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YBa)xaembie konnern!

HacToswuii BbiNyCcK XXypHasna uesiMukom rnoc-
BSLLIEH Npo06sieMe Aucnaa3num coeanuHNTesNIbHOMN
TKaHU — KJIMHU4ECKOMY, OMOXMMUNYECKOMY, M-
MYHOJIOTM4ECKOMY U NaTtoMopdosiormieckomy
COCTOSIHMIO, 0O0beauHsIOWeMy rpynny reHe-
TUYECKN FeTeporeHHbIX CUCTEeMHbIX Hacnepc-
TBEHHbIX BUCLLepPaJibHbIX U KOCTHbIX aHOManum,
3Ha4YeHue KOTopbiX B GOpMUPOBAHUN, OCOGEH-
HOCTSIX T€YEeHUS U NPOrHo3e Mnpu passINYHbIX
NnaToJZIOrM4eCKUX COCTOSHUSAX TOJIbKO-TOJIbKO
Ha4YMHaeT Nno JOCTOMHCTBY OLLeHUBATbCH KJINHU-
uMcTtaMmm Bcex 6e3 UCKJIIOYEeHUs crneuuanbHoC-
TEWn.

MepBoe Hay4yHO-NMpakTU4ecCKoe wuccnepno-
BaHMe B Buae KaHAM[AaTCKOW paucceprauuu
«OCOGEHHOCTN BHELUHEro AbIXaHUs U 3J1IeKTPO-
MeXaHU4YeCKON aKTUBHOCTU MUOKapAa U remMo-
AVHaAMMUKN MaJioro Kpyra KpoBooOpawieHus y
AeTei U NnoApoOCTKOB NpU CKONMOTUYECKol 60-
Jie3Hn», B KOTOPOM AucCriasns coeauHUTeb-
HOM TKaHU paccmaTtpuBanacb ¢ No3vLu cuc-
TeMHOI natonorumn, 6blyI0 BbiNOJIHEHO B 1972
roay B CtaBponone nog pykoOBOACTBOM MpO-
deccopa Buktopa MakcumoBuya $koBnesa,
3aJ/I0KMBLUEro OCHOBY U3y4eHus npo6nemsbl B
Poccumn n cospaBwero CMGUpcCKyio LIKONy Te-
paneBToB (Omck, HoBocubupck, Tomck), Ko-
Topaa B TedeHme 30 seT mayyana passiuyHble
CTOPOHbDbI AaHHOM naTtonorun. Utorom nayvyeHus
npo6sieMbl coeANHUTENIbHOTKAHHOW Ancnnasnun

© B.M. Akosnes, 2008
YK 616 — 007.17

B Cubupckom pernoHe, Ha CeeepHom Kaekase
ABUNNCbL 6onee 60 KaHOUAATCKUX U [OKTOPCKUX
auccepTauuii, 6onee pecsTtka MoHorpadwuii,
B uucne kKotopbix «Kapamo-pecnupartopHbie
CUHAPOMbBbI MPU AUCIJIA3UN COeAVNHUTEJIbHOM
TKaHn» (1994), «<MMmmyHOnaToNOrM4ecKne CUH-
APOMbI NMpPU HacneacTBEHHOW Aucniasvum co-
eauHuTeNnbHON TKaHu» (2005), «CTpyKTypHOE n
anekTpodusmnosiornyeckoe pemogesimpoBaHue
JIeBOro Xenyao4dka npu coeauHUTEesIbHOTKaH-
HoOW gucnnasum cepaua» (2007). B CtaBponosib-
CKOW MeAULMHCKOM akageMumu npobénema gucn-
a3 coeaUHNTEJIbHON TKaHU ABJIIeTCHA O4HUM
N3 BeAywunx HayyHbIX HanpasJieHUi, KOoTopoe
MHTEHCUBHO pa3pabaTtbiBaeTca kadegpamu Te-
paneBTUYECKOro, Xupypruieckoro, CTomMartosio-
rM4yecKoro v neguaTpuieckoro npodpuns.

B nocnepgHee pecatunetue «reorpadpusa»
MHTEHCUBHOINO WU3y4YeHus paucnnasvum coepu-
HUTEJNIbHON TKaHN 3HA4YUTEeJIbHO pacLumMpuiachb:
Teepb, HwxHuin Hoeropoan, MwuHck, BapHayn,
Mockea, CaHkT-lMeTepOypr.

Pe3ynbTaTbhl N3y4eHns 3TOi NpoonemMbl, No-
JIy4eHHble B OOJIbLUMHCTBE Hay4HbIX LIEHTPOB,
npeacTaBsieHbl B HACTOSILLEM BbIMyCKe.

Pepkonnerus XXypHana nnaHupyeT v B Oyay-
LWeM aKTUBHO COTPyAHUYaTb C uccnepoBartens-
MM 1 Hay4YHbIMM KOJUJIEKTUBaMU, pa3pabartbiBa-
IoWMMn npo6nemy aucnnasmmcoeauHNTesIbHOMN
TKaHN BO BCEX €€ acrneKrax.

COBPEMEHHOE COCTOAHUE U NEPCMNEKTUBbI PA3BUTUA
NMPOBAEMbl HACAEACTBEHHOU AUCTIAA3UU
COEAUHUTEABHOU TKAHU: MHEHUE KAUHULUNUCTA

B.M. flkoBAeB

CTABpPONOAbCKAS FOCYAQPCTBEHHAS MEAULLUHCKAS AKAAEMUS

pakTepu3sylowme COCTOsSIHuEe AaHHOW NpoGnemsl

OoTeyeCTBEeHHON MeaMLMHbI, Pa3BUBaJIUCb CMOH-
TaHHO MO «MEeCTEe4YKOBOMY» CLLeHapuio, 4YTO NMpuUBENIo
K Xaocy 1 pa3o6LLeHHOCTM MO3HaHUA AUCI1Ia3un co-
epanHuTenbHoi TkaHu (ACT) Kak cMCTEeMHbIX Hacneac-
TBEHHbIX KOCTHbIX U BUCLiepPaJibHbIX aHOMAaJIUA OHTO-
reHesa y4enoBeka. HecmoTps Ha MHOro4uMcneHHble
Hay4yHble U KJIMHUYEeckue pa3paboTKku No aucnnasum
coeguHUTENbHOM TKaHM OmMckux, MockoBckux, Ho-
Bocubupckux, C-lMetepOyprckux, CTaBpONoOsbCKUX
M Apyrux yyeHoix Poccumn, no cux nop He croxunachb
egvHas npeonorusa npoo6siieMbl, OCHOBaHHas Ha Noso-
>XEHUSX KIIMHUYECKOW reHeTUKN 1 AoKa3aTeNlbHOW Me-
AVLMHBDI.

MpoLwwnbIi N HACTOALLMI 3Tarbl PA3BUTUS YYEHUS O AMC-

Bnocnemme pecarunetna XX Beka coObiTus, xa-

nnasvm COeaVHUTENIbHOM TKaHM HE PaCKpPbIBAKOT B MOJIHOMN
Mepe BEepOSATHOCTHO-CMBbIC/IOBYIO CyTb MaTtoreHesa Kak
CUCTEMHOrO reHeTM4Yecku OeTEPMUHUPOBAHHOIO, MNpPo-
rpeavMeHTHO MnpoTekalLwero npouecca, GopMuUpyoLLero
MHOroo6pasune KInHUYeckux nposisneHuii. Kpome Toro,
CerofHs elle cylecTByeT TEPMUHONOrMYEcKas, MOHATUN-
Had, AnarHocTmyeckas 1 knaccupukaLmMoHHast Hecornaco-
BaHHOCTb 1 HEOMNPEOENEeHHOCTb B OLLEHKE HAC/IEACTBEHHbIX
Oucnnasvin CoeanHNTENbHOM TkaHu. K HacTosiemy Bpe-
MEHW He onpeneneHo MecTo HaCNeaCTBEHHOM aucnnasum
COENHUTENBHOM TKaHW B MPOCTPAaHCTBE Knaccubukaum-
OHHOW MeanuUuHbl (MKB-10).

dakTM4Yeckn cuUTyaums CEerofHsIlUHero AHs oTpaxa-
€T 3BOJIIOLMIO CTaHOBJIEHUS YY4EHUS O HacneLCTBEHHOWN
OMCnnasmm coeamHUTENbHOM TkaHu. MNMoaTtoMy o60CcHOBa-
HO WM JIOFMYHO CNOXMBLUYKOCS CUTyauuIO aHann3mpoBaTtb
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1 XapakTepu3oBaTb B LEJIOM, UCXOOS OT CYLLLECTBYHOLLMX
Hay4YHO-MPAKTUYECKNX UCCNEAO0BAHNN — K MEPECMOTPY U
nepeoLeHKe HaKoMIEHHbIX 3HAaHWI, OMbITa U CaMOro Hayy-
HO-MPaKTUYECKOro peLLeHns paccMaTpueaemMoin npobne-
Mbl.

Barnsgg B npownoe CBUOETENLCTBYET, YTO OCHOBOIMO-
naraowas nges A.A. Boromonbua [2] onpepenuna posb
1 3HAQYMMOCTb COEONHUTENIbHOM TKaHV B PA3BUTUN U XN3-
HeOeaTeNbHOCTM OpraHM3Ma yenoseka. MI3BeCcTHO, 4TO Co-
efVHUTENbHAsa TkaHb GYHKLUMOHUPYET Kak eauHoe Lernoe,
naTosiornsi OHOW CTPYKTYPbl — BOJIOKHUCTOW HEM36EeXHO
npvBeneT K An3perynsauun Apyrnx KOMMOHEHTOB, B YacT-
HOCTM, OCHOBHOIO BELLECTBA U, BEPOSITHO, BCEN CUCTEMBI
B LLEJIOM C HapyLLEHMEM OCHOBHbIX €€ YHKLMIA — ONOPHOMN,
Tpodunyeckon, TpaHCNopPTHOM [4].

A.A. AnekceeB [1] npegnaraet KOHUENTyaslbHYO MO-
Jenb CUCTEMHON (MHTErpaTUBHOM) MeaMLUMHbLI Ha OCHOBE
«COEaNHUTENIbHOTKAHHON TEOPUX BUONOTNN 1 MEANLIMHDI»
C M3BECTHbIM MOCTYNIAaTOM, YTO «COEOWHUTESNbHAas TKaHb
aHaToOMMYeckn 1 YHKUMOHANILHO 06ecrneynBaeT MHOMo-
CTYNEHYaTylo0 MHTErpaumio Mexay BCeMU Cneunannanpo-
BaHHbIMW 30HaMu opraHuama». OgHako fJaHHask MOAesb
HECOBEPLLEHCTBA PA3BUTUSA COEANHUTENLHOM TKaHU U «06-
Ba/IbHOrO CTapeHns» aBTOPOM He MOATBEPXAAETCSH Mone-
KYNSIPHO-reHeTUYEeCKNMM, IKCNePUMeEHTaNIbHbIMU, MOPdO-
JNIOMNYECKUMU, KIIMHUYECKMMU U 3MUAEMUNONOTMYECKUMN
MCCNEeSOBAHVSIMU 1 NMO3TOMY [0JIXHA ObITb Hay4HO 060C-
HOBaHa M [0Ka3aHa, a Takke NMPONTN UCMbITaHNE OMbITOM
1 BDEMEHEM.

Katanor HacneacTBeHHbIX 3abofieBaHuiA YenoBeka
MakKbtocuka (McKusick V.A., 2002) 06beamnHAeT HECKOb-
KO [OECATKOB ThICSi4 HO30/0rM4eckmx GopM HaACNeaCTBEH-
HOW naTofiorun, us Hux 6onee 400 cBa3aHbl C NATONIOrMEN
COeaNHUTENBHOW TKaHW [7]. B nepByto o4epenb K HAM OT-
HOCAT HapylleHus GuocuHTEe3a 1 Aerpagaumm kosnnare-
Ha [6, 10]. bonee cnabo n3dy4yeHbl aedekTbl BUOCMHTE3A
anacTuHa (YyCTaHOB/EHb! Y NALMEHTOB Kak NpeaBapuTeb-
HO npegnonaranocb ¢ cuHopomom MapdaHna, a Takke B
MWKCOMaTO3HO M3MEHEHHbIX CTBOPKAax KfanaHHOro anna-
pata cepaua [12]). Hosonornyeckue dopmbl, Kacatolime-
CS1 U30JIMPOBAHHOWM NATONOMMN PETUKYIISIPHBIX BOJIOKOH, B
HaCTosLLLEE BPEMS BOBCE HE M3BECTHbI. [eHHas natonorus
OCHOBHOI0O BeLLecTBa COeAMHUTENIbHOM TKaHW (B OCHOB-
HOM [TIMKO30aMUHOMMKAHOB) MpPeACTaBieHa MyKOMoan-
caxapuposamu. leHeTuyeckne aedekTbl MUKONPOTENHOB
(Pp1BPOHEKTMH) HA COBPEMEHHOM 3Tane PasBUTUS yHEeHUs
O HacneLCTBEHHOW Ancnaasny Coe ANHNTENbHOM TKaHW Bbl-
ABNEHbI NpU cuHgpome dnepca-Ldannoca 10 tuna [5, 10,
11]. Mpwn cnHppome MapdaHa yCTaHOBNEHO HapyLleHue
6uocuHTe3a 6enka pubpunnvHa [9].

T.N. KagypuHa [3] B CBOMX MCCNeaoBaHUsX, NOMOXNB
B OCHOBY [JOCTWXEHUS MOMEKYNSIPHOM FEHETUKU, UCMOSb-
3yeT TePMUH «KosareHonatum». CyTb TepMuHa 6nmaka K
«HacnenCcTBEHHOM AMCNAa3nm COeAMHUTENbHON TKaHW», HO
B OOJbLLEN CTENEHU OTPaXaeT reHeTUYeCkn OeTEPMUHN-
poBaHHbIe AedEKThI KONIAreHOBbIX CTPYKTYP U HE XapakTe-
pU3yeT B MOMHON MEPE COeAMHUTENIbHOTKAaHHbIE aHOMaNnn
pPa3BUTUSA B OHTO - 1 OpraHoreHese.

3.B. 3emuosckuii (2007), Bkoyasa B cogepxaHme no-
HATUA ACT BpoXAEHHbIE aHOMaNNK Pas3BUTUS, Npeanaraet
cnepyiollee onpenesnieHne: «reHeTUYeckn 0eTepMUHNPO-
BaHHAs N/VUNN BPOXAEHHAA aHOManus CTPYKTYPbl U DyHK-
LMW COEOVHUTENIbHOW TKaHW Pa3INYHbIX OPraHOB 1 CUCTEM,
XapakTepuayLLascs MHOroobpasmem KIMHUYeCKUX Npo-
ABNEHUI OT [OOPOKAYECTBEHHbBIX CYOKIIMHUYECKNX HOPM
[0 pasBuTUS NOMOPraHHOM 1 NOIMCUCTEMHOM NaToNornm
C NporpeaneHTHbIM TeHEHNEM».

B HomeHknatype 6GonesHeii BO3 TepmuH «Hacnenc-
TBEHHbIE KOMareHonaTum», Tak Xe Kak 1 «gucnnasvm co-
€OVHUTENBbHOM TKaHW», HEe UCMOJIb3YETCS.

B coBpemeHHOM Hayke onpeaennnock NOHMMaHne Toro,
4TO pelueHne npobnem NHTerpaumm n KOMMiIeKCHOCTU UC-
CNnegoBaHuin BO3MOXHO NNLLb B MPOCTPAHCTBE CUCTEMHO-
ro noaxoaa ndydaemoro oobekTa. CUCTEMHBIN Noaxon, Kak
MeTO[, MOXET ObITb MCMOb30BaH A1 U3YyYEeHUs 1 aHanmM3a
pPa3BUTUSA N OeATENIbHOCTU NI0ObIX BMONOrNMYEeCKX N Mean-
LIMHCKNX OOBbEKTOB.

B HacTtosuee BpemMs natoreHeTU4eckmin aHanma, oc-
HOBAHHbIN Ha MOJIEKYNSPHO-FEHETUYECKNX, OHTOreHe-
TUYECKMX U TKaHEBbIX [0Ka3aTesbCTBax, MPOBECTU He
npeacTaBnsaeTcs BO3MOXHbIM, Tak Kak cama npobnema
HacnencTeBeHHoM anddepeHumMpoBaHHon U HegndbdepeH-
LIMPOBAHHOW AMCNNasum CoeauHUTENIbHOW TKaHu (BUCLIe-
pasibHOWM 1 KOCTHOM) HAXOAUTCS B CTaANN HE3aBEPLLEHHOIO
n3yyeHusa. ncnnasvsa CoeanHNTENbHOM TKaHW — FrEHETU-
YECKN AETEPMUHNPOBAHHbLIA CUCTEMHbIN MPOLECC C Npo-
rPeaMEHTHBIM TEYEHNEM, KOTOPbLIN ONpeaensieT HecoBep-
weHHoe dopmMoobpasoBaHme TkaHel, opraHoB, 06bEMOB,
NoJIOCTEN, T.€. CUMMETPUIO 1 FEOMETPUIO BCEro opraHnama
1 ero coctaenalmx. CoeanHUTENbHOTKaHHaA ancnnasus
[O/MKHAa paccMaTpmBaTbCs B MPOCTPAHCTBE CUCTEMOreHe-
3a C NMo3nLNIA MONEKYNIIPHOM FMEHETUKN U CTPYKTYPHOIO 1
DYHKLUMOHANBHOrO PEMOAENNPOBaHMS BCEX KOMMOHEHTOB
COEONHUTENBHOW TKaHW, a TakKe APYrmx TKaHen (Mblley-
HOW, HEePBHOW, 3HOOTENNANbHOM) N X MEXTKaHEBbIX U
OHTOreHETUYECKNX B3aMMOCBS3EN N B3AMMOLENCTBUIN Ha
K/TIE€TOYHOM, OPFraHHOM Y CUCTEMHOM YPOBHE.

CyliecTtByeT gpyrasi CTopoHa npobnemMbl — HECOBEp-
LLIEHHAsa rapMOHNS Pa3BUTUS, CBSI3aHHas C UCCNea0BaHn-
€M MEXaHN3MOB, 3aKOHOB M MPUHLLMNOB CaMOOopraHn3aumnm
CTPYKTYP, WX B3aUMOOENCTBUIA 1 B3aMMOCBS3€EN, nocne-
[0BaTeNIbHO MEHSIIOWMXCA PYHKLUMOHAJIbHBIX OTHOLLUEHWUM
B MPOLECCE OHTOreHe3a 1 reHeTUYECKN AETEPMUHMPOBAH-
HOro aHoMasibHOro pa3BnTusa. CamoopraH13yoLLMEeCs TKa-
HEBbIE CUCTEMbI (MbILLIEYHAS, COEANHUTENBbHOTKAHHas, He-
pBHas 1 sHOoOTennanbHas) obpeTaloT Mepy CTPYKTYPHOro
onTMMyMa, AOCTUraloT aAeKkBaTHOro eé npegHa3HayvYeHmto
YPOBHSA pa3Hoobpa3vss B CTPOEHUW U, COOTBETCTBEHHO,
— dYHKUMOHaNbHOM 3D dEKTUBHOCTA 1 MPOAYKTUBHOCTH.

K HacToswweMy BpeMeHW, MONEeKYNSPHO-reHeTU4ecKkume,
ouoxummyeckre 1 Guanonornieckme MexaHmambl, o6ec-
neymBaloLme ONTUMASbHYIO MEXTKAHEBYIO 3BOJIOLMIO,
MoKa He BbIICHEHBI.

CoeanHnTenbHOTKaHHasa amcnnasns Mopdonorniyeckm
NPOSIBASIETCS Kak BUCLEPaNbHbIMWN HApPYyLLEHNAMN POPMO-
006pa3oBaHMs OPraHoOB W TKaHeM, Tak 1 ckeneTonaTusamMu,
CBSI3aHHbIMW C FEeHEeTUYECKN OETEPMUHUPOBAHHOW MOaN-
dukaumen passnTrs pbixaon N TBEPAON COEONHUTENBHOMN
TKaHW, CNeacTBUEM KOTOPLIX ABMSIIOTCS PasfiNyHbIE MO CTe-
MEHN BbIPAXEHHOCTU 1 NoKann3aumm KnnmHndeckme GeHo-
TUNWUYECKME MPU3HAKM N CUHOPOMbI.

AHanuMTMyeckas oueHKa Hay4yHO-MPakTUYEeCKUX Uccrne-
[OBaHWIA, MOCBALLEHHbIX OAHHOW npobreme, Mo3BonseT
MPOBECTU CTPYKTYPUPOBAHME MOEONOMNIA, MONEKYISPHO-
reHeTUYECKMX 3HaHUN, MNaTOreHeTU4YeckUx napagurm wu
bHEHOTUNMHECKNX MPOSIBIEHUIA HACNeACTBEHHOW Aucnna-
31n coeamHnTenbHOM TKaHn. Bece nccnepoBanus XX—XXI B.
MOXHO YCIOBHO CTPYKTYPMPOBaTb, CUCTEMATU3NPOBATL U
onpeaeniTb OCHOBHbIE HAy4YHO-MPakTUYeCKne Harpasne-
HUS JaNbHENLero pasBuUTUSa YYEHUS O HaCNeOCTBEHHOWN
COEANHUTENBHOTKAHHOW aucnnasum B PO.

1. HanpaeneHne MONeKynsipHO-reHeTn4eCckux OCHOB
naTonornn 1 pacwmdpoBKN MEXaHN3MOB «OUCTUCTUOTE-
He3a» B MPOCTPAHCTBE MOJIEKYSIIPHON BMONMOrnMn N reHe-
TUKW.

2. MaTtodursmonormyeckoe n BUOXMMUYECKOE, N3y4ato-
e BOMPOChl HapyLleHns MeTtabonuama 1 GyHKUWi npu
HacneaCcTBEHHOM ANCTIA3UM COEOVHNTENbHOM TKaHW.

3. buodusnyeckoe n anekTpodr3NoNOrn4eckoe Ha-
npaBneHue.
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4. KnnHuyeckoe, natoMopdonornyeckoe v MMMyHO-
reHeTnyeckoe, Hanborsnee pacnpocTpaHeHHble B PD, nay-
yalowme natoreHeTn4eckme MexaHmambl GOpMUPOBaHUS
OCHOBHbIX CUHOPOMOB W aHOManui pas3BUTUS Hacneac-
TBEHHOWN COEONHUTENIbHOTKAHHOM ANCNNAa3nN.

5. He nogpaiowmecs ctpatmdbukaumm, T.e. Korga Cnox-
HO WU HEBO3MOXHO KOHKPETHO OnpenenuTb Ux npuHa-
ONIEXHOCTb.

Peannzaums OCHOBHbIX HampaBfEHMA MO3HaHUSA Ha-
CNeaCTBEHHOM Aucnnasmm coeanHNTeNbHOM TKaHW B NPo-
CTPaHCTBE OTEYECTBEHHOM MeOMLUMHbI BO3MOXHA NNLLb
npu co3gaHnn ctabusbHO AENCTBYIOLWMX OPraHN3auyoH-
HbIX U HQYYHO-MPAKTUYECKUX CTPYKTYP. [ns 3TOro Heo6xo-
OMMO.

1. PagpaboTtaTb naeonorno CUCTEMHOIO N3y4eHns Ha-
CNencTBEHHOM AMCMNA3nn COeAMHUTENIbHON TKaHW B HayY-
HO-NpakTu4eckon meauumHe PO.

2. YHndurumpoBaTb TEPMUHONOMMIO U NOHATUE AnUcnna-
311 COEeAMHUTESNIbHOM TKaHW.

3. Cospatb KIMHUKO-FeHeTUYecKyl  knaccuduka-
LMo gucnnasmm COeanHUTENBHOM TKaHM 1 cornacoBaTb C
MKB-10, a Takke obpatnutbcs B BO3 ¢ npepnoxeHnem o
BKJIIOYEHUN €€ B HOMEHKATYPY B BUAE OTAENbHOM pybpurkm
Knacca HacneacTBeHHOM NaToNIornu.

4. Co3patb Poccuiickoe 00LLIECTBO, MHTEPHET-CANT U
XypHan «HacnencrtBeHHas Aucnnasvs COeaVHUTESNIbHOM
TKaHU».

5. PerynsipHO NpoBOANTbL CUMIMO3UYMbI 1 KOHDEPEHLN
Mo AMCNIa3nn COEaNHUTENbHOWN TKaHW.

Mpepnaraemas KoHUeNTyanbHas MOAENb NMEPCMNEKTMB-
HOW peanusaummn Hay4YHO-NPaKTMYEeCKor NpobnemMbl oTpa-
XaeT coboi MOMCK PeLLIEeHNs akTyanbHOM Naew, B HaCcTHOC-
™, GOPMUPOBAHUSA €ANHON MOEO0NOrNN, KOHCOAMON3aunmn
BCEX HaMpaB/IEHNIM, CNOXMBLUNXCS K HACTOSLLEMY BpeMe-
HU B P, CcTpyKTypUpOBaHMS 1 cucTemaTmsaumn nx, Belpa-
60TKM eAMHOro BeKTopa CMCTEMHOI0 NOAxXo4a B N3y4eHum
aHoManuii pas3BuUTUS TKaHEN M OpraHoB, OBOYC/IOBIIEHHbIX
HacneaCcTBEHHOM ANCNNa3ven COeaNHUTENbHOM TKaHW.
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COBPEMEHHOE COCTOSHUE U NEPCMEKTUBDI
PA3BUTUA NPOBAEMblI HACAEACTBEHHOU
ANCNAA3UN COEAUHUTEABHOMU TKAHMU:
MHEHUE KAUHULLUCTA

B.M. IKOBAEB

B paboTe npuBegeHa aHanuTHU4eckas oLeHka COBPEMEHHOro
COCTOSIHMS! U MEepCrneKTVBbI Pa3BUTUS NPO6IeMbl COeaUHUTENb-
HOM TKaHW, Ha OCHOBE KOTOPbIX CHOPMYNMPOBAHbI OCHOBHbIE
MONOXEHUss MHeHUs KnuHuumcTa. OnpeneneHbl Bepylime Ha-
NpaBfeHns COBEPLLUEHCTBOBAHUSA N NEPCMNEKTUBLI AaNibHENLEero
Pa3BUTUS Y4EHUS O HACNeACTBEHHOM ANCMIa3nn COEANHUTENb-
HOWM TKaHu. NpeanoxeHa KOHUEeNnTyanbHas MOOEeNb Hay4YHO-Npak-
TUYECKMX HanpaBieHuii pa3BnTUS JaHHOM Npob6eMbl B OTEYECT-
BEHHOW MeanuUmHe.

KnioueBble cnoBa: ancnnasnsg coeauHUTEsNbHOM TKaHu, Co-
CTOsIHME NPOo6eMbl, HAy4YHble HanpaBneHUs

MODERN CONDITION AND PROSPECTS OF
DEVELOPMENT OF THE PROBLEM OF HEREDITARY
CONNECTIVE TISSUE DYSPLASIA: OPINION OF THE
CLINICAL PHYSICIAN

YAKOVLEV V.M.

The analytical estimation of a modern condition and prospect
of development of connective tissue problem is resulted in the
work. On the basis of them substantive provisions of opinion of the
clinical physician are formulated. Leading directions of perfection
and prospect of the further development of the doctrine about
hereditary connective tissue dysplasia are determined. The
conceptual model of scientific-practical directions of development
of the given problem in domestic medicine is offered.

Key words: connective tissue dysplasia, a condition of a
problem, scientific directions
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HEAWUPPEPEHUUPOBAHHbIE AUCTIAA3UNU
COEAWHUTEAbHOM TKAHM.
NMNOMNbITKA HOBOIO OCMbICAEHUA KOHLUEMUNU

3.B. 3emuoBCckumn

PeAepPAAbHDbIM LLEHTP CepALLA, KPOBU U SHAOKPUHOAOTUMU
uM. B.A. AAmasoBa PocmeaTexHoAaornn, CaHkT-lNeTepbypr
CaHkT-lMeTepbyprckas rocyAapCTBEHHAS NeAuaTpu4eckas

MeANLUHCKAA aKaAeMus

pokoe pacrnpocTpaHeHue HOBOEe HanpassieHue B

N3y4YyeHUU HacneaCcTBEHHbIX HAPYLUEHUA CTPYKTY-
pbl U dyHKUUKM coeamHuTenbHon TkaHmn (HHCT) [21].
Kak nuwyT aBTOpbl 3TOW KOHUENUUU, B CBA3U C TEM,
YTO «MOJIEKYJIIPHO-FEeHeTUYEeCKNEe MunccnenoBaHns
CTPYKTYpPbl KOJIJIareHa HaxoAsATCd Ha MHULUanbHOMN
cTaguu», Uenecoo6pa3HO BbiAENATb rPpynny «He-
anddepeHUMpoBaHHbIX AUCMIa3Uii cCOeAUHUTESb-
Hoi TkaHn» (HACT). B.M. flkoBneB npeanaraer cne-
ayowee onpeaeneHne HACT:

HeonddepeHumpoBaHHble aucnnasnm CoeanHUTENb-
HOW TKaHW 3TO «€HETUYECKU reTeporeHHas rpyrna, Ko-
Topas Yyallue MMeeT rpu3Haky ayToCoOMHO-AOMUHAHTHOIO
TMna HacsienoBaHus 6e3 HeTKUX KIIMHUKO-reHeaaornyec-
KUX KDUTEPUEB, C Pa3NYHbIM HaOOPOM KOJIMYECTBEHHbIX
U Ka4eCTBEHHbIX GeHOTUMNYECKUX U KIIMHUYECKUX CUMII-
TOMOB, 00YCJ10B/IEHHbIX CTEMNEHbIO BbIDAXEHHOCTU CTPYK-
TYPHO-QPYHKLUMOHAIIbHbBIX HaPYLLUEHW TBEPLOU U PbIXJ/I0N
COEANHUTETIbHOV TKaHW W OCJIOXKHEHUSIMU, (HOpMUpPYIo-
LUMMUCS B IPOLIeCCe OHTOreHe3a».

ABTOpPbI NonaratoT, 4To ocHoBOoW AamarHocTukm HAOCT
ABNSIOTCH BHELLHWE U BHYTPEHHNE DEHOTUNNYECKME Npu-
3HaKu, a TPYOHOCTU AMArHOCTUKM CBA3bIBAIOT C OTCYTC-
TBUEM UNK CcabbiM 3HAHMEM DEHOTUMNYECKNX MPU3HAKOB
1 KNnHn4eckux nposisneHnii HOCT.

Ha ocHOBe M3N0XeHHOro noaxoaa nosiBUIOChk MHO-
>KECTBO MCCNefoBaHW, NokKasasLnX Hannyme y naumeH-
ToB ¢ npuaHakamu HACT onpeneneHHbIx 0COBEHHOCTEN
TEeYEeHMS 1 MNPOrHosa naTosIorMM BHYTPEHHUX OPraHoB.
Bbina o6HapyxeHa CKIIOHHOCTb 3TUX MNaUWEHTOB K pa3Bu-
TUIO aYTOMMMYHHbBIX MPOLLECCOB, BbISIBIEHBI 0COOEHHOCTH
accoummposanHoii ¢ HOCT natonornn cepageyHo-cocy-
aucTon cuctembl [23].

Y6eomtensHo NPOAEMOHCTPUPOBaHbI O0COBEHHOCTHU
TeyeHuns neroyHon natonoruv Ha ¢orHe HAOCT [11]. Brias-
neHo BnngHme HACT Ha 4acToTy U KIMHUYECKME NPOSIB-
neHnst 3aboneBaHUn Xenyao4yHO-KULLEYHOro TpakTa [2,
15]. MosBunncb CBMAETENLCTBA TOrO, YTO BPOXAEHHAs
cnaboCTb COEANHUTENBHON TKaHU SABNSETCS GakTOpOM,
ocnoxHsiiowmm TedyeHne MBC n nndapkra mnokapaa [7,
8, 17].

Bnocnenuue rogbl B Hallen cCTpaHe MoJly4nusio Wun-
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HakonneHbl ybeautenbHble hakTbl, NOATBEPXAAOLLNE
ponb HACT B pazsutum 1 Te4eHnmn apTepmanbHOn rmnep-
TeH3uu [3, 13]. Bbinn nonyyeHbl AaHHbIE, CBUAETENLCTBY-
Iowme o ponn GakTopOB BHELLIHEN CPeabl 1, B HaCTHOCTH,
feduumta HEKOTOPbIX MUKPO- U MaKpPO3JIEMEHTOB (Mar-
HUI, UMHK) B pa3Butum HAOCT.

Bce 13noxeHHoe CBMOETENbCTBYET O HECOMHEHHOMN
NepcneKTUBHOCTM Pa3BUTUS KIMHMYECKOrO HanpaBneHus
B n3yveHmn HACT. BMmecTe ¢ TeM HeveTkasa aeduHnums n
CNOXMBLUAACS KIIMHUYECKas NpakTuka NpuUBEn K BO3HUK-
HOBEHWMIO psga NpPobnem, CBSA3AHHbLIX C AMArHOCTUKOWN U
OLLEHKOW KJIMHNYECKOWM 3Ha4YMMOCTM 3Toi rpynnbl HHCT.

1. lIpuBegeHHoOe BbilLe onpeaesieHue pAaert rnpo-
CTOp AJ1 NMPoun3BOJIbHOIro Bk/moYyeHus B rpynny HACT
caMbiXx pa3HbIX AUCMIACTUYECKUX CUHAPOMOB U ¢e-
HOTUIMOB.

Hanbonee sipknmMu npuMepaMm HECOBMafeHNS MEX-
[y conepXxaHvem MpUBELEHHOrO Bbille ONpeaeneHus u
peanusauueli ero B KJIMHWYECKON NpakTuke MOryT ObiTb
nyénvkauuu, B KOTOPbIX 0Ocyxaaetcs runepmodusb-
HOCTb CYCTaBOB MpW CUHAPOME HeandpepeHuUnpoBaH-
HOW OMCNnasnum COeanHUTENbHON TKaHu [14], B TO Bpem4
KaK anropuTtMm AMarHOCTUKM Takoro cuHgpoma kak HOCT
OTCYTCTBYET, r’mnepmMmoomnbHocTb cyctaBoB (FMC) moxeT
ObITb NposiBieHneM paga andbdepeHumpoBaHHbix CT, a
npv X OTCYTCTBUM NPU YCIOBUN apTPaIrni A0XHa pac-
cMaTpMBaTbCA Kak CaMOCTOSATesbHbIN cuHapom (CrMC)
[32]. YmecTHO 3ameTuTb, 4TOo CITMC, kak Tenepb cTano
M3BECTHO, CBA3AH C MyTaumen reHa TeHackuHa-X [34].
To4HO Tak xe nponanc mutpansHoro knanaHa (MMK) He-
KOTOpblE aBTOPbI PAacCMaTPUBAKOT CErofHs Kak O4HO 13
nposisneHnt HACT [7]. B 10 e Bpems M3BeCTHO, 4To NMMK
MOXET ObITb OAHUM U3 NPOSIBNEHUN psna anddepeHum-
poBaHHbIx dopm ACT — cuHapoma MapdaHa, cuHapoma
onepca-[aHno v gp., a B X OTCYTCTBUM paccMaTpusa-
eTcsa kak nepBuyHbIn NMMK. CerogHa BbloeneHo Tpu ca-
MOCTOSITENIbHbIX FEHHbIX JIOKYCa, OTBETCTBEHHbIX 3@ pa3-
BuTMe nepsuyHoro NMK: MPV1 (OMIM: 157700, reHHbIn
nokyc: 16p12.1-p11.2), MPV2 (OMIM: 607829, reHHbIl
nokyc: 11p15.4), MPV3 (OMIM: 610840, reHHbIln NOKYC:
13931.3-g32.1).

K rpynne HOCT oTtHocaT Takke MASS-¢peHoTMn, 3a-
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HUMaLWLMIA camocToaTeNbHyo no3uumnio B OMIM (Online
Mendelian Inheritance in Men) HauuoHnansHoro LeHT-
pa CLUA no Bonpocam 6MOTEXHONOrMYECKON MHGOpPMa-
umn (MASS cungpom; OMIM: 604308, reHHblA NOKYC:
15921.1).

2. Mony4ynn wmnpokoe pacrnpocTpaHeHne noaxoa,
cornacHo kotopomy ansi anarHoctukn HACT pgocra-
TOYHO BbISIBJIEHUSI HECKOJIbKUX BHELUHUX peHOB Aunc-
nnasun nam Mmasnbix aHomanuii passutusa (MAP). He
yYynTbiBaeTCcsl ANarHOCTUYEeCKuii BeCc Nnpu3Haka, 4To
Heun3b6exxHO NPUBOANT K runepanarHoCTuKe AuCria-
3Un Yy OAHUX NaLNeHTOB u oLunbKam nporiycka y apy-
rux. «Mopor ctrurmarunsaunn» gns gnarHoctnkn HOACT
ocTaeTcsi He COrs1IacoBaHHbIM.

HekoTopble aBTOpbI NonaratoT, HTO NOPOroM CTUrMaTu-
3aunu 4N peLenns Bonpoca 06 OTCYyTCTBUN UV HANNYMn
HAOCT cnenyeT cumTaTh HANMYME TPEX BHELLIHMX MAapKEPOB
ouncnnasuu [9]. dpyrve npegnaraioT 0603HaYUTL Nopor
B YE€Tblpe BHELUHUX Npu3Haka Ofs XeHWWH, U NATb A1
MyX4uH [7]. B.A. TabonuH u H.M. LWa6anos (1984) cuum-
TaloT (M Mbl paHee pasgensnu 3Ty TOYKy 3peHus) [4], 4To
noporoBbiM gnsa gnarHoctukm HACT aBnsieTca Hanuyne
wectn wn 6onee BHELUHWX MPU3HaAKOB. BbickasbiBaeTcs
TaKxXe MHeHue, 4To ana amarHoctukn HACT Heob6xoammo
6-8 npusHakoB gucnna3um (KapgypuHa T.M. n fopbyHoBa
B.H., 2007). Henb3s He OTMETUTb, YTO Takas HEYETKOCTb
nopora cturmatTmsauum cosgaet AOMNOSHUTENbHbIE TPYA-
HocTu ana anarHocTukm HOCT n penaet HEBO3MOXHbIM
COMOCTaBNEHME pPe3yNbLTaTOB UCCNEAOBAHUMN, MOMYyYEH-
HbIX Ppa3HbIMM aBTOPaMW.

Mpn 3TOM OCTaeTcsi He COrNacoBaHHbIM MNepeyvYeHb
NCNONb3YEMbIX MPU3HAKOB. NMOHATHO, YTO MPWU UCMOJIb-
30BaHMM 16 MNPU3HAKOB, BKIKOYEHHbIX B MNepedyeHb M.
Glesby [29], BeposATHOCTb HabpaTb 4YMCNO MPU3HAKOB
HeoOXoOMMbIX A OOCTUXEHMS Mopora cturMaTmusaumm
OyOeT CyLeCTBEHHO HUXe, YeM Mpu  1crnonb3osaHum 37
BHELUHMX MPU3HAKOB, MEPEeYUCIEHHbIX B MOHOrpapun
B.M.4koenesa n . Hevaesoi [19] nnn 43 npm3HakoB,
BKJIIOYEHHbIX B AMarHocTnyeckmin nepeyers L1 Hevaesonm
n N.A.Buktoposowm [12].

Ewie 6onee BO3pacTaeT 0nacHOCTb rMnepamnarHoCTUKN
HAOCT npu ncnonb30BaHUM MOMUMO BHELUHUX NPU3HAKOB
BUCLIEPAJIbHBIX (BHYTPEHHWX) MapKepoB AMCMia3um n Ma-
Nnbix aHoManu passutng (MAP). YMeCTHO NooYepPKHYTb,
YTO K BHYTPEHHUM MPU3HAKaM OTHOCHAT HE TOJNIbKO Te
Masnble aHoMmanuu cepgua (MAC), KoTopble MMEIOT HECOM-
HEHHOEe OMAarHOCTUYECKOE 3HavyeHue (Mponanc MUTpasb-
HOrO KfanaHa u pacLuMpeHne KOPHS aopTbl), HO 1 Takme
MAC kak NoXHble XopAbl U aHOMasnbHble Tpabeky b, Ana-
FHOCTUYECKAs LEHHOCTb KOTOPbIX HE CTOMb OYeBMAHA. He
peLleH BONpoC N O AMAarHOCTMYECKOM 3HA4YMMOCTUN TaKuX
BHYTPEHHNX MapKepOoB ANCMA3nK, Kak MTO3 BHYTPEHHUX
OopraHoBs, gedopmMauunm Xen4yHoro ny3blps U1 MHOMVX Opy-
rMX OTKJIOHEHUN, BbigBAsSeMbIX npn Y3W mnccnepoBaHum
OpraHoB GPIOLLHOW MOJIOCTU U MOYEK.

Mo cywecTtBy OpMasbHbINA KOIMYECTBEHHbI NOAXOL,
ypaBHUBAET Mexay cob0oi BCe NMPU3HaKM 1M NPUBOAUT K
4Ypes3BblHaNHOM NEecTpoTe KAMHM4Yeckon KapTuHbl HAOCT
1 nonagaHuio B OAHY U Ty Xe rpynny Kak BriosiHe 6naro-
NONY4YHbIX MNAUMEHTOB C MOBbLILLIEHHOM ANCMIACTUYECKON
cTurMaTusaumen, Tak M NnauueHToOB C BblPaXXeHHOM Ha-
CNeaCTBEHHOM NaTonornen CoOeaNHUTENIbHOM TKaHW.

CornacHo apyromy AnarHoCTU4YecKomy rnoaxoany,
aKkTuBHO pa3pabarbiBaeMoMy aBTOpaMu KOHLenuuu
o HOCT, Heo6xoanMo y4yuTbIBaTb ANArHOCTUYECKYIO
3HaYUMOCTb OTAEJIbHbIX BHELUHUX U BUCLiepasibHbIX
peHoB, a Takke OUOXUMNUYECKUX MPU3HaKOB AUCH-
sla3uun, onpeaenus AUarHoCTU4eCkuii BeC aTux rnpu-
3HakoB (B 6aJsunax) ¢ MCrosib30BaHUEeM MpoLenypbl
nocsepoBaresibHOro aHanu3aa no Bavinegy [12, 19].

[Mpwv BCen BHeLUHeN NpuBAekaTeNbHOCTN Npeajiarae-
MbIl1 NOOX00 UMEET Psif, HEAOCTaTKOB:

+ BCe BHewHue mapkepbl OCT paccmatpmBaloTcs B
OOHOM psiay, Tak YTO Takme «BOoJibluMe MPU3HaKu» psaa
MOHOreHHbix HHCT, kak noBbILWEHHAA pPaCTAKMMOCTb
KOXMW, aTpoduyeckne cTpuun, runepmMobunbHOCTb cycTa-
BOB OKa3bIBAlOTCA MeHee 3Ha4YuMbIiMu, 4em MAP u Takue
LLMPOKO pacnpoCcTpaHeHHbIe 1 o6nagaloLe HU3KOM cre-
UMDUYHOCTBLIO (EHbI, KaK MI0OCKOCTOMME N CKONMOTUYEC-
kas nedopmaums NO3BOHOYHNKA;

* B psifly BHYTPEHHUX MPU3HAKOB AMcMopdoreHesa co-
€ANHUTENBHOM TKaHN HEeaoCTaeT MHOIMMX BUCLEPASbHbIX
nposieneHnit ACT (M3meHeHus GopMbl XXENYHOro ny3bips,
AMCnnasuvsa noyek n manble aHomanuun cepgua). lNMocnean-
HUEe, K MPUMEPY, MHOXECTBEHHbIE IOXHbIE XOPAbl U aHO-
MaJsibHble Tpabekybl, aCUMMETPUS CTBOPOK a0PTaslbHOro
KnanaHa n manasi aHeBpmM3ama MexnpeacepaHor nepero-
pPOAOKM, Kak CerogHsi noka3aHo, TECHO CBSA3aHbl C CUCTEM-
HbIM Ae(eKTOM COeAUHUTENIbHOWN TKaHW;

* Takve penko BCTpevarmecs, Ho, 6e3ycroBHO, 06-
najailowme BbICOKOM CNEUNPUYHOCTLIO BUCLEPAsbHbIE
Mapkepbl AMcnnasum, Kak aunatauust KOpHsa aopThl U ne-
rO4YHOWM apTepun MNOonyyatT HU3KME ANArHOCTUYECKNE KO-
3OPULMEHTHI;

« B psn BucuepanbHbix npuaHakos HACT He pon-
XeH Bkovatbes NMMK, NOCKoMbKy OH, Kak Mbl OTMeYanu
BbllLe, paccMaTpuBaeTcsl MO0 Kak NMposiBfieHne O4HOro
13 MOHoreHHbIx HPCT, nnbo aBnseTcs caMoCTOSATENIbHbIM
NepBUYHbIM FEHETUYECKN OeTePMUHUPOBaHHLIM 3abone-
BaHneM. K TOMy e A0 HacTOSILLEro BPEMEHU HE pa3spa-
6oTtaHa OannbHas oueHka, MO3BONAIOWAA YH4EeCTb POJib
BbIPQXEHHOW MUTPANIbHOM peryprutaumm n MmMKcomMaTosa
CTBOPOK.

CyMMUpYs BbILLEN3NTOXEHHOE, MOXHO 3aK/ItO4UTb, YTO
NpuUHATBIE noaxoapl k anarHocTuke HOCT nmetoT uensbin
psn HepocTtaTkoB. He mcnonb3yeTcs 06LenpuHAToe B
MeXAyHapOoaHOW NpakTUKe AeNleHne NPU3HAKoB Aucnna-
3uKn Ha «bonbluve» 1 «Manble» [25, 28]. o HacToALero
BPEMEHM OTCYTCTBYET COMacOBaHHbLIN NepeyvyeHb gva-
rHocTuyeckmnx npuaHakos HACT, HET 0OLLLENPUHATOrO as-
ropuMTMa AMarHoCTUKU, YTO NPMBOOUT K MONaaaHuio B OOHY
rpynny pasHbiX N0 KIAMHUYECKMM MPOSBAEHNSM NauneH-
TOB — OT JINL, C NOBbILLEHHOM AMCNAAaCTUYEeCKOM CTUrMmaTn-
3aumeii, BeposiTHO Hanbonee 6n3K1X K BapuaHTy HOPMb,
[0 6ONbHBIX C BbIPpaXXeHHOI HacNeaCTBEHHOW NaTonornei
CoeaMHUTENbHOW TKaHW. B peaynbtate, HECMOTPS Ha o4e-
BUAHYIO KJIMHUYECKYIO 3HA4YMMOCTb Pa3BMBAEMOro B Ha-
wen cTpaHe nogxoaa k ndyydenuto HPCT, BO3HMKaIOT cepb-
€3Hble TPYAHOCTM B TPAKTOBKE MOJIyHEHHbIX Pe3ybTaToB U
COMOCTaBIEHNN OAHHbIX PA3J/INYHbIX aBTOPOB.

3a npowegwmne rogbl Tak U He yoanocb cornacoBaTtb
nepeyYyeHb ANArHOCTUYECKN 3HAYMMbIX BHELIHUX (PEHOB
avcnnasuu, paspaboTaTtb anropuTMbl amarHoctmkn HOCT
M OOCTUYb €AMHOr0 NMOHMMaHWS NpobnemMbl. KoHuenums
HOCT ocTtaeTcs He NpPU3HAHHOW 3a pybexoMm, He npea-
ctaeneHa B MKB X nepecmoTtpa, a ee MCNosib30BaHVE B
CYLLECTBYIOLWEM BUAE NPUBOAUT K TUMNEPOMArHOCTMKE
HacneaCTBEHHOM NaToNIorMn COEAMHUTESIbHOM TKaHu B
LLe/IOM 1 HacneaCcTBEeHHbIX aHOMaNnii pasBuTUS CoeanHN-
TENbHOW TKaHW cepaLa, B HaCTHOCTU.

[JanbHenwee pas3BuTme 3TOro HanpaeieHusl, C Hallen
TOYKM 3PEHUS, BO3MOXHO NNLLb NPWY YCI0BUM pa3paboTku
COrNIaCOBaHHbIX MOAXOA0B K ANArHOCTUKE «MasibiX Hopm»
amcnnasum CoeauvHUTENbHOW TKaHU UM UCKIIOYEHUA N3
rpynnbl HOCT yxe U3BECTHbIX CUHOAPOMOB U (PEHOTUMOB.

Llenbto HacToswwelr paboThl SsBUIACh NOMbITKA HOBOIO
ocmbicnenuns koHuenumn HOACT Ha ocHOBe cucTemaTuaa-
LMW BHELUHNX U BHYTPEHHUX MapkepoB ACT n nonck nyten
GEHOTUMNYECKOW U KIIMHNYECKOM AnarHoCcTuku Hambonee
pacrnpocTpaHeHHbIX CUHAPOMOB 1 GEHOTUMOB.
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BHewHue npusHakm OACT

CerofHsi U3BeCTHO 6osiee COTHU CTUrM Ou3ambpu-
oreHesa (¢peHoB amcnnasmm COEOVHUTENbHOW TKaHu),
KOTOpPble MOTyT OblTb YC/IOBHO pa3fefieHbl Ha TPW rpynmnbl
— BHelWHne deHbl, BUCLLepasnbHble GEeHbl U Malble aHo-
Manun passutug (MAP). Tlo cnoxmBliencs Tpaamuuu
npouecc anarHoctukn HHCT mnaoet ot noncka BHELIHUX
bEHOTUNNYECKMX NMPU3HAKOB K MHCTPYMEHTANIbHOMY UC-
CNnefoBaHMIO C LENbio NMoucka BucuepanbHbiX GEHOB C
nocnenywLwmMM nNepexonom K crneumanbHbIM FMTMCTOXUMN-
YECKNM U FEHETUYECKNM UCCNEeN0BaAHUAM ANl YTOYHEHNS
xapaktepa HHCT.

OTpaBas gaHb 9TOW TpaguLMmn, pacCcMOTPUM CHavana
BHelwHNe deHbl ACT. YTo6bl ynopsaounTs BCE MHOXEC-
TBO BHeWHUX GeHOoB cneayeT pacCMOTPETb UX B CBETE
OVNarHoCTMYECKOW LeHHOCTN B pacno3HaBaHun Hanbonee
M3yYeHHbIX MOHOreHHbIXx HPCT. Peub nget npexae Bcero o
cuHagpomMax MapdaHa n dnepca-anno n runepmobunb-
HocTu cyctaBoB (TMC), npuHUMNbI KIMHWUYECKOW Oua-
FHOCTUKN KOTOPbIX N3MI0XEHbI B U3BECTHbBIX MEXAYHAPO-
HbIX pekoMmeHpaumsx: (feHTckme KpUTepmn ANarHOCTUKU
cuHapoma Mapdana (Ghent criteria) [28], BunnbdpaHn-
LUICKME KPUTEPUU ANArHOCTUKU cuHapoma dnepca-LaH-
no (Villefranche criteria) [25], BpaiToHCKmne kputepum
OVNarHoCTUKN CUHAPOMA rMnepMoOuibHOCTU CYCTaBOB C
nocnenywLlen nx pesnsnei, nposeneHHon R. Grahame
[30]. MNpoBeneHHbIN HaMK aHaNN3 MCNONb3yeMbIX CEroa-
HSl AMarHOCTUYECKMX MOAXOA0B CBUAETENLCTBYET O TOM,
4YTO BCE OHU OCHOB@Hbl HA aHaNN3e TpPex rpynn BHELIHUX
(dEHOB, KOTOPbIE YCNOBHO MOXHO 0603Ha4YNTb Kak: KOCT-
Hble (K), koxHble (Kx) n cyctaBHble (C) [5].

HecmoTps Ha TpyaHocTm B pacnodHasaHmm HHCT, Bo3-
HUKaloLLME N3-3a HEN36EXHOIr0 CXOACTBA CUMMTOMATUKN
PasfINyHbIX HAcNeACTBEHHbIX CUHAPOMOB, KOTOpblE 3a-
4yacTyto nmeloT oblime GeHOTUNNYECKNE U KITMHUYECKME
NnposiBieHNs, B BOJSbLUMHCTBE C/lyYaeB yAAEeTCs BbIBUTb
npeobnagaHve TOM UM MHOW TPynmbl BHELWHUX GEHOB U
NPOAOIKUTb ANArHOCTUYECKUI MOUCK B HY>XKHOM Harnpas-
neHnn.

K npumepy, KOCTHble MPU3HAKM AMcnnasnum ocobeH-
HO SIPKO NposiBNATCA Npu cuHapome MapdganHa (CM) n
6nn3kmx Kk Hemy HHCT, n3MeHEeHMs CO CTOPOHbI KOXW Ha-
nbosee xapakTepHbl A5 KACCUYEeCKOro U COCyamcToro
TMNoB cnuHapoma Anepca-Lanno (C3), a runepmobunb-
HOCTb CYCTaBOB, XOTsl U 06nagaeT Hanbonee HU3KOM cne-
uMdUYHOCTLIO B pacnosHasaHum HHCT, npu oTcyTCcTBUMK
kputepueB auarHoctmkm CM un C3[ paet oCHOBaHue
Ons amarHocTuku nobpokadvectseHHol TMC (alMC) nnn
cuHgpoma M'MC (CIMC) [32]. YMeCcTHO noa4epKHyTb, YTO
TepMUHbl «cuHapomMm FMC» 1 runepmobunbHbii Tun C3/,
cerogHs paccmMaTpumBaloTCs kak CUHOHMMbI [30].

Hapsagy ¢ neneHnem BHelwHUX GeHoB Ha TpW BhblLle-
Ha3BaHHbIE PyMMbl B YNOMSAHYTbIX MEXAYHApPOAHbIX pe-
KOMEeHAALUMsX, Kak Mbl Y>XX€ 0OTMeYanu, UCNOob3yeTcs no-
HATUE  «DOJbLINX» N «Malbix» KpuTepueB. K npumepy,
CBUAETENbCTBOM MATONIONNYECKUX U3MEHEHNI KOCTHOM
cuctembl npy CM aBngeTcs Hann4yme YyeTblpex U3 BOCbMU
00NbLINX KOCTHO-CKENIETHbLIX MPU3HAKoB. TOYHO TaK Xe
OVArHOCTMKa OCHOBHbIX TUMOB CUHAPOMa dnepca-[aHno
OCHOBaHa Ha BblAENEHUN BONbLLMX 1 ManblX KOUTEPUEB.

Mpo6nema 3akno4aeTcsa B TOM, HTO Ha3BaHHbIE BbILLE
MoHoreHHble HHCT, nnsa ouarHoCTuUKM KOTOPbIX HEOOX0-
OnM Habop onpenenieHHbIX KPUTEPUEB, BCTPEYAOTCS [0~
CTaTO4YHO peako. HamMHOro yatLe npakTuieckmin Bpay ctas-
KMBAETCS C MauveHTaMu, UMeILMMM  HEMNOJHbI Habop
OMNarHOCTMYECKUX KPUTEPUEB, T.H. MapdaHoNoLoOHbIN 1
anepcnoaobHbi peHoTunbl (MNP n MNP cooTBETCTBEH-
HO). OoHaKo anropuTMbl ANArHOCTUKM Takux GEeHOTMMNOB
ocTaloTcs He paspaboTaHHbiMU. BmecTe ¢ Tem, Kak Mbl
OTMeYanu, onbIT ykadblBaeT HA HECOMHEHHYIO KIIMHMYEC-
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KYIO 3HQUMMOCTb 3TUX «MasiblX» HAPYLUEHWN CTPYKTYpPbI U
DYHKUMN COEANHUTESNTbHOWM TKaHW.

CyTb Hallero npeanoxXeHns 3ako4aeTcsi B TOM, YTO-
Obl 0N ANArHOCTUKM LUMPOKO PacrnpoCTPaHEHHbIX OUC-
Nn1acTUY4EeCKUX CUHAPOMOB U (PEHOTUMNOB NCMONb30BaTb
MPUHLUMMBI, NMONIOXEHHbIE B OCHOBY AMArHOCTUKN MOHO-
reHHbix HHCT. Mpwn aTOM cneayeT UCnofib30BaTh Kak «OC-
nabneHHble» 6onbLUME (MCKtoYalTes TpeboBaHNs o cTe-
MEeHV BbIPAXEHHOCTU CKONMO3a, gedopmauuun rpygHon
KNeTK1), Tak 1 Masnble AnarHocTunyeckue kputepmm. Huxe
Mbl MPUBOAMM OCHOBHblE (EHOTUNUYECKME MPU3HAKWU,
npeacTaBfieHHble B TPEX rpynnax.

KocTtHble

1. Pasamax pyk/pocT > 1,03 n/mnmn cooTHOLLEHNE BEPX-
Hel 1 HXKHel YacTy Tynosuwia <0,89

2. OTHOLLEHME OINHbI CTOMbI K PpOCTy >15% nnun anvHbl
KUCTU K pocTy >11%

3. CumnToM 60JIbLLIONO NanbLa /WU CUMMNTOM 3arsc-
Tbsl

4. CkonunoTunyeckasa nedopmMaums No3BOHOYHMKA (00
20rpan)* n/unn cnoHaunonucTe3

5. BopoHkoo6pasHas gedopmaums rpyaHON KneTku
(BArK)

6. KunesngHas npedpopmaumsa rpygHon knetkmn (KACK)

7. ApkoBUaHOE HeBO C HenpaBWUIIbHbIM POCTOM 3y60B

8. Jedopmaunm yepena

Ko>xHbie

1. MNoBbILLIEHHAsA PACTAXNUMOCTb KOXM (0T 3,0 cm)

2. ToHkas, nerko paHMmas Koxa

3. bapxaTtucTas koxa

4. MopkoxHble NCeBaoonyxonu n cepuyeckne obpa-
30BaHUS

5. ATpodunyeckme cTpum (He CBA3AHHbIE C OXNPEHUEM
1 6epemMeHHOCTbIO)

6. IpbXM 1 Nponancel OPraHoOB 1/Mnm NocneonepaLm-
OHHbIE rPbIXU

7. MblWweyHasa rmnoToHns u/unm runotpodus

8. lfemaToMBbI MpW HE3HAYUTENBHBIX YAAPax

CycTaBHble

1. T'mnepmo6unbHocTb (4 6anna no Beighton’y vnu 1-2
Ganna npu Bo3pacTe 6onee 50 ner)

2. Jucnnasns Ta300epeHHbIX CYCTaBOB

3. HacTble BbIBUXM/MOOBLIBUXU

4. ApTpanrus (6e3 yToYHeHUs1 onTensHocTy 6onei n
yucna cycTaBoB)

5. Pa3pblIBbl cyxoxunnunm

6. BocnaneHve CyCTaBOB M OKONIOCYCTAaBHbIX TKaHEWN
(aNnKOHANNNT, TEHOOCUHOBUT, BYPCUT)

7. CnoHannes, CnoHOAUI0NNCTE3, CKONMMOTUYeckas ae-
dopmaums Nno3BoHOYHMKA (80 20rpan.)*

8. MNnockocTonue

* Ckonmotuyeckasi pegopmaumsi Mo3BOHOYHUKA U
rI0CKOCTONME MOryT pacCMaTprBaTbCsl Kak rposiB/ieHne
KOCTHbIX UBMEHEHUI U B TO X€ BPEMSI MOryT CBUAETE/LC-
TBOBaTh O CYyCTaBHOU rnnepmMo6uibHOCTH.

BucuepanbHble mapkepbi ACT

BucuepanbHble («<BHYTPEHHME») NPU3HAKN AUCnNasnm
Mbl MpeafiaraemM pasfensatb No UX OpraHHoOW nokanmaa-
UMW rna3Hble, CepaevyHO-COCYAMUCTbIe, JeroyvHble,
opraHbl OpIOWHOV NOMIOCTU U NOYEK, HEPBHasA cuUC-
Tema. Mcnonb3ysa aaHHble OxoKI 1 Y3 obcnenoBaHus,
3aK/I04YeHns cneumanncTos (odTanbMOsorn, HEBPOJIOT) U
pesynbTaThl GYHKUMOHANBHO-AnarHocTmuyeckoro obcene-
[OBaHNSI CUCTEMbI BHELUHErO ObIXaHUs, MOXHO BbISIBUTb
MHOXECTBO MPU3HAKOB ANCMI1A3UU CO CTOPOHbI BHYTPEH-
HVX OpPraHoB, a TakXe CO CTOPOHbI HEPBHOW N 3PUTENbHOM
CUCTEM.

Cnepnyet pasnuyaTb Takxke ABE rpynmnbl BUCLLEPATbHbIX
cturm OCT. MepBas xapaktepusyeT cnaboCTb CBA30Y-
HOro annaparta (CnaaHxXHOMNTO3bl) U MO CYLLECTBY 6M3ka
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Puc. AnropmtM AMarHoCTMKM OCHOBHbIX AUCMJIACTUYECKUX CUHAPOMOB U d)EHOTVIHOB.

K ¢peHaMm, ykasblBaloLMM Ha cnabocTb CBA304HOrO anna-
paTa. Bropas rpynna BucLepasnbHbIX MPU3HAKOB OTpaxa-
eT aHomManun GOPMUPOBAHUA COEANHUTENIBHOTKAHHOIO
Kapkaca cepaua 1 opyrux BHYTPEHHUX OPraHoB (Masble
aHomanuun cepaua, naMeHeHns GopMbl XENYHOrO My3bl-
ps, pa3gBoOeHMEe YalleyHO-N10XaHOYHOro annapara novek
nap.).

Bce BucLepanbHble NPU3HAKN MOryT BCTpPeYaTbCs Npu
cambix pa3nunyHbix HHCT, ogHako kaxablii 3 Hux obnapaet
pPasnNnMyYHOM YyBCTBUTEJIbHOCTLIO U CreundunyHoOCTbIO. Ha-
nbonee HM3KOM cneundUYHOCTLI0 061aJaloT Takme BUC-
LepanbHble peHbl Kak NTO3bl BHYTPEHHUX OPraHoB, JI0X-
Hasi XOopAa NIEBOro Xenyaodka u aHoManbHas Tpabekyna
NeBOro xenyanoyka. Hanbonbluee AMarHoCTUYECKOE 3Ha-
yeHue umetoT Takme MAC, kak MNMMK, paclumpeHne aopTbl
1(Unn) Nero4yHom apTepumn. ATn «Manbie» aHOManUm MoryT
MMEeTb CaMOCTOATENIbHOE AMArHOCTUYECKOE 3HAYEeHME U
dopmMupytoT Takme camoctosaTensHole HHCT, kak nep-
BUYHbIN NMMK, MASS-nono6Hbin dpeHoTmn. Heobxoammo
TakXe HaNnoOMHUTb, YTO CYLLLECTBYET OBOJIbHO OOLLVPHbINA
KPYr 1L, UMEIOLMX BECbMa CKYAHbIE BHELLUHNE NPOosBe-
HUS ONCMNIA3nK, HO MHOXECTBO BUCLIEPAsIbHbBIX MPU3HA-

KOB cnabocTn coeamHuTensHo TkaHu [5]. Ecnu peyb He
MOeT O Takmx anarHoctuyeckn 3Hadymmblix MAC kak MNMMK,
Mbl CHMTaAEM Lienecoo6pasHbiM rOBOPUTL O MOBLILLEHHON,
NPENMYLLECTBEHHO BUCLLEPAIbHON  OAUCIIACTUYECKOM
cturmaTtusaumn (MNACs.).

CnenyeT NooyepkHYTb, YTO CIIOXMBLUASACS Tpaguums
OVArHOCTUKN AMCANACTUYECKUX CUHAPOMOB U (PEHOTU-
MoB, COMacHo KOTopoli obcnenoBaHne NOET OT BbisSBIE-
HWS BHELIHNX PEHOB K MOUCKY BUCLIEPasbHbIX aHOMani
1 panee K 1abopaTopHON U MONEKYNSIPHO-TEHETUYECKON
AVarHocTuke, 4ypeeaTo owmbkamu nporycka u Tpebyet
nepecmoTpa. 1o BCcen BUAMMOCTHN, 415 NOSyHEHNSA ACHOMN
NOnNynsILMOHHON KapTUHbI PacnpOCTPAHEHHOCTU OT Ae-
JIbHbIX CUHOPOMOB 1 PEHOTUMNOB cleayeT NPoBOAUTbL 068 -
3aTesibHoe KOMMJIeEKCHOe 0bcnenoBaHmne, BkilovaloLllee B
cebs1 He ToNbKO dheHoTUnNnYeckoe, Ho u OxoKI n ynsTpa-
3BYKOBOE 00C/iejoBaHNE OpPraHoB OPIOLIHOM MOSIOCTU U
nouyex.

Manbie aHoMmanum pa3BuTus

CerogHs n3BecTHO MHOXecTBO MAP, koTopble He-
pPeaKo COMyTCTBYIOT TEM WAN WHbIM AUCMHAACTUYECKMM
cuHapomam n peHotunam. B.M. Akoenes n IN. Hevaesa
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[19] npuBoasT nepeveHb 13 25 MAP. Bce OHM He umetoT
CaMOCTOSTENIbHOIO AMArHOCTUYECKOrO 3HAYEHUS 1 MOTyT
MCMONb30BaTbCSA B KA4E€CTBE BCMOMOraTesbHbIX MPU3Ha-
KOB, YKa3blBalOLLMX HA BbIPaXXEHHOCTb U PaCNpPOCTPaHeH-
HOCTb CUCTEMHOI0 aedekTa CoeaVHUTENbHOM TKaHW.

OCHOBHbIEe AUCMIaCTUYECKNE CUHAPOMbI U PpeHo-
TUNbI

Mcxoas 13 BbILLEN3NOXEHHBIX AaHHbIX O MHOroobpa-
3um HHCT, nonagatowmx B rpynny Tak Ha3bieaemon HACT,
HEeoBX04MMOCTU FPYNNUPOBKM BHELLHUX U BUCLLEPaASTbHbIX
NMPU3HAKOB, XapakTepuU3yLUX AUCINA3nUU, MOXHO YT-
Bepxaatb, 4to HACT B cerogHsawHeM NOHUMaHNN TEPMU-
Ha 3TO pPa3HOpPOAHas rpynna BecbMa PacrnpOCTPaHeH-
HbIX ANCNNACTUYECKUX CUHAPOMOB 1 deHOoTUNoB. Huxe
npvBeaeH nepevyeHb OCHOBHbIX CUHAPOMOB 1 HEeHOTUMOB,
okasblBatowmxca  BHyTpu rpynnbl HOCT, kOTOpbIA Mbl
pacnonoxXxunu B nopsiake yobiBaHUS UX AUAarHOCTUYECKO
3HAYMMOCTN.

OCHOBHbIe gucniacTu4eckue CUHAPOMbI U peHo-
TUMbI

1. MASS - ¢peHoTUN

2. NepBuYHbIN (M30NMpoBaHHbIN) MMK

3. MapdaHonaHas BHelwwHOCTb (MB)

4. MapdaHonono6HbI peHoTUN

5. OnepconogoGHbIi deHoTUN (Knaccuieckuii
W COCYAUCTbIN)

6. Onepconono6HbI rMNepMoounbHbI peHoTUn
(cuHapom runepmo6unbHocTH cyctaBoe-CIrMC)

7. OobOpokayecTBeHHass runepmMoOnIbHOCTb CyC-
TaBsos (alfMC)

8. HegudpepeHuuporanHaa AOCT (knaccuduum-
pyembii peHoTun ACT)

9. MoBbIiLIEeHHaa AucniaacTuyeckas cTurmaTmsa-
uusa (NAC)

10. MNoBbIlWeHHasa AucniacTuyeckas ctTurmaTusa-
LM C NPEeMMYyLLLEeCTBEHHO BUCLLepalibHbIMU NposiBne-
Huamu (NACB)

[na anarHoCTnkK BbillEeHA3BaHHbIX ANCMIACTUYECKUX
CVMHAPOMOB 1 GEHOTUMOB C HALLEN TOYKM 3PEHNS crieayeT
COXPaHUTb MPUHUMMbI, MOJIOXEHHbIE B OCHOBY AMarHoc-
TUKM MOHOreHHbix HPCT. [nsa anarHocTtukm mapdaHono-
no6HOro deHoTuna Mbl nonaraem A4ocTaTo4yHbIM NOA0OHO
anropuTMy, MCMOSb30BaHHOMY B [EHTCKUX KPUTEPUSX,
cunTaTb BOBJIEYEHUEM KOCTHO-CKEJIETHOW CUCTEMBbI
cny4auv, Korga BbISIBSIETCS HE MEHEE YeTbipex 13 nepe-
YNCNEHHBLIX BOCbMW BHeLHUX ¢peHoB 13 rpynnbl KC de-
HOB.

Y70 KacaeTCsi OLEHKV BOBJIEYHEHUS KOXWU, TO C Ha-
LIEe TOYKM 3PEHUS, JIOTMYHO ONMMPasiCb Ha NOAXoAbl, UC-
NMonb30BaHHbIE B Bunb@paHLLCKMX KpUTEPUSX, FOBOPUTb
0 BoBne4veHun dpeHoB 13 rpynnbl KM Apu Hanuunm kak
MWHUMYM OBYX KPUTEPUEB, CBSA3AHHBLIX C U3MEHEHUSMU
KOXMW.

[oBOPS O BOBNEYEHMU CYCTaABHOM CUCTEMbI, Mbl
npegnaraemM TOT Xe ANarHOCTUYECKMIA MOPOr, KOTOPbIA
MCrnonb3yeTca B bpalToHCKMX KpuTepusax, peBn3OBaH-
HbIx no3gHee R. Grahame [30], - yeTbipe 13 NnepeyvmcneH-
HbIX BOCbMU Masbix GeHOB. BMecTe ¢ TeM Mbl MOSHOCTLIO
pasgensem Touky 3peHus R. Grahame, KOTOpbI cunTaeT
BaXHbIM OT/IM4aTb 371€PCONOA0OHBLIA FMNEPMOOUIIBHBIN
deHoTun (codetaHne TMC un aptpanrum) ot alfrMC, koTo-
pas He COnpoOBOXAAETCS KIIMHNYECKON CUMMTOMATUKOMN.

CyMMUMpy$s BbILLEN3OXEHHOE, Mbl NpegnaraemM crne-
OyIOWMA  anroputM  OnarHocTukM Hambonee pacnpo-
CTPaHEHHbIX ANCNNACTUYECKNX CUHOPOMOB U GEHOTUMNOB
(puc.).

Kak BUOHO 13 npeacTaBieHHOr0 PUCYHKa, 4S5 Hanbo-
Jlee MOJIHOro BbISIBIEHUS OMCMAACTUYECKNX CUHOPOMOB U
(dEeHOTUNOB HEOOXOAMMO UCMOJIb30BaTb HE TOJIbKO (PEHO-
TUnuyeckoe obcnenosaHne, Ho U AxoKI, 1 ynbLTpasByKo-
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BOE MCClie0BaHME OpPraHOB OPIOLLIHOWN MOMOCTU U MNOYeK.
Mcnonb3oBaHne OxoKI HeobxoaumMo 0N BbISIBNIEHUS
MASS-nono6Horo deHotuna n nepsuyHoro NMMVK. Y3U
OpraHoB OPIOLLIHOM NOMOCTU U NOYEK NMNO3BONSET OLLEHUTb
CTeneHb BOBIEYEHHOCTUN BUCLLEPasIbHbIX OPraHOB B AMCII-
nacTtuyeckui npouecc n gnarHoctuposats MAC npenmy-
LLLECTBEHHO BUCLIEPAJIbHON IOKanmM3aumnm.

CneumanbHOro paccmoTpeHuss TpebyeT BOMpPoC O
noaxogax K oueHke BHelwHux npmudHakos ACT. Hanuune
NMPU3HAKOB BOBJIEYEHUST KOXM Y NINLL, HE UMEIOLLMX Map-
daHomgHonm BHewHocTn (MB), naet ocHoBaHue aymartb
0 anepconogobHom deHoTune. BoiseneHne MB camo
no cebe He ABNSETCS NATOrHOMOHWYHbLIM A1 ANArHOC-
TUKM MapdaHonogobHoro deHoTvna. Ons AMarHoCTuKn
nocnegHero HeobxoamMmo, 4tobbl nommmo MB nmenuncob
NPU3HaKy BOBMEYEHUSI KaK MUHUMYM €elle AOBYX CUCTEM
(kpome KkocTHoW). CamMoli HU3KOW cneundUYHOCTbIO 06-
nagaeT rpynna CyCTaBHbIX MPU3HAKOB. OTO 3HAYUT, H4TO
BOBJIEYEHNE CYCTABOB MOXET MMETb MECTO npu niobom
13 NepeyvnCreHHbIX GEeHOTUMOB U NULb NMPU OTCYTCTBUU
[OCTaTO4YHOrO YMCNa KOCTHbIX U KOXHbIX GEHOB cneayeT
aymatb 0 AFMC vnmn CTMC.

Mbl oTaaem cebe OTYET B YCIIOBHOCTU U3JI0KEHHOIO
Bbllle M0AX0Aa MOCKOJbKY B3aMMHOE HaNOXEHWE BHe-
LUHWX NPU3HAKOB ANCMIA3UN NPU PasfINyHbIX AUNCMIIACTU-
Yeckux cuHgpomax u deHoTunax genaet guddepeHun-
aNbHbIN ANArHO3 MeXAy HUMW KparHe 3aTPyOHUTENbHbIM.
BmecTe ¢ TeM, kak nokasbiBaeT NpakTuka, B O0MbLUNHC-
TBE CJly4aeB BCe Xe YAAEeTCH OonpenenuTb TOT UK MHOMN
ancnnactnyecknin peHoTun.

Takum 06pa3oM, Mbl nMpeafiaraemM BblOENSaTb OECATb
OVCNNacTUYeCKNX CUHOPOMOB U (PEHOTUMOB, U3 KOTO-
pbIX CeMb MOXHO 0603Ha4YnTb Kak MapdaHo- 1 anepco-
nogo6bHble U1 06beaMHUTL B FPyNMNy KNaccuduumpyemblx
deHoTunos (KP), a Tpn nocnegHnx He yaoaeTcs Kiaccu-
durumpoBaTh — Heknaccuduumpyemole peHoTunsl (HKD).
MocnegHne MOXHO C MOJSIHbIM OCHOBAHWMEM OTHECTU K
HOCT wn BbickasaTb NPenrnosioKeHne, 4T0 MMEHHO OHMU
VMIMEIOT HaMMEHbLUYIO KIMHUYECKYIO 3HAYMMOCTb U pexe
Opyrvx AuMcnnacTnyeckmnx GeHoTMMNOB COMPOBOXAATCS
HaPYLUEHUSIMN  CTPYKTYPbl U QYHKLMN COEONHUTENBHOM
TKaHW pPasfiMyHbIX OPraHoB 1 cucTeM. Bnpo4ewm, Bbicka-
3aHHOE NpennosioXeHNe HY>XXOAeTCs B KIMHUYECKOW Npo-
BEpPKE.

B 3aknoyeHune cnenyeT noavepkHyTb HEOOXOANMOCTb
cobnoaeHnsa onpeaeneHHbIX YCNOBUIA  Npu OMarHOCTUKe
BbILLE MEPEYNCNIEHHBIX CMHAPOMOB U deHoTunos. Camo
coboli pas3ymMeeTcs, YTO BO3MOXHOCTb WX ONArHOCTUKMU
MCKJIIOYEHA MPU HaNNYMM NPU3HAKOB, CBUAETENbCTBYIO-
wyx 06 ogHOM 13 AndPepPeHUMPOBaAHHBIX MOHOMEHHbIX
HPCT.

Aucnnactnyeckmne cMHOPOMbI U PEHOTUMBI COOTHO-
cATCs Mexay coboii cneayoLumm 06pa3oM: Hanmune Kpu-
TepueB MASS-deHoTMNA UCKIOYaeT  AMarHo3 «nepBuy-
HbI TIMK» nnn «mapdaHongHas BHELLIHOCTb», TOYHO TakK
Xe amarHo3s «nepBuyHbin NMMK» ncknoyaet BO3MOXHOCTb
NocTaHOBKM N06Oro anarHosa 3 rpynrsl gucniactuyec-
KMX CUHAPOMOB, 4aCTMYHO COBMAafaloLMX Mo KIAMHUYEC-
KM NPOSIBNIEHUAM C cuHApoMoM MapdaHa.

JuarHocTnka Kkakoro-nmbo wn3  AMUCNNACTUHECKUX
CMHOPOMOB, YaCTUYHO COBMAAANLLMX MO KIIMHUYECKUM
NPOSBAEHUAM C CUHAPOMOM MapdaHa, nckno4aeTt BO3-
MOXHOCTb MOCTaHOBKW AuarHosa «mapdaHononoO6HbIl
deHoTmN».

JunarHosbl «mapdaHonogobHkIin» nnu «anepcononot-
HbI» GEHOTUM MUCKIIOHAIOT BO3MOXHOCTb OAHOBPEMEH-
HOI MOCTAHOBKM [AMarHo3a «Heknaccuduumupyembii
deHoTun». Camo coboii pasymeeTcs, YTO «MOBbILLIEHHAS
aucnnactuyeckas crturmaTudaumsi» 3aHMmaeT MoCnea-
Hee MecTO B Mepapxmm OUarHOCTUYECKNX 3aKJTIoHeHU, a
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OLEHKa ee KJIMHMYECKOM 3HaYMMOCTN TpebyeT npoBese-
HUS cneuyvanbHbIX UCCNea0BaHNN.

PesynbTrathl, NPOBEOEHHBIX HAMU  NpeaBapUTENbHbIX
NCccneaoBaHuii Mo OLEHKe YacTOTbl BbIIBNEHUS pasnuny-
HbIX AUCNNacTMYecKnx GeHOTMMNOB Mnokas3anu, 4To Mnpu-
MepHO B 20% cnydaeB npu deHoTunudeckom n IxoKr
obcnenoBaHMM NPakTUYECKM 340POBbIX JML, MOJI0O0ro
BO3pacTa yAanocChb BbIAENUTb OAMH U3 knaccuduumpye-
MbIX ONCNNACTUYECKNX CUHOPOMOB 1 peHOTMNOB. Elle y
Takoro e ymcna o6cnenoBaHHbIX umen mecto HK®, (6 n
6onee BHewHUx peHoB CT). MpumepHoy 10% BbISBNSA-
nacb gobpokadectseHHasi TMC. Takne naumeHTbl 06bIMHO
MMEIOT CMOPTUBHbIN aHAMHE3, HE NPeabaBASIOT Xanob Ha
apTpanruv 1 NPUBbLIYHBIE BbIBUXW/MOABbLIBUXN CYCTAaBOB
N OOMKHbl OTHOCUTBLCH K rpynne npakTUieckn 340P0BbIX
nmu,.

[na aHanm3a KNMHWYECKOW 3HaYMMOCTU npepJjarae-
MOr0 noaxofa K AuarHOCTUMKE AMCAAACTUYeCKux deHo-
TUNOB HaMu ObINIO NPOBEAEHO COMOCTAB/IEHME HAaCTOThl
npenbsABAsSeMbIX Xanob, KIMHNYECKUX NMPOSIBIEHNA  Be-
reTaTuBHOM AUCOHYHKUUU, CPEAHEr0 KONMYecTBa MasbixX
aHoManuii cepaua B PasfiMyHbIX rpynnax obcnenoBaH-
HbIX.

AHanus nokasar, 4To Nno cpegHeMy KOJIMYECTBY Xkanob
W YMCNY BbISIBJIEHHbIX MasiblX aHOManui cepaua rpynna
nuy, ¢ KO 3aHMmaeT nuguvpylouiee MecTo. B To xe Bpems
N1ua C NOBbILLEHHON ANCNNAacTUYeCcKon cTurmaTmsaumen
O4YeHb 6/IM3KM MO YacToTe Xanob M YNCIY BbISBASIEMbIX
MAC «k rpynne koHTpons. AHann3d axokapauorpaduyec-
KVX A@HHbIX B rpynne nuu, ¢ knaccnduumpyemoimm GeHo-
TUNaMM NOKasbIBaeT, YTO Y HUX MPaKTU4EeCKU BCEraa BblsiB-
NSI0TCS NPU3HAKN  BOBMIEYEHUNS COEOVNHUTENBHOTKAHHOIO
Kapkaca cepgua, a CpefHee KONMYECTBO BbISIBIIEHHbIX
MAC cocTtasuno 5,8(!)

MpunBeaeHHbIE BbilLe AaHHblE O PACNPOCTPAHEHHOCTH
N KIIMHUYECKOM 3HAYMMOCTU AMCANACTUYECKUX PEHOTU-
NnoB, Ha Hall B3rNs4, AOCTAaTOYHO yoeanTenbHbl U CBUAE-
TENbCTBYIOT O LEenecoobpasHOCTU U MepcrnekTUBHOCTU
npeanaraemMoro noaxona K ANarHOCTUKE U OLLEHKE K-
HWYECKOM 3HAYMMOCTWU HACNeACTBEHHbLIX PACCTPONCTB
COoeauHNTENbHOM TKaHU. BMmecTe ¢ TeM Mbl oToaem cebe
OTYET B TOM, YTO TOSIbKO MO Mepe HaKOMAeHUs NpakTnyec-
KOro onbiTa B CMOMb30BaHN NpeaaraeMbix afiroOpuTMOB
MOXHO Oy[eT YTOYHUTb NepeyeHb ANarHOCTUYECKUX Mpu-
3HAKOB U KPUTEPUWN ONArHOCTUKN OTAENbHbBIX CUHOPOMOB
1 HGeHOTUNOB.

B 3aknioyeHne cnepyeT NOOYEPKHYTb, YTO OANbHEN-
Wwnin nporpecc B ndyydeHnu ponn HPCT B pa3sutum n pop-
MUPOBAHUN MATONOrMK BHYTPEHHUX OPraHoB, aHanmMae
0COOEHHOCTEN KJIMHUNYECKOTrO TEYEHUS U MPOrHo3a Te-
paneBTUYeCcKnx 3abonesaHuin, accoummpoBaHHbix ¢ OCT,
CBfi3aH C aHa/M30M pPacCrpOCTPaHEHHOCTU OTAENIbHbIX
AVCNNacTUYeCKNX CUHAPOMOB 1 deHoTunos.  CeroaHs
Xe nopg, «<HeanddepeHUMPOBaHHbIMUY (Heknaccuunumpy-
eMbIMU1) OUCnNasusiMm CoeaMHUTENbHON TKaHu» crneayeTt
NMOHVMaTbh HapyLIEeHUs CTPYKTYpPbl U PYHKLMUU coeau-
HUTEJNIbHOW TKaHU, MO CBOMM EHOTUNMUYECKUM n
KJIMHU4YECKUM MNMPOSBJIEHUAM He yk/lagblBaloLimecs B
y>Xe u3BeCTHble MOHOreHHole HPCT u nHblie gucnnac-
TU4Yeckne CUHAPOMbI U pEeHOTUNDI.
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HEAUPPEPEHLLUPOBAHHbBIE AMCNAA3NU
COEAUHUTEABHOU TKAHU. MOMbBITKA
HOBOIO OCMbICAEHUA KOHLLEMLLUK

3.B. 3EMLLOBCKUM

B cTtatbe gaH KpUTMYECKNI aHann3 COBPEMEHHbIX MOAX0A0B
K AnarHocTtuke HeamnddepeHuMpoBaHHOM anucnnasnm CoeanHn-
TenbHol Tkann (HOCT). NMpoBeaeHoO HOBOE OCMbICTIEHNE KOHLEN-
umn HACT Ha ocHoBe cucTeMaTudaumy BHELIHUX U BHYTPEHHUX
MapKepoB AUCMIa3nun, NpPensioxXeHbl nyTn (GeHOTUNNYECKON 1
KIMHNYECKOW AnarHoCTUKM Hambosiee pacnpocTpaHeHHbIX CUHA-
POMOB 1 HGEHOTUMOB.

KnioueBble cnoBa: HepguddepeHumpoBaHHas aucnnasus
COEONHUTENIbHOW TKaHW, AMarHoCTUKa, KOHLEeNums
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NONDIFFERENTIATED CONNECTIVE TISSUE
DYSPLASIA. ATTEMPT OF NEW JUDGEMENT
OF THE CONCEPT

ZEMTSOVSKY E.V.

The critical analysis of modern approaches to diagnostics of
nondifferentiated connective tissue dysplasia (NCTD) is given in
the article. The new judgement of the NCTD concept is carried out
on the basis of systematization of external and internal markers of
dysplasia; the ways of phenotypical and clinical diagnostics of the
most widespread syndromes and phenotypes are offered.

Key words: nondifferentiated connective tissue dysplasia
(NCTD), diagnostics, the concept



MEAULIMHCKUIA BECTHUK CEBEPHOTO KABKA3A, Ne 2, 2008

© T.N. KapypwuHa, J1.H. A66akymoBa, 2008

YAK 616-007.17-018.2:616-053.2/5

OUEHKA CTENEHU TAXECTU HEAVM¢¢EPEHLIMPO§AHHO[;1
ANCNAA3NN COEAUHUTEABHOU TKAHU Y AETEU

T.1. KaaypuHa', A.H. A66akymoBa?
' MeAMUUHCKAS aKaAEeMUsi MOCAEAMNAOMHOIo o6pasoBaHus,

CaHkT-lMeTepbypr

2 CaHkT-MNeTepbyprckas roCyAQpCTBEHHASA NeAUATpUYecKas

MeAULUHCKAA aKaAeMus

nocnepHee gecatuneTve HabnogaerTcsd OT4ETIN-

BO€ yBeNinyeHune G0oJsibHbIX, Y KOTOPbIX BbIABASIOT-

CSl KIIMHUYEeCKMe NposiBfIeHUs aucrniasnm coeaun-
HuTenbHou TkaHu (OCT). He Bbi3biBaeT COMHEHUS, UTO
AAaHHas NaToJIorua SABMSETCH MeXAUCLUNINHAPHOWN
npoGnemoii, oxBaTbiBalOLWEel MHTepechl NeanaTpos,
peBMaTosIoros, Kapauosnoros, opronenos, racTpo-
SHTEpPOoJIOroB, HEBPOJIOrOB, KIIMHUYECKUX FreHETUKOB
M MHOIUX APYrmux creunanamncTos.

O6pautaeT Ha cebss BHMMaHME CYLLUECTBYIOLLMIA MPO-
6en mexay Hay4YHbIMU JOCTUXKEHUSMUN B U3YHEHUN CTPO-
eHUs, QYHKLMA KNETOYHOIrO N MEXKIIETOYHOIroO BeLLeCTBa
COEOMHUTENIbHOM TKaHW, MOJIEKYNAPHON FrEHETUKM N MHO-
XECTBOM HepeLUEHHbIX NPakTUYeCKMX BONPOCOB. Tak, Ha
CerogHsa no-npexHemy OTCYTCTBYIOT ednHas TepPMUHO-
norus, knaccuoukaums, obLLENPUHATLIE KPUTEPUU ana-
FHOCTUKMN, @ TakKXe OLEHKU CTENeHU TSXeCTU CoelMHU-
TENbHOTKAHHbIX UCNNA3UA.

OCT penat Ha gge rpynnbl: anddepeHupOBaHHbIE
(CMHOHMMBI: HacneaCcTBEHHbIE 60NE3HN COEANHUTENBHOMN
TKaHW, HacneacTBeHHble, cuHapomasnbHble OACT) n He-
andodepeHumpoBaHHbie [3, 4, 7, 12].

CymmapHas yacTtoTa HacneacTBeHHbix ACT cocTasns-
eT JON NPOLEHTA, B TO BPEMS Kak HeanddepeHupoBaH-
Hble CT nmetoT ropasao 6osee Wmpokoe pacnpocTpaHe-
HWe, gocTuras B HekoTopbix nonynaumax ot 10% no 30%.
O4yeBUOHO, 4YTO B CBOEWM MPakTUYEeCKOM OedATeNbHOCTU
Bpa4un yaile CTankMBalTCA UIMEHHO C 3TOW NaToNOren.

HacnepcteeHHble [CT — reTeporeHHast rpynna MoHo-
reHHbIx 3abonieBaHuii, 00YCNOBNEHHbIX FEHETUYECKUMMU
nedekraMmn cuHTe3a U pacrnaga 6enkoB BHEKIIETOYHOIO
MaTpukca, a Takke 6enkoB, yHacTBYOLLMX B MOPdOreHe-
3e CoOeMHNTENbHOM TkaHu [6].

HeonddepeHumpoBaHHble [ACT AmarHOCTUPYOTCSH
Torga, Korga BbisiBASieMble Y naumeHTa peHoTunmnyeckne
NPU3HaKN He YyKNaabiBalTCH HU B OOHO N3 N3BECTHbIX Ha
CEerofiHs HacleACTBEHHbIX 3a00NeBaHNn COeOUNHUTENb-
HOI TKaHW.

Mo-Hawemy MHeHuo, HeanddepeHumpoBaHHble OCT
— 9TO reHeTUYeCKN reTeporeHHas rpynna 3abonesaHui
MynbTUdaKTOpranbHOM NPUPOAb! C NPOrpeSNeHTHbIM Te-
YeHMEeM, B OCHOBE KOTOPOW niexaT HapyLleHUs CUHTe3a,
pacnaga nnv mopgdoreHesa KOMNOHEHTOB BHEKJIETOYHOIO
MaTpurKca, BO3HMKAIOLLMeE Y L, C ONpPeaenEHHON reHeTun-

4eCKOM NPeapacnofioXEeHHOCThbIO B MEPUOAE PAHHENO 3M-
OpunoreHesa UM NocTHaTanNbHO Noa AencTemem Hebnaro-
NPUATHBIX (GAKTOPOB BHELUHEN cpenpl. [MonmopraHHOCTb
N NOJIMCUCTEMHOCTb NMOpaxeHusi 0OYCNIOBMIEHbI, C OOHOW
CTOPOHbI, “BE34ECYLLHOCTbIO” COEANHUTENBHOM TKaHW,
a, C Apyrov — TeM 06CTOATENbCTBOM, YTO TEPATOrEeHHbIN
TEPMUHALMOHHBIA Mepunoa, TO €CTb NpeaenbHO A0oMycC-
TUMble CPOKW, KOorga BoO3aelnicTBue HebnaronpusiTHoro
dakTopa CnocobHO BbI3BATb HAPYLUEHNE HOPMAaJIbHOrO
MopdoreHesa, A MHOMMX OPraHOB M CUCTEM YenoBeka
NPUMepPHO OONHAKOB.

B psine cnyyaeB Habop PEHOTUMNYECKMX MPU3HAKOB Y
nauneHToB 3TOW rpynnbl HAMOMUHAET TO AWM APYroe Ha-
cnencTBeHHoe 3aboneBaHne CoeaAMHNTENIbHOM TKaHW, 4TO
cnenyeT pacLeHnBaTb kak ero GeHoKomnuio.

Yauwe Bcero HeanddepeHuyposaHHaa ACT npossnsa-
€TCS TPEMS OCHOBHbIMU peHOTMNaMn: MapdaHONLHbIM,
anepconogobHbIM 1 HEKNACCUDULIMPOBAHHBLIM, YTO, MO-
HaleMy MHEHUIO, crneayeT oTpaxaTb B GOpPMynnMpoBke
amarHosa.

HeonddepeHumpoavHas OCT ¢ mapdaHoOMaHbIM
GEeHOTMNOM XapakTepuU3yeTCsl CKENETHbIMU aHOManus-
MW (LONNXOCTEHOMENNS, TEHOEHUNS K apaxHO4aKTUANN,
pasnuyHble aedopmaumm rpyaHom KNeTkn, No3BOHOYHMKA
1 4p.), MaabiMM aHOManusIMM cepaua u COCyaoB, Hapy-
LIEHMEM OpraHa 3peHus (MMonus, MerasokopHea, ronay-
6oBaTble CKJIEPbl, aHTMOMNATUS CETYATKN) U Op.

Mpn HegnddepeHumpoaHHoi ACT ¢ anepcononot-
HbIM EHOTUNOM Yy OOJIbHbIX BbISBASETCA TEHOEHUMUS K
rMNeppacTIKMMOCTN KOXM (00 2-3 CM), pa3HON CTeneHn
BbIP@XEHHOCTU rMNepMoObuIbHOCTL CyCTaBoB, ronyboBa-
Tbl€ CKJIEePbl U ApYyrne NpusHakm CoOeaAnNHUTENbHOTKAHHOM
avcnnasum.

Korpa knuHuyeckass CUMNTOMAaTuvKa, BbiiBASeMas y
60/IbHOrO, He yKknagblBaeTCsl HU B OOWH U3 yKa3aHHbIX
Bbllle PEHOTUMNOB, ClefyeT UCMoJb30BaTb TEPMUH He-
andopepeHumpoaHHasa OCT ¢ HeknaccnduumpoBaHHbIM
deHoTMNOoM.

Ha oCHOBaHMM MHOrOMIETHEr0 MPaKTUYECKOro OnbiTa
N pe3ynbTaTtoB COOCTBEHHbLIX WCCIIEA0BaHUA CHUTAEM,
YTO MOCTaHOBKA AAHHOIO AMarHo3a npaBomMoyHa npu: (1)
BbISIBNEHMN Yy 60/1bHOTro 6-8 1 6o5ee KIMHNUKO-UHCTPYMEH-
TasnbHbIX MPU3HAKOB COEANHUTENBHOTKAHHOW AMCMNa3nu;
(2) BOBNEYEHNM B NIATONOMMYECKNI NPOLLECC HE MeHee 2-3
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Ta6bsinya 1
3Ha4YMMOCTb KJIMHUYECKUX MapKepoB B OLleHKEe CTEMNEeHU TAXKECTU
AUCNNIa3uMN COEAUHUTENIbHOM TKaHU

Ne /it AHanu3upyemblil moka3areib Bamst

1 Du3HYecKOe Pa3BUTHE/KOHCTUTYIHOHAIBHBII THIT

1. Mnnexc Kerne I1* — o 25 nepueHTis
Wunexe Kerne 11— or 25 no 10 nepuentuis
Nupexc Kemre I1 - ot 10 1o 3 nepuenTuis

2. ACTEHUYECKUI TUIT KOHCTUTYLIMU

[SSRN NS I 5]

11 Ko>1<a, BOJIOCBI, HOI'TH, YIIHBIE PAKOBUHBI, POTOBUIIA, MBITIIbI

1. Koxxa Gapxarucrasi, He)KHast

2. Koxxa Tonkas™®

3. Koxa runepanactuyHas:

* I€rKast CTeNeHb

* yMepeHHas CTeNeHb

* BBIPA)XCHHAS CTCIICHD

4. Kenountsie pyOLsl:

*C/IMHIYHbIC

*MHOXECTBEHHBIE

5. I'uneprnurMeHTalys KOXXH HaJl OCTHCTHIME OTPOCTKAMH [T03BOHKOB
6. ATpohuueckue CTpuM B HUKHETPYIHOM HIIH TIOSICHUYHOM OT/IeJIe TO3BOHOYHHKA
7. CUMIITOM «IaHPOCHOH OyMarm»:

* MEJIKHE Y4acTKH

* KPYIIHBIC y4aCTKI

8. IleTexnu/aKXMMO3bI/HOCOBBIC KPOBOTCUCHHS

9. I'omy6oBaTtbIe/TomybbIe CKIephI*

10. Bonocs! (TOHKHE/ TOMKHE/y4acTKU aJOIeLHH)

11. Horu (MATKue/IOMKHe/paccIanBaronIuecs)

12. Viunble pakoBHHBI (MSATKHE/CBOPAUYHBAIOTCS B TPYOOUKY)
13. MuaroHu4eckuii CHHAPOM

14. lnacra3s npsiMbIX MbILLILL KUBOTA

15. I'pbDKH/OIyICHHE OPraHOB/IOCICONEPAIIMOHHBIC IPHIKI

[o Qi OS] w N

[ L

BLWLLWRNRNDND W W

1 YemnrocTHO-NMIIEBas 00J1aCTh

. V3kuii nuueBon ckener®

. CyxeHue uerntocrei

. XpycT, HOABBIBUXH BUCOYHO-HIDKHEUETIOCTHOTO CyCTaBa

. l'ornueckoe/Bbicokoe HEGO

Bosnbiime pasmepbl/aHOMaIHs IPOPE3bIBaHHs 3y00B

Hapymenne npukyca

. HexaprosHoe mopakeHre 3Maiy /THIOILIa3Us/ 9p0o3ust/ KIIMHOBU/HBIE 1E()EKTHI
. [MapayonTuT

. Kapuec 3y6oB

B L LN WL A NN

v KocrHo-cycraBHas cucrema

1. JlonmuxocTeHOMEHS 4
2. I'nnepMoOHIIBHOCTB CyCTaBOB:
* yMepeHHas 3
* BBIpaKCHHAsI

3. ApaxHOIAKTHINS

4. Cronmnos*:

I crenenn

II crenenn

III cTenenu

5. INaronormdeckuii KH(o3 rpyaHOTO OT/AeNa II03BOHOUYHNKA

6. [TaTonornueckuii 1003 MOSCHUYHOTO OT/IENA TO3BOHOYHUKA
7. ACUMMETpHSs CTOSIHUS JIOTIATOK, «BsUIasi OCAHKa»

8. [Tnockas ciuna*®

9. Bosu B 061aCTH TIO3BOHOYHHKA

10. AcummeTpus KocTeit Taza

11. BoponkooOpa3zHast nepopManust rpyIHOH KISTKH:

I crenenn

II crenenn

III crenenu

12. KuneBuaHas nedopmaryist rpyaHOi KIeTKH

13. InockocTonue: NONepedHOe/IPOIOIbHOE

14. BanberycHast yCTaHOBKa CTOII

15. BapycHas/Banbryctas nedopmarniis HUKHUX KOHEYHOCTEH
16. «HaronTeimmy» Ha THUILHON MTOBEPXHOCTH CTOIT

17. MakpogakTHIIist IEPBOTO Majbla CTOMbI

18. ApTpanruu/MUKpOTPaBMATUICCKUI TIPEXOSIINNA CHHOBHUT
19. «XpycT» B cycTaBax

[N ke

NBRERONDND RO W

N RN WWWLWANRN B W
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\ TlonoBas cucrema

1. 3aziepKKa 1oJI0BOro Pa3BUTUS

2. FOBeHMITbHBIC MAaTOYHEIE KPOBOTCUCHHUS
3. Bsinast MoIIOHKa

4. ITaxoBbIe/TTaX0OBO-MOIIOHOYHEIE TPBIKH
5. Bapukonene

[SIUSIY S (S 9]

lpumeyarHune. MHaekc Ketne II* pacuyntbiBaeTcs ro ¢opmyne:

Macca tena (kr) /(anvHa Tena B M)?. LleHTu/1bHoe pacrpeseseHmne AaHHOro nokas3aresis y AeTei u noApoCTKOB B 3aBUCUMOCTH
OT BO3pacrta M riosia npeacTasieHo B MOHorpaguu B.B. IOpbeBa n coasT., 2007.

