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THE PREVALENCE

OF CONNECTIVE TISSUE DYSPLASIA

OF THE STAVROPOL TERRITORY POPULATION
RUBANOVA N. A., KOKORA E. M.,
KOROTKOVA O. V.

The paper defined the frequency of detection of deve-
lopmental abnormalities, phenotypic and syndromic mani-
festations of CTD in polyclinics of Stavropol and Stavropol
Territory, as well as through a retrospective analysis of
medical records. Signs of connective tissue dysplasia are
revealed in 5.8-20 % of the patients. The data on the fre-
quency of certain phenotypic features of CTD are given.

Key words: connective tissue dysplasia, the preva-
lence
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Pa3BUTUIO XPOHUYECKON cepaeyvyHoi HepocTaTou-
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HocTu (XCH) [1, 3, 6]. Mo3aTOMy COBEpPLUEHCTBO-
BaHMe TaKTUKN KOHCEepBaTUBHOro nevyeHusa XCH
npu AKMI n oueHka ero apPpekKTUBHOCTU MMeeT
Ba)XKHOe 3HayeHue. B HacTosilWee Bpemsa rpynnomn
npenapatoB, 3PPeKT KOTOpPbIX AOKa3aH U KOTO-
pble peKOMeHA0BaHbl BO BCEM MUpe ANS Ne4YeHus
GOJIbHBbIX C CepAe4YHO HepO0CTaTOYHOCTbIO SAABNS-
I0TCS MHMMOUTOPbLI aHrMOTEH3UHMNpEeBpaLLaloLWero
¢depmenTa (MAMND) [4]. B Poccum nop pasHbiMuU
Ha3BaHUAMU 3aperucTpupoBaHbl 12 XMMMYeckux
coeauHeHnii u3 rpynnsl MAMN®, kotopblie oTnuya-
I0TCA ApYyr oT gpyra OMOAOCTYNHOCTbIO, Nepuo-
AOM MOoJiyBbiBEeAEHUs, NyTAMU 3aMMuHauum [2],
noaTomy 3a(Pp@PeKTUBHOCTb UX AEACTBUSA N YACTOTa
BO3HUKHOBEHUS NOOGOYHbIX ABJIEHUA MOryT pa3nu-
YyaTbCH.

Llenb uccnepoBaHus: oueHUTb 3PPEKTUBHOCTL U
6e30nacHOCTb NPUMEHEHUs pa3nuyHbix MAMD (kanTto-
npuna n moHonpwuna) y geten ¢ AKMII.

MaTtepuan n metogbl. Y 20 netein ¢ AKMI, nony-
YaroLLMX KOMMJIEKCHYIO Tepanuio no nosoay XCH (MAMN®,
OUTroKCuH, B-6nokartopsl, oMypeTunkun), 6bina nposeseHa
cMeHa npenapata ua rpynnsl MAM®. MokazaHreM K 3a-
MEHEe KanTonpuia Ha MOHOMPWUA ABUINCb MOBbILLIEHNE
KpeaTMHMHA U MOYEBUHbI, Xanobbl poauTenen nauu-
€HTa Ha HEBO3MOXHOCTb KOHTPONMPOBATb 3-pa3O0Bbil
npvem kantonpuna, AAuTeNbHbIN (6onee 2 neT) npuem
NIEKapCTBEHHOro cpenctea. Hapsay ¢ obweknuHuye-
CKUMW U chneuuanbHbIMXM MeToAaMWU WUCCNefoBaHUs vy
BCEX NauveHToB Obl10 onpeneneHo cogepxaHue AN
B CbIBOPOTKE KPOBU C NMOMOLLBIO KOMMEPHYECKUX UMMY-
HOdEepMEeHTHbIX HabopoB A0 HasHavyeHusa MAMND, yepes
2 Hepenu nocne OOCTUXEHUS TepaneBTUYECKON A03bl
1 nocne cMeHbl npenaparta. NonyyeHHble faHHble Obln
06paboTaHbl C UCMOIb30BAHMEM CTAaTUCTUYECKUX MaKe-
ToB EXEEL-2003 1 BIOSTAT. Pe3ynbratel npeacTaBieHbl
B Bnge megmansl (Me), 25%o0 n 75%o. Ons oueHkn pas-
nnyaun Ha ¢oHe Tepanuu pasnmyHbiMKW npenaparaMmun
npumeHanu U-kputepuin MaHHa — YUTHW, ypOBEHb 3Ha-
4nMMocTun Obin NpUHAT Npu p<0,05.

