AHann3 AaHHbIX Kap-
OvnonHTepsanorpadun B nogpocTkoBOM nepuoge, OoT-
paxawLmx PyHKUMoHanbHoe cocTosHne AHC, nokasan
3HaAYUTESbHBIN pa3dmax rnokasarTenemn, xapakTepusyoLmx
TOHYC CMMMAaTMYeCKOoro 1 napacumMnaTnyeckoro oTAenos
AHC. OpgHako yxe Ha 9TOM 3Tane Oblyla 3aperncTpmpo-
BaHa TeHAeHuma K cHmxeHuio BCP, a y kaxaor BTopom
naumMeHTKM BbISIBJIEH CABUI BEreTatMBHOro paBHOBECUS
B CTOPOHY rmnepcumMnaTnkoToHuu. B npouecce MOHU-
TOPVHra BblgeieHa rpynna naumeHTok (52) ¢ MegneHHbIM
dopMMpPOBaAHNEM HEAOCTATOYHOCTU CUCTEM [AblXaHUs
1 cepaevHo-cocyaucton cuctemsl (CCC), uyto conpo-
BOXOANIOCb 06Lel TeHaeHUuen K nNporpeccupoBaHmio
rmnepcMMnaTnkoToHnn. B noarpynne ¢ nporpeccmpo-
BaHMEM HeOOCTAaTOYHOCTU OCHOBHbIX QYHKLMOHAMb-
HbIX CMCTEM opraHmama (16 60nbHbIX) perncTpupoBa-
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Nocb noBbileHne Yepe3 5-10 net HabnoaeHUa 3Have-
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AHAAU3 AAHHbIX MATHUTOPE3OHAHCHOWM BU3YAAUIALUU
CKEAETHbIX MbILLL, U ABUTATEAbHbIX BOSMOXHOCTEU
Y NAUUEHTOB C MbILLEYHOU AUCTPOPUEU AIOLLEHHA

A. O. UBaHoB, B. M. Cycaos, A. U. PyaeHko, A. B. lNo3aHskos, I. A. Cycaosa, A. A. Cycaosa

CaHkT-MeTepbyprckun rocyAQpPCTBEHHbIM NEAUATPUYECKUK MEAULUHCKUA YHUBEPCUTET,
Poccus

ANALYSIS OF MAGNETIC RESONANCE IMAGING
OF SKELETAL MUSCLES AND FUNCTIONAL ABILITIES
IN PATIENTS WITH DUCHENNE MUSCULAR DYSTROPHY

Ivanov D. O., Suslov V. M., Rudenko D. I., Pozdnyakov A. V., Suslova G. A., Suslova A. D.

Saint-Petersburg State Pediatric Medical University, Russia

B cBS131 ¢ HEOOXOAMMOCTbIO B 0ObEKTUBHBLIX METOAAX OLLEHKN COCTOSAHNS CKENEeTHbIX MbILLLL Y 60JIbHbIX C MbILLEYHOW ANC-
Tpoduen [ioweHHa Lenbio paboTbl SBASIOCH ONnpeneneHne KoppensumMoHHbIX CBA3E Mexay pesdyfbTatamu oueHKy aBura-
TeNbHbIX BO3MOXHOCTeNM no wkane Motor Function Measure (MFM) n gaHHbIMy MarHutope3oHaHcHon Tomorpadun (MPT)
CKEeNIeTHbIX MbILLL, TA30BOrro nosica, 6éaep v roneHeinn. 0b6cnenosaH 21 naumMeHT ¢ MblilLeYyHoM aucTpoduein doweHHa. MNaum-
€HTbl ObINIM pasgeneHbl Ha 2 rpynMbl: CNOCOOHbIE M HECMOCOOHbIE K CAMOCTOATENbHOMY NepeasuxXeHnio. Bcem naumneHTam
Oblfla NpoBeaeHa OLeHKa ABUraTesbHbIX BO3MOXHOCTE no wkane MFM v nposeneHa MPT ckeneTHbIX MbiLUL, Ta30BOrO Mo-
aca, 6énep v roneHen. Bbino BbISBNEHO, YTO NAUMEHTbl C COXPaHHOM CNOCOOHOCTLIO NepeaBMraTbCs XapakTepusoBananchb
BbICOKOW CuNo koppensaunn 3agaHunii D1 ¢ gaHHeiMn MPT MblLwL, Ta30BOro nosica n 6éaep, a Takxke obLmm c4ETom 6annos
MPT 1 3ameTHOM cunon koppensiunmn ¢ gaHHbimn MPT mbiwy, roneHeit. 3aganma D2 n D3 Takke xapakTepn3oBanuch 3a-
MeTHOW koppensiunel ¢ pedynbtatamu MPT. [MauneHTsbl, yTpaTmBLive CNocoOHOCTb NepenBuratbCs, NPOAEMOHCTPUPOBAN
BbICOKYIO CUIy KOPPensaummn Tonbko Mexay 3aganusamm D3 wkansl MFM v gaHHbiM MPT MbiLLL, FOSIEHEN, a TakKe 3aMeTHYO
cuny Kkoppensauum mexay obwmm c4étom wkansl MFM 1 cymmoi 6annoB Ta3oBoro nosica, 6éaep v roseHein no gaHHbIM
MPT. Takum ob6pa3om, MarHMTope3oHaHcHas ToMmorpadusa aensetca 6onee 0O6bEKTUBHLIM METOAO0M OLEHKN N3MEHEHUs
MbILLL, MPU MbllLEYHON AncTpodun [ioweHHa y naumeHToB, kak CnoCoOHbIX, Tak U HEe CNOCOOHbLIX CaMOCTOSITENIbHO nepe-
OBUraTbCs, U MOXET SABNATLCSA METOA0M BbiOOpa B OLEHKE TSXECTU UBMEHEHNS CKENEeTHOM MyCKynaTypbl.

KntoueBsbie ciioBa: MbiLLe4YHast aucTpodus JrlLueHHa, MarHuTope3oHaHCcHas ToMorpagpusi

Due to necessity of objective methods of assessing the state of skeletal muscles in patients with Duchenne muscular dys-
trophy, the aim was to determine the correlation between the Motor Function Measure (MFM) and the magnetic resonance
imaging (MRI) data of the muscles of pelvic girdle, thighs and lower legs. 21 patients with Duchenne muscular dystrophy
have been examined. Patients were divided into ambulant and non-ambulant groups. All patients have been evaluated by
MFM scale and then MRI of skeletal muscles of the pelvic girdle, thighs and lower legs has been done. Ambulant patients
have been characterized by a high negative correlation between D1 dimension and MRI data of the pelvic girdle and thighs
muscles, as well as the total score of MRI scores and a moderate negative correlation between the MRI of the leg muscles.
D2 and D3 also showed a moderate negative correlation with MRI results. Non-ambulant patients showed a high negative
correlation only between D3 dimension and lower leg muscle MRI data, as well as the moderate negative correlation between
the MFM total score and the sum of the pelvic girdle, thighs and lower legs MRI score. Magnetic resonance tomography is
a more objective method for assessing muscle evaluation in ambulant and non-ambulant patients with Duchenne muscular
dystrophy and can be a method of choice in assessing of severity of skeletal muscle changes.

Keywords: Duchenne muscular dystrophy, magnetic resonance imaging
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