Koxxa TOHKas* - BbISIBIISIETCS MO HAJIMYUIO BUAMMOW COCYANCTOM CETU Ha rpyau, CrIMHE, KOHEYHOCTSIX.
lony6oBartbie/ronybele cknepbl™ — ronybusHa CKaep M3-3@ MNPOCBEYUBAHUSI COCYZOB HEpPE3 UCTOHYEHHYIO pOrosuuy,
onpeaensemas KIIMHNYECKM B MPOX0AsILLEM CBETE.

Y3kuii nuyesoii ckenet* (y3koe anyo). [ns oLeHKU UCMOoNb3yOT IMUEBOU MHAEKC, KOTOPbLINA BbIYUC/SIOT M0 CAEAYIOLLEN
dopmyne: Mopgosiornyeckas Bbicota nLa/cKynosas wmnpuHa x 100, rae — Mopgo0rnyeckas Bbicota inLa — 3170 paccTosiHne
OT TOYKM riepeceyeHmsi HOCO/I06HOro LBa CO CPeAHEN JIMHMEN, HaXOoasLencss Ha KOpHe Hoca A0 Hanbosiee BbICTynaroLes
KHU3y ToYkm nogbopoaka. CKy0Bas WMpUHa — 3TO pacCTosiHNE Mexay Hanbosiee BbICTyNarLlmMu ToYKaMu aaTepasibHoM
MOBEPXHOCTU CKYJ10BbIX Ayr. Jlnyesos nHaekc 88,0- 92,9% ceugetenbcTByeT 06 y3kom aunue, a 6onee n 93,0% 06 o4eHb

Y3KOoM smLe.

lnockasi cnuHa* - oTCyTCTBUE UM YIIOLEHNE (PUINO0SIOrNYECKUX U3rMOOB MO3BOHOYHUKA.

pPasfnyHbIX OpraHoB 1 cuctem; (3) nabopaTopHOM Noa-
TBEPXOEHMN HAPYLLEHNSA OOMeHa COeaMHNTENbHOW TKaHU
" (4) HanM4YMM NPU3HaAKOB CEMENHOIO HAKOMIEHNS MPOSIB-
JNIEHNI COeANHUTENbHOTKAHHOM Aucnna3um y poaCTBEH-
HUKOB O0JIbHOrO, 06CcNeaoBaHHbIX MO TOW Xe ANarHoCTu-
yeckomn nporpamme [5].

Ecnun KkonnyecTBo aHaNM3npyeMbIX KIIMHUYECKUX Map-
KEPOB, BbIAB/ISIEMbIX Y NALMEHTA, MEHbLLE 3TOr0 YCIOBHO
[OMNycTUMOro nopora, To, No-HaWwemMy MHEHWIO, cnenyeTt
roBOpuUTb O pakTe HAKOMEHU NPU3HAKOB COEANHUTENb-

HOTKaHHOW aucnna3un. Takol naumeHT TpebyeT AnHaMm-
yeckoro HabnwaeHus, yrnyoOnEHHOro KIMHUKO-UHCTPY-
MEHTasNIbHOro 1 nabopaTtopHoro obcnenoBaHns C LEesbio
Bepudmkaumm guarHosa.

OCcoBEeHHO CNOXHbIM Ha CerofHs OCTaeTcs BOMPOC
OVArHOCTUKN N OLEHKM CTeNeHn Taxectn Heanddepen-
umpoBaHHol AOCT. B neguaTtpuyeckon npakTuke ¢ 3Ton
Lenblo MCNONb3YKTCA AMarHocTudeckue kputepum T
MwunkoBcka-OumuTtpoBa 1 A. Kapakawoga [8], J1.H. ®o-
MuHoi [10], TU. KagypuHoii n B.H. lopbyHoson [5], a B

Ta6saunya 2
3HaUYMMOCTb KJIMHUKO-UHCTPYMEHTaJ/IbHbIX U JlabopaTOpHbIX NOKa3aTesied B AUAarHOCTUKE TAXKECTU
AUCM1a3MM COeAUHUTESIbHOW TKaHM

Ne i/t

I CepieuHo-coCyIucTast CucTemMa

AHanu3upyemblil mokasareib Basbt

1. JlononuuTesnpHas XopAa/eqMHUYHbBIE TPAOCSKyJIbl B TIOJIOCTH JIEBOTO HKEJTY/I04Ka 2
2. MuKkceMaTo3HbIe H3MCHEHNS KJIallaHa/HeCKOJIBKIX KIIAIIaHOB

3. IIponanc MUTPaIBLHOTO KiIamaHa:

¢ 0e3 perypruTtanun/c perypruramueii 1 crenexu

* ¢ perypruranmeit 2 cTeneHu

e ¢ peryprutanuei 3 creneHu

* ¢ peryprurammei 1-2 creneHu HeCKOJIbKUX KIIaaHOB

4. Nunararms puOPO3HBIX KOJIEI]

5. Paciumpenue KOpHst a0pThI /JIErOYHOM apTepui/mponabupoBaHue CTCHKH MPABOTO MPEICEPIHs H JIp.
6. Coueranue nposiabupoBaHus CTBOPOK Kiiananos ¢ BITC

7. AHruoauciasuu (aprepuaibHbie, BEHO3HbIE, CMELIAHHbIC)

8. BuKkycnuIanbHbli a0pTaIbHbIN KIanaH

9. JlucTonus NanUIIAPHBIX MBIIIIL

10. OKI'-u3MeHeHHs: CHHYCOBasi apUTMUsI/OpauKapausi, ykopoueHne nurepsana PQ, cynpaBeHTpHKYISIpHAS
DKCTPAKCHCTOMNUS U AP.

11. Topaxo-nuadparMaibHbIA CHHAPOM

12. Bapuko3Hoe pacHIUpeHHe BeH HIKHUX BEH HIKHUX KOHEUHOCTEH:

* IErKOM cTeneHu

* Cpe/iHei cTeneHn

* TSHKENON CcTeneHn

13. Bapuko3Ho€ paciuIMpeHue COCyJ0B MaJIOro Ta3a

w2

AN — DLW PR WN —

[USIN RUS I S

11 OpraHnsl 3peHHs

w2

1. PaxuansHo-JIaKyHApHBIH THIT paTyKKu*
2. Muonus:

* nérkas

* CpeHsst

* Tspkénas

3. Meranokopuea*

4. ITnockast porosuna*

5. IloABBIBHX XpyCTaauKa

6. Orciiolika ceTyaTku

7. JlecTpyKLus CTEKIOBUAHOTO Tea
8. AHruonarus ceTyarku

9. ACTUrMaTH3M/TUTIEPMETPOTIHS

— WA B OWN
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1II Bponxonérounas cucrema

2. Bpouxoskrarmdeckas smpusema Jlemke

3. CrioHTaHHBIIl THEBMOTOPAKC

4. Bynnésnas sMmbpuzema TErkux

5. XpoHnyeckast 00CTpyKTUBHAS O0JIE3Hb JEKUX

1. Jluckune3us/mponadbupoBaHue/Tpaxeo/OpoHXOMera s

[SSINV, R NN N

v JKenyno4HO-KUIIEYHBIN TPAKT

(meperu0sl, S-ob6pasnas Gpopma, MeMOpaHbI  JIp.)
2. l'acTpoImTo3, rernaTonTos, CIUIAHXONTO3
3. MerakoJioH, JJOJUX0CUIMa

5. I'pbDKH MUIIEBOAHOTO OTBEPCTHUSI AUA(PArMbl

* | cTeneHu TsHKECTH
* 2 CTENCHH TSKECTH
* 3 CTENeHH TKECTH
7. Xpouunueckuii 330darut, OyIbOHT, KOIHUT U Ip.

1. luckuHe3ust KeT4eBBIBOLIIINX ITyTel Ha (oHEe (QYHKIIHOHATBHBIX/ AaHATOMUYECKUX HapyIIeHHI

4, IlI/IBepTI/IKyJIbI MMUIIEBO/JA, KUIIEYHUKA, IIEPBUYHASA HEAOCTATOYHOCTDH 6ayI‘HHPICBOﬁ 3aCJIOHKHN

6. XpOHHYECKHII TaCTPOMYOACHUT B COUETAHHU C PE(IIIOKCHON OOIE3HBIO:

[\

[V IV, I SNV )

NN Ao

\ Hepsuas cucrema

1. CuHapOM BereTaTuBHON JUCTOHUU

2. CHHKOTIAIbHBIE COCTOSTHHS

3. FOBeHMIIbHBII OCTEOXOHIPO3

4. FOBeHUIBHBIH 0CTEOXOHAPO3/TphKH 1IIMopist

6. ITosicHNYHO-KpECTIIOBas ypalbHash IKTa3us™

8. [Icuxuueckue U MoBEACHUECKHE pacCTPONUCTBA:
* a)peKTUBHBIC

* MAaHUYECKUE

* UIIOXOHPHYIECKIE

* epeOpOCTEHNYECKHE

* aCTEHHYECKHE

5. Beprebpoba3uisipHast HeIOCTaTOYHOCTh Ha (POHE HECTAOMIBHOCTH IIEHHOTO
oT/ena II03BOHOYHIKa/aHOManin KiIMMepin/KpaHHO-IepBUKAIBHOTO OT/E/IA T03BOHOYHUKA

7. BpoxaéHnast Mans(popManus cocyI0B FOJTOBHOTO MO3Ta/TI03BOHOYHEIX apTepHit

NN E-SNV N UL ]

FNNUSH (O (O )

VI MoueBblieIUTeIbHAsS CHCTEMA

Hedponros

ATOHUS YaIlIeYHO-TT0XaHOUHOMH CHCTEMBI
Jucmeradonnyeckas HedponaTus
ITy3BIpHO-MOYETOYHHKOBBIH pediioke

LN N W

VII MmmynHas cuctema

2. JlaHHBIC IMMYHOJIOTHIECKOTO 00CIIeIOBAHHS *:

* ymeHblIeHne/ moxasarenei ot 10% 1o 30% ot HOpMbI

1. PeruBupyromnme BUpycHble/0aKTepHaibHble HHOEKIHN
* yMeHblIeHHe/yBelTnIeHHe okasareneit 10 10% ot HopMbl

* yMeHbLICHHE/yBeTnIeHNe oka3aresneit 6oiee 30% oT HOPMbI 4

VI JlabopaTopHble IoKa3aTenu 0OMeHa COSIUHUTEIFHON TKaHH

* yMeHbIIICHHE/yBelIM4eHHe Moka3sareneii 10 10% ot HopMbI
* yMeHblIeHHe/yBennueHne nokasareneii ot 10% 10 30% ot HopMbL 3
* yMEHbIICHHE/YBeIIMYeHHE MoKa3aTeleii 0onee 30% OT HOPMBI 4

IX Jlencuromerpust

OCTEOIICHUSI OCEBOTO CKelleTa
OCTEOIOpO3:

10 10% ot HOpMBI

ot 10% 110 20% oT HOpMBI

ot 20% 1o 30% oT HOpMBI
6onee 30% oT HOPMBI

AN W

ﬂpMMeanme. Paamaano—naKyHapr/ﬁ mnpa,qy)KKM* -runornsactn4yHas pagy>xHas obosioyka cpaanazibHbIMU yl'/7y6ﬂeHl/lﬂMM

n3-3a MCTOHYEHUS rnepegHero MesogepmasibHoro Jimctka.

MeranokopHea* (MakpoKopHea) — yBEeIMYEHNE ANAMETPa poroBullbl 40 13 MM mu 60s1€€ Npu HOPMasbHOM BHYTPUIIa3HOM

AaBJIEHUN U OTCYTCTBUU I'IOMyTHeHMFI.

lnockas porosmua*— OLIeHNBAaETCA Mo pe3y/ibTataM KepaTtoOMeTPUHECKUX M3MepeHl/lI71.
nOFICHM’JHO-erCTL{OBaFI AypasibHas 3KTaBMH*,qMaFHOCTMpyeTCFI c nomoLybto MPT no3BoHOYHMKA I'IyTéM n3MepeHus aAnameTpa

AypasibHOro Melka Ha yposHe L1 - S1.

TepaneBTuyeckon — B.M. Akosnesa, I"'W. Heuvaeroi [12],
I"N. Heuwaesoii 1 coaBT. [9] n 3.B. 3emuosckoro [3].

Mo MHeHuto Gonrapckux asTopoB [8], BpoxaeHHas
HEMOJIHOLLEHHOCTb COEAUHUTENBHOM TKaHW (B TPAKTOBKE
oTevyecTBeHHbIx aBTopoB — ACT) MoXeT ObiTb ANArHoOC-
TUPOBaHa NPU HaIMYMK y pebeHka codYeTaHus aBHbIX U
BTOPOCTENEHHbLIX NPU3HAKoB. Bcero B knaccudukaumm
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npusoamTca 15 NpU3HaKoB, OTHOCSLLMXCA B OCHOBHOM
K MaBHbIM — FMNeprnoaBMXHOCTbL CYyCTaBOB, rmrepanac-
TUYHOCTb KOXW, gedopmauus rpyaHOM KNeTKn u nos-
BOHOYHMKA, NATOJIOrMs OpraHa 3peHusi, BbICOKOe HEGO,
MJIOCKOCTOMNME U BblpaXeHHas BEHO3HAas CETb Ha Koxe. K
BTOPOCTEMNEHHLIM NPU3HAKaM aBTOPbl OTHOCAT aHOManuu
YLWHbIX PAaKOBUH, 3y0OB, rpbku U Ap. Jlerkaa cteneHb



MEAULLMHCKUIWA BECTHUK CEBEPHOTO KABKA3A, Ne 2, 2008

OCT pmarHoctTupyeTcs Npu BbISIBIEHUM 2 [TIaBHbIX; CPes-
HAst — 3-4 MaBHbIX M 2 BTOPOCTEMNEHHbIX, @ BbIPAXEHHAs
— 5 1 6onee rmaBHbIX N 3-4 BTOPOCTEMNEHHbIX MPU3HAKOB.
HepoctaTkoM gaHHOM knaccudukaumm, Ha Hall B3rnsg,
SIBNSIETCS OrPaHMYEHHOE YNCIIO MaBHbIX N BTOPOCTEMNEH-
HbIX MPU3HAKOB, HECOMHEHHO UrPaloLLLEe BaXHYIO POJib B
OVNarHoCTMKe CoeaMHUTENbHOTKAHHOW ANCNIasni.

NN.H. ®omuHoli [10] mM3yveHa B3aMMOCBSI3b 3Ha4M-
TENbHOMO YMCNA MaBHbIX M BTOPOCTEMEHHbIX KNUHUYECKNX
NPOSIBNEHNIA COEAMHUTENbHOTKAHHOW AMCNna3nm B rpymn-
nax 60J1bHbIX U 300POBLIX AeTell. BoisiBneHa accoumaums
rMnepMobuNbHOCTM CYCTaBOB C MMMEP3NacTUYHOCTLIO U
BbIP@XXEHHOCTbIO BEHO3HOM CeTu KoXu, aedopmaumeit
rPYOHON KJETKU, MI0CKOCTONMEM, CaboCTbio MbILLLL MNe-
penHei OPIOLLHON CTEHKM U MOMNEPEYHOM MCYEPHEHHOCThIO
cton. MeHee BbipaXkeHHast Koppensauns oTMedeHa Mexay
rmMnepTenopusMoM a3 1 SNMKaAHTOM, CaHOaNeBUOHON
LLEeNbio CTOMbl Y MOPLLMHUCTOCTBLIO KOXM, T.€. C BTOPOCTE-
NEeHHbIMW NPU3HaKaMun. YCTaHOBIIEHO, YTO CTAaTUCTUYECKN
3HAYMMO KOPPENMPYIOT CO cTeneHbto TskecTu OCT nuwb
39 13 65 nzyvyaembix EHOTUNNHECKUX NPU3HAKOB. Heno-
CTaTKOM [AaHHOro noaxoaa, Mo-Halemy MHEHUIO, SBNS-
€TCH BKJIIOYEHME 3HAYUTENBHOIO YMCNa TakK Ha3blBAEMbIX
BTOPOCTEMNEHHbIX MPU3HAKOB (3NUKAHT, MasHon rmnepTe-
JIOpU3M, LUMPOKas NMepeHocula, OTTOMbIPEHHbIE YLLUIHbIE
PakoOBUHbI 1 Ap.), KOTOPbIE HE MMEIOT ONpenensoLLero
3HaYeHns B MAarHOCTMKE COEANHUTENIbHOTKAHHOW AMCH-
nasunu, a NpocTo oTpaxatoT PakT HAMYMS MOBLILLEHHOIO
nopora ycioBHOM CTUrMaTM3aLmMn y JAHHOW rpynmnbl nauu-
€HTOB.

Ha ocHoBaHMM yyeTa AMarHOCTUYECKOM 3HAYMMOCTU
OTAENbHbIX MNPU3HaKoB HeauddepeHumposaHHon OCT
B.M. Akosnes n IWN. Heuvaesa [12] pa3paboTanu crneum-
abHble AMarHoCcTUYeckne Tabnuubl C OLLEHKOWN BHELLHMX,
BUCLEpasibHbIX U BUMOXMMWYECKUX rokasatenen ans
B3POC/bIX MALMEHTOB C AMArHOCTUYECKUM MOPOrom +17.
[Mpwn 3Ha4YeHN oMarHoCTN4Yeckoro kKoagduumeHtTa ot +17
0o +23 onpegensanacb ManoBblpaxeHHas dopma Hegud-
depeHumpoaHHon ACT, a ot +23 - BolpaxeHHasa dopma
HepnddepeHumposaHHo OCT. B panbHenwem LN, He-
YyaeBol 1 coaBT. [9] 6bI1 co3maH anropuTM AUArHOCTUKN
OCT y nuu, cTaplien BO3pPacTHOWM rpynnbl HA OCHOBAHUN
pa3paboTkM ANArHOCTUYECKUX KOIPDULIMEHTOB U KOIPD-
bdGUUNEHTOB MHOOPMATMBHOCTN.

B kputepusx, npennoxeHHbix 3.B. 3emuosckum [3],
yKa3blBA€TCH HA BAXHOCTb MCMOJIb30BAHUSA B AMArHOC-
Tnke OCT (B TpaHCKpUMUMM aBTOpa BPOXOEHHbIX pac-
CTPOWCTB COEANHUTENBHOM TKAHWN) HE TOJIbKO «BHELLIHNX>,
HO N «BHYTPEHHUX HeHoB». ABTOP NpeanaraeT AMarHoc-
TnpoBatb 10 OCHOBHbIX AUCMIACTUYECKUX CUHOPOMOB U
deHoTunos. OgHako NogoOHLIM Noaxon B neguaTpuyec-
KOM MpakTuKe KaXeTCs HaM Helenecoobpas3HbiM B CBSA3U
C BapunabesibHOCTbIO KIIMHUYECKUX MPOSIBIEHNIA coeau-
HUTENbHOTKAHHOM AMcnnas3uu no mepe pocta pebéHka
N BbIP@XEHHbIM KIIMHUYECKMM MOAMMOPPU3IMOM OaHHOMN
naTonoruu.

Monaraem, 4TO TAXECTb COCTOAHUA OonbHbIX ¢ ACT
onpenensieTcs YeTblpbMsi OCHOBHbIMU COCTaBNSIOLLMMMU:
(1) cTeneHbio BbIP@XEHHOCTUN BHELWHMX MPOSIBIEHUA CO-
€ANHUTENbHOTKaHHOM aucnnasuu; (2) xapakrepom Manbix
aHoOMannii pa3BUTUS BHYTPEHHUX OPraHOB U CUCTEM; (3)
TeyeHnem accoummpoBaHHoi ¢ ACT XpOHMYEeCcKom coma-
TUYECKOW MM MCUXOHEBPOOrNMYECKOn natonormm n (4)
- MeTabosIMYECKNMN HaPYLUEHUSIMU, OTPaXaloLWMMn Co-
CcTOsiHME 0OMeHa COeaMHUTENbHON TKaHW.

Hamu npoBeaeHa akcnepTHasa oueHka 3Ha4MMOCTU OT-
OEeNbHbIX KIWHUKO-UHCTPYMEHTAJIbHbIX 1 NabopaTopHbIX
KpuTEpmneB B onpeneneHun ctenexu tsxectu ACT y ge-
Tel 1 NoAPOCTKOB B Hasnax, KoTopble 6blv onpeneneHsbi
¢ nomouplo baiecosckoro knaccudukatopa. OnncaHme

MaTemMaTM4eckor Moaenn npencTaBaeHo B MOHorpadumn
P. Oyna, M. XapT [2]. Pe3ynbratbl 3HAYNMOCTU psga Kiu-
HUYECKMX MApPKEPOB B OLEHKE CTEMNeHU TAXECTU COeau-
HUTENbHOTKAHHOM AMcnnasuu npencraBieHsl B Tabnuue
1. B npumeyaHnn faHbl KPUTEPUU AUATHOCTUKN HEKOTO-
pbiX aHaNM3UPYyEMbIX NokasaTesien, OTMEYEHHbIX B Tabniu-
LLe 3BE3104KOM (*).

Hamu oTto6paHbl 50 Hanbonee 4acTo BCTPEYaoLLMXCS
KIIMHNYECKMX MapKEPOB COEAMHUTENIbHOTKAHHOW AmMc-
nasuun. Kak BUAHO 13 JaHHbIX Tabnnubl, K HAM OTHOCATCS:
(1) pasnuyHble aHoOMannn KOCTHO-CYCTaBHOW CUCTEMbI
(42,2% npu3HakoB, AalOLLMX MakcumanbHO 69 6annos),
(2) N3MEHEeHUSs KOXW, e€ NPUAATKOB, MbILLEYHOM CUCTEMBI
(83,2%; 53 6anna), (3) naTonorns 4entoCTHO-NNLIEBO 00-
nactn (20%; 24 6anna), (4) HapyweHus nonosoro (11%;
12 6annoB) n dpusmnyeckoro passutus (4,5%; 6 6annos).
Mpu aTOM Hanbonee 3HAYUMBbIMU KIIMHUYECKMMWN MapKe-
pamu ACT sBNsiOTCS BbIpaXeHHas rMnepmMoOubHOCTb
CYyCTaBOB, apaxHOAAKTUINS, CKONMO3, AedopMauus rpya-
HOW KNEeTKU, TrMNeppacTaIXUMOCTb KOXM, MHOXECTBEHHbIE
KenouaHble pybLbl, CUMMNTOM «MNannMpPOCHO Bymaru», aT-
poduyeckme CTpuu, NaToNorns BMCOYHO-HUXKHEYENoC-
THOro cycTtaBa, CHuxeHue nHgekca Ketne Il ot 10 go 3
nepueHTenen.

KnuHunyeckuii onbIT CBUOETENbCTBYET, HYTO Yy 3HA4u-
TENbHOro 4ucna OO0JIbHbIX TAXECTb 3aboneBaHus npe-
NMYLLLECTBEHHO OMNPEENAETCSH COEANHUTENBHOTKAHHBIMMN
HapYyLUEHNSIMU CO CTOPOHbI BHYTPEHHUX OPraHoB NN CUC-
TeMm, NMBO CocTosiHMEM oObMeHa COeAMHUTENbHOWN TKaHW,
4YTO CBWUIOETENbCTBYET O FEHETUYECKOW reTeporeHHOCTU
aHanuanpyemolr naronoruu. Mcnonb3dys OONONAHUTENb-
Hble MeToabl ccnenoBanus (AxoKr, Y3 BHyTpeHHUX op-
raHoB, KT, MPT, peHTtreHorpadwus, Y3II, aeHcntometpus
W Op.), 3aK/Il0HeHUs CreumanmcToB, 3HaloLWmx npobdnemy
COEANHUTENBHOTKAHHOW Ancnnasum, y 60JIbHbIX MOXHO
BbISIBUTb 3HAYNTENIbHOE YNCI0 MUKPONPU3HAKOB ANCMOP-
doreHesa pasniyHbiX OPraHoB M CUCTEM, LIENbIA Kackag,
3aboneBaHuin, accouumpoBaHHbix ¢ ACT, a Takke goka-
3aTb GaKT HapyLLleHMs 0OMeHa COEANHUTENBHOM TKaHWN Ha
OMOXMMUNYECKOM YPOBHE. Pe3ynbTaThl 9KCNEepPTHOM OLEeH-
KW 3HAYMMOCTU psiia MHCTPYMEHTasIbHbIX U nabopatop-
HbIX MokasaTenemn B oueHke Tsxkectn OCT npeacTaBneHbl
B Tabnuue 2.

Hamu npoaHanuaupoBaHbl 51 KIMHUKO-UHCTPYMEH-
TanbHbIA NpuU3Hak/Ho3oormyeckas dopma, Hanbonee
yacTto BcTpeyvatowmxesa npn ACT. K Hum oTHocaTcs: (1)
pas3nuyHble Masble aHOManMn pPa3BUTUS Cepae4vHO-Co-
cyaucTon cuctemsbl (25,5% npmaHakos, AaKOLWMX MaKCK-
mManbHo 44 6anna), (2) natonorus opraHoB 3peHus (19,6%;
39 6annos), (3) HepBHOW cucTeMsbl (15,7%; 32 6anna),
(4) xenyno4yHo-kuweyHoro TpakTa (13,7%; 27 6annos),
OpoHxonéroyHon (10%; 22 6anna) n mMo4veBbIOENNTENb-
HoW (7,8%; 10 6annos) cuctem. Npu aToM Hanbornee 3Ha-
YUMBIMW KIIMHUKO-UHCTPYMEHTanbHbiMn Mapkepamu OCT
y OeTell 1 NOAPOCTKOB SBASIIOTCSA: pPaclUMpPEeHne KOpHS
aopTbl, IEFOYHON apTepun, codeTaHne nponabrpoBaHns
psga knanaHos ¢ BIC, BblpaxeHHbI Topako-anadpar-
MaJsibHbIA CMHAPOM; TSXKEnass MUonus, NoABbIBUX XPYC-
Tanvka, oTcnonka ceTyaTku, AeCTPYKLUMS CTEKIIOBUOHOIO
Tena; peunamBUPYIOLLMIA CMOHTaHHBLIA MHEBMOTOPAKC;
TXKENaA pedniokcHass 601e3Hb; NOACHUYHO-KPECTLIOBas
aypanbHasa 9KkTa3us, OBEHWUSbHbIA OCTEOXOHOPO3, MPbIXU
LLImopnsa n gp.

BaxHbIM dakToOpoM, XapakTepuaylowmM TaXeCTb
COCTOSIHUA MauMeHToB C HeauddepeHUUpPOBaHHOMN
OCT, aBngeTca oueHKa cocTosHWA MeTabonuama co-
eanHnTenbHoln TkaHn. CnepyeT 3aMeTUTb, YTO B psiae
cemMeil TsaxecTb 3ab0neBaHUs onpeaenseTcs MMEeHHO
CTEMNEHbIO BbIPAXEHHOCTU NabopaTOPHbIX HaPYLUEHUNA,
KOTOpble 3aMeTHO OnepexarT pas3BUTUE KIMHUYEC-
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KOW KapTuHbI. B 3aBUCUMOCTM OT ANArHOCTUYECKMX BO3-
MOXHOCTen nabopatopun LienecoobpasHo npoaHanu-
31poBaTh COCTOSIHME MpoLecca pacnaga (OKCUMpPOVH,
DE30KCUMUPUANHONNH,  TMAPOKCUINIUINUPULANHONNH,
nupunuHkc—-D, B-Cross Laps TecT u ap.) u cuHTe3a Kos-
nareHa (octeokasibLMH, OOLMA aMUHOTEPMUHANbHbIN
nponentup, npokonarexna | Tuna - obwwmin PINP n gp.), a
Takke kaTabosm3ama MexKIeTo4HOro BeLLLeCTBa COeAVHM-
TENbHOW TKaHW (FMNMKO30aMUHOMMKaHbI 1 gp.).

Bonbluoe 3Ha4YeHNEe B OLLEHKE CTEMNeHu TSXecTu He-
onddeperHumposaHHoit ACT, 0cob6eHHO y NoapoCTKOB,
npUOaémM KOCTHOWM OEHCUTOMETPMN NOSICHUYHOIO OTAe-
la NO3BOHOYHMKA, KOTOPYIO MNPOBOAUM METOAO0M OBYX-
3HEepPreTMYeckon peHTreHoBcKon abcopbumomeTpum
DXA (L2-L4) c nomMowbio OCTEOAEHCUTOMETPA, OCHa-
LWEHHOro «0eTCKOM» NPOrpaMmmMon.

Onpepnenenuve ctenenn BoipaxxeHHocTn ACT y kaxao-
ro KOHKPETHOro pebeHka NPoBOAUTCS MO CyMme 6asnsos.
Ecnn oueHuBaloTcs nNuwb GEHOTUNUYECKME MPU3HAKK
(Tabn. 1), To Nnpun nepsoii cteneHn TsxkecTn ACT (BapmnaHT
HOpPMbI) cymma 6annoB He Jo/mKHA npesbiwaTe 12, yme-
PEHHOI — 23, @ Npu BblpaXeHHOW OHa cocTaBnsaeT 24 n
6onee 6annos.

MpY NOMHOM KIIMHUKO-UHCTPYMEHTaNbHOM 06cneno-
BaHUN pebeHka (Tabn. 1 n 2) cymma 6annoB ysennymea-
eTcs: Npu nepBow cteneHu — 0o 20, ymepeHHou - oo 21-
40, a BblpaxxeHHo — 41 1 6onee 6annos.

BnnsiHne GUOXMMMYECKNX MAPKEPOB Ha OLEHKY Ts-
xectn OCT HanpsiMyld 3aBUCUT OT BO3MOXHOCTEN na-
GopaTopHOW CNyX0bl 1 UCNONb3YEMOr0 B NpakTUKe aua-
rHOCTMYECKOro anropmTma.

3aknoyeHue. Takum 06pa3om, AMArHOCTUKA CTe-
neHn Taxectn HegmddepeHumposaHHon ACT y peten,
[OMKHA HOCUTb KOMIMJIEKCHbIA XapakTep W BKJYATb B
cebs TuaTeNnbHOE KMHMYeckoe obcnenoBaHne 601bHOr0
pebEHka 1 YNeHOB ero cemMbk No eamHoN AMarHocTu4ec-
KOV NporpamMme, LiefieHanpaBieHHYIo MHCTPYMEHTaIbHYIO
OVArHOCTUKY C YY4ETOM «OpraHa-MuLLEeHn» 1 cneunanbHoe
nabopatopHoe obcrenoBaHume.
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OUEHKA CTENEHU TAXECTU
HEAUPPEPEHLMPOBAHHOU AUCIAA3UN
COEAWHUTEAbHOWU TKAHU Y AETEU

T.U. KAAYPUHA, A.H. ABBAKYMOBA

B cTaTtbe npeacTaBneH B3rNna4 aBTOPOB HA OnpeaeneHne no-
HATUS HeanddepeHUNPOBaAHHOM AMCNNa3nn CoOeANHUTENbHON
TkaHu (OCT), OCHOBHbIE NMPUHLMMbLI ANArHOCTUKM AAHHOW NaTo-
noruun, a Takxke pesynbTaTbl 3KCNEPTHOM OLEHKM 3Ha4MMOCTU
OTAENbHBIX KIIMHUYECKUX, NHCTPYMEHTA/IbHbIX U 1ab0opaTOPHbIX
KpUTEPUEB B OMpPELEeNeHnn CTeneHu TSXecTu 3aboneBaHus B
6annax, onpenenéHHbix ¢ NoMoLLplo baneccoBckoro knaccuou-
Katopa. [lenaetcsa 3akloyeHne, YTO OLEHKa CTEMEHN TSXECTU
HeandpepeHumpoBaHHon OCT y aetein, 4OXKHA HOCUTb KOMI-
JIEKCHBbI XapaKkTep 1 BKJlo4aTb B cebsi TLATeNbHOE KIIMHNYeCcKoe
obcnenoBaHne 60NbHOro pebéHka 1 YNeHoB ero cemMby No eam-
HOWM AMArHOCTMYECKOM NporpamMme, LieneHanpaBieHHYI0 NHCTPY-
MEHTAJIbHYIO ANArHOCTUKY C YYHETOM «OpraHa-MuLLEHN» 1 Creum-
anbHoe nabopatopHoe obcrefoBaHme.

KnioueBble cnoBa: [ucnnasvsi COEAUHUTENbHOW TKaHW,
[eTn, ANarHoCcTuka, OLeHKa TSXeCTun
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ESTIMATION OF THE SEVERITY
OF THE NONDIFFERENTIATED
CONNECTIVE TISSUE DYSPLASIA IN CHILDREN

KADURINAT.I., ABBAKUMOVA L.N.

The authors’ opinion on definition of nondifferentiated con-
nective tissue dysplasia (CTD) concept, main principles of diag-
nostics of the given pathology, and also results of an expert es-
timation of the importance of separate clinical, instrumental and
laboratory criteria in definition of the disease severity in the points
determined with the help of Byessovsky classificatory is submit-
ted in the article. It is concluded, that the estimation of severity of
nondifferentiated CTD in children should have complex character
and include careful clinical inspection of the sick child and mem-
bers of his family under the uniform diagnostic program, purpose-
ful instrumental diagnostics taking into account “target organ”
and special laboratory investigation.

Key words: connective tissue dysplasia (CTD), children, di-
agnostics, severity estimation
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FEHETUMECKUE MAPKEPbl COCYAUCTON NATOAOTUN
Y AETEX C HEAUPPEPEHLLUPOBAHHON AUCNAA3UEMN
COEAUHUTEABHOM TKAHU

MU.A. KocTtuk', M.A. YyxaoBuHa?, B.U. AapuoHoBa?, T.U. KaaypuHa'
'CaHkT-MeTepbyprckas MeAULUHCKAS AKAAEeMUS NMOCAEAUNAOMHOro

o6pa3oBaHMS

2CaHkT-MeTepbyprckas rocyAQpCTBEHHAA NeAnaTpuyeckas

MeAULUUHCKASA aKaAeMus

TenbHOW TKaHn (ACT) — 31O reTteporeHHas rpyn-

na 3a0oneBaHuii, OKa3biBaloLias BJINSHUE Ha
PYHKLUNOHNPOBAHMNE Pa3JINYHbIX OPraHOB U CUCTEM
[1,2]. NaumeHTl ¢ HeaudodepeHuupoBaHHom OCT
npeabaBnqaioT 60osblUOe KOJIMYECTBO Xanobd u co-
CTOSIT Ha y4YeTe y Bpayeil MHOIrMX cneuuanbHOCTENn.
N3BecTHO, 4TO 3TN 0OJNbHbIe MMEIOT MOBbILIEHHbIN
PUCK pa3BUTUSA COCYAUCTON NaTosiorMm, B CBA3U C
YeM NpeacTaBNseTCs UHTEPEeCHbIM MOUCK pPas3finy-
HbIX FTEHETUYECKUX MapPKEepPOB, aCCOLUMPOBAHHbBIX C
AaHHOW naTonorvei. Ainsa Hawel paboTbl B KayecTBe
nccrnegyeMbix MapKepoB Obiiv BblGpaHbl reHbl OT-
BETCTBEHHbIE 3a BasoaunaTauuio (reH aHaoTenmalb-
Ho NO-cuHTeTa3bl) U BA3OKOHCTPUKLMUIO (F€H aHrmo-
TEeH3UHKOHBepTUupyowero ¢pepmeHTta). B HacTosiLee
BpeMs [AaHHble reHbl paCCMaTpPUBAalOTCA B Ka4eCcTBe
reHoB-KaHAUAATOB AJ1F Pa3BUTUS UHCYJIbTA.

MmeeTcs 6onbLLoe KONMYecTBO PaboT, NOCBSALLEHHbIX
N3y4eHuto BNnsaHna nonmmopdusma reHoB NO-cuHTeTa-
3bl Ha pasBuTMe cocyaucTon natonorun [3]. feH aHpooTe-
nmnanbHolt NO-cuHTeTadbl (eNOS) nokanvMsoBaH B AJINH-
HOM nnieyve 7 XxpomMocombl (7g35-36).

Monumopdunsm B MHTPOHE 4 npencTaBneH 2 annens-
Mu: b, B KOTOpOM MMeTcs 5 NOBTOPAOLWLNXCS dparMeH-
TOB 27 bp, 1 a, B KOTOPOM TOJIbKO 4 Takux nostopa. lo-
nmMMopdur3M He BASETCS CTPYKTYPHbIM. B eBponenckomn
6enon nonynaumm 6os5iee pacnpoCTPaHEHHbIM SBNSETCS
annenb b, a yacTtoTta pacnpoCTpaHeHUs reHOTUMNOB CO-
cTaBnseT cooTtBeTtcTtBeHHO bb-0,41, ab-0,46, aa-0,13
[5]. B paanuyHbix nccnegoBaHusax 6bi10 nokasaHo, H4To y
HOCUTENen reHoTuna aa OTMEYeH MakCUMalbHbIN ypo-
BeHb 6a3anbHoro NO, Torga Kak y HocuTenei reHotuna
bb ypoBeHb NO npnbnuantensHo B 2 pasa HUXe, Y re-
Tepo3uroT (ab) ypoBHu NO 3aHMMAOT NPOMEXYTOYHOE
nonoxenue [20]. No pgaHHbIM KO.B. KOTOBCKOW 1 COAaBT.,
HOCUTENbLCTBO annensa 4a (reHotunsl 4a/4a, 4a/4b) ac-
COLUMNPYETCH C BBICOKMM PUCKOM PasBUTUSA OCTPOro Ha-
pYyLUEHMS MO3roBOro KpoBooOpalleHns U MHbapKTa Mu-
okapaa y 60JibHbIX caxapHbiM aAnabeToM BTOPOro Tmna,
npu aToM annensb b n reHotun bb o6nagaoT 3aWMTHBIMU
csoictBaMu [2]. CyLecTBYIOT faHHbIe 0 60JIbLLEN YacTo-

Hen.ud)d)epeuuuposauuaq Aucnnasuva coeguHu-

Te annens ay 60/bHbIX C apTepuasnbHOM r’mnepTeH3nen n
runepTpodmren NeBoro xenyno4ka rno cCpaBHEHMIO CO 340-
poBbiMu mogbmMu [17]. B uccneposanmn X.L. Wang noka-
3aHa accoumauus annens a ¢ passutmem UBC, nidapkra
MMokapaa 1 NpeapacnonoXeHHOCTbIO K 3HA0TENNASTbHON
avncdyHkumm [17].

CTpYKTYpHbI NonMMmopdunam B 7 ak3oHe hpopmumpyeT-
Csl B pedynbrate OAHOHYKJIEOTUAHOM 3aMeHbI N'yaHUHa Ha
TuMuH B 894 no3unuum reHa NOS-III, 4yTo npnBoanT K 3ame-
He rmyTaMuHa acnaparmHom B 298 no3numm camoro gep-
MeHTa. B uccneposaHum K. Berger n coasr. [6] BbisBneHa
accoumaums TT reHoTuna ¢ pasBUTMEM ULLEMUYECKOro
MHCYNbTa, HEe 3aBuUcsdLLas OT BO3pacTta, nona, Hannyms
apTepunanbHOM runepTeHsun, auabeTta u runepxonecrte-
puHemMuun. B opyrom nccnenosaHnm aBTopbl 06HapYXum
60/bLUYI0 HaCcTOTY pacnpocTpaHeHHOCTM annens T y na-
LIMEHTOB, CTPafaloLLMX apTepuasnbHOM rmnepTeH3nen, no
CPaBHEHMIO CO 340POBbIMU, @ TAKXKE UX PE3UCTEHTHOCTb
K obLienpuHaTon Tepanuu [12]. B eBponeiicko nonyns-
UMM 0o6Las YyactoTa AaHHOM MyTaLMmM AOCTATOYHO BbICO-
ka n coctasnseT oo 10% y 380poBbIX 1 10 36% Yy 60SbHbIX
ocTpbiM MHPapkToMm Mmuokapaa [11]. Hocutenu annens
T MMEIOT MOBbLILEHHbIN PUCK Pa3BUTUS LiepebpanbHOro
atepockneposa [15].

Mytaumsa T786-C B 5'-koHuUe reHa NOS-III npuBoant
K 3HAQYNTENIbHOMY YrHETEHWIO MPOMOTOPHOM aKTUBHOCTU
reHa u, COOTBETCTBEHHO, K CHUXEHUIO CMHTE3a 3HAoTe-
nnanbHoro NO. OTme4eHo, 4TO Y NauMeHTOB, HOCUTENEN
naHHoro (C) annens, Bbille PUCK BOSHUKHOBEHUS Bbipa-
XEHHOro Basocna3ma Mnocfie NepeHeceHHoro cybapax-
HompanbHOro KposouanuaHua [14]. B nccneposaHun G.
Ghilardi n coasT. [9] reHoTUn CC obHapyxuBanu y 601b-
HbIX, MPOONEPNPOBAHHbBIX MO MOBOAY CTEHO3a BHYTPEHHEN
COHHOW apTepum, B ABa pasa 4alle, Yem B rpynne KOHT-
ponsi (COOTBETCTBEHHO 26% n 13 %, p=0,018). CuuTaior,
4YTO HOCUTENLCTBO annens C B roMO3MroTHOM COCTOSIHUM
ABNAETCH HE3ABUCMMbIM (aKTOPOM puUcKa pa3BuUTUSA TH-
>XEeNoro CTeHo3a BHYTPEHHEN COHHOM apTepun.

leH aHrnoTeH3nHkoHBepTUpyowero depmenTa (ACE)
B HACTOSILLLEE BPEMS PACCMaTPMBAETCS B KQYECTBE OLHOMO
N3 reHOB-KaHAVAATOB B PA3BUTUM ULLEMUYECKOTO MHCYJTb-
Ta [10], HO aaHHble 0 BAMSHUK nonumMmopduama reHa ACE
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Ta6bauya 1
PacnpepeneHue nonmMmopdHbix 4a/4b reHoTunoB u annenei reHa eNOS III
y Aeten c HeauddepeHUMPOBaHHOWU AUCIa3uel coeauHuTenbHo TkaHm (HACT)
M y 3a0poBbix AeTel CaHkT-MeTepbypra

leHoTuNbI X2 Annenu X2

4ada 4adb 4b4b p 4a 4b p
Manbuvikn ¢ HACT 1(1,6%) 12(19,0%) | 50(79,4%) 5,12 14(11,1%) | 112(88,9%) 4,31
300p0BbIE MaNbYNKM 3(4,1%) 25(34,3%) | 45(61,6%) 0,077 31(21,2%) | 115(78,8%) 0,038
Jesouyku ¢ HACT 0(0,0%) 10 (26,3%) | 28 (73,7%) 3,17 10 (13,2%) | 66 (86,8%) 1,84
300p0BbIE AEBOYKM 5(7,2%) 20(29,0%) | 44(63,8%) 0,21 30(21,7%) | 108 (78,3%) 0,18
et c vACT 1(1,0%) 22(21,8%) 78 (77,2%) 7,36 24 (11,9%) 178 (88,1%) 6,88
300poBbIe AETU 8 (5,6%) 45 (31,7%) | 89 (62,7%) 0,025 61(21,5%) | 223 (78,5%) 0,009

npoTVBOpeYMBbl. [€H KapTMpoBaH B OJAVHHOM nnede 17
xpomocombl (17qg 23). B kauecTtBe mapkepa nonmmopduns-
Ma reHa ACE ncnosnb3yeTcst OTCYTCTBME UV NPUCYTCTBUE
(neneumns-D nnu nHcepumsa-1) pparmeHTa, COCTOALLEINO U3
287 bp B 16 MHTpOHE reHa. Szolnoki Z. n coasT. cO06LLALOT,
410 annenb D ycunueaeTt Ba30OKOHCTPUKLIMIO, OTBEYAET 3a
YTOJILLLEHNE CTEHKM COCYA0B, Nponudepaumio rmankombi-
LEYHbIX KJIETOK, YTO B CBOIO O4epeab BEAET K pa3BUTUIO
mHeynbTa [19]. B nuccnepoanum HO.B. KoToBCKOM 1 COaBT.
[2] nokasaHo, 4yTo annenb | n reHotun Il nonumopdpmnama
reHa ACE nrpatoT 3aLluTHYIO POJib B OTHOLLEHUN PA3BUTUS
VHCYNbTa, TOraa Kak Apyrve aBTopbl Nokasanu CBs3b an-
nensa | ¢ pasBMTMEM MHTPaKpaHuasnbHbliX aHeBpuam [13].
A. Slowik n coagTt. usydanu I/D nonumopdwmnam reHa ACE B
NosbLCKOM NONynsaumn 1 BeiBUAK, 4To D annens asnsetcsa
HEe3aBUCUMbIM HAKTOPOM pUCKa PasBUTUS remopparu-
4YeCKOr0 VHCYbTA; AN UWEeMWYECKOro UHCYNbTa Takux
3aKOHOMEpPHOCTEN He BbisiBNeHo [18].

Llenbto Hawelr paboTbl SABUIOCL U3YYEHME YACTOThbI
BCTPEYAEMOCTU FreHETUYECKMX MAPKEPOB COCYANCTON na-
ToslorMn y getei ¢ HeanddepeHumporaHHoi OCT, cpas-
HEeHVe pacnpeneneHnst NoMMOPMHbIX FTEHOTUMOB reHa
ACE un reHa eNOS y naupeHToB ¢ HeanddepeHUpoBaH-
Holi [ICT n 3popoBbiMu aeTbmu CaHkT-MeTepbypra.

Matepuan n metogbl. O6cnegosaHo 119 yenosek
¢ HeanddepeHumporaHHon OCT B Bo3pacTte oT 2 o 18
net (cpenHuii Bo3pact 12,71 +4,88 ropa), na Hux 41 pe-
Bouka (34,4%) 1 78 manbunkos (65,6%). Mpynny KoHTpons
cocTtaBunm 146 npakTrnyeckn 300poBbIx aeten CaHkT-lMNe-
Tepbypra. Kputepusimu BKIIOYEHUS NaLMEHTOB B MCChe-
[OBaHMe SIBUIOCb Halnyme OTArOLLEHHOrO CeMerHOro
aHamHe3a, 6-8 u 06onee KINHUKO-MHCTPYMEHTANbHbIX
npusHakoB HegmddepeHumpoBaHHoi LACT, 6uoxummn-
YeCKMX MapKepoB pe3opOumn 1 cMHTEe3a KoslareHa, ka-
Tabonm3ma MexXxKIeTOYHOro BELLECTBA COEAMHUTENbHOMN
TkaHW. CTeneHb BOBNEYEHUS B NATONOrMYeCK1ii MPOLLECC
OTOENbHbIX OPraHoOB W CUCTEM OLEeHMBanacb B 6annax,
CyMMapHasi BENMYMHa KOTOPbIX iIBU1aCb OCHOBAHWEM O
onpeneneHuns Tsxxectn HeanddepeHumporaHHoin CT.

Nerkas cTeneHb TaXecTn BbisiBneHa y 58 (48,7%),
cpenHsasa cteneHb onpegeneHa y 45 (37,8%), Taxenas
cTeneHb aMarHocTuposaHa y 16 (13,5%) naumeHTtos. Mo

XapakTepy TeYeHUs KIMHUYECKOM KapTuHbI Oblv Bblae-
NeHbl cneaylowye NoATUNbI ANCAAA3NN COeOMHUTENbHOMN
TKaHu:

- B6OoNbHblIE C NPEVMYLLECTBEHHO (DEHOTUMUYECKUMU
MPOSIBIEHUSIMU ONCNNA3UN COEOVUHUTENbHOM TKaHU («de-
HOoTUNMYeckas» popma) 6e3 CyLLEeCTBEHHbIX OPraHHbIX U3-
MEHEHMWIA;

- OONbHbIE C NPEUMYLLEECTBEHHO OPraHHbIMU U3MEHE-
HUSAMW MPU YMEPEHHbIX U AaXe HE3HAYUTENbHbIX GEeHOTU-
MUYECKNX MPOSIBNIEHUSIX — «BUCLEpanbHasa» Gopma;

- B6osnbHbIE, UMEIOLIME B PABHOW CTEMNeHn kak heHo-
TUNNYECKME, TaK N OPraHHble N3MEHEHWNS - «CMEeLLaHHas»
dopma.

[MpMeHsanncb reHeanorn4eckuin U MONEKYNSPHO-re-
HeTU4YeCKMn MeToabl nccneposaHua. [pu aHanmse po-
[OCNOBHbIX AeTeln ¢ HeauddepeHumpoaHHon CT oco-
60€e BHMMaHMe yaensanocb HaMymMio HEBPOJIOrMYECKOM 1
COCYOMCTOM NaTonormm B ceMbsix npobanpa. feHeTnyec-
KNA PUCK Pa3BUTUS COCYOUCTOM MaToformMn OueHmBaI-
CSl Ha OCHOBaHUM cneumanbHbIX TabnaunL, SMNUPUYECKOro
pucka. lMonyyeHHble pedynbTaTbl CPaBHMBANNCE C FPyn-
MON KOHTPOJISA, COCTOSLLEN U3 POOOCIOBHbLIX 50 300pO0-
BbIX NPO6aHA0B CONOCTAaBUMBIX MO MOy 1 BO3PACTY.

MonekynapHO-reHeTM4eckoe WcCnegoBaHue BKIIO-
Yano: onpegesieHne MHCEepPUMOHHO-aeneunoHHoro (I/D)
nonumopdwnama reHa ACE, onpenenenve 4a/4b, T-786C,
Glu298Asp nonumopdunamos reHa eNOS meTogoM nonu-
MepasHOoN LLeNHOM peakumn C NOCIeAyIOLLNM PECTPUKLM-
OHHbIM aHAIN30M.

CraTuctmnyeckme nccnefoBaHns BbIMOJIHEHbI MPU MO-
MOLLM nakeTa NporpamMm s NepcoHaNbHOrO KOMMblOTe-
pa Microsoft Excel n naketa ctatmctniecknx nporpaMmm
SPSS 14.0. Wcnonb3oBanncb MeToAbl OnucaTesbHON
cTaTUCTUKN, Kputepuii CTblogeHTa, kputepuii duwepa,
% KpUTEPUIA.

Pesynbtatbl. [py M3y4eHUM POAOCIIOBHLIX CEMEWN
npo6aHaoB BhIBAEHA Cerperauusi NPU3HakoB COeOUHU-
TENbHOTKAHHOM AMCNNAasnn, rmnepToHNYecKon 6onesHn
(F'B), nHcynbTa, nwemmnyeckon 6onesHn cepaua (MBC),
0OCTEOXOHOPO03a NMO3BOHOYHMKA, BAPMKO3HOIo pacLuvpe-
HUS BEH HUXXHUX KOHEYHOCTEN. B pesynbraTte aHanmaa po-
[0CNOBHbIX NauneHToB ¢ HeanddepeHumposaHHon 4CT u

Tabnuuya 2

PacnpepeneHue T-786-C nonimmMopdHbIX reHOTUNOB 1 annenen reHa eNOS III y geren

c HeanddepeHUMPOBaAHHON AUCNNIa3nen coeaUuHUTENIbHOW TKaHU U y 340poBbix AeTei CaHkT-MeTep6ypra

leHoTUNbI X2 Annenun X2
TT TC CC p T C p
Manbuyukmn ¢ HACT 19 (30,6%) 33 (53,2%) 10 (16,2%) 0,25 71 (57,3%) 53 (42,7%) 0,001
30pO0BbIE MANTBYNKU 24 (32,0%) 37 (49,3%) 14 (18,7%) 0,89 85 (56,7%) 65 (43,3%) 0,98
Jesoukun ¢ HOCT 6 (16,2%) 26 (70,3%) 5(13,5%) 8,44 38 (51,4%) 36 (48,6%) 4,93
340pOBbIE AEBOYKMN 31 (44,3%) 33 (47,1%) 6 (8,6%) 0,015 95 (67,9%) 45 (32,1%) 0,026
JDetn c vACT 25 (25,3%) 59 (59,6%) 15(15,1%) 4,39 109 (55,1%) 89 (44,9%) 2,12
300poBble feTn 55 (37,9%) 70 (48,3%) 20 (13,8%) 0,11 180 (62,1%) 110 (37,9%) 0,15
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PacnpepeneHue Glu298Asp nosiMMop@dHbIX reHOTUNOB U annenei reHa eNOS III y neten

Tabnanya 3

c HeanddepeHUMPOBaHHOW AUCNIa3ueil COeANHUTENbHOM TKaHWU U Yy 3A0pPOoBbiX AeTei CaHkT-NMetepbypra

feHoTuNbI 12 Annenu y2

GG TG TT P G T p
Manbuukn ¢ HOACT 15(23,8%) | 31(49,2%) 17 (27,0%) 14,84 61 (48,4%) 65 (51,6%) 14,78
300p0oBble MaNbYMKn 39 (51,3%) | 31(40,8%) 6 (7,9%) 0,000 109 (71,7%) 43 (28,3%) 0,000
Hesoyku ¢ HACT 11(29,0%) 14 (36,8%) 13 (34,2%) 12,69 36 (47,4%) 40 (52,6%) 12,79
340pOBbIE AEBOYKU 38 (54,3%) | 26 (37,1%) 6 (8,6%) 0,002 102 (72,9%) 38 (27,1%) 0,000
Hetn c vACT 26 (25,7%) | 45(44,6%) | 30(29,7%) 27,01 97 (48,0%) 105 (52,0%) 28,86
300poBble AeTU 77 (52,7%) | 57(39,1%) | 12(8,2%) 0,000 211 (72,3%) 81 (27,7%) 0,000

KOHTPOJIbHOV rpynnbl BbIIBNEHO, YTO NALUMEHTbI C HeaAnd-
depeHumpoBaHHon OCT umeloT pgoctoBepHo (p<0,05)
6oee BbICOKNIA 060BLLLEHHbIV FEHETUYECKMIA PUCK Pa3BU-
Tna Takux 3abonesaHuit, kak ' (B 2,1 pasa), NBC (B 6,4
pasa), HapylleHUss MO3roBoro kpoBoobpatleHus (B 3,3
pasa), caxapHoro anabeta (B 6,4 pasa 1 BbiLLE).

[MpoBeneH CpaBHUTENbHLIN aHaNN3 4acTOTbl BCTpe4a-
emMocTu nonumopdHbIX BapnaHtoB reHa ACE cpeam na-
umMeHToB ¢ HeamdpdepeHumpoaHHoi ACT n 300pOBbIX
netent CaHkT-MNeTepbypra, a Takxke CpaBHEHNE C eBPONeit-
CKOW nonynaumein. He nosy4eHO OOCTOBEPHbLIX Pa3ivynm
B YaCTOTHOM pacnpeneneHnm mMexay BbIlLeOonnMcaHHbIMN
rpynnamu. Mpu cpaBHEHUN HACTOTbl BCTPEYAEMOCTU MO-
IMMOpP®HBIX FeHOTUNOB 1 annenen reHa ACE He nony4eHo
MOMOBLIX PA3/INYMIA Kak cpeav 300poBbix aetelt CaHkT-MNe-
TepOypra, Tak U cpeau nauMeHToB C aucnnasven coeam-
HUTENbHOM TKaHw. Npn aHannae ceasu |/D nonmmopdpusama
reHa ACE n cteneHn Tsaxectu HeandpepeHLMpPoBaHHON
OCT He nony4yeHO OOCTOBEPHbLIX PA3NMyUiA HU B rpynne
[EBOYEK, HM Cpeau MaslbiynkoB, a Takxe B 06LLen rpynne.
Takke He yaanoch BbIIBUTb accoLumaumm Mexxay noammMop-
dHbIMM ACE reHOTUNAMK U annensiMu 1 pasHbiMy TUNnamm
HeanddepeHumposarHHom CT.

[Mpn cpaBHeHMM 4acTOTbl BCTpedyaemocTn 4a/4b no-
nMMopdHbIX reHoTunoB reHa eNOS mexay 340p0oBbIMU
netbmu CaHkT-lNeTepbypra v naumeHTamun ¢ Heamdoe-
peHumpoBaHHo CT nosnyyeHbl JOCTOBEPHbIE pas3nnyns
(p=0,025). Mpwn cpaBHEHUM YACTOTbI pacnpeneneHns no-
nnmopdHbIxX a n b anneneit reHa eNOS nonyyeHbl 4OCTO-
BEPHbIE Pa3NYma: Tak y ManbymMKoB ¢ HegnddepeHLmnpo-
BaHHoM . CT yalle BcTpeyancs annenb b no cpaBHEHMIO CO
300poOBbIMY Manb4ymkamu (88,9% n 78,8% coOTBETCTBEH-
Ho, p=0,038). Annenb b 4OCTOBEPHO Yalle BCTpeyasncs B
obuein rpynne nauneHToB C HeauddepeHLMpPOBaAHHOM
OCT (Manbynkum n 4eBOYKM) MO CPABHEHMUIO CO 340POBLIMU
netbMmun CaHkT-lMNeTtepbypra (88,1% un 78,5% cooTteeTc-
TBEHHO, p=0,009, Tabn. 1).

He BbiIiBNeHO accounauun mexny 4a/4b nonumopd-
HbiMU reHoTunamm eNOS 1 cTeneHblo TAXecTu Heand-
depeHumpoBaHHon ACT kak cpeayM ManbyuMkoB, Tak U
cpeam oeBoyek, a Takke B obuein rpynne. Mpun cpaBHeHMUN
4acToT pacnpeaeneHns 4a/4b nonMMop@HbIX BapUaHTOB
eNOS cpean pasHbix TUNOB HeauddepeHLMPOBAHHOM
OCT nocToBEpPHbIX Pa3nnyuii He NOSlyYEHO.

Mpn n3ydyeHmn pacnpepeneHus T-786C nonumopd-
HbIX reHOTUNoB 1 annenen reHa eNOS nonyy4eHbl 4OCTO-
BEpHbIE Pasninymg: y esBo4vek ¢ HegnddepeHLMpOoBaHHOMN
OCT pocToBepHO valle BCTpeyanuCb reHoTunbl, Coaep-
Xaluye MyTaHTHbIN annenb C, N0 CpaBHEHUIO CO 30,0POBbI-
Mu gesoykammn CaHkT-MeTepbypra (reHoTunbl TT — 16,2%
n44,3, TC-70,3% n47,1%,CC - 13,5% n 8,6%, p=0,015
nannenb C — 48,6% n 32,1% cooTtBeTcTBEHHO, p=0,025)
(Tabn. 2). Mpw NnpoBeaeHNN CPABHUTENBHOIO aHanmM3a He
BbISIBJIEHO accoumaumm Mexay CTeNneHIMU TIXKEeCTU He-
andodpepeHumpoaHHon ACT n T-786C nonvumopdHbIMU

reHotTunamu un annensmu reHa eNOS B rpynnax manbyu-
KOB 1 AEBOYEK, a Takke B 06uieri rpynne (p>0,05). Mpwn
CpaBHEHUW YacTOTbl BCTpevaemocTn T-786C nonumopd-
HbIX reHoTunoB 1 annenei reHa eNOS nonyyeHbl AOCTO-
BEPHbIE PA3NYMS MEXAy NaunmeHTamum «BucuepanbHOm»
rpynnel HeguddepeHumposaHHon ACT n naumeHTamu
«CMeLlaHHoM» rpynnbl. OTMeYaeTcs 4OCTOBEPHOE YBEN-
YeHMEe YacTOTbl FEHOTUMOB, COAEPXALLUMX MATONOrnyec-
kuii annenb C (TC, CC), B cMeLwlaHHOM rpynne (Manb4ymku
p=0,027; nesoukn p=0,018) no cpaBHEHUIO C «BUCLIEPATTb-
HOW» rPyMnown.

Mpu nccneposaHnn pacnpepenedna Glu298Asp no-
NMMOpP®HLIX reHOTUNoB 1 anneneit reHa eNOS nonydye-
Hbl JOCTOBEPHLIE PA3/INYMS CPEAN MabYMKOB, AEBOYEK
1 obuen rpynnel geteln ¢ HeagnddepeHumporaHHoin ACT
n 300poBbiMn AeTbMu CaHkT-MNeTepOypra. Tak, BO BCEX
rpynnax geten ¢ HeanddepeHumposaHHon ACT gocto-
BEPHO Yalle BCTpeyasics MyTaHTHbI reHoTun TT v annesnb
T (Tabn. 3).

OGcyxpeHune. PacrnpoCTpaHEHHOCTb 4acToT Mosu-
Mop®dHbIX BapuaHToB reHa ACE y nauueHToB ¢ Hegud-
depeHumpoBaHHoii OCT npakTu4yecknm He OoTan4YaeTcs
oT 380poBbIX AeTeit CaHkT-MNeTepbypra n EBponerickoi
nonynaumn. [JaHHble O B3aMMOCBS3U noanMopduamMa
reHa ACE npotuBopeuuBbl: B uccnenoBanum Z. Szolnoki
1 coagrT. [19] BbiBneHa cBA3b annensa D ¢ nocneayowmm
pasBuTEeM UHcynbTa, J.P. Casas n coasT. [8] Takxke no-
kazanu ceaA3b DD reHoTnna ¢ pa3BuUTMEM MLLEMMNYECKOIO
nHeyneta, M. Keramatipour n coast. [13], HanpoTuB, no-
Kazanu cBA3b asens | ¢ pa3zBuTnemM MHTpPakpaHmasbHbIX
aHEeBPU3M.

B Haluel paboTe nosly4eHbl 4OCTOBEPHLIE OTNYNSA MO
yactotam BcTpevyaemocTn 4a/4b reHOTUNOB y MNauuveH-
TO0B C HeanddepeHumporaHHon ACT (aa-0,01; ab-0,22;
bb-0,77) n 3goposoit nonynsaunn CaHkT-lNMeTepbypra (aa-
0,05; ab-0,32; bb-0,63), HaLLn OaHHbIE TAKXE OT/INYAOTCS
ot EBponerickon nonynaumn (aa-0,13; ab-0,46; bb-0,41).
CnepnyeTt 3aMeTUTb, YTO PACMPOCTPAHEHHOCTb FEHOTMMNOB
3n0poBbIx aetelt CaHkT-MNeTepbypra n EBponeiickoi no-
nynsaunmy Takke pasnuyaetcs. Y nauneHToB ¢ Heandde-
peHumpoBaHHon [CT HabniogaeTcs MeHbllas 4yactoTa
BCTPEYAEMOCTW reHoTUMNa aa No CPaBHEHMIO CO 30,0PO0BbI-
Mn aetbMun CaHkT-INeTepbypra u MOCKOBCKOW Nonynsaumm
(aa-0,02; ab-0,34; bb-0,64). B nuccnegosatun K.T. Moe
nosyyeHa AOCTOBepHas accouuaums reHotuna bb reHa
eNOS ¢ pa3BuTMEM NEPBUYHOM FTMNEPTEH3UM B CUHIanyp-
ckor nonynsauum [16].

Mpun wnayveHmn pacnpenenedns Glu298Asp nonu-
MOpP®HbIX reHOTMNOoB 1 anneneit reHa eNOS nony4yeHsl
[OCTOBEpPHbIE Pa3NYUa B 4acTOTe FEHOTUMNOB cpeau
ManbymMKoB, AeBOYeK 1 obLwier rpynnbl AeTen ¢ Hegnod-
depeHumposaHHon ACT n 300poBbiMM AeTbMU CaHKT-
MeTtepbypra. Tak, BO BCex rpynnax aeten ¢ Heandode-
peHumpoBaHHon OCT [O0OCTOBEPHO u4alle BcTpedvancs
MYTaHTHbIN reHoTun TT (Manbymku: 0,27 vs 0,08, neBou-
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kn: 0,34 vs 0,09) n annenb T. Hawm gaHHble OTAMYalOTCA
OT OaHHbIX APYrMX uccrnenoBatenen: B aBCTPaJIUINCKON
300POBOM MONYASILMN MYTAHTHbIW FEHOTUMN BCTPEYascs ¢
yactoTor 0,16 y My>4unH 1 0,12 y XeHLLMH, a y NauneHTOoB,
ctpagaowmx UBC, 0,11 n 0,14 cooTBETCTBEHHO [6].

Mo nutepaTypHbiM AaHHbIM pacnpegenerHne T-786C
nonMMop®HbIX reHoTunoB 1 annenet reHa eNOS B oT-
OEenbHbIX NOoNynaumsax pasnuyaeTcs. Tak, y as3maTtckoro
HaceneHna reHotmn CC BcTpevaeTca ¢ yactotom 0,01,y
HeasunaTckoro Hacenenus — 0,15 [6]. Hawe nccneposa-
HVE NOKA3as10 TaKyto Xe YaCTOTY BCTPEYAEMOCTN MyTaHT-
Horo reHoTtuna (0,15), npn 9TOM NonyyYeHbl 4OCTOBEPHbIE
pasnuunsa: cpeou OeBo4Yek ¢ HeanddepeHLMpOoBaHHOMN
OCT pocToBepHO vaule, N0 CPaBHEHUIO CO 340POBbIMU
nesoykamu CaHkT-leTepbypra, BCTpeYanmcb reHoTurbl,
coaepxatume MyTaHTHbI annenb C (p=0,025).

3aknoyeHue. Pe3ynbratel reHeanorn4eckoro n Mo-
NEeKyNsPHO-reHeTUYeCcKoro NCCNeaoBaHna BbISBUAW MO-
BbILLEHHbI PUCK COCYAMCTOM NaTonornn y naunmeHToB ¢
HeguddepeHumpoBaHHoi OCT, 4To HeobxoouMMo  yyu-
TblBaTb B NPAKTUYECKON AEATENbHOCTU AN NPOBeneHMs
paHHel LeneHanpaBfeHHON AMArHOCTUKN, NpodunakTn-
K1 1 Tepanum Natoaorum COCyaAncTOmn CUCTEMBI, YTO MOT-
110 6bl NOBNUSATH HA KAYECTBO, NPOAOMKNTENBHOCTb XMU3HN
naumeHToB ¢ HeagnddepeHumporaHHoi ACT v cHuxeHne
pucKa Nx MHBANUAN3aumu.

AutepaTtypa

1.  KamypwHa, T.N. HacneacteBeHHble kKonnareHonaTum (KNnHu-
Ka, AnarHocTuka, nevyeHne n gucnaHcepmsdauus) / TU. Ka-
aypvHa. - CNe6.: “Heeckuin gnanekt”, - 2000. — 271 c.

2. KoTtosckasi, H0.B. MNonumopdunam reHoB peHnH-aHrMoTeH-
3WHOBOW CUCTEMBbI U reHa aHpgoTenmanbHor NO-CuHTasbl
1 MaKpOCOCYAUCTbIE OCMOXHEHUSI MPU caxapHOM anabete
Tvna 2 / t0.B. KoToBckas, X.[. Kobanasa, T.B. Cepreesa,
B.B. Hocukog, B.C. Moucees // ApTepuanbHasi runepTeH-
3us. - 2002. - T. 8, Ne3. - C.11-14.

3.  MuHywkunHa, J1.0O. TeHeTMyeckne acnekTbl Perynsumm aH-
[OTenanbHON OYHKUMK NpU apTepuanbHON rMNnepToHNU
/ N1.0. MunywikuHa, [.A. 3atenwmkos, b.A. CugopeHko //
Kapauonorus. - 2000. — T. 40, Ne3. - C. 68-76.

4. Aropa, A.B. Manble aHomanuu cepaua / A.B. dropa, H.H.
Mmapkmx. —CtaBponons, - 2005. - 248 c.

5.  dxosnesa, O.N. TMonumopdusm reHa SHOOTENMANBHON
NO-cuHTa3bl 1 CTPYKTYPHO-ODYHKLMOHANbHOE COCTOSIHME
KPYMHbIX COCYAOB Y BOJIbHbLIX TMNEPTOHMYECKOM BONE3HbIO
¢ runepTpodwuen nesoro xenygoyka / O.U. Akosnesa, H.B.
Baxpameesa, B.W. JlapnoHosa, M.A. borgaHoBa, A.O. KoH-
pagn // AptepuanbHas runepteHsuns. - 2005, —T. 11, Ne3.
- C. 195-200.

6. Berger, K. The glu298asp polymorphism in the nitric ox-
ide synthase 3 gene is associated with the risk of ischemic
stroke in two large independent case-control studies/ K.
Berger, F. Stogbauer, M. Stoll [et al.] // Hum Genet. - 2007.

24

10.

11.

12.

13.

14,

15.

16.

17.

18.

19.

20.

—Vol. 121, Ne2. - P. 169-178.

Cai, H. The Glu-298-->Asp (894G-->T) mutation at exon 7
of the endothelial nitric oxide synthase gene and coronary
artery disease / H. Cai, D.E. Wilcken, X.L. Wang // J. Mol.
Med. - 1999. -Vol. 77, Ne6. - P. 511-514.

Casas, J.P. Meta-analysis of genetic studies in ischemic
stroke: thirty-two genes involving approximately 18000
cases and 58000 controls / J.P. Casas, A.D. Hingorani, L.E.
Bautista, P. Sharma // Arch. Neurol. - 2004. -Vol. 61. - P.
1652-1662.

Ghilardi, G. Independent risk factor for moderate to severe
internal carotid artery stenosis: T786C mutation of endothe-
lial nitric oxide synthase gene / G. Ghilardi, M.L. Biondi, M.
DeMonti [et al.] // Clin. Chem. — 2002. — Vol. 48, Ne7. - P.
989-993.

Hassan, A. Genetics and ischaemic stroke / A. Hassan, H.S.
Markus // Brain. - 2000. - Vol. 123, Ne9. - P. 1784-1812.
Hingorani, A.D. A common variant of the endothelial nitric
oxide synthase (Glu298-Asp) is a major risk factor for coro-
nary artery disease in the UK / A.D. Hingorani, C.F. Liang, J.
Fatibene [et al.] // Circulation. - 1999. - Vol. 100. - P. 1515-
1520.

Jachymova, M. Association of the glu298-to-asp polymor-
phism in the endothelial nitric oxide synthase gene with es-
sential hypertension resistant to conventional therapy / M.
Jachymova, K. Horky, J. Bultas [etal.] // Biochem. Biophys.
Res. Commun. - 2001. - Vol. 284. - P. 426-430.
Keramatipour, M. The ACE | allele is associated with in-
creased risk for ruptured intracranial aneurysms / M. Ker-
amatipour, R.S. McConnell, P. Kirkpatrick [et al.] // J. Med.
Genet. - 2000. - Vol. 37. - P. 498-500.

Khurana, V.G. Update on evidence for a genetic predisposi-
tion to cerebral vasospasm/ V.G. Khurana, D.J. Fox, |. Meiss-
ner [etal.] // Neurosurg Focus. - 2006. - Vol. 21, Ne3.- E 3.
Leeson, C.P. Glu298Asp endothelial nitric oxide synthase
gene polymorphism interacts with environmental and dietary
factors to influence endothelial function / C.P. Leeson, A.D.
Hingorani, M.J. Mullen [et al.] // Circ Res. - 2002.- Vol. 90.
-P.1153-1158.

Moe, K.T. Association analysis of endothelial nitric oxide
synthase gene polymorphism with primary hypertension in a
Singapore population / K.T. Moe, S.T. Lim, P. Wong [etal.] //
J. Hum. Hypertens. — 2006. — Epub.

Nakayama, T. Association analysis of CA repeat polymor-
phism of Endothelial Nitric Oxide Synthase Gene with Es-
sential Hypertension / T. Nakayama, M. Soma, Y. Takahashi
[etal.] // Clin. Genet. - 1997. - Vol. 51. - P. 26-30.

Slowik, A. DD genotype of ACE gene is a risk factor for in-
tracerebral hemorrhage / A. Slowik, W. Turaj, T. Dziedzic [et
al.] // Neurology. - 2004. - Vol. 63, Ne2. - P. 359-361.
Szolnoki, Z. Evaluation of the roles of the Leiden V mutation
and ACE I/D polymorphism in subtypes of ischaemic stroke
/ Z. Szolnoki, F. Somogyvri, A. Kondacs, M. Szaby, F. Lajos //
J. Neurol. - 2001. - Vol. 248. - P. 756-761.

Wang, X.L. A smoking-dependent risk of coronary artery
disease associated with a polymorphism of the endothe-
lial nitric oxide synthase gene / X.L. Wang, A.S. Sim, R.F.
Badenhop, R.M. McCredie, D.E.L. Wilcken // Nature Med.
- 1996. - Vol. 2. - P. 41-45.



MEAULLMHCKUIWA BECTHUK CEBEPHOTO KABKA3A, Ne 2, 2008

FEHETUMECKME MAPKEPbI COCYAMUCTOM
NATOAOTUM ¥ AETEM ) )
C HEAV®PEPEHLLUPOBAHHO AUCTIAASUEN
COEAWHUTEAbHOW TKAHM

NU.A. KOCTUK, M.A. HYYXAOBUHA,
B.U. AAPUOHOBA, T.U. KAAYPUHA

Llenb: mn3dydeHue 4acToTbl BCTPEYAEMOCTM TEHETUYECKMX
MapKepoB COCYAUCTOM NaTtonorum y oeten ¢ HegndoepeHumpo-
BaHHoM ACT.

O6cneposaHo 119 geten ¢ HegnddepeHumposaHHoi ACT n
146 npaktmnyeckn 3a0poBbix Aeteli CaHkT-MNeTepbypra. Mpume-
HSIM FeHeanornyecknini 1 MoNeKynsipHO-reHeTUYEeCKNn MeTOLbI
nccnegoBaHus. Onpenenann MHCepUMOHHO-AeneunoHHsbli (I/D)
nonumopdunam reHa ACE, 4a/4b, T-786C, Glu298Asp nonnmop-
dunambl reHa eNOS MeTo40M NoNMMepasHoi LenHOoM peakumi.

MaumenTbl ¢ HeguddepeHumpoBaHHoi OCT nmelT O0CTOo-
BepHO 6oJsiee BbICOKNIA MO CPaBHEHUIO C KOHTPOJSIbHOW rpynnomn
06006LLEHHbIN FEHETUYECKMIA PUCK PA3BUTUSA Taknx 3ab0neBaHnin,
Kak rmnepToHnyeckas 6onesHb (B 2,1 pasa), nwemmyeckas 60-
nesHb cepaua (B 6,4 pasa), HapyLLEeHNss MO3roBOro KpoBoobpa-
weHns (B 3,3 pasa), caxapHoro avabeTa (B 6,4 pasa 1 BbilLe).

He BbIIBNEHO [OCTOBEPHbLIX Pasnuymin B pacnpeneneHum
nonnmMmopdHbIX BapnaHtoB reHa ACE mexay aetbMun ¢ Hegud-
depeHumpoanHoi OCT n 3gopoBeiMnu. B obuielr rpynne geten
¢ HeanddepeHumpoBaHHoi OCT OOCTOBEPHO valle BCTpeya-
loTCa cnepywowme reHotunel: bb reHotun 4a/4b, TT reHotun
Glu298Asp, a Takke reHoTUMbl, coaepxawme annens C, T-786C
nonumMmopdHeix MapkepoB reHa eNOS cpeau neBoyek ¢ Hegud-
depeHumpoBaHHon ACT.

Takum obpasom, y aeten ¢ HeanddepeHumposaHHon OCT
BbisiB/ieHa GoJiee BbicOKas 4acToTa reHeTUYeCKUX MapkepoB Co-
CYAVCTOM NATONOrMY N0 CPABHEHMIO CO 340POBbLIMU AETbMU.

KniouyeBble cnoBa: HegnddepeHuMpoBaHHas aucnna-
311 COEANHUTENBHOM TKaHu, aeTn, nonumopdunsm reHos ACE n
eNOS

GENETIC MARKERS OF THE VASCULAR
PATHOLOGY IN CHILDREN WITH
NONDIFFERENTIATED CONNECTIVE
TISSUE DYSPLASIA

KOSTIK ILA., CHUKHLOVINA M.L.,
LARIONOVA V.1, KADURINA T.I.

The purpose: studying of frequency of occurrence of vascular
pathology genetic markers in children with nondifferentiated con-
nective tissue dysplasia (NCTD).

119 children with NCTD and 146 practically healthy children
of Saint Petersburg are surveyed. Genealogic and molecular-
genetic research methods are applied. Insertionic-deletionic (I/
D) polymorphism of the ACE-gene, 4a/4b, T-786C, Glu298Asp
polymorphisms of the eNOS-gene by polymerase chain reaction
method are determined.

Patients with NCTD have authentically higher generalized
genetic risk of development of such diseases, as hypertonic dis-
eases (in 2,1 times), heart ischemic diseases (in 6,4 times), in-
fringements of brain blood circulation (in 3,3 times), diabetes (in
6,4 times and more) in comparison with control group.

Authentic distinctions in distribution of polymorphic variants
of the ACE-gene between children with NCTD and healthy children
are not revealed. In the general group of children with NCTD, the
following genotypes are authentically more often: bb-genotype
4a/4b, TT-genotype Glu298Asp, and also the genotypes con-
taining allele C, T-786C of polymorphic markers of eNOS-gene
among girls with NCTD.

Thus, higher frequency of genetic markers of a vascular pa-
thology is revealed in children with NCTD in comparison with
healthy children.

Key words: nondifferentiated connective tissue dysplasia
(NCTD), children, polymorphism of ACE and eNOS-genes
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POAb NMOAUMOPPUIMA HEKOTOPLIX
FEHOB-KAHAUMAATOB B KOHTPOAE QHAOTEAMAABHOM
PYHKLUUU Y NAULUEHTOB C CEPAEYHbIMU

MUKPOAHOMAAUSIMU

A.B. firoaq, 10.C. XaaHoB, H.H. FTAaakux
CTaBpONOAbCKAS FOCYAQPCTBEHHAS MEAULLUHCKAS AKAAEMMUS

HOe MHeHue, 4YTO InLa C KapAananbHbIMU NposiBNe-

HUSMU AUcnna3vum coeguHnTenbHon Tkaum (O CT),
B 4YaCTHOCTM C MpOJIarNCOM MUTPasibHOro KraraHa
(MMK), nmeloT puUCK HEGNaronpuUATHOro Te4YeHud
npuoOpeTeHHbIX CepaevyHO-COoCyAUCTbIX 3aboneBa-
HUA N pPasBUTUA BeCbMa CepPbe3HbIX OCJIOXHEHUN
nponanca, Takux Kak BHe3arnHasi CMepTb, HapyLueHus
puTMa U NPoBOAUMOCTU, UHPEKLMUOHHbIA 3HAO0KApP-
OUT, TPpoMOoaMbGonuu, cepaeyHas He4OCTAaTOYHOCTb
[1,13,17,19,21]. YuuTbiBag, uyto NMMK Hepepko co-
YyeTaeTcsd C aHOMaJIMIMU KOPOHAPHbIX apTepui,
cnepyeT YNOMSIHYyTb O BOSMOXXHO TPUITEPHOW ponu
nocnegHUx B passMTUM CTEHO3UPYIOLLEro aTtepockK-
Jlepo3a KOPOHapPHbIX COCYAOB U, KaK clieacTBue, no-
BbILUEHHOM PUCKE pa3BUTUS KOPOHAPHOW naTonoruv
[4,15].

OpHako HekoTopble nccnegoBaTenn BoobLLe He pac-
cmaTpuBaloT Manble aHomanum cepgua (MAC) kak nato-
JI0rM4eckoe COCTOSIHME B CBS3M CO 3HAYUTENbHOMN 1X pac-
NMPOCTPAHEHHOCTLIO 1 C 6N1aronPUSTHLIM B GONbLUMHCTBE
CNy4yaeB KIIMHNYECKUM TedeHnem [9].

MoaTtoMy BONPOC O KAWMHUYECKOM 3HAYMMOCTU WU,
0COBEHHO, O NPOrHO3e Yy Nu1L, C BUCLEPabHbIMU MPOSIB-
nennamun OCT ocTtaeTcs OTKPbITbIM U TpebyeT peLueHus
C MCMOJSIb30BAaHNEM COBPEMEHHbIX METOAOB, BKJO4as
reHeTuyeckme. B kapamnonornyeckom npakTnke posb re-
HETUYECKMX XapaKTePUCTUK, OTHOCALLMXCS K HemMoandu-
umMpyemMbiM daktopam, OOCTaTO4HO BbiCOKa. B ciyvasx
OCT, B TOM uncne npy pasnmyHbiX BUAax u KOMOGMHaLmMsax
KapavanbHbIX AUCnnas3uii, ycTaHoBNeHa Hanbonee YacTas
BCTpeyaeMocTb HLA-cneundumnyHoOCTEN 1 paaa apnuTpoum-
TapHbIX cucTtem [2,3].

Ocob6blli MHTEPEC NPenCTaBNsieT BblIAENEHUE TEeHe-
TUYECKUX MPEeauKTOPOB, KOHTPONMPYIOWWX 3HAOTENU-
anbHY0 OYHKLUMIO. XOPOLIO M3Y4YeHbl FeHbl-KaHOVAATbI
aHpotenuHa-1 (END1), aHrmoTeH3nH-KOHBEPTUPYIOLLE-
ro ¢epmenTa (ACE), aHrnorteHnsuH-ll-peuentopa 1 tmna
(AGT2R1), npeppacnonaratolime K pa3BuTUiO 1 Oka3biBa-
loLme HebnaronpusTHoe TeYEHNE Ha CepAeYHO-Cocyanc-
Tble 3a60NeBaHVs, Takne Kak aTepocKepos, NeMnyec-
kas 6onesHb cepaua (MBC), apTepnanbHasa rmnepTeH3us,
MHCyNbTbl. Puck pazsutmna MBC n nHdapkTa mmokapga y
noperi ¢ D/D reHotunom reHa ACE no cpasHeHuio ¢ 1/1

KHacTosm.l,emy BPEMEHU CJIOXWUIIOCh OnpeaesieH-
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reHoTunom Obin 3HaYNTENBLHO Bhile [24]. Hannuve D an-
nens reHa ACE 6b110 cBa3aHO ¢ 60s1ee BbICOKMM YPOBHEM
AL y myxumH [23]. CC-reHotun reHa AGT2R1 accouu-
MPOBAJICS C MOBbILIEHHOM Ba30KOHCTpUKUMENn 1 Hebna-
ronpuATHBIM BANSIHUEM Ha PEMOAENMPOBaHME COCYOOB
[11]. NoBblweHHbIN pyuck pa3sutua MBC Obin ycTaHOBNEH
y HocuTenen Asn-annens (p=0,025), npyyem y My>H4mH OH
okasasics 6osiee BblpaxeH, 4eM y XxeHwuH (p=0,014) [16].
Jlnya ¢ NOBBLILLEHHOW MaccoW Tena, roMO3UroTHbIE MO
Asn-annento, umenn 6onee BbICOKUIA ypoBeHb ALl 1 6onee
BbIP@XEHHYIO MMMNEPTOHNYECKYIO peakLmio B X04e Harpy3-
KV Ha Tpeamune [26].

OpHako pegynbTaThl KJIMHUYECKUX MCCNefoBaHuin,
M3y4aloLWMX CBA3b MNOMMOPOHbBIX MapKepPOB YNOMSHYTbIX
reHoB-kaHamaatoB npu OCT (B wacTtHocT MAC), no3Bo-
NFoWmMe yCTaHOBUTb UX y4acTue B GOPMUPOBAHUM ANUC-
bYHKUMM 3HO0TENUS, eanHnydHbl. [20, 25]. BmecTe ¢ Tem
OLeHka nonMMopduramMa reHoB, KOHTPOMPYIOLWNX SHOO0-
TennanbHyto GYHKUMIO, NPEeACTaBASET OOAUH U3 Hanbonee
NepcneKTUBHbIX NOAXOA0B A5 BblAENEeHWS rpynnbl NOBbI-
LLIEHHOr0 pMCKa pa3BUTUS CepAEYHO-COCYANCTbIX OCNIOX-
HeHuin y 60nbHbIX [ACT.

Llenbio uccnepoBaHus 9BUIOCh YCTAHOBMIEHME acC-
coumaunm reHoTunoB reHoB-kaHangatoB END1 (cTpyk-
TypHaa mytauus Lys198Asn), ACE (I/D nonnmopdunsm)
n AGT2R1 (A1166C nonmmopdunsm) ¢ paaomM KINHUKO-
dYHKUMOHaNbHbIX xapaktepnctuk MAC n cepaeyHo-co-
cyaucTton cuctembl npun ACT.

Matepuan n metogbl. O6cnenosaHo 70 nauneHToB
PYCCKOM HALMOHANIbHOCTM, MOCTOSIHHO MPOXMWBAKOLWNX B

6.5

O = B W O L Oh =3

BHELWWHUX CTUTM

AcT Kontpoms

cpepHee KoJinyecTtBo

Puc. CpeaHee uncno cturm gucmopdoreHesa y 3a0-
POBbIX U 60/IbHbIX.
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Tabnnuya 1
YacroTta BCTpe4yaeMoCTU reHOTUMNOB NreHoB B rpynne naymeHtos ¢ MAC
pynnbl 06cnenoBaHHbIX, abc. (%)
NMMVIK HTK
MK 1-2ct. AMMI MAC KOHTPOJIbHAS RR
1-2cr * + =70 =50
leH feHoTMN (n=10) APX (n=70) (n=50)
(n=52) APX
(n=8)
1/1 4(40) 12(23) 2(25) 18(27) 32(64) 0,20
ACE 1/D 3(30) 25(48) 3(37,5) 31(43) 15(21) 1,82
D/D 3(30) 15(29) 3(37,5) 21(30) 3(15) 5,89
Lys/Lys 5(50) 22(42) 5(62) 32(46) 39(78) 0,24
END-1 Lys/Asn 4(40) 26(50) 2(25) 32(46) 10(20) 3,25
Asn/Asn 1(10) 4(8) 1(13) 6(8%) 1(2) 3,32
A/A 5(50) 22(42) 5(62) 32(46) 37(74) 0,30
AGT2R1 A/C 5(50) 27(52) 1(13) 33(47) 13(26) 2,48
c/C - 3(6) 2(25) 5(7) - 8,48

lMpnumeyaHune. RR mexay obiyeri rpynnoii MAC U KOHTPOJIEM.

CTaBpononbCkoM kpae (42 My>X4MHbl, 28 XEHLLMH), B BO3-
pacte ot 16 o 29 net ¢ axokapanorpadunyeckn sepmndm-
umpoBaHHbiM MAC (nponancomMm MMUTPasibHOroO kKianaHa
I-Il cTeneHn, aHOManbHO PaCMONIOXEHHBIMU XOpPAAMMU,
aHeBpU3MaMm MexnpeacepaHon neperopoaku — AMIM),
C BHELIHMMU Npu3HakaMn amcmopdoreHesa n 6e3 co-
MNyTCTBYIOLLEN OpraHM4eckom natosiornn. KOHTPOSbHYIO
rpynny coctaemam 50 npakTmnyeckm 340poBbix nogen (30
MY>XUUH, 20 XeHLKH) 6€e3 NPU3HaKoB BHELUHNX U 9X0Kap-
anorpaduyeckmx aHomManui aHasiorm4yHoOn BO3PACTHOM
rpynnbl.

BbisiBneHue axokapanorpadpuydeckmnx kputepres MAC
NpPOBOAMNOCH NO CTAHAAPTHOM METOAMKE, BKIIOYAOLLLEN
vccnegosaHne B B- n M-pexumax, ynbTpasBYKOBYIO
ponnneporpaduio B UMMNYSbCHOM U MOCTOSHHOM PEeXU-
Max, UBEeTHOe OONmnJepoBCcCKoe KapTupoBaHue [5]. ApTte-
puanbHoe gaeneHue (AL) namepsnn B nokoe, Ha NEPBO,
TPEeTbEN N NATOM MUHYTax rnocnie GU3n4eckorm Harpysku
B BMAE NPOCTON O4HOMOMEHTHOM PYHKLMOHAIbHOW NPO-
6bl — 20 npucepanuin 3a 30 cekyHa. B 3aBucumocTn ot
ypoBHS ALl nocne Harpy3ku naumMeHTOB pacnpenenunu
rno Tunam peakumm — HOPMOTOHUYECKOMY U aTUMMyec-
Knm [6].

Onsa onpenenenus reHotunos n annenet END1, ACE,
AGT2R1 reHomHyo AHK n3 num@oumnToB KPOBU BbIAENS-
nn MeToaoM heHOoN-xN10pPodOPMHON IKCTPaKLKUM C NOC-
nepywowen amnnmndukaunen. NMpoanyktol MUP aHannan-
poBanu ¢ NoMoLLpblo anekTpodopesa B 2% arapHoMm rene
[8,22].

Ctatuctuyeckyto 06paboTKy AaHHbIX MPOBOAMAN C

NMOMOLLbIO KOMMABIOTEPHBIX NPorpamm «Microsoft Excel» n
«Biostat». PaccumTbiBann 4acToTy BCTPE42aEMOCTM FeHOB.
AccoumaTunBHble cBs3K nonumopdunama reHo ¢ MAC yc-
TaHaBIMBaIM Ha OCHOBAHWM BbIYUCIIEHUS CTEMEHU OT-
HocuTenbHoro pucka (RR, ¢dopmyna Holdene-Woolf).
JOoCTOBEPHOCTL ONpeaensnn ¢ nomoLllbio ¥2. MpaBunb-
HOCTb pacnpeneneHns 4acToT reHOTUMNOB onpeaensanach
cooTBeTCTBMEM paBHoBecuto Hardy-Weinberg. ns Bcex
BUAOB aHanmM3a CTAaTUCTUYECKU 3HAYMMbIMU CUYUTaNn
pasnuyusa npu p<0,05.

PesynbTathl u o6cyxpeHue. Bonee yem y nono-
BUHbI NauneHToB ¢ MAC onpeneneH acTeHU4eckmnin Tmn
KOHCTUTYLUWM, TOTAa Kak y Bcex 06cnenyemMbix KOHTPO/b-
HOW rpynnbl — HOPMOCTEHMNYECKNIA. My>XXYMHBI OCHOBHOM
1 KOHTPOJIbHOM FPYNM MO CPaBHEHUIO C XEHLMHAMU NMe-
nn 6onee BbICOKME NokasaTenn pocTa, Macchl 1 nioLa-
OV NOBEPXHOCTU Tena, MHAEeKca OKPYXHOCTb 3ansiCTbsl/
aonvHa ll nanbua. B 0CHOBHOWM rpynne nauyMeHToOB UCXOM-
Hblli ypoBeHb Al 6Gbin HOPMasbHbIM — CUCTOINYECKOE
ALl coctaBuno 116,2+4,4 mm pT.CT., guactonmyeckoe ALl
- 74,6%£5,6 MM pPT.CT.

Hanbonee pacnpocTpaHeHHOl axokapanorpapuyec-
Kol kombuHauyen MAC 6bio covyetanume NMMK 1-2 cte-
NEHN C aHOMaslbHO PacnonoXeHHbIMn xopaamu (APX)
nesoro xenygoyka — 74,3%. U3onnposaHo NMMK 1-2 cte-
neHn sepudunumposanca B 14,3% cnyyaes. CoyeTaHne
Tpex MAC (MMK+APX+ AMIM) onpepensanocek y 11,4%
naumeHToB. CpegHee KOMYECTBO BHELIHUX CTUIM AUC-
MopdoreHesa y nauneHtoB ¢ MAC 6bli0 AOCTOBEPHO
60/bLUEe NO CPABHEHMIO C KOHTPOEM (PUC.).

Tabnanya 2
Oco6eHHOCTM peaKuMn Ha (pu3nUecKyro Harpysky B 3aBUCMMOCTM oT reHotuna ACE, END-1, AGT2R1
Tvinbl peakunmn
len leHoTUN
HOPMOTOHNYECKMIA rMnepToOHNYECKNI aCTeHNYecknin
1/1 11 7 -
ACE I/D - 17 14
D/D 10 11 -
Lys/Lys 11 - 21
END-1 Lys/Asn 5 27 -
Asn/Asn - 6 -
A/A 7 16 9
AGT2R1 A/C 6 16 11
c/C - 5 -
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leHeTuYeckuii aHanM3 nokasan pasfiNyHy0 4acToTy
BCTPEYaEeMOCTM reHOTUNOB B rpynne naumeHtoB ¢ MAC
1 B KOHTPOJIbHOM (Tabn. 1).

YCcTaHOBMEHbI OTANYMS B YAaCTOTe reHoTunoB reHa ACE
MeXy paccmaTtpuBaemMbiMy rpynnamu. Y NaumeHToB C
MAC pocToBepHO valle BcTpevancsa annens D (p<0,05),
4YTO cornacyeTcs C AaHHbIMM paHee ony6IMKOBaHHbIX UC-
cnepoBaHui [20]. Mpu aTOM OTHOCUTENBHBLIN pUck (RR)
npu reHotune D/D reHa AMN® gocturan 5,89, cenpertensc-
TBYs1 06 oT4yeTNnBON cBA3K ¢ NMMK. Y HocuTenen reHoTuna
I/l puck coctaBun 0,20, 4TO yKa3bIBAET HA 3HAYNTENBHO
6onee penkyto BctpedaeMocTb NMMK'y 60bHbIX C AaHHbIM
MapKepoMm.

Mpn wn3ydyeHnn pacnpeneneHns reHoTUNnoB reHa
AGT2R1 BbISIBNEHO OXWOAEMOE YBENYEHNE YACTOTbI
BcTpedaemocTu annens C [25] y nauyeHToB ¢ NMMK B OT-
nudne oT 6osiee PeaKoro ero BbISIBIEHUS B FPYre KOHTPO-
ns (p<0,05). Nokasatens RR gnsa reHotuna C/C coctaBun
8,48 B npotmBoBec RR=0,30 npu reHoTune A/A, 4To Takxe
pacueHuBaeTcs kak accoumaums annensa C ¢ natonorven
KnanaHHOro annapara cepaua.