PesynbTaTbhl U 06CcyXxaeHue. Ha MOMeHT nocTynne-
HUA B KIWMHWUKY naumeHTbl ¢ AKMI nmenn npossneHna
cepaedHon HegocTaTtodHocTu HIA nnn lIBeT n nonyyann
OVUIOKCUH, ONYpPEeTuKKN, KapanoTpoduyeckne npenapa-
Tbl. CopepxaHue AN® B CbLIBOPOTKE KPOBU Y HUX ObINO
noBbILWEHO M cocTaBuno 245,15 (236,64; 255,83) Hr/
Mn. Bcem 6onbHbiM ¢ AKMI Gbin Ha3HaveH MAM®D kan-
TONPWUA M3Ha4yanbHO B MasbiXx 003axX C NOCAEAYIOLLUM
«TUTPOBaHNEM». B OONbLIMHCTBE Cly4aeB HayasbHas
no3a kantonpuna coctaenana 0,1 mr/kr/24 4 B 3 npu-
ema. [lo3a nosbliwanack 1 pas3 B 3 gHa A0 TepaneBTuye-
CKOM 1 Mr/Kr B CyTKM UK MakCMManbHO NEPEHOCUMON.
BkioyeHne B KOMIMJIEKCHYI0 MeOMKAMEHTO3HYIO Tepa-
nuio MAMN® npueeno y 6onblunHCcTBa 60/bHBLIX ¢ AKMI
K YNY4YLLIEHNIO CAMOYYBCTBUSA N YMEHbLUEHUIO NPOsBIe-
Huh XCH, K NONOXUTENbHON ANHaAMUKE MO pe3ynbtatam
KOHTPONbHOM Ox0KT (4epes 14 gHen nocne AOCTUXEHNS
TepaneBTMYecKon Ao3bl Npenaparta). lNMpu aTom oTme-
4yaniocb CHMXeHne coaepxaHusa AMNd B cbIBOPOTKE KPO-
Bu oo 206,5 (130,08; 251,73) Hr/mn. Y 4 nauyeHToOB C
OKMIM Ha ¢poHe NnpMeHeHus kanTonpunia Haboganocb
M30/IMPOBAHHOE MOBbILIEHNE KPEATUHUHA U MOYEBUHBI.
CmeHa nAI® Ha npenapat ¢ ABOHBIM MEXaHM3MOM Bbl-
BeAeHns Go3nHoNpua (MoOHONPW) NPMBENO K HOpManu-
3aumm BMOXMMNYECKOr0 aHann3a KPpoBW Y 3TUX NaLMeEH-
ToB. Ha ¢oHe npumeHeHns moHonpuna B gose 0,3 mr/
Kr cogepxaHue AMNd®d B nnasme kpoBu coctasuno 153,4
(89,8; 202,15) Hr/mn (p=0,06 no cpaBHeEHUIO C coaep-
xaHnem AlN® Ha ¢poHe npumeHeHus kantonpuna). MNpu
aHanmae axokapguorpaduyeckmx nokasaTtenen Mbl He

BbISIBUJIN 3HAYMMbIX Pa3nuynii Ha GoHe Tepanum KanTo-
NPUIOM WU MOHOMNPUIOM.

Y 1 naumenTtkn ¢ OKMI, HK 2Bb-3cT Ha pOHEe KOM-
MAEKCHOW Tepanuu, BKJOYAOWeENn KanTtonpwua, Cco-
nepxaHne AMN® B nna3me KPOBM HE CHUXANOCh, a Ha-
pacTtano: Tak cogepxaHue AMN®P no HasHavyeHusa MATMD
cocTtaBuno 244,3 Hr/mn, a Ha poHe Npuema kanTonpuna
463,7 Hr/mn. Mpu npoBeaeHnn 06LEKTMHUYECKOrO NUC-
cnenoBaHusl GbIIO BLISBIEHO YXYALLEHME noka3aTenen
OxoKI' (dppakuus BeiBpoca nesoro xenypnodka (PB)
cHuaunace ¢ 36 0o 27 %, Hapocna aunatauus neBbiX
OTAENOB CcepAua u aTpUOBEHTPUKYNSIpPHAas peryprura-
LMs); OTMeYanochb MOBLILEHNE KPeaTMHUHA U Kanus B
KpOBW. BbIiBNEHHblE N3MEHEHUS CBUOETENbCTBYIOT 00
«yCKOJb3aHuUM» adpdekToB MAMD 1 cBA3aHbI, BEPOATHO,
C CUHTE30M aHrmoTeH3unHa ll nocpeactesom gpyrmx pep-
MeHTOB (xnmaa) [5]. BameHa kanTonpuna Ha MOHOMpPU
npvBeena Kk HopManmsauum 6MOXUMNYECKMX NoKasaTenemn
KPOBW N CHUXeHUto copepxanua AMNd go 185,3 Hr/mn.
OpHaKko yNyylweHns KIMHUYECKOro cocTosaHmna n IxoKr
nokasartenei He oTmedanocb, ®B cHusunace po 25 %.
MporHos gna aTon NAUNEHTKM Mbl PaCLEHMBAEM Kak He-
6NaronpuUaTHbIN.