Mpwn nayyeHum reHa END-1 gocToBepHO YaLle B rpynne
naumeHToB ¢ NMMK n npu ero covetatnn ¢ gpyrummn MAC
onpegensancsa annenb Asn (p<0,05) u reHoTun Asn/Asn
(RR=3,32) B otnn4mne ot 6onee peako BCTPEHaoLLEerocs
reHoTtuna Lys/Lys (RR=0,24).

Mpwn aHannse ypoBHsa ALl B xo4e BbINOSIHEHNS MPOObLI C
dunanyeckon Harpyakom (Tabn.2) 6110 YCTaHOBAEHO, YTO
HocuTenun reHotuna Asn/Asn n annena Asn reHa END-1
OTBEYann Ha Harpysky npenMyLLEeCTBEHHO MO rmnepTo-
Huyeckomy Tuny (p<0,05). Kpome TOro, y naumeHTOB,
HocuTenen annens Asn, Habnoganoce 6onee MenneHHoe
BOCCTaHOBMEHME YPOBHA ALl 0O ncxoaHoro nocne dusn-
YeCKOW Harpy3ku no CpaBHEHUO C HOCUTENSMU reHoTuna
Lys/Lys (p<0,05), BepoATHO, Kak CNneacTBUE TECHOM CBA3M
annens Asn ¢ 60nee BbICOKOW KOHLEHTpaLuel aHaoTeNu-
Ha-1, oka3blBalOLEro BbipaXXeHHOe Ba30KOHCTPUKTUBHOE
DEeNCTBME N HEraTMBHO BAUSIIOLLErO HA 3HOOTENMNASbHYIO
dyHkumio [12]. B cBoto oyepenb reHotun Lys/Lys wauie
BCTpeyvancs y nauneHTos ¢ MAC, nmetoLx acTeEHNYECKNA
Y HOPMOTUYECKUI TUMBI peakLLmn Ha GU3nNYecKkyto Harpys-
Ky (p<0,05) 1, COOTBETCTBEHHO, HE MMEIOLLUX TMNEPTOHN-
4yecKkoro. YcTaHoBfieHa AOCTOBepHas accoumaums runep-
peakTopoB ¢ reHoTtunom C/C reHa AGT2R1 (p<0,05).

lfomoaurotsl I/l 1 D/D oTBe4anu Ha Harpy3ky MCKHU-
TeNIbHO MO HOPMO-MB0 FMNEPTOHUYECKOMY TUMy, Torga
Kak reHotun |/D BCTpe4asncs TO/IbKO MPu NaTosiorMyeckmx
(rMNepToHNYECKOM, aCTEHMYECKOM) TUnax peakuum Ha
dunanyeckyto Harpysky (Tabn. 2).

CyMMUMpys MOJlyd4eHHbIE pel3ynbTaThl, CleayeT oTMe-
TUTb, YTO FeHbl aKTUBHO «y4aCTBYIOT» B (DYHKLUMOHUPO-
BaHUN CEepAEeYHO-COCYAMCTON CUCTEMBI, KOHTPOMMPYS
paBHOBeCKE Mexay GakTopamu Ba3OKOHCTPUKLIAN 1 Ba-
3oaunataumn. Annenn Lys, A n |, ckopee Bcero, BbiICTyna-
10T NPOTEKTOPaMn B NOAAEPXaHUN HOPMaNbHOM QYHKLUNN
aHpotenua. feHotunsl Asn/Asn, C/C n D/D, HanpoTus,
ABASIOTCS FEHETUYECKUMU MapKepamum B OTHOLLIEHUN Npe-
OVKLUMN pa3BUTUS CepaeyHblx 3aboneBaHnii 1 GopMupo-
BaHWS OCNOXHeHul y naumeHToB ¢ MAC. CoOTBETCTBEH-
HO Hanunumne annenen Asn, C, D cnenyet yuntbiBaTh npu
onddepeHUNpPoBaHHOM MOAXo4e K OLLEeHKe MporHosa y
DaHHO rpynnbl 60/bHbIX.

Xopowo K13BEeCTHa POJSib PEHUH-AHMMOTEH3MH-anb-
[OCTEPOHOBOM CUCTEMbI B Pa3BUTUN BHEKIETOYHOro
MaTpuKca, SBASIOLLErocsi KOMMNOHEHTOM CepAeYHbIX Kia-
MaHOB M COCTOALLEro NPEUMYLLECTBEHHO U3 KOonfiareHa
[18, 27]. Mpwn atom reH ACE moxeT yyacTBoBaTtb B $Hop-
MuposaHum NMMK yepes MoBbILLEHHYIO CUCTEMHYIO U J10-
KanbHyto npoaykumio AMNd, KOHTPONMPYIOLLEro YPOBEHb
aHrmoteHnaunHa Il. feH AGT2R1 cnocobeH peannsosBaTtb

28

CBOW BKJ1a[, B pa3BuUT1E AAaHHOW NaTosiorMm NnocpeacTBoM
rMNep4YyBCTBUTENBHOCTU K aHIMOTEH3UHY |l 1 cBA3aHHOM
C HUM MNOBBILLEHHOM aKcnpeccum GakTopoB pocTa 1 NpPo-
nmdepaumn Megmn, a Takke ANCOHYHKLNN BEreTaTUBHOM
HEepPBHOM cncTeMsbl [25], ponb koTopow B natoreHese NMMK
He BbI3bIBAET COMHeHUN [1].

Taknm 06pa3om, reHeTU4eckne UCcneaoBaHns ABns-
I0TCSt NEPCMNEKTUBHBLIM HaMPaB/IEHNEM MNPOrHO3MPOBAHUS
1 NPodPUNaKTUKM OCIOXHEHWI y naumeHToB ¢ MAC. CBA3b
OTAENbHbIX FEHOB C 0COBEHHOCTAMU MOPQONOrum cepa-
Lia 1 oTBeTa Ha Harpy3ky no3sonsdet paccmatpueatb ACT
KakK MoJIMreHHo-mynbTudakTopnanbHoe 3aboneBaHuve, a
onpeaeneHHble NoAMMopdurU3amMbl FEHOB — KakK He3aBUCU-
Mbl€ NPeanKTopPbl Pa3BuTns 6oJiee cepbe3HbIX CepaeyHO-
COCYOMCThIX pacCTPONCTB. JanbHenwme nccnenoBaHns B
3TON 061aCTV NO3BONAT OCYLLECTBAATL AndPepeHLnpo-
BaHHbIN Noaxoa k naumeHtam ¢ MAC.
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POAb NOAUMOPPU3IMA HEKOTOPDBIX
FTEHOB-KAHAMAATOB B KOHTPOAE
SHAOTEAUAABHOU PYHKL UK Y NALLUEHTOB
C CEPAEYHBIMU MUKPOAHOMAAUAMU

A.B. iTOAA, 10.C. XXAAHOB, H.H. TAAAKUX

B xope nccnegoBaHust No NPUHLMMY «CAyYali-KOHTPOsb» y 70
naumeHToB ¢ MAC nayyeHa yactota BCTPE4aeMOCT! FreHOTUMOB 1
aslesierl reHoB 3aHOoTeNnHa- 1, aHrMOTEH3VH-KOHBEPTUPYIOLLETO
depmMeHTa, aHrMoTeH3nH-ll-peuenTtopa 1 TMna n onpegeneH nx
BKJ1a4, B ANCPEryAsaumniO cepaeyHo-CoCYyaNCTon cucTemsbl. BoiaB-
neHo, 4to reHoTunbl Asn/Asn, C/C 1 D/D faHHbIX reHOB SBNS0TCS
He6aronPUSTHBIMU FEHETUYECKMMI MapKepamMm 1 MOTFyT BbICTY-
naTb Kak He3aBMCUMbIe NPEAVKTOPbI Pa3BUTUS Bonee Cepbe3HbIX
cepAe4HO-COoCYANCTbIX PACCTPOMCTB.

KnioueBble cnoea: nponanc MUTPasbHOro knanaHa, nonau-
MOP®U3M reHOB, reHeTUYecKne NPeanKTopsbl

ROLE OF POLYMORPHISM OF SOME GENES
- CANDIDATES IN CONTROL OF ENDOTELIAL
FUNCTION IN PATIENTS WITH HEART MICRO
ANOMALIES

YAGODA A.V., ZHDANOV YU. S., GLADKIKH N.N.

During research by a principle “case- control” in 70 patients
with heart micro anomalies (HMA) frequency of occurrence
of genotypes and genes alleles of endoteline -1, angiotensin-
converting enzyme, angiotensin-ll-receptor of 1-st type is
investigated, and their contribution to cardiovascular system
disregulation is determined. It is revealed, that genotypes Asn/
Asn, C/C and D/D of the given genes are adverse genetic markers
and can act as independent development predicators of more
serious cardiovascular frustrations.

Key words: mitral valve prolapse, polymorphism of genes,
genetic predicators
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COCTOAHUE AYTOUMMYHMUTETA K KOAAATEHY
U ULUTOKUHOBBIU MPOPUADL Y NALLUEHTOB
C NMPOAANCOM MUTPAABHOTO KAATAHA

A.B. roaaqa, H.H. TAaakunx

CTGBpOI‘IOAbCKGﬂ rocyaAdpcCcTtBeHHaa MeAULUHCKOA AKaAeMHns

paccmaTtpuBaeTcs B Ka4ecTBe «MoAenu gns nsy-

4YeHUs OCHOBHbIX 3aKOHOMepHocTei Hepudde-
PEeHUMPOBAHHOW AUCMIa3UN COeANHUTEJIbHON TKaHU
(ACT)» [3]. MpoBepeHHbIE 3a NocneaHue aecaTune-
TNS uccnenoBaHUs NO3BOJIUAM PELUUTb PS4, BOMNPO-
COB naTtoreHesa, KnuHuku v guariHoctuku NMMK. Op-
HaKO MHOrue rnatoreHeTU4eckue acnekTbl NpoGieMbl
n3y4yeHbl HEAOCTATO4YHO. Tak, OTCYTCTBYIOT AaHHble
006 MMMYHOPEaKTUMBHOCTU K Tunocneundunyeckum
konnareHam. lpakTuyeckm He U3y4YeHHbIMU A0 Ha-
CTOSILLEro BPpeMEeHU OCTalOTCA PEeryasatTopbl npouec-
COB peMoAeNIMpPpoOBaHNS COEOAUHUTENIbHOW TKaHu, B
YaCTHOCTU, HE YTOYHEHbl ME€XaHN3Mbl LLUTOKMHOBOM
perynauun ee metabonuama. Het NnosnHoOM ACHOCTU U
B BOMPOCE NaToreHeTu4eckoro 3Ha4yeHns cammux pe-
rynsaTopHbiX poctoBbix ¢dakropos npu ACT. B 10 xe
BpPEeMS XOpPOLUO U3BECTHO, YTO MMEHHO HapyLueHUs
B annapare perynsiuum urpaiot BeAyLiylo natoreHe-
TUYECKyl0 poJsib B POPMMUPOBAHNM NATOJIOrMY4ECKOro
npouecca.

BnonHe o4eBMOHO, YTO M3YYEHME PA3NINYHbIX 3BEHb-
eB natoreHesa [ACT 6ynet cnocobCcTBOBATL MOHUMAHUIO
KIMHMYECKOro nonumopduama natonorun n oboratut
KJIMHUYECKYIO MPaKTUKY HOBbIM AnddepeHumnansHo-aua-
FHOCTUYECKUMUN KPUTEPUSIMUA.

Llenbto paboTbl IBUNOCH U3y4eHe 0COBEeHHOCTEN COo-
CTOSIHUS @yTOMMMYHUTETA K KOJlareHy U LMTOKMHOBOIO
npoduna y naumeHToB ¢ NMMK, a Takke nomck pasnmymi
B 3aBMCKMOCTU OT TskecTu NMMK n xapakTepa ero kKomou-
HauuMi ¢ ApyrumMm MansiMm aHomanusamm cepgua (MAC).

Martepuan u metopbl. Kputepum BkIO4EHNS naum-
eHTOB B unccrneposaHue: Hanuyume NMMK, Bospact 18-32
net, MHPOPMMPOBAHHOE corfacue Ha obcnenoBaHue.
Kputepun mcknoyeHus: HacneactBeHHble (anddepen-
LMPOBaHHbIE) CMHOPOMbI COEANHUTENBbHOM TKaHW; 3a60-
NeBaHus cepaua, NPUBOAALLME K MOPAXEHMIO MUOKapaa
M NanuiispHon MyckynaTypbl (Mwemuyeckass 6051e3Hb,
peBMoKapamT, kKapamoMmonaTum, MMOKapanTbl, BPOXOEH-
Hble MOPOKU, TPABMbI FPYOHOM KNEeTKU 1 Ap.), apTepunanb-
Has runep- v rmnoTeH3Ns; AJNTENbHbIA CTaX W BbICOKas
MHTEHCUBHOCTb KYPEHUS!, OCTPbIE U XPOHUYEeCcKMe Bocna-
nuTenbHble 3aboneBaHusa nodoM nokanm3auyn.

O6cneposaHo 220 naumeHToB ¢ MNMMK (120 MyXu4uH,
100 xeHLuH) B Bo3pacTe oT 18 no 32 net (cpeaHuii Bo3-
pact 20,9%0,3 neT). N3onnposarHkili MK | cTeneHn Bbl-

n €pBUYHbIA NpoJsianc MutpanbHoro knanaxHa (NMMK)
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aBneHy 60 naunenToB, NMMK | cTeneHn B codeTaHnm ¢ nNpo-
nancom TpukycnmpaneHoro knanana (MTK) —y 22, NMMK |
CTENEHN C aHOMasbHO PacnosioXeHHOM xopaon (APX) —y
78, MMK Il ctenenun ¢ APX -y 33 u komOuHaumsa NMMK |
(nn 1l) ctenenn ¢ APX 1 aHeBpu3MON MexXnpencepnHom
neperopoaku (AMMM) (nnn NTK) —y 27. Bo Bcex cnyyasx
NOTOK MUTPaNIbHOM peryprutaunm He npesbiwan Il cre-
neHb. Oxokapamorpadmnyeckme NpusHakm MnUKComMarto3-
Hon pereHepauun MNMMK BepudnumpoBaHel B 44 cnyyasax
(y 6 naupenToB c NMMK | ctenenn, y 3 — ¢ NMMK | cteneHn u
NTK,y 21 - cNMMK | ctenenn n APX, y 10 — c NMMK |l ctene-
HU M APX ny 4 — c TpemMs ManbiMy aHOManmsamm cepaua).

KoHTponbHyto rpynny coctaBmnun 40 300p0OBbLIX ntoaen
COMOCTaBMMbIX MO MOy 1 BO3PACTY.

CopepxaHune aytoaHtuten (AAT) k konnarenam |, 11, I,
IV 1V TMnoB B nnaame KpPoBM Oonpeaensnm Metoaom nm-
MyHodepmMeHTHoro aHanmasa (MPA) ¢ nomoLLpio Habopos
«MImTek» (Poccusa). KonnyectseHHOE onpeneneHmne ayto-
aHTUTEN NMPON3BOAMIN C MOMOLLLbIO KanMBpOBOYHOM KpU-
BOW, BbICTPAMBAEMOW HA OCHOBE Pa3/iNyHbIX KOHLEHTpa-
LM NOSIOXKUTENBHOr0 KOHTPONSA U C Y4eTOM pa3BeaeHus
ncenenyembix obpasuos [1].

CbIBOPOTOYHOE COAEpPXKaHMe OCHOBHOIO hakTopa poc-
Ta dpubpobnactoB (FGF-b), TpaHchopmumpytolero dak-
Topa pocTa-B, (TGF-B,) («BioSource», benbrua), nitep-
nenkuna (IL)-1pB, IL-4, IL-10, dpakTopa HekPO3a ONyx0an-a
(TNF-a) n nutepdpepoHa-y (IFN-y) (OO0 «LunTtokmH», C.-
MeTtepbypr) onpenenanu metogomMm NMOA. MuHumansHas
0OCTOBEPHO onpegensiemas koHueHTpaums FGF-b co-
crasnana 7,0 nr/mn, TGF-B, — 15,6 nr/mn, IL-4 — 2 nr/mn,
IL-10 — 5 nr/mn TNF-a — 1,0 nr/mn, IFN-y — 20,0 nr/mn,
AvanagoH onpegenexun ana IL-13 — 6,3-400,0 nr/mn.

Ona npoBefgeHust CTaTUCTUHYECKOrO aHanvsa [aH-
HbIX WUCMONb30BanM nakeT nporpamm «Statistica 6.0» n
«Microsoft Office Excell 2007». C uenbio onpegeneHus
pasnanuuii mexay rpynnamMm ois KoMYecTBEHHbIX nepe-
MEHHbIX MCMONb30BaNN OAHOMAKTOPHbLIA ONCNEPCUOH-
Hblli @aHann3 C BbIMUCNIEHMEM ABYXBbIOOPOYHOro t-Kpwu-
Tepusa CtblogeHTa ans 95% [oBepuTeNbLHOro MHTepBana
(Npn CpaBHEHUN N3MEHEHUI MeXAY ABYMSA rpyrnnamu),
Kputepuna HetomeHa-Kennca (npym cpaBHEHNN U3MEHEHMI
MeXAy Heckofnbkumu rpynnamu). B cnydae otcytcTBus
HOPMaJIbHOrO pacnpefeneHnss 3HaYeHnii UCnonb3oBa-
nm kputepunm MaHHa-YuUTHu (Npu CpaBHEHUN N3MEHEHNN
mexay Aasyms rpynnamun), Kpyckana-Yonnuca n [aHHa
(NpY CPaBHEHUN U3MEHEHUI MeXAy HECKONbKUMW rpymn-
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Puc. 1. YpoBHu AAT Kk kosnareHam I-V TMNoB B CbIBO-
poTKe KpoBMu y nauneHTtoB ¢ MAC.
* - p<0,05 B cpaBHEHUM C KOHTpoJiIeM (Kputepun »2).

namu). lMpn CTATUCTUYECKOM aHann3e KayeCTBEHHbIX
NPV3HAKOB UCMOL30BaANM KPUTEPUIA 2 C NoNpaskoli Meii-
TCa, TOYHbIN KpuTepuin Guiuepa. JocToBEpHLIMU CHUTANN
pasnuyng npm p<0,05.

PeaynbraTthl n o6cyxaeHune. OTKIIOHEHME OT KOH-
TPOJIbHbIX MOKa3aTenen B CbIBOPOTOYHOM COAEPXaHUU
ayToaHTUTEeN K KonnareHy 6bi10 BbisisneHo y 200 (90,9%)
nauyeHTos ¢ NMK, B TOM yncne kK konnareny | tTuna —y
36,8% (x>=19,7, p<0,0001), Il TNa — y 44,5% (x*>=20,7,
p<0,0001), llTvna-y 19,1% (x?>=5,6, p=0,018), IVTnna-y
7,7% (x*=0,7, p=0,390), Vtrna -y 10% (¢>=3,2, p=0,075).
YacToTa BbISIBEHNS MOBbILLEHHbIX I CHUXEHHbIX YPDOBHEN
AAT K n3y4yaembIiM TUMNaMm KonnareHa npeacTasieHa Ha pu-
cyHke 1.

Cosuru B npoaykumm AAT K konnareHam |-V Tunos y
nauneHToB ¢ NMK He TONbKO xapakTepu3yloT 1UX BOBJe-
YeHne B npouecc GopMUPOBAHNSA ONCMIACTUYECKUX N3-
MEHEHWIA, HO U CBUAETENbCTBYIOT O HAPYLLUEHUN UMMYHO-
perynsunn. BosHukatoLwwmii npu metabonname konnareHa
WMMYHHbI OTBET B BUAE LIMPKYMPYIOLWMX TUnocneundm-
YeCKMX ayToaHTUTEeN — B LLeIOM PU3N0NIOrnyeckmin npo-
LecC aAMMMHALMN NPOAYKTOB XWU3HEAEATENbHOCTU CO-
€ANHUTENbHOTKAHHbIX CTPYKTYpP — OTpaxkaeT Kpome Toro
YPOBEHb aKTUBHOCTU MMMYHHOW CUCTEMbI, €€ CHUXEHNE
nnn dopMmpoBaHne ayToOUMMMYHHbIX GEHOMEHOB 1 nep-
CUCTUPYIOLLMX UMMYHHbIX peakumin [7].

3HauMTenbLHaa pPacnpPOCTPAHEHHOCTb B OpraHMame
konnareHa | Tmna n BblpaXeHHbIE MMMYHHbIE CBONCTBA
konnarena Il Tuna, no-sngnuMomy, SBUANCH NPUYNHON Ha-
nbonee BbICOKOM Mpoaykumm Kk HUM AAT, 4TO No3BoONSET
npeanonaratb BaXHYIO POJib YKa3aHHbIX TUMOB KOiareHa

12 1
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Puc. 2. YpoBeHb AAT k konnareHam I-V tunos y na-
umeHToB ¢ NMMK c yueToM NpUM3HaKOB MUKCOMATO3HOM
AereHepauyum.

* - p<0,05 B cpaBHEHMUMU C KOHTpoOJieM, ** - p<0,05
B cpaBHMBaeMbix rpynnax ¢ NMMK (ogHocgaKTOpHbIN
AUCMEPCUOHHbIWN aHa/IM3 C BbIYMC/IEHUEM KpUTepusi
HblomeHa-Keinca).

B nNaTtoreHese AUCnIacTUKO3aBUCUMbIX M3MEHEHWIA Y Na-
umenToB ¢ NMK.

AHann3 ypoBHS ayTOaHTUTEN K KonlareHam B 3aBUCK-
MocTu oT TsxxecTtu MNMMK n xapaktepa ero koMmouHauumin ¢
apyrumun MAC nokasarn, 4To nnasMeHHble KOHLLEHTpauumn
AAT k konnareHam |-V Tnnos y 60nbHbIx ¢ NMK | cTeneHn
He OT/IYaNNCb OT KOHTPOJIbHBIX, YTO MO3BONSET NPeAno-
JIOXUTb OTCYTCTBME BbIPaXEHHbIX HapylleHuin metabo-
NIN3Ma COEaNHUTENBHON TKaHU U «aedEeKTOB» MMMYHHOM
CUCTEMBbI Y 9TUX MNALMEHTOB.

Y 60onbHbIX [TMK | cTenenu B coveTaHum ¢ MTK ycTtaHoB-
JIEH NOBbLILWEHHbIN YypoBeHb AAT K Konnareny | Tuna, npu
MMK (I vnun Il ctenenun) B covetaHmm ¢ APX — K konnareHam
I v Il Tnos. Cnyyan ¢ Tpems ManbiMu aHOManUaMU cep-
LA XxapakTepn3oBaanCb MakCMMasabHOM KOHLEHTpaLumen
AAT k konnareny |l Tuna. Hanbonee Bbicokmii ypoBeHb AAT
K KonnareHy y 60JibHbIX C MHOXECTBEHHbIMU HapyLLUEHW-
MW apPXUTEKTOHUKM cepAla cornacyeTcs ¢ AaHHbIMU O
BblpaXXEHHOM YPOBHE PacCcTpoiicTB MeTabonnama coeam-
HUTENbHOW TKaHM MPU COYETAHHbBIX CEPAEYHbIX MUKPOAHO-
mManusax [5].

Oco06blil MHTEPEC NpeacTaBnsieT CNekTp ayToaHTUTenN
npv HaMYMM MUKCOMATO3HOIO NMEPEPOXAEHNST CTPYKTYP
KfanaHHOro annapara cepgua (puc. 2).

Cnyyan mukcomatosHol agereHepaumn MNMMK conpo-
BOXAANNCb YBEIMYEHNEM MIIA3MEHHbIX KOHLLEHTpaumnen
AAT k konnareHam | n Il Tunos, a Takxe 60nee BbICOKUM
Nno CpaBHEHMIO C NauneHTaMmm 6e3 MMKCOMaTO3HOW aere-
Hepauun ypoBHeM AAT k konnareHam Il vV Tunos. Pac-
wnpeHue cnektpa AAT K konnareHam pasfinyHbIX TUMOB U
YBENIMYEHNE X KOJIMYECTBEHHOIO YPOBHS NPU MUKCOMA-
TO3HOWM gereHepaumn NMK MoXeT xapakTepm3oBaThb B LLe-
nIoM 60ee BblpaxXeHHble AedekTbl ayTOMMMYHHbIX Mexa-
HM3MOB. Kpome Toro, ocobeHHoCTU nokanusaumm V tuna
KonnareHa, obpasylollero 3K30UUTOCKENIeT BOKPYr 9H-
JoTenuvanbHblX KneTok [6], obecneunBaeT emy B Crydasix
HapyLUEeHN ayTOMMMYHUTETA BOSMOXHOCTb B/IUSIHUS Ha
GbOopMMpOBaHMEe JHLAOTENNANBHON AUCHOYHKUMN Y naum-
€HTOB C MMKCOMAaTO3HOW OereHepaumen knanaHoB. Tak,
MMeIoTCs JaHHble 00 y4acTUM ayTOaHTUTEN K KoJlareHy B
nospexaeHun aHpotenus [10].

AHann3 ypoBHSA ayTOaQHTUTEN Y NAUWEHTOB C nNponan-
camu KnianaHoB Mpu OTCYTCTBUM U HANNYMUKN Peryprutaumm
[OCTOBEPHBIX PA3NNYNIA HE BbISIBUJI.

M3BECTHO, 4YTO ayTOMMMYHHbIE NPOLLECCHI CONMPOBOX-
[AloTCs UBMEHEHMEM LIUTOKMHOBOrO Npoduns, a pag um-
TOKMHOB CNOCOOEH HEMNOCPeACTBEHHO BNUSATL HA 0OMeEH
MakpOMOJEKYST MEXKNETOYHOro matpukca [13]. B aTton
CBSI3N NpPencTaBnsieT MHTEPEC XapakKTepucTmka LIUTOKU-
HOBOro npoodunsa y naumeHTos ¢ NMVK.

B uenom no rpynne NMMK KOHLEHTpaUMsa TECTUPYEMbIX
B CbIBOPOTKE KPoBU IFN-y 1 nHTEPNEnKnNHOB, 3a NCKITIOYe-
Hmem TNF-a, He nmena AOCTOBEPHbIX Pa3aNYnin C rpyn-
nomn 3poposbix nogen. Mokasartenn TNF-a B caydaax NMMK
OblNIN JOCTOBEPHO MEHbLLE, YeM B KOHTpore (puc. 3).

Onsa 6onee pgetanbHOW XapakTePUCTUKU YPOBHS LM-
TOKMHOB MPOBOAVAN @HaNM3 B KBAHTU/bHbIX AMana3oHax
KoHUeHTpauui B noarpynnax NMK ¢ Huskum (ot 1 oo 10
KBaAHTWUN) N YMEPEHHO HN3KUM (0T 10 0o 25) ypoBHEM, a
Takxe C YMEPEHHO BbICOKOM (0T 75 oo 90 KkBaHTUAN) U Bbl-
cokoii (0T 90 00 99) CbIBOPOTOYHOM KOHLIEHTPALMEN KaXx-
[0ro N3y4aemoro LIMTOKUHA.

Okas3anocb, 4TO ONTMMasibHble 3HAYEHUS CbIBOPOTON-
Hbix IL-4, IL-10, TNF-a n IFN-y y nauyenToB ¢ NMMK peruc-
TPUPOBAJIUCH PeEXe, YeM Y 300PO0BbIX Noaen. Konnyectso
HabN0AEHMIN BICOKOIO YPOBHS IL-13, yMepeHHO BbICOKO-
ro — IL-10, Hnakoro — TNF-a 1 ymepeHHo Hu3koro — IFN-y
B rpynne naumeHTos ¢ NMMK npesbilwano TakoBOe B KOHT-
pone.

JocToBepHoe yBennyeHne Yucna HabnoaeHUn CHU-
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Puc.3. Cogep>xaHue LLUTOKMHOB B CbIBOPOTKE KPOBU Y
naumeHToB c NMMK u 300poBbIX Noaen.

*¥ - p<0,05 B cpaBHEHMM C KOHTpoJsieM (Kputepwui
MaHHa-YUTHH).

XeHHoro cogepxanuns TNF-a n IFN-y y naumeHTos ¢ NMK,
BO3MOXHO, SABASETCA KOHCTUTYLIMOHANIbHO A€ TEPMUHMNPO-
BaHHbIM 1 MOXET CBUAETENbCTBOBATL O NpeobnagaHnn B
[AaHHOM crlydae cTabuibHbIX HU3KOMPOAyUMpYloWmx de-
HOTUMOB. Kak M3BECTHO, HU3KOMPOAyLMpPYoLMe BapuaH-
Tbl FEHOB UUTOKMHOB aCCOLMNPYIOTCS C HAPYLLUEHVUEM UM-
MYHHbIX MexaHn3amoB [8, 11]. OgHoM 13 NPUYMH HU3KOrO
ypoBHS TNF-a B cbiBOpoTKe kpoBu npu NMK MoxeT 6bITb
MOBbILLIEHHAsA KOHLEHTPauus pacTBOPMMbIX PELEnTOPOB,
KOppenupyloLwaa co creneHblo nopaxeHus CD4+ kne-
TOK [15, 17], KONMYECTBO KOTOPLIX MPU ANCNAACTUYECKNX
NPOSIBAEHNSX, KaK NpaBunio, H13koe [4, 12].

YrHeTteHne npoaykumun IFN-y y naumeHTOB C namo-
naTM4yeckMm nponabupoBaHMeEM MUTPasIbHOro KkianaHa
NPeanosIoXMUTENbHO CBA3bIBASIOCH C TOM POJbIO, KOTOPYIO
MoxeT urpatb aedpuumt IFN-y B dopmumposanHmn MMK
[9]. Kak pokasaTenbCTBO NMpuBeAeHbl apryMeHTbl O Crno-
cobHocTu IFN-y MoaynupoBaTb CUHTE3 KonslareHa | Tmna,
0B6HapyXMBaemMoro B Xxopaax npuv MMKCOMaTo3HOM nepe-
pPOXAEHUM CTBOPOK NPONIabupyloLero MMTpanbHOro kna-
naHa. B CTpykTypax MHTaKkTHOro MmUTPasIbHOro kianaHa
KONnareH aToro Tuna npakTuyeckn He BcTpedaetcs [14,
18].

YBenuyeHue B psae cnyydaes NMK ypoBHs IL-18 mox-
HO pacLEeHMBaTb Kak KOMMNEHCATOPHYIO peakLumio, Hanpas-
JIEHHYIO Ha CTUMYNSALUMIO CUHTE3a KOJiJlareHa 1 ycKopeHue
co3peBaHus Gpubpobnactos [16]. AnanTMBHOE 3HaAYeHne,
B ONpefeneHHon Mepe cnocobCTByOLEE Npeaynpexae-
HUIO Pa3BUTUS BbIPAXEHHbIX AUCMIACTUYECKUX U3MEHE-
HUM N OCAIOXHEHWUI, MOXET MMETb MOBbILLEHHbIN YPOBEHb
IL-10, ycTaHoBNeHHbI B 4acTu cny4daes [MMK.

CblBOPOTOYHbIE YPOBHM (hakTopos pocta - TGF-B,
(4,4+0,5 Hr/mn) n FGF-b (42,6+2,8 nr/mn) y naumeHToB
¢ NMMK gocToBepHO MpeBbIWAanM COOTBETCTBYOLWME MO-
Kkasatenu B koHTpone (0,5+0,2 Hr/mn n 15,6+3,4 nr/mn,
p<0,05).

M3BeCTHO, 4TO dhakTopbl POCTa CUHTE3UPYIOTCS B K-
MUTUPOBAHHbIX KOJIMYECTBAxX, aKTMBHO SKCMNPECCUPYSICh B
COOTBETCTBUN C DYHKUMOHANbHOM noTpebHocTbio [2]. C
y4eTom aT1oro nosbiweHne TGF-B, n FGF-b moxeT cenae-
TeNbCTBOBATb O KOMMEHCATOPHOW MHAYKLMM CUHTE3a KOJ1-
nareHa. He cknio4yeHa BO3MOXHOCTb CHUXEHUS YyBCTBU-
TeNbHOCTU TkaHel 60nbHbIX NMMK K BAMSHUIO POCTOBOro
dakTopa, acCoUMMPOBAHHOM C YMEHbLLEHMEM 3KCNpec-
cun MeMOBpaHHbIX PELLENTOPOB.

M3y4eHne ypoBHSA CbIBOPOTOUYHBIX LLUTOKMHOB C yHETOM
ctenenn MNMMK n xapaktepa ero kom6uHaumin ¢ apyrumm
MasbiM1 @HOMaNSMK CepAaLa BbiiBUNO Hanbonee Bblpa-
XEeHHble 0TKNIOHeHUs1 y 60JbHbIX ¢ MTMK Il cTeneHn B code-
TaHun ¢ APX, ¢ Tpemss MAC 1 B cnydasix MMKCOMaTO3HOW

32

JereHepaumy nponabupyioLLLero MATPaNbHOroO KnanaHa.

YcTtaHoBneHa npsivas 3aBUCUMOCTb Mexnay Co-
nepxanvem TGF-B, u yposHem AAT k konnareHam |
(r=+0,37), Il (r=+0,71), lll (r=+0,45) n V (r=+0,22) Tnos
(p<0,05), mexny FGF-b n AAT k konnareHam | (r=+0,16)
nV (r=+0,17) Tnnos (p<0,05). MpocnexnBanack Takxe
npsiMas 3aBUCMMOCTb MeXAay nokasartenamu IL-18 n
AAT k konnareny Il Tuna (r=+0,15, p<0,05), IL-10 n AAT
K konnareHam Il n V tunos (r=+0,24, r=+0,17 cooTBeTC-
TBEHHO, p<0,05) n o6paTHas cBa3b — mexay IFN-y n AAT
K konnareny V tuna (r=-0,16, p<0,05).

3aknioyeHue. IameHeHna ayToMMMyHUTETa K Konna-
reHam passfinyHbIX TUMOB N LUTOKMHOBOIO nNpoduns y na-
umeHToB ¢ NMK no3BongoT paclumpuTb NpeacTaBneHns o
HapYLLEHUSIX Perynaumm metabonnama coeanHUTENbHOMN
TKaHW. HapylleHns ayToMMMYHHOWM perynsaumm konnare-
HOBOIr0 roMeocTasa COMpPOBOXAANNCH MOBbILLEHNEM Cbl-
BOPOTO4HOro yposHsa TGF-B,, FGF-b, IL-1B, IL-10 n cHu-
xeHneMm — IFN-y 1 TNF-a. ConpsixeHHOCTb ayTOMMMYHHbIX
NPOLECCOB K KOJiNareHy C U3MEHEHWEM LIMTOKMHOBOIO
npodunna y naumeHToB ¢ NMMK MOXHO paccmaTpuBaTth Kak
OJMH N3 NaTOrE€HETUYECKNX MEXAHN3MOB, ONPEAENSIOLLNX
XapakTep peMoAeNnMpOBaHns BHEKJIETOYHOIrO MaTpuKca.
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COCTOAHUE AYTOUMMYHMUTETA K KOAAATEHY
N LUTOKUHOBLIN MPOPUAD Y NALUUEHTOB
C NPOAAINCOM MUTPAABHOTO KAAMAHA

A.B. ATOAA, H.H. TAAAKUX

MN3y4yeHbl 0COBEHHOCTM COCTOSIHUS ayTOMMMYHUTETA K KO-
nareHy v LMTOKMHOBBIN Npodusb y 220 NnaumeHToB C Npoaancom
MutpanbHoro knanaxa (MMK) (120 myxumH, 100 XeHLWmH, cpea-
Huii Bo3dpacTt 20,9+0,3 net). MeTogoM MMMYHO(MEPMEHTHOrO
aHann3a onpenensanu CbiIBOPOTOYHOE COAEPXKaHNE ayToaHTUTEN
K KonnareHam |-V Tmnos, 0CHOBHOro akTopa pocta pmubpobnac-
ToB (FGF-b), TpaHchopmmpytowero dpaktopa pocta-B, (TGF-B,),
MHTepnenknHos (IL) -1B, IL-4, IL-10, dakTopa Hekpo3a Onyxoau-
a (TNF-a) n nutepdepoHa-y (IFN-y).

OTK/IOHEHMS B COAEPXAHUN ayTOQHTUTEN K KosinareHy Obiuim
BbisiBneHsbl y 90,9% naumneHtor ¢ NMMK. OnTumanbHble 3Ha4YeHus
IL-4, IL-10, TNF-a n IFN-y y 6onbHbix NMMK pernctpuposanucb
pexe, 4em y 300pOBbIX Noaen. Konnyectso cnyvyaeB BbICOKOrO
ypoBHs IL-1B3, ymepeHHO Bbicokoro — IL-10, Hu3koro — TNF-a u
yMepeHHO Hu3koro — IFN-y B rpynne MNMMK npeBsbiwano TakoBoe
B KOHTposne. YposHu TGF-B, n FGF-b y 605bHbIX MMK Gbinn no-
BbILLEHbI. BbiSIBNIEHbI pa3nuyns B COCTOSIHUM ayTOMMMyHUTETa K
KOMNareHy 1 LMTOKMHOBOIO Npodus B 3aBUCMMOCTU OT TSXKECTU
NMMK n xapakTtepa ero koméuHaumii ¢ pyrumm MasnabiMym aHoMa-
nmamn ceppua. ConpsikeHHOCTb ayTOMMMYHHbIX MPOLLECCOB K
KonnareHy ¢ U3MeHeHNeM LUMTOKMHOBOrO Npodus y naumeHToB
¢ NMMK MOXHO paccmatpmsaTth Kak OAMH U3 MeXaHN3MOB PeEMO-
[EenMpoBaHnsa BHEKJIETOYHOIO MaTpurKca.

KnioueBble cnoBa: nponanc MUTpasbHOro kinanaHa, konna-
reH, ayTOUMMYHUTET, LLUTOKMHbI

CONDITION OF AUTOIMMUNITY TO COLLAGEN
AND CYTOKINE STRUCTURE IN PATIENTS
WITH MITRAL VALVE PROLAPSE

YAGODA A.V., GLADKIKH N.N.

Features of a condition of autoimmunity to collagen and cy-
tokine structure in 220 patients with mitral valve prolapse (MVP)
(120 men, 100 women, average age - 20,9+0,3) are investigated.
Serum autoantibody contents to collagens of |-V types, of a major
fibroblast growth factor (FGF-b), trasformating growth factor B,
(TGF-B,), interleukins -18, IL-4, IL-10, the tumour necrosis factor
a (TNF-a) and interferon y (IFN-y) were defined by a method of
immunefermental analysis.

Deviations in the contents of autoantibodies to collagen have
been revealed at 90,9 % of patients with MVP. Optimum values of
IL-4, IL-10, TNF-a and IFN-y were registered less often in patients
with MVP, than in healthy people. The quantity of cases of high lev-
el of IL-1B, moderately high - IL-10, low - TNF-a and moderately
low - IFN-y in group with MVP exceeded that in the control. Levels
of TGF-B, and FGF-b have been increased in patients with MVP.
Distinctions in condition of autoimmunity to collagen and cytokine
structure are revealed depending on severity of MVP and char-
acter of its combinations with other | heart micro anomalies. The
interlinking of autoimmune processes to collagen with change of
cytokine structure in patients with MVP can be considered as one
of mechanisms of extracellular matrix remodeling.

Key words: mitral valve prolapse (MVP), collagen, autoimmu-
nity, cytokines

33



[l _AVCNAA3MA COEAUHUTEAbLHOW TKAHU

© E.J1. TpuceeTtora, O.A. IOanHa, 2008

YAK616.12:591.471.32

AHATOMUHECKASA XAPAKTEPUCTUKA U KAACCUPUKALLUA
AHOMAABHO PACNOAOXEHHbIX XOPA CEPALA

E.A. TpucseToBa', O.A. IOAMHG?

'beAOPYCCKUM FOCYAAPCTBEHHbIN MEAULLUHCKUU YHUBEPCUTET
Ty «fopoAckoe NnaToAoroaHaTommyeckoe 6iopon, MUHCK

HUS, 00YCNIOBNIEHHbIE HACJIEACTBEHHbIMU CTPYK-

TYPHbLIMM U/UNN MeTaboIMYEeCKUMN HapPYLUEHU-
MM COEeAUHUTENIbHOW TKaHU, XapaKTepusylowmecs
CTOMKMMU aHAaTOMM4YeCKnMu uameHeHusamm [1, 13].
B otnuume oT u3BeCTHbIX NOPOKOB cepaua, MAC He
NPUBOASAT K SIBHbIM HapyLWeHUAM reMOoAUHaAMUKMU.
OTrpaHu4YeHne Ma’snbiX aHOMaJiMii OT MHOIMO4YUCNEH-
HbIX Bapuauuii HOpMbI NpeAcTaBNseT 3Ha4YMTe IbHbIe
TpyaHocTtm [10, 12].

MAC npuXnU3HeHHO onpeaenstoT MeTOAO0M 3XOKapam-
orpadun. OHM MoryT ObITb NPeacTaBneHbl aHaToMUYec-
KMMU OTKJIOHEHUSIMM Pa3BUTUSI KOMMOHEHTOB KlanaHHOro
KOMMeKca: KOIMYECTBEHHbIMU, MO3ULMOHHBIMWU, N3Me-
HeHveM GOpMbl, a Takke HapyLeHnaMn nx dyHkumn. Y
neTten oTMevatoT LWMpoKnia cnektp MAC, HacYMUTbIBaKOLLNKA
OKOJ10 TPUALLATY BapuaHTOoB [2]. Y B3pOCNbIX NOAEN Npu-
XXWU3HEHHO ynbTpa3BykoBbiM MeToaoM MAC BbiiBASIOTCA
He 4acTo, N cpeau HebOoNbLLIOro KONMYecTBa BapUaHTOB
npeo6nanaT GYHKLUMOHANbHbIE HAPYLLEHUS B BUAE NPO-
nabupoBaHMs CTBOPOK MUTPASIbHOrO, @ TakxXe OpYrux
KnanaHoB cepaua [8, 12]. MoMnMo nponancoB kKnanaHoB
y 1L, C gMcnnasvuen cCoeanHnTENbHOM TKaH nccnenosa-
TeM 0TMEYalT BbICOKYIO YaCTOTY aHOMaslbHO pacnoso-
XeHHbIX xopa, (APX) cepaua (9, 14).

Pegynbratbl KIMHUYECKUX WCCNEeOOoBaHUM rnokasa-
nn yqactne APX B passutum apuTMMHECKOro CMHOpoMa,
OuacTtonnyeckor gucdyHKUMM NIEBOTO Xenyaoyka, Kak
dakTopa prcka MHPEKLUMOHHOIo sHaoKkapauTa, TPoM0oo-
ambonuyeckoro cuHgpoma [3, 4, 5, 6, 7, 11]. B cnyyae
NMPUXU3HEHHbIX UCCNEeA0BaHNI YCTAHOBNEHO, YTO MOJI0-
XEHVe aHOMaslbHbIX TSXEW B kKaMmepax cepAla U aHaTto-
MUYeckme ocobeHHOCTM 0OycrnoBnvMBalT pasBuUTUE K3-
BECTHbIX KJIMHNYECKUX cuHAPOMOB. Knaccundukaumsa APX
NeBOro xenyaoyka, npeanoxernHas B 1969 . M. Lam no
pesynbratam MopdONOrnyeckmnx NCCIeaoBaHuni, BKIOYa-
eT Tonorpaduio TSXKEN N HE OTPaXaeT APYrvx aHaTOMU-
4YeCcKnx nameHeHui [18].

Llenbio HacTosAWwero mccnenoBaHns SBUOCh U3y4e-
HMEe pacnpoCTPaHEHHOCTM, aHaTOMUYECKMX 0COBEHHOC-
Ten n paspaboTtka knaccudukaumm APX no peaynsratam
ayToncuu.

MaTtepuan n metogpl. NMposeaeHo 6e3BbIOOPOYHOE
ayToncuiiHoe nccnegoBaHve 578 ymepunx (51% mMyxXuuH,
49% xeHwwmH) ¢1999 no 2005 .. B Ne4ebHbIX yYpexaeHu-
ax . MuHcka B Bo3pacTte 14-91 roga (cpeaHuii Bo3pacT

Manble aHomanuu cepaua (MAC) — aTo cocTos-
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63,1+12,4 ropga).

M3yvanu mMakpo-, MUKPOCKOMUYECKUE, TUCTOXUMMU-
YeckMe U3MEHEHUS cepaeLl, KOMMOHEHTOB UX KiamnaHHbIX
KOMMIEKCOB, AOMOJIHATENbHbIX aHaTOMUYeckmnx obpaso-
BaHWi N0 pa3paboTaHHOMY HamMmu nNpoTokony [12].

M3yyanu pacnonoxeHne aHoMasbHbIX XOpA4, MPUH1UMas
3a APX HUTU, TAHYLUMECS OT NanuaAsSPHbIX MbILLUL, HO HE 40-
cTurarLme CTBOPOK KianaHoB, b0 NpukpensioLmecs
OOHVM KOHLLOM K CTBOPKE, a APYrMM - K CTEHKE Xenyaoyka
BHE NanuNSPHON MbILLLbI, AN NPOTArMBAIOLLNECS MEX-
Oy cTeHkamu xenyaoydka. APX OTHOCUAM K AiarOHabHbIM,
MPOAOSIbHLIM 1 MNOMNEPEYHLIM, a B COOTBETCTBUU C YCJI0B-
HbIMW OTAENAMM XEenyaoyka - K BepXyLUEeYHbIM, CPEOVIH-
HbIM, 6asanbHbIiM [16,17, 18]. amepsanu onnHy n ToNWm-
Hy APX ncxogHo 1 npu MexaHM4eCckoM BO3AENCTBUM AN
OLEHKN NX PACTSXXUMOCTU 1 COKPATUMOCTHU.

fucTonornyeckoe uccnegoBaHve NMPOBOAUAN MOCHe
dukcauum npenapatoB 10% HenTpanbHbIM GOPMAIMHOM.
MccnepoBaHbl cpe3bl C MMCTOXUMWYECKUMUM OKpacka-
MU (anbUWAHOBbLIM CUHUM - 0151 BbIABNIEHUSI HAKOMEHUS
KMUCAbIX MYKOMOMMCaxapuaoB; OPCEVMHOM MO XapTy — Ha
3anacTMyeckme BOJIOKHA; No MaccoHy — Ana BbISBNEHUS
CTeneHn 1 xapakTepa cknepos3a; MSB — onsa BbiiBNeHUs
Y4aCcTKOB OCTPOro noespexaenus) [15].

PeaynbraTthl U 06cyxaeHue. PacnpocTtpaHeHHOCTb
MAC coctaBuna 16,95% (98 cepaell) cnydyaeB y yMepLUmx
B Bo3pacTte 15-87 net. B 71,4% cnyyaeB BbigBuan APX
B BUAE OAMHOYHbLIX M MHOXECTBEHHbIX TSXEN B Kamepax
cepaua — 60,9% cny4aeB y Myxu4uH, B 39,1% cny4yaeB — y
SKEHLLNH.

Hawwn nccnegoBaHua nokasanu, 4TO aHOManumM Xop-
DanbHbIX HATEN BbISIBASIOTCS B NPaBOM npeacepaum, npa-
BOM W1 NIEBOM Xenyao4dkax. B neBom xenynoyke aHoMab-
Hble TSXW pacrnofarannucb A0CcToBepHO vatlle (88,6%) no
CpaBHEHWUIO C MpaBbiM Xenyaodkom — 24,3% (x?=17,2,
p<0,01), a Takke npaebiM Nnpegcepanem — 4,3%. OamMHou-
Hble aHOMaJIbHbIE TSXW B JIEBOM XENYA0YKE ONArHOCTU-
poBaHbI B 65,7% cnyyaes, B npaBoM xenyaoyke — B 18,6%
cnyyaeB. BcTpewanucb no gBa (B NE€BOM Xenygoyke —
17,4%; B npaBoM xenypouke — 4,3%), 1 No Tpy aHOMasb-
HbIX TSXXKa B OOHOW Kamepe ceppua (B NeBOM Xesyao4ke
— 5,7%; B npaBom xenygouke — 1,4%). CoyeTaHme aHo-
Manuin xopa, NpaBon 1 EBON KaMep cepaLa BCTPETUIN B
7% cny4aes.

AHomanumn xopn Oblnn NpeacTaBfieHbl HEeNMpPaBubHbIM
pacnpegeneHnem CTBOPOYHbIX XOPAabHbIX HUTEN, TAHY-
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LLMXCS OT rOSIOBOK ManuISpHbIX MbILLL, K CTBOPKaM kna-
naHa, a TaKkxke aHOMaslbHbIM MOJIOXEHNEM TSAXEN, UMEIO-
LM APYrme TOYKM MPUKPEnIeHns.

B npaBom xenygoouke aHomManuu pacnpeneneHus
CTBOPOYHbIX XOpA ONpeaenssm 4acto MO CPaBHEHUIO
C aHOMarnbHbIM MOJIOXEHMEM TSXEN, nocnegHue Obiv
npeacTaBfieHbl eANHUYHBIMU BapuaHTaMn U CoYeTaHus-
Mun oT 1 0o 3 B Xxenyaouke. HapyliueHne pacnpeneneHus
CTBOPOYHbIX XOPA, TPMKYCNNAANBHOIO KnamnaHa nposiBns-
NI0Cb YAJIMHEHNEM (2,6%) NTMB0 YKOPOUYEHNEM CYXOXWJTb-
Hbix HUTen (0,5%), a Takke OTCYTCTBMEM NOCNef0BaTENb-
HOro aeneHns Ha psaabl (2,4%).

Mponanc TpuKycnnaanbHOro KknanaHa AuarHocTu-
poBanu B 6,9% cnyyaes, Npy 3TOM B NOJIOBUHE Cly4aeB
npu3Hakn nporndaHns 6uim 06ycnoBeHbl HapyLLIEHNEM
pacnpeneneHus xopa, B 2 cnydasax — APX. B 2,1% cnyyaeB
oTMeyvanocb HebosbLoe KONMMYecTBO HECTOHOB (MeHee
5), CTBOPKN TPUKYCNMAANBHOrO KfiamnaHa u xopabl rpybo
30HMPOBANM Kpam CTBOPOK.

B neBom xenynouke B 2 pasa valle OTMETUIM Hemnpa-
BUJIbHOE pacnpeneneHne CTBOPOUHbIX XOPA: HapyLleHne
pacnpenenenus, yoJimHeHne nubo ykopoyeHne enuHuy-
HbIX HWUTEN, OTCYTCTBME MOCNEOOBATENbHOIO AENeHUs
Ha psabl, MO cpaBHeHUIO ¢ yacTtoTton APX. B 1/3 cnyyaes
APX 6b1n11 npeacTaBneHbl eAUHUYHbIMKU TSXaMu, B 2/3 — B
BUE COYETaHMIN NO 2- 4 aHOMasIbHbIE XOPAbl B OAHOM Ka-
Mepe cepaua.

[Be To4kn npukpenneHns APX BbISBASIN 4OCTOBEP-
HO 4acCTO MO CPaBHEHMIO C BOJIbLUMM KOMYECTBOM MECT
npukpenneHns (94,2%; 5,7%; cooTBeTCTBEHHO; X°=183,2,
p<0,001). Peako oTme4anocb BeepoobpasHoe pacLuer-
JIEHVE KOHLEBbIX OTAENOB XOpAbl ¢ 2-3 6/M3K0 pPacnoso-
KEHHbIMU TOoYKaMn dukcaumn.

Bce aHOMasbHble TSXUM NPaBOro Npeacepans pacro-
naranvucbe napasnnefnibHo 3agHen cTeHke npeacepavs. Ma-
panfnenbHO N0 OTHOLLEHUIO K HAaNpPaB/eHUIO NOTOKA KPOBU
- B 2,9%; nepneHankynapHo - B 1,4% cny4yaes.

Mo OTHOLLEHNIO K BEPTUKANLHOM OCY CepALua aHoMalslb-
Hble XOpAbl NPaBOro xenygo4yka 4acto (21,4%) TaHynmCb
nornepek kamepbl cepaua. [uaroHanbHoe MONoXeHne
aHoMasibHbIX Tsxken MX BCcTpedanocb peako rno cpasHe-
HWIO ¢ nonepeyHbiM (2,9%; x?>=2,9, p=0,049)

MonepeyHo pacrnofioXeHHble XOopAbl NMPaBOro Xeny-
[04Ka 3aHMManu cpeanHHyio no3vumio B 1,9 % cny4aes,
6asanbHylo 1 BepxyweyHylo — B 0,17% kaxpas. Adnaro-
HaslbHblE XOpAbl B MPABOM XesNyA04ke BCTpevanncb peako
(2 cnyyast), OHM 3aHUMaNU cpeanHHO-6a3asnbHY0 1 BEPXY-
LLEYHO-CPEANHHYIO MO3MLMIO.

APX neBoro >xenygoyka BCTpeyanuCb 4acToO B BUAE
OJMHOYHBIX TSXKElW, Peako C MHOroYMCieHHbIMU (Gonee
OBYX) TOYKaMW Npukpenaenus, ogHako B 2,1% cnyyaes
— BbIsiBNieHbI ABe, B 0,7% cnyyaeB — Tpy AOMNONHUTESbHbIE
XOpAbl B O4HOM KaMmepe cepaua.

B neBom xenynouke AvaroHasbHOE NMOMOXEHME aHO-
MaJlbHbIX XOPA, BbIABUAN B 5,7% cnydaes, Npy 9TOM B cpe-
ONHHO-6a3aNbHOM 1 BEpXYLUEYHO-CPEAVHHOM OTAenax
NIeBOro Xenyao4yka XxopAabl pacnpenensnicb 0gMHaKoBO
yacTo. [MonepeyHoe NonoxeHne aHOMaslbHble XOpapbl 3a-
HuManu B 5% cny4aes, OHU PeaKO pacnonaraamcb B Bep-
XyLUEYHOM OTAENEe, HacTo - B CPEAMHHOM, MHOTMe Menn
Tpu 1 6onee Tovek NPUKPENSIEHUS K CTEHKAM Xenyaoyka.

Komb6uHauua APX neBoro xenygoyka C MpoJarncom
MUTPanbHOro knanaHa mmena mecto B 31,6% cny4aes.
OnunHouHble 6as3anbHble APX B 1,04% coveTtanucs ¢ MNMMK,
B C/ly4ae BEPXYLUEYHOro NOJSI0XEHMS XOpAbl HacToTa npo-
nanca MuTpanbHOro knanaHa coctasuna 1,9% cny4aes.
BbisiBneHa npsimas cpefHen cuibl CTaTUCTUYECKN 3HAYU-
Mas KoppensunoHHas ¢ea3b (p=+0,59; p<0,03) B cnyyasx
npukpenneHns APX K MeXoKenyao4koBOW Neperoponke ¢
nposancomM MUTPasibHOro KianaHa.

APX coeomHsanu mexnay coboil pasfnnyHble aHaToOMU-
yeckme CTPYKTypbl JIEBOro Xenyaoyka. Yacto aHomanb-
HbI€ TSXWN TAHYAUCb OT NANWISIPHBIX MbILLL, K MEXOKeny-
noukoBow neperopogake (37,1%) nnm K cTeHke xenyaoyka
(21,4%). Taxn coOeamHANM CTEHKN XeNyaoyka C Mexoke-
nynoykoBown neperopoakoin (20%), nanunnspHbIe MblLLLLbl
(15,7%) co cteHkamn xenyno4ykos (7,1%). AHomanbHas
Xopaa, coeavHsAoLLasa BepXyLUeyHbli 1 6a3anbHblii OTae-
Nbl 1 pacnonaraipLwascsa npoaoasHo Baonb MXI1, Bctpe-
Tunace B 1,4% cnyvaes.

TonuwmHa xopa cocTaenana 1-2 mm, onmHa npu gyuaro-
HanbHOM nonoxexHun — 10-75 MM, Npy NONepeyHom — 7-
79 MM, COKPATUMOCTb U PACTAXUMOCTb - 0-12 MMm.

O6bEMHOE COOTHOLLEHNE MBbILLIEYHbIX 1 KOJIareHOBbIX
BOJIOKOH B s4p€e, Nerno B OCHOBY aeneHmnsa APX no Mykpo-
CKOMMYECKOMY CTPOEHUIO Ha rpynnbl: MbllleYHble, Gnb-
po3Hble 1 GUOPO3HO-MbILLIEeYHbIE. MbilweyHble (0,94%) n
dnbpo3Hble (12,15%) APX BcTpeyanncb 4OCTOBEPHO pea-
KO, MO CpaBHEHMIO C GUOPO3HO- MbleYHbIMU (86,92%)
(x?=92,2, p<0,001).

B ©®unbpo3Ho-MbiweyHbix APX oTmevanu Bapua-
6e/IbHOCTb COOTHOLWEHUS GUOPO3HOr0 N MbILLEYHOrO
KOMMOHEHTOB. Punbpo3HOo-MbileyHble APX, B KOTOpbIX
MbILLEYHbIA KOMMOHEHT npeobnagan Hag GuOpPO3HbIM,
BcTpeTunuch B 31,8% cepael (x*=66,7, p<0,001), pexe
BCTpeyanucb APX, B KOTOPbIX COOTHOLLEHNE MbILLEYHOIrO
1N GMOPO3HOro KOMMOHEHTa ObIIO paBHO3HAYHO — 24,3%
cepaeuy, (x>=18,4, p<0,001), nM60 GNBPO3HbLI KOMMOHEHT
npeobnagan Hag MelwevHbiM — 30,8% cepael (x2=60,7,
p<0,001).

PUBPO3HLIN KOMMOHEHT 3HAYUTENbHO npeobnagan
HaZ, MblLLEeYHbIM B rnonepeyHsix APX npaBoro v nesoro xe-
Jlyoo4KkoB. Mexnay CTeneHbto BblpaXkeHHOCTN GUbpo3HOro
KoMnoHeHTa B APX nx Tonorpaduen BbisBneHa 4oCToBep-
Has cBaA3b (F=6,6; p=0,0006).

Pesynbtatel ogHodakTopHoro aHanusa (ANOVA) 3a-
BUCUMOCTU BbIPaXEHHOCTN PUOPO3HOro KOMMOHEHTA B
APX oT BO3pacTta naumMeHTOB rnokasasnau, Y4To C yBenuye-
HMeM Bo3pacTa NauneHToB 1015 GpUOPO3HOro KOMMOHEH-
Ta B @aHOMaJibHbIX TsXKax JOCTOBEPHO HE YBen4YMBaeTCs
(p>0,05), ooHako npeobnagaHne MbllLe4YHOro KOMMOHEH-
Ta B APX BbIsSIBUIM Y yMepLUnX 6onee MoJio4oro Bo3pacTa
(p=0,03).

B 75,8% cny4aeB 13 91 nccnegoBaHHOM MUKPOCKOMNK-
yeckn APX npu CBETOBOI MUKPOCKOMUW BbISBIEHO HaM-
Yyme CoOBCTBEHHbIX COCYA0B (apTepPUOsbl UK Kanunnsapbl ¢
Pa3nMYHbIM AMAMETPOM), HTO OTINYAMO UX OT CTBOPOYHbIX
XopQ4, KOTopble KPOBOCHAGXATCH U MHHEPBUPYIOTCS 13
nanunnsapHeix Melwl. Cocyabl onpegensnuck B APX ne-
BOro xenyaouka — B 82,4%, npaBoro xenyaoyka — B 60%
cnyyaes, npaBoro npegcepavs — B 1 cnydae. NonoxexHne
aHOMaJIbHOro TSXa B KaMepe cepALia He BANASIO Ha YacTo-
Ty BbIIBIEHUS1 COCYAOB. B monepeyHbIx 1 anaroHanbHbIX
APX cocyapbl BbISIBASNMCE C OANHAKOBOW 4acToToM - 44,9%
n 55% cooTtBeTcTBeHHO (X% =1,4; p=0,01).

B 49,5% 13 91 APX noMumo cepagyHbiX MUOLIMTOB
obHapyxeHbl [ypknMHbe—NOO0OHbIE KapAMOMUOLMUTLI: B
neBom xenynouke - 44,0%, B npaBom xenynoyke — 4,4%
(F=6,2; p<0,01) n B npaBom npeacepanun — 1,1% (F=8,1;
p<0,01). NonoxeHne xopapl B KAMEPe cepaLa He BAsno
Ha 4aCTOTY BCTPeYaeMoCTu kKneTok [ypkuHbe: auaroHarsb-
Hble - 36,2%, nonepeyHsle - 53,3% (x°=3,02; p=0,1).

OpHOdaKTOPHbIN aHanM3 3aBUCUMOCTU BCTPEe4aeMoc-
T Knetok MNMypknHbe B APX OT BO3pacTa ymepLUero noka-
3an, 4TO CPeaHN BO3PACT NALMEHTOB C HANNYMEM KITETOK
MypknHbe B APX (50,0+3,1 neT) 661 AOCTOBEPHO BbILLE,
Nno CPaBHEHWIO C BO3PaCcTOM MauMeHTOB 6e3 TakoBbIX B
APX (40+£2,2 neT; F=7,6; p=0,03).

[Mpn cBETOBOM MUKPOCKONUY BbIBASNNCE OANHAKOBO
4aCTO M3MEHEHMS BOSTOKOH - 9nacTuyeckmx (64,84% na 91
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nccnegoBaHHOM Mukpockonuyeckn APX), B Buae passopa-
YMBaAHWS, NOTEPU YETKOCTN, Pa3PbIXJIEHUS; KOJITareHOBbIX
(64,84%) B BMOE NCTOHYEHUS N NPEPLIBUCTOCTU My4KOB,
roMoreH13aunm 1 noTepu M3BUTOCTU, FMMEPKOIareHn-
3auUmMn N MyNbTUNAIMKALMN, a Takke cepaeyHbiX MUOLINTOB
APX (62,7%) (x?=0,1; p=0,8). Peoko nameHeHus kacanmcb
coeamHnTenbHOTKaHHOro matpukca APX (23,08% un3 91
nccnenoBaHHon Mukpockonuydeckn APX; x? =20; p<0,01).

M36bITo4HOE cnabo BblpaxeHHoe HakonneHne Al nog,
3HOoTENMEM N Mexay BonokHamm APX onpenensnoch B
21,98%, BbipaxeHHoe - B 1,1% APX.

He BbISIBNEHO 3aBUCMMOCTU BbIPQXEHHOCTU OereHe-
PaTUBHbIX W3MEHEHWI KOJlareHOBbIX, 371aCTUYECKUX U
MbILLEYHbIX BONIOKOH B APX OT MOnoXeHns aHoMasibHOro
TsKa B kamepe cepaua, ero ajanHbl 1 TonwmHbel (x?=0,9,
p=0,3; x?=0,8 p=0,3; %x?>=0,4, p=0,4 COOTBETCTBEHHO).
OpHako CTeneHb BbIPAXXEHHOCTU AereHepaTUBHbIX U3Me-
HEHU KONNareHoBbIX 1 MbllLEYHbIX BONOKOH APX 0ocTo-
BEPHO MOBLILIAETCSH C YBE/IMYEHNEM BO3paACTa NaLMEHTOB
(ANOVA TecT; F=20,3; p=0,0001 n F=8,2; p=0,03; cooT-
BETCTBEHHO), BMECTE C TEM CTEMNEHb N3MEHEHWI 3/1aCTU-
YeCcKMX BOJIOKOH He 3aBUCUT OT Bo3pacTa (p=0,24).

M3aMeHeHnsa coeamHnTenbHOTKaHHOro matpukca APX
HE 3aBUCENUN OT CPeAHEN TOMLLUMHbI aHOMasbHbIX TSXXEN C
1n30bITOYHBbIM HakonneHnem FAlN n 6e3 Takosoro (1+0,06
MM 1 1+£0,04 MM; cooTBETCTBEHHO; p=0,24).

lMonoxeHne aHOManNbLHOroO TsSXa B Kamepe cepaua He
BINSNIO HA UBMEHEHUS COeaVHUTENbHOTKAHHOIO MaTpuK-
ca: HakornsieHue FAlN B nonepeyHbIxX U amnaroHanbHbix APX
DOCTOBEPHO He pa3nuyanocs (x?=1,4; p=0,3).

B 2,2% cny4aeB BbisiBNieH KanbLUnHO3 APX 04aroBoro
xapaktepa, B 13,19% nmenn mecto MaCCUBHbIE KPOBOU3-
nmnsaHusa B APX, conposoxgatomecs numdo-nenkoumtap-
HOWV BOCMANUTENbHON UHOWUAbTPAUVEN, NMPU 3TOM HEU3-
6eXHO BO3HMKaNM HaapbiBbl MO0 pa3pbiBbl aHOMasbHbIX
TSXEN.

B aHpokapae 30H NpUKpEenIeHns aHoMasbHbIX HUTEMN,
NPEeNMyLLLECTBEHHO KOPOTKMX MaioPaCTKMMbIX, OTMeYa-
nm $Gpurbpo3s, ymMeHblleHe B0 yBENNYEHME MIIOTHOCTU
COCYLOB MUKPOUMPKYNSATOPHOro pycna. Mnowanps co-
Cy[oB B 30Hax npukpenneHns APX 0oCTOBEPHO MNPEBbI-
wana naowagb COCy4oB BHE 30H MPUKPEMNIEHUSA TXEN
(p=0,004).

fucTonornyeckoe UCCnefoBaHE MMOKapAa nokasa-
10, 4TO NOWAadb UWEMUN B 30HaxX npukpenneHmsa APX
[OCTOBEPHO NpeBbIllana niowanb UWeMUm BHE 30H Nnpu-
kpenneHns APX (p<0,01). He BbIIBNEHO 3aBUCUMOCTH Bbl-
PaXEHHOCTN PEMMOHANbLHOM NLLEMWM B 30HAX NpUKpense-
Hua APX (p=-0,05; p=0,6) n BHe aTnx 30H (p=-0,03; p=0,7)
OT BO3pacTa MNauMeHTOoB, Tonorpaduyeckoro BapuaHTa
APX (p=0,09), a Takxe OT MUKPOCKOMNYECKOro CTPOEHMS
(BbIpaXXeHHOCTU PUOPO3HOIr0 M MbILLEYHOrO KOMMOHEH-
ToB) APX (p=0,6). MNMpn KOppensiLMOHHOM aHanmM3e Bbl-
SBUIN TEHAEHUMIO K YBESIMYEHMIO NAOWAAN ULLEMUN NPU
yMmeHbLeHun annnel APX (p=0,28; p=0,049).

APX nesoro xenygouka B 13,3 % cny4asix nsmeHsnm
reoMeTpuio NIEBOro Xenygoyka. B cnydae ogHOM TOYKU
npukpenneHmsa APX neBoro xenyno4dka Ha Mexokenyaoy-
KOBOW neperopogke, B 4,1% HabnogeHnin nMenn Mecto
AHEeBPU3Mbl MbILLEYHOM YaCTU MEXXKeNyao04KoBOWN nepe-
rOPOAKN.

Makpockonuyeckne N3MeHeHUs B 30Hax MpuKper-
nenunsa APX BbisBnsnuch B 45,9% cepgeu, Jalle B IEBOM
xenynoudke (41,8% cnyyait) (x?=60,8, p<0,001), no cpas-
HEeHUIO ¢ nNpasbiM (4,1% cnyyas). MpucteHouHble GnoTn-
pylowme TpoMObl B BEPXYLUEYHOW 061acTu, OTrpaHNYeH-
Hble aHOMaJslbHbIMU TsXkamMu, Oblnn obHapyxeHbl B 3,1%
cnyyasx, yToseHne aHaookapaa umeno mecto B 31,6%
cepaeu, a cybangokapanasibHble  KPOBOUINUSHUSA - B
7,2% cnyvasx.
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B 6GOnbLUMHCTBE Cly4yaeB aHOMalslbHble XOPAbl BCTPE-
Yanuck B codeTaHmm ¢ apyrumm MAC, npy 3TOM B OOHOM
cepaue penko onpefensnnucb OAMHOYHbIE HapyLUeHWUs
APXUTEKTOHUKM, YACTO BbISBASANIN MHOXECTBEHHbIE @HO-
Manuu, Hambosbluee KOMNYECTBO KOTOPbIX COCTaBSAIO
19 (x3=22,2, p<0,001). BcTpeyanucb coyetaHus APX ¢
aHoOMaNMAMM NanUANISPHbIX MbILWL, JIEBOr0 Xenyaoyka
(55%), nepcucTUpylOLLMM KianaHOM KOPOHAPHOro Cu-
Hyca (34%), dpeHecTpaumammn CTBOPOK knanaHos (35,3%)
- aopTtanbHoro (15,7%), mutpansHoro (10,8%), Tpukyc-
nuaanbHoro (8,8%); aHomMannaMnM KOPOHAPHbLIX apTe-
puin (34%). Hepeoko aHOManbHble XOpAbl COYETanucChb C
aHoOMaNMaAMM NanuISPHbIX MbIWL, NPaBOro Xenyaoyka
(20,6%), aHeBpu3aMamu cuHycoB Banbcanbsbl (15,7%),
OTKPbITbIM OBaslbHbIM OKHOM Y B3pOChbIX (13,7%).

Ha ocHoBaHUK pe3ynbLTaToB N3yyYeHus Tonorpaduyec-
KMX BApPUaAHTOB 1 MOPdONOrn4yeCkmx XapakTepmncTmK pas-
paboTaHa aHaToMuyeckas paboyas knaccubukaums APX.
AHaToMuuyeckaqa pabouyas knaccudpukaumsa aHomMasb-

HO pacnoJioXXeHHbIX XopAa cepaua

Konu4ecrtBo xopna

1,2,3,4vT.0.

Tonorpagunyeckasi xapakrepucTuka

MonoxeHne 0OTHOCUTENBHO KaMepbl cepaua: B MpaBoM
npeacepavuv, NPaBoM Xenyao4ke, 1IeBOM Xenyaoyke

MonoxeHne OTHOCUTENBLHO NPOAONBLHOM OCY CepaLa:
BEPTUKANbHas, rOPM30HTaNbHas, AnaroHanbHasa

MonoxeHne OTHOCUTENIBHO TPEX YCNIOBHbIX OTAENO0B
Xenyaoyka cepaua: BepxylleyHasi, cpeavHHas, 6asanb-
Haq

ToukM NPUKPENSIEHNST XOPAbl: FON0OBKA, TeN0, OCHOBA-
HVE ManUINSPHON MbILULbI - HUXKHSAS, CPEOHSS, BEPXHASA
TPeTb MEXOKEeNyAO4YKOBOW MNeperopoaku; nanuiispHble
MbILLLbI; BEPXHAS WU HUXKHSS TPEeTb MEXCOKENYA04KOBOM
Neperopoakun; CTBOPKM aTPUO-BEHTPUKYNSPHOIO KianaHa
— BEPXHSAS TPETb MEXOKENYA04YKOBOW NEPEropoakn; nepe-
OHSS — 3aHAS CTEHKN Xenyao4ka; nanunasapHas Mbliliua
- CTEeHKa Xenyao4ka.

MeTtpuyeckne xapakTepucTukm

OnuHa (2-75 mm)

TonwmHa (1-2 Mm)

PacTtaxumocTb (0-12 Mm).

Mopdgonornyeckas xapakrepucTmka

MbiweyHas

MbiweyHo-dprbpo3Has: ¢ NnpeobnagaHNeM MblLLEYHO-
ro KOMMNOHeHTa, ¢ NpeobnagaHneM GrUBPO3HOro KOMMo-
HEeHTa

dunbposHas

C Hannumem MNypKnHbe-NoJ00HbIX KNETOK, KasbLMHO-
3a, HagpbIBa, OTPbIBA, KPOBOUINUAHUIA; MMUKCOMATO3a,
BereTauumn.

lMpukpenneHne K cCTEHKaM Kamepbl cepaua

B OByX, Tpex, YeTblpex yHacTKax.

Mopdgonornyeckas xapakTepucTtumka TKaHew B
MecTax npuKpensieHnus1 Xopabl

M3mMeHeHMs1 OTCYTCTBYIOT, KPOBOU3NUSAHUS, GUbpos,
HaapbIB, YMEHbLUEHNE MO0 yBENNYEHNE MNOTHOCTU CO-
CYA0B MUKPOLIMPKYNATOPHOIO pycna, NemMms.

CoyeTtaHue c ApyruMu MasibiMy aHOMaJIusSIMU cep-
Aua

AHOMaNMN MNanUANSPHbLIX MbIWL, NponadbupoBaHme
CTBOPOK KJlanaHa, aHeBpu3mMa cuHyca BanbcanbBbl, aHO-
Manusi KOPOHaPHbIX apTeEPUn 1 ap.

U3meHeuns mnokappaa, knanaHoB cepaua, rnepe-
ropoaok

Mpu3Haku gnnaTauMoOHHON KapanmoMuonaTum, rmnep-
Tpodurnyeckom kapamommonaTm, Nnopoka cepaua n T.4.

PaspaboTaHHas knaccudurkaums NoMoXeT KIMHULNC-
Ty pacno3HaTb MexaHu3Mbl PasBUTUSA MNATONOrMYECKUX
CMMMNTOMOB U CUHOPOMOB, OOYC/TOBIEHHbIX @aHOMasIbHbI-
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MW TSXXamu B kKamepax cepaua, y naumeHToB ¢ ancnnasn-
el coeaMHUTENbHON TkaHW. OueHKa MakpOCKOMUYECKMUX
1 MUKpOCKonuyecknx ocobeHHocTel APX npu aytoncuia-
HOM WUCCNeaoBaHUM MO3BOJIUT ONPenennTb Ux yyactue B
TaHaToreHese.

BbiBOAbI

1. AHOMasnbHO PaCMOJIOXKEHHbIE XOPAbl ABASOTCS Ha-
nbornee pacnpoctpaHeHHbIMU (71%) ManbiMu aHoManus-
MW cepaua, BbiBASEMbIMU MPU ayTONCUN YaCTO Y MYXHUMH
(60,9%), pexe — y xeHwuH (39,1%).

2. NonoxeHne aHOManbHOM Xopdbl B Kamepe cepaua
1 ee METPMYECKNe XxapakTeEPUCTUKU BANSIIOT HA CTPYKTYP-
Hble U3MEHEHUS TSKa U 30H NMPUKPENSIEHUS, B TO XXE BPEMS
BO3pacT 60JIbHOrO HE OKa3bIBAET B/IMSIHUS HA U3BMEHEHUS
COEONHUTENIbHOTKAHHOIrO MaTpmuKca Xopapl.

3. TypknHbe-noaobHblIe KNETKM OnpenensioTcs B
49,5% cnyyaeB APX, npu 3TOM NPEVMYLLECTBEHHO B
aHOMaJslbHbIX TSXax NeBoro xenynoyka. 4. B 3oHax npwu-
KPENJIEHNs aHOMaJIbHbIX XOPA, NMPOUCXOONT CTPYKTYpHas
nepecTpolika cy63aHaokapananbHbIX y4acTKOB MUOKapaa,
BbI3blBAIOLLLAA pEMOAENNPOBaHNE CePALA.

4. Mpu dopmMynmMpoBKe NOCMEPTHOrO AnarHo3a peko-
MeEHAYETCHA OTMeYaTb HAIMUYME N XapakTep Mason aHoma-
nnn cepaua Kak O4HOM U3 BO3MOXHbIX MPUYKH, y4aCTBYIO-
LMX B PA3BUTUM OCJIOXXKHEHUIA U TAHATOreHe3e.
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AHATOMUYECKASA XAPAKTEPUCTUKA
U KAACCUPUKALLUA AHOMAABHO
PACMNOAOXEHHbIX XOPA CEPALLA

E.A. TPUCBETOBA, O.A. IOAUHA

MpoBeneHo aytoncuinHoe nccnegosanHne 578 (51% MyX4uH,
49% XEHLLMH) Clly4aeB C Lesiblo 3yYeHUsi pacrpocTPaHeHHOCTU
M aHaTOMUYECKUX OCOOEHHOCTEN aHOManbHO PACMOIOXKEHHbIX
xopA4, cepaua. PacnpocTpaHeHHOCTb MasblXx aHOManuin cepgua
cocTtaBuna 16,95 % cnydaes y ymepLunx B Bo3pacte 15 — 87 net.
B 71,4% cny4aeB BbisiBUAM APX B BUAE OOANHOYHBIX M MHOXECT-
BEHHbIX TSXXel B kamepax cepaua, B 60,9% cnyyaeB y MyX4uH,
B 39,1% cny4aeB — y XEHLWMH. YCTAaHOBNEHO, YTO MOJIOXEHME
aHOMasbHOW XOPAbl B KAMepe CepaLa U ee MeTpuyeckre xapak-
TEPUCTUKM BIUSIIOT HA CTPYKTYPHbIE N3MEHEHUS TSXXa U 30H Npu-
KpEenieHus, B TO Xe BpeMs BO3pacT O0NbHOro He OKa3blBaET BAU-
AHNS Ha U3MEHEHUs1 COeAMHUTENIbHOTKAHHOrO MaTpPUKCa XOPAbl.
B 49,5% cny4yaeB aHOMasibHO PACMOSIOXKEHHbIX XOPA AnarHoc-
TpoBanu MNypkuHbe-noaobHbIe KNeTK1, NPU 3TOM NMpenMyLLLec-
TBEHHO B aHOMaJlbHbIX TsXXax JNeBOro xenygoyka. B 3oHax npu-
KpenneHnss aHoMasibHbIX XOpA, MUKPOCKOMUYECKN onpeaennim
CTPYKTYPHYIO NEPECTPOINKY CyO3aHA0KAPAMANbHBIX YHaCTKOB MU-
oKapza, Bbi3blBaloLLy0 peMoaenmpoBaHune cepaua. OcobeHHoc-
TU CTPOEHUSI aHOMaJbHbIX TSXEWN, NepecTpoiika npuiexatimx K
ydacTkam NpUKpPenIeHns TKaHen SsBNS0TCS OAHOM M3 BO3MOXHbIX
NPUYYH, YHaCTBYIOLLNX B PA3BUTUM OCNIOXXHEHWNIA U TAHATOreHese.
B aHaToMunyeckoin paboyei knaccmbukaumm aHoManbHbIX XOp[,
crnenyeTt oTpaxaTb Tonorpaduyeckne, meTpudeckne, Mmopdosno-
rmyeckme 0CoBeHHOCTM aHOMasbHbIX TSXKEeW, a Takke ykasblBaTb
M3MEHEHNST YYaCTKOB MPUKPENIEHNsT XOpAbl, CO4eTaHne C opy-
rMMK BapraHTamn MasblX aHoManuii cepgua u/unm 6onesHamm
MMokapa 1 KnanaHHoro annapara.

KnioueBble cnoBa: aHoOMasibHO PacroioXeHHble Xopabl cep-
[ua, aHatomus, knaccmdumkaums
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THE ANATOMICAL CHARACTERISTIC
AND CLASSIFICATION OF ABNORMALLY
LOCATED HEART CHORDS

TRISVETOVA E.L., YUDINA O.A.

Autopsic research of 578 cases (51% of men, 49% of women)
with the purpose of studying of prevalence and anatomical fea-
tures of abnormally located heart chords is carried out. Preva-
lence of heart micro anomalies was at 16,95% of cases in died
persons at the age of 15-87. ALHC as single and multiple helms
in heart chambers were revealed at 71,4% of cases, at 60,9% of
cases - in men, at 39,1% of cases - in women. It is established,
that position of abnormal chord in the heart chamber and its met-
ric characteristics influence structural changes of helm and zones
of an attachment, at the same time the age of the patient does
not render influence on changes of connective tissue matrix of a
chord. Purkinje’s-like cells were diagnosed at 49,5% of cases of
abnormally located chords, thus mainly in abnormal helms of the
left ventricle. In zones of abnormal chords attachment structural
reorganization of subendocardial sites of the myocardium, caus-
ing heart remodeling is determined microscopically. Features of
abnormal helms structure, reorganization of adjacent to sites of
an attachment tissue is one of the possible reasons participating
in development of complications and tanatogenesis. In anatomi-
cal working abnormal chords classification it is necessary to re-
flect topographical, metric, morphological features of abnormal
helms, and also to specify changes of sites of chord attachment,
a combination with other variants of heart micro anomalies and-or
with myocardium and valve apparatus illnesses.

Key words: abnormally located heart chords, anatomy, clas-
sification
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KAWHUYECKOE 3HAYEHUE MAAbIX AHOMAAUN

CEPALLA Y AETEW

C.®. lHycaes’, IO.M. beao3epos?, A.P. BUHOrpaaos?
'TBepcKaa roCyAQPCTBEHHAS MEAULLMHCKASA AKAAeMUS
2MockoBcku HUN neanaTpum n A€TCKOU XUPYpPrum

PocmeATexHOAOrMMU

AE4YHO-COCYAUCTOI cuctemMbl y geTteri odycnae-

NIVBaeT aKTyaNbHOCTb NMPOrHO3UPOBAHUSA U Nep-
BUYHOI NPOdUNaKTUKN NAaTONOrMU, AJ1S1 YHero A0JDKHbI
dopmMmupoBaTbCsa Tak Ha3biBaeMble rpynnbl pucka ny-
Tem oTO0Opa UHAUBUAYYMORB C MOBbILLEHHbIM PUCKOM
3ab6oneBaHusa [9]. B rpynnax noBbILLEHHOro pucka
uenecoob6pa3Ho npoBegeHue MNpPoPUIaKTUYECKUX
mMeponpuaTui. C gpyron CTopoHbl, PyHKLUOHAJNbHbIE
KapauonaTtum, UMUTUPYS OpraHMYyeckne U3mMeHeHus
B cepaue, SBNSIOTCA MPUYUHOA MHOMMX BpadYeOHbIX
ownboK, runepauarHocTUKn KapauToB, MNOPOKOB
ceppua. [letu pnuTenbHO Nony4aioT HE0OOCHOBaH-
HYIO NPOTUBOBOCHANIUTESIbHYIO, aHTUOGaKTEepUasnbHYIO
Tepanuio, X 0CBO00XAal0T OT 3aHATUI du3nyecKkon
KYJNbTYpPOMW.

B nocnepHue rogbl Hapsgy C QYHKUMOHANbHLIMU
KapauonatusMu  akTyanMampoBaHa npobrema  MUKPO-
CTPYKTYPHbIX UBMEHEHUI B cepAue. B ¢BA3n ¢ LWMPOKUM
pacnpocTpaHeHNEM YbTPA3BYKOBbLIX METOLOB UCCNeno-
BaHMs, CTaIM PACNO3HABATbLCSI MMHOPHbIE aHOMANMn cep-
Aua, KoTopble B 4ETCKOM BO3pacTe, B PsAe ClydaeB MOryT
ABNATBCA MOPDOSIOrN4eCcKOn OCHOBOM (OYHKLMOHANBHOWN
KapavoBackyngpHom natonorum [1, 4].

Manble aHOManun cepgua — remMoguHaMm4eckn ma-
JNI0O3HA4YMMble aHaTOMUYECKME U3MEHEHUSA cepaua 1 ma-
rMCTPanbHbiX CcOCynoB. OAHako, MPUHLMMA OLEHKM MO
GYHKLMOHANBHOW 3HA4YMMOCTU, Korga pedb npet ob oT-
HECEHUN KaKOoro-nmbo CTPYKTYPHOro aedekra K MasbiM
aHoManusaM cepaua, ABAsSeTCs BeCbMa YCNOBHbIM. Tak,
Hanpvmep, OBYCTBOPYaTblA aopTasbHbIA KnanaH obbly-
HO He MPUBOAMUT K HAPYLUEHWIO aopTaslbHOro KPOBOTOKA,
0[HaKO VMEHHO MpPW 3TOM aHOMaJsIMM YacToTa BHe3arnHom
CMepTu BbiLle, YeM B nonynsauum [12]. C gpyro CTOPOHbI,
npeyeennyeHne GyHKLMOHANbHOM 3HAYNMOCTU CTUMMbI B
cepALe Takxke He onpasaaHo.

B nutepatype Wwnpoko npeacTasneHbl JaHHbIE B OTHO-
LEeHUN TakuxX MasblX aHOManun cepaua, Kak aHoMasibHO
pacrnonoxXeHHble TPabeKysibl, «I0XHbIE» XOpPAbl B 1IEBOM
xenypouke [7, 11, 5], nponancel MUTPaNbLHOIrO U TPUKYC-
nuaanbHoro knanaHoe [2, 8, 10]. o HacTosAWwero speme-
HW WO ONMCaTenbHOE U HAaKOMUTENIbHOE NCCNeA0BaHNe
ManbIx aHomanuii cepgua. B 1o ke Bpems He u3yveHa
MX PacnpOCTPaHEHHOCTb B MOMyN[LUMN, HET CUCTEMHOIO
noaxoda K AMarHOCTUKe, reMogvHaMmke, nporHosy. Het

BbICOKaﬂ pacnpocTpaHeHHOCTb 3aboneBaHuii cep-

JaHHbIX O BAUSIHAW BO3pacTa, rnona, HebnaronpusTHbIX
aHTeHaTasbHbIX GaKTOPOB, 9KONOMMN HA KOJINYECTBEHHbIN
1 KQYECTBEHHbIV CNEKTP MUKPOAHOManuii cepaua.

Heobx0AMMOCTb peLLeHnst 3TUX BOMPOCOB ONpeaens-
€T aKTyaNlbHOCTb NPEANPUHATOrO NCCNEA0BaHMS.

Llenb paboTbl - BbIABUTb PACNpPOCTPAHEHHOCTbL MaJslblX
aHoManuin ceppua, onpenennTb Ux KIMHNYECKOE 3Ha4e-
HVe y neTen Ans CoBepLIeHCTBOBAHNS OMArHOCTUKN, MPo-
rHO3MPOBAHNS COCTOSHMS 1 0O60CHOBaHUS AnddepeHLm-
pOBaHHOr0 HabNOAEHUS.

Martepuan n metoabl. Bcero obceneposaH 3031
pebeHok, B ToM uncne 1850 meTaMm npoBeOeHO 3XO-
kapouorpadguyeckoe obcnenoBaHne ans pas3paboTku
LEHTUbHLIX HOPMATUBOB OCHOBHbIX 9XOMETPUYECKNX
nokasartenei cepgua. Y 1061 pebeHka nonynsuMOHHOM
penpes3eHTaTuBHOM BbiGOpkM 1y 120 geTtein ¢ akcTpa-
CUCTONMEN MpoBeAeHa OueHKa PacnpoCTPaHEHHOCTU
ManblX aHOManunin cepaua.

MpoBeneHO KOMMNEKCHOE  KJIMHUKO-WUHCTPYMEH-
TanbHoe obcnenosanme 2911 petenn. 1850 pnetam (915
mManbunkam n 935 gesodkam) B Bo3pacte oT 1 go 15
NeT B AETCKUX cagax M wkonax ropogos Mocksbl, 3e-
neHorpaga v Teepu NpoBedeHO axokapauorpaduyec-
koe obcnenoBaHMe C Lesblo pas3paboTKy LLEHTUbHBIX
HOPMaTUBOB OCHOBHbIX 3XOMETPUYECKMX NnokKasaTenem
cepaua.

1061 pebeHky B Bo3pacTte 2-12 neTt gpyroi nonyns-
LIMOHHO penpe3eHTaTMBHOM BbIOOPKM NPOBEAEHa OLLEH-
Ka pacnpoCTPaHEHHOCTN MasbiX aHOManii cepaLa;

KomnnekcHoe ob6cnenoBaHve BKIKOYANo: KIMHUKO-
aHaMHECTMYECKMN MeToa, Aonnnep-axokapanorpadmio
1N OYHKUMOHANbHbIE METOAbl NCCNEeA0BaHUS: 3NEKTPO-
Kapauorpaduio, KapamonHTepsanorpaduio, XonTepos-
CKO€ MOHUTOPMPOBAHNE CEPLEYHOIO PpUTMa, BENIO3Pro-
MeTpuio. OueHMBaNN BHELLHME Masble aHOMauu.

CraTtuctnyeckass obpaboTtka martepuana npoBoau-
nacb npu nomowm nporpammbel Microsoft Excel n npo-
rpammsbl «Cards».

PesynbraTthl M 06CcyXaeHue. B pe3ynsrare axokap-
anorpadun 1850 getenn B Bo3pacTe 1-15 net n ueHTub-
HOro pacnpegefieHns 3XOMEeTPUYECKUX noKasaTenen
COCTaBJIEHbl COBPEMEHHblEe Tabnuubl YNbTPa3BYKOBbIX
HOPMaTMBOB pa3MepPOB CepALa C y4eTOM nosna, Bo3pac-
Ta u pumamnyeckoro passmtusa [3].

Ha ocHOBe KIMHUKO-3xoKapamorpadpmnyecknx wuc-
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Tabsinya 1
PacnpocTtpaHeHHOCTb MaJibiX aHOManuii cepaua y gereu 1-14 nert (B %)
Manbunkum JeBoykun Bcero
BapunaHT MukpoaHomManumn n=536 n=525 n=1061
% % %
Mpeacepans u mexnpepcepaHas neperopoaka
MponabupytoLLmii KnanaH HYUXHEN Mool BEHbI 0,9 1,1 1,0
YBenunueHHas EBcTaxmeBa 3acnoHka 6onee 1 cm 28,0 23,8 25,9
OTKpPbITOE OBa/IbHOE OKHO 3,0 57 4,3
Heb6onblas aHespuama MM 0,6 1,3 0,9
AHomarnbHble Tpabekysbi B MMM 1,9 1,3 1,6
Mponabupytouime rpedbeHyaTsie Mol B 111 12,1 7,3** 9,7
TpukycnupanbHbin knanat (TK)

ﬁ:(l;nsu'\;llel-me cenTanbHOoM cTBOPKM TK B NOMIOCTb NPABOro Xenyao4yka B npeaenax 32,7 30,5 31,6
[unaTtaums NpaBoro aTpMOBEHTPUKYSISIPHOrO OTBEPCTUS 9,0 6,5 7,7
MponabupoBaHne TPUKYCNMAANBLHOIO KflanaHa 5,2 3,8 4,5

JleroyHnas aptepus (J1A)
Aunnataums cTBONa NIErOYHOM apTepumn 27,4 23,1 25,1

AopTa

[MorpaHnyHo y3Knin KOPEHb a0PTbI 10,3 9,9 10,1
[MorpaHMyHO LWMPOKNIA KOPEHb a0PThI 8,6 9,3 9,0
Aunnataums cuHycoB Banbcanbsbl 31,9 23,1** 27,5
[lBycTBOpUaThI a0pTasibHbI KnanaH 0,4 0,6 0,5
ACMMETPUS CTBOPOK a0PTasIbHOrO kianaHa 4.4 3,8 8,2
MponabupoBaHMe aopTanbHOro KnanaHa 7,3 5,9 6,6
,El,ecbopn‘/laum;l BLIHOCALLIErO TPAKTa XEsy/104Ka CUCTONMHECKUM Ba/INKOM B 21 1.3 1.7
BEPXHEN TPETU MEXOKENYL0UYKOBOM Neperopoakmn

JleBbiiA Xxenypouek (JIXK)
MonepeyHo pacnonoxeHHble Tpabekynbl B nonoctu JHK 4,7 4.6 4.6
MpoaosbHO pacnonoXxeHHble Tpabekynbl B nosocTu JIXK 9,5 5,5* 7,5
[unaroHanbHO pacnonoxeHHble Tpabekynbl B nonoctu JHK 22,2 22,1 22,1

MwuTpanbHbIii KnanaH

MponabupoBaHe MUTPaNbHOrO KnanaHa 17,0 28,2*** 22,5
OKTOMMYeckoe KpernsieHne xopa nepeaHein CTBOPKM MUTPasIbHOro knanaHa 9,5 8,4 9,0
OKTOMMYECKOE KPeneHne Xop4, 3agHen CTBOPKM MUTPAsIbHOrO KnanaHa 1,1 0,4 0,8
HapyLweHHoe pacnpeeneHune xopa nepegHein CTBOPKM MUTPaSIbHOro KnanaHa 23,1 36,2*** 29,6
HapylieHHoe pacnpeneneHve xopa, 3aiHel CTBOPKY MUTPAbHOIO knanaHa 6,5 3,6* 5,1
JlononHuTenbHble rPynnbl NANUISPHbBIX MbILUL, 2,1 2,1 2,1

lMpumeyaHue. *,** *** - p<0,05, p<0,01, p<0,001 - AOCTOBEPHOCTb Pasz/IMymsl oKalatesier Mexay rpynnamMmm Masibyu-

KOB U AeBOYeEK.

cnepoBaHuini 1061 pebeHka, AaHHbIX NUTepaTypbl pas-
paboTaHbl yNbTPa3BYKOBbIE KPUTEPUN MalbiX aHOMaNNIA
cepaua [6]. dOxokapauorpaduueckKuMmmn Kputepus-
MW ManbIX aHOManui cepiua ABWINCb KOHKPETHbIE
CTPYKTYPbl, BU3yanusupyemble B ABYX- 1 OOHOMEPHOM
pexumMax 3XO0CKaHMPOBaHUS, MOrPaHUYHble 3HAYEHUs
9XOMeTPUYECKMX NoKasaTenen cepaua.

MccnepoBaHne pacnpoCTPaHEHHOCTU MaslbiXx aHOMa-
nni cepaua (Tabn. 1) nokasano Mx BbICOKMIA YAENbHbIN
Bec, cocTtasnawowmii 98%, 4To NOCTaBUIO HA MOBECTKY
OHS BONPOC: HOpMa 3T0, GYHKUMOHASIbHbIE OTKIOHEHNS,
naTonorvs unu sipkoe CBUAETENLCTBO Nnepexoaa Konm-
YeCTBEHHbIX UBMEHEHWN B KQYECTBEHHbIE?

B nonynsuun petein Hambonee 4acTo BbIABASNCH
cnepyolme manbie aHoManmmn cepaua: CMeLLeHne cen-
TanbHOWM CTBOPKM TPEXCTBOPYATOrO KjianaHa B NONOCTb
xenynoyka B npegenax 10 Mm, HapyLweHHoe pacnpege-
JNleHVe xopa nepenHen CTBOPKM MUTPaJIbHOrO KnanaHa,
aunaraums cuHycoB BanbcanbBbl, yBennyeHHasa EBcrta-
XneBa 3acfioHka 6onee 1 cm, gunartaumsa cTBOSA Neroy-
HOW apTepuun, NponabrupoBaHne MUTPaJIbHOrO Kflanaxa,
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OuvaroHasibHO PacrnosioXeHHble Tpabekynbl B MONOCTU
NIeBOro Xenyaoyka.

BcTpeyaeMmocTb MalsbiX aHOManuii ceppua 3a-
BMCUT OT BO3pacTa U He SIBASIeTCHA CTaOUNbHOM, 4TO
noATBEPXAEHO ee pa3/iIMiueM B TpeX BO3PaCTHbIX
rpynnax (tabn. 2, 3).

Y peten B cTapLlumx BO3PACTHbIX rpynnax oTMevyaeTcd
DOCTOBEPHOE YMEHbLLIEHME YacCTOTbl MPONabupytoLLLEero
KnanaHa HUXHeN NoJsion BeHbl, yBennyYeHHOM EBcTaxmeBom
3aCnoHKM, aunataumm npaBoOro aTpMOBEHTPUKYISPHOIO
OTBEpPCTUS, aCUMMETPUM CTBOPOK a0PTaNbHOro KnanaHa.
YMEHBbLLIEHNE NX HAaCTOTbl C BO3PACTOM MOXET ObITb 00yC-
JIOBJIEHO COBEPLUEHCTBOBaHMEM anddepeHUMpOoBKN Kap-
OnanbHbIX CTPYKTYP B pa3BuBaloLLeMCs opraHmsme. Tak,
pasBuTME KNanaHa aopThl U MUTPANbLHOMO annapara npo-
[OMKAETCs B MOCTHATA/IbHOM OHTOrMEHE3€e 1 HanpaBieHo
Ha ynydweHne 3anupatenbHon gyHkumn. Kpome Toro -
npoueccaMmy o6paTtHOro PasBUTUS COEANHUTENIbHOTKAH-
HbIX CTPYKTYp: EBCTaxmeBa 3acnoHka pyaMMEHTUPYET C
BO3pacToM. HakoHeu, apanTaumoHHOW MNEepecTPONKOmn
KPOBOOOpaLLEeHNs: Harpyska Ha npaBblii Xenyaoyek C
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Tabnanya 2
Manble aHOManuu cepaua, YacTtoTa KOTOPbIX YMEHbLUAETCA C BO3pacTOM
Bup, mukpoaHomanumn | 1l 1l P
o o o 1I-111 <0,01
MponabupyoLmii KnanaH HUXKHER Moo BeHbl 1,9 1,5 0,4 -1l <0.01
I-11<0,05
YBenuueHHaa EscTaxvesa 3acnoHka 6onee 1 cm 34,3 25,0 24,4 -1l <0.05
I-11<0,05
Junataums npaBoro aTpMOBEHTPUKYNSPHOrO OTBEPCTUS 11,1 10,8 4.5 111l <0.05
11-111 <0,001
AcCUMMETPUSA CTBOPOK KjlanaHa aopTbl 17,6 14,5 3,8 111l <0,001

lMpumedanme. | - yactota (B %) npusHaka y aetevi ot 1 roga ao 3 nert, Il - y netevi ot 4 go 6 ner; lll - y netevi ot 7 go 12 ner;

P - [OCTOBEPHOCTb Pa3/IN4ns B 4aCTOTE Npu3HaKka Mexay rpynnamu.

BO3PACTOM YMEHbLUAETCS, a Ha JIEBbIN XeNnyao4eKk yBenu-
ymBaeTcs. B aTon cBa3n annatauus NpaBoro aTpUoOBEHT-
PUIKYJIIPHOrO OTBEPCTUSA C BO3PACTOM YMEHbLUAETCS.

Hao60poT, B OCHOBE YBE/IMYEHNS C BO3PACTOM 4acTo-
Tbl TAKUX CTUIM KapauoreHesa, kak aunartaums CUHYCOB
BanbcanbBbl, nponabvpoBaHne MUTPasIbHOrO KranaHa,
CMELLEHNE CenTasnbHOM CTBOPKM TPUKYCNUOANBHOMO Kna-
naHa MOXET Nexatb yCUJieHne AUCNNACTUYeCKMX Mpo-
LLeCCOB B NPENMYLLECTBEHHO B COEANHUTENIbHOTKAHHOM
CTpoMe cepaua.

MpoBepeHHble UccnenoBaHns NOATBEPXAAIOT 3a-
BUCUMOCTb Ka4€CTBEHHbIX U3MEHEHUN OT KOJIM4YeCT-
BEHHbIX. Y geTeln BbigBnsnoch ot 1 40 9 MrukpoaHoManmi
cepaua co CpeaHUM YMCIOM OKOJO 3-X U MOAAsNTIbHOCTbIO
Ha ypoBHe 3 cTMrM. B 97O CBA3M 3a yCIOBHO MOPOroBoe
3HAYEHNE YPOBHSA CTUrMaTU3aumm cepala npuHaTa Benn-
yuHa 3. OHa paccmaTpMBaeTCsl HaMK Kak npeaen «aonyc-
TMOro». MpeBbIlLEHME 3TOr0 Nopora siBAseTcs CBOe0O-
pasHbIM MHOWMKATOPOM BO3MOXHOI0 Hebnarononyyms kak
B OTHOLUEHUN HaKTOPOB, BAMSIOWMX HA HOPMUPOBaHME
3[10POBbY, TaK U PaKkTOPOB, XapakTepPU3yoLLMX ero.

Yucno peten, MMEBLUMX YPOBEHb CTUIMM KapauoreHe-
3a BbllLe noporoeoro, coctaBmno 337 yenosek (31,8%).
JaHHoe 06CTOATENLCTBO O3HAYAET, YTO KaXAblii Tpe-
TniA 300pOBbLIA pebGeHOK nonynauuu noaBepraeTcs
He6GnaronpuUATHbLIM 3HAOTFEHHbIM U/UJIN SK3OreHHbIM
BO34elCTBUAM BO BpeMsi BHyTPUYTPOOHOro U NocTHa-
TanbHOro pa3BuTund. Y JeTel ¢ HaanoporoBbiIM YPOBHEM
KapauasnbHbIX MUKPOAHOMaNNi B aHaMHe3e BbISIBSISINIOCh
Gonble HebnaronpuaTHbIX GakTOPOB, OTArOLLAKLLMX
TeyeHne OGepeMeHHOCTU, YeM Yy AeTell C OOMOPOroBbIM
YUC/IOM MWUHOPHBLIX aHomManuin. Takmmn dakTopamMmm oka-
3an1Cb TOKCMKO3 1 NONOBUHbI 6EPEMEHHOCTN, HMEKUM-
OHHO-BOCManuTesNbHble 3ab0sieBaHUs YpPOreHUTanbHOM
CUCTEMbI, PECANPATOPHOIro TpakTa MaTtepu, yrposa npe-
pbiBaHMS 6EPEMEHHOCTU, KYPEHME POaUTENEN, NPOXMBA-
HME B 9KOSIOMMYECKN 3arpPA3HEHHbIX PaOHax.

Ocoboe BHMMaHVe NpuBnek 60ee BbICOKUNA yaesib-
HbIA BEC CTUrMaTU3auum cepaua B parioHax 3KoJ1orm-
YyecKoro HeGnaronosiy4ms nNpu NPOXXMBaHMU MaTepen
n peTeil B HENOCPEACTBEHHOW G/IM30CTU OT NPOU3-
BOACTBEHHOIo KOMOMHaTa XMMUYeCKUX BOJIOKOH. Ha-
nbosee 4acTo B 3KOJIOrMYeCKM HeBaronpuUaTHbIX parioHax
BCTPEeYannCb LETN CO CMELLEHMEM CEeNTalbHON CTBOPKMU
TPUKYCMUAANBHOrO KianaHa, HapyLleHHbIM pacnpenene-
HMEM XOpA, MUTPasnbHOro KianaHa, gunartaunen CMHyCcoB
BanbcanbBbl, NPOAANCOM MUTPANbLHOMO KianaHa, ¢ ama-
rOHasIbHO 1 MOMEPEYHO PACMOJIOXEHHbIMU Tpabekynamm B
JIEBOM XeNyao4ke, NorpaHMyHoO y3KMM KOPHEM aopThl.

BblILLIEN3N0XEHHOE MO3BONISET NPEANONIOXUTbL, HTO HA
dopmMumpoBaHMe B OHTOreHe3e MaJsibiX aHoManum cep-
Aua BMSIOT 9KOJIOrM4ecku HebGnaronpusaTHble dak-
TOpbl, TakMe, Kak MPOXWBaHUe OGepeMEeHHbIX >XEH-
LWUH, a B AaJibHEeWLWeM n aeTen, B paloHax BbICOKOro

3arpsisHeHUss atMmocdepHOro Bo3agyxa cepoBofopo-
AOM U Cepoyriepoaom.

Hamun onpepeneHbl  CTPYKTYPHO-GYHKUMOHASIbHbIE
0COBEHHOCTUN CEPAEYHO-COCYAMNCTON CUCTEMBI Yy AETEN C
aKUMAEeHTasIbHbIMU CUCTONMYECKUMM LUIYMaMu npu norpa-
HUYHO Y3KOM KOPHE aopThbl Y aHOMaJIbHO PaCONOXEHHbIX
Tpabekynax B IEBOM XeJyaoyke.

BbiiBNlIeHbl Takue MUKpPOaHOManuu, KOTopbie
Aaxe B eQUHCTBEHHOM KoJiIn4yecTBe, a TeMm Gonee B
coYyeTaHuu ¢ APpYrMMuy CTUrMaMu, NPUBOASAT K CHUXe-
HUIO PU3NYECKOro pa3BuTuUs Aeten. ITO NOrpaHnNYHoO
y3KU1iA KOPEHb @0PThl, @aHOMaJSIbHO PaCMOIOXEHHbIE Tpa-
Oekynbl B N1EBOM Xenyaoyke. VIx pacnpoCcTpaHEHHOCTb B
nonynsauun neten 6ouina coorBetcTBeHHO 10,1%, 33,6%.
Yaule opyrnx BCTpeyanucb aHOMasibHO PacrofIOXEHHbIE
Tpabekysbl C AnaroHaabHbIM pacnosioxeHnem - B 22,1%,
C NPOAObHBIM - B 7,5%, 1 nonepeyHbiM - B 4,6%. Mbl Bbl-
Oenunm Tpu pa3HOBUAHOCTY MOMEPEYHO PACTONOXEHHbIX
Tpabekyn: 6a3anbHO-PaCcnoNOXeHHble, MeauanbHO-pac-
MOJIOXKEHHbIE U BEPXYLLIEYHO-PACTMOIOXEHHbIE TpabEeKyJIbl.
JunaroHanbHble Tpabekynbl OblIM ABYX Pa3HOBUAHOCTEN:
cpenHexenyno4koBo-6asanbHble U BEPXYLLEYHO-CpeaHe-
Xenyno4KoBbIe.

UHaukaTopomM comaTuveckoro HebGnaronony4us
SIBNSIETCA HAANOPOroBblii YypOBEHb CEPAEYHOWN CTUr-
mMaTtusauuu. Yem OH Bbille, TeM 00JibLUE Mbl OTMETU-
JIN KIIMHU4YECKUX U3SMEHEHUIA.

[na dmnamnyeckoro passntua geTern ¢ NorpaHnyHo y3-
KM KOPHEM aopTbl U aHOMaJIbHO PACMOJSIOXKEHHBIMU Tpa-
B6ekynamu 6binn 6onee xapakTepHbl, Yem ONs netei 6e3
MVKPOaHOManuni, MMKPOCOMaTUYECKNIA COMATOTUMN U ANC-
rapMOHMYHOE pa3BuTMEe N3-3a aeduumuTa Macchl Tena.

HauGonee spkuM KNUHUYECKUM OTpaXKeHuem Mma-
JibIX aHOManuii cepaua iBUJICS CUCTOJIMYECKUNA LUYM.
OH BbICNYLLMBANICS HAMHOTO Yalle, 4em y aetein 6e3 ma-
NbIX aHOManuii cepaua: Npy NorpaHMyHo y3Koi aopTe - B
2 pa3za (p<0,01), aHOManbHO PaACMONOXEHHbLIX Tpabeky-
nax - B 1,6 pasa (p<0,05). LLlymbl yalye Bcero 6u111 My3bl-
KaJibHbIMM MO TEMOPY, YMEPEHHLIMU MO UHTEHCUBHOCTY,
006bl4yHO 2-3 cTeneHu no Levine, nHoraa rpybbiMn 1, 4TO
BaXXHO, HE PacnpPOCTPaHSINCE 3a npenesibl OTHOCUTEb-
HOW TYNOCTK cepaua.

PasHoobpasve ayckynbTaTUMBHOW KapTWHbBI NPU aHO-
MaJibHO PacroJIOXeHHbIX Tpabekynax SBMIOCb YCIOBU-
€M rmnepauarHocTukm y 6 geten B Buae ncesgopedek-
Ta MexnpeacepaHon neperopogkn u nceespopedexTa
MEeXKesya04KOBO Meperopoakul.

OCHOBHbIMU (pakTOpPaMun B NPOUCXOXAEHUN CUCTO-
JINYECKOro LwymMma npyu mManbiX aHoMasnusax ceppua siB-
JNIFIIOTCS: Bbipa)eHHasi TYPOYNeHTHOCTb NOTOKa KPOBU
n3-3a «y30CTU» aopPThl NI MEXaHU4YECKOro npensrc-
TBUS eMy TPaGeKyoii, a TakxKe B pe3ysibTaTe CY)KeHUs!
nyTeil OTTOKa Npu JlIoKanus3auum aHoMabHO Tpabe-
KyJibl B 6a3asibHOM OTAEeNe JIeBOro Xesyao4ka.

41



[l _AVCNAA3MA COEAMHUTEAbLHOW TKAHU

Ta6sanya 3
Manbie aHoOManuu cepaua, 4HacTtotTa KOTOpbIX yBeJIMYMBaeTCs C BO3pacToM
Bua, MmyukpoaHomanmmn | Il 1l P

CwmelLeHne cenTanbHOM CTBOPKM TPEXCTBOPYATOro KianaHa B 17.6 23,2 38,8 1-111 <0,001
npenenax 10 mm 11-111 <0,001

I-111 <0,001
Hunnataums cuHycoB BanbcanbBbl 16,7 18,4 34,8 11-1ll <0.001
[lnaroHanbHO pacnosioxeHHble Tpabekysibl B MOS0OCTY IEBOIO 118 18.5 579 1-111 <0,001
xenyaoouka ’ ’ ’ 11-111 <0,01

I-111 <0,01
MponabupoBaHne MUTPanbHOro KnanaHa 13,4 19,5 26,9 =111 <0.01

lpumeyarue. I - yacrora (B %) npusHaka y getes ot 1 roga go 3 net, II - y aetevi ot 4 4o 6 net; III - y getevi ot 7 4o 12

JNIET;

P - AOCTOBEPHOCTb pas/iMyusi B HaCTOTE MPU3HaKa MexXAy rpyrnnam.

B BeretatuBHOM cTaTyce nNpwv MNOrPaHWYHO Y3KOM
aopTe BbIiBNEHbl cneaywoune ocobeHHocTn. Y geten
paHHero Bo3pacTa npeobnagaet CUMMNATUKOTOHUS,
HOpMalbHble BapuaHTbl BEreTaTUBHOW PEeaKTUBHOCTU
1 BeretatuBHOro obecrneyeHns geaTenbHocTu. Y aeten
OOLUKONIbHOrO M LWKOJIbHOrO BO3PacTOB Yalle BCTpe-
YaeTCcsa BaroTOHMSA U M3MEHEHHbIE BapuaHTbl Bererta-
TUBHOro obecneyvyeHns OesTeNbHOCTU, B OCHOBHOM C
HeaocTaToOYHbIM 06ecnedyeHnem, Takme, Kak acumnaTu-
KOTOHUYECKUN U TMNEePANACTONTNYECKNA.

Y 6onblUMHCTBA AeTell ¢ aHoMallbHO pPacnoJso-
XEeHHbIMM Tpabekynamy oTMe4yannucb WU3MEHEeHUs Be-
reTatTMBHOrO TOHyCa W BeretatMBHOM PEaKTUBHOCTMU.
CumnatnkoToHus 6bina y 57,3% peteit, BarotoHms - y
20,9%. Bonee BbipaxeHHas BeretTaTMBHas AUCOYHKUMSA
oTMeuarnacb Nnpu NonepevYHoM pPacnosioxXeHun Tpabe-
Kyn. Y atux getein npeobnagan acMMnaTMKOTOHNYECKNIA
BapuaHT BEretatuBHOM peakTuBHOCTU (44,0%).

Bo BCex BO3pacCTHbIX rpynnax — Kak y geten ¢ nor-
PaHMYHO Y3KUM KOPHEM a0pPThbl, TaK U C aHOMaJsbHO pac-
NMOJIOXKEHHbIMU TpabekynaMmn OoTMevannucb U3MEHEHUs
LLleHTpanbHOM reMoAHaAMUKM N0 CPABHEHWUIO C OETbMU
KOHTPOJIbHbIX FPynn: OblM YMEHbLUEeHbl pasmMepbl KO-
HEYHO-ANACTONIMYECKOro AMamMeTpa NeBOro Xenynou-
Ka, AnameTpa NeBoro npeacepauvsi, KOHeYHO-AMacTo-
nnyeckuin o6bLeM NeBOro Xenyaoyka, yaapHblii 06beMm,
MUWHYTHbIA 06beM KPOBW, CEPAEYHbIM UHOEKC, CHUXE-
Ha CKOPOCTb LMPKYASPHOrO COKpalleHMsa mMuokapaa,
YMEHbLLEHA Macca Mnokapaa IeBOro Xenyaoyka.

JocToBepHoe CHuXeHne mnHaekca apdeKTUBHOCTHU
paboTbl cepala, ABNAIOLWErocs MHTerpaabHbIM Nnokasa-
Tenem peakuum annapaTta KpoBoobpalleHns Ha Harpya-
Ky, NPW MOrpaHNYHO Y3KOM KOPHE aopTbl CBUAETENbC-
TBYET O HU3KOW TONEPAHTHOCTM AeTen K puamnyeckom
Harpyake. [lepuop nocne Harpy3ku y geTern ¢ norpaHny-
HO Y3KMUM KOPHEM aopTbl OTnvanca 6onee MensieHHbIM
BoccTaHoBneHnem HYCC, 4To ykasbiBaeT Ha OJINTESIbHO
COXPaHSOLLNNCHA N3ObITOYHLIA XPOHOTPOMHbIN OTBET HA
Harpysky B BOCCTaHOBUTENbHOM nepunoae. Yéeantenb-
HO MokasaHo, 4TO AETWU C NOrPAHNYHBLIM 3HAYEHVEM aAna-
MEeTpa aopTbl MMEKT CHUXEHHYIO afanTMBHOCTb KPO-
BOOOpALLEHMS K GU3NYECKUM Harpy3kam, YTO OOJIKHO
OblTb Y4TEHO NMpPU ONpeaeneHnr NokasaHuin K 3aHATUAM
CNOPTOM. DTUM LETAM OOIKEH HA3HAYATbCS NHOMBUAY-
aNbHbIN WAAALWMNNA HArPY304YHbIN PEXNM.

[nsa BbISIBIEHUS PO MUKPOAHOManuii cepaua npm
HapyLleHnsX cepaevyHoro putma obeneposaHo 120 ne-
Tel ¢ akcTpacucTonuen B Bo3pacTe 2-15 net. Cynpa-
BEHTPUKYNSpHas akcTpacuctonusa Habnwopanacek y 80
neten, xenygoukosas — y 40 geteir. C pegkon akcTpa-
cucrtonuei (meHee 15 B MuH) 661110 64 pebeHka, c HacTon
- 56 petei. Bo Bcex cnyyaax UCKIOYEHa OpraHnyeckas
naToJsiorus cepaua i HeMpPo3HAOKPUHHLIE 3aboneBaHNS.
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Y 82,9% peTeli ¢ akcTpacuctonmnern nMmenocek Hebnaro-
NPUATHOE TEYEHME aHTe- U MepuHaTasbHOro nepuo-
noB. HebnaronpuatHoe TedyeHne 6epeMeHHOCT MMENOo
MecTO B 76,1% cny4aes, naTonornsa B pogax oTMeyeHa
B 79,5% cnyyaes, y 11,4% peten UMenncb ykasdaHua Ha
nepuHatasbHOe MOBPEXAEHNE LEHTPasbHOM HEepPBHOM
cuctembl (poooBas TpaBma, achukcus). 40% neten Ha
1-M roay Xu3Hu Habnoaanncb y HeBpoJsiora rno nosoay
nepuHaTtasabHON aHUedanonaTun.

BonbLIMHCTBO Manbix aHOManui cepaua, BbiiB-
JIeHHbIX Y AeTel ¢ aKkcTpacucTtonuelr, ¢ Gonblien
4acTOTOW, 4YeM NPU NONYNALUOHHbIX UCCIIeJ0BaHN-
fIX, UMeeT OTHOLIEeHNe K reMoAuHaMunKe B npaBbixX
oTaenax cepaua, B TOM Yucrne B NpaBoM npepcep-
Ann. TakumMy MUKPOaAHOMaNUAMKU SBASIIOTCSA: yBeu-
yeHHas EBcTaxmesa 3acnoHka (35,8%, B KOHTPONbHOM
rpynne - 26,0%, p<0,05), nponabupylowme rpebeH-
yaTble MbIlWUbl B NpaBoM npeacepaunu (15,8% - 9,7%),
OTKPbITOE OBasbHOEe 0KHO (10,8% - 4,3%, p<0,05), aHo-
ManbHasa Tpabekyna (10,0% - 1,6%, p<0,01), npona-
OupyloWwmii KnanaH HUXKHeEW Nonon BeHbl (5,8% - 1,0%,
p<0,05). MexaHunyeckoe pasgpaxeHue, nepegatolle-
ecs TypOyneHTHbIM MOTOKOM KPOBW, CO3[aloLLNMCSH
KapamanbHbIMY MUKPOAHOMaNINAMU, Ha CTPYKTYPbI NPO-
BOASLLEN CUCTEMbI Cepaua, BO3MOXHO, pedsieKTOPHO
obycnasnnBaeT BOSHUKHOBEHME apUTMUIA.

AHOMaNIbHO PacroflIoXXeHHble Tpabekysbl B MOMOCTU
NIeBOro Xxenyno4yka y geTen ¢ 9KCTPacUCToNmen Takxe
BCTpeyaloTcs vaule, 4em B nonynaumm (56,7%-34,2%,
p<0,05). Nvesa B cBOEM CcOoCTaBe NPOBOASALLME KNETKU,
aHOMaJIbHO PACMOJIOXKEHHbIE MOMEpPeYHble U Anaro-
Ha/lbHO pPacrnosioXeHHble Tpabekysbl, BO3MOXHO, ABNsA-
I0TCSl OAHUM U3 UCTOYHMKOB aKCTpacucTonum. BepoaTt-
HO, U MorpaHnyHo y3kas aopta (17,5%-10,1%, p<0,05),
obycnasnuBas 6obllee CUCTONIMYECKOE HanpsiXeHue
Muokapha neBOro Xenygodka, MOXeT npegpacrnona-
ratb K apUTMUN HANPSXKEHUS.

Taknum 06pa3om, pesynbTaTbl, MNOJSIydYeHHble HaMW,
MO3BOJINAN YTOUYHUTL OePUHULMIO ManbiX aHOManuni
cepaua, 3aloXuTb OCHOBbI Knaccudukauum, yMeHb-
WWUTb rPpynny nceBOoKaAPANOSIOrNYecKNUX OOoNbHbIX,
TpeObylowmx akTUBHOINO AWCMNAHCEePHOro HabnaaeHus
1 KOMTIJIEKCA AO0POrocToAWmMX NPoPUNakTUYeCcKux Me-
PONPUATUIA, YTO YMEHLLUUIO SATPOrEHUIO (MSAULLHIO
rmnogmMHamMunio, JIEKApPCTBEHHYID CeHcuMbunmnsauymio),
KOCBEHHO ynydwas dopmupoBaHue 6ofiee BbICOKOro
YPOBHS 340POBbS.

Kak ©Oblno nokasaHo, OONbLUIMHCTBO MMUHOPHbIX
aHoOManuii kapauoreHesa y geteil 6e3 opraHuMyecko-
ro saboneBaHus cepaua KJIMHUYECKM MpencTaBieHo
OYHKUMOHANBHON  KapAuOBaCKyNsSpHOW NaToNornen,
COMpPSIXeHHOI ¢ BeretaTMBHOW ancdyHkumein. B 60nb-
LUMHCTBE CJly4aeB 3TW OeTU uMeloT 6naronpusTHbIN
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MPOrHO3 U He HYXAalTCs B cneumann3npoBaHHON Kap-
auonoruyeckor nomouwm. OgHako, onpeneneHHbie aHo-
Manum (HanpumMmep, aCMMMeTPUs KnanaHa aopThl, ABYC-
TBOpYaTbI a0pTasbHbIN kKnanaH, NpPosanc MUTPaIbHOIo
KnanaHa) TpebyloT NpUCTaNbHOr0 BHUMaHMS NeanaTpoB
1 KapAuonoros B CUY TOrO, 4TO OHW BASIOTCS HaKTo-
pamMu prucka pa3BuUTUS OPraHnYeckon nNaTonorum cepa-
112 y B3POCHbIX.

BbiBOAbI

1. Manble aHoOManun ceppua LWMPOKO BCTpevaloT-
Ccd B NONynauMm LeTen, HO TOJIbKO HeKOTOopble GOopMbl
SABASAIOTCA KIMHNYECKN 3Ha4uMMbIMK. YacToTa geTten C
HaAnoporoebIM (6onee 3 CTUrM) YpOBHEM Kapauvasb-
HOW cTurmaTusaumu coctaenset 31,8%. MNpeancraBnex-
HOCTb CTUIM MEHSIETCS B OHTOreHe3e: OTAe bHble CTUr -
Mbl NpeTepneBatoT 06paTHOe pa3BUTUE; BbISBNSEMOCTb
Apyrux ¢ BO3pacTOM yBENYMBAETCH.

2. YcTaHOBNeHbl accouuauuy  KONMYEeCTBEHHON
npeacTaB/IEHHOCTM Maslblx aHOManuin cepaua ¢ Hebna-
ronpuaTHeiMU GakTopamMm aHTeHaTalbHOro nepuoaa
(TOKCMKO3 1 NONOBMHLI 6EPEMEHHOCTUN, UHPEKLNOHHO-
BOocnanuTesnbHble 3aboneBaHns GepeMeHHbIX) U Npo-
OOJKUTENbHBIM BO3OENCTBMEM aArpecCUBHbIX MOJJIIO-
TAHTOB (AMOKCUAbI CEPbI N Yrnepoaa).

3. BO3HUKHOBEHME aKLMAEHTasbHbIX LUYMOB B CEPALLE
06yCNOBNEHO MabiMV @aHOMaNNSMK B BUOE NOrPaHUYHO
Y3KOro KOPHS aopTbl, aHOMasIbHO PacMOSIOXEHHbIX Tpa-
O6ekyn B IEBOM XeJlygo4ke 1 HeKoTopkle apyrmue. Mukpo-
aHOMasMmM OrpaHMYMBAIOT GYHKLMOHAbHYIO aaanTanumio
netei, pmaunyeckyo paboTocnobHOCTb U TONEPAHTHOCTb
K PU3MYEeCKMM Harpy3kam.

4. BbisiBNeHbl accoumaunm 3KCTPacucTtonum ¢ ma-
NbIMV aHOManMaAMM NPaBoro Npeacepans, NorpaHn4Ho
Y3KOW aopToli, aHOMaNbHO PacnonoXeHHbIMU Tpabeky-
namMm B NIEBOM Xenyaoyke U nposancoM MUTpanbHOro
KnanaHa, NpUBOASLLMMUN K BO3HUKHOBEHUIO TYpPOYNEHT-
HOrO NOTOKa KPOBW B KaMepax cepaua n pednekTtopHo-
My pa3fpaxeHunto nemcMeKkepHbix 06pa3oBaHuii.
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KAMHUYECKOE 3HA4EHUE MAAbIX AHOMAAMUM
CEPALLA Y AETEU

C.®. THYCAEB, IO.M. BEAO3EPOB,
A.¢. BUHOTPAAOB

MNMpoBeneHO KOMMNEKCHOE KJIMHUKO-UHCTPYMEHTaNbHOE 06-
cnepoBaHue 2911 petelt ¢ ManbiMyM aHOManusaMu cepaua B BO3-
pacte ot 1 go 15 ner, BkAovaoLwee KIMHUKO-aHaMHECTUYECKINIA
MeTopn, Aonnnaep-axokapaunorpaduio, anekTpokapamorpaduto,
KapavovHTepsanorpaduio, XOoATepOBCKOE MOHUTOPMPOBAHNE
CepAEeYHOro puTMa, BEI03ProMeTPUIO 1 OLLEHKY BHELLIHUX MaslblX
aHOManunn.

YcTaHoOBNEHO, 4TO YacToTa AeTeill ¢ HaanoporoselM (6onee
3 CcTUrM) ypoBHEM KapOuanbHOW CTUrMaTU3auumn COCTaBnseT
31,8%, oTaenbHble CTUIrMbl MpeTepneBaloT oOpaTHOe pa3Bu-
TVe, BbISBNISEMOCTb APYrnx C BO3PAcTOM YBENNYMBAETCH. YC-
TaHOBNEHbI aCCOoLMALIMN KONIMYECTBA MasblX aHOManuii cepaua
C HebnaronpusTHeIMU GakTopamMn aHTeHaTanbHOro nepuoaa u
NPOLOIKUTENbHBIM BO3LENCTBMEM arpeCCUBHbLIX MOIOTAHTOB.
YcTaHoBNEHA CBA3b akUMOEHTabHbIX LLUYMOB B CEPALLE 1 9KCTpa-
CUCTONINYECKOM apUTMUIN C OTAENbHLIMU BapMaHTamMu CepaeYHbIX
MukKpoaHomanuii. Manble cepaeyHble aHOManumM OrpaHnynBaioT
bYHKUMOHANbHYIO afjantaumio aetei, dusmyeckyto paboTocno-
COBHOCTb 1 TONIEPAHTHOCTb K GU3NYECKNM Harpy3kam.

KnioueBble cnoBa: manbie aHoManMm cepaua, BoO3pacTHbIe
rpynnbl AeTen, pacnpoCTPaHEHHOCTb, KIIMHNYECKOE 3HaYeHne

CLINICAL VALUE OF HEART MICRO ANOMALIES
IN CHILDREN

GNUSSAEV S.F., BELOZEROV JU.M.,
VINOGRADOV A'F.

Complex clinical-instrumental inspection of 2911 children
with heart micro anomalies in the age of 1-15, including clinical-
anamnestic method, Doppler-echocardiography, electrocardiog-
raphy, cardiointervalography, Holter-monitoring of cardio rhythm,
veloergometria and an estimation of external micro anomalies is
carried out.

It is established, that frequency of children with above thresh-
old level (more than 3 stigmas) of cardial stigmatization makes
31,8 %, some stigmas undergo back development, detectability of
others increases with the years. Associations of quantity of heart
micro anomalies with adverse factors of antenatal period and long
influence of aggressive pollutants are established. Connection
of accidental cardiac murmur and extrasystolic arrhythmia with
separate variants of heart micro anomalies is established. Heart
micro anomalies limit functional adaptation of children, physical
serviceability and tolerance to physical work.

Key words: heart micro anomalies, age groups of children,
prevalence, clinical value

43



[l _AVCNAA3MA COEAUHUTEAbLHOW TKAHU

© Konnextne aBTopos, 2008

YAK 618.1:616-007.44:616-007.17-0182

PEHOMEH FrEHEPAAU3OBAHHOWM LIUTOMATUAM Y NALLUEHTOK
C ONYWEHUEM U BbINAAEHUEM BHYTPEHHUX MOAOBbIX
OPFAHOB - KAK PEHOTUNMNHECKOE NPOSABAEHUE
CUHAPOMA AUCNAA3UU COEAUHUTEABHOM TKAHU

HA TKAHEBOM YPOBHE

T.IO. CmoabHOBA', C.B. CaseabeB?, H.U. dkoBAeBd’,

B.A. TpywmH’, B.M. Bapa6aHoB?

TMOCKOBCKUH rOCYAClpCTBeHHbIﬁ MEAUKO-CTOMATOAOTMYECKUMU

YHUBEpPCUTET

2HCIY‘-IHO-MCCAeAOBGTeAbCKMﬁ UHCTUTYT MOpCbOAOFMM YeAoBeKaq,

MockBa

BO3pacTa B HEKOTOPbIX C/y4asiX MOXET ABNATbCS

cneancTBUEM reHepasiM3oBaHHOW gucniasum co-
epguHuTenbHoi Tkaum (ACT) n paccmatpuBaTtbCca Kak
yacTtHoe nposiBneHune cuHgpoma ACT Ha ypoBHe pen-
pPOAYKTUBHON cucTemsl [4,5].

AKTyanbHOCTb [OaHHOl paboTbl obycnoBneHa Tpya-
HOCTbIO B NpoBedeHun anddepeHumanbHoro guarHosa
Mexay dopmMamMu nposianca reHnTanuii, T.K. pelueHue
BOMpOCa O reHese nposanca (TpaBmMaTU4yeckme NpPUYmnHbI
dopmmpoBaHus, pedynetat cnmHgpoma JCT) B HEKOTOPbIX
cnyyaax saBNsieTcs HepaspelwimMon 3agaden. Heobxoan-
MOCTb rpagaumm obycnosneHa nogb0poM XMpPYpPrmyeckoi
TEXHONIOMMN, YTO ABASETCHA NPUHUMANANbHBIM MPU fevye-
HUM Taknx 6ONbHbIX.

Mponanc reHuTanui y naumeHTok ¢ cuHgpomom ACT
dopmMupyeTcs 6e3 BUAMMbIX NPUYNH (OTCYTCTBYIOT TPaB-
MaTuyHble poabl, GakTopbl, CNOCOOCTBYIOLLME MOBbILLE-
HUIO BHYTPUOPIOLLHOIO AaBMIEHUS U T.4.) U OTHOCUTCS K
«mguonartndyecknm» dopmam [4,5].

AKTyanbHOCTb AaHHOM paboTbl 0OycnoBieHa N TeM,
4YTO MeTOoAbl MOCTaHOBkM amarHo3a OCT pacnnbiB4aThl.
9710 KacaeTca PEHOTUMNYECKNX MAPKEPOB, AaHHbIX pur-
3ukanbHoOro uccneposaHus, IAxoKl-npmaHakoB n gaxe
Mopdonormyeckmnx acnektoB. OTCYTCTBME ChneumanbHbIX
METOA0B MCCNeAoBaHNs, CIOXKHOCTb ANArHOCTUKN BBUAY
OTCYTCTBUS YETKUX OMArHOCTUYECKNX KPUTEPUEB 3aTPYA-
HSIIOT BbIIB/IEHME NMAaTONOrMn. Pacno3HaBaeMoCTb He npe-
BblwaeT 2,4% [3].

Kpome TOro, Bbicokas pacnpocTpaHeHHocTb ACT
cpeam XeHCKoro HaceneHuns (53% coCcTaBngalOT XEeHLM-
Hbl), BbICOKNIA NPOLUEHT HOBbIX CMOPaANYECKNX MyTaumi
- 25,7%, ayTOCOMHO-AOMMWHAHTHbLIA TUM HacnenoBaHUS
(B 73,8% cnyyaeB) nogyepknBatoT akTyalbHOCTb JaHHOWN
npobnemsl [1,2].

Mo3TOMy eCTeCTBEHHbLIM XeNaHWEM UccnenoBaTenemn
ABNSIETCHA MOUCK AOMNONHUTENBbHBIX KOUTEPMEB (MAPKEPOB)

nponanc reHUTasnin y XXeHLWUH penpoayKTUBHOINoO
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cuHgpoma ACT y naumMeHTOK C NponancoM reHnTanmin Ha
TKAQHEBOM YPOBHE, YTO MO3BOJIUT YNy4LUINTL OTOOP 60sb-
HbIX 4151 MTPUMEHEHUS XUPYPrUYEeCKUX MEeTOLO0B JIeYeHUS
nponanca reHUTaauin ¢ UICNoJIb30BAHNEM BbICOKUX TEXHO-
JNIOrni.

Llenbto HacTosILEel paboThl ABUNOCH BbiSIBNIEHME NaTo-
MOP@ONIOrMYECKNX KPUTEPUEB ANCMINA3UN COEANHUTENb-
HOI TKaHW Ha TKAHEBOM YPOBHE 1 agantaums nx K KINMHU-
Ke.

MaTtepuan u meToabl. B paboTe ncnonb3oBaHbI cne-
aywouwme metoabl uccnenosaHus: 1) obwue nabopartop-
Hble; 2) NOOOMETPUYECKMA METOA, MaHOMeTpuyeckoe
1ccnenoBaHmne Cunbl KUCTEN PyK; 3) pEHTreHONornyeckme
MeToApl (N0 nokaszaHnsam), Y3U xenyHoro ny3bipsi, NoYex,
OxoKT; 4) mopdonorvs n UMMYHOTMCTOXUMUS KPYITION U
KPECTLLOBO-MaTO4YHOM CBA30K (40 60onbHbIX). Onepaum-
OHHbI MaTepua, NoJly4eHHbIV MPU XMPYPrmyeckom BMe-
waTenbCcTBe, puKcMpoBaH B 4% dopmanbaermae n obpa-
60TaH No TPaAMLMOHHOM TEXHONOIMK. TKaHM NPOBOAMIN
yepes gekanbumHMpylowmin pactesop B.Kpayse, npu no-
MoLLm Bubpartoma pupmebl «Leica» narotaBnveanm cepum
CPE30B TOJLLMHOM 5-8 MKM N5 NpOBEAEHNSA Napanieb-
HOro OKpaLUMBaHUSA reMaToKCUINH-303UHOM 1 No Manno-
pu. Mpun oueHke MacwTaboB XMPOBOro NepepoXxneHns
M3roTaBnBaIv KPMOCTaTHbIE CPE3bl TONLWMHOM 15 MKM,
KOTOpble OkpawwmBanu cynaHowm lll. Matepuan nayydanu
B CBETOONTUYECKOM Mukpockone «Leica DMB» ¢ Bupe-
ocuctemom «Sony» SSC-DC50P, YS-W150 n undpoBbiM
BNAE0aHaNN3aTopoMm.

Ona npoBeneHUss UMMYHOTMCTOXUMNYECKUX peakuuni
MCcrnonb3oBann napadrHOBbIE CEPUNHbIE CPe3bl TOMNLLM-
HOM 10 MKM, NOSyYEHHbIE MO TPAOVLMOHHOW TEXHONOMMN
npu nomowm BubpoTOoma. lMNocne penapaduHUsaunn B
Kcunone cpesbl 06e3BOXMBaNM B psay CNMpToB 1 obpa-
6aTbiBann TeppunmtHom (0,2%), paCTBOPEHHOM B TPUC-
o6ydepe ¢ pH 7,6 B TeveHne 30 muHyT npu 37°C. Mocne
06paboTkm cpedbl nHKybuposanu 30 muHyT npu 37°C ¢
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Tabnnuya 1

Kputepuu BbipaxkeHHocTtn ACT

N —

) ACTeHMYecKui TN TeNOCNOXEHUS UM HeEQOCTaToYHas Macca Tena.
OTCcyTCTBME CTPUIA Ha KOXE nepeaHelt OPIOLWHON CTEHKN Y XXEHLMH, UMEBLLNX
B aHaMHe3€e poabl.

3) Hapywenue pedpakunm B Bo3pacTte ao 40 ner.
Marble npusHaki: no 1 Gassy 4)  MblWEYHAs TMMNOTOHNS U HU3KME NoKasaTen MaHOMEeTPUN.

5) YnnoweHue cBoga CTOnMbI.

6) CKNOHHOCTL K JIErkOMy 06pa30BaHUIO CUHSIKOB, MOBbILLIEHHAA KPOBOTOYMBOCTb
TKaHewn.

7) KpoBoTe4yeHune B NOCNepogoBOM Nepuoae.

8) BereTto-cocyaucTble ANCHYHKLMN.

9) HapylweHune cepaeyHoro putMa n npoBoAMMOCTU

1) Ckonnos, kndos, Kudpockonmos.

2) TnockocTtonue 2-3 cTeneHu.

3) 3OnacTos KoXu.

4) nNepnoABWXHOCTb CYCTaBOB, CKJIOHHOCTb K BbIBUXaM, PACTAXEHUSIM CBA304YHOIO
annapara CycTaBOB.

5)  CKJIOHHOCTb K annepruyeckum peakumsim 1 NpocTyaHbIM 3a601eBaHUSM.
TOH3UNN3KTOMUS.

Bonblme npusHaku: no 2 6anna o

6) Bapuko3Has 6051e3Hb, FeMOPPOI.

7)  OucKnHe3uns XenyeBblBOASLLMX NYTEN.

8) HapyweHnue aBakyaumoHHon GyHkumm XKKT.

9) Yrposa npexaeBpeMeHHbIX PoaoB Ha cpoke 32-35 Hepn. 6epeMeHHOCTH,

npexaeBpeMeHHbIe Poabl.
10) BbICTpble 1 CTpeMUTENbHBIE POALI B @aHAMHE3E C MMNOTOHNYECKUM KPOBOTEHEHEM
nnn 6e3 Hero B 3 neproae poaos.
11) lMponanc reHnTanuii U rpbikn y POACTBEHHUKOB NEPBON JINHUN.

1)  Tpbixn.

Taxenble NPosiBNEHNS U COCTOSHMA, | 2)  CnnaHxHoONTO3.
npuBeALlnE K XUPypruieckum Bme- | 3)
watenbCcTBaMm WM MMeEloWmMe noka-
3aHUA K HUM, a Takke u3ameHenus | 4)
aHaTOMUYECKMX B3aMMOOTHOLLEHU, | 5)
npuBeALIE K HapyLIEHUIO OYHKLMK
opraHos: rno 3 6anna 6)

Bapuvko3Has 601e3Hb 1 reMOpPPOIA (ONePaTUBHOE NIEYEHME), XPOHMYECKAs BEHO3HAs
HEeA0CTaTO4YHOCTb C TPOPUYECKMMN HAPYLLEHUSIMU.

MpuBbIYHBIE BBIBMXM CYCTABOB UV BbIBMXM O0MEe 2 CyCTaBOB.

HapyleHns moTopHon dyHKUMn XKT, noaTBep>XXAeHHbIe nabopaTopHbIMU

M MUHCTPYMEHTaNIbHbIMW METOAAMW UCCNEA0BaHNS.

[vBepTukynbl, LOANXOCUIMA.

7) TNonuBaneHTHas anneprus, Tskenble aHabunakTniyeckne peakummn.

Cymma 6annoB:
A0 9 - fierkasi CTeneHb TSXKECTU (MasoBblpaXeHHasi);

oT 10 go 16 - cpeaHsisl CTerneHb TSXKeCcTu (YMEPEHHO BblpaXeHHas);

OT 17 v Bbllle - TsXKesiasi CTerneHb (BblpaxeHHas).

NEPBUYHBIMW MOHOKJIOHANbHLIMW aHTUTENaMu K Kosnna-
reHam |, Il n Il Tuna. MNepBu4yHbIe aHTUTENA pa3basnsnu B
Tpuc-6ydepe ¢ 0,1% Triton X-100. AHTUTENA K KONNAreHy
| ncnonb3oBanun B kKoHUeHTpaumsax 10 Mkr/mn, a K konna-
redawm Il, lll Tuna — 1-2 mkr/mn. BTopmyHble aHTUTENa KPo-
nvka k lg mbiwn, medeHsle RITC, npu pasbasneHumn 1:25
MHKYOVpOBanu C OTMbITbIMU OT NEPBUYHbIX aHTUTEN Cpe-
3amu 80 MUHYT. o aHaNOrM4yHOM TEXHONOMMN UCMOJIb30-
BaM BTOPUYHbIE aHTUTENA KPONMKA K |g MbILIN, MeYeHble
nepokcmMaas3on xpeHa, KOTopasi 3atem MnposiBnsnachb no
TPaOVLIMOHHOW TexHoNormn. Ons KOHTPOAs UCMosb30Ba-
1IN NCTOLLLEHME aHTUTEN C M3BECTHbIM aHTUIEHOM U1 MOC-
nenylowyMmy CTaHgapTHeIMU peakumamn. Cpesbl nocne
OKOHYaHUS  MMMYHOTMCTOXMMWYECKOTrO UCCNef0oBaHUs
OKpaLUMBanu reMaTokCUINH-303MHOM 1 No Mannopwu gns
OLEHKN FMCTONOMMHYEeCKOro COCTOSIHUSE MMMYHOMMCTOXM-
MWYECKM UCCNEAOBAHHbIX TkaHeW. [pu nMcnonb3oBaHUU
BTOPUYHbIX @HTUTEN, MEYEHbIX NEPOKCUAA30M, KOHTPOIb-
HOMY FMCTONOMMY4E€CKOMY OKpaLLMBaHUIO NOABEepraam co-
cefHue cpesbl.

MaTtepuan nccnegosanu B GnyopecLEHTHOM MUKPO-
ckone «Leica DMLS» u cBeTOONTUYECKOM MMUKPOCKOMNE
«Leica DMB». [1na Konn4yecTBeHHbIX OLLEHOK UCMNO0JIb30Ba-
NN BUOEOoaHanmM3aTop n3obpaxeHui, aurutainsep Watcom
1 CMeumanm3npoBaHHYIO BEKTOPHYO nporpammy Canvas
4.0 pna Windows 95.

M3yyanu mopdonormio TpoMoounToB (65 G0NbHbBIX).

Ma3ok KpoBM HaHOCUJICS Ha MOKPOBHOE CTekNo. lMocne
BbICbIXaHUS OKpaLUMBANCs reMaTOKCUIMH-903MHOM. Uc-
cnepoBanu arperatorpammy (66 XeHLyH) Ha annapaTe
“Biola” LTD (nasepHbiii arperomeTp). lNpu aTom onpepe-
nanuck: 1) CNOHTaHHasa arperauust; 2) arperauys npy Bo3-
nencteun AL® 0,5 mkmonb/n Ha 10 cekyHae; 3) npu BO3-
nenctemn konnareHom 2 mr/1 mn k 0,3 nnaamol (30 mkn)
Ha 10 cekyHae. 3abop KpOoBK NPOM3BOANICA B MOHOBETThI
C umTpaTtom Hatpus 1:9.

PesynbraTtbl. O6cnepoBaHo 208 nauueHToOK per-
POAYKTUBHOINO BO3pacTa, KOTOpble WMENnu OonyleHue
M BbiNafeHVe BHYTPEHHMX MOJNIOBbIX OPraHoOB (Mponanc
reHuTanuin). bonbwnHcTBO NaumeHTok (83,9%) umenn
npu3Hakn cuHgpoma OCT. M'mnepmMobunbHOCTbL CyCTaBOB
BbifiBNieHa y 46,1% 6onbHbIX, Nnockoctonve — y 69,2%,
NCKpMBNEHne no3BoHo4YHMKa — Yy 38%. BapukosHoit 60-
nesHbio cTpagann 53,8% 60NbHbIX, BEreTo-CoCYyaANCTbIMU
AnchyHkumamMmn — 49% >XXeHLUMH, nponanc MUTPanbHOro
knanaHa BbisiBfieH y 43,3%, aHOMasIbHO-PaCMON0XEHHbIE
xopabl — Y 87% 60NbHbIX, HAPYLLEHWS CEPAEYHOr0 pUTMa
v nposoammocTn —y 38%. MactponTos3, HedpONTO3, rPbi-
XU BbIgBneHbl Y 12%, 6,7%, 14,4% 60nbHbIX, COOTBETC-
TBEHHO, HECTAOUNBHOCTb Ta30BbIX OpraHoB —y 70,9% na-
umeHToK [4,5,6].

9lpKOo BbIpaXeHHas HacneacTBEHHAs npenpacrnosno-
XEHHOCTb B MEepPBOM IMHUM POACTBA (MaTepu, CecTphbl) B
Buae rpbix (17,2%), nponanca reHutanuii (16,4%), nnoc-
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Ta6baunya 2
Mopdonorns TPoM60UUTOB Yy 60JIbHbIX C MPOJIAaNCOM reHUTasInii U B KOHTPOJIbHOW rpynne (%)
Atnnunyeckume popmbl 14%
OHblE 3penbie | Crapble . X
Fpynnel 4,6% 73,4% 8,0% Beero: | sakyonman- | aerewepa- ruraHTcKme Bcero: viroro:
POBaHHbIE TUBHbIE

KOHTnpzc;"ObHaq 3,8 58,1 12,3 74,2 3,1 6,6 16,1 25,8 100%
! e 5,1 36,2 21,3 62,6 4,6 14,4 18,4 37,4 100%

L ryna 6,4 38,9 17,1 62,4 5,1 10,3 22,2 37,6 100%

Hl rpyAna 6.2 35,6 16,4 58,2 9.0 13,6 19,2 41,8 100%

KocTonusa n ckonmosa (19,2%), CKIOHHOCTM K KPOBOTOYM-
BOCTW TkaHel (12,5%), Bapuko3Holi 6GonesHu (36,5%),
CKJTOHHOCTW K rMNOTOHUM (22,1%), NPUBbIYHBIM BbIBMXaM
(4,8%), - noaTBEPXOANN FTEHETUYECKU AEeTEPMUHNPOBAH-
HblIli xapakTep 3aboneBaHus.

Bo3HMKHOBEHME Mpofianca reHnTanuii y OG0MbHbIX C
OCT nmeeT pag 0cobeHHOCTEN 1 XapakTepuayeTcs:

- HanM4YMeM NPSIMON B3aMMOCBSA3UN MEXAY TSXKECTbIO
nposienerHnin ICT Ha 9KCTpareHNTanabHOM YPOBHE W Hanu-
ymem Txenbix GopM nponanca;

- paHHMM pasBuTMeM nponanca reHntanuin (30-35
NET) Nocse eAMHCTBEHHbIX HEOCNOXHEHHbIX POAOB C Npe-
obnagaHnem annkanbHbIX GOPM;

- BbICOKOWM YaCTOTOM peunamsa nocrie Xmpypruyeckom
KOPPEKLMU, 4TO TPebyeT crneumnanbHbIX BCMOMOraTebHbIX
TEXHOOMNIA;

- COMYTCTBYIOLLLEN 3KCTpareHUTasbHOW MaTosIornen,
yknagpiBatowencs B koHTekcT CT 1 Hocsaweln 4yepThbl Ha-
CnencTBEHHOW NMPeapacnofioKeHHOCTH.

Tak, y NaumeHTOK C BbIPAQXEHHbIMWU MPOSBAEHUAMU
OCT taxenble dopMbl Nponanca B BUAE MOMAHOMO U He-
MOJIHOrO BbIMAAEHMS, @ TAKKe OMYLLEHNA MATKM U CTEHOK
Bnaranuwa 3 ctenexmn, coctaenstoT 84% No CpaBHEHUIO C
35,2% B rpynne 6e3 npuaHakos ACT. B rpynne ¢ Taxenbl-
Mu nposeneHuamn OCT nponanc reHnTanuini nocne nep-
BbIX POOB Pa3BMBaETCS B TeyeHme nepBoro rogay 33,3%
60sbHbIX, Yepe3 3roga -y 52,4% npotune 13,3% n 27,1%,
COOTBETCTBEHHO, B rpynne 6e3 npuaHakos CT.

Yewm apye npossneHua ACT Ha noONMopraHHOM YPOBHE,
TeM ObicTpee maHudecTMpoBano 3aboneBaHne - XMpyp-
rmyeckas Koppekumsa B TeyeHne 6avmkanimx 5 net nocne
ponoB notpeboBanack 72,2% u 37,5% XeHLUNH B rpynne
C BbIPaXEHHbIMW 1 nerkumun nposisneHnamn OCT coot-
BETCTBEHHO.

Bbinn paspaboTaHbl KIMHUYECKUE KPUTEPUW MOCTa-
HoBKkM amarHo3a ACT y 605bHbIX C MPOIANCcoOM FreHUTanuni
Ha 0CHOoBaHUM 06cnenoBaHns 208 XXEHLLMH penpoayKTUB-
HOro BO3pacTa, KOTopble uMenn GeHOTUNNYEeCKNe Mapke-
pbl cuHapoma ACT.

Bce 60sbHbIE MO TSXECTU KIVHUYECKUX SKCTPAreHu-
TanbHbIX NposieneHuii ACT 6binn pasneneHsl Ha 3 rpynnb
(tabn. 1). B 1 rpynny ¢ nerknmm (MasoBblpaXKeHHbIMM)
KNMHUYeckumm nposieneHnammn OCT sBownu 34 XeHuwm-
Hbl — 16,3% (rpynna koHTpons). Cymma 6annos go 9. Bo
2 rpynny ¢ nposieneHnamu OCT cpenHeil cteneHn Bbl-
PAXEHHOCTU (YMEPEHO BbIPAXEHHbIMN) OTHECEHbl 74
(35,6%) xeHwmHbl. Cymma 6annos ot 10 go 16. 3 rpynny
C TSKENbIMU (BblpaxkeHHbIMW) nposisneHmamn CT cocTta-
Bunn 100 (48,1%) naumeHTok. Cymma 6annoB 17 v BbiLe.

[MposiBneHua gucnnasnm CoeanHUTESIbHOM TKaHW Ha-
nbonee Spko BbINN BblpaxeHbl y 60bHbIX 3 rpynmnbl U NPO-
ABNSANNCH: TUMNEPMOOUIIBHOCTBIO CYCTAaBOB 1 CKITOHHOCTbIO
K pacTsikeHnio cBs304HOro annapata y 70,0% 60nbHbIX
(24,3% 1 17,6% BO 2 1 1 rpynnax cCoOOTBETCTBEHHO), Bbl-

46

Buxamu B aHaMHe3se Yy 33% 60nbHbIX (8,1% 2,9% - BO 2 1
1 rpynnax), nnockoctonmem — 82,0% (64,8% n 41,1%),
MCKPUBJIEHMEM MO3BOHOYHMKA B 38% cnyyaeB (21,6% u
5,9% B0o 2 1 1 rpynnax COOTBETCTBEHHO).

MvnepanacTos koxu BbigBAEH Y 22% B 3 rpynne nauu-
€eHTOK no BblpaxeHHocTn ACT (10,4% - Bo 2 rpynne, B 1
rpynne — He BbIBNEH), HapyLLUeHUs pedpakLmm yCTaHOB-
NeHbl B 26% (16,2 n 5,9%) cnyyaes.

Co CTOpPOHbI CEPAEYHO-COCYANCTON CUCTEMbI CKITOH-
HOCTb K BEreTO-COCYAUCTbIM ANCOHYHKUMAM BbISIBIEHA Y
60% >xeHwwuH B 3 rpynne (45,9% u 23,5% B rpynnax 2 n
1). Bapuko3Hoii 6onesHbio cTpagann 64% nauMeHToK B
rpynne ¢ BblpaxeHHbIMU npoasneHuamn OCT (3 rpynna)
(45,9%, 41,1% - Bo 2 1 1 rpynnax). [Mponanc MntpanbHO-
ro knanaHa B 3 rpynne BbisiBieH y 45,7% 60nbHbIx (41,9%
1 29,4%), HapyLWEHNSMU CEPAEYHOro pUTMa 1 NPOBOAN-
mocTtn —y 50% (30,6% 1 18,8%, COOTBETCTBEHHO, BO 2 1
1 rpynnax 60JbHbIX).

FfactponTo3d 1 HedponTo3 BbiSBNEHbl ¥ 12% n 6,7%
©0/NbHbIX COOTBETCTBEHHO B IPYMe C BblpaXXeHHbIMU NpPo-
asneHnamun OCT (B opyrvx rpynnax a1a naTonorns He Bbl-
asneHa), rpebkn —y 12,0% (Bo 2 rpynne — 2,7%, B 1 rpyn-
ne — 0%). HectabunbHoCTb Ta3oBbIX opraHoB — y 70,9%
naumeHToK.

Y 30 60onbHbIx ¢ ACT (ocHOBHas rpynna) mMopdono-
rmyeckn Obln MccnenoBaH MoAAepPXUBaOLWLMIA (Kpyrnas
CcBfI3KA) U PUKCUPYIOLLMA CBA30YHbIE annapaTbl (KpecT-
LLOBO-MaTO4YHas CBA3Ka) MaTKu, yaaneHHble Mpu XMpypru-
4YeCKOoW KoppeKkuumn nponarca resutanuin. Bropaga rpynna
(koHTposIbHasA — 10 60NbHbIX) - 6OMBbHBIE, ONEPUPOBAHHbLIE
rno NoBOAY OPYrOM MMHEKOOrMyeckom natonormm (Mmo-
Ma, 3HOOMETPUO3).

C Mopdosiormyeckon Toukn 3peHns 6onee rnybokune
rMCTONIOrMYECKNe HapyLLeHs npeobnagany y naumMeHToK
B KOHTPOJIbHOW rpynne (60bHblE HE UMENU NPU3HAKOB
OCT). Beagywmmn aBUAnCb: ANCTPOPUS rMagkoMblLLey-
HbIX KJETOK, YepeaylLlasacs C OOWMPHbIMU y4acTKamu
cKneposa, NepexoasaLero B rmannHo3, BakyosnbHas AMC-
Tpodus, nunomartos. Peonormyeckne HapyLLeHUS CUCTe-
Mbl MUKPOLIMPKYSLMN MPOSBASSINCH B HAIMYMM COCYAOB,
3anoJIHEHHbIX NMia3mMoin 6e3 GopMeEHHbIX 3J1IEMEHTOB KPO-
BW. [o4TM BO BCeEX cny4dasx 0bHapyXeH CKnepos MHTUMBI
COCYL0B, Nnja3MaTtmyeckoe nNponuTbiIBaHNE UX CTEHOK.

Y 6onbHbiX ¢ CT (ocHoBHas rpynna) ¢ Mopdonorn-
4YeCKOWM TOYKM 3PEHUS KPYI/ble U KPEeCTLLOBO-MaTO4HbIe
CBSA3KM BbIMNSAeNn HopManbHbiMi. OpHako obpalano
BHMMaHWe npeobnagaHve rMagkoMbILWEeYHOro KOMMo-
HEHTa 1 pa30bLLEeHMe MaaKOMBILLEYHbIX MYYKOB BpacTa-
IOLLMMU MyYKaMK KOJIIareHoBbIX BOJIOKOH. BmecTe ¢ Tem
MopdoNornyeckne KpuTepun BbiI HACTONBKO HECMELN-
dWYHBI, 4TO TpeboBany NpPoBeaeHNs 6onee TOHKNX UMMY-
HOTMCTOXUMWNYECKUX NCCNEA0BAHWIA.

Mpy MMMYHOrMCTOXUMNYECKOM WUCCNEA0BAHUM KPYT-
1o cBa3km 60sbHbIX ¢ A CT (OCHOBHas rpynna) BbiSBAEHO
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Ta6nnya 3
ArperauvmoHHasi cnoco6HocTb TpoM6oUUTOB y 60/bHBIX ¢ ACT
TaxecTtb ACT Arm Armt | Armst Almt Almst Srm Srmt Kim Kimt Kimst Kims
1rpynna (nerkas) | 17,199 | 45,92 | 29,31 | 67,343,46 | 33,0+11,56 | 2,014 | 188,54 | 4,92 |120,08| 67,15 | 10,1771,79
2rpynna 9,527 | 37,46 (23,54 | 85,4%70,83 | 28,2+8,05 | 1,615 141,18 | 16,43 | 181,75| 68,83 |19,895:12,9
(cpepHeTsxenas)
8 roynna 8,42 |42,65(23,54| 96,1£70,8 | 47,3+46,09 | 1,44 | 191,56 | 18,05 | 167,57 | 105,00 | 33,1£10,9
(Txkenas)
P 0,012 {0,034 ] 0,005 0,273 | 0,048 | 0,071 | 0,069 | 0,028 0,031

Arm - cpeaHui paanyc arperata (A4®);

Armt - BpeMs npupalueHusi cpegHero paanyca arperata (A4A®);
Armst - Bpems rpupalieHmns MaKCuMasibHOM CKOPOCTU MpupalleHns cpegHero paguyca arperara (A4A®);

Srm - cpeaHwii paanyc arperata (CrioHTaHHas);

Srmt - Bpemsi npupalyeHns cpegHero paguyca arperata (CioHTaHHas),;

Klm amnnutyaa arperarorpaMmbi (KoJiiareH);

Kimt- Bpemsi npupalyeHns MakCuMasabHOM aMinTyAbl arperatorpamMmbl (KosiiareH);
Kimst — Bpemsi npupatyeHnss MakcumasabHOM CKOPOCTU MPUPAaLLEHNS MAKCUMAaIbHOM aM/INTyAbl arperaTorpaMmbl (KosiiareH,).

B HECKOJIbKO Pa3 MeHee MHTEHCMBHOE OKpaLUMBaHME KO-
JlareHoBbIX BOSIOKOH B MEXYTOYHOM BELLLECTBE MO CPaBHe-
HUIO C KOHTPOJIEM BBUAY HE3HAUUTENBHOIO NAapLMaIbHOIO
yMeHbLUueHus konnareHa ll v lll Tunos, n, ocobeHHo, | TuNa.
PacnpeneneHne konnareHoOB B CBA3KE HE MMENO NPUHLMA-
nMasnbHbIX Pa3INYniA.

CyLLecTBEHHbIE M3MeEHeHMs Obli  OOHapyXeHbl B
KPECTLLOBO-MATOUYHbIX CBA3KAX Y 60/bHbIX OCHOBHOW rpymn-
nbl npu ACT. 3HaunTenbHO B MEHbLUEM KOJIMYECTBE MO
CPaBHEHMIO C KOHTPOIEM U C AAHHBIMU B KPYITIbIX CBSA3KAX
B CTpOME BbIIBAsICS konnareH | Tuna. HecmoTps Ha To,
4YTO pacnpegeneHve konnareHa 1 Tmna B KPecTLOBO-Ma-
TOYHOW CBSA3KE COOTBETCTBOBASIO CTAHOAPTHOW TOMOJ0-
riun, ero NPUCYTCTBME YOanoch ONpPeaenTb TONbKO Nocne
[ECATUKPATHOIO YBEIMYEHUST KOHLLEHTPALUUM MOHOKIO-
HanbHbIX aHTUTeN. Konnyectso konnareHa | tuna 6bi1o
HUXe HopMbl Ha 40+£15%.

Mpn 2000 yBenuyeHnn BbISIBNEHO, YTO NOA0OHbIE N3-
MEHEHUs1 0OYCNOBMIEHbI OEMNOHMPOBAHNEM CUHTE3NPO-
BaHHOrO KoJslareHa BHYTpU ¢unbpobnactoB Bcnencreme
HaPYLUEHHOM 9KCKPEeLMN CUHTE3UPOBAHHOMO KOJlareHa B
3KCTPALENONAPHbBIA MaTPUKC NPU COXPAHHOM €ro CUH-
Te3e. [NogobHble NPosIBAEHWS MO OblTb OXapakTepuso-
BaHbl KaKk GEHOMEH LmMTonaTumn.

YunTblBasi CKNOHHOCTb [aHHOW KaTeropum OGOMbHbIX
K NerkoMy Wam CroHTaHHOMY 0Opa30oBaHWIO 3KXMMO30B
(66,3% cny4aeB), K MOBbILLIEHHOW KPOBOTOYMBOCTM TKa-
Hen (54,8% cnyy4aeB) Npy HOPMasbHOM KoarynsuMoOHHOM
reMocTase, XxapakTepHOM OJis1 B0JIbHbIX C Me3eHX1Maslb-
HbIMW ANCMNNA3NSMMW, Mbl UICCNEA0BANN NEPBUYHOE 3BEHO
remocTasa (CocyancTo-TpoMbounTapHOE).

Y 65 60JbHbIX M3ydyeHa Mopdosnorus TpoMOoLMTOB
(TB). ObpaLyano Ha cebs BHUMaHVE N3MeHeHne GOpMbl 1
CTpYkTYpbl TB, caogur TpomboumnTapHoii GopMysibl B CTO-
poHY NpeobrnagaHus aTunmuyecknx popm (T1abn.2).

CtaTmucTnyeckmn 4OCTOBEPHbIX PA3NNYMIA MEXAY KOHT-
ponbHOM 1 1 rpynnon (nerkve nposisnexHus OCT), mexay
1 1 2 rpynnamm BbisiBNIEHO He O6blno. OgHako, nokasartenu
60nbHbIX 3 rpynnbl (BblpaxeHHble nposisneHus ACT) cy-
LLLECTBEHHO OTNNYANINCL OT APYrUX rpynn u Obam cTaTuc-
TUYECKU JOCTOBEPHbI.

B 3 rpynne (BblpaxeHHble nposiBneHus OCT) uncno
aTunmnyecknx dopm 6bI1O yBennyeHo Gonee, yem B 1,5
pasa (p<0,05). lameHeHnss TpombBouUTapHO HOPMYIbI
B 3 rpynne no BbipaxeHHocTn ACT Hocunu npuHUMNm-
asibHbIN XapakTep: OTMEYEHO YMEHbLUEHWE 3pesibiXx GopM
(p=0,05) npn 0gHOBPEMEHHOM YBEIMYEHUN BaKyOsIMU3UN-
poBaHHbIX popm H6onee, 4em B 3 pasza (p=0,017).

Takxe, B 3 rpynne no CPaBHEHMIO C KOHTPONEM HE3HA-
YNTEeNbHO ObIIO YBENIMYEHO YNCO rMraHTckmx dopm. Oa-

HaKo, pas3nunyuns cTaTUcTUYeckn OblIn HEe LOCTOBEPHDI.

O6pawtano Ha cebs BHMMaHWe paBHOMEPHOE yBeNun-
yeHue oHbIX dopMm TB Bo Bcex rpynnax ¢ ACT no cpaBHe-
HUIO C KOHTPOJIEM (L OCTOBEPHbIX PA3/INYNIA HE ObINO).

Takum 00pasomM, unameHeHne Gopm TpoMOOUUTOB
SIBNSNIOCb MATOFHOMOHMYHBIM MPU3HAKOM A5 G0SbHbIX
¢ ACT. Mopdonoruyeckme nameHeHust TpoMOoUNTOB B
BUOE TMOSABAEHUS aTUNUYECKUX (BaKyOJN3UPOBAHHbIX,
FMraHTCKnx) GpopM, TakK Xe, Kak 1 rnepnnasnpoBaHHbIX
dopm prnbpobnacToB HOCUNN OBLLME HepThl LUTONaTUN,
a cTeneHb MOP@ONOrNMYECKNX UBMEHEHUI NPSMO KOppe-
NnpoBana co cTeneHbto TsxxecTn cuHapoma ACT.

YuutbiBaa mopdonornyeckne nameHeHna TB, Mol nc-
cnepnoBanm nx GyHKLUNOHaIbHYIO CNOCOBHOCTb — CMOHTaH-
HYIO U MHAYLIMPOBAHHYO (C MOMOLLbIO HAYKTOPOoB — ALLD,
konnareHa) arperaumio (taén. 3).

BeisiBneHo, 4to paguyc arperata (Kak npu CnoHTaH-
HOMN, TaKk WU WHAYLMPOBAHHOW arperauymv) Haxoauncs B
006paTHOWN 3aBMCMMOCTU OT BbIPAXEHHOCTU MPOSIBIEHWNI
LCT, 1.e. 4em BblpaxeHHel 6binn npossnenus OCT, Tem
MeHbLUe Obln paauMyc arperarta, 4To CBUAETENbCTBOBANO
0 CHUXEHUN DYHKLMOHANTbHOM aKTUBHOCTN TPOMOOLIMTOB.
KnuHunyeckn 3T0 NPOSIBASNOCH CKJIOHHOCTbIO OO0JbHbIX
K 9KXMMO3aM, MOBbILLIEHHON KPOBOTOYMBOCTU MPU HOP-
MasnbHOM KOarynsiuMOHHOM 3BeHe remoctasa. [loaTtomy
He cny4ariHo B 3 rpynne no BblpaxeHHocTy ACT xanobbl
Ha MOBBbILLEHHYIO KDOBOTOUYMBOCTb, Nlerkoe o6pa3oBaHue
9KXMMO30B NpeabsaBnsanm 76% n 68% 60/bHbIX COOTBETC-
TBEHHO MO cpaBHeHuto ¢ 17,6% u 47,1% B nerkoi (nep-
BOW) rpynne.

CTaTuCcTnyeCcKn 3Ha4YMMbIX Pa3nnyni B pasmepe Cpea-
Hero paguycaarperartanpu cnoHTaHHon arperaumm (SRM)
B rpynnax BbiiBNEeHO He Obio (p=0,273), ogHako, npocine-
XMBanacb TEHOEHUMS K YMEHbLUEHUNIO CPEeAHero paauy-
ca arperata npu Taxenbix npossneHnax ACT (2,01+0,65
npotuB 1,44+0,53) (tabn. 2). MNpn BO3OENCTBUM UHAYK-
Topamn: AO®D n konnareHoMm, VMEeNUCb CTaTUCTUYECKMN
3Ha4YMMbIE 3aKOHOMEPHOCTM YMEHbLLEHNS paganyca arpe-
rata 6onee, 4em B 2 pasa npu Tsxenbix nposisnennsax ACT
(8,4 npotnB 17,1), T.e. MeHbLLE Ha 33,9%, yem B 1 rpynne
(p=0,016).

Kak npm cnoHTaHHOW, Tak v Npu WHAYLMPOBAHHOMN
arperaumn AO®D n konnareHoM OTMEYEHO YyBEeSIMYeHue
BPEMEHN [OCTMXKEHUA MaKCUMasibHOW aMiiuTyObl ar-
peratorpaMmmbl, 1 BPEMEHU AOCTUXKEHUST MaKCUMasIbHOM
CKOPOCTU NPUPALLEHMS MAaKCUMASTbHOM aMNAnTyabl arpe-
ratorpaMmmel. Bce napameTpbl xapakTepm3oBasnm CHUXe-
HVe PyHKUMOHANBHOM aKTUBHOCTU TPOMOOLIMTOB CBOErO
poaa «aCTeHU3aumio».

B rpynne ¢ BbipaxeHHbIMU nposineHnsamu ACT nme-

47



[l _AVCNAA3MA COEAUHUTEAbLHOW TKAHU

Nacb N CKJIOHHOCTb K YBEJIMYEHUIO BPEMEHU OOCTUXEHUS
Max CpefHero paguyca arperara rnpu CroHTaHHOW arpe-
raumm v Npu BO3AENCTBUM MHAYKTOPOM KOlareHoMm, 4To
NOATBEPXOAeT CHUXEHNE DYHKLIMOHANIbHOW 0COBEHHOC-
Tm TB.

BakniovyeHune. CroxHOCTb 0TOOpa OO0SNbHbLIX BBUAY
OONbLLOrO KONMYecTBa CTEPThIX NepexoaHbix ¢opm ACT
npu nponancax reHNTanuii, OTCYyTCTBME YETKMX OO BbEKTUB-
HbIX METOO0B ANArHOCTUKN ANS BbIAENEHNS KPUTEPUEB
OLLEHKK cTeneHn TsxkecTn u dopm ACT He no3BONUAN HaM
[0 KOHLA BCKPbITb MPUYMHBI U MATOreHeTU4eCcKne Mexa-
HM3Mbl FEHEPANIN30BAHHON ME3EHXVMABLHOM LIMTONaTMn
y 60MbHbLIX C MPOSIANCOM FeHUTanni Npu AMcnnasnm co-
€ONHUTENbHON TKaHW.

YuntbiBas oTtcyTcTBME CneumduyYeckmux U He TOJSIbKO
nabopaTopHbIX, MOPDONOrNYeCcKnX N BUOXUMUYECKNX, HO
1 UMMYHOTMCTOXMMUYECKNX KPUTEPUEB, YETKYIO Andde-
PEHUMANbHYIO ANArHOCTUKY HACNeACTBEHHO AETEPMUHM-
POBaHHbIX KOJI1areHonaTuii MPOBECTU He NMPeaCcTaBASAIOCh
BO3MOXHbIM. BeposiTHO, Ha JaHHOM 3Tane Npu NOCTaHOB-
Ke OnmarHo3a MOXHO OblfI0 FOBOPUTL TOMIbKO O KJIMHUYEC-
knx nposieneHnax ACT B ycnosusax HeanddepeHLnpoBaH-
HbIX ANCMNNAa3ni COeANHUTENBHOW TKaHW.

B KOHEYHOM nTOre cerofgHsa Mbl MOXEM FrOBOPUTL NNLLb
0 PeHOMeHe reHepanM3oBaHHOM LMTOMNATUM Y MOJIOAbIX
OO0MbHbIX C NPOJIANCOM reHuTanuini, a cam peHoMeH pac-
cMmaTpmBatb Kak 0gHo 13 nposenexHuin ACT Ha mopdono-
rMYeCckoM YPOBHE.

BbiBOAbI

1. Mponanc reHuTanuii y Monoabix 60JIbHbIX HE ABJIS-
eTcsl cneacTBMEM TpaBMaTUYHbIX POAOB, @ OOYCNOBJIEH
reHepanan3oBaHHOW aucnnasnen coeaiHUTENbHOM TKaHU
Ha YPOBHE PENPOAYKTUBHOM CUCTEMBI.

2. Mponanc reHnTanuiny faHHo kateropmm 60bHbIX
VMeeT psi 0cOOEeHHOCTEN U xapakTepu3yeTcs: Hann4m-
€M NPAMON KOPPENALMNM MEXAY TAXECTbIO NPOSBAEHNN
OCT Ha nonvopraHHOM ypoOBHE 1 GOPMUPOBAHNEM TS-
xenbix GopM nponanca; paHHMM MOJIHUEHOCHbIM MO-
SBIEHMEM TsXeNnbix GOpM nocne eOuHCTBEHHbIX He-
OCJIOXKHEHHbIX POAOB, MWUHYS MPOMEXYTOYHbIE CTaaUN;
BbICOKOW 4aCTOTOW PEeLuaMBOB MNOC/E XMPYPruyeCcKom
Koppekunu, Tpebytoweli cneumanbHbiXx BCnoMoraTesb-
HbIX TEXHOJIOTUI; COMYTCTBYIOLLLEN 3KCTpareHnTanbHom
naTtonorvemn, yknagbisatouencs B KoHTekcT CT n Hocs-
LEN YepTbl HACNEACTBEHHOM NPEAPACNONOXEHHOCTH.

48

3. OOHUM N3 MexaHN3MOB Pa3BUTUS CTPYKTYPHOM He-
COCTOAATENbHOCTU COEAMHUTENIbHOM TKaHW SABASIeTCS re-
Hepann3oBaHHaa Me3eHX1ManbHas uMtonaTus.

4. Ha ypOBHE CBSI304HOr0 annapara y XeHLKWH C CUC-
TEMHOM COEAMHUTESIbHO-TKAHHOM  He[LoCTaTO4HOCTbIO
LMTOMNATUS MPOSIBASETCS HAIMHYMNEM «Pa3apPaXEHHbIX» M-
nepnnasnpoBaHHbix Gopm GrubpobnacTos Npun ogHOBpPeE-
MEHHOM MapumManbHOM YMEHbLUEHMN KofniareHa | tmna
B MEXYTOYHOM BELLECTBE, YTO MOXET ObITb CNEACTBUEM
HapyLUEHUS1 CeKpeuun KomnnareHa rMpu COXPaHHOM ero
CUHTES3E.

5. Ha ypoBHe TpoMOGOLMTApHOro 3BEHA LMTOMNATUS
NPosIBNSETCH  YBENYEHMEM aTuUnmyeckmux Gopm (rm-
FaHTCKUX W, NPEUMYLLECTBEHHO, BaKYyOJM3UPOBAHHbIX
TPOMOOUUTOB), yMEHbLUEHMEM 3pPefbiX GOPM C U3MeHe-
HMEM UX arperaumoHHbIX CBONCTB.

6. deHOMEH reHepannM3oBaHHOM UMTONaTUN Y MOJIO-
ObiX BOMbHbIX C MPOSIANCOM FeHUTaNUI ABASETCSH OLHUM
13 nposienennii CT Ha MOpdOnornyeckom ypoBHe 1 Mo-
XEeT pacCMaTPMBATbCH Kak OAVH N3 KPUTEPUEB MOCTAHOB-
Kkn anarHo3sa ACT.
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PEHOMEH rEHEPAAU3OBAHHOW LLUTONATUM

Y NALUEHTOK C ONYLLEHUEM U BbINTAAEHUEM
BHYTPEHHUX MOAOBbIX OPTAHOB -

KAK ®EHOTUNUYECKOE NPOABAEHUE CUHAPOMA
AUCTNAA3NU COEAUHUTEABHOW TKAHU

HA TKAHEBOM YPOBHE

T.l0. CMOAbBHOBA, C.B. CABEAbLEB, H.U. IKOBAEBA,
B.A. TPULLUH, B.M. BAPABAHOB

MpoBeaeHo wu3yyeHne naToMopdONOrMyeckmnx KpuTepues
reHepann3oBaHHOM AUCcnnasnm coeguHNUTENbHOM TKaHW Ha TKa-
HEBOM YPOBHE Y XEHLLMH C MPOSIancoOM FreHUTannm.

O6cnepoBaHo 208 XeHLWWH penpoaykTMBHOrO Bo3pacTa.
CpenHuii Bo3pacT 38,9 net. Bce 60nbHble MMenu ¢GeHoTUnm-
yeckue NpusHaku cMHapoMa Ancnnas3mm CoeANHUTENbHOM Tka-
HW. ViccnepoBanu CBA30YHbLIN anmnapaT reHuTannii (Kpyrnole m
KPEeCcTLOBO-MaTOYHbIE CBSA3KM), MOPDONOruio n GyHKLMOHab-
Hble CBOMCTBA TPOMOOLUTOB.

CTpyKTypHass HECOCTOSTENIbHOCTb COEOUHUTESNIbHOW TKaHu
nposiBnsinace GEeHOMEHOM reHepasM30BaHHOM UMTONATUM Ha
YPOBHE TKaHe Me3eHxMMasibHOW 3akiaaki. Ha ypoBHe CBA30Y-
HOrO annapaTta reHuTannin LMTonaTus NposiBAsSNAachk Haan4ymMem
runepnnaasmpoBaHHbix Gopm GprbpobnacToB, yMeHbLUEHNEM B
MEXYTOYHOM BeLlecTBe konnareHa | Tmna, a Ha ypoBHE TPOM-
OoLNTapHOro 3BeHa - yBENYEHNEM aTUMUYECKNX MMraHTCKUX U,
NMPENMYLLLECTBEHHO, BaKyOJIM3MPOBaHHbLIX GOPM TPOMOOLIUTOB C
M3MEHEHMEM UX arperaumoHHbIX CBOCTB. PeHoOMeH reHepanu-
30BaHHOW LIMTONATUN Y MOJIOAbIX 6OJIbHBIX C MPOANCcoOM reHuTa-
NNt AsBnsieTcs oaHUM 13 nposisneHnin CT Ha Mopdonornyeckom
(TKaHEBOM) YPOBHE 1 MOXET pacCMaTpmUBaTbCS Kak OOUH U3 KPU-
TepueB NocTaHOBKK amnarHosa ACT.

KnioueBble cnoBa: BbiNaeHNEe reHUTannin, reHepann3oBaH-
Hasi Me3eHxmMarsnbHasa umtonatus, ¢rubpobnact, konnareH 1 1 3
TMNoB, TpoMbouuTonaTns

PHENOMENON OF GENERALIZED CYTOPATHIA
IN WOMEN WITH PROLAPSE AND LOSS

OF INTERNAL GENITALS -AS PHENOTYPICAL
SIGN OF THE CONNECTIVE TISSUE DYSPLASIA
SYNDROME AT THE TISSUE LEVEL

SMOLNOVAT.YU., SAVELYEV S.V.,, YAKOVLEVA N.I.,
GRISHIN V.L., BARABANOV V.M.

Studying of pathomorphological criteria of generalized con-
nective tissue dysplasia at the tissue level in women with prolapse
of genitals is carried out.

208 women of reproductive age are surveyed. Average age is
38,9. All patients had phenotypical signs of the connective tissue
dysplasia syndrome. Ligamentous apparatus of genitals (round
and sacral-uterine ligaments), morphology and functional prop-
erties of thrombocytes are investigated.

The structural connective tissue inconsistency was shown
by the generalized cytopathia phenomenon at the mesenchyme
laying tissue level. At a level of ligamentous apparatus of genitals
cytopathia was shown by presence of hyperplasic forms of fibrob-
lasts, reduction of I-type collagen in measured substance, and at
the thrombocytes level - increase of atypical huge and, mainly,
vacuolizated thrombocytes forms with their change aggregation
properties. The generalized cytopathia phenomenon in young pa-
tients with genitals prolapse is one of the CTD signs at a morpho-
logical (tissue) level and can be considered as one of criteria of
statement of CTD diagnosis.

Key words: loss of genitals, generalized mesenchyme cy-
topathia, fibroblast, 1 and 3-types collagen, thrombocytopathia
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UHPOPMATUBHOCTb COYETAHUA BHELLHUX CTUTM

C NMPOAANCOM MUTPAABHOTO KAATAHA

B AUATHOCTUKE KOCTHO-MbILLIEYHbIX

N DKCTPAKAPAUAAbHbIX BUCLLEPAAbHbIX U3MEHEHUI

H.H. TAaakux

CTGBpOI‘IOAbCKGﬂ rocyaAdpcCcTtBeHHaa MeAULUHCKOA AKaAeMHns

€pBUYHLIA  (BPOXAEHHbIN, unanonaTUYecKuin)

nponanc mutpanbHoro knanaHa (NMMK) senaeTtcs

oAHOW M3 Haubonee pacnpocTpaHEeHHbIX aHOMa-
NIV KnanaHHoro annapara ceppua [10]. Nonynauunsa
OonbHbIX ¢ nepBu4yHbiM MMK nonumopdHa, rere-
poreHHa, xapakrepu3yeTcsl LUMPOKUM Auana3oHOM
K/IMHUYECKUX U Mapak/IMHU4YeCKUX nposisneHunn [4,
14]. UeneHanpaBneHHoe o0cnepoBaHne NauueHTOB
c NMMK He TonbKO y Kapauonora, HO U opToneaa, CTo-
MaToJiora, OTOPMHOJIAPUHIOJIOra, OKyJIucTa u y Bpa-
Yyen apyrmx cneuuanbHoOCTen No3BosiISeT YCTaHOBUTb
CUMMTOMOKOMMJIEKC, OOYCNOBNEHHbIA NOIMCUCTEM-
HbIM TMPOSIBIEHUEM [AUCIJIa3UN COEOUNHUTENbHOM
TkaHu (ACT).

YcTtaHoBneHo, 4to y nauyentoB ¢ NMK poctoBepHo
yalle BCTpPEeYanTCs aCTEHNYECKNIA TUMN KOHCTUTYLLMK, NO-
BblILLEHHAsA PACTXUMOCTb KOXWN, BOPOHKOOOpasHas ae-
dopmaumsa rpygHon knetku (BAINK), ckonmos, npuaHakm
60NbLIOro NasbLa 1 3ansaCTbs, TMNEPMOOMSIBHOCTb CYC-
TaBoB, NnockocTonune [5]. BoiiBNeHne yka3aHHbIX CTUTM
[aeT OCHOBaHMe cuyMTaTb HeobXOOUMbIM MpoOBeAeHne
axokapauorpadum B TOM 4MCNe Npu OTCYTCTBUM ayC-
KyNbTaTUBHON CUMMATOMATUKK, TaK KaK B psae Cnyyaes
NMMK He conpoBoxaaeTcs 3BykOBbIMU siBNeHusaMu [10].

CnenyeT OTMETUTb, YTO MOPOrOBbIA YPOBEHb BHELLHNX
CTUIM, MPEBBbILLEHME KOTOPOro yKkasbiBaeT Ha Heobxoam-
MOCTb 06cnenoBaHus 60IbHOr0 C LEeSbo ANAarHOCTUKU
mMasibix aHomanui cepgua v NMK, B yactHocTu, He onpe-
neneH. OgHM aBTOPbLI OrPaHMYMBAIOT MOPOrOBbLIV YPOBEHD
2 MUKPOAHOMaNNSAM U BbiIBNEeHNE 3-5 CTUIrM, Mo UX MHe-
HWIO, Y>Ke onpenenseT LenecoobpasHOCTb BCECTOPOHHE-
ro obcrnenoBaHva naumeHTa Ans nomcka BUCLLEPaSbHbIX
aHomanuii, a 6-8 MmmkpoaHomanuini n Gonee xapakTepu-
3YIOT BbIPA@XEHHYI0, HEPEOKO FeHeTU4YeCckn AEeTepPMUHU-
poBaHHyto, natonoruio [2, 8]. pyrve ykasbiBaloT Ha He-
06X0AMMOCTb 00CNefoBaHNS NauMeHTa AN BbIIBIEHNUS
CUCTEMHOW MaToJIoruM Npu Hanmyiuu 6osee 5 BHELLHMX
CTUrM An3amMOpuoreHesa, Torga Kak MeHbLUEee KOnyec-
TBO MPU3HAKOB paccmaTpuBaeTcs B npeaenax AonycTu-
MbIX Bapvauum [1].

Henb3sa He OTMEeTUTb, YTO MPEBbLILLEHNE MOPOrOBOro
YPOBHS1 3aBUCUT OT aHaNM3MPyeMOro CrekTpa BHELLUHUX
cturm. Tak, nMpu Mcnonb3oBaHMM 16 MPU3HAKOB, BKJIO-
YyeHHbIX B nepedeHb M. Glesby [13], BeposTHOCTb HabpaTtb
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YMCNO CTUIM, HEOOXOAMMBIX AN11 AOCTUXEHUS MOPOroBOro
YPOBHS, OyOeT CyLecTBEHHO HMXe, YeM, Hanpumep, nNpu
1cnonb3oBaHnn 86 npuaHakos [4].

Mommmo konnyecTBa cTUrm aucmMmopdoreHesa 60sb-
Loe 3Ha4YeHMEe MMEET MX Ka4yecTBO, TO €CTb BbiSiBME-
HME NPU3HaKOB, KOTOPbIE Y 3[0POBbLIX N0AEN MOYTU He
BCTpeyatoTcs [6]. MpeanpuHaTa nonbiTka onpenennTb
OMAarHOCTMYECKYIO 3HAYMMOCTb OTOENbHbIX BHELIHUX
deHoTUNNYecknx Mpu3HakoB Ha OCHOBaHUM pacyeTa
amnarHocTmyeckmx koadpduumeHToB [7]. OgHako cymma
6annos, oTpaxawllias HanmMyme U CTeneHb BblpPaXXeH-
HocTun ACT, Takxe 6yaeT 3HaYMTEeNIbHO BapbnpoBaTh Npu
paclmnpeHnn NepeyHs ANcnnacTnyYecknx NposBAEeHNA.

MpeacTaBnsloOT MHTEPEC OAHHbIE O BbICOKOW 4acToTe
MMK y 60nbHbIX C Pas3nnUYHbIMU 3KCTpakapAnabHbIMU
BUCLIEPA/IbHBIMY aHOMaNNAMN. NIBMEHEHNE BHYTPEHHUX
opraHoB y 60sbHbIX NMMK BnosiHe 06bACHUMO C MO3nLMKn
CUCTEMHOCTW NaTONIONMU COEAMHNTENbHOM TKaHW. Bucue-
panbHbIMU BHEKAPANAbHLIMU MPOSABIEHUAMN, OTOXAECT-
BnsgemMmbimm ¢ ACT, 9BASIOTCS: NOAMKUCTO3 N FMNONIasus
JNIErkKoro, BPOXAEHHas TpaxeobpoHXxoMeranus, BUCLE-
pPONTO3, MErakoJsioH, A0NMXOCUrMa, aHOMaNuM PasBUTUS
XKEMYHOro My3bIpsi, ANBEPTUKYIbI MULLLEBOAA, KULLEYHNKA,
rPbXN MULLLEEBOAHOINO OTBEPCTUS AnadparmMbl, ANCKUHE-
318 XKETHHOr0 My3bIPs N XENYEeBbIBOAALLMX MYTEN, YOBO-
€HMe NOYKN N MOYEBLIBOASALLMX NyTEN, NEepPBUYHASA HELO-
CTaTO4HOCTb GayrMHMEBOI 3acnoHkn u gpyrue [4, 12].
Yalle Bcero ykasaHHble aHOMasnn BbISIBASIIOTCA WU Kak
«CnyvyamHas Haxonka», Uam B NPOLLECCe AMarHOCTMKKM ac-
COLIMNPOBAHHbIX XPOHMYECKUX 3ab60N1eBaHNn BHYTPEHHUX
OpraHos.

B knnHMYeckom reHeTuke BaXHOE OMarHOCTUYECKOE
3HayYeHne, Hapsay C KOMMYECTBOM M Ka4yeCTBOM, MMeeT
coyeTaHue cturm [6] (puc. 1).

OpHako A0 HaCTOoALWEro BpeMeHn MHOOPMATUBHOCTb
co4yeTaHma BHeLWHNX cTurm ancmopdoreHesa ¢ NMK gns
OMarHOCTMKM BO3MOXHbIX 3KCTpakapauasnbHbIX BUCLE-
panbHbIX N3MEHEHNI MPaKTUHECKM He n3yveHa. BmecTte
C TEM O4YEBUAHO, YTO YCTAHOBJIEHNE U AeTanm3aumns KOH-
KPETHbIX COYETAHUN BHELUHUX MPU3HAKOB AMcMopdore-
He3a n NMMK onpepenut LenecoobpasHOCTb Noncka akc-
TpakapauanbHbIX BUCLLEPasbHbIX CTUTM U MUHUMN3NPYET
KOJIMYECTBO «CJIy4alHbIX HAaX040K» MNP MHCTPYMEHTab-
HOM 00OcnenoBaHMM AaHHOM KaTeropumy NauneHToB.
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Puc. 1. MapameTpbl CTUIM.

Llenblo HacTOSLWEro NccnenoBaHns SIBUNOCb U3yye-
HMe NHPOPMATUBHOCTM COHETAHNS BHELLHUX CTUMrM ¢ MTMK
0K ANAarHOCTUKM KOCTHO-MbILLEYHbIX 1 9KCTpakapauasb-
HbIX BUCLEPASIbHbIX UBMEHEHWA.

MaTtepuan u meTtoabl. Kputepum BKIIOHEHUS NaLNEH-
TOB B nccnegoBaHue: Hanmume NMMK, BodpacTt 18-32 ner,
MHbOpMMpoOBaHHOe cornacue Ha obcneposaHue. Kpu-
Tepun UckoYeHns: 3aboneBaHnsa cepaua, npmeoasLIme
K MOPaXeHMo Muokapga M nanuingapHOM MycKynaTypbl
(vwemunyeckas 6051e3Hb, PEBMATU3M, KapaAnoMmonaTuu,

O6cnenoBaHo 140 nauyeHToB ¢ nepBMyHbIM NMMK (100
MY>X4MH 1 40 XeHLWwmH, cpeaHuii Bo3dpact 20,3+0,7 ner).
Oxokapauorpaduydeckm Hambosnee 4Hacto BepupuLmMpo-
BaHbl [MMK | cTeneHu B codyeTaHmMn ¢ aHOMaJsibHO Pacnoo-
XeHHoM xopaoi (35,7%) nmnzonpoBaHHbii MK I cTeneHun
(27,1%). MMK | cTeneHn ¢ NpoaancomM TPUKYCNMaansLHOro
knanaHa 3apeructpuposaH B 10% HabnoaeHwuid, NMMK I
CTeNeHn C aHOMasbHO PACMOIOXEHHOM xopaor —B 15% un
kombuHaumsa MMK | (unwm Il) cteneHn ¢ aHomManbHO pacno-
JIOXXEHHOM XOPAOWN 1N aHEBPU3MOWM MexXnpeacepaoHoOn ne-
PEeropoaku (Unn NPoaancoM TPUKYCAMAAnbHOro knanaHa)
- B 12,2%. KoHTponbHyto rpynny cdopmmuposanm 35 300-
poBbIX Ntoaen (25 My>xunH 1 10 XeHLLMH) CONOCTaBUMbIX
no BO3pacrTy.

Mo peaynbtatam deHoTunuyeckoro aHannsa (y 140
nauneHToB), PEHTIEHOIOMMYECKOro NCCNeaoBaHns rpya-
HOro M MOSICHNYHOrO OTAENOB MNO3BOHO4YHMKA (140 na-
LMEHTOB), LUENHOrO OTAeNa MO3BOHOYHMKA C PYHKLMO-
HanbHbIMM Npobamu (80 nauneHToB), Ta3006edpPEeHHbIX
cyctaBoB (100 nauueHtoB) m cton (140 naumeHTOB),
yNbTPa3BYKOBOrO MCCNEeAOBaHME OENon NMHUM XMBOTa
(85 60JIbHLIX) 1 OpraHoB OpOLLIHOK NonocTr, noyvek (100
605bHbIX) ObISIO0 YCTAHOBJIEHO:

- BHELLUHME CTUrMbl OMpPenensnnucb y Bcex OO0JSbHbIX
MMK. [ocToBepHO 4alle BCTpevanncb BbICOKOE Hebo
(55%), HapyweHne ocaHku (80%), ckonuos (24,3%),

BANK (20%), kpbinoBugHble nonatkn (45,7%),

Hapymesse ocanka + [TMK

NMONMOXUTENbHbIE TecCTbl 3ansacTbs (32,1%) wu
6onbworo nansua (28,6%), CUHAPOM rUNepMo-
ounbHocTn cyctasoB (CIC) (43,6%) n nnockoc-
Tonwue (27,1%);

- Y MYX4YMH OOCTOBEPHO 4alle BbISBASAIMCH
BAOIK 1 nnockocTtonue, y XeHLWMH — BblPaXeH-
HbIli CIC;

- 0ocobeHHocTen (eHoTUNa NMpu pPasfiyHon
cteneHn Tsxectn NMMK 1 ero kombuHauuax c
OpYyrMMun MasnbiMyv aHoOManmsMmn cepplLa He ycra-
HOBJIEHO;

- peHTreHonoruyeckn y 6onbHbix NMMK otme-

Cronmos

[IomHCerMeHTAPHEIH 0CTEOXOH/POS

YeHa BbICOKas YacToTa BCTPEYaeMOCTN CKOJINMO-
Tn4yeckom nedopmMaumm no3BOHOYHMKA | cTeneHu
(78,1%), HecTabunbHOCTM KpaHMoBepTebparsib-

Horo cermenTa (53,7%), nonncerMeHTapHoOro oc-

Puc. 2. AITOPUTM PEHTreHOoJIOrM4eCcKOW AMarHoCTUKM Npu coue-

TaHUU HapyweHua ocaHku u NMMK.

MWNOKApPANTbI, BPOXAEHHbIE MOPOKU, TPaBMbl TFPYOHOM
KNeTkn n gp.), npuobpeTeHHble aedopmaumm OrnopHO-
OBUraTenbHOro annapara (B pesynbrate TpaBM, Bocna-
NINTENbHBIX U NHQEKLMOHHbIX MPOLECCOB, HAPYLUEHUI
obmeHa BellecTB, 3abosieBaHuii LeHTpanbHOM 1 nepude-
PUYECKOWM HEPBHOM CUCTEMBI), TPABMbl OPraHOB OMopbl 1
OBVKEHUS B TEYEHME MOCneaHux 2-X neT, HaCneaCTBEH-
Hble (anddepeHumpoBaHHbie) 601e3HN COeANHNTENbHOM
TkaHu (cuHapombl MapdaHa, Anepca-LaHnoca, HecoBep-
LLUEHHOrO OCTEOreHesa, Mykonoamcaxapuao3abl 1 ap.).

TeoxoHapo3a (25,7%), nnockoctonus (57,1%);

- pacTsxkeHne 6enoi MHUM XNBOTA BbISIBNIE-
HO Yy 27% 6onbHbix MMK. OTmMevyeHa TeHAEHUMNA K
6onee BbIpaXXeHHOMY pacTsXeHuto 6enoi NMHUN
KMBOTA Y XXEHLUMH N0 CPABHEHUIO C MY>XHYMHAMW;

- pesynbraThl YAbLTPa3ByKOBOrO UCCNeL0BaHUSA opra-
HOB OPIOLLUHOM MOJSIOCTU AEMOHCTPUPYIOT BLICOKYK pac-
npocTtpaHeHHocTb npu MK koHTypHOM pedopmaumn
XenyHoro ny3bips (32%) NnpenmMyLecTBeHHO B BUAE Puk-
CUPOBaHHOro rnepernda B 06/1aCTU LUEHKN.

- He 6bINo BbISIBNIEHO BbICOKOW YAaCTOThl MOYEYHbIX aHO-
Manum.