3aknw4yeHue. Takum 06pa3om, BKIIOYEHNE B KOM-
nnekcHyo Tepanuio AKMM nAN® npusoguT K ynydwe-
HUIO COCTOSIHUS N CHUXEHUIO coaepxaHus AlNd B cbiBO-
poTKe KpoBK y 6onbLUNHCTBA NaumeHToB. Tepanusa nAlNd
[OMXHA OCYLLECTBNATLCA Nnof, KoHTponem ALl n 6roxu-
MWYECKOro aHann3a KpoBMU.

MpumeHeHne NPONOHIMPOBAHHOIO NpenapaTa Go3u-
Honpwuna (MoHONpWa) UMEET ONpeneNeHHble NPenmy-
LecTBa nepen KanTonpuioM: OH 3HAYNTESTbHO PEXe Bbl-
3blBAET NU3MEHEHUS BUOXMUYECKNX NOKa3aTesneli KpoBU
B CBSI3N C HAJIMYMEM Y HETO ABOMHOIO NyTU BbIBEAEHUS
(50 % anuMunHUpyeTcs nedveHbto, 50 % noykamu). Mono-
XUTENbHBIM MOMEHTOM SBMSETCS BO3MOXHOCTb OAHO-
VN1 ABYXKPATHOro npuema npenapara, He3aBUCUMOCTb
BCacCblBaHWS OT nNpvemMa nNuwm. BoisBneHHas y oTaesnb-
HbIX 60JIbHbIX pedpakTepHOCTb K MATM®D, conpoBoxaato-
LWasacs yxyalWeHMEM COCTOSIHUS, MOXET ObITb CBSI3aHa C
pa3BUTMEM BblpaxxeHHOro Grnbposa Mmokapaa.
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OPPEKTUBHOCTb MUHTUBUTOPOB
AHTMOTEH3UHNPEBPALLAIOLWEFO ®PEPMEHTA
(KANTOMNPUAA U MOHOMPUAA) Y AETEU
C AUAATAUMOHHOU KAPAUOMUONATUEN
H. A. BEPE3HEBA, E. H. APCEHbBEBA,

E. H. BACAPTUHA, B. T. MMHEANC,

H. A. BALLAKMAAS3E

Llenb paboTbl: oueHka apdeKTUBHOCTN U Ge3onac-
HOCTU MNPUMEHEHUS UHTMOUTOPOB AHMMOTEH3UHMPEB-
pawaiouwero depmMmeHTa (kantonpuaa m MoHonpuna)
y geten ¢ AKMI1.

Matepuanbl n metogbl: y 20 geteni ¢ AKMI Haps-
Oy C OBLEKNTMHNYECKMMUN U CreunanbHbiMM MeTOAAMM
nccnepoBaHna Oblio oNpeaeneHo coaepXaHme aHrmo-
TeH3unpespalawLwero gepmeHTa B CbiIBOPOTKE KPOBU
C NOMOLLbI0 KOMMEPYECKNX UMMYHODEPMEHTHbIX HA60-
pPOB 00 HA3HA4YeHUs MHIIMOUTOPA aHrMOTEH3UHNPEBPA-
watouiero depmMeHTa, yepes 2 Hegenum nocne 4ocTuxe-
HUS TepaneBTUYECKON [03bl M MOCNE CMEHbI NpenapaTa
(kanTonpwuna Ha MOHOMpPWA). YCTAHOBJIEHO, YTO HA POHE
NPYMEHEHNS MOHOMNPMUAa OTCYTCTBOBaNN Takme nobouy-
Hble 3pPEKTbI, Kak MOBbILLIEHNE KPEeaTUHNHA, MOYEBUHbI
1 Kanus B CbIBOPOTKE KPOBWU. HamMum He BbISIBIEHO 3HAYU-
MbIX pas3nuunii B 9pdEeKTUBHOCTM Tepanuu cepaeyHomn
HeJO0CTaTOYHOCTU OT NPUMEHAEMOro npenapara.