MHdpOopMaTBHOCTb COYeTaHUs BHELHWX CcTurM ¢ NMMK
B AMArHOCTUKE KOCTHO-MbILLIEYHbIX 1 3KCTPakapAnasbHbIX
BUCLIEPaIbHbIX W3MEHEHUI OnpenensnM 4YyBCTBUTESIb-

Tabnnuya 1

YyBCTBUTENIbHOCTb, CNelM@PUYHOCTb, TOYHOCTb MU NpeAcka3aTtesnibHasA LLeHHOCTb
co4yeTaHMa HapylweHust ocaHku u NMMK B onarHocTuke cKkosimo3sa, NnoJimcerMeHTapHoOro oCTeoxoHaposa

Mokazatenn (%) Ckonuno3s ﬂoglgigcr)r:s:;?)(p)gbm
YyBCTBUTENBHOCTb 100,0 80,0
CneundunyHocTb 44,4 25,9
To4HOCTb 75,8 43,5
MonoxwvTenbHas NnpeackasaresnbHas LEHHOCTb 70,0 40,0
OTpuuaTenbHas npenckasaTesnibHas LEHHOCTb 100,0 58,3
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Tabnuuya 2

YyBCTBUTENIbHOCTb, cNeyndUUHOCTb, TOYHOCTb U NpeAckKa3aTesibHas LLeHHOCTb couyeTaHua CIrc c NMK
B AMArHOCTUKe CKOJIM03a M AMcria3mm TazobegpeHHOro cycrasa

MNokasarem (%) Cronmos Ta306eﬁsg:ngg‘ ?:yCTaBa
YyBCTBUTENBHOCTb 24,2 42,8
CneumdunyHoCcTb 88,9 82,9
TOYHOCTb 52,4 80,6
MonoxutenbHas NnpeackasaresbHas LEHHOCTb 73,9 13,0
OTpuuaTenbHas npeackasaresnbHas LEHHOCTb 47,5 87,4

HOCTbIO, CMeuMPUIYHOCTbBIO, TOYHOCTBIO 1 NpeackasaTesib-
HOWM LLEHHOCTbLIO MPU MOJIOXUTENbHBLIX U OTPULATENbHbIX
peaynbTatax. TN nokasaTenn Belpaxasu B NPOLEHTax U
paccuMTbIBaIM No creaywmm popmynam:

* YyBCTBUTEJNIbHOCTb — OTHOLLIEHME KONMYECTBA UCTUH-
HOMONOXUTENbHBIX PE3YNLTATOB, NMOJIYYEHHbIX MPU NPOBe-

* TOYHOCTb — OTHOLLUEHNE CYMMbl UCTUHHOMOJIOXKNTE b~
HbIX N MCTUHHOOTPUUATEJIbHbIX Pe3YyJibTaTOB, NOJYy4YE€HHbIX
npwu nposegeHnn nccregoBaHnda, K CcyMmme NCTUHHOMONO-
XKUTEJbHbIX, NCTUHHOOTPUUATEJIbHbIX, J10XXHOMOJIOXN-
TeJIbHbIX N JTOXKHOOTPULUATEJIbHbIX PE3YJIbTATOB;

* nonoXxuTenbHaa npepncka3aTtesibHaa LUeHHOCTb

— OTHOWeHne kosnmyectea WCTUHHOMONO-

CI'C+IIMK

XUTESbHbIX Pe3y/ibTaToB, MOJIyYEHHbIX MPW
npoBeAeHUN UCCeA0BaHus, K CyMME UCTUH-
HOMOJIOXUTENbHbBIX U NIOXHOMONOXUTENbHbIX
pe3ynbTaTos;

+ oTpuuaTenbHas npeackasaTtesibHas
LLEHHOCTb — OTHOLLUEHME KONU4YecTBa WC-
TUHHOOTPMLATENIbHBIX PEe3y/bTaToB, MoJly-

CYCTAEOE

Pemregorpadms
TazobenperHEIx

YEeHHbIX NPU NPOBEAEHUN UCCNEefOBaHWs, K
CYyMMe MUCTUHHOOTPULATENbHbIX U JIOXKHOOT-
puLaTenbHbIX Pe3ybTaToB.

Peaynbrathl M 06cyXpeHue. Bbiss-

NIEHO OTHOCUTENIbHOE CXOACTBO BHELUHUX
deHoTunoB 6onbHbIX NMMK co ckonnosom,

Cronmmoz

JlEciDiazan 1az00e/IPeHHoTo

HEeCTabWNbHOCTLIO KPaHMoBEpPTEOPasbHOro
cerMeHTa, noamcerMeHTapHblIM OCTEOXOHAO-
po30M, aucriasven TazobedpeHHoro cyc-

TaBa, MNJIOCKOCTOMMNEM.

Puc. 3. ANroputM peHTreHoJIOrM4eCKoOW AMarHOCTUKMU NMpu couerta-

Hum CIrc n NMK.

OeHnn ncernenoBaHna, K CcyMmme MCTUHHOMONIOXNTEJIbHbIX
N JIOXKHOOTPULATEJIbHbIX PEe3YyNbTaTOoB,

° CI'IeLI,I/Iq)I/I‘-IHOCTb — OTHOLLEeHne konmnvyectesa NICTUHHO-
oTpunuaTesibHbIX Pe3yJibTaToB, NMNOJIY4EHHbLIX NMPW nNpoeBeae-
HN nccriegoBaHns, K CyMmmMme UCTUHHOOTPUMUATENbHBIX U
JTOXKHOMONOXNTESIbHbIX PE3YNbTATOB,

CI'C+IIMK

VIETpazEyKoBOS
[EccnenosanHe GeNoH NHHHH]—

Pacraxenne GeoH IHEHA XKHBOTA

Puc. 4. ANroputMm ynbTpa3ByKOBOW AUArHOCTUKMU NpU
coyetanuu CIrc n NMK.
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BmecTe ¢ TemM, yCTaHOBNEHO, YTO 4acTo-
Ta BCTPEYAEeMOCTU HaPYLUEHUI OCaHKM Npu
CKONNO3e 1 aereHepaTUBHO-AUCTPOdUYeC-
KX 3a00sieBaHUAX TMMO3BOHOYHMKA BbILLIE,
4yem nNpu APYrux HO3050rnyecknx dopmax
opTonepuyeckon naronoruun. lNokasarenu gnarHocTuyec-
KOW LLEHHOCTU COYeTaHus HapyLeHnsa ocaHku n NMMK ona
BbISIBJIEHNSA CKONMO3a M NOJIMCErMEHTAPHOr0 OCTEOXOHA,-
po3a npeacTasneHsl B Tabnuue 1.

MopyepkHem, 4TO HapyLUeHWe OCaHKu, C OOHOW CTO-
POHBbI, iBNsieTCs Hanboee pacnpoCTPaHEHHbIM BHELLHUM
npuaHakoM y naupeHToB ¢ NMK, ¢ gpyroi — coyeTaHume
MMK ¢ HapyLleHreM O0CaHKM NO3BONSAET C BbICOKOW BEPO-
ATHOCTbIO NPEeANnONOXNTb HAMYMe CKONMo3a U/ unn gere-
HepaTMBHO-AMCTPODUYECKNX 3a60/1EBaAHNIA MO3BOHOYHN-
Ka 1 NPOBECTU LeneHanpasiieHHOe PEHTIEHOI0rnM4eckoe
vncenenosaHne Ansa yrodHeHus amarHosa. lMpusogum an-
ropuT™M AMArHOCTUKM NATOOrMM ONOPHO-ABUraTesIbHOro
annapara B C/lyyae BbISIBIEHUS Y NauneHTa CoO4eTaHnd Ha-
pyweHus ocaHkm u NMMK (puc. 2).

Hanbonee BbicOkas 4acTtoTa APYroro xapakTepHOro
onsa NMVK BHewHero GeHoTUNMYecKoro npu3Haka — CUH-
JpomMa rMnepmMobuIbHOCTM CYCTaBOB — OTME4YeHa npu
ckonmose 1 aucnnasunm TasobenpeHHoro cycrtaea. lMoka-
3aTenu ANarHOCTUYECKOM LLeHHOCTM COYEeTaHUsa CUHOPO-
Ma runepmobunbHocTn cyctasoB ¢ NMMK ansa BeisBneHus
ckonmo3sa, aucnnasum Ta3zobefpeHHOro cycTtaea npen-
cTaBfieHbl B Tabnuue 2.

CornacHO npeanaraemMomy anroputMmy, npu BbisiBiE-
HUW COYETaHNS CUHAPOMA rMNepMobUuIbHOCTM CYCTaBOB C
MMK cnepyeT npoBecTn peHTreHorpadumio N0O3BOHOYHMKA
1 Ta3o06eapeHHbIX CYCTaBOB s Bepudukaumm ckonmosa
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Tabnanya 3

YyBCTBUTE/IbHOCTb, cneundmnyYHOCTb, TOYHOCTb M NpeAcKa3aTesibHasA LLeHHOCTb CoYeTaHus
CIrC c NMMK B AMarHocTuKe pacrsi>keHuu 6esoi IMHUU XXUBOoTa

lMokazaTtenn PacTtsxxeHune 6enovi IMHuM XunBoTa
YyBCTBUTENBHOCTb 60,8
CneundunyHoCcTb 83,9
To4HOCTb 80,0
MonoxuTenbHas NnpeackasaresibHas LeHHOCTb 58,3
OTpuuaTenbHas npenckasaTesibHas LEHHOCTb 85,2

n/vnn gucnnasum Ta3zobenpeHHoro cycrasa (puc. 3).

HeobxoaMMO OTMETUTb, HYTO AMArHOCTMKA CKONMOTU-
yeckon gpedopmaumm No3BOHOYHMKA | cTeneHn B noaas-
nsoLem 60NbLUMHCTBE Cllyd4aeB BO3MOXHA TOJIbKO PEHT-
reHonormnyeckn [9]. BmecTte ¢ TeM, UMEHHO B HaYaslbHOM
cTagum pa3BUTUS CKONNMO3a Ie4ebHO-NpodunakTuieckme
MEepOonpUSaTMS NO3BONSAIOT NPEAOTBPATUTL NPOrpPeccmpo-
BaHne nedpopmMaumn. He MeHee BaKHOe 3Ha4YeHne nmeet
CBOEBpeEMEHHas NpodunakTMka nporpeccnpoBaHns Oc-
TEOXOHAPO03a — Hanbornee TAXenon GopmMbl AereHepaTnB-
HO-AMCTpodUrYecknx 3abonesaHni NO3BOHOYHMKA.

Bonee paHHas anarHOCTMKa NaTofiorMmM OrnoOpPHO-ABU-
ratesibHOro annapata y naumeHtoB ¢ NMMK HeobGxoguma
1 Ha aTane npodeccmoHanbHom opueHtTauum [11]. Mpa-
BWU/IbHOE peLlleHne 0 NpodecCuoHanbHOM MPUrogHOCTH
nvy, ¢ NMMK npu noctynneHnn B crneumanbHble y4ebHble
3aBefeHns ONsi OCBOEHUS MNPOdECcCuini NOBbLILLEHHOrO
pucka, a Takke BbINMOSHEHUS 3HAYUTENbHOW 1 MPOAOSIXKN-
TENbHOW MO BPEMEHU HAarpy3Ku, TAXeENoro Gusnyeckoro
TpyAa no3BOANT NPenoTBPaTUTb MHOMO INYHbIX TPareaumn,
BbI3BAHHbIX HEOOXOAMMOCTBIO OTCTPaHEHUs1 OT npodec-
CUOHANbHOW OEeATeNbHOCTU M3-3a MPOrpeccupoBaHns
CMMMNTOMOB, CBA3aHHbIX C COeANHUTENIbHOTKaHHOW ANCH-
naswuen [3].

3akoHoMepHOoe BoBfnedyeHne B npouecc npu AOCT
MbILLEYHO-CBA30YHOr0 annapara npmMBoaMT K AmacTtasdy
NMPSMbIX MbILLLL XNBOTA, 6onee nerkomy 1 yactomy obpa-
30BaHMIO FPbIK Pa3nuyHon nokanusauuu [7]. OgHuUm 13
dakTopoB, Npeppacnonaralomx K pasBuUTUIO rpbix ne-
penHein BPIOLLHON CTEHKN, ABNSETCS pacTsxeHne 6enomn
JIMHUK XUBOTA.

PacnpocTpaHeHHOCTb BHELIHUX CTUIrM  AucMopdo-
reHesa CyLIEeCTBEHHO He pasnmyanocb y 60fbHbix NMMK
C Ha/lIMYNeEM N OTCYTCTBMEM PACTSAXEHUS Genon NMHUu
XMBOTA, 3a VCKMIOYEHNEM CNy4YaeB CUHOPOMA rMnepMo-
OUNBHOCTN CYCTaBOB. YCTAHOBJMIEHO, YTO 4YacToTa BCTpe-
yaemocTtn CIC npu pacTtskeHun 6enoil NMHUK XMBoTa
Oblna Bbile, 4eM B ee otcyTcTBun (60,8% 1 16,1% cooT-
BETCTBEHHO, p=0,0001).

MokasaTtenu gnMarHOCTMYECKOW LEHHOCTU COYeTaHus
cuHapoma runepmMmobunbHocTy cyctaBoB ¢ NMMK ans Bbi-
SIBNIEHUS PACTXeHns 6enor NMHMM X1BoTa NpeacTaBne-
Hbl B Tabnuue 3.

YacTtaa komOuHauus pactskeHust 6eno NMHUN Xn-
BOTa C CYyCTaBHOM rMnNepMoOnIbHOCTbIO AUKTYET HEOOX0-
OMMOCTb BbINOJIHEHNS Y MAUMEHTOB € codeTaHnem NMMK n
CI'C ynbTpa3BykoBOro uccnenoBaHus 6enom IMHUM XNBo-
Ta (puc. 4)

Mpw nonbITke yCTaHOBNEHNS B3AMOCBA3M MEXAY Bbl-
PaXXEHHOCTbIO CYCTaBHOW rMnepmMobunbHOCTM U pacTs-
XeHVeM 6enor NMHUK XNBOTa LOCTOBEPHOM KOppenaumm
Mexay aTUMK nokasaTensamMu B obLuel rpynne 60MbHbIX
MMK ¢ pacTtsxeHnem 6enoii IMHUN XNBOTa HE BbisiBfle-
Ho (r=+0,26, p>0,05). NpuHUMasa BO BHUMaHNE, BbICOKYHO
yacToTy BeipaxeHHoro CI'C n TeHgeHumio k 6onee Bbipa-
XEHHOMY PaCTSXXEHMIO 6ENOV NMHNM XMBOTA Y XEHLLUWH MO
CPaBHEHUIO C MY>XXUYMHAMUW, KOPPENALNOHHbIN aHann3 Obin

NPoBeAEeH pa3fesibHO Y MYXUUMH U XeHWwmH ¢ NMMK. Ecnn
Mexay rpagaumet CyCTaBHOM rmnepMobunibHOCTU U CTe-
NEHbIO PACTAXKEHNA 6ENor NMNHUM XNBOTA Y MY>UUH CBSI-
31 He oTMmedeHo (r=+0,006, p>0,05), TO y XeHLLMH onpe-
JeneHa npsimasi KOppensaunmoHHas 3aBUCUMOCTb (r=+0,75,
p<0,05).

Oco6eHHOCTEN B BU3yasibHOWN xapakTepucTtuke 60sb-
HbIX NMMK ¢ KOHTYpHON gedopMaLmen Xen4Horo ny3bips
He ObISI0 YCTAHOBNEHO.

3aknioyeHue. Y naumeHToB ¢ nepBuyHbiM [TMK B
pamMkKax CUCTEMHOM NaToN0rMm COeQUHUTENbHON TKaHW B
OVArHOCTMYECKUX Lensix creayeT y4yuTbiBaTb HE TOJIbKO
KONMMYECTBO M KQ4eCTBO AMCMOP@OreHeTn4eCcKkmx nposise-
NIEHUIA, HO 1 NX coveTaHme. CoyeTaHne HapyLLEHWS OCaHKN
¢ NMMK no3esonseT NpoBOAUTb LiesieHanpaBieHHbIN MOUCK
CKOMMO3a, MONMCErMeHTapHOro octeoxoHApo3a. Couye-
TaHWe cuHgpoma runepmodbusibHocTn cyctaBoB ¢ NMMK
yKa3blBa€T Ha BbICOKYIO BEPOSTHOCTb CKONMOTUYECKON
nedopmalm No3BOHOYHKKA, Ancnna3nm TasobepeHHo-
ro cyctaBa, pacTsxkeHuss 6enoi MIMHUKN X1BOTa. YCTaHOB-
JleHa npsiMas 3aBMCUMOCTb MeXay rpajalmer CyCTaBHOM
rMnepMobuNbHOCTM U CTEMNEHBIO PACTSXKEHUS Benoi nu-
HUM XNBOTA Y XeHLWMH ¢ MNMMK.

BrnonHe o4eBMAHO, YTO M3yYEHMEe xapakTepa coyeTa-
HWIA cturm ¢ NMK 6yneT cnoco6cTBOBaTH COBEPLLEHCTBO-
BaHMIO AMCraHcepu3aummn ykasaHHOM rpynnbl naumMeHToB
0N CBOEBPEMEHHOIO BbISIBIEHMS MPeAnaTosormieckmnx
COCTOSIHUA U MaTONIOrMYECKNUX U3MEHEHWN, CMOCOBHbIX
NOCAYXXUTb APUYNHON GOPMUPOBAHNSA OCITOXHEHUIA.
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WHPOPMATUBHOCTb COYETAHUA BHELUHUX
CTUTM C NPOAANCOM MUTPAABHOTO KAAMAHA
B AMATHOCTUKE KOCTHO-MbILLIEYHbIX

N SKCTPAKAPAUAADbHbIX BUCLLEPAAbHbIX
U3MEHEHUU

H.H. TAAAKUX

Llenb nccnepoBaHus: n3yyeHne MHOOPMATUBHOCTU co4veTa-
HUSI BHELWHMX cTUrM ¢ MMK gnst AMarHoCTUKM KOCTHO-MbILLEYHbIX
1 3KCTpakapamnanbHbiX BUCLEPabHbIX U3MEHEHWIA.

0O6c¢cneposaHo 140 nauneHToB ¢ nepBuyHbIM MMK (100 mMyx-
4nH 1 40 xeHwwmH, cpegHmii Bospact 20,3+0,7 net). MHdopma-
TUBHOCTb COYeTaHus BHELWHUX cTurM ¢ NMK B anarHoctuke KocT-
HO-MbILLIEYHbIX 1 3KCTPaKapAnasbHbIX BUCLLEPaSibHbIX U3MEHEHWIA
onpeaensiiv YyBCTBUTENbHOCTbIO, CNeUndUIYHOCTbIO, TOYHOCTbLIO
1 npeackasaTesibHON LEHHOCTbLIO NMPW NONOXUTENBHBIX 1 OTpULA-
TesbHbIX pesyfibTaTax.

YctaHoBneHo, 4to y naumenTtoB ¢ MK yacTtoTta BCTpeya-
€MOCTM HapyLUeHU A OCaHKWM MPU CKONMO3€e U AereHepaTuBHO-
ancTpobuyecknx 3abosieBaHMaX NO3BOHOYHMKA BhILLE, YEM MPU
Opyrnx Ho3os0ornyecknx GopmMax opToneamyeckor naTonoruu.
Haunbornee Bbicokasi HacToTa CUHAPOMA FrMnepMoOuIbHOCTM CyC-
TaBoB Yy nauueHToB ¢ NMMK oTmeuyeHa npu ckonuose, aucnnasuu
Ta3ob6eapeHHoro cycTaBa 1 pacTsdkeHun 6esoi MMHUK X1BOoTA.
YcTaHoBEHa npsimas 3aBUCMMOCTb MeXAy rpagaumven cycras-
HOW rMnepmMobuIbHOCTM N CTEMEHbBIO PACTSXKEHUs Benon NMHUK
X1BOTA Y XeHLwmH ¢ NMMK.

3aknoyeHre. Y naumeHToB ¢ nepsuyHbiM NMMK B pamkax cuc-
TEMHOW NaTONOrMM COEAUHUTENLHOM TKaHW B ANArHOCTUYECKMX
Lenax cnefnyeT yuuTbiBaTb HE TONMbKO KOJIMYECTBO M KAYeCTBO
AncmMop@dOoreHeTMYecknx NPOSIBAEHUN, HO U UX COYEeTaHne, 4YTo
No3BONNT MUHVMWU3NPOBATL YWUCIIO «CIy4YalHbIX Haxo4oK» Mpu
MHCTPYMEHTaNnbHOM 00CNeoBaHNN AaHHOW KaTeropum naumeH-
TOB.

KnioueBble cnoBa: Nposanc MuTpanbHOro kianaHa, coyeta-
HWe ANCNNACTUYECKMX MPU3HAKOB
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INFORMATIVITY OF COMBINATIONS OF EXTERNAL
STIGMAS WITH MITRAL VALVE PROLAPSE

IN DIAGNOSTICS OF OSTEO-MUSCULAR

AND EXTRACARDIAL VISCERAL

CHANGES

GLADKIKH N.N.

The purpose of research: studying of informativity of com-
binations of external stigmas with MVP for diagnostics of osteo-
muscular and extracardial and visceral changes.

140 patients with primary MVP (100 men and 40 women, mid-
dle age 20,3+0,7) are surveyed. Informativity of combinations of
external stigmas with MVP in diagnostics of osteo-muscular and
extracardial and visceral changes was defined by sensitivity, spe-
cificity, accuracy and predictive value at positive and negative re-
sults.

It is established, that in patients with MVP frequency of oc-
currence of infringements of a bearing at scoliosis and degener-
ate-dystrophic diseases of the spine is higher, than at others no-
sological forms of orthopedic pathology. The highest frequency
of a syndrome of hypermobility of joints in patients with MVP is
marked at scoliosis, dysplasia of coxofemoral joint and stretching
of a white line of the abdomen. Direct dependence between gra-
dation of articulate hypermobility and a degree of stretching of a
white line of the abdomen in women with MVP is established.

The conclusion. In patients with primary MVP within the frame-
work of a system pathology of connective tissue in the diagnostic
purposes it is necessary to take into account not only quantity and
quality of dysmorphogenetic signs, but also their combination that
will allow to minimize the number of «casual finds» at instrumental
inspection of the given category of patients.

Key words: mitral valve prolapse, a combination of dysplastic
stigmas
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COCTOSHUE LLEHTPAAbHOW TEMOAUHAMUKU Y AETEN
U NOAPOCTKOB C CUHAPOMOM AUCTNAA3NU
COEAWHUTEAbHOMW TKAHU CEPALLA

A.C. KaambikoBa, H.MM. NaueBa

CTOBpOI’IOAbCKdﬂ rocyAdpCTtBeHHaa MeAULMHCKAA dKaAeMUusa

TEHCUBHbIM Pa3BUTUEM U COBEPLUEHCTBOBAHNEM

TEeXHONOrm AUarHoCTUKN cepaevyHo-cocyaucTon
naTosiorMum, YTo He MOIJ1I0 He CKa3aTbCs Ha yBenuye-
HUM 4YacTOTbl €€ BbiIBJIEHUS B OETCKOM Bo3pacTte
[3,4,12]. B cTpykType 3aboseBaHuii cepaeyHo-Cco-
cyauctoii cuctembl (CCC) Bce Gonbluee 3Ha4YeHUue
nmeloT pyHKLUNOHAJIbHbIE HapYyLUEHUS U COCTOSIHUS,
CcBfi3aHHble C Aucnnasveil coeanHUTEsIbHOM TKaHu
ceppaua.

B npucnoco6neHnn opraHnama pebeHka Kk oKpyxaro-
el cpene BaxHenwas posb NpuHagNexmnT CUCTEME KPO-
BOOOpALLEHNS, OT YPOBHSA PYHKLMOHMPOBAHWS KOTOPOW B
3HAYUTENBHON Mepe 3aBUCUT YCMELIHOCTb Pas3BUTUS pe-
akuum agantaumn. B nogpocTkOBOM BO3pacTe UBMEHEHMS
rOPMOHAsNbHOrO CTaTyca, NosiBIEHNE HOBbIX HEMPOryMO-
pasibHbIX COOTHOLLEHNIM ONPEeaendoT WUPOKMIA Amnana3oH
dU3MON0rnN4ecknx nokasaTtenen cepneyHo-cocyamncTon
cuctemMbl. OueHka @YHKUMOHaNbLHOro coctosHua CCC
Ha COBPEMEHHOM 3Tane MPOBOAUTCS C UCMOSb30BaHU-
€M MHCTPYMEHTasbHbIX METOLOB MCCNEO0BaHUs, Npeso-
CTaBASIOLWMX OOBbEKTUBHBIE OVMATHOCTUYECKNE KPUTEPUU
N NO3BONSOLLMX cyanTb 0 Gruoduamyeckmx npoueccax B
cucTeMe KpoBOOOpaLLEHUs, COCTOSIHUW BHYTpUCEpPOEY-
HOM 1 obuien remoanHamukn [1,6,7,8]. Oxokapanorpa-
bus — aT0 0AMH N3 Hanbonee NHGOPMATUBHBLIX METO0B
JmnarHocTtukum 3abonesaHuii cepaua u cocynos [2,5,8].

Llenbio nccnepoBaHuii SBUNOCH N3yYeHNe COCTOSIHUS
LEeHTpaJbHON remMoguHaMukn y geTter v noapoCcTKOB C
CUHOPOMOM ANCNNAa3nM COEANHUTENBHOM TKaHW cepaua,
no AaHHbIM axokapanorpadum.

MaTepuan n mertoapl. Bbino o6cnenosarHo 200 ne-
Tel u NoapocTKoB B Bo3pacTe oT 12 oo 16 net ¢ CuH-
OPOMOM AMCnNasum COEAMHUTENbHOM TKaHM cepaua
(COACTC) - 99 manbumkoB u 101 geBouyka. 340poOBYHO
rpynny cocTtaBuan 57 nauMeHTOB TOro e BO3pacTa,
y KoTopbix npu 9xoKI mccnenoBaHUM He ANArHOCTU-
poBanucb Masble aHomanuu ceppua. ObcnenoBaHue
BKJIIOYA/I0 aHAaMHEeCTMYeckoe U OBLEeKTMHMYECKOe UC-
cnefoBaHue, B TOM YUCE U3MEPEHME apTepuanbHOro
JaBneHus, anekTpokapamorpaduio, KapamonHTepBano-
rpaduio, ynbTpasBykoOBOE uUccnenoBaHne cepgua. Ons
YNbTPA3BYKOBOM AMArHOCTUKM CepAla MCMofib30Bascs
annapart «Aloka» (AnoHna) n pupmel «Hewlett Packard» B
M-mode 1 B-cekTopanbHOM pexmnmax ¢ UCMosib30BaHN-
eM mMmnynbcHon gonnnep 3IxoKIl. AuarHoctuky COCTC

nocnemlee OecaTuneTne XxXapakrepusyeTcs MH-

OCYLLECTBSAIN HA OCHOBAHUM OOLLLENPUHATBLIX KPUTEPU-
eB [9,10, 11].

Y kaxaoro naumeHTa onpeaensnm KOMMiIekc axokap-
anorpaduyeckmx napamMeTpoB: KOHEYHbIA CUCTONNYEC-
ki (KCP) n koHeuHbIn anactonunyeckmin (KOAP) pasmepsbl
JIEBOMO XENYA04KA C BbIYUCIEHNEM CTEMEHN YKOPOYEHMS
ero nepenHe3aHero pasmepa, ToNWnHa MeXKeNya04Ko-
BoV neperopoaku (TMXKI1) n 3agHen CTEHKM NeBOro xe-
nypouka B guactony (T3CJIX), pasmep nesoro npeacep-
avsa B gnactony. Mo dopmynam BblYUCAAAINCE KOHEYHbIN
cuctonuyeckuii (KCO) n KOHeYHbI AnacTonmyecknii 0o6b-
embl (KOO) neBoro xenyaoyka c onpeaeneHmem epakumm
Bbibpoca (PB), MuHyTHbIN (MO), yaapHbii o6bemsbl (YO),
cuctonuyeckui nHaekc (CU).

Mo pesynsratam OxoKI naumeHTbl GbiNM pa3aeneHsbl
Ha 3 rpynnbl: | rpynna — et ¢ N30AMPOBAHHBLIMU  @HO-
MasibHbIMKU XopgamMmu 1eBoro xenynodka (AXJ1X), Il rpyn-
na - AeTU C U30NNPOBAHHbLIM MPOSIANCOM MUTPasIbHOro
knanaHa (MMK), lll rpynna — getn ¢ AXJTK B coyeTaHum ¢
NMMVIK.

Mony4yeHHble pe3ynsTatel 06paboTaHbl C BbIYMCIEHW-
€M cpefHuX 3HaveHur (M), cpegHero kBagpaTuyHOro oT-
KJIOHEHUS, CpeaHel ownbKM (M) Kak B rpynne CpaBHEHMS,
Tak 1 B Tpex rpynnax ¢ CACTC. JocToBepHOCTb pasnu-
YMin MeXay rpynnamMm oLeHMBanacb Ha OCHOBE pacyeTa
kputepmneB CTbioAEHTA NPV AOBEPUTENbHbBIX NHTEpBanax
0,01-0,05. Ctatuctudeckas 06paboTka faHHbIX MPoBOAN-
nacb ¢ nomoLLbto nporpamMmmbl Excel ans Microsoft Office.

PesynbtaTbl M 06CcyxaeHue. Hanbonee 3Ha4MMbIMU
BHELUHVMUN (DEHOTUMUYECKMMN MPU3HAKaMU XapakTep-
HbIMUW OJ19 CUHAPOMA ANCMIA3NN COeAMHUTESNTIbHON TKaHW
(CAOCT) y noapocTKOB SIBUMCHL rMNEPMOBUIBHOCTb CyC-
TaBoB — 72,0%, HecTabunbHOCTb LLWEeWHOro otaena nos-
BOHOYHWMKa (LLUOMM) — 65,6%, HapylieHne ocaHku — 64,1%,
6,1€AHOCTb KOXHbIX MOKPOBOB — 56,5%), BbICOKOE UK ro-
Tnyeckoe HEBo — 53,9%, acTeHn4yeckoe TenocnoXxeHue
—49,9%, npupocLume Moykun — 34,7%, nedpopmauns rpya-
HoM kneTkn — 28,4%, aHomanus pedpakumm — 24,5%.

Ha 9KI" pernctpupoBancb HapylieHus obpa3oBaHuns
umMmnynbca y 92,2%, HapylieHus npoeognmMocTtn y 17,9%
naunenToB ¢ COCTC (y 3nopoBbix 40,5% u 5,4% cooT-
BETCTBEHHO). HapylueHns npoLeccoB penonspusaumm
coctaBunm 17,5% y 6onbHbix ¢ CACTC u 5,4% B rpynne
300pPOBbIX.

HapyweHre ob6pa3oBaHus MMMybca NpencTaBieHo
B BUAE CUHYcOBOW aputMmum (23,1%), cuHycoBol 6paau-
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Ta6bnnuya
3xokapauorpadunyeckme nokasaresnu y geren m nogpocrtkos ¢ CACTC (M + m)

Mokasarenm 3?(;583;"6 | rpyé;(: (>E=63) I rpynrll'll\;”(<n=53) i Txﬁﬁﬁ’fﬂé@
TMXI, MM 0,7 +0,01 0,7 0,01 0,7 0,03 0,7 +0,01
T3CJDK, Mmm 0,7+0,01 0,7+0,02 0,7 +0,01 0,7+0,02
Jin, mm 2,9+0,1 2,7+0,1 2,8+0,1 2,9+0,1
KAOP, Mmm 4,3+0,1 4,2+0,1 4,4+0,1 4,4+0,1
KCP, MM 2,7+0,1 2,6+0,1 2,7+0,1 2,8+0,01
KOO, mn 83,7+1,5 80,2+2,2 89,2 +2,0** 88,6 £2,1***
KCO, mn 28,5+1,9 26,8+ 1,4 28,4+1,9 28,1+1,2
YO, mn 55,2+ 1,0 56,3 + 1,0* 59,7 £1,7** 59,7 £ 1,1***
MO, m5i/MUH 4525,1 £127,8 4648,4 £ 173,6* 4913,4 £ 173,6** 4856,0 = 170,0***
CW, Mn/MUH/M?2 2874,5+73,2 3477,4 £120,3* 3511,6 £ 104,8** 3313,9 £ 96,2***
DB, % 64,4+ 1,1 69,8+ 1,1* 69,0 £ 1,2** 68,0 £0,9***
DY, % 35,1+0,7 37,9+0,9* 38,8 £1,0** 38,4 +0,7***

lpnmeyarHmne. * (p<0,05)- AOCTOBEPHOCTb Mexay rpynnos ¢ AXJIXK (I) v 3q0poBbiMu; ** - 0CTOBEPHOCTb MEXAY rPyInou

c MK (II) u 3q0poBbiMn; *** - OCTOBEPHOCTb MeXAY rpynnoi ¢ coyetaHnem AXJIDK+TMK (III) v 340p0BbiMU.

kapamn (19,3%). SkcTpacuctonua Bctpedanaceb y 12,3%
[eTen, Npu4em cynpaBeHTpuKynsipHas e€é ¢gopma Cco-
ctaBuna 18,0%. OcTtanbHble BUObl apUTMniA pacnpenenm-
n1chb creayowmmM 06pasom (rno ybbiBatoLLel): cMHycoBast
Opaamaputmus - 9,1%, Murpaumst BOoUTENs CEPOEYHOro
putma - 7,4%, cuHycoBas Taxukapaus - 3,7%, yepenosa-
Hue AByx puTMOB - 3%. HenonHasa 6,10kaaa NnpaBoit HOXKM
nyyka 'vmca peructpmuposanacb B 12,0%, cuHOPOM paH-
HEN penonapmnaaLnm Xenyanoykos — B 5,5% cnydaes.

CunHYCOBYIO apuUTMMIO B rpynne 340pPOBbIX AeTen u
noapocTkoB obHapyxmnn B 13,5% cnydaes. Ha cuHyco-
Byl Opagukapamio U Taxmkapguio npuwnocb no 8,1%.
Hecneuunduryeckne HapyLeHnd MNpoLEeCcCOoB pPernosspu-
3aumnmn obHapyxeHbl Npn CACTC B 19,4% cny4yaes, T.e.y
kaxaoro 10-ro pebeHka.

MpaHuubl cepaua y 89,0% peteinn ¢ COCTC 6binn B
HopMe, Y 11,0% oTMeYeHO He3HaYNTENBHOE PacLUMpPEHME
neBoro xenygouka. Y 86,7% ob6cnenoBaHHbIX BbICYLLN-
BaJIOCb yCUneHve | ToHa Ha BEPXYLLKE B CO4ETAHUM C CUC-
TONMYECKUM LLUYMOM, yCUAMBAIOLWMMCS nocne Gusnyec-
KOV Harpy3ku 1 B MOJIOXKEHUN CTOSA.

B cocTosHuM nokost axokapauorpaduyeckne nokasa-
Tenny neten nnogpoctkos ¢ CACTC B 60NbLUMHCTBE Chly-
4YaeB He OT/IYaNUCh OT NokasdaTenein 300PoBLIX (Tabn.).

JocTtoBepHasa pasHuua yCTaHOBMEHA B MOKasaTensx,
B OMPELENEHHON CTEMNEHN XapaKTepU3YIOLLMX TOHYC M-
okapaa. OTMe4deHo yBenuyeHue yoapHoro obwema (YO),
MWHYTHOro o6beMa U CyLLECTBEHHbIE Pa3nnyMs B napa-
MeTpax dpakumm Beibpoca B |, Il n lll rpynnax 60nbHbIX,
B nokasatenax dpakumm ykopodeHus y aetenn ¢ AXJTK,
MMK n ¢ codetanmnem AXJIX n MMK. YoapHbin 06bem Ha-
xoamncst B 00paTHOM 3aBUCKMMOCTU OT YMCa CEPAEYHbIX
cokpauleHuii (HCC). Takas B3aMMOCBSA3b NOKa3bIBAET, HTO
yMmeHbleHne YO KOMMNEHCUPYETCS NOYTU UCKIIOYUTESb-
Ho YCC, a npu passutuun Taxukapaun YO ymeHbluaeTcs
BCNeACTBME HELOCTATOYHOrO 3aNoSIHEHVS KaMep cepaua,
NpVBOASA B CBOK OYEPEb K yXyALLeHUo paboTbl Mrnokap-
ha.

Otmevanack TeHaeHums K yBenundeHuto KOO neBoro
xenypnoyka, C/ npesbillan COOTBETCTBYIOLLME MOKa3a-
Tenu B rpynne 340poBbix Aetent (p<0,05). NameHeHne
yKa3aHHbIX MapaMeTpoB CBUAETENLCTBYET O HaAMYUK
dopmupyowenca runepdyHkummn mmokapaa. Mopdosno-
rMYeckrM NPOosIBIIEHMEM Takol dopmMupyloLLencs runep-
OYHKUMN CIYXUT TEeHAEHUMS K yBenndeHuto TMXXIT v pas-
Mepa NeBoro npeacepaus.
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Heobxoammo oTMeTuTb, 4To B rpynnax NMMVIK n coveta-
Hng AXJTK v NMMK nmenunce 1e nnn nHble daktopsbl, BAU-
AlI0LMEe HA YPOBEHb FEMOAMHAMUYECKUX MOKasaTenen,
Takue Kak remogmHamuyecku 3Hadmmblrt NMMK, HepocTa-
To4yHocTb MK, kotopasi npu NMMK coctasuna 7,5%, npu
coyeTaHum AXJTK n NMMK - 26,2%. MuTtpansHas perypru-
Tauus |l cteneHn Bctpedanack npu NMMK B 26,4% cny4yaes,
npu codeTaHnm AXIDK u NMMK - B 26,2%.

Opyrue nposeneHna CACTC, a uMeHHO: nponarc Tpu-
KyCMuAanbHOro, aopTasbHOro KianaHoB, KanaHa neroy-
HOI apTepun, ABYCTBOPYATHIN KnanaH aopTbl, aHOMaNbHO
PacnonNoXeHHbIE XOPAbl MPABOro Xeyanoyka, aHeBpmamMa
MEXNPeacepaHOnN NN MEXOKENYA04KOBOV Neperopoaku,
He0CTaTO4HOCTb KNanaHoB 1 Apyrue BCTpeYanncb pexe.
OTtmevanocsk codeTtaHne CACTC ¢ ancdyHkumen knanaHa
neroyHowm aptepun y 49,2% nauveHToB, NpuUYemM B rpynne
netein ¢ NMMK -y 2/3 petein. JuchyHKUMS TPUKyCnuaasnb-
HOro knanaHa otmevanacb B 40,9% cny4daes. Mpu MMK
amncoyHkuma TK 3apernctpmpoBaHa y Kaxgoro BToporo
peberka. B 34,1% cnyyaeB BCTpeyanacb perypruraums
Ha TpuKycnuaansHom knanaHe | ctenedn, B 10,4% — I
CTeneHu.

Takum o6pasom, y getein n nogpoctkoB ¢ CACTC BbI-
SBMIEHbl KaK cneumduyeckme (Hannynme M3MeHeHWr no
naHHbIM IxoKl), Tak 1 Hecneundunyeckme axokapamor-
paduyeckne npusHaku (ysenudeHue KOO neBoro xeny-
nouka, MO, ©B), no3BonsioLLmMe roBOPUTL O HAMYUX NPU
aucnnasum COEOVHUTENbHOM TKaHW HaydaibHOW runep-
dyHKLMN Mrokapaa. ATo cocTosiHMe obecneynBaeTcs He
TOJIbKO YCUJIEHMEM WHOTPOMHBLIX BAUSHWUIA, HO N yBENU-
YEHMEM MOLLHOCTU MeMBpPaHHbIX CUCTEM MUTOXOHOPWIA,
obecneynBaloLmMx CTabubHOE MOBBILLEHNE WHTEHCKB-
HOCTU OYHKLIMOHUPOBAHNSA CTPYKTYP.

Mpw onpeneneHnn nokasartesnen reMoanuHaMuKn ue-
necoobpas3Ho Mx COMOCTaBNEHWE C BO3PACTHbIMU HOP-
MaTMBaMu, YTO OaeT BO3MOXHOCTb OLEHUTb COCTOsIHME
CUCTEMbI KPOBOOOPALLEHNS.

BakntovyeHune. Takum 06pa3oM, COCTOSIHNE CUCTEM-
HOro KPOBOTOKA Y AeTeN C ManbiMy CEPAEYHbIMM aHOMa-
NNGMU CBUAETENbCTBYET O CHMXEHUM aO4anTauVOHHbIX
BO3MOXHOCTEN CepAeyHO-COCYANCTON CUCTEMbI 3a CYeT
CABUIrOB B AVIHAMUKE W QHEPreTUKM CEPAEYHOr0 CoKpaLLle-
HU, HAPYLLUEHNI BereTtaTtuBHOM perynaumn. YeseandeHume
yOapHOro, MUHYTHOrO O6bLEMOB cepAua U CEPLAEYHOro
VHOEKCA MOXHO CHMTATh PAHHUMU MPU3HaKaMm Hanpsixe-
HUS OYHKLMOHASIbHBIX BO3MOXHOCTEN cepaua 1 CoOCyaoB.



MEAULIMHCKUIA BECTHUK CEBEPHOTO KABKA3A, Ne 2, 2008

Y nonaBnsaoLWero Yynucna nauneHToB B 06ecrneyeHmnm Kpo-
BOOOpPALLEHMS TNaBHYIO POJib UrPaeT COCYAMUCTLIN, a He
cepaeyHbIn KOMNoHEHT. MiccnegoBaHue cocTtosiHug BHC
nyTeEM OLLEHKN BapnabenbHOCTV CEepAeyHOro putMma Bbl-
ABMUNo Npeobnagatollee BANsHNE CUMNATUYECKOro oTae-
na Ha npouecchl remoguHammkn. C 4oCcTaTto4yHO BbICOKOM
yactoTtoi y petein ¢ CACT anarHoCTUpyoTCs HapyLleHns
CepaeyHOro puTMa, 4To Takxke NPUBOANT K CHUXKEHNIO 3d-
dekTMBHOCTN paboThl cepaLa. YcyrybnseT cutyaumio Ha-
Nn4me BbICOKOIO MPOLIEHTA OCNIOXHEHWIA B BUAE HEA0CTa-
TOYHOCTW KJlanaHHOro annapaTta cepaua U CTPYKTYPHbIX
M3MEHEHMN MMokapaa.
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COCTOSAHUE LLEHTPAABHOW TEMOAUHAMUKH
Y AETEU U NTOAPOCTKOB C CUHAPOMOM
ANCNAA3NUN COEAUHUTEABHOU TKAHU CEPALLA

A.C. KAAMBIKOBA, H.M. MNALLEBA

O6cnenosaHo 200 getei 1 noapocTkos (99 manbymkoB 1 101
nesoyka) B Bo3pacTte oT 12 oo 16 net ¢c cuHapomom. pynny cpae-
HeHus cocTtaBunm 37 NALMEHTOB TOrO Xe BO3pacTa, Yy KOTOPbIX
npu OxoKIm He AnarHoCTMPOBaIMCh Masible aHOManum cepaua.

Hanbonee 3Ha4NMbIMU BHELUHUMU DEHOTUMMYECKUMN NPU-
3Hakamu CACT siBunncb rmunepmMobusibHoCcTb cycTtaBoB — 72,0%,
HecTabunbHocTb LLOM - 65,6%, HapyweHue ocaHkn — 64,1%,
651e4HOCTb KOXHbIX MOKPOBOB — 56,5%), BbICOKOE 1SN roTU4eckoe
Hebo — 53,9%, acTeHunyeckoe Tenocnoxexue — 49,9%, npmpoc-
e Moyku — 34,7%, nedopmauuns rpyaHon knetkn- 28,4%, aHo-
Manus pedppakumm — 24,5%.

Mpn oueHke axokappuorpaduyeckmx nokasartener OOoCTo-
BEPHbIE PA3NNyYnsA YCTAHOBMEHbI B [AAHHbIX, XapaKTepU3yioLmx
TOHyC Muokapaa. OTMeyYeHo yBenmyeHne yaapHoro v MMHYTHOro
06beMOB B NapamMmeTpax ¢ppakumm Bbibpoca 1 ppakumm ykopoye-
Hus BO Bcex rpynnax ¢ CACTC.

YCTaHOBNEHO, YTO COCTOSIHME CUCTEMHOIO KPOBOTOKA Y Ae-
Telh ¢ ManbiMU CepaeyHbIMU aHOMasIUSIMN CBUAETENLCTBYET O
CHWXEHUM afanTauMOHHbIX BO3MOXHOCTEN CepaevyHO-Ccocyaunc-
TOl CUCTEMbI 32 CYET CABUIOB B AUHAMUKE U 3HEPreTuke cep-
0EYHOr0 COKpalLeHUs, HapyLleHWA BereTtaTuBHOM perynsaumn.
YBenuyeHune yaapHoro, MMHYTHOro o6bemMoB cepaua U CUCToN-
4eCKOro MHAEKCa MOXHO CYMTaTb PAHHUMW NPU3HAKaMu Hanpsi-
XeHUs GYHKLIMOHaNbHbIX BO3MOXHOCTEN cepAua 1 COCyA0B.

KnioueBble cnoBa: CMHOPOM AMCMIA3UN COEANHUTENLHOM
TKaHW cepaua, LeHTpanbHas reMoanHaMuKa, axokapanorpadu-
yeckue nokasarenu

CONDITION OF CENTRAL HAEMODINAMICS IN
CHILDREN AND TEENAGERS WITH HEART
CONNECTIVE TISSUE DYSPLASIA SYNDROME (HCTDS)

KALMYKOVA A.S., PATSEVA N.P.

200 children and teenagers (99 boys and 101 girls) in the age
of 12 -16 with syndrome are surveyed. The group of comparison
was made of 37 patients of the same age for whom at echocardi-
ography heart micro anomalies were not diagnosed.

The most significant external phenotypical signs of HCTDS
were hypermobility of joints - 72,0 %, instability of servical part
of the spine - 65,6%, bearing disorder - 64,1 %, pallor of the skin
- 56,5 %, the high or Gothic palate - 53,9 %, an asthenic constitu-
tion - 49,9 %, adhered ear lobes - 34,7 %, deformation of a thorax
- 28,4 %, anomaly of refraction - 24,5 %.

At an estimation of echocardiographic parameters, authentic
distinctions are established in the data describing a tone of a myo-
cardium. The increase in beat and minute volumes in parameters
of fraction of emission and fraction of shortness in all groups with
HCTDS is marked.

It is established, that the condition of a system blood-flow in
children with heart micro anomalies testifies to decrease in adapt-
able opportunities of cardiovascular system due to shifts in dy-
namics and power of heart reduction, and infringements of veg-
etative regulation. The increase in beat, minute volumes of heart
and systolic index can be considered early signs of a tension of
functionalities of heart and vessels.

Key words: heart connective tissue dysplasia syndrome
(HCTDS), central haemodynamics, echocardiographic param-
eters
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AUCNAA3UA COEAUHUTEABHOW TKAHM
U AUACTOAUYECKAA AUCPYHKLUA NPU UBC
B ACMNEKTE B3AUMOCBA3N C APUTMUHECKUM

CUHAPOMOM

M.E. EBceBbeBaq, E.A. BAacsHu, O.H AAeUHUK
CTaBpONOAbCKAS FTOCYACQPCTBEHHAS MEAMLMHCKAA AKAAeMUSA

OEeHUMs K YBeJIMYeHUIO KonnyecTBa 60JibHbIX C

pasHoOO6pa3HbIMU aPUTMUAMU, YTO CBA3AHO KaK
C nepepacnpepeneHuemM npodunsa OMUHUPYIOLLNX
B nonynsuuu 3aboneBaHuil, Tak U C yJy4lleHUEM
Ccnoco6G0B ANarHOCTUKU AaHHbIX NAaTOIOMM4YECKUX CO-
ctosiHui [5]. o 50% cny4yaeB KapANOBACKYJIIPHbIX
cMepTeil B 3KOHOMUYECKMN Pa3BUTbIX CTpaHax obyc-
JIOBJIEHbl BHE3amnHbiM pPa3BUTUEM aPUTMUYECKUX
coObiTuin [3]. CornacHo moknagy 3akcneptos BO3,
KaXkablii TpeTuii GONbHOW C cepaevyHo-cocyauc-
TOlM nartosiorvei cTpajgaeT HapyleHusMuU puTma
(WHO,1996). OcHOBHbIM ¢akTOpOM Ppa3BUTUSA MO-
AOOHbIX ocnoxHeHuii aengetca UBC, kotopasa cny-
>XXUT OAHOBPEMEHHO [J1IaBHOM MPUYMHON KaK cepaeyd-
HO-COCYAMUCTON, Tak n obweit cmepTHocTm [1,10].
UmMeHHO uvwemus mMumokappaa, ero noBpexpeHue wu
nocTuHapKTHOE peMoAe/IMpoBaHMe C pa3BUTUEM
cepAe4yHoil HeJoCTaTO4YHOCTU FBNSIOTCH Haubonee
YacTbiMU NMPUYUHAMM BO3HUKHOBEHUS 3NeKTpuyec-
Kol HectabunbHocTu [5]. B Gnuxaiiwume roabl oc-
HOBHbIE yCUnUs B 061acTU KapAuoiorum, Kapamoxu-
pyprum u gpyrux cMeXxHbix cneumanbHocTel 6yayT
HanpaeJieHbl Ha pelweHue NpoGseMbl NPOPUIAKTUKA
BHe3anHom ceppgedyHon cmeptu [11]. E€ npuumHa-
mMmu B 80% cny4aeB SIBNSIIOTCA XeJyA04KOBble Taxu-
Kapaun unu budpunnauus XXenyao4ukoB, OT KOTOPbIX
B NEepByio o4yepeab yM1UpaloT 60sibHble C cepaevyHoun
HEe[0CTaTOYHOCThLIO .

AKTYanbHOCTb Npob6aemMbl apuTMnin cepaLa obycnoB-
neHa elg psaom ob6CcToATeNbCTB, Cpeay KOTopbIX YacToe
OTCYTCTBME XenaemMmoro adpdekTa OT Tepanum, yxyaleHme
KQ4yeCTBa XM3HN Taknx 60NbHbIX BMIOTb OO YTpaThl TPYy-
[0CrnocobHOCTH, a Takke 6osblMe 3KOHOMUYECKME 3a-
TpaTtbl Ha neyeHune. NocneaHee 06CTOATENLCTBO NPUOAET
npobnemMe He TONbKO MeaULIMHCKOE, HO 1 60/bLLIOE COLM-
aNbHO-9KOHOMUYECKOE 3Ha4YeHre. Hepeakoe OTCyTCTBUE
pesynbTata OT aHTMapUTMUYECKON Tepanuu OUKTYET He-
06X0AMMOCTb AaJIbHENLLIErO YTOYHEHNS BO3MOXHOM POSn
HEe pacwn@pPOBaHHbIX A0 KOHLA, HO MNaTOreHeTU4ecku
3Ha4MMbIX (PakTOPOB apUTMOreHesa, a Takxke pa3paboT-
K1 NOAXO0O0B K X AOMONHUTENbHOM KOPPEKLUMN.

HecmoTps Ha HanMYne HECOMHEHHbIX YCMEXOB B
pas3BUTUN apUTMOJIONK, HEKOTOPbLIE acnekTbl MPOo6eMbl

BHacTosm.l.ee BpeMs oTMeuvaeTcd rnobdanbHasa TeH-
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KOPOHAPOreHHbIX aPUTMUIA OCTAIOTCH NPAKTUYECKN HE UC-
cnepoBaHHbIMU. K nprMepy, He OueHeHa BO3MOXHast POJib
aucnnasum coeamHuTenbHol Tkadn (ACT) kak AononHn-
TenbHoro daktopa aputmoreHesa npu MBC. XoTa kK HacTo-
ALeMy BpeMEHN HaKOMAeHO HEMaSO0 AaHHbIX, CBUAETENb-
CTBYIOLLMX O TOM, YTO Masible aHomManuu cepgua (MAC) B
BUAE NPONancoB KianaHoB, AOMOHUTENbHBIX XOP4, Camu
no cebe npeapacnonaraoT K pasBUTUIO HAPYLLUEHWUA pUT-
Ma cepaua. Oco6eHHOCTM B3aMMOCBS3EN Mexay apuT-
MUSIMU N COCTOSIHMEM AmuacTonuyeckonn dyHkummn (D)
muokapga npn MBC Takxke ocTaloTCs HE BbISCHEHHbBIMU.
BmecTe ¢ TeM umeloTcs AaHHble [8], ykasbiBawollye Ha
B3aMMOCBS3b Mexay Hanndnem MAC 1 ouacTonmyeckom
ancdyHkumen (O4).

Llenb nccnepnoBaHust - oNTUMM3NPOBaTh ANArHOCTUKY
1 NleYeHne apuTMmyeckoro cungpoma npm MBC y Tpyaooc-
NOCOBHOr0 KOHTUHIEHTA C YY4ETOM NPU3HAKOB AMCnNasnum
COEONHUTENbHOM TKaHU U ONacTOIMYECKON ANCHYHKLMN
nesoro xenygodka (44 JIXK).

Matepuan n metogbl. O6cnenosaHo 111 60NbHbIX
MBC B Bo3pacTte oT 45 0o 55 neT, KOTOPbIE NEYUNUCH B
KapamonorniyeckoMm otaeneHum Ne2 KpaeBoro kapamo-
norunyeckoro gucnaHcepa r. Crasponons no nosoay MBC,
HecTabunbHoOM cTeHokapauu IIB  knacca no knaccuou-
kaumm C. Hamm n E. Braunwald (2000). Bce 6osnbHble
nMenn aptepuanbHyto runepteHsuto (AlN) -1l cteneHn n
He NepeHoCcUn B NPOLLIOM MHGApPKT Mrnokapaa. C uenbto
M3y4eHns BO3MOXHOM B3aumoceasn ACT, A0 v aput-
Muyeckoro cuHgpoma npn MBC 6onbHble noapasaens-
JINCb HA TPU TPYNMbI:

1-a rpynna (41 yen.) - nauveHTsl ¢ MBC 6e3 OCT u
00 7K.

2-a rpynna (50 4en.) - 6onbHble MBEC, npoTekatoLen
Ha ¢doHe ACT (MBC +4CT).

3-arpynna (20 4en.) - 6onbHble NBC, npoTekatoLen Ha
doHe codeTaHHoro npucytcTeua A4 JDKn ACT  (MBC+
OCT+A.40 JIXK).

3aknoyeHne o HectabunbHoi cteHokapaun (HC)
dopMmnpoBaNocb B COOTBETCTBUM C PEKOMEHOAUNAMU
BHOK (2004) n ESC (2007) Ha OCHOBaHMM OTpPULATEb-
HOro pesynbrara TPOMNOHWHOBOrO TecTta T, HOPMasnbHOrO
YPOBHS1 Kapauocneumbunieckmx GepmMeHToB, Npu Hanu-
ynn 6onesoro cuHapoma u cootseTcTryowmx Kl name-
HEHWIA.
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Ta6bsnya 1
KﬂMHMKO-MHCprMeHTaanaﬂ XapaKTepucTtuka 60/1IbHbIX
1rp. 2rp. 3rp.

fokazareny VBC (n=41) MBC+ACT (n=50) NBC+A+ACT (n=20)
BospacTt 52+4.6 49,8+8.9 51+4.8
Mon (m) 21 34 11

() 20 16 9
KopoHrapHbiii aHamHes (n1eT) 4,721 5,5+1,2 5,1+2,2
Yucno cturm 2,5+0,2 6,5+0,5 7,2+0,6
MMK,
a6c.(%) 0 16 (32) 12 (60)
AHeBpuama MXITT,
abc. (%) 0 5(10) 5 (25)
APX, a6c. (%) 0 29 (58) 20 (100)
B T.u. coveTtaHue MAC,
abe. (%) 0 14(28) 17(85)
VE/VA 1,5%0,1 1,4%0,2 0,6%0,2
T dect, Mmc 192411 186,0+13,0 319,5+33,1
IVRT, mc 72,046,0 78,048,0 139,4+13,8

lMpumeyaHune. NMK- nposaanc MutpasabHoro KaanaHa;, APX — aHoMmasibHO pacrnosioxeHHas xopga, Ml — mexnpescepaHas
neperopoaka; MAC — masnble aHoManmn cepaua; VE/VA COOTHOLIEHME MMKOBbLIX CKOPOCTEHN paHHEro u rno3gHero AMacro-

JINYECKOro HaroJsiHeHus JIXK;
paccnabneHns JIK.

B ocHoBy noppasneneHns naumMeHToB Ha TpU rpyn-
nbl Nernn peadynbraTbl X GEHOTUNNYECKOro aHanmsa 1
Y3W-nokasatenu TPaHCMUTPANbHOrO TOKA KPOBU, Xa-
pakTepuayiowme coctosaHue AP JIK (tabn.1). deHo-
TUMNYECKUIA aHaNM3 nogpasymMmeBasl aHanm3 BHELUHUX
CTUIrM An33amOpuoreHe3a B COOTBETCTBUU C [MarHOC-
TUYeckom KapTon, BkoYatowen 6onee 60 nprU3HaKkoB.
Onsa mncknoyeHns BAUSIHUS BO3PACTHOro ¢akrtopa Ha
NPeACTaB/IEHHOCTb TEX WM UHbIX CTUTM C LEebio Mo-
BbILLUEHUS OOBEKTUBM3ALUM UX OLEHKM OTOMpanunch
OonbHble B Bo3pacTe oT 45 oo 55 net. MNMepBasa rpynna
605bHbIX GOpPMMpPOBaNachb No NPU3HaKy HaNMYUS CTUTM
nn3amMbpuroreHesa B KOJIMYECTBE TPEX U MEHEE N OT-
cytctBua MAC, BTopas u TpeTbsd — MO HaIMYMO Ye-
ThipEx 1 6onee cturM. Cpean 60ONbHbIX U3 NMOCEOHUX
rpynn oco6o y4ynTbiBanucb obnapartenn 6onee wecTtu
CTUrM OM33ambpuroreHesa kak HOCUTENN BbIPAXEHHOMN
ctenenn ACT. CneayeTt oTMETUTb, 4TO Cpeav npeacra-
BUTESNIEV BTOPOI 1 TpeTben rpynn nogasnsiouiee 60/b-
LUMHCTBO 60JIbHbIX OTINYANOCh HAIMYMEM KaK MUHUMYM

% 60 *
50

404

ouBC
ok B UBCHICT

30 =

201

10+ v

@ K3 Kb K3

Puc. 1. CnekTp aputMuii y 6onbHbix UBC c yueTom Ha-
nnuma ACT no pesynbtatam CM 3Kr.
lpumeyaHue. *- p<0,05, **- p<0,01.

T dect - Bpemsi 3amenneHusi paHHero HanosHeHus1 JXK; IVRT - BpeMsi n30BOIIOMUYECKOIro

onHo MAC. BonbHble BCex TPEX rpynn nayvyasancb Ha
npeaMeTr 0COOEHHOCTEN HapyLUeHUl putMa U pPemMo-
LennpoBaHns NONOCTeEN cepaua.

B nccneposaHue He Bknto4anu 60nbHbIX ¢ XCH IV OK
no knaccunoukaumm NYHA, nepeHecLunx ocTpbi MHapKT
Munokapga (OMM); ¢ usmenenmsamm 3K, 3aTpyaHSA0LWMMI
nHTepnpeTaumio komnnekca QRS n cermeHTa ST (6n0ka-
[0V HOXeK ny4yka ['Mca, Hannm4yMem NCKyCCTBEHHOrO BOAM-
Tens puTMa, HapylweHneM BHYTPUXENYya04YKOBOW MPOBO-
anmocTn — komrekc QRS 6onee 110 Mc); ¢ MOCTOSAHHOWA
dopmMon TpeneTaHUs UM MepLaHnsa npeacepani; ¢ kna-
MaHHbIMW MOPOKaMu ceppua; C HeyOoBNeTBOPUTESIbHON
BU3yanusaumen cepgua npu BelinoaHeHun Ixo-KI; ¢ Ta-
XEenbIMU COMNYTCTBYIOLLMMU 3a00/1€BAHNAMMU.

Mpn npoBeneHUn ynbTPa3BYKOBOrO WCCAEA0BaHUS
cepaua ocoboe BHMMaHMe obpallany Ha Haam4me ero ma-
JbIX aHOManNuii (Nponanckl KNanaHoB C NPU3HakKamMn MUK-
COMaTO3HOW AereHepaumu CTBOPOK, aHespuama MIIM,
aHOMasIbHO PaCnoNOXeHHble XOpAbl U Ap.) U COCTOsSHME
Od JIK. YnbTpasBykoBOe ucCCremoBaHue cepaua ocy-
LWEeCTBASANIOCh HA YNbTPa3BYKOBOM LMGPOBOM annapare
«Vivid-3» (Generalelectric,USA). Insi oLeHKN COCTOSIHUS
anacrtonuyeckor oyHkuum JIXK npoBoamnn OByMeEpHOE
CeKTopanbHOe CkaHupoBaHue, gonnepdxoKl B umnynb-
CHOM U MOCTOSAHHO-BOJIHOBOM pexmmax, LBeTHOe KapTu-
poBaHue kpoBoToka. Onpenenanu cnenyrolime napameT-
pbl:

- NMUKOBYID CKOPOCTb PaHHEro AMacTOfIM4EeCcKoro Ha-
nonHeHus — E, m/c;

- NMUKOBYIO CKOPOCTb NO3AHEr0 AMACTONNYECKOro Ha-
NoNHeHns — A, M/C;

- CoOoTHOLWeHue E/A;

- BPeMsa 3aMelJIeHUs paHHero HanosHeHusa JDK -
B3PH JTX, mc,

- BpeMs U30BOJIIOMUYECKOro paccnabnexHns JIXK - BUP
JIXK, mc.

3a ocHoBy onpegenenuns tuna AL 6binn B3ATHI pe-
KomeHpaumn EBponenckon nccnenoBaTesibCKOn rpynnbl
no AMacToNNYECKOM cepaeyvHon HegocTaTtoyHocTm (ESC,
1998). HepecTpukTuHbili TN AL KOHCTAaTMpOBaIM Npu
HaNM4YMM CnepylLWmx napaMmeTpoB TPAHCMUTPANLHOIO
TOKa KpOBU — Npw oTHoweHun E/A<1, ygennyeHum — B3PH
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Ta6sinya 2
MokasaTtenn CM 3Kl y 6onbHbix UBC c yuétom [ACTC u A4 JTXK
1rp. UBC 2 rp. UBC+ACT 3rp.
MokazaTenn - L MBC +ACT+4/, P
(n=41) (n=50) a
(n=20)

. . N P.-,. 0,382
Makc. HCC 115,4+15,9 109+29,3 138,8+19,5 p,-,. 0,001
. . . P,-, . 0,769
MwuH.4CC 54,8+12,1 50,1+15,9 49,3197 p,-,_ 0,601
Yacrasn X9, P,-,_0,001
266 (%) 2 (4,9) 13(25,0) 10 (50,0) b-r 0,001
. . . P,-, . 0,001
K3 B yac 76,3+12,6 193,0+28,0 256,0+15,5 p,-,_ 0,001
0 P,-, 0,001
XB, a6c. (%) 0 3(6,0) 8 (40,0) D-r 0,012
9 P.-,=0,001
MapHas X3, abc. (%) 0 9(18,0) 9(45,0) p,-,= 0,001
9 P.,-,.0,011
CBT, a6c. (%) 5(12,2) 6(12,0) 5(20,0) p,-, 0,002
9 P,-,.0,001
C-mM WPW, a6c. (%) 0 5(10,0) 2(10,0) b-r 0,128
9 P,-,. 0,001
XT, abc. (%) 0 2(4,0) 7 (35,0) D-r 0,001
9 P,-,. 0,001
@, abe. (%) 10 (24,0) 28 (56,0) 15 (75,0) Do-r 0,001
CoyeTaHHble HapyLLIeHNS pUTMa, P,-,_0,001
a6c. (%) 2 (4,9) 10 (20,0) 14 (70,0) p,-,. 0,001

JIK>220mc; yBenndernn BUP JIXK>90-100 mc.

CM BKT ocyuwiecTtsnsnm ¢ noMmoLbio npudopa « Kap-
onotexHnka-04-3P» (CaHkT-leTepbypr), cocToawero n3
XONTEPOBCKOr0 TPexKaHaIbHOro MOHUTOPA U YCTPOIACTB,
obecneuvBaoLLMx aHann3 gaHHbix AKIM 1 nevaTb OTYETOB.
[na nony4yeHns KONMYEeCTBEHHbIX XapakTepucTuUK cepaey-
HOro pUTMa B XOE MUCCNenoBaHnsa perncTpuposann ma-
CUMasIbHYI0, MUHUMAsbHYIO 1 cpegHioto YHCC, konn4ecTso
3MM3040B CYNpPaBEHTPUKYNSPHON Taxmkapaum, AB-yano-
BOW Taxukapamm ¢ y4acTUeM OOMOJIHUTENbHbIX MyTel Npo-
BegeHus (AMMM), mepuaTenbHOM apuTMMN, XXENYA04KOBOWN
Taxmkapaoun, KOJIMYECTBO SKTOMUYECKMX akKTUBALMA B
MWHYTY, B 4ac U 3a CYTKW, BPEMS MOSABIEHUSA CMELLEHWNI

% 507
45-
40+
35,
30
25+
20-
151
10

1rp 2rp 3rp 4rp

Puc. 2. BctpeyaeMoctb X3 y 60nbHbIX UBC € yueTtoM
Aa JXK v ACT.
***p ,,<0,001; ***p  .<,0,001; *p,,<0,05.
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cermeHTa ST, Ux NPOAOIIKMTENBHOCTb 1 amnnuTyny, YHCC
B 9TOT MOMEHT, @ Takke MPOAOIKUTENBHOCTb MHTEPBana
QT. CM 3KT npoBoannu B Te4YEHME NepBbIX CYyTOK MOCTYM-
NEeHNs B OTAENEHME.

Mpu 06paboTke MONyYEHHbIX AaHHbLIX UCMOJIb30BaIn
METO/bl BAPUALMOHHOW CTAaTUCTUKM C MOMOLLLbIO KOMMbIO-
TepHbix cuctem «Microsoft Exel» n «Biostat». Mo meTtony
LLannpo-Yunkn onpegensanu Tun pacnpeneneHns npu-
3HakoB. [laHHble NpeacTaBAann B BuAe cpeaHnx apyudme-
TUYECKUX U MX OLIMOOK. [ANns BbISBNEHUS MEXIPYMMNOBbIX
1 BHYTPUIPYNMOBbLIX Pa3nnynii NpUMeHsM ogHobakTop-
HbIi AUCNEPCUOHHBIN aHaNM3 C BbIYUCIEHNEM [BYXBbIOO-
poyHOro t-kputepusa CTbioaeHTa, a AN CPaBHEHUS OTHO-
CUTENbHBIX BENIMYNH NCMNOIb30BaIN KPUTEPUIA X2, cumTas
MX 3HAYEHMS CTaTUCTMHECKM 3Ha4YMMbIMK Npu p<0,05.

PesynbraThl 1 06cyXxaeHue. B npouecce cpaBHuU-
TEIbHOIO N3YYEeHNS KONNYECTBEHHbIX AAHHbIX CYyTOYHOrO
MoHUTOpupoBaHms IKI y 6onbHbIX MBC ¢ yyeTom npu-
3HakoB [CT BbISBNEHO NMPUCYTCTBUE 3AMETHOIO BINSIHUSA
rnocnegHen Ha apuTMoreHes cepaua (puc.1, Tabn.2). Tak,
K3 BbIfiBNIeHa B HECKO/IbKO pas yalle npu Hanndmn OCT,
npuyemM Hepeako B Hanbonee HebGnaronpPUATHbLIX 4J1s1 1PO-
rHosa popmax — B BUAE PUTMUPOBAHHOWN BUrEeMUHUN UK
napHom akcTpacucTonmu. XXenyno4kosas Taxmkapaus pe-
rMcTpUpOoBanach uLlb B Cllydasx COYEeTaHHOM NaTonornm
cepaua. Y Takux 60MbHbIX Takke OTMedeHbl cnydam Ol
KoTopasi nHorga 'y 6onbHbix MBC pacueHvBaeTcs kak npe-
aukTop Gubpunnaumm xenyao4kos. AT BeIABAEHbI NNLLb
y nny, ¢ npusHakamun OCT. Kaxabii ecatbii 3 rpynnbl ¢
COYeTaHHOW NaToNIorne OTANYaNCcsa Hann4YneM NapokKcmn3-
mMoB AB-y3noBon Taxukapaum ¢ ysactmem ANM. Jokasa-
HO, 4TO MPUCYTCTBME YKa3aHHOro CMHAPOMA Npeapacno-
naraet K pasBUTUIO XN3HEYrPOXaoLLMX apUTMUIA.

AHanna BanaHua OCT Ha 0COOEHHOCTM pemMoaenmpo-
BaHWS NLLEMU3NPOBAHHOIO MMOKapaa kak OgHOro U3 BO3-
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Tabnanya 3
MokasaTtenu 3xoKI npu UBC c yyeTtoMm Hanmnuua OCT v A4 JIXK
MokasaTenu 1rp. 3rp. 0
MBC (n=41) MBC+ACTC (n=50) MBC+AL0+ACT (n=20)

P,-,=0,119

DB (%) 57,0£5,0 52,2+2,8 55,2+1,2 P.- < 0.001
32 ’

P,-,<0,001

KCP JIX (cm) 3,5+0,4 4,7+0,3 4,9+0,2 P - =0.008
32 ’

p,-,< 0,001

KAP JIXX (cm) 5,2+0,3 6,5%+0,5 6,6+0,4 p.-,=0,428
32 ’

P,-,< 0,001

M (cwm) 3,5+0,5 4,8+0,3 5,4+0,4 P - <0.001
32 ’

P.-,< 0,001

M (cm) 3,7£0,4 4,2+0,5 4,4%0,5 P- =0135
32 ’

P.-,<0,001

MK (cm) 1,0%0,1 1,1+0,1 1,520,1 P - <0.001
32 ’

P.-, < 0,001

3CJTXK (cm) 0,9+0,2 1,0%0,1 1,2%0,1 P - <0.001
32 ’

P,-,< 0,001

MK (cm) 2,7+0,2 2,910,3 3,2+0,3 P - <0.001
32 ’

MOXHbIX PaKTOPOB apuTMoreHesday 6onbHbix IBC (Tabn.
3) nokasan, 4To NpakTU4yeckn Bce nokazatenm Y31y nuy,
BTopol rpynnbl (MBC+AOCT) npeBbilwany aHanornyHble
napameTpbl y 60nbHbIXx MBC 6e3 ACT v A4 JIK. JocTo-
BEpPHO 6osbLLe oka3anuchk kak cuctonmdeckue (p=0,016),
TaK n gnactonuyeckume (p=0,038) pasamepbl 1€BOro Xeny-
[04Ka, a Takke nonepeyHble pas3mepbl 1eBOro npeacep-
ava (p=0,023).

MpencTaBnanocb UHTEPECHBIM U MPAKTUYECKN BaX-
HbIM BbIICHUTb COCTOSIHNE YKa3aHHbIX BbILLE KIMHUKO-UHC-
TPYMEHTasbHbIX NapamMeTpoB Yy 60nbHbIX BC B ycnoBusix
opHoBpemMeHHoro Hanuuua OCT v A4 JIK (3-a rpynna).
MpumMeyaTenbHO, YTO B 3TOW rpynne BCTPeYaeMoCTb Kak
BHELLUHUX, TaK WU KapauasnbHbIX CTUrM An33MOpuoreHesa
okasanacb 605ee 3Ha4YNTENbLHOW, YEM BO BTOPOW rpynne
60NbHbIX (TabN.1).

AHann3 paHHbix CM 3KI™ (Tabn.2) nokasas, 4TO MUHKN-
ManbHas u MmakcumanbHas HYCC Bo Bcex TPEX rpynnax oka-
3anacb NpuMbAM3UTENBHO OAMHAKOBOW. MakcumanbHas
X€e MpencTaBleHHOCTb COYETaHHbIX HAPYLUEHUN puTMa
(HP) otmeueHa y 601bHbIx 3-11 rpynnbl (70,0%). MNpu aToM

80

1rp 2rp 3rp 4rp

Puc. 3. BctpeyaeMocTtb napokcmamos Pl y 60/1bHbIX
UBC c yuetom OAJ1XK v ACT.
***p,,<0,001; ***p, .<0,001;, ***p, .<0,001.

cpefHee KOJIMYeCTBO 9KCTPACUCTON B 4YaC COCTaBMso
256,0+15,5, TO eCTb 4OCTOBEPHO OT/INHANIOCH HE TOJIbKO
OT rpynnbl NaUMeHToB C naonuposaHHo MBC, HO Takxe
npu cpaBHeHUn ¢ rpynnoin 6onbHbIX MBC, npoTekatoLlen
Ha doHe ACT (2-a rpynna).

Takune popmbl X3 kak xengoukoras buremmHuns (OKB)
1 napHas X3 otmeueHbl y 40,0% 1 45,0% nauneHToB 4-
M rpynnbl, TOr4a Kak BO 2-1 rpynne ykas3aHHble aputMmnmn
BbisiBNIeHbl Wb y 6,0% n 20,5%. Pasnuyus no Bcem
NpPMBEOEHHBLIM MOKa3aTeNsiM OKa3alncb BMOJIHE AOCTO-
BepHbl. Mpobexkun XT 3apeructpupoBaHbl y 1/3 60b-
HbIX 3-1 rpynnbl, 4To B 8-9 pas yalle, 4emM Bo 2-1 rpynne.
OnucaHHble HP BoOGLEe He BCTpeyanucb B 1-i rpynne
60JIbHbIX. 3HauYUTENbHAsA pasHuLa Mexay ndyvaembimMu
rpynnamu BbisiBfIEHa TakXe MO KOJIMYECTBY XeNy[04Ko-
BbIX 9kcTpacucton (puc. 2). B 3-i1 rpynne 10 60/bHbIX,
T.e. NofioBMHa o6cnenoBaHHbIX, MMenn YacTtyo K3 Bbl-
COKUX rpagaunii, Torga kak Bo 2-i rpynne atm HP otme-
YyeHbl Nnwb B 25,0% cny4yaes.

[Tlo BCTpeyaemMocTn cynpaBeHTPUKYnapHbix HP oco-
60 3HAYUMBbIX Pa3NMUNn Mexay rpynnamMu 60SbHbIX HE
oTMeveHOo. [lapokcu3manbHas CynpaBeHTPUKYNsSpHas
Taxukapgusa (CBT) ¢ yyactnem AMM BbigBNeHa Auwb y
nauneHToB M3 2-i 13- rpynn, TO ecTb TONbKO Yy Tex
60sbHbIX, Y KOoTOpbIX MBEC npoTtekana Ha dpoHe ACT. dunb-
punnaumsa npeancepoui (pyuc.3) BCTpeyanacb JOCTATOu-
HO 4acTO BO BCEX rpynnax, HoO 0CO6eHHO cpeamn 60MbHbIX
C Hanuynem npusHakoB ACT: Bo 2-11 u 3-i rpynnax aTa
aputMmnsa otMmedeHa B 56,0% u 75,0% cnyvaes, Torga kak
B1 -1y 24,0% 60nbHbIX. TO €CTb CO4YETAHHOE Hanuyne
OCT v 404 y 6onbHbix MBC accoummpoBaHO C MakCu-
MaJsbHOW BblpaXXeHHOCTbIo PI1.

Takxe Obln  NpoaHanM3MpoBaH MPOLECC pemose-
nmMpoBaHnsa Mnokapaa. AHanna gaHHbix IxoKr (tabn.3)
nokasasn, 4to OB Bo Bcex rpynnax 60MbHbIX OKasanach
npUGAM3NTENLHO oauHakoBon. Paamepbl JIXK y 601bHbIX
3-1 rpynnbl OblNM 3HAYNTENBHO OOJbLUE, YEM Y MALMEH-
ToB AByx apyrux rpynn. KCP JXy naunentos ¢ ACT v 41
JIK coctaBun 4,9+0,2 cM, 4TO AOCTOBEPHO BbILLE, YEM
y 6onbHbIX ¢ MBC 6e3 OCT n A4 JIX (3,5+0,4cm). Jo-
CTOBEPHOCTb OTINYNI COXPaHANacb M NPy CPaBHEHUUN C
rpynnon 6onbHbix MBC Ha doHe OCT (4,7+0,3cm). Ona-
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cTtonuyecknii pasmep JIK okasancs Bbille y 60/bHbIX 3-
v rpynnsl (6,6+0,4 cMm), XOTs1 [OCTOBEPHas pasHuua 6bina
noJsiydyeHa n B cpasHeHuu ¢ 1-m rpynnon (5,2+0,3cwm). Pe-
MOZeNnnpoBaHme 06oux npepcepanii Takke Oblio Bbipa-
XeHo B Honbluein cTeneHun y 605bHbIX 3-1 rpynnbl. Pas-
Mepsbl JIM y 6onbHbIXx MBC ¢ ACT n A4 J1X (5,4+0,4cm)
oka3anncb AOCTOBEPHO BblillEe, YeM Y BOMbHbIX OBYX APY-
rmx rpynn (3,5%0,5cm n 4,8+0,3CcM COOTBETCTBEHHO).
Pa3mepbl npaBoro npeagcepans 4OCTOBEPHO OTANYANINCh
npu CpaBHEHUN C NaumeHTamu 1-i rpynnebl.

B Lenom npuBeaEHHblE AaHHblE CBMAETENLCTBOBANN
06 ycyry6ieHnmn BbIpaXXeHHOCTU apUTMUYECKOr0 CUHAPO-
Ma 1 NpOLLeCCOB peMoaennmpoBaHnsa Muokapaa y 6osb-
Hbix MUBC npun Hannuum OCT. OcobeHHO 3aMeTHO yka-
3aHHble TeHOEHUMN NPOSBASANCH MPU OAHOBPEMEHHOM
npucyTcTBumn y 60nbHbIX NpuaHakoB ACT n 44 JIK. EcTb
OCHOBaHUs nonaratb, 4TO pPa3BUTUE YKA3AHHOM OANCPYH-
KUunM B ONpenenéHHonm cteneHn B3ammocBssaHo ¢ ACT,
TaK Kak KOJIMYECTBO BHELLUHUX W KapAuasbHbIX CTUMM AU-
33MbpuroreHesa y O0JbHbIX TPEeTben rpynbl 0Ka3anoch
Bbille, YeM Y MauMeHTOB BTOPOW rpynnbl. MpuHumas BO
BHMMaHMe MHeHue psaaa aBTopos [19] o BavsHUKM coeau-
HUTENbHOTKAHHOM HefOCTaTOYHOCTU HA XECTKOCTb MU-
okapaa, MoXHO nonaratb, 4to OCT aBngetcs A0ONosaHn-
TenbHbIM aKTOpPOM, cnocobCTByOWMM nosieneHmio O/
y 60nbHbIX MBC. TMonaratoT, 4yto APX MOryT «CTsirmBaTb»
CTEHKU 1 6e3 TOro «KecTKoro» niwemMmn3npoBaHHorro JIK,
[OMONHUTENbHO NPEenATCTBYS AMACTONMYECKON penakca-
unn mmnokapaa JIK. Mpr 9ToOM NpONCXOANT YMEHbLLEHNE
KOHEYHOr0 ONacTOIMYEeCKOro pasmepa M KOHeYHOo-auwa-
cTonuyeckoro o6bema JIK, Bcnencreme 4ero, yMmeHblua-
I0TCS yAapHbI 06BEM Cepaua U MUHYTHbI 00beM KPOBU.
KoHcTaTtupoana takke Ol JDK B Buge 6onee BbICOKNX
3HAYeHN KOHEYHOr O AMaCTONNYEeCcKkoro o6bLemMa 1 Bpeme-
HW N30BOJIOMETPUYECKOrO paccnabneHus. IToT dakTop
B HECKOJIbKO pa3 YBENVYMBAET 3EKTPUYECKYID HecTa-
ounbHOCTb Mnokapaa. Kpome Toro, y 45% nauyeHToB ¢
APX BbIiB/ieHbl 30HbI ANCKMHE3UN (FUnep- N FMNoKMHe-
3un) muokappa. LanbHenwee yBeaNYEHUE XECTKOCTU
Munokapaa, BO3MOXHO, CBSI3aHO C yXyALIEHWEM WUHTpa-
MypasibHOro KPOBOTOKA MPU HaTSXeHUU xopabl. B Hopme
VIHTPaMypanbHbI KPOBOTOK SIBASIETCA MakCMMallbHbIM B
aunactony, a APX B AnacTony Cco3[aeT HaTaXeHMe yqacT-
KOB MMOKapAa, K KOTOPbIM MPUKPEMNNSETCH, YTO OTHET/INBO
BWAHO NPU yNbTPa3BykOBOM CKaHMPOBaHUN. He ncknioye-
HO, YTO TaKOe HaTsKeHMEe yxyallaeT KPOBOTOK B MEKMX
cyb6aHaoKapananbHbIX KOPOHAPHbIX COCydax, a npu Co-
MyTCTBYIOLLEM KOPOHAPHOM CKEePO3€e U y>Ke UMEIOLLENCS
OMacTonnyeckor ancdyHKLUMN NeBOro Xenyaoyuka MoxeT
NpPOBOLMPOBaTb BO3HUKHOBEHNE Pa3HOOOpPa3sHbIX Hapy-
LeHMA puTMa cepaua.

M3onuposaHHas OCT n, ocobeHHO, CoYeTaloLascs ¢
01 accoumuvpyoTcs C yBEIMYEHMEM BbIPAXEHHOCTU Kak
MA, TaK v XenygoukoBbIX apUTMUA. YunTbliBast COBPEMEH-
Hble npeacTaBneHns 0o apyutmoreHHon ponu ACT, BbisiB-
JNIEHHOE yBENMYEHNe BCTPEYaeMOCTY HApyLLEHU pUTMa y
60nbHbIX UBC, npoTekatoweit Ha GpoHe yka3aHHOr0 KOH-
CTUTYUMOHANIbHO-HACNeACTBEHHOIO COCTOSIHUS, MOXeT
ObITb 0OBACHEHO HanNM4YMeM psaa AUCMIACTUKO3aBUCHU-
MbIX dakTopoB. MpUCYTCTBME aHOMAabLHO PACMOJIOXKEH-
HOI xopAbl, 0COBEHHO NOMNepeyYHOon, KoTopas CTarnBaeT
CTEHKM NEeBOro Xenyao4yka, NMpensTcTByst ero MoSIHOMY
paccnabneHuio BO BPEMSI AMacTosbl U YBENMYMBASA TEM
camMblM [aBfieHne B NIeBOM MNpeacepanun, npoBoumpyet
€ero peMoJenvpoBaHne, 3N1IeKTPUYECKY HECTAOUIIbHOCTb
1 nosieneHne MA, yacToTa KOTOPOM B HalleM Uccneno-
BaHWM yBenmnumBanach ot 1-1i k 3-i rpynne 6onbHbIX. Mo
MHeHuto M. C. KywakoBckoro [9], B reHepaLmnm NapoKcuna-
MOB MepLaTeNbHOM apuTMumM Hanbonee BaxHOe 3Have-
HUe umeeT aunatmpoBaHHoe JIT. BO3MOXHOCTb Hanuums
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NepPBUYHO N3MEHEHOWN apPXMTEKTOHUKM MUOKapAa N1eBOro
npencepava npy AOCT, ocob6eHHo B 0651acTh Npoekuumn
YCTbEB JErOYHbIX BEH, TakkXe MOXeT crnocobCTBOBaTb
pazsutnio MA. PeryprutupyioLwias BbICOKOCKOPOCTHas
CTpys KpoBu y 6onbHbIX ¢ NMMK MoXeT BbI3BaTb pasapa-
XeHne cybaHaokapananbHbIX yHacTKOB IEBOro npeacep-
OVs C pasBUTUEM O4YaroB 3KTOMMYECKOM akTUBHOCTU. Bce
nepeyncneHHble GakTopbl MOMyT BbICTyNnaTh B Ka4eCTBe
OOMNONHUTENBHbIX Npeapacnofaraiwmx K passmtnio MA.
B ycnoBusax nwemum CkIOHHOCTb K GOPMUPOBAHMIO MO-
[OBHOr0 MexaHu3mMa apuTMoreHe3a MOXET ObIiTb MOBbI-
LLUEHHOWN.

>KenynoukoBble apuTMUKM Takxke Yallle BCTPeYanuchb y
6onbHbIX MBC, npoTtekatoweinn ¢ ACT, ocoOGeHHO npu co-
yeTtaHun nocnegHen ¢ 4. OgHMM U3 0ObACHEHWNIN 3TOMY
dakTy MOXeT ObITb crieaytoulee: APX AaBNSOTCSA A0MNOHN-
TeNbHbIMU NMYTAMW NMPOBEAEHNS BO3OYXOEHUS, T.K. MOTYT
conepxaTb B cebe BosiokHa lNypkuHbe. OTO NPUBOAUT K
paccornacoBaHMio BPEMEHU BO3OYXAEHUS Pa3fINYHbIX
OTAENO0B NEeBOro Xenyaoyka B UWIEMU3MPOBAHHOM MUO-
Kapae u cnocobCTBYET BO3HUKHOBEHWMIO XENYAOYKOBbIX
apuTMuin 1 Taxmkapguii [6,7,11]. JpyruM BO3MOXHbIM
MexXaHU3MoM apuTmuii y 6onbHbix ¢ APX aBnsieTcs m3-
MEHeHMe 3anekTPodU3noN0rMiecknx CBONCTB MaaKOMbl-
LEYHbIX KJIETOK, BO3HMKalOLLEeE 13-3a fedopmaumm Xopa,
TypOYNEHTHBIM TOKOM KPOBU. 3TOMY CnocobCTBYET aHO-
MasibHOE PaCMnoNOXeHME XOP, Ha NyTN OTTOKA KPOBW.

Kpome TOro, npu rmneptpodun cepaeyHor Mol
Bcrneacteuu MIBC co BpemeHeM NPOUCXOANT «M3HALLMBA-
HVE» COKPaTUTENbHOro MMoKapaa: NCTOLLAIOTCH NpoLec-
Cbl 6EJIKOBOr0 CUHTE3a W 9HEpPreTnyeckoro obecrneyeHuns
KapANOMUOLIMTOB, HAPYLUAETCsd COOTHOLUEHUE MeXay
COKPATUTENbHBIMU 3fIEMEHTaMU U KanuanisipHOM CeTblo,
MOBbILLAETCS KOHLEHTpaums BHyTpukneToyHoro Ca, pas-
BMBAIOTCS BbIPAXEHHbIE M3MEHEHUs MeTabonnama Mmno-
Kapaa 1 Gubpos cepaeyHor Mblllubl. He nckoyeHo, 4to
B YCJIOBUMSIX OMUCMIACTUHECKOro CepaLa ykasaHHble name-
HEeHWsi NpoTekaloT 6oee BbIPaXXEHHO, YHUTbIBAs Han4me
npu ACT nepBuyHoro aedekra cnmHteda 6enka B pasnmy-
HbIX TKaHAX [6].

3akn4eHune. MNpn WBC, coueTawouenca ¢ amcn-
nasuen COeuHUTENbHOW TKaHW, YBENN4YMBAETCS HYMCNOo
cnyvaes Gubpunnauuin npeacepamin, a Takxe rnoBbilla-
€TCS BCTPEYaEeMOCTb XEeNyA04YKOBOW 3KCTPACUCTONUU U
napokCcu3mMasnbHOWM Xenyao4ykoBOW Taxmkapaum no cpas-
HeHuio co cnyvasmum UBC, npoTekatoLen B N30InMpoBaH-
HOW popme. Hannume gncnnas3mv COegMHUTENbHON TKaHU
y 60nbHbIX MBC nprvBOAUT K YCUNEHMIO ULLEMUYECKOTO
pemopenvpoBaHus  Muokapga. CoyeTaHHoe Hanuume
Aucnnasum CoeaMHUTENTbHON TKaHW W ANACTONIMYECKON
ONCOYHKLMN NEBOro Xenyaoyka okasbliBaeT 6onee He-
raTMBHOE B/INSIHWE HA WULIEMU3VPOBAHHLIA MUoOKapg, no
CPaBHEHUIO C M30JIMPOBAHHbLIM MPUCYTCTBMEM KaXOoro
13 3TUX ABYX PaKTOPOB B MiaHe MOBbLILLEHUS apUTMO-
FEHHOCTM U YCWIIEHUS MPOLLECCOB PEMOAENNPOBAHUS
cepaeyHOn MbiLLbI.

MonyyeHHble pe3ynbTaThl yKasbiBalOT HA TO, YTO BCEX
60onbHbIX MBC TpyaocnocobHOro Bo3pacTa crneayeTt noa-
Bepratb GEHOTUNUYECKOMY aHaNN3Y.
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AUCIMAA3US COEAUHUTEAbHOW TKAHU

N AUACTOAUHECKAA AUCPYHKLLUA NMPU UBC
B ACMEKTE B3BAMMOCBA3N C APUTMUHECKUM
CUHAPOMOM

M.E. EBCEBBEBA, E.A. BAACSHLL, O.H. AAEMHUK

O6cnenosaro 111 6onbHbIX MBC B Bo3pacTe ot 45 0o 55 net.
M3yyanocb BAnsiHne gucnnasvu coeguHutensHon TkaHu (ACT)
1 ONACTONMYECKON AncyHKLUMM NeBoro xenyaoyka (O4J1K) Ha
apUTMUYECKUIA CMEKTP, a Takke Ha 0COBEeHHOCTM peMoaenmpo-
BaHVa Mmokapga. icnonb3oBanu GpeHOTUNNYECKNA aHanns, Ix-
oKI" ¢ monnnep pexvMom 1 cyTo4Hoe MoHuTopmpoBaHue Kl ¢
onpegeneHnemM Koan4eCTBEHHbIX NapamMeTPOB apUTMUYECKOro
cuHapoma. ChopmMmpoBaHO TPy rpynnbl HaboaeHus: 1-a rpyn-
na (41 yen.) - naynenTtsbl ¢ MUBC 6e3 ACT n 04 JIXK; 2-9 rpynna
(50 yen.) - 6onbHble UBC Ha ¢poHe OCT (MBC +4CT) u 3-a rpyn-
na (20 yen.) - 6onbHble NBC Ha hOHE CO4ETAHHOIO NPUCYTCTBUS
LA JOK v ACT (MBC+ ACT+AA J1XK). MNepeas rpynna 60bHbIX
dopmMmnpoBanacb No NPU3HaKy HANNYMUS BHELLHUX CTUMM AN33M-
OpuoreHesa B KONIMYECTBE TPEX U MEHee, a Takke OTCYTCTBUSA
Masnbix aHoManuin cepaua (MAC), BTopas n TpeTbsl rpynmbl — Mo
HaNN4YMIO YETLIPEX 1 Bosiee CTUMM. YCTAHOBJIEHO, YTO OT NepPBOW
K TpeTben rpynne 60JibHbIX BO3pacTana BblPaXEHHOCTb apuT-
MWYECKOro CUHAPOMA U CTeNeHb PEMOAENMPOBAHMS MMOKapa.
Hanunune O y kopoHapHbIx 60nbHbIX ¢ ACT accoummpoBanoch
c Gonee BbICOKOI BHELLHEN cTurmaTndaumein n 6onee 4acTbim
npucytctereM MAC, 4eM y aHaNornM4HbIX 60JIbHBIX C COXPAHHOM
aunactonuyeckoit pyHkumen. CoenaHo 3akfloyeHue, 4To npu
BbliBNIeHM Y 605bHbIX UBC 4eTbipéx 1 6onee BHELHUX CTUIM
nn3ambpuoreHesa HeobxoaMMOo NPOBOANTL aXxokapanorpaduio
ons BoigBneHsa MAC, oco6eHHOCTel peMmoaennpoBaHns kKamep
1 oueHkn guactonunyeckoin dyHkumm JIK. Maunentam ¢ UBC,
umerowmm npusHaku OACT v/wnu OOJ1K, uenecoobpas3Ho Bbi-
MONHATbL CYyTOYHOE MoHUTOpUupoBaHue IKI ¢ uenbio Bepudmrka-
LMW apUTMNYECKOro CMHAPOMA.

KnioueBble cnoea: gucnnasvsi COeAMHUTENbHOW TKaHW,
anactonuyeckas GyHKUMSA NEBOrO XeNyaoyka, Manble aHoManmm
cepala, pemoaennpoBaHne Mnmokapaa, HapyLeHust putma cep-
aua

DYSPLASIA OF THE CONNECTIVE TISSUE

AND DIASTOLIC DYSFUNCTION AT ISCHEMIC
HEART DISEASE (IHD) IN ASPECT OF INTERRELATION
WITH ARRYTHMIC SYNDROME

EVSEVYEVA M.E., VLASYANTS E.A., ALEINIC O.N.

111 patients with IHD in the age of 45 - 55 are surveyed. In-
fluence of connective tissue dysplasia (CTD) and left ventricular
diastolic dysfunctions (LVDD) on arrhythmic spectrum, and also
on feature of remodeling of myocardium was studied. Pheno-
typical analysis, echocardiography with Doppler-mode and daily
monitoring of electrocardiogram with definition of quantitative
parameters of arrhythmic syndrome were used. Three groups of
supervised patients were formed: 1-st group (41 persons) - pa-
tients with IHD without CTD and LVDD, 2-nd group (50 persons)
- patients with IHD on background of CTD (IHD + CTD) and 3-d
group (20 persons) - patients with IHD on a background of com-
bined presence of LVDD and CTD (IHD + CTD + LVDD). The first
group of patients was formed on the basis of presence of external
stigmas of dysembriogenesis in quantity of three and less, and
also absence of heart micro anomalies (HMA), the second and
third groups - on presence of four and more stigmas. It is estab-
lished, that expressiveness of arrhythmic syndrome and a degree
of myocardium remodeling grew from the first to the third group of
patients. Presence of DD in coronary patients with CTD associat-
ed with higher external stigmatization and more often presence of
HMA, than in similar patients with safe diastolic function. The con-
clusion is made, that at revealing in IHD patients of four and more
external stigmas of dysembriogenesis, it is necessary to carry out
echocardiography for revealing HMA, features of chambers re-
modeling and an estimation of diastolic function of left ventricle.
To patients with IHD, having CTD and/or LVDD, daily monitoring
of electrocardiogram is expedient to carry out with the purpose of
verification of arrhythmic syndrome.

Key words: connective tissue dysplasia (CTD), diastolic func-
tion of left ventricle, heart micro anomalies (HMA), myocardium
remodeling, disturbance of the heart rhythm
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CEPAEYHO-COCYAMUCTbIA CUHAPOM NMPU CUCTEMHOWM
AUCNAA3UU COEAUHUTEABHOMN TKAHU Y MYXXYUH

MOAOAOTIO BO3PACTA

l.H. BepewaruHa, O.B. Aucu4yeHko
HoBocnGUpCKkui rocyAQpCTBEHHbIM MEAULLUHCKUA YHUBEPCUTET

HUe cneunanucToB NpuUBNeKaeT HacneacTBeHHas

nartosiorns KosuslareHa, BrnepBble 060beaguHeHHas
B. Mak KblocukomMm B HacnepcTBeHHble 60Jsie3HU Co-
eAMHUTEeNbHOM TKaHu. B HacTosiwee BpeMsa U3BECT-
HO Gonee 20 BUAOB KOJIJIareHa, KOTOpblii B OpraHna-
Me SIB/ISeTCH CaMbiM pPacrnpoCTpPaHeHHbIM Genkom,
NPUCYTCTBYIOLLMM BO BCex opraHax. Hapspay ¢ mo-
HOreHHbIMU KOJUJlareHonaTuaMm, TakKuMn Kak CUHJA-
pom MapdaHa, dnepca-[aHnoca, cranum BbIIBNATb
KnuHuyeckue ¢Gpopmbl, KOTOpbI€ HE YK/1aAbIBalOTCA B
TUNUYHbIE HO30M0run. OHN XapakTepu3ylTcs NoJu-
OpraHHbIMU WM3MEHEeHUsMM, BCTpPeYaloTCsa ropasfo
Yawie, 4eMm 9TO npeanonaranocb paHee, npeacras-
NFI0T 3Ha4YuTesibHbie TPYAHOCTU B [AUMArHOCTUKeE,
OLEeHKe MPOrHo3a, BO3MOXHOCTU koppekuuu. Takue
HeaudpepeHupoBaHHble POPMbl B OTEHECTBEHHOMN
nuTepaType nony4yuau HasBaHue AUcniasuva coegu-
HuTenbHo TKaHu (OCT). B tepanuu npu Heaundde-
peHuupoBaHHol ACT HanbGonee 3HaYNMbIMU ABNAIOT-
cq Kapauonornyeckue nameHeHmss. OHM BO MHOrom
OUCKyTabesibHbl, MO3TOMY Mbl CAeflaiu MNOMNbITKY
cucteMmaTusnpoBaTb NnpeacTaBseHUs No 3Tomy Bon-
pocy Ha OCHOBAHUWU MHOrOJIETHUX UCCIeA0BaHUNA U
aHanusa nIMTepaTypPHbIX AaHHbIX.

B nutepatype wncCnonb3yTCsa TEPMUHbI «Cepaed-
HO-cocyamncTbii cuHapom npu ACT» [11], «mukconpHas
6onesHb cepaua» [12]. Mbl npeanoXxunn TEPMUH «OUC-
nnacTnyeckoe cepaue» Kkak 0ObeNHSIOWNIA CNeKTP M3-
MEHEHUN B CEPAEYHO-COCYANCTON cnucteme, GopmMupyio-
wmxca npu OCT. BnepBble 3TOT TEPMUH Ha 06CyXaeHne
Mbl npeactasunm B 1996 roay B matepumanax 5 Becepoc-
CUINCKOro cbesna kapanonoros B YensibuHcke [3].

Ouncnnactnyeckoe cepale — CoHeTaHne KOHCTUTYLMO-
HasbHbIX, TONOrpaduyecknx, aHaTOMNYECKUX U OGYHKLNO-
HaJsIbHbIX 0COOEHHOCTEN cepaLa y YenoBeka C CUCTEMHOM
avcnnasven CoeaMHNTENbHOM TKaHW.

dopmurpyloT ancnnacTUiyeckoe cepaue:

1. KoHCTUTyuUMOHanbHble OCOOEHHOCTU — «Kanesb-
HOe», «BUCSYee» cepaue, MOBOPOT €ro BOKPYr carutrasnb-
HOW 1 NPOAONBLHOM OCU.

2. KocTtHo-BepTebpanbHble gucnnasum n gedopma-
UMM CO CAABNEHUEM, poTaumen, CMELLeHEM cepaua U
NPEKPYTOM KPYMHbIX COCYA0B; N0 AaHHbIM B.K. YpmoHaca
1 coaBT. [8], nedopmaumm rpyaHon KNeTkm 1 no3BOHOY-
HVKa MPUBOAAT K PAa3BUTUIO TOpako-AvadparManbHOro

Bnocnem-wle pecaTuneTus Bce OGoJibluee BHUMa-
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CMHApPOMA C OrpaHn4yeHnem paboTbl BCEX OPraHoOB rpya-
HOW KNETKW.

3. OcobeHHOCTM CTPOEHNS cepaLa U CocyaoB:

- HECOCTOSATENBLHOCTb BHEK/IETOYHOIO MaTpukca (BM)
cepaua u cocygos. BM — 310 konnareHoBas ceTb, CBS-
3aHHas ¢ membpaHoin kapanomuouutoB (KMLL) n mun-
odubpunnamu. Mo paHHeim B.WN. Kanenbko [5] Ha ero
nonto npuxoantca 24% B obLuei macce cepaua, oH ne-
penaet MexaHn4yeckne curHanol, Bo3Hukawowme B KML,
1 onpenenser MexaHudeckme CBOMCTBA Mmokapaa BO
BPEMS CUCTOJbl U ANACTOSbl; B COCYANCTON CTEHKE CO-
eaMHUTENbHAA TKaHb FEHEPUPYET MEXaHNYecKoe Hanps-
XeHune npu ee cokpauweHun [9]; npm OCT oTmevaeTcs
MCTOLLEHNE N 06eHeHNE KonnareHoM aHpoTenus [1], B
Kapkace KpynHbIX COCYA0B MOET 3HAYUTENbHOE HaKone-
HMe OLHOro U3 PerynaropoB 3HAOTENUNANIBHON QYHKLMN
- TAT [2];

- MMKCOMAaTO3Has AereHepaums CTBOPOK XopA4, noa-
KNanaHHbIX CTPYKTYp. DTO reHeTUYEeCKN OETEePMUHUPO-
BaHHbI NMPOLLECC Pa3pPYyLUEHNS apPXUTEKTOHUKW Kosnnare-
HOBbIX 1 91aCTUYECKUX CTPYKTYP COEONHUTENBHOM TKaHN
C HaKoMnjeHneM B pbIxJIoM GUOBPO3HOM C/I0e MyKOMOU-
caxapuaoB, NPy 3TOM NPU3HaKM BOCMNaNeHns OTCYTCTBY-
I0T; NEPBUYHBIN JTIOKYC ayTOCOMHO-A0MMHAHTHOIO MUK-
comato3sa npu NMK nokanmnsoBaH B xpomocome 16;

- NponabupoBaHne CTBOPOK C peryprutalment;

- Ba/IbBYNSIPHO-BEHTPUKYNSAPHAsa Anccoumaums;

- N30bITOYHOCTb TKAHM CTBOPOK MUTPAJIbHOIO 3aCo-
HOK a0pTaNibHOro KianaHos;

- ABYCTBOpPYaTbIN a0pTaNnbHbIM KNnanaH;

- no6aBoOYHbIE XOPObl;

- He3apocLLee OBasIbHOE OKHO C FOTOBHOCTBIO K napa-
[oKcasnbHOM ambonuu;

- aHeBpPU3Ma MeXNnpeacepaHor Neperopoaku, CUHY-
ca BanbcanbBbi;

- BEHTPUKyNo-cenTasibHble ocobeHHocTn JDK: gua-
CTOJI0-CUCTONMYECKas unm cuctonnyeckas gedopmauums
BbIHOCSILLLErO TPakTa, TPAH3UTOPHbLIN CUCTONNYECKUIA Ba-
nuk BepxHen Tpetn MXI, S-o6pasHblii narnd MXIT;

- W3BUTOCTb, ruMnonnasua, annasus, OUccekuus,
bnbpomyckynsipHas gucnnasusi, aHeBpM3Mbl KOpPOHap-
HbIX apTepun;

- aHOManuu NPOBOASILLEN CUCTEMBI;

- MUokapamanbHble MOCTUKN;

- pacwumpeHmne NpoKCUManbHOM YaCcTn aopTbl, 1EroY-
HOro CTBONQ;
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Ta6bsnya 1
YactoTa n xapakTep HapyweHui putma y nuy ¢ AICT no gaHHbIM XM 3Kl
HapyLueHus pytma 1 npoBoANMOCTH AcTermkn HopmocTeHuky
OKI CM 3KI OKIr CM 3KI

Bcero 605bHbIX C apUTMUSMU 70 94,8 77,3 94,3
CuvHycoBas Taxukapaus 17 31,3* 9,3 17
CuHycoBas 6pagukapans 11 3,1 17,3 7,5
CuHycoBas apuTMus 15 81,3 21,3 86,8
CPPX 3 4,2 2,7 1,9
CA 6nokapa ll cT. 2:1 3 30,2 2,7 24,5
HX3 4 75 6,7 62,3
X9 3 56,3 9,3 54,7
MBP 3 34,4 2,7 24,5
CrnBX 6 19,8 16 22,6
YyacTku npeacepaHoro putma 4 7,3* 0 0
MHXT 0 9,4 0 9,4
HBMHMNC 13 - 13,3 -

lMpumeyarHune. CPPXK — cuHApOM paHHes penonspudaunm xenya04koB; HXX3, K3 — HaaxXenyA04YKoBbIE, KesyA0YKOBbIE
aKkcTpacucTosnbl; CIBXX — cuHAPOM rpexaeBpeMeHHOro Bo306yxaeHus xenyao4dkos, MHXT - napokcuamasibHas
Hagxenyaodkoas taxumkapavs; HBMHII - HenonHas 6710kaga npaBos HOXKK ryyka lvca.

* - p<0,05 B cpaBHeHUn ¢ gaHHbiMn CM SKI y HOpMOCTEHMKOB.

- rMnoniia3ns aopTbl, MOrPaHUYHO-Y3KNIA KOPEHb a0p-
Thbl, TMMONNA3u1sa N1EFOYHOro CTBONA;

- onyxonu cepaua (Mukcoma, pabgommoma);

- CUCTEMHAsi HECOCTOSATENIbHOCTb BEHO3HOW CTEHKMU
(BapmMKO3HOE pacCLUMPEHME BEH BEPXHUX U HUXKHUX KOHEY-
HOCTEN, MaNoro Tasa, BapukoLene).

4. MaTtonorns opraHoB AbixaHus (onddysHas n oyn-
ne3Hasa amdunaema nerkmx, MHOXECTBEHHbIE MeXallbBe-
ONSIpHblE CBULLM, BPOHX03KTa3bl U AP.) CO CHUXEHUEM
OKES.

Mpu 06¢cnenoBaHnn 245 MyX4uH (CpeagHuii Bo3pacT 22
rona) c HeagndobupuHumpyemon ACT yacTtoTa gucnnacTun-
yeckoro cepaua coctasnana 86%. NMK guarHoctupoBsa-
Ha'y 57% monoapix nogen. B cocTosiHMm Nokost Mutpanb-
Has peryprutaums (MP) 1 cteneHun obHapyxeHa y 19,6%.
2 cteneHn 'y 9% v TpeTbeli ctenenn y 4,3% naumeHToB. B
3KCMNepUMEHTE MnokasaHo, YTO Jaxe rnocne Kkopotkon MP
BO3HMKAET ANCOYHKLMS KOPTUKASIbHbBIX KNEeToK, ANCOHYH-
Kums JDK. 91u asneHuns obpaTtnMbl, HO MOTYT NPUBOOUTb
K HapYLLEHMIO KapAManbHO-BEHTPUKYISIPHOM NOCneaoBa-
TENbHOCTN.

I"N. CTopoxakoB 1 coaBT. [7] npennoxunm ctpatndu-
kaumto npu NMMK:

HU3KNn pnCK — N30AMPOBAHHBIN CUCTONIMYECKUIA LUEN-
Yok, rnybuHa MMK<10mm, mutpansHas aucdyHkums (M)
0 crteneHn, ncmxoBereTatmBHaa AuchyHkuus. CpenHuii
PUCK — N30JIMPOBAHHBIN CUCTOSIMYECKMIA LLLEENYOK, FyOuHa
MMK>10mm, M, 1-2 cT., BO3pacT>45 net, aptepunasbHas
runepteH3ns (Al), MUrpeHb, o4arn XPOHN4ECKON UHGEK-
umn. BbICOKNIA PUCK — CUCTONNYECKMIA LLLENYOK, MO34HNIA
cucTonmyeckmin Wwym, mybuHa NMMK>12mm, M, 2-3 cT.,
Bo3pacT 6onee 50 net, mepuatenbHas aputmus (MA), Al
pacwmpenuve nonoctert, CH 2 ®K. OuyeHb BLICOKUIA pUCK
— CUCTONNYECKNIA LLLENYOK, MO3AHUIA CUCTOSIMYECKUN LIYM
N N30NMPOBAHHbIN cepaeydnbin wym, M 3 cT., MP 3 cT,,
KapTUHA OCTPON MUTPaSIbHOM HEeOOCTaTOYHOCTU, Pa3pbiB
xopa, MA, yBennyeHue kamep cepgua. CH 3-4 ©K, tpah-
3UTOPHAsa UllemMnyeckasl ataka, OCTpoe HapyLleHne MO3-
roeoro kposoobpatueHns (OHMK), nHdeKUMOHHbIN 3HO0-
KapauT.

JlnTepaTtypHble AaHHbIE U HALLW KIMHMYeckue Habno-
OEeHUs CBUAOETENbCTBYIOT O BO3MOXHOCTU OC/IOXHEHUN
MMK B Bnae pas3pbiBOB CYXOXWJIbHbIX XOPL4, 4YEeMY CMo-

cobCTBYET apTepuanbHas rmnepTeH3ns, Tynas TpaBma
rPYOHONM KNeTku, YypeamepHas dusnyeckasa Harpyska. K
Apyrum ocnoxHeHmnam NMK otHocaTcs:

- TpomMb60oamMOBOMN C MUKCOMATO3HO W3MEHEHHbIX
CTBOPOK MWTPANILHOrO kjanaHa C pa3BUTUEM MNPUXOAsi-
LLMX HApYLUEHWIA MO3roBOro KpoBoobpaLLeH1s B BepTeD-
po-6a3unsapHom 6acceiHe nnnm OHMK; NMMK ¢ BbipaxeH-
HOW MMKCOMAaTO3HOI AereHnpaumen aensetcs Hambonee
4aCTOM MPUHMHON NLLEMUYECKOTO MHCYSbTA Y NINL, MONOXE
45 ner;

- aMOONUM apTepuin ceT4yaTkm C YaCTUYHO UK MoJ-
HOW yTpaTon 3peHus;

- OCTpas cepaedyHas He[OCTaTOYHOCTb C CEPLEYHOMN
aCTMOM, OTEK JIErkux;

- BHE3anHas cMepTb.

Mo Hawum paHHbIM, Y 94% nuu, ¢ OCT BbIABNSIOTCS Ha-
pyLleHus putma cepaua. K HapyweHnsam putma npegpac-
nonaratoT: HEMNOJSIHOLEHHOCTb BHEKIETOYHOr0 MaTpuK-
ca, AnchyHKUMA Mmokapaa NeBoro xenynoyka, Hanuyume
MMK, mmkcomaTto3HOW AereHepaumn, OonNoJHUTENbHas
Xop4a NeBoro xenyooyka ¢ yToOsWEHUEM B MEeCcTe npu-
KpenneHus K cteHke JDK, MuTpanbHasa peryprutauus, rm-
nonepdys3na BepxHe-narepasbHbix 0TAeN0B JDK, Mbiley-
Hbl€ MOCTUKMN, 3IEKTPOINTHBIE CABUIM (FMNOMarHeemus),
rOpMOHaJibHble CABUIMM (FMNepnponakTUHEMUS).

Mposouupyiowme daktopsl npu ACT nmeoT ocobeH-
HOCTW, T.K., KaKk MpaBwi0, BCTPEYAIOTCA B KOMMIEKCe:
cnoHgmnogmcnnasnsa ¢ MCXo40M pPaHHUA OCTEOXOHOPO3
(BepxHe-LIeliHbIN oTaen), 3aboneBaHnst opraHoB OPIoLL-
HOM NONOCTM (FPbIXU NULLEBOAHOIr0 OTBEPCTUS anadpar-
Mbl, Neperndbl Xen4Horo ny3bips C BJIeHNeM xonecTasa,
racTpoasodareanbHbiri pednokec 1 gp.), CKpbiTas rmnor-
nnkemMuns (rnioko3sa Kposn<3,3 MMOSb/N), NPUEM afnkoross
W TSKenble BUAbl crnopTa. HYacToTa 1 xapakTep HapyLleHUn
npencTassieHbl B Tabnuue 1.

Ona pucnnactuyeckoro cepaua XxapakTepHbl Hapy-
LWEeHNs puTMa 1 NPOBOAMMOCTM, YTO BbISBSIETCS Y BCEX
ob6cnenoBaHHbIX, Kak NMpaBuio, B YCIOBUSIX PU3NYECKON
Harpy3ku 1 B HOYHbIE Hachl [4].

B noBceaHeBHO NpakTMke HEA0O0LEHMBAETCS MUTpa-
umg soamtend putMma (MBP), xoTa 9T0 HapyLLeHne pyutma
onpenensieTcs y Kaxaoro TPeTbero-4eTBepTOro nauneH-
Ta ¢ ACT, npoTtekaeT 6€CCMMNTOMHO, HEPEAKO MackmpyeT
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Ta6bnnya 2
MokasaTtenu remoanHamukm y nuy c AACT (M+m)

MokazaTenb HOD"GASETFMK” AcTeHukn 6e3 Al AcTeHukun c Al AcTteHukn c rCmn Al P<0,05
CAL (Mm pT. CT.) 118,4+4,5 104,5+6,1 122,7+4,3 135,8+6,4 -
OAL (MM pT. CT.) 74,0+3,1 60,0+2,1 78,1£2,7 90,4+3,8 54
A cp. (MM pT. CT.) 88,8+3,8 74,8+3,8 93,0+3,8 105,5%4,1 Pas
3-4
YOK' (mn) 72,7£3,3 54,8+3,9 74,3+3,4 82,8+5,1 P, .
MOK (n/MuH) 5,7+0,6 3,8%+0,3 5,9+0,6 6,2+0,7 5t
OrnCC (amH4YcHcemb) 1266,9+92 1560+£107 1263,8+97 1367,5+£87 P,

lMpumeyanne. P, , - AOCTOBEPHOCTb pasnnymii Mexay acteHukamu ¢ Al n acteHukamm ¢ Al n I'C; P, , — OCTOBEPHOCTH
pasnnyuii Mexay acteHnkamu ¢ Al 6e3 'C u acteHnkammu 6e3 Al; P, , — OCTOBEPHOCTb Pasindmnii Mexay acteHnkamu ¢ Al

u I'C n acteHukamm 6e3 Ar.

DYHKLMOHANbHYIO HECOCTOATENBHOCTL CMHYCOBOIO y3na
1 OCNIOXHSAETCS NapakCU3ManbHbIMU TaXMKaPANSMU.

HecocToATeNnbHOCTb BEHO3HOM CTEHKN Y MONOAbIX J1t0-
hel NposBNSETCA BapPUKO3HbIM PACLUMPEHNEM BEH HUX-
HUX N BEPXHUX KOHEeYHOCTeN, Bapukouene. Bapukouene
COMPOBOXAAEeTCsl FOPMOHa/IbHbIM «Xa0COM», OCOOEHHO
npv OBYCTOPOHHEN NOKann3aLmm ¢ NoBbILLEHNEM YPOBHS
dONANKYNOCTUMYNNPYIOLLLErO U IIOTEVHU3UPYIOLLENO rop-
MOHa, NPOoJSiakTUHA, NPOrecTepoHa N CHUXEHMEM — TeC-
TocTepoHa. Kpome Toro, Bapukouene BHOCUT CYyLLLECTBEH-
HbI BKNA4, B NEPECTPONKY LLIEHTPASIbHON reMOANHAMUKN.
OTMEeYEHO yBeNMYEHNEe BPEMEHU LUMPKYNSUUK KPOBU MO
JIEBbIM 1 NPaBbIM OTAENaM cepaLa, 4To Co3aaeT npeano-
CbINKW AJ1st CHUXEHUs dpakumm Beibpoca (PB) JIXK n pas-
BUTUS CKPbITON CEPAEYHOM HEAOCTATOYHOCTN.

dakTopamu prcka cepaeyHo HeaoCTaTOYHOCTU SB-
naTCs:

- CMCTEMHas HegoCTaTO4YHOCTb BHEKIETOYHOrO MaT-
puKca B MuWOKapae, apTepusix, BeHax; Tak, MO MHEHUIO
Maisch (1996), nepBunyHasn HecocToaTeNbHOCTL BM, naxe
MPU MHTaKTHbIX KapaMoMuoumTax MoXeT OblTb NPUYNHOM
cepaeyHOon He4oCTaTO4YHOCT!;

- peryprutauus MUTpanbHas, aopTasbHas, MUKpope-
ryprutauus;

- TaXuKapams, HapyLleHUs pUTMa;

- TMNEepTOHUYECKNE KPU3bI;

- BapwukoLene, ocOBEHHO OBYCTOPOHHEE;

- ONVTENbHbIN, OeCKOHTPONbHLIM Npuem HIMBC, ne-
CTabUNM3NPYIOLLNX COEONHUTENBHYIO TKaHb;

- 3aHATUSA TSHXXKENbIMU BUAAMK CrnopTa.

Mo Hawmm HabnaeHVaM, y 46% monoabix Noaein no-
BbileHne ALl, rMnepTOHNYECKME KPU3bl NOSIBUINCH Yepes
6 MecsueB 3aHATUIA TsXenbiM1 Buaamu cnopta. bonee
Toro, y 20% monoabix noaen ¢ ACT BHe3anHas cMepTb
BO3HWMKAET BO BPEMS 3aHATUIN COPTOM, Yy 50% — B nepuog,
6oppcTBoBaHus, y 30% — Bo Bpemsi cHa. Y 2% ymepLumx
BHE3arnHom NPUYMHON OKa3asnMCb aHOMaIMN KOPOHAPHbIX
apTepuid. Y naupeHToB ¢ NMK BHe3anHo ymepLumx obHa-
py>XeHa Xuposast UHOUNLTPALUUS, OTIOKEHNE Kanbuus B
o6nacTu cMHYcOoBOro 1 AB y3/10B, NO XO4y MEXY3/10BbIX
TPakToOB B BOSIOKHax ny4yka mca [10].

Lpyron coctaensiioLLeNn CEPAEYHO-COCYANCTOrO CUH-
npowma npu ACT asngaetcs Al nepBble NPOSIBNEHUS KOTO-
POV NPMXOAATCS HAa BTOPOE AecaTuneTne XnusHu. Jinu c He-
onddepeHumpyemoint ICT yale OTHOCAT K CTpagaloLwmm
apTepuanbHON r’MNOTOHMEN UK BereTatTMBHOM ANCTOHN-
€I, HO, MO HAaLUMM OAHHBIM MOYTU Y TPETU TaknuxX MONOObIX
nogen dopmmpyetcs cuHApPom Al LOKYMEHTUPOBAHHbIN
B IETCKOM U loHOoLLeckom Bo3dpacTte (10-12 net). CpegHuii
Bo3pacT 60nbHbIX ACT coctaBun 15,0+0,2 net, a B rpynne
cpaBHeHus (nuua 6e3 ACT) 21,2 +0,3 roga. YactoTta Al
npu ACT cocTtasnseT 23%-34%.
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dakTopbl pucka (PP) passutns, a valle TpaHchopma-
UMM apTepuanbHOM rMNOTOHUM, BEreTaTUBHOM ANCOHYHK-
unn B Al

- HacnencTBEeHHas NpPenpacnonoXeHHOCTb. Mo Hawmnm
OAHHbIM, CEMENHas OTArOLWEHHOCTb Mo A" 4OKYMEHTNPO-
BaHa y 83,5% nuuy, c Al ny 70%- 6e3 Al' Ha poHe [CT; no
JIMHUW MaTepu, NPeapacnooXeHHOCTb BbisiBUnach y 60%
MONoapbIX Noaen;

- MaTOSI0rNS MNO3BOHOYHMKA U NOYEK; MNP TaKOM CoYe-
TaHWW B ABa pasa BbipacTaeT YyacTtoTta Al' M BHETBEPO yTH-
XENAETCH ee Te4yeHue [6];

- MPOrpeccupoBaHne JUCMAACTUYECKMX WU3MEHEHUN
cepaua, Taxukapaus, YOJMHEHWE BOCCTAHOBUTENIbHOIO
nepvoga npv BEN03ProMeTpun, a ' y aCTEHMKOB — YBENN-
yeHune OlCC;

- HempouHoekunn, TpaBMbl Yepena, No4Yek, NO3BOHOY -
HVKA, NePEHECEHHbIE C NEPBbIX NIET XU3HW;

- OXXMPEHME U TMNEPNPONAKTUHEMUNS KaK NPOSBIEHUS
runoTanamuyeckoro cuHgpoma (I'C); 3aHaTUa TKENbIMU
BUAaMu cropra.

Mpu cuctemHon OCT 0OblMHO COYETaTCHA HECKOJSb-
KO dakTopoB pucka. MatoreHesd Al npu OCT CNOXHbINA,
no Mepe HakoryieHns P nporpeccupyeT AnCcyHKLMS
napacmMmnaTtnyeckoro oTaena BEereTtaTMBHOW HEepBHOW
cucTtemsbl, gucbanaHc anbda-1-agpeHopeLenTopoB, 3H-
poTtennanbHasa AMCOYHKUMSA, CHUXKAEeTCa anana3oH ayTo-
perynsuumM Mo3roBoro kpoBoToka. [Mpu obcnemoBaHnn
rpynna nuy, ¢ ACT okasanack reteporeHHa no Tenocno-
XEHNIO, NO ypoBHIO A/l, a cpean Anu, ¢ NOBbILEHHbIM A/],
yeTko 0603HayMnack nogrpynna ¢ npuMaHakamu runoTta-
namuyeckoro cuHgpoma ( Tabn 2).

M3 paHHbIX Tabnuubl obpalaoT Ha cebsi BHUMaHue
noBblleHHble nokasatenu OMNMCC — y acTEHUKOB C rMMno-
TanaMm4yeckuM CUHOPOMOM U elle OOCTOBEPHO 6Gonee
BbICOKME Y @CTEHMKOB C apTEPUaIbHON HOPMO-U TMNOTO-
HMEN, YTO MOXHO paccMaTpuBaTb Kak NPeaBecTHUK pop-
MVPOBAHUA Y HUX apTepuanbHOM runepTeH3nn. nanasoH
konebanuii ALl 140/80-190/110 mm pt.cT., y 32% nvu, ¢
OCT Al nmena kKprM30BOe TedyeHue C nocrenyloLlel cra-
ounnzaumein. K pakropam, NpoOBOLMPYIOLLMM KPU3bl, OT-
HOCATCA GU3MYECKNe Harpy3km, CTaTMHeCKnUe Harpysku,
ONIUTENBHOE BbIHYXOEHHOE MOJIOXKEHNE FOSI0BbI U LUEW,
MeTe03aBUCUMOCTb.

CknappiBaeTcs BnevyatneHne, 4To nosbiweHne AL npu
OCT nmeeT npusHakm caMmocToATeNIbHON GOPMbl CUMMATO-
MaTUYECKOWN apTeEPUaNbHOM MMMNEPTEH3NN T.K. €€ Hesb34
OTHECTM K TMNepTOHMYEeCKolr 60Ne3Hn B CBA3N C NEPBUY-
HbIM nopaxeHuem npu ACT Bcex opraHOB-MULLEHEN, ee
TPYOHO OOBLACHUTL TONbKO Natonoruein novek, LLHC nnun
3HAOKPUHHbIX Xxene3. Mpun ACT - 970 coveTaHHas NaTono-
rus. BolgeneHue Takoro BapmaHTta Al LenecoobpasHo 1 ¢
TOUKM 3PEHUS PALMOHANBHOIO IeYEHUS.
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Mpn n3ydyeHnn ocobeHHocTel Al 'y Monoabix nioaen
Hamu Oblna BbisiIBNEHa rpynna nuu, ¢ npudHakamm OCT, y
KOTOPbIX B CEMENHOM aHaMHe3e NPOCeXnBancs caxap-
HbIl guabeT 2-ro TMna no XeHcKoW NUHUK. Mo JaHHbIM
HEKOTOPbIX aBTOPOB, NMPEAPacnofIOKEHHOCTb K CaxapHo-
My anabeTy y MaTepu MOXeT NPUBOAUTb K BTOPUYHBIM 13-
MeHeHUsAM KonnareHa y pebeHka. B aTux cnyyasxy neten,
Hapsay ¢ obwymm ocobeHHocTammn ACT, 4yacTo BbiBNSA-
I0TCHA Manble aHoManumn passutus. NMoatomy npun gudde-
peHuManbHOM OuarHo3e crnefyeT, Mo HaleMy MHEHWIo,
ob6pallartb BHUMaHME Ha 3HOOKPUHONOIMYECKUIA FreHETN-
YeCckMN aHaMHes.
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CEPAEYHO-COCYANCTbI CUHAPOM )
NP CUCTEMHOMN AMCNAA3UM COEAUHUTEABHOIA
TKAHM Y MYX4UH MOAOAOTO BO3PACTA

H. BEPELLATUHA, O.B. AMCUHEHKO

B paboTte npencrtasneHbl COCTaBnsOWME CepaevyHO-CoCy-
OUCTOro CUHAPOMA Y MOJIOAbBIX MYXYUH C CUCTEMHON Hegudde-
pPEeHUMpPOBaHHOM Ancnnasnen coeamHuTensHon TkaHn. Obpatue-
HO BHUMaHwe Ha GOopMMpPOBaHWE AMCMIACTUYECKOro cepaua,
CMEKTP ero KAVHUYECKNX NPOSIBNEHNA, B TOM YMCNE HapyLLUEHNA
puTMa, CepaeyHOl HeOOoCTaTOYHOCTW, OCJIOXHEHUA nponanca
MUTPanbHOro knanaHa. o gaHHbIM nuTepaTypbl U pedynsTatam
MHOTIOJIETHUX UCCNEAOBaHNI, 060CHOBLIBAETCS CYHAPOM apTe-
pranbHOM rMNEePTEH3UN Kak BapuaHT BTOPUYHOWN (CMMMATOMATU-
YEeCKOW) rMNepTEeH3NU CNOXHOIro reHesa Ha GOoHEe NCXOAHbIX ANC-
NAacTUY4ECKMUX USMEHEHNIN BCEX OPraHOB-MULLEHUIA.

KnioueBble cnoBa: aucnnasns, COeOMHUTENbHas TKaHb,
OucnnacTnyeckoe cepale, aptepmanbHas rmnepTeH3ns

CARDIOVASCULAR SYNDROME AT SYSTEMIC
CONNECTIVE TISSUE DYSPLASIA
IN YOUNG MEN

VERESCHAGINA G.N., LISICHENKO O.V.

Components of cardiovascular syndrome in young men with
systemic nondifferentiated connective tissue dysplasia are sub-
mitted in the work. The attention is paid to formation of dysplastic
heart, to spectrum of its clinical signs, including infringements of a
rhythm, heart insufficiency, complications of mitral valve prolapse.
According to the literature and results of long-term researches,
the syndrome of arterial hypertension as a variant of a secondary
(symptomatic) hypertension of complex genesis on a background
of initial dysplastic changes of all target organs is proved.

Key words: dysplasia, connective tissue, dysplastic heart,
arterial hypertension
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SAEKTPOPUINOAOTUYECKOE PEMOAEAUPOBAHUE
AEBOT'O )XEAYAO4KA NMPU HACAEACTBEHHOM
COEAWHUTEAbHOTKAHHOW AUCNAA3UN CEPALLA:
KOHLLENTYAABHAA MOAEAb SAEKTPOTEHE3A

B.M. fikoBaes, I'.1. XauT, C.B. lyces
CTABpPONOAbCKAS FOCYAAPCTBEHHAS MEAULLUHCKAA AKAAEMUS

nekrpodusnonornyeckoe pemogenupoBaHue

NIeBOro Xenyao4uka npym coeanHUTEeNIbHOTKaAHHOMN

avcnnasum ceppua (CTAC) aBngaeTcsa A0BOJIbHO
CJIOXHBIM U MaJio NU3y4€HHbIM BONMPOCOM COBPEMEH-
HOW 3neKTpoKapauonorun. InekTpodpusnosnorm-
Yyeckoe pemMopeniMpoBaHUE JIeBOro Xenyaoudka npu
CTAC - aTo oOpa3HO-coaepXxaTesibHoe OTpaXKeHue
HapyLWeHUs NPOCTPAHCTBEHHO-BPEMEHHbIX 3aKOHO-
MepHocTei GOPMUPOBAHUSA BNEKTPOANHAMUNYECKOro
npouecca cepaua, oO0yC/IOBJIEHHOr0 HacJleACTBEH-
HbIMM MOJIEKYIIPHO-K/IETOYHbIMU, MeTaboIn4yecKu-
MU, CTPYKTYPHO-(PYHKLNOHANIbHBIMA U3MEHEHUSIMU
MuUokapga, npoBojsiuieil cuctembl, ¢GuUOGpPoO3HOro
KapKkaca u BHEKJIETOYHOro COeAUHUTESIbHOTKAHHOro
mMaTpukca.

B natoreHese anekTpodur3nonorn4eckoro pemone-
nuposaHnsa nesoro xenygodka npy CTOC MOXHO Bbl-
DennTb: CTPYKTypHble (unn MAPC - manble aHomanmu
pas3BuTUS cepaua) U GyHKUMOHaNbHbIE, 00YC/IOBEHHbIE
TKaHeBOI 1 BroanekTpuieckoln dparmeHTaumen n amc-
nepcuen. feHeTn4eckn AeTepMUHNUPOBAHHBLIA CTPYKTYP-
HO-DYHKLUMOHANbHbBIA KOHTUHYYM MPEACTaBAEH MeXTKa-
HEeBOW acummeTpuer paseBuTus (PnBPO3HOro Kapkaca,
BHEKJIETOYHOIrO0 MaTpukca, MMokapaa, NpoBOAsILLEN CUC-
TEMbI), SBASIOWENCS OCHOBOW 3/EKTPOANHAMUNYECKO-
ro cybcrpara. DfieKTporeHeTMYecknin cybcTpaTt Kak Ha-
cnencTBeHHas CTPYKTYPHO-PYHKUMOHANbHAsA MHTerpauus
(naToguHamuyeckas opraHnsaums) GyHKLMOHANbLHO Npo-
ABNSETCA M3MEHEHUSIMU MPOCTPAHCTBEHHO-BPEMEHHbIX
3aKOHOMepHOoCTeN (GopMUPOBaHUA OUO3NEKTPUYECKOTO
nons cepaua. O6pasHo-coaepx)aTesibHOE OTPaXeHne 13-
MEHEHU 9NEKTPOANHAMNYECKOrO NPOLLECCa B CEPAEYHOMN
MbILLLLE 1 B MPOBOASILLIEN CUCTEME BU3YaNTM3NPYIOTCS rpa-
duryeckn B BUOE abeppaunn Xenyao4koBOro komriekca
QRS, koTOpbLIN ABASETCHA MHTErPasibHbIM ANArHOCTUYEC-
KM KPUTEPUEM 3N1EKTPOPU3NO0SIONMYECKOr0 pemMoaenu-
POBaHUS NEBOrO XENya04Ka.

HacnencTBEHHbIN CTPYKTYPHO-DYHKUMOHANBbHbIN KOP-
penaT (MexXTkaHeBasi acMMMETpUs pPasBUTUS cepaua,
anieKTpoMexaHndeckass pparMeHTapHOCTb 1 Ancnepcus)
npun CTAC aBnseTcs OCHOBOW 31EKTPOreHe3a HapyLleHnin
CepAeyHoro putMa W MNPOBOAMMOCTU, OMPenensoLLmx
NPOCTPaHCTBEHHO-BPEMEHHbIE N3MEHEHUS Brodunanyec-
KMX XapakTepucTuK N PasHOBUAHOCTU 31eKTPODU3N0N0-
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rM4eCcKoro PEMOLENMPOBAHMS NIEBOIO XeNyaouKa.

B nocTtynHol nutepatype Mbl He Hawnm paboT, Nocesi-
LLEHHbIX CUCTEMHOW OLLEHKE BNIUSIHUS BHYTPUCEPAEUHbIX
6rnodu3nYecknx n 3nekTpodU3noNornieckmx @akTo-
POB Ha NPOCTPAHCTBEHHO-BPEMEHHbIE 3aKOHOMEPHOCTU
3NIEKTPMHECKOro nons ceppua 4enoseka. B HacToswee
BpeMsa BeayLllen MeToaosiormen n3yd4eHus norteHumana
[eNCTBMS OCTAETCH CeNEKTUBHASA XapakTePUCTMKA, OLLEH-
Ka MU MHTepnpeTaunst KOJMYECTBEHHbIX M KAYeCTBEHHbIX
rnapameTpoB.

B oTeuyecTBeHHOM nuTEpPaATypE UMEIOTCS €AUHUYHbIE
nyénmkaumm nocBsiLLEHHbIE BOMPOCY 3/1eKTPODU3N0N0-
rMYeCcKoro PEMOAENMPOBAHMS JIEBOIO XEyao4Kka npu Ha-
cnegcteeHHon CTAC [1, 2, 6].

Llenb nccnepoBaHuns. Pa3pabotaTb KOHLENTyasnbHYIO
MOZENb 3NIEKTPOreHesa aNnekTpoPuanoaormyeckoro pe-
MOAENVPOBAHUSA NIEBOrO XEenyaoyka npu HacneacTBeH-
Ho CTAC.

Martepuan u metoAabl KIIMHUYECKON 3/1EKTPOKAPANO-
JIOrM4eCKOM BU3yann3aumm 3neKkTpoanHaMmyeckoro npo-
Lecca 1 6noanekTpruyeckoro 060CHOBaHMS KOHLEeNTyasb-
HOI MOZENU 3NEeKTPoreHesa anekTpodun3nonormieckoro
pemMoaenMpoBaHus nesoro xenynoyka npu CTAC.

B oTKpbITOE PaHAOMUN3MPOBAHHOE HEKOHTPOIMPYEMOE
nccnenoBaHve 6bi1o BKIIOYEHO 124 yenoBeka: MYX4UH
— 51, xeHwwmH — 53, B BO3pacTe oT 16 0o 38 neTt (cpenHuin
Bo3pacT 26+3,5 net). OCHOBOI paHAOMU3aLNM NaLVEH-
TOB MO rpynnam siBuiacb MakCumanbHass OOHOPOAHOCTb
no KJINHUYECKMM, NabopaTopHbIM U MHCTPYMEHTAsIbHbLIM
Kputepusam nposisneHna CTAC. B 3aBMcMMOCTU OT BMAA
MasblX aHOManuin pasBUTUS cepaua nauneHTbl Obiiu
pacnpegeneHsl Ha Tpu rpynnel: 1-a rpynna (48 yen.) c
nponancom mutpanbHoro knanaHa (MMK) n/wnn Tpex-
cTBOpYaTOro knanaHa, 2-a rpynna (56 4en.) ¢ NMMK u
«JIOXHbIMW» XOpAaMn EBOro Xenyaoyka, 3-a rpynna ¢
BHYTPMUXENYyO04KOBbIMU Gnokagamn u cuHgpomom WPW
(20 yen.). Bcem nauventam ¢ CTAC npoBOOUNUCH: FreHe-
anoruyeckune, nabopaTopHble U axokapamorpadunyeckoe
(Ox0oKI) mnccnepoBanua. Ona peweHuss odbpaTHoM Oumo-
dun3nYeckon 3apayn dNeKTporeHesa anekTpodursnono-
rMY4ecKoro pemMoaennMpoBaHnsa NIEBOro >Xenyaoyka npuv
CTOAC wucnonb3oBanachb 3nekTpokapauorpaduyeckas
KOMMbIOTEPHAs cuctema, Bkaoyaouwasa obuyo IKIM-12
OTBEAEHUN, ckanapHyo opToroHanbHyio IKI (CO3KT) un
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BekTopkapauorpadpuo (BKIM) no Makdu-MapyHrao, am-
nonbHyo anekTpokapauotonorpaduio (JSKAPTO). Bek-
TOPHOE KapTMpoBaHue cepaua no cpasHeHmtoo ¢ COBKI
1 BKI" no3BonsieT B MeHee abcTpakTHOW 06pa3HO-TOMor -
paduyeckon popme BU3yanms3npoBatb GMopusnyeckme
napamMeTpbl, KOMMYECTBEHHbIE U KAYEeCTBEHHbIE Xapak-
TEPUCTUKU 3NEKTPODUSNONOTMHECKOTrO AMHAMUNYECKOrO
npouecca oaHoro cepaedvHoro umkna. Metoa A3KAPTO
npeacTaBaseT KapTUPOBaHME INEKTPUYECKOro npouecca
B cepaue Ha ocHoe COJKT; meTon 6a3mpyeTcs Ha moae-
nax 6M03NEKTPUYECKOr0 reHepaTopa cepaua afekBaTHbIX
OrpaHNYeHHON NCXOAHOM NHGOPMaLLMK, KOTOPas oTpaxa-
eTCsl aNeKTpPUYEeCKUM BEKTOPOM cepaua. BekTop cepaua
— 3T0 BekTOop D, KOMNOHEHTbI KOTOPOro NPONOPLIMOHASb-
Hbl COOTBETCTBYIOWMM curHanam X, Y, Z opTOroHasnbHbIX
oTBefeHnin. OCHOBHblE PYHKLMOHAsbHbIE XapakTepuUCTu-
K1 cepaua (Bpemst BO3OyXaeHUs onpeaeneHHbIx obnac-
TEeNn Muokapaa, NPOOOMKUTENbHOCTb PACMpPOCTPaHEHMS
dpoHTa BO3OYXAEHMS Yeped CTEHKY cepaua, Pacnosnoxe-
HUe 1 pas3mepbl HEBO3OYXOEHHbIX 30H U T. M.), CNPOeLM-
pPOBaHHbIE HA er0 Pa3BEPHYTYIO MOBEPXHOCTb C OTMEYEH-
HbIMW @aHAaTOMUYECKMMUN OPUEHTUPaMn, n3obpaxatoTcs B
dopMe KapT — AskapTorpamMmm. AnekTpoPun3nonormieckmne
xapaktepuctunku oduen KM, COBKI n BKI npenctasne-
Hbl 2B6COIOTHBIMW BEIMYMHAMU U OpUEHTaUNer MOMEHT-
HbIX BEKTOPOB cepaua ¢ BKIM neTtnsamu B Tpex nnocKOCTSX
[5]. KomnbloTepHas anekTpoduranonorns sBnseTcs HoOBoOM
MEeTO0JI0rMe aBTOMaTU3NPOBAHHbIX 31eKTPOPU3N0NO0-
rMYeckux MCCrefoBaHWii, KOTopas sIBAsSeTcs Haubonee
COBPEMEHHOWN 1 MEPCMNEKTUBHOM B PELUEHUM APSMON n
obpaTHo BModpuU3nN4eckon 3agadn KIMHUYECKOW IN1EKT-
pokapaunonorum [4].

[na o60CHOBaHHOW M AoKa3aTesibHOW TPaKTOBKWU MO-
TeHupnana gencTeus (oenonsapusaumm n penonspusaumnmn)
XEeNnya04KOB, MX MPOCTPAHCTBEHHO-BPEMEHHbIX XapakTe-
PUCTUK C MPUBA3KOM K aHATOMUYECKON CTPYKTYPE, Mbl UC-
Nosb30Basn KOJIMYECTBEHHYIO U KA4EeCTBEHHYIO (BU3yasib-
HYIO) OLLEHKY A3KapTOrpaMm (MOMEHTHbIX U CYMMAapPHbIX),
obecneynBaloLMX LOCTATOYHO SICHYIO Tonorpaduyeckyio,
ANeKTPOPUINONIOTMYECKYIO N KIIMHUYECKYIO MHTepnpeTa-
LMIO MPOUCXOAALLNX B CePALE 3NEKTPODUINONOrNYECKNX
NpOoLLECCOB.

Komnnekc MeTogoB M METOAONOrMiA 3nekTpoKapau-
orpadunyeckomn KOMMbIOTEPHOW CUCTEMbI MO3BONASET Ha
COBPEMEHHOM YpPOBHE AaTb OMOMU3NYECKYID OLIEHKY U
WHTEpPnpeTaLmio OCHOBHbIX KPUTEPUEB 3nekTpoduano-
JNIOrMYECKOro PEMOAENNPOBAHNS NTIEBOrO Xenyaoyka npu
CTAC B NnpuBA3KE K CTPYKTYPHO-DYHKLMOHANBHBIM.

CWHXpOHHas perucTpaums noteHumana oencTens xe-
JIyO0YKOB C MOMOLLbIO opToroHanbHbix KT, BKI™ 1 BekTOp-
HOro KapTMpoBaHus obnagaeT BbICOKOW AoKa3aTesibHOMN
MHPOPMATMBHOCTbIO B OLEHKE 3JIEKTPOAMHAMUNYECKOrO
npoLecca M HapyLleHUn NPOCTPAHCTBEHHO-BPEMEHHbIX
3aKOHOMEpPHOCTEN HOPMUPOBaHUS BUO3NEKTPUYECKOTO
nons cepaua, SABASIOWMXCS 9N1eKTPODU3N0N0OrNYEeCKUMN
KPUTEPUSAMU PEMOLENVNPOBAHUS JIEBOMO XENYA04KA.

O6pasHo-conepxaTenbHas BuU3yanusaums [Oenons-
pusauun 1 penonsapudaLmn XenyaoykoB C MOMOLLbIO
anekTpokapanorpadurnyeckomn KOMMbIOTEPHON CUCTEMBbI
nossonsietr andbddepeHUnpoBaHO OLEHUTb HapyLUEHUS
ANeKTPOANHAMMYECKOro NnpoLecca, SABASOLWEroCs OCHO-
BOI matoreHesa 31ekTpodm3nonornieckoro pemogenn-
poBaHusa nesoro xenynodka npu CTAC. KomnbioTepHas
obpaboTka 6UOPU3MHECKUX MOKasaTenen [OCTOBEPHO
paclmpsieT guanasoH obpasHo-rpaduyeckux n copep-
XaTeNbHbIX NPEACTaBAEHUA HaPYLIEHUA 3NeKTpOoAMHa-
MUYECKOro npoLecca, OTpaxarowlero anekTpoduamno-
JNIOrM4eckoe pemMoaennpoBaHnE NEeBOr0 Xenyaoyka npu
CTAC.

Bepywmm metogoM 060CHOBaHMS U JOCTOBEPHOCTU

OVNarHOCTUYECKNX KpUTEPUEB SN1EKTPOPU3NONOrM4ECKOro
pemMoaenmpoBaHus neBoro xenynoyka npu CTAC asnseT-
CSl BEKTOPHOE KapTnpoBaHne 61odmnanyeckoro npoLecca
cepaua. Meton 6asuvpyetcs Ha mMogensax OMoanekTpu-
4eCKOro reHeparopa cepaua afekBaTHbIX OrpaHNYeHHON
NCXOAHOW MHGOpMaLmn, KOTopas OTpaxKaeTcsl BEKTOPOM
cepaua. Meton OOKAPTO o6nagaet psgoom npeumy-
LLEeCTB, 3HAYNTENbHO NOBbILLAILLNX LOCTOBEPHOCTbL SM1EK-
Tpoduanonorndyeckorn nHdopmaumm n 3bdOEeKTUBHOCTb
OVNarHOCTUYECKON WHTeprnpeTaumMm peaynsTatoB MCCle-
[0BaHNA MO CPaBHEHMUIO C OPYrvMK LLMPOKO pacnpocTpa-
HEHHbIMW 3neKTpoKapanorpadryeckumMmm meTogamMmu.

AHannTuyeckas oueHka KOSMYECTBEHHbLIX M KayecT-
BEHHbIX XapPakTEePUCTUK 3NeKTPODU3NONOrMYecKoro pe-
MoZennpoBaHus nesoro xenygoyka npu CTAC cepaua
NnpoBOAMNAaChb NocnenoBaTesibHO No pe3ynbTataM uccre-
[0BaHWS, NONYYEHHbIM C NoMoLLbio OxoKI™ n anekTpokap-
avorpaduyeckon KOMMNbIOTEPHOM CUCTEMBI.

Abeppauua komnnekca QRS aBnsetcss 06pa3HO-Co-
JepXaTenbHblM WHTErpajsbHbiM KPUTEPUEM, OTpaxaro-
LM U3MEHEHUSI NPOCTPAHCTBEHHO-BPEMEHHbIX 32KOHO-
MEPHOCTEN 3N1EKTPOAMHAMMYECKOrO NpoLecca, KOTopbIi
NIeXUT B OCHOBE 311eKTPODU3NONOrMYecKoro pemMoaenm-
poBaHuA cepaLa yenoseka. HTepnpetaums MexaHM3mMoB
abeppaHTHOCTM 3aBUCUT OT MOHMMAHUS 3NeKTPoPU3n-
OJIOTNYECKON CYLLUHOCTU HOPMMPOBAHNA U NPOBEAEHUA
BO30OYXEHNS B CEPALE, CBA3AHHbIX CO CTPYKTYPHO-(YH-
KUMOHAsNbHBIMN  M3MEHEHUSIMU, KOTOpPble OMnpeaenstoT
NPOCTPAHCTBEHHO-BPEMEHHbIE HApPYLLUEHUS MoTeHumana
LENCTBUS XEeNYy404KOB.

OnekTpoduranonornyeckas UHPOPMaATUBHOCTb KpUTE-
pusi abeppaumm xenyaoy4koBoro komrniaekca QRS Hanbo-
nee pokasaTesibHa No 06pa3Ho-coaepXKaTeNbHOM BM3ya-
NN3aumm 1 9BPUCTUHECKOM ONarHoCTUKeE.

PesynbraTthl ccnenoBaHuii 06pabaTbiBanMCb NaKeTOM
nporpaMMHoro obecrnevyeHuss No meauko-oGuonornyec-
kon ctatuctuke (Glantz S., Fletcher R.H., Fletcher S.W.,
Wagner E.H.). 1na cpaBHeHUst KONNYECTBEHHbIX MapameT-
poB ucnonb3oBancsa t-kputepun CrblogeHTa. Pasnnuua
cumMTanuck goctoBepHbiMu Npu p<0,05.

Pesynbtathl n obGcyxaeHue. OOOCHOBaHME KOH-
LenTyanbHOW MOLENU 3nekTporeHesa anekTpodunsu-
ONIOrNYECKOro pPEMOAENNPOBAHNSA JIEBOrO XXeslyaouka
NnPoOBOAMSIOCH C npueiiedeHneM GunocoPCKUxX KaTero-
puii (NpuYMHa-cneacTsme, CTPykTypa-@gyHKumsa) n 6uo-
duamyecknx napagurMm — 00pas3Ho-coaepKaTeNbHbIX
n rpadunyHeckux napamMeTpoB, MOSYYEHHBIX C MOMOLLbIO
anekTpokapanorpaduyeckon KOMMbIOTEPHOW CUCTEMBI,
BU3yaslbHO XapaKTepU3YoLWnX 3NeKTPOANHAMUYECKNA
npouecc GopMUPOBaHUS BLMO3NEKTPMYECKOrO NONS Cep-
aua npun HacnepgcteeHHonm CTAC.

1. MpUYMHHO-CNEeACTBEHHAs XapakTepucTmka CTPyK-
TYPHO-DYHKLMOHANbHbBIX (PAKTOPOB, ABASIOLIMXCA SNEK-
TpOreHeTMyeckum  cybcTpaTtoM  3nekTpodu3nonoru-
4Yeckoro pemMoaenMpPoBaHUS JIEBOr0 Xenyaodka npu
HacNeaCTBEHHOW 1 NpnobpeTeHHOoM naTonornm cepaua.

2. Buodunaunyeckne MmexaHnaMbl 3NeKTPOANHAMUYEC-
KOro npouecca 91eKTpodU3N0N0rM4eckoro pemMoaenm-
poBaHWA NEeBOro Xesnygo4yka cepgua npu HacneacTBeH-
Hom CTAC.

3. KoHuenTyanbHas buodusnyeckas Moaesb 3/1EKTPO-
reHesa anekTpodmn3noNorMyeckoro PEMOLENMPOBaAHUS
NIeBOro xenygoyka npun HacnegcteeHHom CTAC.

MpUYMHHO-CNEACTBEHHbIE U CTPYKTYPHO-PYHKLMO-
HanbHble dpakTopbl HacneacTeeHHor CTAC, asngaowmecs
MOP®OSIOrMYECKNM  3NIEKTPOrEHETUYECKMM CYyBCTpaToM
anekTPoPU3NONOrMYecKOro PEMOLENMPOBAHUS JIEBOTO
Xenyaooudka.

1. AcummeTpusa pasBuUTUS KNETOK M TKaHel ceppua
WA TEHETUYECKN [eTepMUHMPOBAHHAA MeXTkaHeBas
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aCUMMETPUS KakK CTPYKTYPHO-DYHKLMOHANbHAss OCHOBa
3IEKTPOreHeTMYECKOro cybcTpara a/eKkTpoaMHaMmnyec-
KOro npougecca 61M03NEKTPUYECKOrO NoNs cepaLa.

2. Manble aHomanun passutua npu CTAOC, koTopble
ABNSAIOTCH 3/1IEKTPOreHHbIM cybCTpaToM HapyLLeHWi cep-
[e4Horo putMa 1 NnpoBOAUMOCTU.

3. buopuamnyeckne MexaHnambl 31eKTPOPU3N0NOorn-
4eCKOro pemMoaennMpOoBaHUS JIEBOrO XEenyaoyka npu Ha-
cnencteeHHon CTAC: cuHgpom kopoTkoro PQ (CLC) m
WPW,; BHYTPUXENYA04KOBbIE B/10Kaabl.

CucteMHasi oLeHKa BJIUSIHUS BHYTPUCEpPAEeYHbIX
31eKTPOPUI3N0IIOrM4ecknux pakTopoB Ha NMPOCTPaHC-
TBEHHO — BPeMeHHbIe 3aKOHOMEePHOCTU popMUpoBa-
HUSE BUOBIEKTPUYECKOro roJisa cepaua

MocTtaHoBKa 0OpaTHON 3NEKTPOPU3NONOrNYECKON
3aja4un KIMHMYeckom ¢uanonorum «CnuctemHas oueHka
BNNSAHNS BHYTPUCEPAEYHbIX HaKTOPOB HA 3NEKTPOreHes
ANeKTPOdU3NONOrMYECKOr0 PEMOLENNPOBAHUSA JIEBOIO
xenypodka npu CTOC» B TakOM acnekTe 1 ee pelleHne
BbI3biBAeT OOMblLUME AMArHOCTUYECKME TpyAHocTU [7].
OpgHako CcoBpeMeHHble 3nekTPodU3nonormiyeckne Tex-
HOMOTrMKM AAKT BO3MOXHOCTb OMPenennTbCs C OCHOBHbIM
noaxoaoM, CO34aTb  JIOTMKO—aHANIMTUYECKYID MOAENb
3NeKTporeHesa n OLEHUTb SHAOMEeHHbIE MEXaHM3MbI, M03-
BOJISIIOLLIME NO3HATb BMOPUINYECKYIO CYLLLHOCTb U3MEHE-
HUI 3NMEeKTPOANHAMMYECKOro npoLlecca anekTpodusno-
JNIOrMYECKOro PEMOAENMPOBAHNS NIEBOrO Xenyaoyka npu
BbICKaJ1b3bIBAKOLLIMX KOMMIEKCAX U pUTMax, 3KCTPacuUcTo-
NUAX, NapoKCU3MasibHbIX TaxMkapamsx, 6nokagax HoXek
nydyka 'vca n cungpome WPW.

MeToanyeckne n MeTogoNormieckne Noaxoabl BU3y-
anu3aumn 3HAOMEHHbIX 3NEKTPOPU3NONOrNYECKUX Me-
XaHM3MOB, XapakTepuayloLlix abeppauuio Kak HOBYIO
ANeKTPOANHAMMYECKYIO OpraHm3aumio 61odru3nyeckoro
npouecca, kak Hanbonee 060CHOBaHHOE NPUBMXEHME K
PaCKPbITUIO BEPOATHOCTHOM CYLLIHOCTU 371€KTPODU3N0N0-
rMYecKoro peMoeNMPOBAHNS XeNya04KOB, T.e. KOJn4ec-
TBEHHbIX U KQYECTBEHHbIX Noka3aTenen anekTpoanHamMm-
4yeckoro npouecca 61MO3NEKTPMYECKOrO NoNs cepaLa.

O6pa3Ho-coaepxaTenbHas BU3yanmMaauus 3N1eKTpo-
AVHaMn4eckoro npotecca cepgla ¢ NoMOLLbIO 3/1IeKTPO-
Kapanorpadunyeckor komnbtoTepHor cuctemsl (IKI, CO-
OKT, BKIN n ASKAPTO) nossonseT anddepeHumnpoBaHHO
XapakTepn3oBaTb NapamMeTpbl 3NeKTPOPU3NO0IOrMYECKIO
pPEMOAENMPOBaHMS NeBOro xenypouyka. KonuyectBeH-
Hble Brodursnyeckme napameTpbl, 3aPErncCTPUPOBAHHbIE
anekTpokapamorpapu4eckom  KOMMbIOTEPHOM  CUCTe-
MO, OTpaxaloT NOCNeaoBaTeNbHOCTb akTMBaALMN Npes-
cepanin 1 XenyooykoB, KOTOPbIE B HOPMe MPOSIBNSIOTCS
LUMKINYHOCTBIO, MOBTOPSIEMOCTLIO U OMNpeaeneHHbIMU
3aKOHOMEPHOCTSIMU, MO3BOASIOWMMU ONPEnEnnTbC Mo
[,0Ka3aTeNbHOCTM U OMArHOCTUYECKOM KOHKpeTu3aLumm
dN3NONOrMyecknx CTaHAAPTOB, SABASIOLLMXCS YHUBEP-
CaJsibHOM TOYKOWM OTCHYeTa B CUCTEME INEKTPOPU3NOI0rn-
YECKNX NU3MEPEHWIA.

KayecTBeHHble mokasaTenu nNpeacepaHoro n Xeny-
[O4YKOBOro KOMMMEKCOB rpadunyeckn BU3yanmsanpyoTcs
B BUAe nameHeHuns dopmbl 3ybua P 1 komnnekca QRS,
ANeKTPOPU3NONOrMYECKUMN MEXAHU3MAMKN KOTOPBIX SB-
naTCs:

1) cmeleHre mecTa BO3HUKHOBEHUS MMMY/bCa K Xe-
JNlyAOYKOBOMY 3KTOMMYECKOMY (DOKYCY UNN K aTPUOBEHT-
PUKYNSPHBIM Y3/10BbIM ABOVHBIM MYTSAM ONpeaeneHHoro
TUNa npoBeaeHns (NPOAOSIbHBLIM a 1 B My4kam npoBeae-
HUS UMynbca);

2) U3MEHEHME XeNyao4KOBOro pacnpoCTpaHeHUs cyn-
PaBEHTPUKYNIIPHOIO MMMybca No cucteme Mmca-rypkn-
Hbe. B pe3ynbrate aToro BO3HMKAIOT: CTPYKTYPHO-DYHK-
LMOHAsNbHbIE M MPOCTPAHCTBEHHO-BPEMEHHbIE YCIOBUS
onsa GopmMMpoBaHMs HOBOW OpraHn3aumn anekTpoamnHa-
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MWNYECKOro npouecca, a Takke CUCTEMbl B3aMMOCBA3eN
1 B3aUMOOENCTBUIN 3HOOTEHHbIX 3N1eKTpodm3nonormnyec-
KMX MEXaHM3MOB, KOTOPbIE BHOCAT OMpenefneHHylo Kop-
PEeKUMIO B 3SIEKTPUHECKOoe nose cepaua, 4To rpadunyecku
nposiensaetcsa Ha OKI, COSKT, BKI u ASKAPTO abeppaum-
eln komnnekca QRS.

Busyanunsaums anekTpmyeckoro rnosns cepaua ¢ nomo-
LLLbIO 3N1IEKTPOKapAnorpadnyeckorm KOMMNbIOTEPHOM CUCTe-
Mbl P GU3NONOrNYECKMX 1 NATONIOMMHYECKNX COCTOAHUSAX
cepAua OUEHMBAeTCs W aHanM3MpyeTcsl C UCMNOosb30Ba-
HVEeM NPUHLMNA 3BPUCTUYECKON 1 Brodusnyeckoin ava-
rHOCTUKN. K HacToswWweMy BPEMEHU, CUCTEMHbBIA NOOXOLA,
OLEHKN 1 aHanmMaa anekTpopu3noiormiecknx MexaHma-
MOB BG1031EKTPUHECKOr0 NOMSi CEPALA YeNOoBeEKa He Npu-
MEHSIETCS B KIIMHNYECKOM puramonornn. ECTeCTBeHHO, 4TO
paspaboTka 1 BHeAPEHNE CUCTEMHOrO NOAXoAa B aHan-
TUYECKYIO OLEHKY 9N1EKTPUYECKOro Nons cepaua Yenose-
Ka sBnsieTcs Hanbonee nepcrnekTUBHON, paLMoOHabHON B
OVarHoCTMYECKOM NPOLLECCE KITIMHNYECKOM hU3nonornu.

OnekTpopusnonorniyeckasi MHHOPMATUBHOCTb Kpu-
Tepusi abeppaumny QRS Hanbonee 060CHOBaHHas 1 foka-
3arTesibHas No 06pa3HO-coaepXaTenbHOM 1 rpaduyeckomn
BU3yanuM3auuun 3neKkTPoaNHAMMYEeCKOro npolecca npu
HacneacTBEHHOM U NpnobpeTeHHOM NaTonornn cepaua.

OCHOBHbIE MPUYUHBI U MexXaHM3Mbl, hopmupyoLmne
abeppaHTHOCTL Komriekca QRS AGeppaHTHOCTb pac-
CMaTpmMBaETCS B MEPBYIO 04epenb C NO3ULLMIA pacnpocTpa-
HEHVS MMMYJIbCOB B BOJIOKHAaX, MeEMOPaHHbIV NoTeHLuman
KOTOPbIX HMXE HOPMAJIbHOIO, a XapakTep HapyLleHWun
CBSI3aH CO ChAenylwyMu npudnHamMn): nokanmaaumen
BOBJIEYEHHbIX KJIETOK; YPOBHEM MEMOPaHHOIro noTeHuua-
Na Ha NyTU pacnpoCTPaHeHns UMMNynbca. AnekTpodunau-
ONOTMYECKMMWN MEXAHM3MaMU CHUXEHUS MeMOpPaHHOro
noTeHumana sBASTCA HeMNoJsiHas penonspusaums, Hu3-
KM NOTEHUMan nokosi, 4enonapusaumsa Mmokapaa B 4eT-
BepTylo haszy nnm nx KoMomHaums.

MpuunHHO-cneacTBeHHoe aeneHne abeppauum QRS.

1. CuHOaTpuanbHOe unn npeacepaHoe HapylleHue
aBTOMaTM3Ma.

2. TeTepoTonuyeckuin aBTOMaTM3M (NpeacepaHbii,
npencepaoHO-Xenyao4KkoBbl U XeNya04HKOBbIN).

3. HapyweHve npoBefeHus umnynbca B CUCTEME
lvca-lMypknHbe 1 no AB coeguHeHuo.

4. JononHuTenbHble NpeacepaHO-XeNyoo4KoBble
nyTV NPOBEAEHMUS CYNPABEHTPUKYNSPHOrO UMMybCa.

5. KOMBUHMPOBAHHbIE MPUYMHBLI MO NOKaNMU3aLUN 1
3anekTPOPU3NONOrNYECKUM SHAOTEHHBIM MEXaHNU3MaM.

OnekTpodU3NOIOrMyeckme xapakTepucTukm cne-
LMann3npoBaHHbIX TKaHer cepaua ABASIOTCS OCHOBHbI-
MU geTepMuHaHTamu abeppaHTHOCTU. >KenyaoykoBas
abeppaunsi, HeNoCcpPeaCTBEHHO CBA3aHHAsA C HapyLUEeHN-
MU NPOBeAEHN nMnynbca B cucteme 'mca-lNypkuHoee,
BO3MOXHA B TPEX Pa3HOBUAHOCTAX: puanonornyeckas,
dyHKUMOHaNbHaga 1 opraHmyeckas.

O6WUMKN  3neKkTpoPU3N0NOrMYecKUMN MexaHmu3amMa-
Mun abeppauum SBASIOTCSH MPOCTPAHCTBEHHO-BPEMEH-
Hble HapylleHUs MNpPOBeAEHUSA CYMNpPaBEeHTPUKYNSPHOrO
mMnyneca no AB-coeaouHeHuio, CTBONY WU CUCTEME
mca-lMypknHbe. B pe3ynbtare 3TOro co3palTcs HOBbIE
YCNOBUS PasBUTUS INeKTPODU3MON0rM4eCcKoro NpoLec-
ca u GopMUPOBaAHUS INEKTPOAMHAMUYECKOrO MpoLec-
ca 61031eKTPUYECKOro Mnons cepaua, obyCcnoBfieHHbIe
3HAOMEHHbIMM NATONIOrMYECKUMN MEXAHU3MaMU, cpeaun
KOTOPbIX ONpeaensaoWnMn SBASIOTCS.

1. HapyweHune pedpakTepHOCTN NPOBEAEHNS UMMYJIb-
ca no cucteme mca-rNypkuHbe.

2. MonepeyHass wnn nNpoaosibHas QYHKUMOHaNbHas
auccouvaumss B aTPUOBEHTPUKYNIIPHOM  COEOVHEHUN,
CTBOJIE UMM HOXKaxX nyyka 1ca.

3. ABeppaunst KOPOTKOro CEpAEYHOro LmKna npu cyn-
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PaBEHTPUKYNSIPHOM U Xenya04KOBOM 3KCTPaCUCTONUN,
MapoKCcn3mMasnbHOM Taxmkaponn.

4. Abeppauus komnnekca QRS npu onntensHoMm cep-
[e4YHOM LMKIe, KOTopas BbIBISIETCS NPU CUHYCOBO 6pa-
OVKapaMn N XapakTepulyeTcd MexaHM3MOM «MNpenrnoy-
TUTENBHOrO» MPOBEAEHUS abeppaHTHbIX BO3OYXAeHUI
yepes3 AB-coeanHeHue.

5. OHAOOreHHbIe MEXaHN3Mbl «yCKOJIb3aHUS» KOMMEK-
coB QRS, BosHuKaowmx B AB-coeguHeHnn, cTBone Unm
cucteme mca-lNypknHbe, KOTOpble 00YCNOBMAEHbI YaM-
HeHneM OU3NONOrM4eckorm nnnu OyHKUMOHaNbHON ped-
pakTepHOCTU NPOBEOEHUS.

6. TeHeTnyeckn OETEPMUHUPOBAHHLINA 3HOOMEHHbIN
CTPYKTYPHO-(YHKLIMOHASIbHBIN 91EKTPOreHHbIV cybcTpaT
npeacepaHoO-Xenygo4koBOro NpoBeaeHns CynpaBeHTpu-
KYNSIPHOrO MMMyJibCa MO OOMOJIHUTENbHLIM MyTAM (MyyKy
KeHTa), KOTOpPbLIA NIEXUT B OCHOBE MpexneBPeMeHHOro
BO30OYXAEHWNS XeNy04KoB 1 abeppaLmm Xenya04KkoBOro
komnnekca QRS (cungpom WPW).

7. Abeppaumsi, obycnoBneHHas HacNeACTBEHHOW Wu
npruobpeTeHHor aereHepaumen NpPOBOASLLEN CUCTEMbI
lvca-lMypkuHbe.

8. leHe3 HapylleHuin NpPoBeaeHUs U UX 3NeKTpodu-
3nonorundeckne nposieneHns Ha IKI, cBsa3aHHble C Bpe-
MEHHBLIMWN XapaKTEPUCTUKAMU CHUXEHUST MeMOpaHHOro
noteHumana. Hambonee 4acTto BCTpedyaeTcs rpynna Ha-
pyLleHWI NpoBefeHusi, 0OYyCNOBIEHHAs YMEHbLUEHVEM
MemMOpaHHOro noTeHuMana BCleacTBMEe BO3HMKHOBEHMS
HernoJIHOM penonapusaumn.

Joka3aTtesnibHbie KOMMEHTapun 3J1eKTPpo¢dun3no-
JIOrM4eckKoro pemMoaesiMpoBaHus JIEBOro XeJsy[o4Yka
npu MeXTKaHeBOW aCUMMeTPUUn, BHYTPVDKETYA04YKO-
BbIx 6510kagax u cuHgpome WPW

leHeTu4yeckn [eTepMUHMPOBAHHAs MeXTKaHeBast
acummeTtpua npu CTAC onpenenseTr cTeneHb Bbipa-
XEHHOCTU 06pa3oBaHNS N30NUPYIOLLMX FPaHUL, MEXAY
MbILLUEYHbIMW NyYKaMu, KOTOpPbIe BEOYT K YCUNEHUIO ec-
TECTBEHHOW aCUMHXPOHHOW akTUBaLUW U HepaBHOMEP-
HOMY 1N GparMeHTUPOBAHHOMY NPOBEAEHUIO UMY 1b-
ca B0o36yxaeHus. Ecnv B napannenbHO pacnofioXXeHHbIX
BOJIOKHAX MuoKapha npoBefeHne CTaHOBUTCH Aekpe-
MEHTHbIM, HO HE B OAWHAKOBOWM CTEMeHu, TO BMEeCTO
ennHoro GpoHTa BO30YXAEHUS MOSABASIOTCA onepexa-
jowme 1 3ana3apiBaloLne BOJHbI, T.e. pparMeHTapHoe
dopmMmpoBaHue noTeHumana AenCTBUSA XenyOoykOoB.
Jenonsapunsaumsa coceaHnUX BOTOKOH MPONCXOAUT HE Of-
HOBpPEeMeHHO, 06uasa apEPeKTUBHOCTb CTMMYa NnaaaeT,
1 BO3MOXHO Pa3BUTUE YHaCTMHYHOW UKW NOJTHOW 6riokaabl
ero npoBefeHus.

MonekynapHO-reHeTu4eckme unccnenoBaHus on-
penenMnn HeKoTopble 3HAOreHHblE 31eKTPOdPU3nNono-
rmyekre MexaHu3Mbl, KOTopble 0OYCNOBAMBAIOT peruv-
OHaJibHble U3MEHEHUS B aBTOHOMHOWM PeLenTOpHON U
3bPEKTOPHON PYHKUMN, KOHEYHBIM PE3YNbTATOM UX SIB-
nseTcsa ANCrnepcus oTBeTa Ha CUMNaTUYeCKUi CTUMyn,
T.€. BO3HUKAIOT NaTosiornyeckme 6uodunsnyeckme ceasmn
N YPOBEHb B3auMOOENCTBUI GOPMUPYIOLLNX KPATKOB-
pPEMEHHOE WU OJINTEeNbHOE 3NIEKTPOPUINO0NOrnieckoe
pemMoaenMpoBaHue NeBoro Xenyaouka.

MopennpoBaHue B1M03NeEKTPMYECKOro Nonsa cepaua
peanndyeTcs B peasibHOM BPEMEHU U NPOCTPaHCTBE C
BEPOSATHOCTHOW 6GMOPU3NYECKON LIMKIIMYHOCTbLIO, MOC-
nefoBaTeNbHOCTbIO U ONpeaeneHHONn 3aKOHOMEPHOC-
TblO, KOTOPbIE MOXHO 3aperncTpupoBaTb C NOMOLLbIO
3NEeKTPOKaApPAMNONOrM4ECKON KOMMbIOTEPHOW CUCTEMBbI.
B rpadunyeckom oTpaxeHun noTeHuman gencreuvs (ae-
nonsipusaumsa n penonsapusaums) NnposiBAsSeTcs B BUOE
OKr-kpuBbix, BKI-neTenb unam kapT npy MHOXECTBEH-
HOM WM BEKTOPHOM KapTMpOBaHWW ceppua, xapak-
Tepuaylowmx o0pa3Ho-coaepXaTebHble MnapamMeTpbl

61nodur3MyecKoro npouecca B NpMBa3ke K aHaToMuyec-
KM OPUEHTUPAM JIEBOrO 1 NPABOro XeNyA04KOB.

CTpyKkTypHOE 1 3nekTpodmn3nonornieckoe pemoae-
nunpoBaHune nesoro >xenygodka npu CTAC onpeneneHo
reHeTU4ecKkol 4eTEPMUHNPOBAHHOCTbLIO M HEOOPATMMOC-
ThiO MEXTKaHEeBOW aCUMMETPUN. ACHO, YTO MOMUMO reHe-
TUYECKOI AeTEPMUHNPOBAHHOCTM 1 HEOOPATUMOCTU MPO-
Lecca MEeXTKaHEeBOM acUMMETpUK, Nexalleii B OCHOBE
anekTPodU3NONOrM4eCcKOro PEMOAENMPOBAHUS JIEBOrO
xenypouka npyn CTAC, HeobxoaMMo No3HaTb BEPOATHOC-
THblE MEXHU3Mbl SIEKTPOreHe3a SHO0reHHOW naTosorn-
4eCKOW CUCTEMBbI.

OnekTpokapauorpaduyeckas KOMMbOTEPHAss CUC-
TemMa, KOTopas MCMNOb30BaHa B HALUMX MCCNeoOBaHUSX,
No3BOJInfa B OTHOCUTENIbHOM NMPUBMXEHUM ONPeaennTb
OCHOBHbIE€ KPUTEPUM N UX ONArHOCTUYECKYIO 3HAYMMOCTb
B Bepudukaumm anekTpopunsnonormieckoro pemMmoaenu-
poBaHunsa nesoro xxenyaodka npy CTAC.

O60oCHOBaHMEe O0CTOBEPHOCTU KpuTepus abeppaHT-
HOCTWM Xenyao4koBoro koMmniaekca QRS B uenax sepudu-
Kauum anekTpodmn3nonormyeckoro PEMOLENMPOBaHUS
JIEBOrO Xenyaouka npu BHYTPUXKENYA0YKOBbIX Grokagax
n cuHgpome WPW npoBoamnoch € no3vuuin Teopumn mn3s-
MEHEHUNS 31EKTPOAMHAMMYECKOrO npouecca, 0bycnos-
JIEHHOr0 HaCnNeaCTBEHHOM CTPYKTYPHO-(PYHKLMOHAIBbHOM
1 NPOCTPaHCTBEHHO-BPEMEHHOW HEOOPATUMOCTbIO, BO3-
HUKLIEN B LMKANYECKONM (MOBTOPSIOLLLENCS) HEPABHOBEC-
HOW SHTPOMUINHON BModU3NYECKOol cucTeMe cepaua npu
CTAC.

dopma komnnekca QRS 3aBucUT OT nocnenoBaTtesib-
HOCTW akTMBauuW, Aenonspusauum n penonspusaummn
XenyaoykoB, NMpu4eM n3meHeHust dopmbl (abeppaums)
OTpaxaeT OTKSIOHEHNE OT HOPMbI MPU PACNPOCTPAHEHUN
BO30YXAEHMS, KOTOpPOE BO3HMKAET MO OAHON K3 Tpex
3NeKTPOPU3NONIONMYECKNX MPUYMH: NpU  0OBpaszoBaHUN
VMMMYNbCOB B 9KTOMUYECKOM XENYA04KOBOM LEHTpEe Uin
B aTPUOBEHTPUKYSIPHOM COEOVHEHUU; HapyLUEeHUN Mpo-
BEOEHNS CYNPaBEHTPUKYNSIPHOIO VMMynbCa B CUCTEME
lvca-lNypkrHbe; HaNM4YMN AONONHUTENBbHBIX NPEeACePaHO-
XenynoukoBbIX MyTe NMpoBeAeHUs MMMyNbca (KOPOTKMIA
PQ, cunopom WPW).

lMpoBegeHne wvmnynbca (NOTeHuuana AEeNCcTBus) B
CepaLe sIBASIETCS B BbICLUEN CTEMEHU CIIOXHbIM U HE A0
KOHLIA n3y4yeHHbIM sBneHnem [3]. NpoBeneHne aBnseTcs
pes3ynsTaToM NocnenoBaTesbHON Aenonsapu3aumm CMex-
HbIX Y4aCTKOB KJIETOYHOM MeMObpaHbl 32 CHET JIOKAJIbHbIX
TOKOB, KOTOpPbl€ BO3HMKAKOT BCAEACTBME PA3HOCTU MO-
TEHUMANoB MeXay COCEeAHVMMU CerMeHTamMm MOKOSLLEN-
cs (NONSPU30BaAHHON) U aKTUBHOM (4EeN0NSPU30BaHHON)
MeMObpaHbl 1 TEKYT OT KJIETKM K KJIETKE Yepes3 KOHTaKThI,
obnaparoLme HU3KMM 3NIEKTPUYECKUM COMPOTUBIIEHNEM.
CKOpOCTb NPOBEAEHNS UMIMYNbCa 3aBUCUT OT psiaa B3an-
MOCBSI3aHHbIX MEPEMEHHbIX, BKJ1IO4AS BXOASALLNIA TOK U €ro
[eTepMUHaHTbl, BO36yAMMOCTb, MacCUBHblE KabesbHble
CBOWCTBA CepaeyHbIX BOJIOKOH, VX ANAMETP 1 FreOMeTPUIo,
a TaKkke MeXTKaHEeBYIO CUMMETPUIO Pa3BUTUSA CepaLa.

MexaHn3mbl abeppauunmn Xenyao4ykoBoro KOMMiekea,
0OYyCNOBEHHbIE HAPYLUEHMSMW NPOBEAEHUS B CUCTeMe
['vca-lNMypknHbe, 9BNAIOTCA ONpefengowyMm B U3MeHe-
HUN GOopMbl BUOBNEKTPUYECKOrO NMONS CEPALA U ero 00-
pasHO-coaepXaTtenbHOM U rpaduyeckoM MpOosiBIEHUN
9NeKTPOPU3NOIOrMYECKOr0 PEMOAENNPOBAHNS NIEBOIO
xenygoyka. CnoXHOCTb MO3HAHUSA CTPYKTYPHO-DYHKLM-
OHaNbHbIX N BUOPU3NYECKUX MEXAHNU3MOB 3NeKTPodU-
3MONOrM4ECKOro PeEMOAENNPOBAHNSA NIEBOrO XEenyaoyka
CBSI3aHO C OTCYTCTBMEM €OVMHOW MEeTOOO0N0rnU OLEHKU
ANeKTPOoANHAMMYECKOro Nnpouecca, a Takke ero Buadya-
NN3aumm 1 BOCNPUSTUS B TPEXMEPHOM NPOCTPAHCTBE OT-
KPbITON HEPABHOBECHOW CUCTEMBbI.

3akniouyeHue. CuUCTEMHbI Moaxon BuU3yanusauumn
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[l _AVCNAA3MA COEAMHUTEAbLHOW TKAHU

M MHTEeprnpeTauun BHYTPUCEPOEUHbIX 3/1eKTPODU3N0N0-
MMYECKUX MEXAaHU3MOB, OTPAXAKLLNA N3MEHEHNST 3aKO-
HOMEPHOCTEN, CTPYKTYpbl U dopmMbl (abeppaLmm) anek-
TPOANHAMMYECKOro npouecca, NPOSBASIOLLENCH B Buae
06pasHo-copepXaTesibHbIX U rpadUyeckmx XxapakTepuc-
TUK 3NeKTPODdU3NONOrMYECKOr0 PEMOAENMPOBAHUS Ne-
BOr0 Xenynouka, aenseTtcsa Hanbosiee NepcrnekTBHbIM B
COBPEMEHHOM KIIMHNYECKOM 3NeKTPOKapanNOa0rnn.
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SAEKTPOPUIUOAOTUHECKOE
PEMOAEAUPOBAHUE AEBOTO XXEAYAOHYKA

NMPU HACAEACTBEHHOU
COEAUHUTEABHOTKAHHOU AUCNAA3UU CEPALLA:
KOHLLENTYAABHASl MOAEAb SAEKTPOTEHE3A

B.M. IKOBAEB, .. XAWT, C.B. 'YCEB

B crtatbe npepnctaBneHo 060OCHOBaHME MO CUCTEMHOMY
NOAXOLY BMU3yanuaauum M MHTepnpeTaumm BHYTPUCEPLAEYHbIX
3NeKTPODUINONOrNYECKUX MEXaHU3MOB, KOTOpble OTpaxaroT
M3MEHEHNEe 3aKOHOMEPHOCTEN, CTPYKTYpbl U popmbl (abeppa-
UMn) 9NeKTPOAMHAMMYECKOro mnpouecca, MposiBAsioLLeecs B
Buae ob6pasHo-coaepXKaTenbHbIX U rpaduryeckmx XapakTepucTuk
3NeKTPodU3NONOrNYEeCKOro PEMOAENINPOBaAHUSA JIEBOrO Xesy-
nodka npu CTAC. MNMokazaHo, 4TO anekTpokapanorpaduyeckas
KoMnbtloTepHas cuctema (OKI, CO3KI, BKI n A3KAPTO) sens-
eTcsl Hanbonee NepcnekTMBHbIM OUArHOCTUYECKMM METOAOM B
COBPEMEHHOM KIIMHNYECKOW 3N1EKTPOKaPANONOTrNN.

KnioueBble cnoBa: pemMoaennpoBaHne JIEBOrO Xenyaoyka,
HacneacTBeHHas CoeauHUTENbHOTKaHHas AMcnnasus cepaua,
abeppaums QRS, cuctemMHas oueHka, OunoJfibHas 3neKkTpokap-
auoTtonorpadus, anekTpogMHaMnyYeckmnin NpoLecc

ELECTROPHYSIOLOGICAL

REMODELING OF THE LEFT VENTRICLE

AT HEREDITARY CONNECTIVE TISSUE HEART
DYSPLASIA: CONCEPTUAL MODEL

OF ELECTROGENESIS

YAKOVLEV V. M., HAIT G.YA., GUSSEV S.V.

In the article the substantiation under the system approach of
visualization and interpretation of intracardial electrophysiological
mechanisms which reflect change of laws, structures and forms
(aberrations) of the electrodynamic process, shown as figurative-
substantial and graphic characteristics of electrophysiological
remodeling of the left ventricle is submitted at connective tissue
heart dysplasia (CTHD). It is shown, that electrocardiographic
computer system (ECG, COECG, VKG and DECARTO) is the most
perspective diagnostic method in modern clinical electrocardiol-
ogy.

Key words: remodeling of the left ventricle, hereditary con-
nective tissue heart dysplasia, QRS aberration, a system estima-
tion, dipole electrocardiotopographia, electrodynamic process
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HAPYLWIEHNA KOHEYHOIO 3TANA CBEPTbIBAHUS KPOBU
Y NALUEHTOB C CUHAPOMOM CUCTEMHOM
ME3EHXUMAABHOU AUCNAA3UU

B.l. Ctypos,|A.B. YynpoBa|, C.f. AHMyT, B.A. MAIOLIKKH
HoBocHBUPCKUI rOCYAQPCTBEHHbIN MEAULLUHCKUI YHUBEPCUTET

aBepLIaloLWnii, KOHEYHbIV 3Tarn CBepPTbIBaHNUS KPO-

BU XapakTtepusyeTcs TpaHcdopmaumen pacTBo-

peHHoro B nnasme ¢pubpuHoreHa B BoJsiokHa puo-
pUHa, KOTOpble 00pPa3yloT KapKac KPOBAHOIO CrycTka
[11] OCHOBHbIM KOMMOHEHTOM, OOecne4YyuBaloLLUM
adpPeKTUBHOE TeyeHne KOHe4YHOro ararna cBepTbiBa-
HUSI KPOBU C OOpa3oBaHMEeM U nocrieayloLeilt KOHCO-
nupaumeri BonokHuctoro ¢pubpuHa, asnaeTcs mone-
Kyna ¢pubpuHoreHa [2,11].

HapyuweHne npouecca TpaHchopmaumm GubpUHo-
reHa B puUOpPUH y BOJIbHbIX C CUCTEMHOMN Me3eHX1Marib-
Hol amcnnasuenn (CMJ) saBnseTcs 4acTbiM GEHOMEHOM,
O[HaKO B INTepaType €My NOCBSILLEHbl NLLb OTAENbHbIE
ny6avkaunu [3,7,8]. Npu 3TOM akUEHT B U3y4eHUN OaHHO
npobnemaTnkn genaetcs Nulb Ha COBUMM B ©a3UCHbLIX
napamMeTpax remocrasa, OUEHKY peakuuu nonvMmepusa-
UMM MoHoMepoB GubpuHa, peakumm TPOMOUH-onocpe-
[oBaHHOro mMeTtabonuama ¢unbpuHoreHa. lMoatomy He
N3YYEHHbIMU OCTaOTCSt MHOTME CTOPOHbI KNETOYHbIX, MO-
NeKyNspHbIX, MOPDO-DYHKLMOHASbHBLIX 1 BUOXUMUYECKNX
CBOWCTB OMONOrMY4ECKMX KOMMOHEHTOB, Y4YaCTBYIOLIMX B
peakumax KOHEYHOro atana npouecca reMokoaryisummn.
Oco06bIit MHTEepec npeacTaBnsieT yToO4HEeHne 0cobBeHHOC-
Tew peakunii nonmmepusaummn GrudprH-MOHOMEPOB, NO3-
BONSOLLEE BbIIBUTb T€ UM UHble ANCHYHKUUK Pnbpu-
HOreHa 1 Ha OCHOBE MOJTY4EHHbIX AAHHbIX HAMETUTb NyTH
HanpaB/IeHHOM NAaTOreHeTU4eCckol KOPPEKLMN BO3HMKAO-
LLMX FEMOCTATUYECKMX COBUTOB.

Llenb n 3agayun uccnenoBaHus: U3yYeHUe U3MEHe-
HWIA NapaMeTPOB CUCTEMbI FeMocTa3a Mnpu pasdHbIxX BUAax
CM/L, HacnencTtBeHHbIx konnareHonatusax (HK) v gpyrmux
ANChHYHKUMSAX; OnpepenieHne xapakrtepa aHoManui Ko-
HEeYyHoro aTtana cBepTbiBaHUsA y 6onbHbix CM/; oueHka
YPOBHS1 GUOPOHEKTMHA B Mia3me MauMeHTOB C MEe3EHXM-
ManbHown aucnnasuven (M); nayyeHme CTPyKTypHOM KOM-
nosnuumn emnbpuHoreHa ¢ pa3paboTKon KpUTepmnes ama-
rHO3a CuHApPoOMa AUCPUOPUHOreHeMUN.

MaTepuan n metogbl. Bcero obcnenosaHo 172 na-
uMeHTa B BOo3pacTe OT 2 A0 34 neT, KoTopble ObiIn BKIO-
YeHbl B 4 rpynnbl N0 NPENMYLLLECTBEHHOMY HAPYLLEHUIO B
cucTteMe remocTasa. B nepsyto Bownu 75 605bHbIX C re-
HeTu4yeckn BepndnLMpoBaHHLIMU BapnaHTaMn Hacnenc-
TBEHHbIX KOJIareHonaTuii, CTPYKTypu3auus KOTOPbIX
npencrtasneHa B Tabnuue 1, Bo BTopyto — 60 nauneHTos
C pasfiMyHbIMX BapuaHTaMn HacneACTBEHHbIX TPOMOO-
umMTonaTuin, B TPeTblo — 27 GONbHbLIX NOAPOCTKOB C Oe-

duumTom n/mnn aHomanuein daxktopa BunnebpaHaa, B
yetBepTyto — 10 GonbHbLIX remodunmen (9 mManbinkos C
HacnencTeeHHbIM gedunumtom daktopa VIIIK-remodunms
A n 1 pebeHok ¢ remodunueri B). U3 172 6onbHbIX yoa-
JN10Cb BbIAENUTb NOArPYNMY NALMEHTOB, Y KOTOPLIX B X04€
KOMIMMEKCHOr0 nccnenoBaHnst Obiv BbIIBNEHbI NPENMy-
LLLECTBEHHbIE HAPYLLUEHNSA HA KOHEYHOM 3Tane CBepTbiBa-
HUS KpoBu. Becero Takux nauneHToB 6binio 63 (36,7%), B
TOM 4ncne 35 myxckoro n 30 — XXeHCKoro rnona, KoTopble
MU COCTaBW/IM OCHOBHYIO rpynny o0CnenoBaHHbIX. Y BCEX
3TNX 6OJIbHBIX 0OHAPYXMBANUCh Pa3/INYHbIE BapUaHThl
HapyLLEeHNn NpoLeccoB caMoCcOOpKM MOHOMEPOB GUbpK-
Ha, KOTOpble B psae HabMoaeHn Oblnv AOCTOBEPHO CBSI-
3aHbl CO CTPYKTYPHbIMW aHOManvsmMm GubpuHOreHa, T.e.
onMchdnbprHOreHeMmsaIMu.

Takvm 06pa3om, AaHHas NaTonornsa 9BaseTcs AocTa-
TOYHO YacCTbIM MPOSIBEHNEM, OCOBEHHO NMPU CUHAPOME
CM/[, tpebyeT k cebe NpUCTaNbHOro BHMUMaHUS Bpayen
Pa3nMYHbIX CNeunanbHOCTEN U AETANbHOIO N3YYEHNS.

Bce koarynonorn4eckne nccienoBaHus mpoOBOAUIINCH
¢ nomoubto remokoarysiometpa CA-50 “Sysmex” (5no-
Hus) n naszepHoro arperometpa «Chrono Log» (CLLA),
COMMacHO peKkoMeHZauusM BeAyLNX OTeYECTBEHHbIX
remMocTa3vosioroB, WM3/10XEHHbIM B COBMELLEHHbIX PY-
koBozacTBax [1] ¢ ucrionb3oBaHneM peakTuBoB Dupmel
«TexHonorus-CtaHaapt» (bapHayn, Poccus), HI® «PE-
HAM>» (Mocksa, Poccus).

OnpepgesieHne ypoBHS (PUOPOHEKTUHA B r1a3me
KpOBM MpoBOAMIIOCL Ha criekTpopoTtomeTpe PM 5010
(Frepmanuisi) ¢ ncrionb3oBaHnem peaktnsoB 3A0 «VIMTek»
(MockBa, Poccus).

OpHoMepHbIli anekTpogdope3 HaTUBHOro pubpu-
HoreHa riposoawsics Ha annaparte Quantiscan 1 ¢ ucrnosis-
30BaHneM 1 06paboTKov nporpamMmMHbIM obecre4eHnem
(Biosoft, Kembpuax, AHrnvs), Mem6paHsl B 25 V, PCR-
aHanmaarop, coemectTumbivi ¢ PC Pentium 166/1-02.

Cratuctnyeckasi o6paboTka pe3y/ibTaTtoB Uccrea08a-
HUSI NPOBOAMIACH C MOMOLLbIO NakeTa MPUKIaaHbIX Npo-
rpamm Statistica 10.0 B cpege Windows XP Ha 6a3e PC
Pentium 166.1.

Pesynbtathl M o006cyxaeHue. [emopparuyeckue
nposiBneHnst y Bcex 605bHbix ¢ CM/, 66111 pa3Holi fioka-
NN3aumMm N CTENEeHU BbIPAXEHHOCTU. Y MOAABASIOLLErO
GonblMHCTBA Habnwganacb KOHTAKTHas KPOBOTOYU-
BOCTb 1-2 1 6onee nokanmaauyuii. MNMpm aTOM y NaLUMEHTOB
¢ OnddepeHUMpoBaHHbIMM TpoMOoLMTOBaA3oNATUAMN
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Ta6snya 1
CTpYKTypM3auusa HacneACTBEeHHbIX KosslareHonatui (n=75)
AGc. o

Hosonorua KON-BO %
1. AnddepeHumpoBaHHbIe BapnaHTbl HACNEACTBEHHbIX KonnareHonatnin (n=23): 5 6.7
+ cuHopom Anepca-Aannoc 6 8’0
+  cuHapom Mapdana 3 4‘0
+  cuHAapom Awappa 4 5’3
+ cuHgpoM Bponvka-JlobwTeliHa 1 1‘3
+ cuHppom dpaHyeckeTTn-PonnaHsa 2 2’6
+  cuHapom Ctypxe-Bebepa 1 1 ‘3
+ cuHgpom CoTtoca ’
2. HepnddepeHumpoBaHHbIi curapom CMJ, (n=34) 14 18.7
+  OnepconoaobHbIn peHoTUnN 12 16’0
+  MapdaHonono6HbIn peHoTrn 8 10’7
+ MASS-deHoTMN ’
3. HenpeHtudurumpoBaHHble BapnaHTel CM/, 18 240

reMopparn4eckmin CUHLPOM MaHUGOECTMPOBa B PAHHEM
BO3pacTe 1 HOCWJT PELUANBUPYIOLLINN XapakTep. Halle oH
Obln CBSI3aH C CE30HHLIMM 060CTPEHNSIMM 3a00S1IeBaHNSA U
NMPOBOLIMPOBANCA MEeAMKAMEHTO3HbIMU BO3OENCTBUAMU
WM npucoeguHeHneM kKakoro-nnbo npouecca (060cCT-
PEHNE XPOHMYECKOrO TOH3WINTA, MUCTHAsA WHBa3US,
[EeKOMMNEeHCUPOBaHHbIN ancbakTepuros kuevHmka). Kpo-
BOTO4YMBOCTb HOCUIA NPEUMYLLECTBEHHO MUKPOLIMPKYIS-
TOPHBIA N/ CMELLAHHbBIN XapakTep, YTO COMpPOBOX4a-
JI0Cb COOTBETCTBYIOLUMMU U3MEHEHNAMMN B NMOKa3aTensx,
OLIEHMBAOLWMX COCYAUCTO-TPOMOOUMTAPHBIN remMocTas.
MpumeyaTensHO, 4TO Y NAUMEHTOB C TSXENbIMUK Koary-
nonatuamu (remodunus A n B) Ha poHe CM/, k knaccu-
4eCcKOW reMaTOMHOM KPOBOTOYMBOCTU MPUCOEONHANNCH
neTexmanbHO-NATHUCTBIE U MUKPOLMPKYIATOPHbIE re-
Mopparuu, 4to JINWHUIA pa3 NoAYepPKUBANO BOBJIEYEH-
HOCTb COCYAMCTO-TPOMOOLUMTAPHOIrO remMocTasa B Cuc-
TEMHbIV ANCNNACTUYECKMIA NPOLLECC.

Mcxoas M3 COBOKYMHbIX OAHHbIX, MPEACTABNEHHbIX B
Tabnuue 2, MOXHO rOBOPUTbL O TOM, YTO Yy BCEX MaLMEH-
T0B ¢ CM/], Mmenn mMecTto KOMOBMHMPOBAHHbLIE BaApUaAHThI
HapyLUEeHWs CBEPTbIBAHUSA KPOBU, 3aTparmearLime B TOM
WM MHOW CTEeNEeHW KOHEYHbIN ero atan. Cpeam pasnnyHbixX
M30/IMPOBAHHbIX HapPYLUEHUI MEPBUYHOIO remocTasa: B
BUAOE Ou3arperauyioHHON TPOMOOLUMTAPHOM ANCHYHKLMN
(34,8% cny4aeB), gedumumnrta ypoBHS 1N akTUBHOCTU dak-
Topa ¢poH BunnebpaHpa (15,7% naumeHToB), TAXENOro
neduunta paktopos ceepTbiBaHus VI n IX (5,8% Habnio-
OEeHWn) npeBanMpoBany HapylweHus GuHanbHOro arana
reHepaunm reMokoaryasumoHHOro Kackaja Ha YpOBHe
peakuuin reHepauum pubpuHa. Takmx naumeHToB ObiIo
BbISiBIEHO 63 (36,7%) 1 OHM CcOCTaBUAN AOMUHUPYIOLLEE
KOnmMyecTBo obcnenyemblx. Cpeam HapyLLeHMn reMocTasa
y 60/1bLUINHCTBA N3 HUX OblNV 3apPEerncTpUpOBaHbl Ppasnmny-
Hble BapuaHTbl Ka4eCTBEHHbIX (CTPYKTYPHbIX) aHOMasni
durbpurHorena — auchpumbpuHoreHemmn (82,5% Habnwoae-
HWUI), 4TO NOATBEPXAAET BbICOKYIO PacnpOCTPaHEHHOCTb
OAHHOW Koaryfnonatum B nonynaumm nauymeHtos ¢ CMZ,.
BaxHO OTMeTUTb, YTO Ha 3Tane NepBUYHON ANarHOCTU-
K1, TO eCTb NP NCMNOJIb30BAHUM «CTaHAAPTHOro» Habopa
KOarynosiorMyeckmnx Tectos, NogoOHOro poaa HapyLleHus
He obOHapyxuBanuck. MocnegHee xe cTano BO3MOXHbIM
C NPYMEHEHNEM TECTOB crneumdunyeckon oueHkn apoek-
TMBHOCTM KOHEYHOr 0 3Tana CBepTbiBaHUS, 00BbIX NPOO,
a TakXe TeCTOB, XapakTEPU3YIOLLMX NPOLLECChI ayTo- U re-
TepononuMmepusaumm MoHomepos dubpuHa (MD).

Mpn pacCMOTPEHUN KOHKPETHbIX Cly4aeB TOPMOXE-
HUA TeCToB nonnmMepunsaummn eubprH-MOHOMEPOB Yy 28
naunMeHToB C aHOMaIMAMM KOHEYHOro atana CBepThiBa-
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HUA KpoBw (76,1%) 6bino BbiaeneHo 3 Buaa HapyLLIEeHWIA:

- TopmoxeHue aytononumepunsauumm (43,0% cnyyaes).
Mpu HopManbHoM reTepononMmMepmusaLm GbPUH-MOHO-
MEpPOB 3TOT CABUI CBMOETENBLCTBYET O HAPYLLEHUSAX, CBS-
3aHHbIX HE C HaNMYMEM UHIMOUTOPOB NONMMEPU3aLIN, a
00YCNOBIEHHbBIX CTPYKTYPHbIMU aHOMannsMn GubpurHo-
reHa (amchubpuHOreHeMmsMn), YTo NPUBOAUT K HapyLLe-
HUIO MPOLLECCOB camocHbopku GnbpuHa.