KnioueBble cnoBa: aunataunoHHas kapgmomMuona-
TUS, aHITMOTEH3UHNpEeBpaLaWwmn GepMeHT, NHIrMbu-
TOPbl aHrMOTEH3MHNpPeBpaLlawero gepmeHTa, oetm
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ANGIOTENSIN CONVERTING ENSYME INHIBITORS
(CAPTOPRIL AND MONOPRIL)

EFFECT IN CHILDREN

WITH DILATED CARDIOMIOPATHY

BEREZNEVA N. A., ARSENYEVA E. N,
BASARGINA E. N., PINELIS V. G.,

VASHAKMADZE N. D.

The aim was to assess the effect and safety of
angiotensin converting enzyme inhibitors (ACEIl) (captopril
and monopril) in children with dilated cardiomyopathy
(DCMP).

Material and methods. Serum concentrations of
angiotensin converting enzyme was detected by ELISA
in 20 children with DCMP before administration of ACE,
2 weeks after therapeutic dose obtaining and after
preparation changing (captopril to monopril). Absence
of adverse effects like increase of creatinine, urea and
potassium serum levels was established. No significant
difference in the therapeutic effect of compared drugs was
revealed.

Key words: dilated cardiomyopathy, angiotensin
converting enzyme, angiotensin converting enzyme
inhibitors, children
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HEHUS B NOHMMaHUN CYLLHOCTU MYKOBUCLMNAO-

3a (MB), nnn kucropudbposa nomxenyao4Homn
Xenesbl, — TAXENOro MOHOreHHoro 3aboneBaHus
yenoBeka, 00yC/NIOBJIEHHOro MyTauuel reHa TpaHc-
MemOpaHHOro perynaropa 6enka MykoBuCcLUUA03a,
XapakTepu3yloweroc mnopaxeHnem 3K30KPUH-
HbIX XeJie3 )XU3HEHHO BaXHbIX OPraHoB U CUCTEM
[1,5,7].
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Kak npaBuno, n3aMeHeHunsi CoO CTOPOHblI BPOHX0J1Ieroy-
HOM CMCTEMbI NOSBASIOTCS B NEPBbLIE HEAENN NN MECS-
Lbl XN3HN pebeHka B BUAE rmnepTpodum 6poHXmManbHbIX
C/IM3UCTLIX Xenes3 un runepnnas3mm 60KanoBUOHbIX Kie-
Tok. B pesynbrate BO3HMKaeT 00Typaums ObIXaTeNbHbIX
nyTen, HapyLIAeTCs MEXaHN3M CaMOOUULLLEEHNS OPOHXOB,
4YTO NPUBOAUT K PA3BUTUMIO MHPEKLMOHHBIX U BOCMaNn-
TeNbHbIX OCNOXHEHM [9]. XpoHnyeckasa pecnupatopHas
HpekumMs 0O6bIYHO Pa3BMBAETCS OYEHb PaHO U Urpaet
onpegensowylo posib B 3a601eBaeMoOCT U CMEPTHO-
CTW, IBNASISICb MPUYMHOM neTanbHOro mucxopa y Gonee
90 % 60nbHbIX [9,13]

B nocnepgHue rogbl CyweCcTBEHHOE BHMMaHue yae-
nsetcs metabonuyeckum HapylweHuam npy MB, B yacT-
HOCTW HapylleHUsIM NUNuaHoro obmeHa (rnokasaTesnsam
obMeHa xonecTepuHa, Tpurnuuepuaos, Gochonmnnaos,
HE3CTEPNDULIMPOBAHHBIX XUPHbIX KUCNOT) U mMeTabonu-
4YeCKkMM acrnekTam naToaormm 3pUTPOLIUTAPHLIX MEMOpPaH.
OpHako AaHHbIe NMTEPaTypbl 4O CUX NOP OCTATCS BECb-
mMa npoTtmeopeumebimmn [3, 4, 7, 8].
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