- TopmoxxeHue ayTo- 1 retepononumepusanmm Gub-
PUH-MOHOMEPOB - BbisiBNIEHO B 12 (19,04%) HabnioaeHnn
13 naumeHtoB ¢ CM/. B aTux cnyyasx MOXHO npeano-
naraTb HanuMyMe B nnasme MHrMOMTOPOB Mpouecca Mno-
numepundauun M®. N3BECTHO Takxke, YTO MHIMOUTOPOM
nonumepusaumm M® MoxeT OblTb U COOCTBEHHBIN aHO-
ManbHbIA pubpuHoreH [3,16].

+ MilsonnpoBaHHOEe TOPMOXeEHNEe reTepononmMmepmnaa-
UMM GUbPUH-MOHOMEPOB MPU HOPMasbHOM ayTonosu-
Mepusaummn — 7 (11,1%) 6onbHbIX. B aTOM cnyyae nmeet
MeCTO AenpecCBHOE AENCTBME AOHOPCKNX MOHOMEPOB
bnbpuHa Ha npoLecc noavMmepusaun ayToMOHOMEpPOB,
4YTO CBA32HO C U3MEHEeHUAMN B GYHKUMOHANbHBIX canTax
Monekynbl GUOPUHOreHa, OTBETCTBEHHbIX 32 PeLenTop-
HOE CBSA3bIBAHME.

Y ocTtanbHbix 34 60JSbHbIX HapyLleHUs PUHANbHOIO
aTana remocTasa 3ak/i4yanmcb NPENMYLLECTBEHHO B Ha-
pyLeHnsx GnbprHonnasa n koHconuaaummn GrubépruHOBOro
CrycTka, B 4aCTHOCTW acCOLUMMPOBAHHOIO C AeduumnTom
aKTMBHOCTM MNa3MeHHOW TpaHcrnyTaMmuHasbl (¢pakTopa
Xllla).

YCTaHOBNEHO, H4TO KOHUEHTpaLma GubpunHoreHa npak-
TUYECKU HEe KOPPENUpPyeT C nokasartensiMm CKOpOoCTu ca-
MocOOopKM MoHOMepoB (purbpuHa, 0QHAKO B Clly4ae Co-
YeTaHHOro TopmoxeHunsa AyTto- n letepononumepusaums
dnbpUH-MoHoMepoB (MPM) oTMevaeTcst HaKIIOHHOCTb K
yMepeHHoW runodunbprHoreHemmn. JIlo6oMNbITHBIM OKa-
3anacb BbIIBIEHHAs 3aBMBMCUMOCTb aKTUBHOCTU Gub-
puHcTabunmaupyowero ¢aktopa (Xllla) ot adpdexkTms-
HOCTM Npouecca caMocObopky MOHOMepPOB GprbpuHa. Tak,
co4yeTaHue yrHeTeHus kak Ayto-, Tak n lretrepo-rndM nmubo
M30/IMPOBAHHOE MPOJIOHIMPOBaHME ckopocTn letepo-
N®dM pocToBepHO KOppenMpoBanu ¢ AedbULnTOM akTUB-
HocTn dakTopa Xllla. OueBngHo, B pamkax CM/[, y yactu
OOJNIbHBIX C HAPYLUEHUSMW KOHEYHOro 9Tana CBepTbiBa-
HUS aKkTUBHOCTL dakTopa Xllla cHMxXeHa, YTo NPUBOAMNT K
HapyLLUEeHWO KoHconuaaumm GubpmnHOBOro cryctka u ae-
naet npouecc GpubpurHo-pnbprHoreHoreHesa cnaboadp-
dexTmBHbIM [14,17]. Hapaay ¢ BpoXAeHHbIM AeduUmTOM
dakTopa Xllla B nnazame BO3MOXeEH Takxke NoaNMoppru3am
ero cybbeauHuL, NPUBOAALLMIA Kak K reMopparnieckmum
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Ta6snya 2
Moka3aTenu remocrasa B rpynnax 340poBbiX U 60J/IbHbIX
Mokasateny Yy 60(J1nb:|—|1bI7X2§)Mﬂ, Yy 3uo?223|6<)ueTem

PeTpakums KpoBAHOro crycrka, % 39,81+2,91 43,50+ 1,20
CnoHTaHHas arperaums TpoméounTos, % 64,28+4,27 59,3+4,21
AQ®d-arperauus (100mMM/mn), % 58,12+3,34 90,05+4,66
AnpeHanun-arperaumsa (10 mkr/mn), % 65,63+2,34 97,00+2,40
Konnaren-arperaums (6,25 mkr/mn), % 30,48+3,91 90,50+3,89
TpombuH-arperauus (1,5 NIH/ml), % 71,90+3,05 98,54+4,47
DdunbpurH-arperaums (2,4 r/n), % 27,6+1,79 86,2+5,71
PuctomnumH-arperauus, % 61,33+3,23 77,46%2,21
dakTop Bunnebpanga, % 81,76+5,61 96,89+3,56
AlNTB, c 37,26+1,42 39,42+2,45
MnB, c 17,91+4,13 15,62+0,15
TB, c 15,77+0,30 15,02+0,07
dunbpurHoreH, r/n 3,88+0,20 3,1+0,15
Aytononumepusauus OM, c 22,43+0,84 14,45+1,32
letepononumepuzauuns M, c 18,33+1,12 14,12+0,87
J1e6eTOKCOBbIN TECT, C 23,85+1,83 24,80+1,17
OXUTOKCOBBIV TECT, C 27,50+3,44 25,60+2,12
AHUNCTPOAOHOBBIN TECT, C 27,95+0,84 21,35%1,19
Xlla-3aBUcrmMbIi GUOPUHOINS (CMOHTAHHbIN), MUH 6,24+1,37 7,24+2 41
e o P4
YpogeHb PAI-1 B nnasme, % 86,5%4,13 91,4+3,27
KoHueHTpauus GrubpoHeKTUHa, MKr/Mi 276,8+25,5 348,91+23,4
AkTnBHoCTb pakTopa Xllla, % 87,9+2,38 91,4+£5,76

lpumMeyaHune. XUPHbIM LWPUGDTOM BbigesI€HbI AOCTOBEPHO OT/IMYHbIE 110Ka3aTen B CPaBHEHUN C KOHTposem (P<0,05).

NPOSIBAEHUAMUM 3a CYEeT HapyweHus adPuHHOCTU dak-
TOpa K peLenTopHbiM canTam noaMMepPU30BaHHbIX Lenen
nonumepoB GubpuHa [12], Tak 1 K pagy TSKenblX TPOM-
60TNYECKNX OCNOXHEHUA B pamMKax CUHOPOMA remato-
reHHbIX Tpombodunumii [10].

Mpwn oueHke nokasarteneit GUOPUHONNTNYECKOIO MO-
TeHumana BbigBNeHbl 13 NMauUMeHTOB OCHOBHOM rpynmbl
(20,6%), umelowme HapyLleHUS NPOLECCOB akTuBaumn
peakunin «nnasmMuHOreH-naasMuH» B BUAEe YCKOPEHNs Co-
BOKYNHOro ¢oubpuHonusa. MNpu aToM B 4 cnydyasx MMesno
MECTO YCKOPEHWEe CMOHTAHHOro NmM3nca 3yrnobyanHo-
BOrO CrycTtka, B 2 - CTPENnTOKMHA3-UHAOYLIMPOBAHHOrO, a
B OCTallbHbIX 7 HabnaeHusx oba aTux peHomeHa, YTo
rOBOPUT O COYETAHHOM HAPYLUEHUM Y 3TUX MALMEHTOB
KaKk XaremaH-3aBucumoro, Tak u Xlla-He3aBMCUMMOro
dunbpnHonuasa. Cpenm nauMeHTOB, MMEBLUMX HapyLle-
HUS NPOLLECCOB MoMMepu3aumn MoHomepoB GubpurHa,
Ob1n10 BbiIBNEeHO 9 60sbHbIX (14,3%) y KOTOPbLIX HapyLle-
HUS KOHEYHOro aTarna CBepTbiBaHMS COYeTaNIUCh C MaTo-
nornen GpUOPUHONNTMYECKOrO Kackaaa nnasmbl. Y 3 13
HUX HabnOAanNoCh yCKOpeHne ayrnobynnmHOBOro nmanca
npyv HOPMasibHOM aKTUBHOCTWU MJa3MuHOreHa, y 5 - co-
yeTaHWe yCKOpeHust nnaunca ayrnobynMHOB C YMEPEHHOM
akTMBauven nnasMmmHoreHa n y 1 naumeHTta ¢ guarHoc-
TUPOBaHHLIM BPOXAEHHbLIM AePULMTOM a,-aHTUMIa3Mu-
Ha OblJIO0 BbISIBIEHO CHUXEHWE aKTMBHOCTU WHrMbutopa
dunbpnHonnaa (PAI-1). CnepoBaTenibHO, Y 4acTh 60JbHbIX
reMopparmyecknii CMHAPOM acCOLMMPOBANCH Kak C Ha-
PYLLIEHMEM KOHEYHOro aTana CBepTbIBAHUS, Tak U C YyCU-
neHvemMm GUBpPUHONNTUYECKOro NoTeHLMana niasmbl, 4To
npMBOaNT K 6onee ObICTPOMY NPOTEONIUTUYECKOMY NTU3U-
cy pMOPUHOBOrO CrycTka, HapyLLEeHNIO ero cTabunmsaumm
1 remocTaTmyeckon dyHKUMn. NocKoNbKy B psiae cryvaes
y 60NbHbIX UMeeTcsa neduunT akTuBHOCTU dakTopa Xllla,

TO 3TO MOXEeT CNocoOCTBOBAaTbL HapPyLUEHUIO GapbepHO
GyHKUMM aHOOTEeNuUda. IOTOT CABUT SGBASETCS OOHOW N3
MaJio N3y4eHHbIX MPUYNH COCYANCTbIX TPOMOO30B 1 1LLle-
MWIA, 0eblT KOTOPbLIX NpUXoamMTcs Ha Bo3pacT 45-50 ner,
N He CBS3aH C APYrMMu BapaHTaMmn TpomMOopunmyeckmx
cocTosiHmiA [13].

BecbMa CyLLeCTBEHHBIM KOMIMOHEHTOM, 06ecneynBa-
IOLLVIM KaK MEXKIIETOYHOE, TaK U KNEeTOYHO-3HA0TENMASTb-
HOe B3anMopelncTBme, ABnseTcs GUOPOHEKTUH. MNoaTomy
NPeACTaBASANOCH IOMMYHLIM OLLEHUTb KOPPENSLMIO CTene-
HWN BbIPAXEHHOCTU KOArynonorniyecknx 4edekToB C KOH-
LeHTpaumel jaHHoro 6eska B nna3me 60/bHbIX.

®duobponekTuH (FN) B HacTosiLlee BpemMsi paccMmart-
pVBaIOT KaK reTepOreHHyo Monynaumio o,-rmkonpoTen-
HOB, KOTOPbIE HE3HAYUTESIbHO OTINYAIOTCHA NO CTPYKType
M BbINOJIHAOT PasfivyHble PyHKUUM B 3aBUCUMOCTU OT
mMecTa cuHTesa n nokanmudaumun [5]. FN - kpynHbii, BHE-
KNEeTO4YHbIN MNKOMPOTENH, YH4aCTBYIOLLMI B OCYLLECTBIE-
HUM 3alUNTHBIX peakunin opraHmuamMa. B nnasme KpoBu OH
ycunmBaeT ¢aroumtos, a Ha NMOBEPXHOCTU KJETKM - 00-
pasoBaHue 6GenkoBbiXx cBs3eil. Kpome Toro, pubpoHek-
TWH y4acTBYeT B arperauuu TpomooumtoB. Ckannmeasicb
B COEOVHUTENbHOM TKaHW U 3HAOTENNN KanNuangpoB, OH
CnocobCTBYET afare3nm aTuxX KIeTOK KPOBU K OCHOBHOMY
BELLECTBY COEAMHUTENbHOM TKaHW (KOnnarexy).

B Tabnuue 3 npeacTaBiieHbl KOHLEHTPAUWOHHbIE Xa-
pakTepuctukm FN y naumeHtoB ¢ CM/. BbisiBneHo, 4To
y nauneHToB C AnddepeHUMpoBaHHbIMM BapuaHTamu
HACNeACTBEHHbIX KOMIAreHonaTtuii OOCTOBEPHO CHUXa-
eTcsl ypoBeHb GUOPOHEKTMHA B nna3me - go 247,2+19,5
MKr/Mn (npy koHTpone 348,91+23,4 mkr/mn), a y naumen-
TOB C UHbIMKU BapmnaHtamn CM/, - B cpegHem B 1,47 pasa.
Oco6€eHHO BbIPaXEHHbIMW yKa3aHHblE U3MEHEHUS Oblnu
y 60/IbHbIX C HAPYLLUEHUSIMW KOHEYHOro aTana CBepTbiBa-
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Tabnanya 3
KoHueHTpauusa ¢mbpoHekTUHa B nsia3Mme obcneaoBaHHbIX NaLUEeHTOB
KoHueHTpauuns GrubpoHekTn- P
Mpynnel 06cnen0BaHHbIx Ha, MKr/mn OMbIT-KOHTPOJb

1.C,lil/,llil‘d)d)oewrl)%:i_:_ém%c;?zg:?:(e):apmambl HacneaCTBEHHbIX KonnareHonatuii (n=23): 253,31+16,4 < 0,001
o M %aHa 234,8+14,2 <0,001
. CMHﬂgom Amgpua 289,52+15,7 <0,05
+ cuHapom Bponuka-JlobwrenHa 247,2%19,5 < 0,001
+ cuHopom dpaHyeckeTTn-PonnaHaa 251,11£18,7 <0,001
2. HegndpdepeHumpoBaHHbiii cuHapom CM/L, (n=34)
+ OnepconogobHbI peHoTuN 284,8+11,7 <0,005
+ MapdaHononobHbI peHoTun 291,5+16,7 >0,05
+ MASS-deHoTUn 298,27+17,5 >0,05
3. HenpeHtnounumposaHHble BapmaHtel CM/, (n= 18) 315,81+16,2 > 0,05
4. bone3Hb / cuHAapom BunnebpaHpa (n=27) 317,83+12,6 > 0,01
5. HacnepcTtBeHHble TpoMmboumTonaTum (n=60) 328,5+19,8 > 0,05
6. lemodpunus An B (n=10) 306,8+11,4 < 0,01
7.3p0poBble (KOHTPONb) (N=20) 348,91+23,4 -

lMpumeyaHmne. XupHbIM LLPUGTOM BbiAe/IE€HbI 10Ka3aTenn, JOCTOBEPHO OT/IMYarLmnecs ot KoHTponas (p<0,01).

HVS, COMPOBOXAAILLMMUCS reMopparnieckumMm CUHAPO-
MOM (puc.).

Tak, 605iee BblpaXeHHOE CHUXEeHne YpOBHS Gubpo-
HekTMHa OblI0 OTMEYEHO Y MAUWEHTOB C CUMHAPOMaMMU
MapdaHa 1 HecoBepLueHHOro octeoreHesa. Npu Heand-
depeHUMpPoBaHHbIX BapnaHtax CMI, neduumt [aHHOro
MNKONPOTENHA NMPAKTUYECKN HE BbISIBNAETCS.

Mockonbky B CTpykType monekynbl FN copepxart-
CSl IOMEHbI, OTBETCTBEHHbIE 32 CBA3bIBaHWe GUOPUHA,
dunbpuHoreHa, renapuHa un dakropa Xllla, GnbpoHeKTUH
BKJTIO4YAETCS KOBANIEHTHO B KOMIMJIEKC PACTBOPUMbIX UG-
PUH-MOHOMEPOB, B GUOPUHOBBIV CIYCTOK MO, AeNCTBUEM
niasMeHHon TpaHcryTaMmuHassl (pakrtopa Xllla). JaHHasda
cnocobHocTb FN MMmeeT cyLLeCcTBEHHOE 3HavyeHue Ons
ykpenneHus GuUOPUHOreHOBbLIX U PUOBPUHOBBLIX CBA3EN
Mexnay TpombouuTamu, 3puTpoumTaMmn 1 apyrumm dop-
MEHHbIMW 3JIEMEHTaMN KPOBW B Nepuof, HeobpaTumMoi
arperaumm Tpomb6oumToB. Bitoyasck B xofe npoLlecca
remokoarynsaumm B dubpuHoBskln cryctok, FN yeBenuun-
BaeT ero MpPOYHOCTb (KOHCONMAauumio) n dukcaumio Ha
paHeBO MOBEPXHOCTU. B KOXHbIX paHax GuOpUH, NOKpPbI-
Thbili GUOPOHEKTUHOM, 0OpasdyeT cybcTpaT A1 BpacTaHs
drbpo61aCTOB N IHAOTENMANBHBIX KNIETOK B MPOLLECC pe-
reHepauuu, T.e. y4aCTBYeT B MO3OHUX PenapaTUBHbIX pe-
akuusax [6,9].

Takxe npencTaBnsanoCb MHTEPECHbIM OMNpenenuTb
0COOEHHOCTU CTPYKTYPHOM OpraHn3aumm monekysnbl Grd-
pyvHOreHa y MauMeHTOB C npeanonaraemMbiM Hannymem
onconbpuHoreHemumn (OPr), no gaHHbIM anekTpodope-
TUYECKOro CKaHNUPOBAHUSA B MONMAKPUNAMUAHOM rene.

Ha 6a3e ykazaHHOro MeToa UCCNeLoBaHWS B rpynne
nauneHToB ¢ anpoepeHumpoBaHHbIMu dopmamu HK Bbl-
ABUNN SIBHO BbIPAXEHHbIE CTPYKTYPHbIE U3MEHEHUS MO-
nexynsl GnbpuHa/purbpuHoreHa. ¥ 2 naumeHToB C CUHA-
pomom MapdaHa (1 nogpocTok ¢ cuHagpomom CoToca 1
00NbHOM C cMHAPOMOM Allapa) Obi1n BbiSiBIEHBI BECbMA
VIHTEPECHbIE N, HA MEPBbIN B3N, HEOXNAAHHbIE CTPYK-
TYPHO-MONekynspHble deHomeHbl. OHM 3akioyanucb B
NosIBNEHUN 3NEKTPODOPETUHECKN TMIIOTHBIX AOMOJHU-
TeJbHbIX KOMMOHEHTOB B PErMIOHE NpeanoiaraeMoro pac-
MOMOXEHNSA KPYMHbBIX MYAbTUMOMEKYSAPHbLIX AOMEHOB B
BB, Aa 1 4acTU4HO y-Lenen GnbpUHOreHa.

YKkasaHHble U3MEHEHUs OblM UOEHTUYHBIMKU W Or-
penensnucb B 30He GparMeHTOB C MOJ1. Maccon B ava-
nasoHe 65-70 kD, a y 6onbHOro ¢ cuHgpomom CoTtoca
CTPYKTYPHbIE U3MEHEHMS PACAPOCTPAHAIUCL TAKXE Ha
pervoH 75 kD B obnactn Aa-uenen n GyHKUMOHANbHbIX
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CaNTOB yKasaHHbIX Lenen. NocnegHne oTBETCTBEHHbI 3a
cBA3b GUOPUHOreHa He TONbKO C MOJMEKYSIOV TPOMOWHA,
HO 1 KonnareHom, ¢aktopom Xllla, nnasmmHom n t-PA. Y
3TUX Xe BOJIbHbIX OTMEYANIOCh CTATUCTUYECKN 3HAYMMOE
yrHeteHue Xlla-3aBmucrumoro dubprHonmsa Ha GoHe XoTs
M HE3HAYUTESNIbHOIO, HO AOCTOBEPHOrO YBEIMYEHUS KOH-
LeHTpauun ceobogHoro niaasmuHa u t-PA B nnasme, 4to
COYETaNOCb C YMEHbLUEHVMEM MNa3MEHHON akTUBHOCTU
MHrnoéuTopa nnas3muHa.

Y 60nbHbIX C cuHapoMoM Anepca-LanHnoc u Bponu-
ka-JlobwTenHa 6binn BbiBNEHbl cnabble M3MEHEHUs Ha
Od-ckaHorpamme. XapakTepu3oBajMCb OHW OTCYTC-
TBMEM IP-N03nUTUBHLIX BK/IIOYEHUIA B 0O6nacTy npeano-
naraemMoro Jiokyca pacrnosioxeHnst Aa-uenen Mosekynbl
dunbpuHoreHa ¢ M=70-95 kD, 4TO CBMAETENLCTBOBANO O
HEeMoJIHOLLEHHOCTM NPOLLECCOB nonnmMepmsaumm M® B pe-
3ynbrate gedekra ydactka Aa (knob) n, kak cneacteume,
HapyLweHu adPUHHOrO NPUKPENSIEHNS K HEMY ydacTka
BB (hole). Y 605bHbIX C CMHOPOMOM HECOBEPLUEHHOIO
ocTeoreHesa faHHbI GeHOMeH NoATBEPXAANCs HapyLue-
HMEM MPOLECCOB TPOMOUH-UHAYLMPOBaHHOW AyTo-TMOM,
rmnoarperaumein TpOMOOLMTOB C HATUBHLIM (GUOPUHOM
(B KOHUEHTpauuun - 2,4 r/n) n TPOMBMHOM B CcyBnoporo-
BOM fo03e (aktmeHocTbio 1 NIH/mI), a Takxe ymepeHHbIM
0ednUNTOM aKTMBHOCTU TpaHcrnyTammHasbl (dakrtopa
Xllla). HecmoTps Ha 9Tn cABUIM, NoKasaTenu akTMBHOCTU
npoTpomMbuHa (oueHmBatoLwmecs no Tectam MT 1 OxnTok-
COBOMY BPEMEHU) N CKOPOCTb oTienneHns ®r-A ot a-
uenen (oueHnBarLWascsa no AaHHbIM AHLMCTPOAOHOBOMO
TecTa) OCTaBaIMCb HOPMAJIbHBIMM.

CnepoBatenbHo, B Cllydae OTCYTCTBMS BUOXUMUNYECKM
3HAYUMBbIX U3MEHEHWNI NOMMEPU3ALMOHHON aKTUBHOCTU
M® y naumeHToB ¢ aHoMasbHbIMU dUbprHoreHamu (L PI)
ynop B AMArHOCTUKE KOarynofornyeckmx AncOyHKLNIRA
cnenyeTt fenatb Ha BblsiBeHWE OedeKTOB B CTPYKType
Aa-uenen, cCoONpoOBOXAALWMXCS HapyLlleHnemM OyHKUMO-
HaslbHbIX CANTOB, KOTOPblE 06ECneYmBatoT NOSHOLEHHOE
B3aMMOLENCTBME JOMEHOB Lienel GubprHoreHa ¢ TpoMm-
OuHOM n/unn adpdurHHLIMK yyacTkamu BB-ueneii (hole) B
D-pomeHe ¢durbpuHa. B 3aknioyeHve cnenyet o6aBuThb,
YTO JAHHbIE CABUMN NMPUBOAAT K M3MEHEHWUIO CKOPOCTU U
3PDEKTUBHOCTU MPOTEKAHUSA peakumn noarmmepusaumm
B TECTAX ayTOMHAYLMPYIOLLMMN pacTBopamMu TpoMOMHa.
Mpn 3TOM He BOBNEYEHHbLIMY B NATONOMMYECKNn NPOLLECC
OCTaloTCH COBOKYMHble hubpuHonenTtuabl A n B. Mpegno-
naraeTcs, YTO CTPYKTypa 1 CTabuiibHOCTb NOCNEAHUX NPU
1M3y4aeMOoM Mpouecce HapyLlaeTcs He3HaA4YUTENbHO N He
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3a NPMCOoeaNHEHNE APYrnx KOM-
naemMeHTapHbIXx nocnegHum D-
E-pomeHoB co caoBurom mone-

250 kda o )
150 k7, Kynibl Ha '/, 1 0OPasyloT LEHTPbI
100 kA, CBS3bIBAHNA B npotodunbpun-
JNIIPHOIN CTPYKTYpPE C MOMOLLBIO
75kA A, SH,-cBasen [6,15].
Y nny ¢ MASS-deHoTUnom
60 kA, Bp BM3yasibHO 3HAYUMbIX HapyLle-
50k y HUIA B OP-CTPyKType oCaxaeH-
HOro ¢oubpuHoreHa He oBHapy-
XEHO. XOTa npu npoBeaeHUU
37 KOarynosiormM4ecknx  unccnepno-
(41} .
BaHWI y HUX nMennucb aedekTsbl
MeXTpoMbouMTapHOro  B3au-
MOJENCTBMS, ONOCPeaoBaHHbIe
yepe3 GpUOPMHOreHOoBbIE MOC-
TUKW (rMnoarperawums Ha nopo-
25 kA, roeble 1 cybnoporosblie [O03bl

MHOYKTOpA), a Takxke MNpPOJIOH-
rmposaHune Agkistrodont time B
1,3-1,38 pasa un, accouumpo-

METKA BaHHOE C MOCNeAHWUM, 3amef-
Ha'““"z":‘“rﬁ“ﬁp““' neHne ckopocTtu Ayto-NMdOM B

“'\_\__

CBSI31 C HapyLleHnem oTLiensie-
Hus dnbpuHonentuoos A (FP-
A) oT Aa-uenein drubpuHoreHa u
nedexktamm otwennenna FP-B

_/

COOTBETCTBEHHO OT Bf-uenen

Puc. CkaHorpamma BbifiesieHHOro ¢u6puHoreHa nauMeHToB OMbITHOW rpynnbl

B resie nonMakpuaamuaa.
YcnoBHble 0603HaYeHuna:

- — MosiBneHmne gonosiHnTeNbHbIX 3P-MNJIOTHbIX KOMMOHEHTOB B Lensax C

bumbpuHoreHa;

- |:> deHOMEeH «npocBeTnieHna>» dP-NoNocCbl — OTCYTCTBME U/unu aedekr
AOMEHOB CBfi3biIBaHUA C MHTErpasibHbiIMMU Koaryavpyrowmumm 6enkamm.

= | HOpMa

Ka.

NPVBOAUT K CYLLECTBEHHOMY U3MEHEHUIO DYHKLIMOHASb-
HOW aKTMBHOCTU A@HHbIX CTPYKTYPHbIX KOMMOHEHTOB (p1O-
puHoBOro cryctka [16,17].

Takum 006pa3oM, TpaauuMOHHas OuoxXMMUYeckas
oueHka 9bddEKTMBHOCTN KOHEYHOMO 3Tana CBEPTbIBAHUSA C
NMOMOLLIbIO TECTOB C 40BbIMU reTeporeHHbIMN Koarynasa-
MU, oLileHKa ckopocTu NPM He aBnaoTcs ydeamTesbHbIMU
1 OKOHYaTesNIbHbIMW A1 MOCTaHOBKM AmarHosa “ancdub-
puyHOreHemuns”. JInwb aHannM3 MONEKYNSPHON CTPYKTYpbI
brbpuHOreHa, B 4aCTHOCTU C UCMOJIb30BAHMEM METO0B
anekTpodopeTNIHECKOro CKaHNPOBAHNS B refie Nonnakpu-
namupga B auetaT-[-cedapose, N03BONSET OKOHYATENIbHO
NnoaTBEPAMTbL HAIMYME CTPYKTYPHbIX aHOMannin prubpuHo-
reHa.

CornacHo nosy4eHHbIM gaHHbIM, Y NaLneHTOB C He-
angdpepeHunpoBaHHbiMy  BapuaHtamy  CM/J  nmenn
MECTO YMEPEHHO BbIPAXEHHbIE N3MEHEHUs1 CTPYKTYyp-
HOM opraHudauun monekynel ¢gaktopa |. Y «obnapate-
nei» MapdaHonogobHoro ¢eHoTMna OHM 3aKJyYannchb
B «MNPOCBETNEHUM» 3NEKTPODOPETUHECKON MONOCHI B
obnacT cpegHeMONEKYNSPHbIX Y4aCTKOB, COOTBETCTBY-
lowmx nokycam ¢ MM-55-60 kD, 4TO COOTBETCTBYET B
6onbLUen mepe yyacTkam BB-ueneit n B-hole B D-gomeHe
MoJieKysbl. Y naumMeHToB ¢ 9n1epconofobHbIM GeHOTUMOM
BbISIBUJINCH CNabo BblpaXeHHbIe U3MeHeHUs 3D noaBuxX-
HOCTW MONEKYNSIPHOM CTPYKTYPbl BblAENEHHOro hubpu-
HoreHa. 3aTparvmsasm OHU NPeVMyLeCTBEeHHO NH,-KOH-
LeBbI€ YYaCTKM Y -Lenen 1 4acTu KPYNHOMOJEKYNAPHbIX
E-D-pomeHoB. Kak n3BecTHO, NnocsegHmne OTBETCTBEHHbI

O6pasel HOpMasIbHOrO HaTUBHOro (hM6pMUHOreHa 30pOBOIro Yenose-

rnukonpoTena.

Y KpOBHbIX POACTBEHHUKOB
obcnenyembix NaLEHTOB BbIsIB-
NAAUCb OOHOTUMHbIE CTPYKTYP-
Hble n3MeHeHus Ha OdP-nonoce.
OpHako BepudUUMPOBAHHBIMU
B pamMkax naToreHeTm4eckoro
BapuaHta OPI oHM okazanucb
NNLWb Y POACTBEHHUKOB MEPBOM
JIMHUM BONbHbBIX C HACNEACTBEH-
HbIMK KonnareHonatuamm. On-
penenve, 4YTO Bedyllee MecTo
cpean HapyLeHun GuHanbHOro aTana reMokoarynsunm y
nauneHToB ¢ M npnHagnexXuT CTPYKTYPHbIM aHOMannsam
dunbprHoreHa — ANCHUOPNHOreHEMUM, BCE LLOCTOBEPHbIE
KpUTEPUUN AHHOIO CUHAPOMA Mbl 0ObEeAMHUAN MO0 OCHOB-
HbIM KNacCUUKALMOHHBLIM NpU3Hakam crenyowmm o0-
pas3om:

Knuunyeckmne npusHakm

1. MUKPOUVPKYIATOPHLIN AWM NETEXNANbHO-NATHUC-
ThbliA TN KPOBOTOUYMBOCTU.

2. XpoHuyeckune niemMmyeckn-TpomooTnyeckmne anm-
304bl.

3. YacToe co4yeTaHue nx C CUCTEMHOM Me3eHX1UMarb-
HOM aucnnasunen.

4. YnopHble remopparmm, HECMOTPS Ha MPOBOANMYIO
Tepanuio.

5. OTAroweHHbI CEMENHbI aHAMHES.

6. PaHHsas maHndecTaumsa remopparm4eckmnx CUMNTo-
MOB.

7. Hepenko cyGKIMHMYECKOE UK aCUMIMTOMHOE Teve-
HVe NaTonoruu.

JlabopaTtopHbie kpuTepun

1. HopmanbHas KoHUeHTpaums GpubpuHoreHa B nnas-
me (2,0 - 3,9 r/n no Clauss); penko — runo (a) pubpuHo-
reHemusi.

2. YacTo - runoarperaums TpoMO0oLUNTOB Ha GUOPUHO-
reH, KonnareH, apaxuaoHar.

3. HopmanbHble nokazatenu AMTB, ODT (koHUeHTpa-
uma POMK), akTMBHOCTM aHTUKOAryJ/IIHTOB.

4. YOonvHeHne KOHEeYHOro atana CBepTbiBaHMS: Mpo-
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noHruposaxue TB, MNTB - Begywnii npu3aHakK npu cKpuv-
HUHr-ANarHoCcTuke.

5. YonuHeHne 3xutokcoBoro (a4 3dbl, Echis
multisquamosus) n/unn AHUMCTPOOOHOBOrO (A4, WNWTO-
MopAHuka, Agkistrodont halys halys) BpemeHun cBepTbiBa-
HU1S KPOBW.

6. MponoHrnposaHme ckopocTn Ayto- (pexe nnn/uv le-
Tepo-) nonMmepusaun MOHOMepPOB GUbpPUHa.

7. AxtuBauua (pexe yrHeteHume) Xlla-3aBucmmoro
drnbprHONN3a No NMU3nNCy ayrnodyMHOBOIO CrycTka.

8. dednunt dnbpurHonenTnaos A n/mnu pparmMeHToB
npotpombuHa (FP1, FP2).

MounekynsapHo-reHeTu4eckune Mmapkepbl

1. CTpyKkTypHbIE aHOManun GubpuUHOreHa Npu SNeKT-
podopeTnyeCcKOM CKaHNMPOBaHUN 1 N30 OKYCUPOBAHUN,
3MUCCUOHHOM GOTOMETPUN, INEKTPOHHOW MUKPOCKOMNUN
[14].

2. OtcyTCcTBME U/UNKM  aHOManus QYHKUNOHANbHbIX
canToB, ancbanaHCc aMMHOKUCIIOT NPU CEKBUHMPOBAHUM
1 amrnnmoukaumm martepuHckon AHK — okoHYaTenbHasi
MoJIeKy/IsipHO-reHeTu4yeckasi Bepudukauus.

3. PeHTreHoBckas kpuctannorpadus pubpurHoreHa u
dunbpuHa (“Knobe-hole interactions”), dyHkUMOHaNLHas
HEMNOSIHOLLEHHOCTb JOMEHOB CBA3bIBAHUS.

3akn4yeHune. Takum obpasom, npu cuHapome CMZ,
HapyLLEeHVs B CUCTEME reMOoCTasa NPeENMyLLLECTBEHHO 3a-
TparvealoT KOHEYHbIV 3Tan CBEPTbIBaHWS KPOBW. [pn aTOM
Hanbonee 4acTo BbISBASIOTCS HapyLIEHWUs MPOLEeCCOB
TPOMOMH-0NOCpenoBaHHON nonumMepusaumm GubpUH-
MOHOMepOB. OueHka 3ddEKTUBHOCTN KOHEYHOI O Kackaaa
CBepTbIBaHUSA BO3MOXHA M NpaBOMOYHa Ha 6ase uccrne-
[OBaHNA 900BbIX KOAryfsLMOHHbBIX TECTOB, TECTOB MOJM-
Mepusaumn GrbpuH-MOHOMEPOB, nokasaTtenen Gpubpu-
HO/IN3a, a Takxe onpeneneHns aktMeHocTn gpakropa Xllla
Hapsily C MpoBedeHWEM «Ba3nCHbIX» KOarynsuMOHHbIX
npo6. lfemopparunyeckme P naTorHoMoHMYHb  ans M/,
1 CBSI3aHbl Kak CO CTPYKTYPHOI aHOManuer KonnareHoBo-
ro MaTpPMKCa, CTEHKN COCYAO0B, Tak U CO CHMXXEHNEM KOH-
LeHTpaumm nnas3meHHoro GubpoHekTuHa. AuarHoctvka
CTPYKTYPHbIX aHOManuii pubpurHoreHa (amcpunbpuHore-
Hemuii) pomkHa 6a3MpoBaTbCs He TOJIbKO Ha reMoKoary-
NSILUMOHHBIX TECTax, HO U HA OCHOBE BbINOJSIHEHNSA 3NIEKTPO-
dopeTnyeckon ageTekumn BolaeneHHoro GubpuHoreHa, a
B PSiE CJy4aeB U MOJIEKYNIIPHO-TEHETUYECKOrO aHann3a.
B pacnosHaBaHuu aHoManuii GnbpuHoreHa npensioxXeH-
Hble kpuTepun DI obneryat guddepeHumaLmo n Bepu-
dukaumio Koarynonormiecknx rnosioMoK nNpu CUHAPOMax
CMA. OnpepeneHne natoreHETUYECKNX BapUAHTOB Ha-
PYLUEHMIA KOHEYHOrO 3Tana CBePTbIBAHUSA Y MauMEHTOB C
CM/, no3eonuTt B 6nmxkailem Oyayuiem npubnmnanTtees K
peLleHunto NpoBeMbI HANPaBAEHHOW Tepanun NauMeHToB
C OMcnnacTMyeckKMMm CUHAPOMaMM.
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HAPYLUEHUA KOHEYHOTO 3TAMNA CBEPTbIBAHUA
KPOBW Y MALLUEHTOB C CUHAPOMOM
CUCTEMHOU ME3EHXUMAABHOU AUCNAA3UU

B.I. CTYPOB, |A.B. YYMMPOBA|,
C.4. AHMVYT, B.A. NAIOLWWKWUH

HapyLueHnsa KOHe4YHOro aTana CBepTbiBaHUA KPOBU ABJISIOTCA
NaTOrHOMOHUYHBIMW BUAAMW HAPYLLUEHUIA reMocTasa Nnpu CUHA-
pPOME CUCTEMHON Me3eHxXnMmanbHoM ancnnasuun. NpencraBneHsl
pesynbTaTbl KOMMIEeKCHOro oobcnenoBaHns 172 nauneHToB ¢ Ta-
XEeNbIMU BapuaHTamMn BPOXOEHHbIX ANCMIACTUYECKUX COCTOSA-
Huii. OnpeneneHo, 4To y NauMeHToB C HaceACTBEHHbIMU Konna-
reHonaTMaMM Yalle BCero BCTPe4arTCa HapyLleHna remocrasa
B BMAe aHoManun pubpuHoreHa (ancdurbpurHoreHeMmm) 1 Hapy-
LIEHNIA NMOIMMEPU3aUMn MOHOMEPOB GUOPUHA, NPUBOASALLME K
06pa3oBaHNio HEMOJIHOLLEHHOTO GUBPUHOBOrO crycTka. Y naum-
eHToB ¢ CM/[] BbisiBnsieTcs 4ednumt GrnbpoHEKTMHA KaK BaXHOTO
KOMMOHeHTa, ob6ecneynBaloLLLEero NMoJIHOLLEHHOE MEeXKeToYHoe
B3aMmMoaencTeme. Bnepsble B OTEHECTBEHHOM KJIMHUKE OXapak-
Tepu3oBaHa CTPYKTYpHasi opraHmMaaums Mosekysibl GrubpurHoreHa
C NoMoLBIO 3nekTpodopesa, onpenenveLlag xapakTep CTPyK-
TYPHO-PYHKUMOHANbHBIX aHOManuii AaHHOro rmvkonportenja y
6onbHbIX ¢ CM/,. MpennoxeHHble KpUTepun amarHosa auchuo-
puHoreHemunn 6yayT UMeTb peasnbHoe KINHNYEeCKoe NpUMeHeHne
1 obneryaT oprueHTaumio Bpadel B CTO/b C/IOXHOM NaTONOru.

KnioueBble cnoBa: KOHEYHbI 3Tan CBEepTbiBAHUS KPOBU,
Me3eHxnmanbHas aucnnasuvs, auchubpuHoreHemus, ¢ubpo-
HEKTUH

INFRINGEMENTS OF THE FINAL STAGE OF BLOOD
COAGULATION IN PATIENTS WITH THE SYSTEMIC
MESENCHYMAL DYSPLASIA SYNDROME

STUROV V.G.,[TCHUPROVA A.V.],
ANMUT S.YA., PLYUSHKIN V.A.

Infringements of the final stage of blood coagulation are
pathognomonic kinds of infringements of haemostasis at the
systemic mesenchymal dysplasia syndrome. Results of complex
study of 172 patients with severe variants of congenital dysplastic
conditions are submitted. It is determined, that patients with he-
reditary kollagenopathias have infringements of haemostasis as
anomaly of fibrinogen (dysfibrinogenaemias) and infringements
of fibrin monomers polymerization, resulting in the formation of
a defective fibrinous clot more often. Deficiency of fibronectin as
the important component providing high-grade intercellular inter-
action is revealed in patients with systemic mesenchymal dyspla-
sia. For the first time in domestic clinic, the structural organiza-
tion of a fibrinogen molecule with the electrophoresis determined
the character of structurally functional anomalies of the given
glycoproteid in patients with systemic mesenchymal dysplasia is
characterized. The offered criteria of the diagnosis of dysfibrino-
genaemia will have real clinical application and will facilitate orien-
tation of doctors in such complex pathology.

Key words: the final stage of blood coagulation, mesenchy-
mal dysplasia, dysfibrinogenaemia, fibronectin
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OCOBEHHOCTU KAUHUYECKOTIO TEHEHUA
SKCMUPATOPHOIO CTEHO3A TPAXEU U TAABHbIX
BPOHXOB ¥ BOAbHbIX C CUHAPOMOM
HEAUPPEPEHLLUPOBAHHOW AUCNAA3UU
COEAWUHUTEAbLHOM TKAHU

N.C. PuamneHko, T.b. Kyumaesa

CTGBpOI‘IOAbCKGﬂ rocyaAdpcCcTtBeHHas MeAULUHCKOAA AKAAeMHns

ucnnasusa coepguHuTenbHol TKkauwm (OCT) -

BPOXAEHHbIN AedeKT Me3eHXUManbHOro mart-

puKca opraHmM3ma C NnporpeAmMeHTHbIM Teye-
Huem [4]. Cpean HacnencTBeHHbIX 3abosieBaHuii
COEeAUHUTEJIbHOMW TKaHU 3Ha4YuTesibHOe MEeCTO 3a-
HUMaeT rpynna 6one3Heil, B OCHOBE KOTOPbIX Je-
)XXaT BrMoJiIHe onpeaesieHHble U XOPOoLIO U3y4yeHHble
reHHble pedekTbl. 3TN 3a6oneBaHUs onpeaenaioT-
CSl HeTKOM KJINHNYECKON CUMINTOMATUKOM U Ha3biBa-
ioTca andPepeHuUpoBaHHBIMU Me3eHXUMaJlibHbl-
MU UIN COEAUHUTEJIbHOTKAHHbIMU AUCNNA3UAMMU.
HaubGonee yacto BCcTpeuawwmmmnca sabonesaHusa-
MW reHHOW NpupoAabl ABAA0TCA cuHapombl Mapda-
Ha, Qnepca-[aHno, HeCOBEepLUEHHbI OCTEeoreHe3a u
anacTtuyeckas ncespokcaHtoma [3].

OpHako B nogaensiowem O0JbLMHCTBE CllydaeB Ha-
060p PEeHOTUNUYECKMX MPU3HAKOB Yy B6ONbHbIX, ObpaLlan-
LLMXCS K Bpayy, He yknaablBaeTCs HX B OAMH U3 N3BECTHbIX
CVMHAPOMOB MAaTONIOrNM COeANHUTENbHOM TKaHu. Mono6-
Hble cllydau cnenyeT C NOJIHbIM OCHOBAHMEM OTHOCUTb K
HeandDEePEHUMPOBAHHON ONCMNIA3NUM COEANHUTENIBHOMN
TkaHu (HAOCT).

CnabocTb COeaMHUTENbHOTKAHHBLIX CTPYKTYP Jlerou-
HOW TKaHM NpeapacnonaraeT K pasBuUTUIO pa3HOO6pa3HOIA
naTonornm opraHoB abixaHus [2,5,12]. Ha TecHyto natore-
HETUYECKYIO CBA3b C ME3EHXMMAaSIbHOM Aucniasven Mo-
KET NPETEHA0BATbL 9KCMMPATOPHbIN CTEHO3 (IC) Tpaxeu.

B 1949, a3atem, B 1953 rogy J. Lemoine BnepBble Noa.-
po6Ho onucan AC Tpaxewn nNoa Ha3BaHMEM «TPaxeoOpPOH-
XuanbHasa rmnoToHus». B nutepatype nmetoTcsa pasnuy-
Hble Ha3BaHWSI 3TOr0 COCTOSIHUSA: «TpaxeobpoHxmnanbHas
OUCKUHE3NSA», «ANCTOHUS Tpaxen n BGPOHXOB», «3KCMU-
paTopHas MHBarMHauus nepenoH4aTolr 4acTu Tpaxew»,
«konnanc Tpaxem u GPOHXOB», «MPOJarnc Tpaxeu», «3aKc-
NMUPaTOpPHbI CTEHO3 Tpaxeu» - BCe 3TO noapalymeBaeT
naronormyeckoe paccnabneHne MemOpaHO3HON YacTu
Tpaxen 1 rmaeBHbIX BPOHXOB, 3KCNNPATOPHOE 3anageHne
ee B NPOCBET Tpaxeu u raeBHbIX 6poHXx0B. Hanbonee npu-
EMJIEMbIM MOXHO CYMUTATb TEPMUH «3KCMMPATOPHbIN CTe-
HO3 Tpaxew», KoTopblin Nnpegnoxun H.Herzon B 1958 rony.

Llenb mnccnenoBaHus — BbISBUTb OCOOEHHOCTU KIK-
HMYECKOr0 TEeYEeHUs1 IKCNMPATOPHOrO CTEHO3a TPaxeu u
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rNaBHbIX BPOHXOB Yy BOMbHBIX C CUHAPOMOM HeanddepeH-
LMPOBAHHOM AnCnnasnm CoOeaAnHUTENbHOM TKaHW.

Matepuan u metogpl. O6cnenoBaHo 118 GosbHBbIX,
HaxXOOMBLUMXCS Ha NIeYEHUU B MYSbMOHOIONMYECKOM OT-
neneHnn ropoackKon KnnHmnyeckom 6onbHULBI Ne 4 1. Ctas-
ponons 3a nepuog ¢ 2003 no 2005 r. ¢ guarHo3amm GPOH-
xnanbHas actma (BA) n xpoHuyeckuii 0BCTPYKTUBHbIN
OpoHxuT (XOB). Bce 60nbHbIE Menu 5 n 6onee BHELHUX
deHoTunnyeckux npnaHakos HACT.

Bcem 60nbHbIM 6Oblnia BbinosHeHa GUOPOBPOHXOCKO-
nus noa MecTHbIM 06e360nmMBaHneM (Npemeankaums: Sol.
Atropini sulfatis 0,1% - 1,0 BHyTpUMBbILLEYHO; aHECTE3US:
Sol. Lidocaini 5% - 3,0; 2% - 6,0). cnonb3oBanu mecT-
HYIO @HEeCTe3uIo, Tak Kak B 9TOM CJly4ae He NPOUCXOAUT
M3MEHEeHMEe BeHTURauMn. iccnegoBaHms NpoBOAVVCH B
yCnoBusix, Hambonee npuUOAMXEHHbIX K (ur3nonornyec-
KMM, NCKJTIOHANOCh «pacrnmpaHmne» CTEHOK Tpaxeun 1 OpoH-
XOB LUMPOKUM TyBYCOM XECTKOro aHpockona. Bo Bpemsi
npoBeneHs GnbpPoOPOHXOCKONUN BbIMONHSANACL npoba
Cc GOpPCMPOBaAHHBLIM BbIAOXOM U BAOXOM, OCYLLLECTBASANCS
KawneBow TecT. Bo Bpems kaluns yBenminBaeTcs aMmnin-
Tyaa ABMXEHNS MeMOPaHO3HOM YacTu Tpaxen 1 6POHXOB,
YTO MOBLILIAET TOYHOCTb AnarHocTukm OC Tpaxeu v rnae-
HbIX BPOHXOB.

CteneHb cTeHo3mpoBaHus u dopmy OC Tpaxeun yc-
TaHaBAMBaAM B COOTBETCTBUM C knaccudwukaumen B.I1.
Cknba [8]. | cTteneHb — akcnMpaTopHas WHBarvHauus
OecxpsLLEBO CTEHKM OblXaTebHbIX NyTen B Npeaenax ot
1/3 po 1/2 npoceeTa; |l cteneHb — B npegenax 1/2 — 2/3
npoceeTa; lll cteneHb — B npegenax, npesbiwalowmx 2/3
npoceeTa. MNpu nokanbHoW (TpaxeanbHoit) popme BC ak-
CnMpaTopHasl MHBaArMHauus PerncTpupyeTcs TOMbKO Ha
ypoBHe Tpaxeu, npu Andody3Hon (TpaxeodpoHXMaNbHON)
— Ha ypoBHe Tpaxen 1 GPOHXOB.

MccnepoBaHve GyHKLUMM BHELLHErO AbIXaHUs C peruc-
Tpaumel NneTnm noTok — o6vem (cnmporpadust) 6bi10 Bbl-
MoSIHEHO Ha KoMmnbloTepHol cucteme «9TOH» (Poccus).
Mpn NnpoBeoeHUM AAaHHOIO UCCNefoBaHNa PYKOBOACTBO-
BaJINCb METOOMKOM MNPOBELEHUA U YHUPULMPOBAHHOWN
OLLEHKM Pe3ynbTaTtoB (YHKLUMOHANBLHOIO MUCCNeaoBaHNS
MeXaHNYeCKNX CBOMCTB annapaTa BEHTUISLUN Ha OCHOBE
cnvpomeTpun [6].
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CteneHb [JpIxaTeNbHOM HEAOCTAaTOYHOCTM CHUTaIM
COOTBETCTBYIOLLEN CTEMEHU TSXKECTU XPOHUYECKOW 00-
CTPYKTUBHOI 6one3Hun nerkux (XOBJT) n onpepensnu no
knaccudukaumm XOBJ1, npunaton B 1999 r. EBponerickum
PecnupatopHbim O6uiectBoM. 3a nokasaTesb OPOHXU-
anbHOW npoxoaMmocT npuHuMann O®PB-1, koTopbll
Hanbonee cTabuibHO U 0OBHLEKTUBHO OTPAXaeT BblpaXeH-
HOCTb GPOHXMANLHOM 06CTPYKLMN.

Kputepuem mncknoueHns ns obcnenoBaHns 605bHbIX
¢ npuaHakamn HOCT 6bI10 Hanu4me reMoamHaMuyecku
3HA4YMMOM HEOOCTaTOYHOCTU KpoBOOOpaLleHus, 3abone-
BaHW BPOHXONErOYHOM CUCTEMBI, TaKMX Kak MHEBMOHMS,
HOBOOOpa30BaHus, NNeBpuTbl, 601e3Hb XammeHa-Puya,
Tyb6epKyne3 opraHoB AbIXaHUS, CApKOMA03, HANMMYNE SH-
[OKPUHHOWM NaTonormn.

PesynbraThl U 06cyxaeHue. OC Tpaxen Obis BbISIB-
neH y 100 60nbHbIX, 4TO cocTaBuno 84,7% OT 0OLLErO KO-
nunyectBa. Cpeam 60MbHbIX C YCTaHOBEHHbIM IC Tpaxeun
MY>4MH B Bo3pacTe oT 16 0o 45 net 6bin10 62, XXeHLWMH B
Bo3pacTte oT 22 0o 46 net — 38. NMpu 3ToM | cTeneHb cTe-
Ho3a Habnopanack y 67 605bHbIX (67%), Il cTeneHb —y 31
(31%), Ill cteneHb — y 2 (2%). JlokanbHasa dopma 3C BbI-
aBneHa y 82 6onbHbIxX (82%), anddysHaa dopma —y 18
(18%).

Y 27 (27%) 60nbHbIX AblXaTeslbHas HEOOCTaTOYHOCTb
He Oblna BbISIBNEHA, Y 49 (49%) 60/bHbIX COOTBETCTBOBA-
nalcrenenu, y 23 (23%) - Il cteneHn ny 1 (1%) 6onbHoro
—lll cteneHu.

OCHOBHBIMU KJIMHUYECKUMU CUMMTOMaMU ABASIINCH
Kallenb, 0AplLLKa, 3aTPYOHEHHOE ObIXxaHue 1 Apyrue npu-
3HaKW, CBSI3aHHbIE C 9KCMMPATOPHbIM CYXEHWEM [Opblxa-
TeJIbHbIX NYTEN.

M3BecTHO, 4TO Kalwesnb — Hanbonee xapakTepHbIN ©
NocTosiHHbIN cumnToM IC Tpaxen. OH Obln OTMEYEH Yy
BCex 06cnenoBaHHbIX. Y 60MbLUMHCTBA GOMbHbIX BO3HMK-
HoBeHMe KaLuns Obl10 CBSI3aHO C GU3NYECKOM Harpy3Kom
(96%), oTMeYeHa Takxe CBSA3b Kallss C AenCcTBMUEM nepe-
nagoB Temnepatypbl (59%), peyeBon Harpy3Kom, CMExXom
(41%), y 33% 60nbHbIX Kallenb NPOBOLMPOBASICS PE3KN-
MU 3anaxamu, y MHOr1X NauMeHTOB Kalleslb BO3HMKa Npu
nepemMeHe nonoxeHus tena (22%). B nogaensatoLem ync-
ne HabnogeHnin Gbina oTMeYeHa MpPUCTYNnooBpasHOCTb
kawns (71%), y yactu 60bHbIX Kallesb BO3HUKaN nepu-
oaunyecku (29%).

O6palan BHUMaHMe HeoObIYHbIA XapakTep Kawnis y
3TuX B6OnbHbIX. B nutepatype ero HasbiBalOT MO-pas3Ho-
MYy: «OUTOHaNbHbIN», «HaAcaAHbIM», «apebe3xallunin»,
«alowmnii». Takas 0coBEHHOCTb Kalluns, 04eBUaHO, Obina
obycnosneHa cnabocTbio MeEMOPAHO3HOM YaCTV Tpaxeu n
rMaBHbIX GPOHXOB. MexaHN3M BO3HMKHOBEHMS Kalnist 00b-
SICHSIETCH TEM, YTO BO BPEMS KaLLIIS CTPYS BO34yXa BblTan-
K1BaeTcs ¢ 60JbLLIOW CKOPOCThLIO U, MPOX0As MO KPYMHbIM
OpoHxaMm 1 Tpaxee, No 3aKOHy bepHynnu BbI3bIBAET CyXe-
HWe npocBeTa 1 BUOpaLMIO NNLIEHHOW ynpyroctm Memo-
paHo3HOM YacTn. Yem Oonblue paccnabneHne membpa-
HO3HOI YacTu Tpaxeu n 6POHXOB, TeM OoJbLLE BUOpaLUS
1 naloLwmin Kawenb.

Cyxoi natomii kawens Habnogancs y 57% 60NbHbIX,
C BblAeNeHneM MOKPOThI — Yy 43%. Y 17 BOMbHbIX MOKPOTa
VIMENa CNN3NCTO-THOWMHLIM 1 THOMHbLIN XapakTep, 4YTo yka-
3bIBasIo Ha 060CTpeHne TpaxeobpoHxuta. B 5 cnyyasx Ha
BbICOTE KaLLIs OTMEYanochb KpOBOXapkaHbe. B pesynbrate
HapyLUEeHNS LeNOCTHOCTM MOBEPXHOCTHO PACMONOXEHHbIX
KPOBEHOCHbIX COCY0B CNM3NCTON 060/104K1 BUOPUPYIO-
wen MeMbpaHO3HOM 4aCcTu TPaxeu 1 rnaBHbIX OPOHXOB.
KpoBoxapkaHbe 6bIn0 HE3HAYNTENbHBIM 1 MPEKPaLLAnoch
BMECTE C KallueM.

Opbllka SKCNMPATOPHOro xapakrtepa Obna y 74%
OOnNbHbIX, BO3HMKana MNpu 3HaAYUTENbHOW (UINYECKON
Harpy3ke. MexaHn3mM ee BO3HMKHOBEHMS, MO-BUAUMO-

My, OOYCIIOBJIEH CYXXEHMEM MPOCBETOB TPaxewn 1 rMaBHbIX
OpPOHXOB 1 Pa3BMBAIOLLENCH B 3TUX YCNOBUSAX AblXaTeb-
HOW HeAOCTAaTOYHOCTbIO. JInLLb Y 0AHOr0 60NBHOIO OAbILL-
Ka nosiBNsfnacb Npu HeGOMbLLION PU3NYECKON Harpyske.
MpucTtynel kawna n oabiwka y 60% 60bHbIX COMPOBOX-
[anvch yayubeM. Y MHOrMx 60JbHbIX MPUCTYNbl YAyLLbS
KYNMpoBanMCcb CaMOCTOSITE/IbHO B MOKOE, 0ObIMHO Takue
NMPUCTYMbl OKa3blBaIMCb PE3UCTEHTHBIMU K AEACTBUIO
OPOHXONNTUKOB.

Y nonoBuHbI 6ONbHLIX BO BPEMS Kallis BO3HMKana
pBOTa, KOTOpasi, BEPOATHO, Oblnia CBSI3aHa C yBEIMYEHNEM
BHYTPUIPYOHOIO U BHYTPUOPIOLIHOMO AaBNIEHMS BO BPEMS
CUbHBLIX MPUCTYMNOB Kawng 1 yaywbs. Bo Bpems kawns
OTMEeYaINCb TakXkXe rONOBOKPYXEHUE, rONIOBHble 00U U
Wwym B yax (64%), 4to Morno ObITb CNeACTBMEM Pa3Bu-
BalOLLLENCS B 3TUX YCIIOBUSIX OCTPOI M’MMNOKCUN MO3ra.

OcTanbHble CUMNTOMbI B BUAE OLLYLLIEHUST UHOPOAHO-
ro Tena, NepekpbITUS, NEPLUEHNS B ObIXaTENbHbIX NYTHX,
6onei B rpyam, ropne, gucdarunm, no BCe BEPOSTHOCTH,
CBSI3aHbl C MPOXOXAEHMEM BO3ayxa C OOJbLLIOW CKOPO-
CTblO YEPE3 CY>XKEHHbBI MPOCBET TPaxen 1 6POHX0B 1 pas-
OpaxeHVeM Mpu 9TOM HEPBHbIX PELLENTOPOB C/IM3UCTOM
060/104KM.

Lns OLeHKM TAXECTU KIIMHUYECKOTO COCTOSAHUS 60J1b-
HbIX C passiMyHbiMK cTeneHssMmn AC MCnonbL30BaNn CyM-
MapHbIli 6@na TAXECTU KIIMHUYECKOrOo COCTOSIHUS, KOTO-
pbI ONPEeAEensnu C y4eToM 5 KIMHUYECKMX NapamMeTpoB
no pa3paboTaHHOI Cxeme.

1.  Opplwka:

3 Ganna — Tsaxenas CTeneHb, OAblLLKa 3acCTaBAsSET ae-
naTb OCTAHOBKM Npu xoabbe Ha pacctosiHue okono 100
METPOB;

2 6anna — cpefHas CTEMNeHb TSXECTU, MOSIBISETCS
HeobX0AMMOCTb AeNaTb OCTAHOBKM MpU Xo0ab0e B CBOEM
Temne no POBHOM MECTHOCTW;

1 6ann — nerkas cTeneHb TSXECTU, 0ApblLLIKA BO3HMKA-
€T nNpu ObICTPOW Xo0ab0E NNK NPU NoabeMe Ha HeOoNbLLIoOE
BO3BbILLEHUE;

0 6annoB — HET Npu3Haka.

2. Kawenb:

3 Ganna — TsaXenbln, U3HYPSIOLWWIA, NPUCTYNoobpas-
HbI Kallesb, YaCTO B TEYEHNE OHS;

2 6anna — yMepeHHblli Nepruoanyeckuii unmn npucTyno-
obpasHblIii Kallesb, HacTO B TEYEHME OHS;

1 6ann — yMepeHHblii Nepnoanyecknii kawesb, pegkue
3MNn304bl B TeYEHUE [OHS;

0 6annoB — OTCYTCTBME KaLLUNA.

3. Mokpora:

3 6anna — rHoHas MmokpoTa (HeTpodpunos 25% u 60-
Jiee B NoJsie 3peHuns);

2 6anna - cAnM3ncTo-rHoiHas MokpoTa (HenTpodunos
MeHee 25% B none 3peHus);

1 6ann — cnnuancTas MoOKpPoTa;

0 6annoB — HET Npu3Haka.

4. [MpwucTtynbl yoywbs:

1 6ann — HanM4Yre NPUCTYNOB yAYyLLbS;

0 6annoB — OTCYTCTBME NPUCTYMOB YAYLLIbS.

5.  KpoBoxapkaHbe:

1 6ann — HaNM4YMe KPOBOXapPKaHbS;

0 6annoB — OTCYTCTBME KPOBOXapKaHbSI.

BonbHbIE C NepBO CTENEHbLIO CTeHO3a umenu ot 1 4o
7 6annos, CO BTOPOI CTeneHbo cTteHo3a — ot 3 o 10 6an-
J10B, C TPETbEWN CTeneHblo cTeHo3a — 11 6annos.

3aknovyeHue. IKCnMpPaTopHbI CTEHO3 Tpaxeu Kak
nposieneHne HOCT nmeet cneumduryeckme natomopdo-
NIornyeckmne, xapakTepHble KIMHUYeCcKne, 9HA0CKOoNmMyec-
kue, GyHKUMOHabHbIe NposiBieHMs. B ocHoBe naTonoruun
NeXUT Ype3MepHas MHBarnHauus 6ecxpsLLeBO CTEHKU
ObIXaTenbHbIX NyTer npu GOPCUPOBAHHOM BbIAOXE WK
kawne. Beoywmmmn cumntomamm 3aboneBaHms SBASOTCS
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DNTENbHbIN, NapPOKCU3MasbHbIN, CyXOl Kallenb ¢ OuTo-
HaNbHbIM OTTEHKOM, MOPOW 3aKaH4YMBAKOLMNCS MPUCTY-
namu yayuibsi UM KpOBOXapKaHbeM, 3arpyauHHble 60nn
PasfINyHOM WMHTEHCUBHOCTM B Npoekumn 6udypkaunmn
Tpaxewu.

Mpu aHanmse KIMHUYECKMX NPU3HAKOB 3aboneBaHus
1 nabopaTopHO-MHCTPYMEHTASIbHbIX JaHHbLIX Y 60SbHbIX C
BA n XOBb ob6HapyxeHa npsiMasi 3aB1UCMMOCTb MeX[y CTe-
neHbio nmeiowerocs IC Tpaxen 1 BbIPaKEHHOCTbIO KIn-
HUYECKMX CUMMNTOMOB: 4eM Gonblie cteneHb OC, TeM B
6onee Taxenon ¢opmMe npotekaeT 3abonesaHue.
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OCOBEHHOCTU KAMHUYECKOTIO TEYEHUA
SKCMUPATOPHOIO CTEHO3A TPAXEU U TAABHbIX
BPOHXOB Y BOAbHbIX C CUHAPOMOM
HEAWPPEPEHLMPOBAHHOU AUCNIAA3SUU
COEAUHUTEAbHOU TKAHU

Nn.C. PMUAUNEHKO, T.b. KYYSMAEBA

C uenbio 13yyeHnss 0COOEHHOCTEN KIMHUYECKOrO TevyeHUus
3KCMUPATOPHOro CTEHO3a TPAxeW v rMaBHbIX OPOHXOB Y BOMbHbIX
C CMHAPOMOM HeamnddepeHUMPOBaAHHOW ANCMIA3nUN COeanNHN-
TeNbHOI TkaHu obcnenoBaHo 118 GOMbHbLIX, HAXOOMBLUMXCS Ha
NIeYeHUN B MYSIbMOHOJSIOTMYECKOM OTAENEHUU FOPOACKON Kin-
Huyeckon 60nbHULLI Ne 4 . CTaBponons ¢ AMarHo30M «BpPOHXM-
anbHasi aCTMa» U «XPOHUYECKUI OOCTPYKTUBHbBIA OPOHXUT». Bce
60onbHble Menu 5 n 6onee BHELLHNX GEHOTUMUYECKMX NPU3HA-
KOB cvHApOMa HeanddepeHUMpPOBaHHON AMCNNa3nn COeanHU-
TENbHOM TKaHW.

Mpn BbINONHEHUN GUBPOBPOHXOCKONUN  SKCMUPATOPHBbIN
CTEHO3 Tpaxeu 1 raBHbIX OPOHX0B Obin BbisiBieH y 100 60sib-
HbIX (84,7%). Begylwymmm cumntomamm 3ab60neBaHns ABNSOTCA
DJINTENbHbIN, NapOKCU3MaJibHbIN, CYXOl Kallesb C OUTOHAJIbHbIM
OTTEHKOM, MOPOI 3aKaHYMBAOLLMIACA NPUCTYNAMN yayLIbS UK
KpOBOXapKaHbeM, 3arpyanHHbIE 60M Pa3NNYHOA MHTEHCMBHOC-
TV B Npoekumnmn budypkaumm Tpaxeun. YCTaHoBNeHa NpsiMas 3aBu-
CUMOCTb MeXzy CTEMEHbi0 3KCMMPATOPHOr0 CTEHO3a Tpaxeu u
rNaBHbIX OPOHXOB TPAXew U BbIPAXEHHOCTLIO KIMHUYECKUX CUM-
NTOMOB: YeM 6osblie cTeneHb IC, Tem B 6onee Taxenon popme
npoTekaeT 3abonesaHve.

KnioueBble cnoBa: HepgubdepeHumpoBaHHas aucnnasus
CoeaVHUTENbHOW TKaHW, 9KCMMPATOPHbIV CTEHO3 Tpaxeun
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FEATURES OF CLINICAL COURSE OF EXPIRATORY
STENOSIS OF THE TRACHEA AND THE MAIN
BRONCHIAL TUBES IN PATIENTS WITH THE SYNDROME
OF NONDIFFERENTIATED CONNECTIVE

TISSUE DYSPLASIA

FILIPENKO P.S., KUCHMAEVA T.B

With the purpose of studying features of clinical course of ex-
piratory stenosis (ES) of the trachea and the main bronchial tubes
in patients with the syndrome of nondifferentiated connective tis-
sue dysplasia 118 patients with the diagnosis of bronchial asthma
and chronic obstructive bronchitis that were treated in pulmono-
logical department of Stavropol city clinical hospital Ne 4 were sur-
veyed. All patients had 5 and more external phenotypical signs of
syndrome of nondifferentiated connective tissue dysplasia.

At performance of fibrobronchoscopy, expiratory stenosis of
the trachea and the main bronchial tubes has been revealed in
100 patients (84,7 %). The main symptoms of disease are long,
paroxysmal, dry cough with bitonal shade, at times coming to end
attacks of asthma or blood spit, retrosternal pains of various in-
tensities in a projection of trachea bifurcation. Direct dependence
between a degree of expiratory stenosis of the trachea and the
main bronchial tubes and expressiveness of clinical symptoms is
established: the more degree of ES, the more severe form of the
disease.

Key words: nondifferentiated connective tissue dysplasia,
expiratory stenosis (ES) of the trachea
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NEPBUHHASA HEAOCTATO‘-IHOCTbvBAyFMHMEBOﬂ 3
3ACAOHKU KAK BUCLLEPAABbHbIN PEHOTUTNTUHECKUU
MAPKEP AUCNAA3UU COEAUHUTEABHOU TKAHU

A.B. KnemeHoB', B.A. MapTbiHOB', H.C. ToprywmHa?
'BO€HHO-MEAULMHCKUA UHCTUTYT, HMXXKHMIKU HOoBropoa,
2HuxeropoACKas roCyAQPCTBEHHAS MEAULLMHCKASA AKaAeMUs

ucnnasua coeguHutenbHoi Tkaum (ACT) — reHe-

TM4YecKu OOYyCJIOBJIEeHHAss aHOManus Me3eHXU-

MaJibHOro MaTpukca opraHmsma, NpuBoASALLANA K
AUCHYHKLUUN pPas3NnNYHbiX OpraHoB u cuctemMm. Cnox-
HOCTb MOpdOoNorum n NOBCeMecTHoe pacnpocTpaHe-
HUe coeAuHUTEeNbHOW TKaHU npeaonpepensieT pas-
HOOOpa3ue BHELWHUX U BUCLEPasbHbIX NPOSBIEHUI
ACT, BKNO4YawLWmMX U3MEHEHUS CO CTOPOHbI KOXHbIX
NMOKPOBOB, ONOPHO-ABUraTesIbHOro annapara v BHyT-
PeHHUX opraHoB. CTeneHb MOpPa)XeHus nocienHux
onpeaenseT TAXeCTb KIIMHUYECKOW KapTUHbI U UHAU-
BUAYaNbHbIV NPOrHO3.

Cpenu BucuepasnbHbix MapkepoB OCT Kk HacToswemy
BpeMeHU Hanbonee U3BECTHbI U3MEHEHNS CepaeYHO-CO-
CYANCTOWN CUCTEMBbI, K YACATY KOTOPbIX OTHOCHAT Nponanchbl
CcepAeyHbIX KilanaHoB, aHOMaJslbHO PaCMnOSIOKEHHbIE XOp-
Obl, pacluMpeHne KopHsa aopTel 1 apyrne. OQHaKko reHe-
pann3oBaHHbIN aedekT coeanHnTensHor Tkanu npu ACT
npegnonaraeT NOAMOPraHHYO CUMMNTOMATUKY U CTUMYIIN-
PYET MOUCK VHbIX BUCLLEPabHbIX MAPKEPOB, KIMHNYECKOEe
3HAYeHne KOTOPbIX MOXET 0Ka3aTbCH HE MEHEE CYLLECT-
BEHHbIM, YEM MOpaxeHne cepaua 1 CocyaoB.

Hamun nokazaHo, 4TO O4HMM M3 YACTHbIX NPOSIBIEHUIA
OCT aBngeTtcsa BpOXAEHHAsa HEMOSHOLEHHOCTb UieoLe-
KanbHOro KfanaHHOro annapara — nepBuyHas HeocTa-
TOYHOCTb GayrmHueBoi 3acnoHku (MateHt P® Ha n3ob-
peteHre Ne 2150110 «Cnoco6 anarHOCTUKM NEePBUYHON

HefoCTaTOYHOCTU BayrMHNeBOW 3acNoHKK»). Lienbto npo-
BEJEHHOro UccnesoBaHnsa SBUOCh N3yHeHne Mapkepos
LOCT y 60/bHbIX C NEPBUYHON HEOOCTATOYHOCTLIO Bayrm-
HueBow 3acnoHkn (HB3).

MaTtepuan u metogbl. o Halmm Hab O aeHMEM Ha-
xoamnocb 133 60JbHbIX - 37 MYXUYMH 1 96 XEHLWMH B BO3-
pacTte oT 16 o 65 net (cpeaHuin Bo3pacT 45,4+1,0 neT)
C NOKYMEHTUPOBAaHHbLIM B X0€ MPPUrocKonuu 3abpocom
GapureBoil B3BECK B TOHKUI KULLEYHUK. BonbHble, nepe-
Hecluve anneHgakKToOMUIo, onepauum Ha opraHax Masoro
Tasa (noTeHumanbHble NPUYMHBLI BTOPUYHON HEQOCTATOY-
HOCTM MNEeoLEeKaNbHOro KnanaHHoOro annaparta), B uccne-
[0BaHMe He BKIIOYaINCh.

B cTpykType nneouekanbHOM HEQOCTAaTOYHOCTU MNpe-
obnapana ab6conotHaa ¢dopma HBE3 (cBob6ooHOE MNpo-
HWKHOBEHMEe KOHTpacTa B NOAB3A0LUHYIO KMLIKY) - 65,4%
cnyyaeB. OTHocuTenbHas dopma HBE3 - pednokc KOHT-
pacTa nocne OnOPOXHEHUN KMLLIEYHMKA NPU HATYXXNBaHWUM
- BCTpeyanacb B 34,6% cnyyaeB. Y TpeTn obcnenoBaH-
HbIX ObIJI0O OTMEYEHO 3usiHNne 6ayrHMEeBOW 3aCIOHKM Npu
GUBPOKONOHOCKOMNN.

BonblMHCTBO, BOLWEAWNX B UCCNeaoBaHne 60JbHbIX,
COCTaBW/IM NMLA C KIIMHUYECKU BbIPaXXEHHbIMU MposiBe-
HUAMW UNEOoLLEKASIbHOW HEeJOCTaTO4YHOCTU. Tak, KOMMEH-
cupoBaHHas (moknunHuyeckas) ctagms HB3 6Gbina ycta-
HoBneHa nuwb y 8,3% 60bHbIX. CybKOMMNEHCUPOBaHHAS
cTagus 3abofieBaHUsl, XapakTepu3yloLascs Haandnem

Tabnnya 1

PacnpocrpaHeHHOCTb BHeWHUX peHoTUNMUecknx mapkepos ACT
B rpynnax 6osbHbix CPK u nepBuyHoi HB3 (B %)

MpusHaku BonbHble CPK (n=80) BonbHble nepsuyHon HE3 (n=133)
ACTEeHMYeCcKoe TeI0CNI0XeHNE 16,3 31,6*
PagvanbHO-nakyHapHbIA TUN pagyXKu 15,0 37,6%**
OTTONbIPEHHbIE YLLIHbIE PAaKOBUHbI 5,0 9,8
Jedopmaunm rpyaHon KneTku 2,5 15,8**
MepananbHas KNMHOOAAKTUINSA 18,8 36,8**
JNatepanbHas KIMHONAKTUANS 10,0 21,8
lMnockocTtonue 12,5 27,8*
Bapwuko3aHoe paclumpeHme BeH 8,8 20,3*

lpnmeyaHue. * — P<0,05, ** — P<0,01, *** — P<0,001.
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Tabnuuya 2

PacnpocTpaHeHHOCTb BUCLiepasibHbIX (peHoTunMueckmux mapkepos ACT
B rpynnax 6osibHbix CPK u nepBuuHoii HB3 (B %)

Mapkepbl BonbHble CPK (n=80) BonbHble nepsnyHoii HBE3 (n=133)
OCT cepaua, B T.4.: 17,5 68,4***
- NMMK 15,0 58,6%**
- Nponanc TPUKYCNUAANLHOrO KnanaHa 2,5 9,0
- APX 3,8 13,5*
Ledopmaums xen4yHoro ny3sbips 23,8 52,6***
HedponTos 7,5 16,5
AHOManNuM MO4Y€eBbIBOASLLEN CUCTEMDI 3,8 11,3

lpnmeyaHue. * — P<0,05, *** — P<0,001.

Wb MECTHbIX (KULIEYHbIX) CMMMTOMOB, MMeNa MeCTO
B 27,8% cnyyaeB. [ekomneHcupoBaHHasa cTtagus HBE3
C COYETaHMEM KULLEYHbIX CUMMTOMOB U MPOSABAEHUIA CO
CTOPOHbI APYrMX OPraHOB Xenya04HO-KULIEYHOro TpakTa
oTMevanach y 63,9% 60SbHbIX.

B rpynny cpasHeHusi Bowwnn 80 GOMbHbIX aHANOMMYHO-
ro BO3PaCTHOro 1 NOMOBOr0 COCTaBa, CTPaAaloLLMX CUH-
OPOMOM pasapaxeHHoro kuwedHuka (CPK) n nmerowmx
CXOOHYIO KJIMHUYECKYKD CUMMTOMATUKy 6€3 pEHTreHOomMo-
rMYeCKUX NPU3HAKOB MIEOLLEKASIbHON HECOCTOATENIbHOC-
. AnarHo3 CPK ycTaHaBnmBancs B COOTBETCTBUM C Pum-
cknmu kputepusamu lil.

KomnnekcHoe ob6cnepoBaHne 60MbHbIX BKJOYano
M3y4eHME PacnpPOCTPAHEHHOCTU BHELIHUX QEHOTUMNN-
yecknx mapkepoB OCT Ha ocHoBaHMM 00LIEro ocMoTpa
M aHTPOMOMEeTPUK, yNbTPa3ByKOBOE UCCNEeAOBaHNE Cep-
Oua, NoYek 1 oOpraHoB BGPIOLLIHOM NONOCTU A5 BbISIBIEHUS
BUCLEepanbHbix deHoTunmyecknx mapkepos ACT, ruc-
TONIOrMYeckoe uccnegoBaHme KoxHoro 6uonTtata. Y3U
BbIMOJIHANIOCH MO OBLENPUHATON MEeTOAMKE Ha annapare
«SIM-5000 plus» (Pocbunomenuika, Poccusa-Utanusa). Mic-
TOJIOrMyecknin matepuan 6pasncs ¢ 6OKOBOM NOBEPXHOCTU
XVBOTA, NOABEPrasncs OKpacke reMaToKCUIMHOM U 903U-
HOM, NUKPODYKCUHOM Mo BaH-IM30HY 1 KOMOUHMPOBAH-
HOI OKpacke Ha MMKO3aMNHOMNKAHBbI.

CraTtucTtmyeckas 06paboTka Noy4eHHbIX Pe3ybTaToB
OCYLLECTBASNACh C MOMOLLbIO KOMMbIOTEPHOW Nporpam-
Mbl «Biostat». KonnyectBeHHble Npr3Hakn BbipaXannchb B
Buae «M=ms», roe M — BbiIOOpPOYHOE cpeaHee, m — CTaH-
hapTHas owmnbka cpeHero, a nopsiaKoBbIe MPU3HaKkM — B
Buae «Me (L, H)», rae Me — megmana, L — HUXHAS KBap-
Tnnb, H — BepxHaa kBapTuib. [ns cpaBHEHUs OBYX He-
3aBMCUMBbIX FPYMM KOJIMYECTBEHHbIX MPU3HAKOB B Cllyyae
HOPMasIbHOro pacnpeneneHns NCnob30BanNcsa KpUTepun
CTblofieHTa, Ka4eCTBEHHbIX MPU3HAKOB — KPUTEPUIA ¥, No-
PSOKOBbLIX MPU3HAKOB - KpuTepuin MaHHa-YUTHW.

PeaynbraTtbl 1 o6cyxaeHue. Mpn obuiem ocmoTpe
60/bHbIX C NepBuyHo HBE3 obpallano BHMMaHue obunve

deHoTUNnYecknx ocobeHHocTel, xapakTepHblx ana ACT.
CpepnHee 41Cno BbISIBIEHHbLIX MPU3HAKOB Y OHOr0 nauu-
€HTa 0Ka3anocChk paBHbIM 7 (4,5; 8), 4TO AOCTOBEPHO Npe-
BblLLANO aHaNOrMYyHbIM nokasatesb B rpynne CpaBHEHUS
-5(3; 6), P<0,001.

PacnpocTpaHeHHOCTb Hanbonee 3HaYMMbIX BHELLHNX
deHoTununyecknx mapkepos ACT y 60/bHbIX NEpBUYHOMN
HB3 un CPK npuBeneHa B Tabnuue 1. BonbHble ¢ nep-
BUYHON HB3 oTnuyanucb cybTWUIIbHLIM TENOCIOXEHNEM
(cpepHsasa macca Tena 68,1+1,7 kr npotme 74,5+2,6 kr B
rpynne cpaBHeHus, P<0,05), y HUX OOCTOBEPHO 4alle
BCTpeyanucb gedopmaumm rpyaHor KIeTku, NCKpUBIe-
Hue V u Il nanbueB KUCTU, BAPUKO3HOE PaCLUMPEHNE BEH
HUXKHUX KOHEYHOCTEN, nnockocTonue. B yncne BHELLHMX
deHoTunuyecknx mapkepos OCT y 60nbHbIXx HE3 pocto-
BEPHO YaLLe Gurypmposan 1 pagmaabHO-NakyHapHbIA TUM
pagyXHolr 000N0YKM rnasda, ONMCaHHbIM HaMu paHee B
KayecTBe Mpu3Haka «cnabocTn» CoOeaVHUTENBHOMN TKaHW
(MaTeHT P® Ne 2157104 «Cnocob anarHoCTUKM gucnna-
311 COEOVHUTENBHOWM TKaHW»).

PacnpocTpaHeHHOCTb BUCLEpPasnbHbiX GEeHOTUNMYEC-
knx mapkepos CT oueHMBanach B Xo4€ yNbTPas3BykOBO-
ro nccnenoBaHusi. Kak cnenyet na tabnuubl 2, y 60/bHbIX
¢ nepBuyHon HBE3 [OCTOBEPHO Yalle OTMeYanucb Takne
M3MEHEHNS KaK nponanc MmutpanbHoro knanaHa (MMK),
aHoMasibHO pacnosiokeHHas xopga (APX) nesoro xe-
nynoyka n gedopmaums XenyHoro nysblpsi, Bbille OKa-
3anacb pacnpoCTPaHEHHOCTb HedponTo3a U aHoManum
Mo4enonoBon cuctembl. Ocoboe BHUMaHMe obpalla-
na yactas komouHaums nepsuyHoi HE3 n ACT cepaua.
MwukpoaHomanun cepgua Obinv BbiBNEHbl Y OONbLUINHC-
TBa nauueHToB. Hanbonee pacnpocTpaHEeHHOW axoKap-
anorpaduydeckon Haxogkom asnanca NMK, koTtopbin B
21,8% cnyvaes codeTanca ¢ APX nnm nponancom Tpukyc-
nuaanbHoro knanaHa. B 70 ns 78 cnyyaes (89,7%) NMMK
y 6015bHbIX NepBuYHON HBE3 conpoBoXxaancs MUTpasbHOMN
peryprutaumen: | ctenenn — B 87,1% unll ctenenn — B 2,6%
Cny4yaes.

Ta6bsaunuya 3

Mopdonornueckme N3sMeHEHUsA KOXkH y 60N1bHbIX € nepBuyHoi HB3

pynna npmnaHakos

XapakTtep N3MeHeHuin

Onctpoduryeckne
npouecchbl

Porosas gnctpodusa anutennanbHOro nnacTta,

Mapa- n runepkepaTtos

MykonaHoe HabyxaHne BONIOKHUCTbIX CTPYKTYP COYKOBOIO U PETUKYJSISIPHbIX CII0EB
[MannHo3 B pETUKYNSPHOM Ciloe

ATpOodUA NOTOBLIX N CaNlbHbIX Xenes3

CrnaXeHHOCTb 4epMO-3annaepMasibHOr0 pUCyHKa

Mponudepaumsa knetok

MepecTporika aHA0TENNS KanUIsSpPOB B BUAE MHOMOPAAHbIX NacToB
Ouarun akaHTo3a B MOKPOBHOM 3MUTENN

OnddyaHbin nnmn ovarossin gepmMmatmut

[MpoaykTnBHOE BOCNaneHne ¢ npesannposaHnemM (Mm@ oumnTos
MepuBackyngpHas nHGUNbLTpauns
M36bITOYHOE OTNOXEHNE MeNaHNHa B 6a3anbHOM 1 LUIMMOBATOM CJ105IX
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Puc. Mopdonornueckne nsmeHeHus koxxu (MmkpodoTorpadms, okpacka reMaToOKCUWIMHOM U 303MHOM, YBEUN-
yeHue 100-120x) y 6onbHbIX nepBuyHo HB3: a - MykouaHoe HabyxaHue, 6 - NnpoAyKTMBHOE BOCrnasieHue, B, I
- Ae30praHun3saumsi BOJIOKHUCTbIX CTPYKTYP.

Hapsoy ¢ mMukpoaHomManusmMn ceppla, B OCHOBHOW
rpynrne yaiie OTMEeYanuCb W MHble COCTOSIHMSA, narore-
HeTu4eckn cBadaHHble ¢ ACT: rpbbka NUWEBOOHOrO OT-
BepcTus avadparmbl, KOJIOHONTO3, reMoppon 1 ap. Tak,
Hann4mMe BHYTPEHHUX U/UNU BHELUHUX reMOpPPOonaaNbHbIX
y3/10B, MO AaHHbIM 06LLLEro 0CMOTPa U PEKTOPOMAHOCKO-
nuu, 3adukcnpoBaHo y 46,6% 6onbHbIX NeperyHon HE3
1 31,3% 6onbHbix CPK (P<0,05). OnyuieHne 1 BPOXaeH-
Hble aHOMaJ 1M NOJIOBbIX OPraHoB (AByporas maTtka, 3arné
MaTku, yoBOeHMe Bnaranuuia) Obliv AMarHOCTUPOBAHBI
cooTBeTCTBEHHO Y 14,6 1 19,8% >XEHLLWH OCHOBHOM rpyn-
Mbl U HX B OAHOM CJlyyae B rpynne cpaBHeHus (P<0,001).

B cpenHeM y 601bHbIX ¢ NnepBuyHO HBE3 BeiiBNsinoch
no 3 (1; 3) BucuepanbHbix mapkepa ACT npotue 1,5 (1; 3)
B rpynne cpasHeHus (P<0,001).

CuctemHbin xapaktep OCT no3BonseT Ucnosib3oBaTb
pe3ynbratbl MOPMONOrMY4ECKOro WCCNEeLOBAHUS  KOXU
[NS OLEHKN COCTOSIHUS coeauHUTeNIbHOM TkaHwu. M3Bec-
THbl MOpP®dOIOrMyeckne 0COBEHHOCTN KOXM Yy BOMbHbIX C
LOCT ceppua [2, 3], aHanorMyHble N3MEeHeHNs ycTaHoBe-
Hbl HAMK 1y BonbHbIX ¢ NnepeuyHoii HBE3. UccnenosaHme
OblN10 BbINOSIHEHO 23 naumeHTam. Xapaktep oOHapyXeH-
HbIX MOP@OSIOrMYECKNX USMEHEHUIN KOXW CBOAWIICSA K TPEM
rpynnam npuaHakos (Tabn. 3, puc.), n3 KOTopbIX AUCTPO-
duryeckme npoLecchl B annaepmMmce 1 npoamdepaTneHas
peakums aHOOTENUS COCYAO0B SABNAINCL OONMraTtHbIMU 1

HepeaKo coYeTanncChb C NpU3HakaMmm yMepeHHOoro npoaykK-
TUBHOIO BOCMNANEHNs 04aroBoro nnu andagysHoro xapak-
Tepa. Hambonee rpybbiMy okasanncb cOCcyaucTbie n3ame-
HeHUs, KoTopble OblNM NPeacTaBfieHbl NEPUBACKYISAPHOMN
NMM@O- N TMCTUOLNTAPHON MHDUABTPALMEN U YyTONLLEHN-
€M CTEHOK KPOBEHOCHbIX COCYLOB.

Takrm 06pa3oMm, COBOKYMHOCTb BHELLIHUX M BUCLLEpasib-
HbIX PEHOTUMNYECKNX MapPKEPOB 1 pedysibTaTbl MOPHONo-
rMYeCcKoro MUCCnenoBaHms KOXK MO3BONMAN OTCTamBaTb
npuUHaaexHoCcTb nepBryHon HB3 Kk uncny BucuepanbHbIxX
nposienennit CT 1, COOTBETCTBEHHO, paccMaTpmBaTh ee
B HO30J10MMYECKUX paMKax AaHHOM HaCNneaCTBEHHOM aHo-
Manuu.

MpencTtaBneHne o nepBmyHo HB3 kak o BucLepanb-
HOM nposBneHun ACT pano noBoA NEPECMOTPETb Cy-
LLECTBYIOLLYIO naTtoreHeTndeckyto knaccudukaumio HE3
[1]. Hamn npennoxeHo OTHOCUTbL K MepBu4HON dopme
JAHHOrO NaTtofI0rMYeCckoro COCTOAHNS NNLLIb BPOXAEHHbIE
nedekTbl KOHCTPYKTUBHBLIX 3/IEMEHTOB MJ1E0LLEKAIbHOMO
KnanaHa, a Bce NpuobpeTeHHble (T.e. He CBA3aHHbIE CO
«CNaboCTbio» COEAMHUTENBHOWN TKaHW) BapuaHTbl KianaH-
HO HefoCTaTOYHOCTU cYMTaTb BTOPUYHbIMKU. MNMoaobHas
Knaccudukauus, Ha Hall B3rnsa, B O0NbLLEN CTENEHU OT-
paxaeT naToreHeTnyeckne mMexaHmambl GOPMUPOBAHUSA
HBES.

3aknoveHue. bayrnHreBas 3ac/ioHKa IBNSETCS BaX-
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HEeMLWVM KOHCTPYKTUBHbLIM 3/IEMEHTOM WUJEOLLEKASTbHOIO
K/anaHHoro anmnapara — 04HOro 13 y3/10BbIX MYHKTOB Mu-
LeBapmUTENbHOro TpakTa. B HopMe oHa HaaeXHo pa3aens-
€T ABa pasnuyatoLmxcs N0 aHaTOMO-(PU3N0NIOrMYEeCKUM
1 9KOJIOTMYECKNUM XapakTepucTrkam buoTona noas3aoLu-
HOIM 1 CNnenomn KMok, obecneyrBas og4HOHarNpPaBeHHbI
rnaccax KULIEeYHOro CcoaepXmmoro. HenoctaTo4HOCTb
GayrMHMEeBO 3aCNOHKN — CepbedHblli aedekT, npueBoas-
WM K KONOHM3ALMN TOHKON KULLKN YYXXEePOOHOM MUKPO-
dNopor ¢ BOBHUKHOBEHNEM THUJIOCTHbLIX U BPOANSIbHbIX
MPOLLECCOB 1 Pa3BUTUEM XPOHWYECKOM ayTOMHTOKCKUKA-
unn opraHmama. OgHako MNPOBEAEHHOE uUccnegoBaHne
NnPW3BaHO MpuBAEYb BHMMaHUE K UeoueKasnbHOM HeCco-
CTOSITENIbHOCTM HE KaK MCTOYHUKY raCcTPO3HTEPOIOrmyec-
KMX NpobiemM, a kak OLHOMY 13 MPOSIBIEHNIA BPOXAEHHOM
COEOMHNTENbHOTKAHHOW AMCnAa3umn, HauenmBaloLmx Ha
MOWNCK NHbIX BUCLiepasbHbIXx MapkepoB ACT.

B HacTosiLee BpeMsi akTMBHO 0OCYyXaaeTcs BOMNpocC O
HeobxoaMMoCcTn naTtoreHeTndeckoro nedenus OCT ¢ ue-
Nbl0 KOPPEKLMN HapyLIeHHOro Metabonmama kKonnareHa
1 npenoTBpalleHns HebnaronpuaTHbIX MNOCNeACTBUM U
OCJTOXHEHUI 9TOro HapylweHus. NpeacTasneHne o nNpu-
HagnexHoctTn HB3 k uncny BucuepanbHbix Mmapkepos ACT
OTKPbIBAET HOBbIE NYTU SIEYEHNS JAHHOIO COCTOSIHUS.
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MEPBUYHASA HEAOCTATO‘-lHOCTb_BAerHMEBOﬁ
3ACAOHKU KAK BUCLLEPAAbHbIN
PEHOTUNMUYECKUU MAPKEP AUCTIAA3UN
COEAUHUTEABHOU TKAHU

A.B. KAEMEHOB, B.A. MAPTbIHOB, H.C. TOPTYLLUHA

B rpynne u3 113 60/bHbIX C NEPBUYHOM HEAOCTATOYHOCTLIO
OayrnHueBoi 3acnoHkn (HB3) mayyeHa pacnpocTpaHeHHOCTb
MapKepoB Aucnnasnm coeguHuTensHon Tkadn (OCT). MNokasaHo,
41O BosbHbIE C NepBuYHOI HB3 oTnnyaoTcs obunmem TUNMYHbIX
onsa ACT BHeWwHux GEeHOTUNMYECKUX MapKepOoB, OOCTOBEPHbLIM
npeobnagaHnem manbix aHomanuii passutus ceppua, aedop-
Mauum XeNYHOro ny3blpsa n HepponTo3a, a TakxXe XxapakTepHbIMU
Mop@onorniyeckumMm ocobeHHoCTaMM Koxun. Pedynbtatel o6cne-
[OBaHWS fanm OCHOBaHME OTHECTM NepBuyHyo HB3 K yncny B1C-
LepasbHbix NposieneHnii ICT 1 npeanoXuTb HOBYIO NaTOreHeTu-
4YeCKyto knaccudukaumio UeoLeKkasbHOM HECOCTOSATENBLHOCTU.

KnioueBble cnoBa: nepBuyHasi He40CTaTOYHOCTb HayrmHue-
BOW 3aCJIOHKU, ANCTNIAa3NA COeOMHUTESNIbHOM TKaHN

PRIMARY BAUHIN VALVULE INSUFFICIENCY
AS VISCERAL PHENOTYPICAL MARKER
OF CONNECTIVE TISSUE DYSPLASIA

KLEMENOV A.V., MARTYNOV V.L., TORGUSHINA N.S.

Prevalence of markers of connective tissue dysplasia (CTD)
is investigated in the group of 113 patients with primary Bauhin
valvule insufficiency (BVI). It is shown, that patients with primary
BVI differ by abundance of typical for CTD external phenotypical
markers, authentic prevalence of heart micro anomalies develop-
ment, gallbladder deformation and nephroptosis, and also char-
acteristic morphological features of the skin. Results of inspec-
tion gave the basis to place primary BVI among visceral signs of
CTD and to offer the new pathogenetic classification of ileocecal
inconsistency.

Key words: primary Bauhin valvule insufficiency (BVI), con-
nective tissue dysplasia (CTD)
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NOYKU NPU CUCTEMHOMN AUCTIAA3UU

COEAUHUTEABHOMN TKAHU

l.H. BepewaruHa, A.A. MaxmyasH
HoBocuBUpCKM rocyAQPCTBEHHbIM MEAULLUHCKMA YHUBEPCUTET

MONeKynspHasa nartosiorus, npuBoaswias K u3-

MEHEHUIO CTPYKTYpPbl U (PYHKUUU COEOUHUTEb-
HOW TKaHn. PeHoTUNuYeckne n opraHu4yeckue npo-
SABJIEHUSI 3aBUCAT OT NOPaXXeHUS PbIXJION U NNOTHOMN
COeAVHUTENIbHOW TKaHU, B TOM YUC/ie MOYeBbIAeNN-
TenbHo cuctembl [5]. B noykax coepuHuTenbHas
TKaHb BbIMOJIHAET OMOPHYI0, MeXaHU4YeCcKylo @YyHK-
uuU, y4yacTByeT B MUHepasibHOM o6meHe u popmu-
poBaHUM MeMOpaH ¢ n3duparesibHO NPOHUL,AaeMOC-
Tbio (6a3anbHag MeMOpaHa NoYe4HbIX KJYOO4YKOB U
KaHanbLeB, 3HA0TEeNnh cocynos). B nouke ocHoBHOE
BELLEeCTBO COeOUHUTENIbHOW TKaHWU, WU MEe3aHrvm,
cocToglee U3 KOMMJIeKca NPOTEMHOB U MYKOMNOJIN-
caxapuaoB, pacrnoJsioXXeHO MeXAy KanusapamMmu KJy-
Oouka. Me3aHruil Ha3bIBAIOT «TPETbUMU KJleTKamMu
Kny6ouka», OHU 06pa3yloT CeTb, TECHO CBA3AHHYIO C
Ga3anbHOII MeMOpaHOol KanuNnsipoB.

K natonorunm noyek npu OCT oTHOCAT HedponTos,
annasuo, rmnoniasuvio noYek, reHepann3oBaHHbIe MeM-
OpaHonatin, BO3HMKLINE U3-3a [AEereHepauumu Konnare-
Ha C NPEVMYLLECTBEHHbLIM MOPAXEHMEM FNOMEPYISIPHbLIX
6a3anbHbix MeMbpaH, GUBPOMYCKYNSPHYIO AMCNasnio,
rMnonaasuio MoYe4YHOM apTepun.

JlaHHbIX O YacTOTE N XapakTepe N3MEHEHUI MOYEK NPU
OCT B 3aBUCUMOCTHM OT TUMA TENIOCNOXEHUS U YPOBHSA ALl
B LOCTYMHOW NUTEPaType HaM He BCTPETUNOCh.

Martepuan u meTtoabl. B nccnegoBaHne BKOYEHDI
245 Myx4mnH B Bo3pacTte 16-35 net. JaHHble Heaudde-
peHumpoBaHHoM ACT ycTaHOBNEHbI C YY4ETOM PEKOMEH-
naunm M.S. Glesby n R.E. Pyeritz [9].

Cpean naumeHToB 55% nmenu acteHn4eckoe Tesnoc-
noxeHvie n 45% - HopMmocTeHmnyeckoe. Kpurepum acteHu-
4eckoro Tefniocnoxenuns: nednunt maccol Tena (MMT<19
kr/m2), ponuxoueanus (I'M<76%), «Bucsiuee cepaue»,
pPeHTreHoTopakoMeTpuyeckmn mnHaekc>0,65, ponuxoc-
TeHomenus. Y HopMmocteHnkos MMT 19-25 kr/m2, Me3aH-

CVICTeMHaﬂ ACT - reHeTnyecku oOycnoBfieHHas

uedanna (M=76-81%), peHTreHOTOPakOMETPUYECKNn
nHaekc=0,65-0,62, oTcyTCTBUE [O0INXOCTEHOMENUN.
pynny acteHnkoB coctasunu 93 naumenta ¢ ACT n Al
n 42 yenoseka ¢ ACT 6e3 Al. B rpynne HOpMoOCTeEHU-
koB 80 yenosek numenn Al Ha poHe OCT n 30 yenosek
— AOCT 6e3 Ar. lNo cpeaHeMy BO3pacTy U BO3PACTHOMY
[1anasoHy rpynnbl conocTaBuMbl. ApTepuanbHas ru-
nepTeH3nsa AnarHoCTUpPOBaHa NMpu NMOBTOPHbLIX M3Mepe-
Huax AL>140/90 mm pT. CT., apTepuanbHas rmnoToHUS
aunarHocTuposaHa npu Al <105/65 MM pT.CT. ona nuy,
ctapwe 25 net u ctorikom Al meHee 100/60 Mm pT. CT.
ansa nuu, monoxe 25 ner.

Mpn yTtoyHeHun pumarHosda OCT ocoboe BHMMaHWE
obpalyanoch Ha cocTosiHMe noyek. AHanus xanob, aHam-
He3a, oueHKa OTHOCUTENIbHOW MAOTHOCTU MO4M, ocanka
B AMHaMuke (no ambynaTopHOW kapTe) NOo3BONSNM 3a-
noao3puTb OKCanypuio, ANarHoCTUPOBATb XPOHUYECKNIA
nuenoHedputy 43,8% nuu,.

JNabopaTtopHOe nccnemoBaHe BKIOYano, Hapsiay C
OOLLENPUHATBIMU aHanNM3amu, BbiNOJIHEHWE MpPo6bLI Pe-
Gepra, onpeneneHne COAepXaHUs MOYEBUMHbI, KpeaTu-
HWHA, MOYEBOI KUCNOTbI, INIOKO3bl B CbIBOPOTKE KPOBU. B
cny4yariHoM BbIOOPKE OMNpenensnocb CoAepXXaHue oKca-
N1aToB B CYTOYHOM MoYye. Hopma CyTo4HOWM oKcanypuu ans
B3pocnblx 20-40 Mr/cyT., Npu HanM4YnKn okcanypum 6onee
100-400 mr/cyT., y 06cneaoBaHHbIX HAMU NALMEHTOB.

[Ong BbIABAEHUA CKPbITON ANCOYHKLMWN MOoYeK onpe-
aoensanm mMukpoanbdymuHyputo (MAY) M KoHUEHTpaumo
B,-MunkpornobynvHa B kposu. na oueHku MAY ncnosnb-
3oBanu Habop «IMMUNOTECH ALBUMINURIA» (Yexus),
KOHUEeHTpaumio B,-Mukpornobynuxa (B,-MI) onpeaenanu
¢ nomoLpsto «PUNO-BETA-2-MNKPO» (Benapychk) B paguvo-
n3oTonHon nabopatopun LIHWJTHIMY.

MAY koHcTaTMpoBanu npu coaepxxaHmm anbbyMnHOB
B CyTO4YHOM Moye 20-250 Mr/cyT., CpeaHsst KOHLeHTpaums
B,-MI" B MO4e 300pOBLIX NtoAeN cocTaBnaeT 81 MKr/n unm
0,081 mr/n., BepxHASa rpaHuua HopMbl — 250 MKr/n unu

Ta6bsnya 1
YacroTa HedponTo3a (%) y nuuy c ACT npu pasainMuyHbIX TUNAX TENIOC/I0XKEHUS
HopmocTeHukn ACTEHUKN
6e3 Al c Al 6e3 Al c Al
HedponTos 40 43 19 46
MpaBOCTOPOHHWUI 40 33 5 31
J1eBOCTOPOHHMIA 0 0 13 5
J1ByCTOPOHHMI 0 10 0 10
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Ta6banya 2
YpoBeHb B,-MUKpOrnobynnHa n MukpoanbbymmnHypumn y nmy c A4CT
CocTosiHne B,-MI (Mr/24 4) MAY (mr/24 y)
OCT c Al 12,8 = 1,7 51,7 £2,8
C HedponTo30oMm 21,1 19 64,2 =+ 4,2
6e3 HedponTo3a 9,2 £1,2 44,0 = 3,1
OCT 6e3 AT’ 12,0 £2,4 65,7 £2,7
C HedpONTO30M 10,5 1,4 65,0 £3,2
6e3 HedponTo3a 17,1 £ 0,8 88,0 =41

0,25 mr/n.

Hannumne HedponTosa, BPOXAEHHbLIX MOPOKOB, aHO-
MasaMin NOYEYHbIX COCYAOB OOKYMEHTMPOBANM C MOMU-
wpto Y3W, akckpeTopHoi yporpadun, pagmopeHorpa-
dun, KomnbloTepHon Tomorpadpuu, AMP-Tomorpadpum,
ponnneporpadum cCocynoB noyek, aopTorpadun.

Pe3ynbraTthl n o6cyxaeHme. Hanbonee 4acto npu
OCT BbisBnsgeTcss HedponTo3 — HapylleHne @ukcaumm
MOYKN B ee aHaToMmyeckom noxe. CteneHb HedponTosa
Mbl OLLeHUBann No pekomeHgaumam A.A. NpoTtacosa, M.I1.
Ly6oBa [6]. HacToTa HedponTo3a, NPENMYLLLECTBEHHO 2-
1 cTeneHn cpean nuy, ¢ HeanddbepeHuyposaHHo OCT
coctaBuna 41,2%. PaHHMM nposiBneHnem HedponTosa
Y>X€ Ha BTOPOM AECATUIETUN OKa3bIBAETCS MOBbILLEHNE
apTtepuanbHOro gasneHus. Bnepsblie Al npmn HedponTo-
3e onuncaHa B 1906 roay, a B 1940 rogy W.S. Cann n M.S.
Romansky onncanu optoctatuyeckyto Ay 3Tux 60NbHbIX,
0ObSICHNB €€ CHUXEHMEM KPOBOTOKA B MOYKE Npu BEPTU-
KasbHOM MOJIOXEHUN.

MpuunHbl Al npu HedponToze:

1) nepekpyt no4ye4yHOW HOXKM C GOPMUPOBAHUEM
dNBPOMYCKYNSPHOM ANCNIA3UN NOYEYHOM apTepum;

2) cyXXeHue MoYeyHor apTepumn 1 pasapaxeHme CuUM-
rnaTM4ecKmMx HEepPBOB YPE3MEPHO CMELLAEMOWN MOYKOM C
nocnenyloLwmMm cnasamom apTepuos, F’MNnOKCUEN N emMmn-
€N noYex;

3) HapyLleHne BEHO3HOr0 OTTOKa M3 MOYKU, YTO Mpu-
BOOMT K NnepuBasanbHbiM USMEHEHMWSIM, CTEHO3UPOBAHUIO
VIHTPapEeHasbHbIX COCYA0B, GOpPMUPYETCS MNepuBasasb-
HbI, NepernoMepynapHbIn CKIIepo3 1 CKIIEPO3 CTPOMbI;

4) ypocTas;

5) nHdekuns MoyeBbIX NyTEn.

B TeyeHue Heckonbkux et Al MOXET HOCUTb TPaH3u-
TOPHbLIV XapakTep, NHOrAa KPU30BbIN, HO B AaNbHENLLEM
npunobpeTtaeT ctabunbHoe Te4yeHne C NOCTOSIHHO MOBbI-
LUIEHHbIM OMacToNn4eckum gasneHnem. MHdopmatmBHO
namepenne ALl nexa n ctos. MNMosbiweHne AL n npenmy-
wectBeHHO OALL, B opTocTase noao3puTesibHO Ha He-
dponTos. AuHamumka Al' npn HegpponTo3e: opTocTaTnyec-
Kas-TpaH3MTopHas-cTabunbHas.

Y HOPMOCTEHMKOB YacToTa HedponTo3a 1 ero NpPaBo-
CTOPOHHSAS NIOKanM3auus 4OCTOBEPHO HE pas3nvyanach B
3aBMCMMOCTW OT ypOBHA Afl, B TO BpeMs KaK y aCTEHUKOB
¢ Al yactoTta HedponTo3a Honee, 4em B [Ba pasa Bhlille,
yem y nuu, 6e3 Al Y acteHunkoB ¢ Al npeobnagana npaBo-
CTOPOHHSAS ero nokanusaums. ObpallaeT BHUMaHue ogun-
HaKoBas 4acToTa ABYCTOPOHHEro HedponTtosa y nuy, ¢ Al
B 00eunx rpynnax, a AByCTOPOHHUI HEDPONTO3 — Mapkep
BucueponTosa. Npu HedponTo3e N3MEHSAETCH MOYETOY-
HUK, NnepernbaeTcs, NHoraa CKpy4yMBaeTCs, IoXaHka pac-
LUIMPSAETCS 1 PasBMBaETCS rmapoHedpoas.

Mpn HeanddepeHumpoBaHHoi ACT xapakTepHo pas-
BUTUE MEPBUYHONM C MOJIMFEHHbLIM TUMOM Hacleg0BaHUS
amncnnasum noyek, Kotopast MOXeT OblTb MPOCTON U KUC-
TO3HOW. Mopdonornyeckme Kputepum NpPOCTON Amcn-
nasun — rManuMHO3 CTPYKTYP U MPUMUTUBHbIE MPOTOKU,
NPUMUTUBHbLIE KaHaslbLibl, OKPYXEHHbIE MydTamu n3 eub-
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POMBILLEYHBIX N HeanddepeHUNPOBaHHbIX KIETOK, MHOr-
[a C OCTPOBKaMU XPALLEBOM TKaHW.

BapuaHTbl npocTon gucnnasum noyek rnpeacraBieHbl
Ha PUCYHKe.

Mpwn TOTANbLHOM rMNONAasuM OTMEeYaeTCd YMEHbLUe-
Hue novku Ha 20% u 6onee. B runonnasnpoBaHHOM NoYy-
K€ WMMEeloTCA 30Hbl HEeAOCTaTOYHOro KPOBOCHAOXEHMS,
M3MEHEHHble KIy6ouku, AedekTbl pa3BUTUS IOKCTPArio-
MEPYNSPHOro annapaTta, KNeTkn ero runeprniasnpoBaHbl
[2]. Ha cTOpOHE N3MEHEHHO MNOYKW BbISIBASIETCS U FUMON-
nasus MoYeTodHUKa. 'vnonnasnsa noyku B 77% crnyvaes
COYEeTaeTCd C MNy3bIPHO-MOYETOYHUKOBBLIM PedIOKCOM
(MMP) ny 63% nuu, — ¢ NMMP B KOHTpRaTepanbHOM Noy-
Ke, Ha GOHe AJINTENIbHO NEPCUCTMPYIOLLErO My3bIPHO-MO-
YETOYHVKOBO-IOXaHOYHOrO pednkca nporpeccupyet
pedniokc-HedponaTus ¢ pa3BUTUEM IPyObIX pyOLIOB.

CermMmeHTapHaa runonnasus (nodka Ack-Ynmapka)
onuncaHa 1973 rony. BelaensioT naTb €€ BapnaHToOB:

1) OQHOCTOPOHHAS rMNonNaasnus C KOMMNeHCcaTOPHOM
runepTpoduen BTOPOn NOYKN;

2) OBYCTOPOHHSAS CErMEHTapHasi rmnonnia3vst ¢ acum-
MeTpuer NopaxeHus;

3) ABYCTOPOHHEE CErMEHTAPHOE NOPaXEHUE;

4) Hepe3KO BblpaXXEHHAasi NaTosI0rvsl C JIATEHTHbIM Te-
YyeHnewm;

5) cermeHTapHas rmnoniasuns B codeTaHnm ¢ 00CTPYyK-
TUBHOW yponaTtumemn.

B knvHW4Yeckor KapTuHe ANUTENbHO eOUMHCTBEHHbLIM
NPU3HaKoOM yxe B Bo3pacTe 4-12 neT aBngeTca Taxenas
AT K coxaneHuto, runonnasms noyYkm, 0COOGEHHO CErMEH-
TapHas, BbiIBNSETCSA peako. B To xe Bpems n3BeCTHO, HTO
y 15-20% petein ¢ XIMNH obHapyxunBaeTcsa amucnnasus no-
Yek.

YunTbiBas CUCTEMHOCTb NOPAXEHUS COEANHUTENbHOM
TKaHW ObIN U3y4eHbl Takne nokasartenu kak MAY u co-
nepxanue B,-MIN B moue. MAY-yH/BepCanbHbIin Mapkep
cocyamcToro Hebnaronosyynsi, B TOM 4YMCJle Ha YPOBHE
Kny60o4KkoB, ypoBeHb MAY npsiMO NMpOnopuUMOHaNeH Ts-
XECTU NopaxeHus noyeyHoro ¢punetpa [8]. MNoBbileHne
conepxaHuvs B,-MI B Mo4e CBUOETENLCTBYET O ANCPHYH-
KUMW KaHanbLEB, MPEVMYLLECTBEHHO MNPOKCUMAsIbHOIO
otaena (tTabn. 2).

B npouecce nccnepoaHus MAY obHapyxeHa y 45%
nny, ¢ ACT, y 16% n3 Hux MAY npesbsicuna 100 mr/cyT. Co-
aepxanue B,-MI" B Moue Obino NoBLILLEHO Y 67% nauneH-
TOB 1 cocTaBwuio B cpegHeM 16,3 mr/cyT. (npu HopmMe 0o
0,25 mr/n.). Y 43% MAY co4eTanacb C NoBbILLEHHOM 9KC-
kpeumen B,-MI. Hambonee Bbicokune nokasartenn MAY u
B,-MTI" HaifeHbl y 1L, aCTEHMHECKOro TeNIOCIOXeHNs 6e3
apTepuanbHOM runepToHMn n 6e3 HedponTosa. OveBna-
HO, Npu ACT MMET MECTO HE TONIbKO U3MEHEHUS NOJIO-
KEeHUS N pa3mMepoB MoYeK, HO U MEPBUYHbBIE CTPYKTYPHbIE
HapyLleHUs Ha ypoHe Me3aHrus, 6asanbHoi MemMObpaHbl
Kiy604KOB ¢ GOPMUPOBAHNEM CKPbLITOM ANCHYHKLIMN MO-
yek.

Kpome TOro, no gMHamMmyeckm aHanmaam Mo4u B Te-
YyeHne Heckonbkux net B rpynne ¢ ACT BbigBneHa okca-
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Puc. BapuaHTbl AUCnJia3vMmn No4ekx.

nypusay 32,6% obcnenoBaHHbix. Y 57% 13 HUX cyTovHas
okcanypusi coctasuna B cpegHem 315,6 Mr/cyT. npu HOp-
Me 20-40mr/cyT. Mpn MHoroneTHeln (No aHanu3y amoy-
NaTOPHOM KapTbl) OKcanypum cosgaeTtcs bnaronpuatHas
noysa ons dopmMmpoBaHms MeTabonmyekor TyOynouH-
TepcTuumansHon HedpponaTtum y auy, ¢ JCT. OyeBnaHo,
0BCTPYKTUBHAA yponaTusl C OkanaTHO-KabLMEBOM KPUC-
Tannypuen MoxeT 6blTb 0OyCNOBNEHA CEMENHON HecTa-
OUNBLHOCTbLIO LMTOMEMOpPAH B TOM YMC/e B CBA3U C He-
COCTOSITENTIbHOCTbIO UX COEAVHUTENBHOTKAHHOM OCHOBBI.
Henb3s ncknoynTb 1 aHoManumio o6MeHa MmuunHa.

Mpn OCT co CTOPOHbI NoYeKk Hepenko UMeeT MecTo
coyeTaHme y ooHOro 60/IbHOro AVCNIACTUYECKUX U3ME-
HEeHUM (HepponTo3, COeANHUTENBHOTKAHHAs NepemMblyka
1 p.) C nopokamMu pas3suTus (yaoBOeHMe I0XaHOK, AUCTO-
nms).

M3meHeHns nodek npu ACT ycyrybnaioTcs conyTcTBy-
IOLWEeN NnaTonorven No3BOHOYHMKA, KOTOpasa BeOeT K pas-
BUTUIO HEMPOrE€HHOM ANCOYHKLMN MOYEBbLIX NyTEN.

BakntovyeHue. Taknm 06pa3om, NaToNOrs NoYek npu
LCT, nmes B OCHOBE CBOEl NepBUYHbIE AMCMIACTUYECKME
M3MeHeHUs knybo4KOoB, kaHanbLeB, Tonorpaduu, B fanb-
HenweM “obpacTaeT” psaoM NaTonornyeckmx NpoLLECCOB
— NHdekuMin, MeTabonnyeckor (oKcanaTHom) TyOyno-nuH-
TepcTuUmnanbHOM HedponaTmen, HeMpPoreHHoOM ANCHYHK-
LLMelt MoYeBbIX NyTei. B 06LLUel npakTnuke COCTOsiHME MNo-
yek npu ACT 3acnyxmBaeT OonbLUero BHMMaHus n bonee
PaHHEro BbISIBIEHNS U KOPPEKUUM C Y4ETOM OCHOBHOIO
npouecca.
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MOYKKU NPU CMCTE_MHO“ AUCTNAA3UU
COEAUHUTEABHOU TKAHU

l.H. BEPELLATUHA, A.A. MAXMYASH

Y 265 MOSI0AbIX MYX4YUH C CUCTEMHOI HegnddepeHumpo-
BaHHOW AMcnnasuer COeaNHUTENbHON TKaHU N3Yy4eHO COCTOSHNE
nouek. Y 41,2% anarHoctmpoBaH HedponTod. MnkpoanboymMmuHy-
pvis oGHapyxeHa y 45%, NoBbilLEeHNe YPOBHSA B,-MUKPOro0yMHa
BMoYe -y 67%. Y 43% nauneHToB MMesio MecTo Co4eTaHne MUK-
pPoasbOyMMUHYPUK 1 MOBbILLIEHHOMO COAEpPXaHus B,-MUKporno-
O6ynunHa B Moye. Hanbornee BbicOKME Noka3aTenu HauaeHbl y L,
aCTEHMYECKOro TeNOoCNoXxeHns 6e3 apTepranbHOM rmnepTeH3nn,
4YTO CBUAOETENbCTBYET O HAMYUN Y HUX CKPbITON ANCOHOYHKUUN
nouek. ¥ 32,6% cyToyHas okcanypusi MHOrOKpaTHO MpeBbICUna
HopmaTtume. O4eBNAHO, AN1S 3TOM rpynnbl UL, XapakTepHa CKpbl-
Taa AMC@YHKLMSA NOYeK, KOTopas OBLLENPUHATEIMY METOAAMM HE
BbISIBNSETCS.

Kniouesble cnoea: HepponTo3, MUKPOAbOYMUHYPUS, B,-
MUKPOrNoBynunH, okcanypus, CKpbiTas ANCPYHKLMS Novek

KIDNEYS AT SYSTEMIC CONNECTIVE TISSUE
DYSLASIA

VERESCHAGINA G.N., MAKHMUDYAN D.A.

Kidneys condition is investigated in 265 young men with sys-
temic nondifferentiated connective tissue dysplasia. At 41,2 % of
patients nephroptosis is diagnosed. Microalbuminuria is found
out at 45 %, increase of B,-microglobulin level in urine - at 67 %.
The combination of microalbuminuria and the increased B,- mi-
croglobulin contents in urine took place at 43 % of patients. The
highest parameters are found in persons of an asthenic constitu-
tion without arterial hypertension that testifies the presence of the
latent kidneys dysfunction in them. At 32,6 % - daily oxaluria has
repeatedly exceeded the standart. Obviously, the latent kidneys
dysfunction that is not revealed by the standard methods is char-
acteristic for this group of persons.

Key words: nephroptosis, microalbuminuria, 8,-microglobu-
lin, oxaluria, the latent kidneys dysfunction
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CUHAPOM BETETATUBHOW AUCTOHUU Y IOHOLLIEA
C NMPOAANCOM MUTPAABHOTO KAATAHA

A.B. KnemeHOB

BoeHHO-MeAULMHCKMU MHCTUTYT, HUXXKHUI HoBropoa

-3TO CUCTOJIMYECKOE MPOBUCAHME OAHON MU

06eux MuUTpasnbHbIX CTBOPOK B MOJIOCTb JIEBOrO
npeacepaus B CBA3M C BPOXAEHHON HEMNOJIHOLEH-
HOCTbIO (Aucnnasuein) coegnHUTeNbHON TKaHu. Knu-
HU4eckas kapTuHa nepeuyHoro NMMK mHoroo6pasHa
M cKnagbiBaeTcs U3 HapylLleHUA BHYTpUcepAae4vyHoW
n ob6weil reMmoguHaAMUKU, NMPOSIBJIEHUIA BereTaTuB-
HO-COCYAUCTON AUCTOHUU U COEeANHUTENIbHOTKAHHOW
avcnnasun. MNMpu 3aTtom BKNap reMoauHamMu4yecKomn
N Bereto-gAUCTOHUYECKO CUMMMNTOMATUKM B OOLLyIO
KJIMHUYECKYI0O KapTUHY HEOAUHAKOB B pa3Hble nepu-
opbl 6one3Hu u B pasHoMm Bo3pacTte. B natoreHese
MHOIMO4YMCJ/IEHHbIX nposiBneHun nepsuyHoro NMMK y
MOJI0AbIX BeAyLiasa pojib OTBOAUTCS HapyLUEHUIO Be-
reTaTMBHOro romeocrtasa. OaHako xapakTep BereTa-
TUBHbIX HapyweHuii npu nepsunyHom NMMK octaeTtcsa
npeamMeToM AUCKYCCUIA.

Llenbio NnpoBeoeHHOro UccnenoBaHnsa sBmach BCec-
TOPOHHAS OuEeHKa COCTOSHUSA BEreTaTtMBHOWM HEPBHOMN
cucTeMsl y loHoLwel ¢ nepsuyHbiM MMK. Ocobyto akTyanb-
HOCTb yKa3aHHOWM TeMe npugaeTt ToT GakT, 4TO NePBUYHbIN
MMK sBnsieTca Hanbonee pacnpPoOCTPaAHEHHOM KnanaHHOM
aHomanmen y nvuy, Monogoro Bo3pacTta, a noToMy Hepeako
Bbl3blBAET 3aTPYyAHEHUS MPU OUArHOCTUKE N peLleHnun
BOMPOCOB Bpa4yebHOWN 3KCNepPTU3bl NPU NepBOHAYabHOM

n €pPBUYHbIN NpoJsianc mutpanbHoro kianada (MMK)

NMOCTAHOBKE HAa BOWHCKWIA y4€T U NPU3bIBE HA BOEHHYIO
cnyxoy.

Martepunan n metoabi. O6¢cnenoBaHo 48 OHoOLLEN-
npu3bIBHMKOB B Bo3pacTe oT 17 go 19 net ¢ yctaHoB-
JNIeHHbIM amarHo3om nepsuyHoro MMK. Hanuune TMMK
BepnduUMPOBaNIOCh pesynbTaTaMu  axokapauorpadum
(OxoKI). BTopuyHbIN XapakTep MUTpanbHOro nponabu-
POBaHUSA UCKIOYANCS B XO04€ WHCTPYMEHTaNIbHOro 06-
CcnefoBaHUS 1 TLWATENBHOMO U3Y4EHMUS aHAMHECTUYECKUX
DaHHbIX. [epeHeceHHble 3aboneBaHns cepaeyHO-CcoCy-
OVCTOWM CUCTEMBI - PEBMATU3M, TPABMbI FPYAHON KNETKN,
3aboneBaHusa Mnokapaa (NoTeHumanbHble NPUYNUHBI BTO-
puyHoro NMK) aBnsnncs KpUTEPUAMN NCKITIOYEHWS.

OxoKI BbinonHanacb Ha annapate «SIM-5000 plus»
(Pocbuomepuka, Poccus-Utanua) B B- n M-pexumax ¢
ynbTpasBykoBor gonnneporpadueri. 3a NMMVK npuHuma-
N NPOBUCAHNE OOHOM 1M 06enx CTBOPOK MUTPANIbHOro
KfanaHa BO BpeMsi CUCTOJIbl IEBOMO XXeNyaoyka B MOOCTb
NIEBOro Npeacepamns He MeHee, YEM Ha 3 MM HUXE YPOBHS
durbpo3Horo konbua. NponabupoBaHue NnepeaHer CTBOpP-
KU MUTPanbHOro knanaHa Obi10 oTMevyeHo B 64,6% cny-
yaes, 3agHel - B 10,4%, nponanc o6emnx CTBOPOK Habio-
nancs B 25,0% cnydaeB. MukcomaTto3Has aereHepaumsi
KfanaHHbIX CTBOPOK BbisiBNAaack B 8,3% cnyyaeB. Mut-
panbHas peryprutaums nmena mecto y 72,9% 00JbHbIX
nepeuyHbiM NMK, npeobnanana peryprutaums Ha ypoBHe

Tabnunya 1
PacnpocTpaHeHHOCTb BereTaTMBHbIX HapyLWEeHU y NpaKTU4YeCKU 340pOBbIX
n 6onbHbIX NnepBuyHbIiM NMMK (B %)
Mposenexvs BCA " Aopobue. nepamatom MK
CKNIOHHOCTb K MOKPACHEHMIO LA NPU BOJIHEHUM 57,13 54,2
OHeMeHMre nnn NoxonogaHne KOHe4YHocTen 48,6 79,2**
MN3mMeHeHne OKpackm KOXN KOHEYHOCTEN 31,4 52,1
[oBbILWEeHHas NOTANBOCTb 31,4 60,4
OwyuieHns cepaLebueHns, nepeboes 14,3 58,3***
OwyuieHne 3aTpyoHEHNS NP ObIXaHUN 20,0 56,3**
HapyleHusa cTyna, 601m B XnBoTe 17,1 45,8*
OBMOPOKM NIV HYBCTBO AYPHOTbI 22,9 27,1
MpucTtynoobpasHble ronoBHbIe 60K 34,3 54,2
CHuxeHne paboTocrnoCcobHOCTU, YTOMIIAEMOCTb 45,7 60,4
Hapywernsa cHa 28,6 47,9

* — P<0,05, ** — P<0,01, *** — P<0,001.
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NMpakTn4eckun 3QopoBbIe

o1

o4

BonbHble nepBUYHbIM NMVK

Puc. 1. PacnpocTtpaHeHHOCTb NPOosiB/IEHUI Bere-
TaTUBHO-COCYAMCTOM AUCTOHMM pas3HOM cTene-
HU TSXKECTU Yy NPaKTUUYEeCKU 340pPOBbIX U 60Jib-
HbiXx nepBuuyHbiM MMK: 1 - nerkas BCLQ (25,7
n 23,8%), 2 - BCA cpepnHeit cteneHn (20,0 n
23,8%), 3 - BbipaxeHHasa BC[] (8,6 n 39,6%),
4 - orcyTtcrBue BCAl (45,7 v 14,6%).

cTBOPOK — 70,8% GONbHbIX.

pynny cpaBHeHns cocTaBunu 35 NpakTuyeckn 300-
POBBbIX IOHOLLEN, Y KOTOPbIX B X0Ae Ix0oKI™ 6bln NCKIOYEH
MMK, paBHO KaK 1 apyrmue CTpPyKTypHble U3MEHEHUS Cep-
aua.

OueHKy BereTatMBHbIX HapPyLUEHWI A NPOBOAMAN C UC-
nonb3oBaHneM «BonpocHuka ans BbIIBEHUS NPU3HAKOB
BEreTaTUBHbIX U3SMEHEHU», BbIPAKEHHOCTb UMEILLUXCSH
xanob oueHmBanack B 6annax. Hannuve BeretatMBHO-CO-
CYANCTOWN ANCTOHUN KOHCTaATUPOBAaNOCh Npu cymme 6arn-
0B, Npesbiwatowen 15, 0 nerkon CTeneHn HapyLueHUn
cyaunu npu cymme 6annos ot 16 o 25, cpeaHeit — ot 26
no 35, o BblpaxxeHHol — 36 n 6onee 6annos [2].

OueHka BapnabenbHOCTU pUTMa cepaua npoBoaunach
C 1CMOSIb30BaHNEM METOAOB BPEMEHHOrO M YaCTOTHOro
aHanusa nocsie npeaBapuTenbHol 06paboTky AaHHbIX CY-
TOo4yHOro AKIM-mMoHUTOPUpPOBaHNA Ha cucteme «Astrocard
HS-2F». Mpu peructpaumn cytoyHor OKI gocTturanach
MakCrmMasnibHO BO3MOXHas CTaHgapTM3auus nccnenosa-
HWS1, 3aKJTI0HAOLWAACSA B CO30aHUN CXOAHbIX BHELLHUX YC-
JIOBUIA 1 @HANM3e OOHOTUMHBLIX MOMEHTOB XU3HEOEATE b-
HOCTW. B COOTBETCTBUM C CYLLECTBYIOLMMN NOOXOAAMUN
[3], BpEMEHHOI aHanM3 UCMoNb30BasICs O UCCneaoBa-
HWS CYTOYHOW BEreTaTMBHOWM PErynsiuum cepae4yHoro puT-
Ma, a NPy NOMOLLLM CNEKTPabHOrO aHanM3a OLEHMBAINCh
KOpPOTKME 5-MUHYTHbIE ydacTkm 3anmcu SKI B MOMEHT
BEPTUKAJIbHOIO MOJIOXEHUS nauueHTa B nepuog 6oapc-
TBOBAHWUS 1N FOPUSOHTANILHOIO MOIOXEHUM BO BPEMSI CHa.
OueHrBanuch cneayoLme nokasartesnm:

1) BpEMEHHbIE XapakTePUCTUKM BapnabenbHOCTN pUT-
Ma cepua:

SDNN - ctaHgapTHoe oTknoHeHne Bcex NN-mHTepBa-
nos, SDNNi - cpegHee 3HauyeHne CTaHOAPTHBIX OTKIIOHE-
HMM NN-MHTEPBANOB, BbIYUCAEHHbLIX MO MATUMUHYTHbLIM
npomexyTtkam B TedeHune Bcen 3anmcu, SDANN - cTaH-
[apTHOe OTK/IOHeHWe cpeaHux 3HadeHuin NN-uHTepBa-
JI0B, BbIYUCAEHHBIX MO MATUMWHYTHbIM MPOMEXYTKaM B
TedeHue Bcen 3anmcn, NN50 - konn4ecTBo nap coceaHux
NN-vHTepBanoB, pasnuyatoLLmxcs 6onee 4yem Ha 50 mc, B
TeyeHue Bcen 3anmcu;

2) cnekTpasbHble XapakTepucTUKN BapuabenbHOCTH
puT™Ma cepaua:

TotP - nonHbIn cnekTp YacToT, VLF - MOLWHOCTbL cnek-
Tpa B AMana3oHe 04eHb HU3KMX 4acToT, LF - MoWwHOCTb B
Amanas3oHe HU3KMX 4acToT, HF - MOLWHOCTL B Arana3oHe
BbICOKMX 4acTOT, cooTHoweHune LF/HF. CnektpanbHbie
KOMMNoOHeHTbl LF 1 HF Bblpaxanun He Tonbko B abContoT-
HbIX eguHULAX MOLLHOCTU (MC?), HO U B HOPManu30BaH-
HbIX €AMHMLAX (N. U.), 4TO NO3BONWSO YMEHbLUUTb BANS-
HMEe N3MEHEHN obLen MOLHOCTM Ha ypoBeHb LF n HF
KOMMOHEHTOB U MOAYEPKHYTb PELMUMPOKHbIE OTHOLLEHUS
CUMMNATUYECKOro 1 napacumnaTn4eckoro OTAenoB Bere-
TaTMBHOW HEPBHOM cucTemsl [12].

CraTtuctuyeckas 06paboTka noslydeHHbIX Pe3ysibTaToB
OCYLLECTBSNACh C MOMOLLBbIO KOMMbIOTEPHOW MpOorpam-
Mbl «Biostat». KonnyecTBeHHblE NPU3HAKM B Ciy4ae HOp-
MasibHOr0 pacnpeneneHns 3anucbiBannce B Buae «M+ms,
roe M — BbiBopoyHOe cpeagHee, m — cTaHOapTHas owwnoka
cpenHero, a nopsakosble NpudHakn — B Buae «Me (L, H)»,
roe Me — meguaHa, L — HWXHAA kBapTuib, H — BepxHas
KkBapTUib. Npy cpaBHEHUM ABYX HE3ABUCUMBbIX FPYMM KO-
JINYECTBEHHbIX MPU3HAKOB B Cjlydae HOPMasibHOro pac-
npeaeneHns ncnonb3oBancsa kputepuin CtblogeHTa, no-
PSOKOBbIX MPU3HAKOB - KpUTepunin MaHHa-YUTHU.

PeaynbtaTthl U 0o0GCcyXpaeHue. VameHeHne BereTa-
TMBHOIMO rOMEOCTasa HaCTOJIbKO TUMUYHO AJ1st 6OJIbHBIX C
nepsuyHbIM MMK, 4TO cunTaeTcs obnuraTHbIM NPosiBIe-
HMEM JaHHOM naTonormm. BonbWMHCTBO nccnenoBaTenemn
yKkasblBalOT Ha NpeobnafaHne aapeHeprnyeckKnx BIUSIHAIA
[1, 4, 9], cBA3bIBaA AaHHbIM TN PACCTPOMCTB Kak C NOBbI-

Tabnanya 2

MokasaTenn BpeMeHHOro aHasausa BapmabenbHOCTM puTMa cepaua
Y NpaKTU4YeCcKu 340pOBbiX U 60/IbHbIX NepBuYHbIM NMMK (24-yacoBas 3anuchb)

Mokasatenu [MpakTnyeckn 3g0poBbIe BosnbHble nepBuyHbIM NMMK
SDNN, mc 162,9+13,5 152,0+19,9
SDANN, mc 127,4+14,9 96,2+11,6
SDNNi, mc 60,5+5,5 83,4 +7,8*
NN50 5436 (3484; 9327) 4810 (1226; 9345)*
* — P<0,05.
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Ta6bsinya 3

MNMokasaTenu cnekTpasbHOro aHanusa BapmabenbHOCTM pUTMa cepaua
y NpakTUYecku 3A0poBbIX U 60/1bHbIX NepBUYHbIM NMMK (5-MUMHYTHasA 3anucb)

lMokazaTtenn [MpakTnyeckn 300poBbIe | BonbHble nepBrnyHbIM MMK
[AHewm, cTos:
TotP, mc? 12109+1454 101452421
LF, mc? 844+273 1515+167*
LF n.u. 40,3+5,4 66,0+£5,9*
HF, mc? 7181354 528+89
HF n.u. 25,8+4,9 16,5+2,8
LF/HF 2,72 (1,5;5,47) 4,18 (3,0; 6,94)*
Houbl0, BO CHe:
TotP, mc? 13170+1923 12053+3739
LF, mc? 659+253 1195+176
LF n.u. 29,2+15,1 47,4+9,6
HF, mc? 1597+377 1441+427
HF n.u. 42.5+£18,6 30,2+5,3
LF/HF 3,46 (1,58; 7,49) 2,0(1,1;4,0)*
* — P<0,05.
KOHe4YHocTel, ux nobnegHeHne MM nokpacHe-
MUK CUMAATUYECKOA Aukun HVe, MOBbILEHHAas NOTAMBOCTb, cepauebueHne,

aAKTUMBHOCTWA
aAKTUMBHOCTWM

L] BonbHbIEe
nepen4dHbiMm MK

o MNMpakTuyeckun
3poposble

napacumna'rul-lecxoﬁ

nepeboun B paboTe cepaua, 4yBCTBO HEYOOB/ET-
BOPEHHOCTN BAOXOM, HAPYLUEHUA CO CTOPOHbI
XeNyA04HO-KULLIEYHOr 0 TpakTa, MUrpPeHb.

B uenom, BeretatmBHO-COCYAMUCTasA OUCTOHMS
Nno AaHHbIM aHKETUPOBaHUSA Oblna yCTaHOBNEHA Y
54,3% 3p0poBbix v, 1 85,4% 60nbHbIX NEepBUY-
HbiM [MMK (P<0,01). B cTpykTYyp€e AncToHnn y noc-
nepHux npeobnanany BelpaxeHHble GopMbl (puUc.
1). MNMokasarenn pacnpegeneHns creneHn Bere-
TaTMBHbIX HapyLLUEeHWA Beirnaaenn kak 17 (11; 27)
GannoB y npakTnyeckn 3noposbix n 34 (20; 42,5)
6annay 60nbHbIX NnepBMyHbIM NMK (P<0,01).

OpgHnm 13 Hambonee MHOOPMATUBHBIX Me-
TOOOB OLLEHKN COCTOSIHUS TOHyCa BEretaTuMBHOM
HEPBHOM CUCTEMBbI ABNSIETCH aHanM3 Bapuabesb-
HOCTU puTMma cepaua. 1o cux nop OTHOCUTESNIbHO
HebOoJsbLLIOE YNCNO PaBOT MOCBALLEHO WU3YHYEHUIO
0COBEHHOCTE BereTatMBHOro romeocrtasa y
©60nbHbIX NepBMYHbIM NMMK nocpeacTBoM AaHHO-

Puc. 2. CyTO'-IHbIe MUKW CUMNAaTUYECKOMN U napacuMﬂaTuquKoﬁ
AKTUBHOCTU Y NPaKTUYECKU 300POBbIX U 60/1bHbIX nepBnYHbIM

NnMK.

Mepuoabl cytok: 1 - 0:00-3:00, 2 - 3:00-6:00, 3 - 6:00-9:00,
4 - 9:00-12:00, 5 - 12:00-15:00, 6 — 15:00-18:00, 7- 18:00 -

21:00, 8 - 21:00-24:00 yacos.

LUEHNEM YYBCTBUTENIbHOCTU aPEHOPELLENTOPOB K CTUMY-
NAUMK, Tak U C YBENMYEHMEM nx obLLero konnyecTsa [6, 8,
10]. C opyroii CTOpOHbI, UMetloTcs paboTbl, AEMOHCTPUPY-
iowme npeobnagaHne akTMBHOCTU MapacumMnaTu4eckon
HepBHOI cucTeMbl y 6onbHbIX MMK [1, 7, 10].

CocTosiHMe BEreTatmBHOM HEPBHOM CUCTEMBI OLEHU-
BaJIOCb HaMK C MOMOLLbIO «BonpocHuka aNnsi BbIIBNEHUS
NMPU3HAKOB BEreTaTuBHbIX UBMEHEHUIN» N aHANN3a Bapu-
abenbHOCTM cepaeyHoro putma. Noao6HbIN Noaxon no3s-
BOJINJ1 COBMECTUTb OLEHKY CYOBbEKTUBHOM N 0OBbEKTUBHOM
COCTaBNSAoLLEN BEreTaTUBHbIX PACCTPONCTB.

Pesynbrathl n3y4yeHns cyObeKTUBHbIX MPU3HAKOB BE-
reTaTuBHbLIX UBMEHEHWI C UCNOJIb30BaHMeM «BonpocHuka
...» OTpaxeHbl B Tabnuue 1. Y 605bHbIX nepsryHbiM MNMMK
[OCTOBEPHO Yallle BCTpeYancCb Takme MNposiBIEHUS Be-
reTaTMBHOM ANCHYHKLUMN, KAK OHEMEHME U MOX0N0AAHuE
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ro metoga. Mpu nccneposaHum BapnabensHOCTH
puTma cepgua y 6onbHbIx NMMK oTMeyeHo yBenu-
YeHne TOHyCa CUMMATUYECKOro OTAeNa BereTta-
TUBHOW HEPBHOM cuctemsl [4, 5]. CBeneHus o To-
HyCce napacumnaTm4eckoro otaena okasanucb He
CTONb OAHO3HAYHbIMU. 3adUKCMPOBAHbI KaK Mo-
BblLLEHHas, Tak N MOHMXeEHHas [4, 5, 11] BarycHasa
aKTMBHOCTb. Hapsay € HapylleHneM MCXOOHOro
TOHyCa BeretaTuku, aucbanaHc cCuMnaTnyeckoro
1 napacnMmMnaTMyeckoro ee OTAEN0B 3aperncTpupoBaH 1
npu NpoBeaeHnN GYHKLUMOHaNbHbIX NP6 [4].

MccnepoBaHue BaprnabenbHOCTU puUTMa cepaua noa-
TBEPAUIO BbIPAXEHHbIE M3MEHEHUs1 BEereTaTuBHOIO ro-
mMeocTasa y toHowen ¢ nepsuyHbiM NMMK. MNpn nHtepnpe-
Taunmn pe3ynbTaTtoB MOHUTOPUPOBaHns SKI™ Mbl uCcxoannm
13 NpeacTaBneHnin 0 ToMm, 4To nokaszatenu SDNN, SDANN
n TotP xapaktepu3syioT o6y BapnabenbHOCTb puTMa
cepaua, SDNNi 1 LF — H13KOYaCTOTHbIE KOMMOHEHThI Ba-
prabenbHOCTU, 0OYCNOBNEHHbIE BINSHUEM CUMMATUYEC-
KOro otgena BeretatmBHoM HepBHoM cuctembl, NN50 n HF
— BbICOKOYACTOTHbIE KOMMOHEHThI, OTpaXxaloLlme Baryc-
Hble BNnAHuS, a LF/HF n otyactu LF n HF, BbipaxkeHHble B
n.u., oOTpaxaroT Baro-cmmnaTudeckmin 6ananc [3, 14].

B cpaBHeHUM C npakTuyeckn 340POBbIMU Y HOHOLLEN
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¢ nepBunyHbIM NMMK Ha poHe CHUXeHns nokalaTtenen, xa-
pakTepusylLyX BapruabenbHOCTb pUTMa cepaua B Le-
IOM, OTMEYanUCb OOCTOBEPHOE YBENNYEHME CYTOYHOWN
aKTMBHOCTW CUMMATUYECKOro OTAeNla BereTatMBHOM He-
pBHOI cucTtembl (SDNNi) 1 6onee HU3KMIA TOHYC Baryca
(NN50) (Tabn. 2).

AHanornyHble gaHHble ObN NOJyHEHbI U NPU OLLEHKE
BEreTatMBHOro roMeocTasa Ha KOPOTKMX ydyacTkax 3anu-
cu uHtepsanoB NN (Ta6n. 3). B nokoe B NonoxeHUn CTos
y 605bHbIX NepBUYHbIM NMK B cpaBHEHUN C NPaKTUYECKN
300POBbIMM OTMEYEHbI JOCTOBEPHO 60Jiee BbICOKME MO-
kazatenu LF n LF/HF n cHnxeHne napametpa HF, 4to cBu-
[eTenbcTByeT 0 601ee 3Ha4YUTENIbHOM YPOBHE aKTUBHOCTU
CUMNATU4EeCKOro oTaesia BeretatmBHOM HEPBHOW CUC-
TeMbl Ha GOHE CHMXEHUS TOHyca mapacumnaTn4eckoro
3BeHa Beretatnku. Houblo Bo BpemMs cHa 3adUKCUPOBaHO
CHVXXEHME MapacuMnaTUyecKnx BANSIHUIA HA CEpPAEYHbIN
PUTM 1 TEHOEHLMS K CUMNATUKOTOHUN.

MHTEpecHOo, 4TO pasnmnuua Mexzay npakTu4ecku 300-
POBbLIMM U1 IOHOLWAaMK € nepBuYHbIM MMK 6b OTMEYEHBI
N NPU N3y4EeHUM LMpKagHbIX 3aKOHOMEPHOCTEN cUMnaTu-
4YecKoW 1 napacumnaTnyeckor akTuBHocTn. Ha guarpam-
Max, NMOCTPOEHHbIX HA OCHOBaHUW aHann3a abCoMOTHbIX
BeIMYMH MowHocTn LF n HF y gaHHbIX kateropuini 06-
cnefyembix B pa3HOe BPEMS CYTOK, OTYET/IMBO 3aMETHO
HeCOBMaZeHe NUKOB MOBLILLIEHHOW aKTMBHOCTWU CUMNa-
TUYECKOro M napacmMmnaTU4yeckoro OTAENOB BeretaTus-
HOWM HepBHOW cucTeMbl (puc. 2). Ecnm y npakTnyecku
300POBbIX IOHOLWIEWN MUKM MOBbILLEHHOW CUMMNATUYECKON
AKTUBHOCTU NPUXoannmchb Ha nepunoapl 4:30-6:00 n 8:00-
9:00 yacos, T0 y 60/bHbIX NepBMYHbLIM NMK - Ha nepuo-
abl 4:00-8:00, 10:00-12:00, 14:30-16:00 n 18:00-19:30
yacos. [oBbILEHHaa napacMmMnaTnyeckas akTMBHOCTb Y
npakTU4eckn 340P0BbIX OTMeYanach B Te4eHne nNpoaos-
XutenbHoro nepuoaa spemenu ¢ 0:30 go 7:00 yacos, ay
60nbHbIX MK LOMUHMPOBaHWE BaryCHOM akTUBHOCTU B
HOYHOe BpeMs Habnganoch Bcero nuwb ¢ 5:00 go 7:00
4acos.

Taknum o6pasom, oHowK ¢ nepsuyHbiM MNMMK otnnya-
IOTCS OT MPaKTUYEeCKU 340POBbLIX JINL, HE TOJIbKO Xapak-
TEPOM U1 BbIPAXEHHOCTbIO BEFETATUBHbBIX HAPYLUEHWUN, HO
N pasHbiMU UmMpkagHbiMM GuopuTMamMu akTUBHOCTU OT-
[enoB BeretaTMBHOM HEPBHOM cucTtemsbl. MpuBeaeHHble
JaHHbIE NOATBEPXOAT 3HAYNTENbHbIN BKAA BEr€TaTUB-
HbIX PACCTPONCTB B CTPYKTYPY OCHOBHbIX KJIMHUYECKUNX
nposineHnin nepsuyHoro NMMK. CnHopom BeretaTUBHOM
OVCTOHUM B 3HAYUTENIbHON Mepe onpeaenseT KIMHUYecC-
Kyto cywHocTb NMMK 1 BbIBOOUT €€ Aaneko 3a pamkm YACTO
KnanaHHOW aHOManun.
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CUHAPOM BETETATUBHOW AUCTOHUM ¥ IOHOLLEN
C MPOAAINCOM MUTPAABHOTO KAAMAHA

A.B. KAEMEHOB

Y 48 oHowel ¢ AoKyMeHTUpoBaHHbIM NMMK nayyeHbl xapak-
Tep Y BbIPAXEHHOCTb CUHAPOMA BEreTaTUBHOM ANCToHUK. C aToM
LIeNbl0 UCMOJIb30BaHblI aHKETMPOBaHME No BonpocHWKy ans Bbl-
SIBIEHNS MPU3HAKOB BEre€TATUBHbIX USMEHEHUIA N aHAN3 Bapu-
abenbHOCTM cepaeyHoro putma. MNokasaH 3HAYUTENbHBIA BKNAL,
BEreTaTuBHbIX PACCTPOMCTB B CTPYKTYPY OCHOBHbIX KIIMHNYECKNX
nposisneHui nepsmnyHoro NMNMK B monogom Bo3pacTte. YCTaHOB-
NeHO, 4To toHoLWwM ¢ NMMK oTanyaloTca OT NPakTUYeCckn 340POBbIX
CBEPCTHUKOB MNpeobnagaHneM CUMMaTUYECKOM akTUBHOCTU Ha
bOHE CHMXEHUS NapacuMNaTUYeCKNX BAUSIHANA, a Takxke pasHbl-
MU UMpKaaHbIMY BUOPUTMaMy akTUBHOCTU OTAENOB BeretaTue-
HOW HEPBHOW CUCTEMBbI.

KniouyeBblie cnoea: CMHAPOM BEreTaTMBHOM ANCTOHUK, NMPO-
nanc MAUTPanbHOro kianaHa, IoHOLIN

THE VEGETATIVE DYSTONIA SYNDROME
IN YOUNG MEN WITH MITRAL VALVE PROLAPSE

KLEMENOV A.V.

Character and expressiveness of the vegetative dystonia syn-
drome are investigated in 48 young men with documentary mitral
valve prolapse (MVP). With this purpose questioning on “Ques-
tionnaire for revealing of the vegetative changes signs” and the
analysis of heart rhythm variability are used. The significant contri-
bution of vegetative dysfunctions to structure of the basic clinical
signs of primary MVP at young age is shown. It is established, that
young men with MVP differ from practically healthy persons of the
same age by prevalence of sympathetic activity on a background
of decrease of parasympathic influences, and also by different cir-
cadian biorhythms of activity of vegetative nervous system parts.

Key words: the vegetative dystonia syndrome, mitral valve
prolapse (MVP), the young men
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PU3UYECKAS PABOTOCNOCOBHOCTb

U AAANTALUOHHBIE BO3SMOXXHOCTHU
KAPAUOPECMUPATOPHOWU CUCTEMBI
MOAOAbIX AUL, C HEAUPPEPEHLLUPOBAHHOMN
AUCNAA3UEN COEAUHUTEABHOM TKAHU

A.B. FT'hnoTtoB, O.B. MAoTHUKOBAQ, E.A. UBaHOBQ, B.l. AemM4eHKo
OMcKas roCYAQPCTBEHHAS MEAULLMHCKAS AKAAEeMMUs

ucnnasusa coeguHutenbHon tkaum (ACT) — co-

CTOSIHMEe, NpU KOTOPOM MMEIOTCS pa3siniHbie No

cTeneHn BbIPaXEHHOCTU BPOXAEHHbIe NMpPOosaB-
JieHus ¢ onpeaesieHHbIMU KJIIMHNYe CKUMU BUCLLePO-
JIOKOMOTOPHbLIMU MOPAXEHUAMU B SMOPUOHAIbHOM
WM NOCTHaTaJibHOM Nepuopax, NporpeaueHTHbIM
Te4yeHuem U onpepenieHHbiIMU (PYHKLUOHANIbHbIMU
HapyweHusmu [6]. CornacHO KNMHUYECKOW Knac-
cudbukauum [AOCT, npepnoxeHHoi B 1994 ropy
B.M. $koeneBbim u INWU. HeuaeBon [8], Bbigena-
10T AUCNIaCTUKO3aBUCUMbIE U3MEHEHUs OpraHoB
U CUCTEM M aCCOLMMPOBaHHbIE BapuUaHTbl NaToso-
rMmm BHYTPEHHUX OpraHoB. J[lucnnacTuko3aBUCU-
Mble NMPOSIBJIEHUS BbIPaXaloTCA B pa3HOOOpasHbIX
JIOKOMOTOPHbIX, BUCLepaJibHbIX U KOXHbIX U3Me-
HEHUSX U CBA3aHHbIX C HUMU (YHKLUOHAJIbHbIX
paccTpoicTBax. CoCTOsiHMSA, acCOLUMPOBaHHbIE C
ACT, cocTaBngaloT BPOXAEHHbIE aHOManum pasBu-
TUS CUCTEM U OPraHoOB, a Takxe NpuodpeTeHHble
3aboneBaHus.

MHorvne nccnegoBaTenu Takxke BblaensioT andoe-
peHuupoBaHHble U HeanddepeHunpoBaHHble GOPMbI
OCT. K anddepeHuMpoBaHHbIM BapuaHTaM OTHOCHAT
HacneacTBEHHbIE KosjiareHonaTun, xapakTepuayoLm-
ecs ornpenefsieHHbIM TUMOM HacneaoBaHUs, OTYETIMBO
OYEPYEHHOM KINMHNYECKOW KapTUHOW, a B PAAe Clyyaes
- YCTAQHOBMEHHbLIMU N JOCTATOYHO XOPOLLO N3YYEHHbIMU
reHHbIMU nUnn buoxnmmyecknmmn gedekramu. Hegnd-
depeHumpoBaHHbie dopmbl ACT (HAOCT) — 910 reHeTu-
yecku reTeporeHHas rpynna, kKotopas yailie MMeeT ay-
TOCOMHO-A0MUVHAHTHbIN TUMN HAaCNeaoBaHUa 6e3 YeTKMxX
KJIMHUKO-FeHeanormiecknx KpuTtepues, C pPasfnyHbiM
HabopOM KOJINYECTBEHHbLIX U KA4YECTBEHHbIX PEHOTU-
MUYECKNX U KIMHNYECKUX CUMMATOMOB, OOYCNIOBNEHHbIX
CTEMEHbIO BbIPAXEHHOCTU CTPYKTYPHO-YHKLMOHANb-
HblX HapPYLUEHUN TBEPOON U PbIXJION COEeANHUTENbHOMN
TKaHU 1 OCNIOXHEHUAMU, GOPMUPYIOLLMMUCA B NPOLLEC-
ce oHTOoreHesa [2, 3, 4, 8]. ®eHoTUNNYECKME NPOSB-
nexHna HAOCT BkOYaOT aCTEHUYECKOE TENIOCIOXEHME,
rmnepMoOubHOCTb CYCTABOB, HapylleHMe OCaHKu,
nedopmMauun rpyoHOM KNEeTKW, FPbiXXU, MOBbILIEHHYIO
PacTSXMMOCTb KOXW, aHOManmn 3y6HOro psiaa n HeKo-
Topble apyrue. BucuepaneHeiMu nposisneHnamm HACT
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ABNSIOTCS NPONAnchl KNanaHoB, FreMOPParnieckmin CUH-
OpPOM, CMaHXHONTO3, BEreTaTMBHbIE NPOSBAEHUS, MU-
onusa. KnuHunyeckoe TteveHue ACT onpepensieTcs kak
nporpeaveHTHoe, B Bo3pacTte 12-16 net oTmevaeTcs
MakCuManbHasa KnaMHuyeckas maHmdectaunsa GeHoTu-
NMUYEeCKNX 1 KNMHMYecknx npusHaxkos ACT [2, 4, 5, 6].

3HauuTenbHas pacnpocTtpaHeHHocTb HOCT B nony-
nauMKn, oCOBEHHO cpeau NnL, aKTUBHOMO, TPYAOCNOC06-
HOro BO3pacTta, OrPaHNYeHHOCTb NPOMECCNOHANBHOIO
BblIOOpa, HEMPUrOAHOCTL OHOLLEN K cnyxbe B apmuu,
OCNOXHEHUS B TeYeHNe OEepemMeHHOCTU U B npouecce
ponoB, 6onee OAUTeNbHbIE CPOKU BPEMEHHOI HeTpy-
[,0CNOCOBHOCTM NO NOBOAY MHTEPKYPPEHTHBLIX 3abone-
BaHWI, pa3BUTUE TAXENbIX OCJIOXHEHW, NMPUBOAALLMX
K paHHEN nHBanugmaaumu, BHe3arnHas CMepTb B MOJIO-
[OM BO3pacTe - BCE 3T MOMEHTbl HAHOCAT 3HAYUTEb-
HbI MaTepuanbHbIi yuLep6 obLLECTBY, HE TOBOPS YXXE O
TXKENOM PU3NYECKOM U MOpasibHOM yuepbe KOHKpeT-
HOMY NaLMEHTY N KOHKPETHOM ceMbe. T obCcToATENb-
CTBa CBMOETENbCTBYIOT O HEOOXOAMMOCTN COBEPLUEHC-
TBOBaAHWS CUCTEMbI KnHU4eckoro ynpasnenus OCT [1,
2,3, 5].

OOHMM 13 OCHOBHbIX HanpPaBfEHU KINHUYECKOro
ynpasnenusa ACT asnseTtca ontumm3auuns Bo3aelic-
TBUN, HanpaBneHHbIX Ha obecrevyeHne apPeKTUBHOC-
™M 1 6e30MacHOCTU NPeoCTaBASEMON MeaULVHCKON
nomouw. OgHako A0 CUX MOpP BOMPOCHI MeAVLVNHCKOM
3KCcnepTn3bl NMPOdEeCcCUoHaNIbHON NPUrogHOCTU UL, C
HeanddepeHumposaHHoin ACT paspaboTaHbl KpaiHe
HepocTaTouHo [3, 5]. B cBS3M ¢ aTuM npeacTaBnsieTcs
aKTyasbHbIM M3y4eHne afanTauMOHHbIX BO3MOXHOC-
TEN KapanmopecnupaTtopHOW CUCTEMbl U PU3NYeCcKon
paboTocnocobHOCTU (MOArOTOBAEHHOCTU) Y MOJIOAbIX
nopen ¢ geHotunmyeckumu npudHakamm HACT, yto
onpenensetr B NepcrnekTvBe pelleHne MeauLMHCKUX
npo6nemMm npodeccroHanbHOM NPUrogHOCTU, rOAHOCTU
K BOEHHOI cnyxobe.

MaTtepuan u metoabl. [1poBefeHO NPOCTOE OAHO-
MOMEeHTHOe 06cnefoBaHue «Cry4a-KOHTPOb» CTYAEH-
TOB BbICLUMX y4eOHbIX 3aBefeHui r. OMcka B BO3pacTe
21-23 net (cpenoHunin Bo3pacTt 22,2+0,78 neT), n3 HUXx 78
MYX4YUH 1 102 XeHWWHbI. [N pelleHns NoCTaBNeHHbIX
3agmay cdopMmpoBaHbl ABe rpynnel. MNepeas rpynna —
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Tabimya 1

Pe3ynbtathl Npo6bl MaptuHeca y vy ¢ AICT 1 B KOHTponbHoM rpynne ( %)

MokaszaTtenu MyxuumHbl ¢ OCT My4ymHbl 6e3 OACT XKeHwmHbl ¢ OCT XKeHwmHbl 6e3 AOCT

xopoLuas 51,4 80,7** 37,6*' 60,1

L”u}fg"c’ peak- yHOBN. 48,6 19,3 62,4 31,43
HeynoBnN - - - 9,47
xopoLuas 21,43 30,4 50,0 42,85

CAL, peakumns YAOBI. 78,57 69,6 45,83 51,42
HeyaooBN - - 4,17 5,73
xopoLuas 42,85 30,0 20,8*1 37,4

'S’VAlf” peak- VIOOBA. - - 37,5 62,6
HeyaoBn 57,15 70,0 41,7 -

MpumevaHme. *- p<0,05; ** - p<0,001; 1 — CTATUCTUYECKN 3HAYMMBIE PA3INYNSA C MY>KHMHAMM TOW XE rPynnbl.

nunua Mosioforo Bo3dpacta (n=62) ¢ peHOTUNNYECKUMN
nposiBneHnamMn HeamdoepeHumpoaHHor ACT. Brto-
pas rpynna (KoHTposibHasg) — nuua 6e3 npmuaHakos ACT
(n=118). Hanbonee pacnpoCTpPaHEHHbIMU BHELUHUMU
npudHakamu CT y o6¢cnenoBaHHbIX NEPBOW rpynnbl 8-
NANNCb HapyLWeHNs O0CaHKM N ckonmos (y 56,25% xeH-
WMH 1 82,8% MyX4uH), runepmMobuibHOCTb CYCTaBOB
(y 73,9% xeHwWwmH n 85,7% MyxuuH), amactasd npsamMbix
MbILL, XKnBOTa (y 65,22% xeHwmH 1 50% My>X4unH), BO-
poHKkooOpasHasa aedpopmaums rpyaHom knetkn 1 ctene-
HU (y 34,78% xeHWwmH n 50% MyX4nH), acTeHnyeckas
dopma rpyaHon knetkm (35,7%), runotpodusa Mol
(y 21,74% xXeHWwuH n 28,57% MyX4uH), paclunpeHmne
nMynoyHoro konbua (y 35% Myx4uH u 26,1% XeHLnH),
rmnotoHns moiwl, — y 30,5% XeHwmH n 21% Myx4umH. Y
25,3% nuu ¢ nposisneHnamu OCT npu axogonnnaepkap-
anorpadunyeckoM UCCNeaoBaHUN BbISIBASACS nponanc
MUTPaNbHOro knarnaHa. Yka3aHHble COCTOSIHUS pacLle-
HeHbI Kak nposBneHnsa HeguddpepeHumporaHHol ACT.

Bcem naumeHTam npoBOAMSIOCH KJIMHUYECKoe 006-
crnepoBaHune; OMHAMOMETPUS, UCCefoBaHWe aHTpo-
NMOMETPUYECKNX MnoKa3aTeNie, U3MEepeHue 4acToTbl
nynbca, aprepuvansHoro gasnexHus (AL), npoBeneHve
GYHKLUMOHANBHBIX NPO06; MHCTPYMEHTasbHbIE (3/1IEKTPO-
Kapguorpadusa, ponnnepaxokapauorpadud, ynbTpa-
3BYKOBbIE METObI) NCCNEA0BAHMS.

OueHka BereTaTMBHbIX MoKasaTenem BkIOYana
pacuyéT BeretatuBHoro nHaekca Kepno (BUK) no obue-
NMPUHATON MeToauke. na oueHKN YPOBHA PYHKLNOHU-
pOBaHUS CUCTEMbI KPOBOOOpPALLEHUS U OnpeneneHuns
afanTaunMOHHOro noTeHumana Ucnonb30BaNCsa UHAEKC
bYHKUMOHaNbHbIX M3MeHeHnn (MDU), koTopblli onpe-
[ensncs B yCNOBHbIX eANHMLAax-6annax.

Ons oueHkn BeretatmBHOro obecrneyeHnst NCNosb-
30BanM O03MPOBaHHble npucenaHna (20 npucepaHui
3a 30 cekyHn) — npoba MapTuHeca ¢ NOACHETOM Hac-
TOTbl CEPAEYHbIX COoKpaLleHnn n 3amepom ALl oo npu-
cefaHnini n nocne nNpobbl Yepes Kaxayo MUHYTY rno 10
CeKyHA, OO NOJIHOro BOCCTaHoOBAeHus. OueHnBanucb
aMnanTyana nuamMeHeHunm nynoca n AL.

[MokagdaTtenb kavyecTBa peakuumn (MNKP) onpegenanca
no dpopmyne:

NnKP=(n4g2-nai)/(4CC2-4CC1), roe NA1 n 4YCC1
— NyAbCOBOE AaBfieHMe 1 Nynbc B nokoe, NA2 n 4YHCC2
- NyNbCOBOE AaBfieHne 1 NyNbC Nocne Harpysku. B Hop-
me MKP<1. YBenuyeHne 3Ha4eHns CBUOETENbLCTBYET O
HebGnaronpuATHON peakunmn Ha GUINYECKYIO Harpys3Ky.

Takxe nposoaunacb npoba LLtaHre (oueHmBanocb
BPEMS 3aePXKM AbIXaHUS Ha BAOXE, a TakXe OTHOLUe-
HME YacTOoThbl Nynbca nocsie NpPobbl K ero UCXoaHOM Be-
JINYMHE).

dusunyeckaa coctaBnsawouas paboTocnocobHOCTU

n3dydanacb no CTaTtU4eCKOW W CUIOBON BbIHOCIIMBOCTU
MbILLLL XNBOTA, KNCTEBOW ANHAMOMETPUN N NCCNenoBa-
HUIO CTATUYECKON BbIHOCIMBOCTW crndaTtenen nanbLeB
PYyK.

PesynbTratbl uccnepoBaHua. /3 obuwiero yucna
ob6cnenoBaHHbIX ML, OCHOBHOM rpynnbl 65% nmenu ac-
TEHMYECKYI0 KOHCTUTYLIMIO, B TO BPEMS K@K B KOHTPOJb-
HOWM rpynne — Tonbko 24,38% (p<0,01). CpegHuin pocT
MYX4uMH € npusHakamu [OCT coctasnan 180,06+8,4
cmMm, 6e3 ACT - 177,55+£3,7 cMm. Macca Tena MyX4uH ¢
LOCT - 73,87+7,54 «r, 6e3 ACT - 82,55+10,24 «r, gaH-
Hble pasnuyna CTaTUCTUYECKM He 3Hadumbl. CpegHuin
POCT XeHWMH ¢ npuaHakamu AOCT - 168,0+7,3 cm, 6e3
OCT - 165,59+7,5 cm. Macca Tena xeHwmuH ¢ ACT -
58,43+8,67 kr, 6e3 ACT - 60,19+10,52 kr, gaHHble pas-
NNYNS TakKe CTaTUCTUYECKN He 3Ha4MMbl. CyLlecTBeH-
HOW pasHuLbl MexXxay YPOBHAMU cuctosmndeckoro AL
(CAL) v gnactonmnyeckoro AL (OAL), yacToTon nynbca
KaK Yy MYX4YUH, TaK U XeHWwmH ¢ OCT n KOHTPOSIbHOM
rpynnon He BbISBIEHO. BHYTPUrpynnoBbiX pasninyumn
MO OCHOBHbIM MOKa3aTessiM, 3a UCK/I0YEHUEM YPOB-
Ha CAL, kak B rpynne nuy, ¢ ACT, TaKk 1 B KOHTPOJIbHOMN
rpynne He BbisiBneHo (CAL y myxuunH ¢ ICT Bbilwe, 4EM
y XxeHwwmH ¢ ACT - 129,5+16,1 mm pT1. cT. 1 115,7£13,8
MM PT. CT. COOTBETCTBEHHO, t =-2,947, p=0,005; CAL y
MY>XYMH KOHTPONIbHOW rPynmbl TAKXKE BbILIE, YEM Y XEH-
WmH — 125,512,341 113,97+10,5 MM pT. CT. COOTBETC-
TBEHHO, t =2,805, p<0,005).

[Mpn anannse nokasatenern BUK BbigBNEHO, 4TO Yy
MY>XX4YMH 06eunx rpynn npeobnagan napacmmMmnaTnyieckunii
TOoHYC (y 57,14% myx4uunH ¢ ACT, 61,5% MyX4nH KOH-
TPONBLHOW TPyMNMbl), NPOABNEHUS SUTOHUU HE PErucTt-
pupoBanuck. MNMpu aHanuie cTpykTypbl BUK y XEHLWMH
BbISIBNEHO, 4TO Y nuu, ¢ ACT 1 B KOHTPONbLHOM rpynne
npeobnagan cumnatndyeckuin Tonyc (75,5% un 54,28%
COOTBETCTBEHHO), NPOSBEHNA 3NTOHUN PEFNCTPUPO-
Banucb y 2,85% o6cneanoBaHHbIX XXEHLMH KOHTPOJIbHOM
rpynnbl. Y xeHwwmH ¢ CT no CpaBHEHUIO C KOHTPOJIBHOMN
rpynnon CMMNaTUKOTOHUS perucTpupoBanachb 4alle,
(x?>=8,735, p=0,003), aiiToHNA He BbigBNAsNack. OTme-
4Yanncb CTaTUCTUYECKN 3HAYUMBbIE PA3NNYNSA B CTPYKTY-
pe nokazdartenen BUK mexay XeHLWMHAMN N MY>XXHNHAMU
OMbITHOM FPYNMbl - Y XEHLLMH Yalle BCTpevanacb CUM-
naTukoToHus (x>=21,089; p<0,001).

PesynbraTthl aHanm3za NOW cenaetenscTByOT O Ha-
NN4Ynn yooBNETBOPUTENBHOM aganTtaumm cepaeyHo-co-
CyOUCTOM CUCTEMbI MPAKTUYECKM Y BCEX XEHLUWH KaK B
MCMNbITYEMON, TaKk U B KOHTpoONbHOM rpynne. CpegHee
3HaveHne VDU B nepeoii rpynne coctasnset 2,09; B
KOHTpONbHOM — 2,08. CTaTncTMyYEeCKMN 3HAYMMbIX PA3u-
YU Mexay rpynnamm He BbISIBNIEHO.

Y MYX4UMH, HECMOTPS Ha YOOBJIETBOPUTENbHbIE MO-
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Ta6bimya 2

Pe3ynbraTthl MCCIEA0BaHUA CTaTUHECKOW U CUJI0BOW BbIHOCJIMBOCTU MbILLILL YKUBOTa
y nuu ¢ ACT 1 B KOHTPO/IbHOM rpynne

[MokazaTtenn My>xuinHel ¢ ACT

MyxumHbl 6e3 ACT

XeHuwwmHbl ¢ ACT XKeHuwwmHbl 6e3 ACT

Cratnyeckas BbIHOCIMBOCTb

BOCTb MbILLILL, XXMBOTA)

25,0+7,87 40,72+6,7** 21,78+2,83 30,04+4,93**1
MbILLIL, XXMBOTA, CEKYHpbI
KonnyecTtBo XnmoB npecca
3a 1 MUH (cnnoBasi BbIHOCN- 28,78+7,8 35,67+5,52* 25,78+6,95 26,36+6,7'

lMpnmeyaHue. * - p<0,05, **- p<0,005;, 1 - cTaTUCTUYECKMU 3HAYMMbIE PA3/IUYNS C MYXXYMHAMU TOM XXE rPyrnbl.

KasaTenu agantaunum cepaeyHo-CcoCcyancTol CUCTEMBI
B LEe/IOM, MO rpynnamM npoCciexXmnBaeTcs HanpskeHue
MEexaHM3MOB agantaumm - B rpynne myx4iuH ¢ ACT y
21,3% nuu, B KOHTpPoONbHOM rpynne -y 30% obcneno-
BaHHbIX. CpenoHee 3HavyeHue VDU B onbiTHOW rpynne
— 2,36, B KOHTpONbHOM — 2,38.

Mpu wnccnepoBaHuM KapaMopecnupaTopHOro pe-
3ep.a (Npoba LLITaHre) yctaHOBNEHO, 4TO CPeaHsAsa Anun-
TENbHOCTb 3a4EPXKU AbIXaHUS HA BOOXE Y MYX4YUH C
OCT MeHbLUe, 4eM B KOHTPOJIbHOV rpynne n coctaBnseT
49,62+3,02 ¢ (70,6%+1,58 c. B KOHTPOJLHOWM rpynne, t
=-3,262, p=0,004). [JaHHble 3Ha4YeHNs1 COOTBETCTBYIOT
BO3PaCTHbIM HOPMaTMBAM Y NINL, KOHTPOJIbHOM rpynnbl U
HUXE HOPMbI Y My>X4uH ¢ ACT. Y 14,28 % myxuunH ¢ ACT
1 10,9% MyX4MH KOHTPOJIbHOW rPynMbl BbISIBASNACH HE-
6naronpusiTHas peakumsa cepaeyHo-cocyanucTon cucre-
Mbl Ha FMMNOKCUIO B BUAE YBESIMYEHNS OTHOLLEHNS 4aCTO-
Thbl NyNIbCa NOCJIE OKOHYAHWSA NPOObI K MICXOQHOM YacToTe
nyfnbca, KoTopasi B HOpMe He A0JkHa npesbiwaTtb 1,2.
Taknm 06pa3om, y My>xiurH ¢ CT BbISIBASAIOTCSA CHUXEH-
Hble NOKa3aTenun KapauopecnnMpPaTopHoOro pesepsa.

CpepnHas nNpoAo/IKUTENbHOCTL 3a4epXKU  Ablxa-
HUS Y XeHLWH cocTaBnseT 36,78+5,8 c. y nuy, ¢ ACT n
40,69+5,31 c. y nuu, KOHTponbHOM rpynnsl (t =-3.197,
p=0.002). JaHHble 3HA4YEeHUs He COOTBETCTBYIOT BO3-
pacTHbIM HOpMaTMBaM Kak y XeHwuH ¢ OCT, Tak n B
KOHTpone. OTMeYaloTCsa CTaTUCTUYECKN 3HAYMMbIE MO-
JI0Bbl€ Pa3nmyuns BHyTPU OMNbITHOM U KOHTPOJIbHOM rpymnn
(t=-3,276, p<0,05, ona KOHTPONbHOM rpynnbl 1 t=8,914,
p<0,005 gnga rpynnbl avy, ¢ ACT). Y 11,76% >XEHWMH
KOHTPOJIbHOW rpynnbl BbiiBASAacb HebnaronpusTHas
peakums cepaevyHo-CoCyaANCTON CUCTEMbI HA TMMOKCUIO.
MNHTepecHO, 4TO Npu GONbLUEM CHUXEHUN KapANOpec-
nupaTopHOro pesepsa y xeHuwwuH ¢ ACT B aTon rpynne
HE BbISIBIEHO HeOnaronpuaTHOW peakuuu CepaevHo-
COCYOUCTOM CUCTEMBbI Ha FMIMOKCUIO.

Mpwn aHannse nokasatens kadectsa peakuun (MKP),
CcnyXallero Ans OLEHKM CTeneHun TPEHUPOBAHHOCTU
CepaeyHo-cocyancTon CUCTEMbI K BbINOJIHEHUIO duU-
3nyeckon Harpysku, y 57,14% myxumnn ¢ ACT n 20,1%
MY>XYMH KOHTPOJIbHOW Fpynrbl BbiiBNieHa Hebnaronpu-
ATHas peakums Ha Harpy3Kky, AaHHbIe Pa3nyma ABASAIOT-
Csl CTAaTUCTUYECKU 3HauvMMbiMu (x?=27,368, p<0,001).
CyLeCcTBEHHbIX PasfiNymMii Mexay XXeHCKUMU rpynnamm
BbIsIBJIEHO He 6bio — y 37,5% xeHwwuH ¢ ACT n 40%
XEHLLNH KOHTPOJIbHOW rpynnbl OTMeYanacb OeTPeHu-
POBAHHOCTb CEPAEYHO-COCYOANCTON CUCTEMBI. Hunakasa
CTeneHb TPEHNPOBAHHOCTN OTMEYanach Yalle y My>X4uH
¢ ACT, ueM cpenu XeHLMH 3Tol Xe rpynnbl (x>=7,246,
p<0,01). NHTepecHO, 4TO B KOHTPOILHOM rpyrnne Hebna-
ronpuaTHas peakumsa CepaeyHO-COCyaAUCTON CUCTEMBbI
Ha PpU3NYECKYIO Harpy3Ky BCTpevanach y MyX4uH pexe,
4yeM y XeHLWmH (x?>= 8,595, p<0,005).

Mpwv aHannse pe3ynbraToB NPobbl MapTuHeca (Tabsn.
1) cyuwlecTBEHHOM pa3HULbl B nokasaTensx peakuum
CAL v OAL mexpy rpynnamMmu He BbisiBNeHO. Xopolias
v yoosrnieTBopuTesnbHaga peakuma A Ha Harpysky oTme-
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yanacb y 60/blUMHCTBA 06CNeA0BaHHbIX MYXYUH KakK C
LCT, Tak 1 B KOHTpONbHOM rpynne. [JokHble noka3aTe-
N ANHaAMKUKK 4acToTbl Nynbca (yyaweHne Ha 25-30%)
OTMEYasINCh PEXE, HEM Y MYXXYNH N3 KOHTPOJIbHOW rpyn-
nbl (y2 =18,484, p<0,001). AHanornyHble UNIMEHeHus
OTMEYalTCa U NpPU CPaBHEHUM MokasaTenenm remogm-
HaMUKK B rpynnax XeHwmH (Tabn. 1). AoekBaTHas pe-
akuma OAL (cHuxeHue nokasdatenein AL Ha 5-10 mm
PT.CT.) BbIIBNIANIACb PEXE, YEM B KOHTPOJILHOW rpyrnne
(x® =5,464 , p<0,05), a HeynoOBNETBOPUTENbHAS peak-
umnsa (NPUPOCT nokasaTens Unm oTCyTCTBME ANHAMUKN),
HaobopoT, Yawe (y? =45,841, p<0,001).

B 1O XXe BpeMsl y MyX4UH C gucnnasven coeanHu-
TenbHOW TKaHW aileKBaTHble N3MEHEHMS HacTOThl NyJibca
n AL oTMeyanach Yale, YHeM Y XXEeHLMH-OMCNNaCTUKOB
(x?=9,269, p<0,005, y>=17,120, p<0,005 cooTBETCTBEH-
HO). B KOHTPONbLHOWM rpynne CTaTUCTUYECKN 3HAYUMBbIX
pPasnnyuin He BbISIBJIEHO.

AGCONIOTHbIE 3HAYEHUS KNCTEBOM ANHAMOMETPUN B
nccnenyemMblx rpynnax MyX4mH B CpeaHEM COOTBETC-
TBYIOT HOPME, HO MpPU 3TOM MYXYUMHbI, UMEOLLME NPO-
SBJIEHNS KOCTHO-MbILWIEYHON Aucnnasum, nokasbiBanu
6onee HU3KMEe 3HAYEeHUsI MO CPABHEHUIO C KOHTPOJIbHOW
rpynnoun — 43,0+6,8 krc n 57,8+5,3 krc COOTBETCTBEHHO
(t=-3,936, p<0,005).

3HayeHns OTHOCUTESbHbIX MOKa3aTenen Cuibl MblLLLL
KUcTen B 06eunx rpynnax My>4mH Oblsiv HUXE HOpMaTuB-
HbIX Mokasartenen (B cpegHem 59,0+10,2% B rpynne
MYXUUH-ancnnactmkoB n 60,0+12,1% y MyXYMH KOHT-
pPONbHOM rpynnbl Npu Hopme 70-75%).

AGCONIOTHbIE NOKa3aTeNn KNCTEBOM AMHAMOMETPUN
Yy XEHLMH B 00eunx rpynnax Hmxe HOpMaTUBHbIX, OQHa-
KO CTaTUCTUYECKM 3HAYUMbIX Pa3INYniA MeXay rpynna-
MW He BbISIBNIEHO (26,5%6,8 Krc y XeHLWMmH ¢ gucnnasuen
coeVHUTEeNbHOW TkaHu; 29,41+3,38 Krc B KOHTPOJb-
HOW rpynne). He BbIAB/IEHO CYLLECTBEHHbIX Pa3fnyinn n
npu aHanmM3e OTHOCUTESNbHbIX MOKa3aTesien CUsibl MblLLL,
kncten. OHU TakXe CHUXEHbI MO CPaBHEHUIO C HOPMOW
(42,48+6,8% y xeHwmH ¢ AACT, 46,33+7,5% B KOHTPOSb-
HOW rpynne ).

Bo Bcex uccnemyembix rpynnax 3a WUCKIIOYEHUEM
MY>XYMH KOHTPOJIbHOWM rpynnbl OTMEYATCS HU3KME MNo-
KasaTesn BbIHOCIMBOCTU MbIlL, X1BOTA, 6onee Bbipa-
XXEHHble cpean nuu C Aaucnnasven CoeanHUTENIbHON
TkaHu (t=-5,121, p<0,005, t =7.402, p<0,005, ona myx-
YMH N XEHLLWH COOTBETCTBEHHO) (Tabn. 2).

[MokazaTtenn cCuioBOW BbIHOCNMBOCTU B mccnepye-
MbIX Fpynnax COOTBETCTBYIOT CPeAHEMY YPOBHIO 3a UC-
KJIIOYEHNEM MY>XHUH KOHTPObHOW rpynmbl, NOKa3asLmnx
CUNOBYIO BBIHOC/IMBOCTb MblLLL, OPIOLWHOro npecca Ha
YPOBHE BbllEe cpegHero. Kak n B npegbliayLLem cny4yae,
OTMEYaNNCb CTaTUCTUYECKM 3HAYMMBIE OTINHNSA MEXAY
nccnenyembeimuy rpynnamm (t =-2,394, p<0,05).

Takum 06pa3om, BbIIBJIEHWE Y N1, MOJIOAOIrO BO3-
pacta C JIOKOMOTOPHO-BUCLIEPASIbHBIMU MNPOSBAEHU-
amm HOCT mopdo-dyHKUMOHANBbHLIX OCOBEHHOCTEN
opraHu3ma, KoTopble BblpaxatoTcs B HeGn1aronpusaTHOM
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peakumMn cepaevyHo-COCYAUCTON CUCTEMbl Ha TFUMOK-
CUI0, HEeyOOBNETBOPUTENbHbIX MOKasaTensx remMoau-
HaMUKN, HU3KUX MOKa3aTensax CUA0BON N CTaTUYECKOMN
BbIHOC/IMBOCTU, MO3BOSUT MEAULMHCKUM paboTHMKaMm
npw peLLIeHn BONPOCOB NPOdECCNOHANTbHON OpUeHTa-
uMn 1 onpegeneHnsa NnpodeccnoHanbHON NPUrogHOCTH
CBOEBPEMEHHO BbIOENATb TPYMMbl JINL, MOBbLILUEHHOIO
pucka 3aboneBaHuii cepaeyHo-coCcyamncTON CUCTEMbI U
OMOpPHO-ABMraTefibHOro annapata. Takoi noaxon 6yaeTt
cnoco6cTBOBaTb CBOEBPEMEHHOMY BhISIBNIEHMIO PAKTO-
pOB, cnocoOCTBYOLWNX HGOPMUPOBAHUIO OrpPaHUYEHUN
XU3HEOEATENbHOCTN U COUMaNbHON HEAOCTAaTOYHOCTU
npy HOCT. BONbWMHCTBO U3 HUX ABNSIOTCA ynpasnse-
MbIMU, CBOEBPEMEHHOE MPOBEAEHNE MEPONPUATUI NO
YNyyLleHno yCnoBuii Tpyaa Ha pabodunx mecTtax, a Tak-
X€e 0300POBUTESNbHbBIX U peabunmtaumMoHHbIX Meponpu-
atnii naymeHtam ¢ HOCT MoXeT 3Ha4YNTENbHO CHU3UTb
nokazatenn nepBUYHOW WHBANMOHOCTWU, CBSI3AHHbIE C
aucnnacTtuko3aBucMmMonm m accoummposaHHoi ¢ ACT
naToNoOrnen BHyTPEHHUX OPraHOB N CUCTEM.

BbiBOAbI

1. Y 6onblwimMHcTBA 06CNEA0BaHHbLIX UL, MOO40r0
Bo3pacTta ¢ HACT BbigBNSIeTCS yAOBNETBOPUTENbHASA
ajanTtaumns cepaeyHo-cocyamcTon CUCTEMbI MO Pe3ynb-
Tatam nccneposanus MPOU, B To xe BpemMs oTmevaeT-
ca HebnaronpusiTHas peakuuUs CepaedyHO-COoCyaucTol
CUCTEMbI Ha rmnokcuio kak cpegn nuy, ¢ HACT, Tak 1 B
KOHTPOJIbHOW rpynne.

2. B rpynne nuy ¢ HOCT wyauwe, 4emM B KOHTPOJE,
OTMEYanncb HEeyAOoBAETBOPUTENbHbIE NOKa3aTenn re-
MOAMHAMUKN B OTBET Ha nNpoby C A03MpoBaHHON du-
3M4ECKOM Harpyskom M HU3KMEe rnokasaTtenu kadecTtsa
peakuun, CBUAETENLCTBYIOLLME O HEAOCTATO4YHOM agan-
TauMmn cepaevyHo-cocyancTon CUCTEMBI.

3. NMokazartenu KNCTEBOM ANHAMOMETPUM, CTaTU4eC-
KOWM N CUNOBON BbIHOCAMBOCTU MbILUL, XMBOTA HUXE B
rpynnax nuu, ¢ ACT, 4yTo 06yCNOBAEHO HaNMMYMeM Takmnx
NPU3HAKOB KOCTHO-MbILWEYHOW Aucnna3mun, Kak rmnor-
poduna N rMNOTOHUS CKENETHON MyCKynaTypbl, guacTas
NPSMbIX MbILLL, XXMBOTA, YTO HEOOXOAMMO Y4UTbLIBATL MNPU
NPOBEAEHUN 3KCMEPTU3bI NPODECCUNOHANBHON NPUroa-
HOCTMW.
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PUSNYECKAA PABOTOCNMOCOBHOCTb

M AAANTALUOHHBIE BOSMOXHOCTHU
KAPAWOPECNUPATOPHOU CUCTEMbI _
MOAOAbIX AUU, C HEAUPPEPEHLUUPOBAHHOMU
ANCNAA3UEN COEAUHUTEABHOU TKAHU

A.B. TAOTOB, O.B. MAOTHUKOBA,
E.A. UBAHOBA, B.I. AEM4EHKO

3HauntenbHaa pacnpocTtpaHeHHocTs HOCT B nonynsumm,
0COOEHHO cpean nu, akTMBHOMO, TPYAOCMNOCOOHOro Bo3pacTta
00OyCnoBNMBAET aKTyaNbHOCTb MU3YyY4EeHUs afanTaLMOHHbIX BO3-
MOXHOCTEN KapAMOPECNMPATOPHOM CUCTEMbI U DU3NYECKON
pPaboToCcnocoBHOCTM (MOArOTOBAIEHHOCTM) Y MOJIOAbIX NoAen ¢
deHoTunmyeckumn npudHakamu HOCT. U3yyvanucb nokasaTte-
M agantaumMm CepaevHO-COCYyaUCTOM CUCTEMbI, BEreTaTuBHOE
obecrneyeHne, dusmyeckass paboTocnocobHOCTb. Y nnu, Moso-
[Oro Bo3pacTta C JIOKOMOTOPHO-BUCLLEPASIbHBIMU MPOSIBIEHWN-
avmn HOCT BbisBneHbl MOP@O-dYHKUMOHANIbHbIE 0COOEHHOCTN
OopraHnamMa, KOTopble BbIpaXaloTcs B HEONaronpuaTHOM peakunmn
cepeyHO-COCYANCTON CUCTEMBI HA TMMOKCUIO, HEeYA0BIETBOPU-
TENbHbIX NOKa3aTensix reMoOAMHAMUKN, HUSKUX NMoKa3aTensx Cu-
JIOBOW N CTAaTUYECKOWN BBIHOCIMBOCTU, YTO ONpeaenseT pelleHme
MeONUMHCKNX Npobnem npodecCcruoHanbHOM NPUroaAHOCTN, FOL-
HOCTU K BOEHHOW cnyxo6e.

KnioueBble cnoea: HepoubdepeHumpoBaHHaa aucnnasvsa
coeauHuUTeNbHON TkaHu, dunamdyeckas paboToCnOCOBHOCTb,
afanTauMoOHHbIE BO3MOXHOCTH

PHYSICAL WORK ABILITY AND ADAPTABLE
OPPORTUNITIES OF CARDIO RESPIRATORY
SYSTEM OF YOUNG PERSONS WITH THE
NONDIFFERENTIATED CONNECTIVE TISSUE
DYSPLASIA

GLOTOV A.V., PLOTNIKOVA O.V.,
IVANOVA E.A., DEMCHENKO V.G.

Significant prevalence of nondifferentiated connective tissue
dysplasia (NCTD) in a population, especially among persons of ac-
tive, able-bodied age causes an urgency of studying of adaptable
opportunities of cardio respiratory system and physical work abil-
ity (readiness) in young people with phenotypical signs of NCTD.
Parameters of adaptation of cardiovascular system, vegetative
supplying, and physical work ability were studied. In young per-
sons with locomotors-visceral signs of NCTD morpho-functional
features of an organism which are expressed in adverse reaction
of cardiovascular system to hypoxia, in unsatisfactory haemody-
namics parameters, low parameters of power and static endur-
ance that determines the decision of medical problems of profes-
sional suitability, the validity to military service are revealed.

Key words: nondifferentiated connective tissue dysplasia,
physical work ability, adaptable opportunities
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KOCTHbIE AUCNAA3UNU: AMATHOCTUYECKUE ACHEKTHI
NMPEHATAABHOIO NEPUOAA OHTOTEHE3A

E.l. BakyAuHa, B.B. ExxoBa, A.A. BouHuesaq, H.lO. KoTeAbHUKOBA
CTaBpONOAbLCKMU KPAEBOU KAUHUHECKUU KOHCYAbTATMBHO-AUATHOCTU-

YeCKUU LLeHTp

HacTosiLLeMY BpeMeHM B OTe4eCTBEHHON u 3a-
pyGexHoli nutepatype ony6/uvKOBaHbl epnu-
HUYHbIe pabGoTbl, NOCBALLEHHbIE NPEeHaTaNbHOW
M NoCTHaTa/ibHOW AMarHOCTUKE KOCTHOW coeau-
HUTeNbHOTKaHHON aucnnasuu [3]. B cBa3u ¢ aTum
BO3HMUKaeT psj BOMPOCOB, KOTOpble HE006XxoAnMO
paccMoTpeTb B AMarHOCTUYECKOM paKkypce.
CoeavHNTENbHOTKAHHbIE  CKEeNleTHble  Aucnnasmn
npeacTaBngaloT cob0M reTeporeHHyo rpynny Hacnenc-
TBEHHbIX HapyLUEHWI pa3BUTUS KOCTEW CKefleTa 4erso-
Beka, B OCHOBE KOTOPbIX NIeXaT reHeTU4eCkne OTKIIOHe-
HUS amMbpuroreHesa - NPOM3BOAHbLIX ME304EPMaSIbHOrO
NNCTKA, MNPUBOAALLMX K PA3NAUYHBIM N3MEHeHusaM dop-
M006pa30BaHMsa U NMNAOTHOCTU KOCTHOW TKaHW, gucnnac-
TUKO3aBUCUMbIM HapyLUeHUAM QYHKUNA, KIMHUYECKU

Tabinya 1
OCHOBHbIe aHOMaNiMK pa3BUTUSA MJioaa
(no paHHbIM y/IbTPa3BYKOBOIo UccsiefqoBaHus),
o6Hapy)>XeHHble Y 6epeMeHHbIX YXEHLUNH
C BUCLlepaJ/iIbHbIMU COEANHUTENIbHOTKAHHbIMMU
aucnnasusamm (26).

Konu-
Y3 nameHeHus

4eCcTBO
doTomeTpuryeckme nokasaTenn MeHee 5-ro nNpoLeH- 5
TUAS 4N UCCNEeAYEMOro cpoka 6epeMeHHOCTN
Kapaomomeranus 1
Hedopmaums rpyoHOnN KneTkm 1
'mnoTenopusm 1
YkopoyeHne 6epeHHbIX /UK NAeYeBbIX KOCTEN 3
JledekT MArknx TkaHen BepxHel rybbl 1 TBEPAOro 1
Heba
YKOpO4eHne KOCTHOM HacTu CMVHKK Hoca 3
OcobeHHoCcTU npoduns
KncTbl cCOCyAnCTLIX CrNeTeHunn 3
'MnepaxoreHHoe BKAOYEHWE B IEBOM U/UN NPaBOM 6
Xenygoukax cepgua nioga
Jedopmaumm kucten, cton 2
MHOXECTBEHHbIE BPOXAEHHbIE MOPOKM Pa3BUTUS 1
nnoga
Manosogave 1
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MPOSBAAWMMCA NONMMOPOU3IMOM HEHOTUMNOB, CUHA-
POMOB 1 ManbiMu aHoManuamm passutusa (MAP).
dyHoameHTanbHOM NpobnemMon knaccudunkaumm KocT-
HbIX AMCMNNa3unii SBASETCS TO 0OCTOATENbCTBO, YTO FEHETU-
yeckas eTeEPMUHNUPOBAHHOCTb U NaToreHes aTmx 3abone-
BaHWI B 3HAYUTENbHOM CTEMNEHM OCTAIOTCS HEN3BECTHbLIMMU.

Bonpochbl yHudukaumm paHHen npeHaTanbHOW aua-
FHOCTUKWN CKENETHbIX ANCMIa3nii HaxoaaTCs Ha YPOBHE
npennoxeHnn U pas3paboToK YNbLTPa3BYKOBbLIX MOAX0-
[OB BepudmkaLnum COeaNHUTENbHOTKAHHbIX aHOMAaNUii
pas3BUTUS ONOPHO-ABUraTENbHOM cucTeMbl nnopa. Ha-
nbonee nNpvemMseMbiM BapuvaHTOM AN MPaKTUYecKomn
[eATEeNbHOCTU SBASIETCA aNropuTM 3TAMHOINO U3yYeHus
ckeneta nnopa, KOTOpbI MO3BOJSET, MCNONb3ya Npu-
HUMN BOH3 «CBepXy BHU3», peLlaTb AnarHocTMyYeckme 3a-
[a4n NOCTHATaNbLHOro neproaa sepndurkaumm KOCTHbIX
COEANHUTENBHOTKAHHbIX Aucnnasvii, cobniogas npu-
HLLMM NPEEeMCTBEHHOCTU 1 NocnenoBaTenbHOCTU. MNpen-
naralTcsa pasnuyHble anropuTMbl NPOBEAEHUS MpeHa-
TanbHOWM axorpaduun C LEenblo yayylweHns AnNarHOCTUKN
cKeneTHbIx gucnnasunn [1].

PeTpocnekTuBHbI aHann3 3apybexHbIX 1 OTEeYecT-
BEHHbIX anropuMTMOB MpeHaTasbHOW ANArHOCTUKN CKe-
NIEeTHbIX AMCNNa3nini U1 COBCTBEHHbIN OMbIT MO3BOJININ
paspaboTateb MOoAesb ANArHOCTUYECKOro npoLecca u
CUCTEMHOW OLLEHKN aHOMasni PasBUTUS KOCTHOM TKaHU
y nnopa.

MepBbli 9Tan UcCnenoBaHuii — KIAVHUKO-BMOXUMU-
YeCKMI: OLEeHKa MCMXOCOMAaTMYecKoro cratyca poau-
Tenen, cememHoW pPOAOCNIOBHOW; OuoxmMmuyeckne u
VIHCTPYMEHTasbHble UCCNeOO0BAHUS HA BbIIBIEHME CO-
€O0VHNTENbHOTKAaHHbIX ANCNIa3nii.

BTopown aTan uccnenoBaHuin — reHeTuyeckmii (no no-
KazaHusam).

TpeTun aTan nccnepoBaHuin — ynbTpPa3BYKOBOE WUC-
crnepoBaHue nnoja B ABYX- WIN TPEXMEPHOM pexmnme
CKaHMPOBAHUS.

Llenb nccneposanuns. OueHka B OTKPbITOM KOHTPOIN-
PYEMOM KOMMIEKCHOM WCCNeAoBaHUM BO3MOXHOCTEN
KJIMHVKO-TeHeanormieckon 1 ynbTPa3BYKOBOW OLLEHKMU
B OBYXMEPHOM U TPEXMEPHOM PEXMMaxX CKaHUPOBAHUS
aHOManuii pasBUTUSA MJIOOO0B, POAUTENN KOTOPbLIX UMe-
N NOATBEPXAEHHYIO KIVHUYECKUMU, FEHETUYECKUMU U
nabopatopHbiIM1 MeTogamu HeauddepeHUMpOoBaHHYIO
COEOVHUTENbHOTKAHHYIO KOCTHYIO ANCMNAa3nio.

Martepuan n metogbl. B naHHoe obGcnemoBaHue
Obln BkAtOYEHbl 105 GepeMeHHbIX XEHLWMH C NpuaHa-
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Tabnnya 2

OCHOBHble aHOManuu pasBuUTUA nioaa (Mo AaHHbIM TPEXMEPHOI axorpacdumn), BbiiBNEHHbIE
y 6epeMeHHbIX YXEeHLWMH C COeANHUTENIbHOTKAHHOW KOCTHOI Aucnnasuei (23)

Y3 nameHeHus

KonuyecTtso

deTomeTpuryeckme nokasaTenm MeHee 5-ro NpoLeHTUNS 418 UCCneayemMoro cpoka 6epemMeHHOCT

YKOpOY€eHMe KOCTHOM YacTu CMVHKN HOCa

OcobeHHocTM Npoduns

BeHTpukynomeranusa

=l =

YTOonweHne WemnHo-BopOTHUKOBOIO MPOCTPaHCTBA

MnepaxoreHHoe BKI0YEHME B IEBOM U/UNN NPaBOM XKenyaodkax cepgua niaoga 4

LOedekT Markvx TkaHein BepxHeli ryobl 1 TBepaoro Heba

Makpocomus

BpoxxaeHHbIn nopok cepaua

YKopo4yeHne KOHeYHOCTEN

Oedopmaumn kncten, cton

Omdanouene

MHorosogve

Al=N=NN

Kamn HeanddepeHUMpPoOBaHHON AUCNAasnm CoegnHun-
TeNbHONM TkaHu B Bo3pacTte oT 18 no 42 net. C KOCTHO-
BUCLUEPASIbHON Aucnnasven COeauHUTENbHOW TKaHu
Obino obcnepoBaHo 38 6epeMeHHbIX XEHLLMH, C KOCT-
HOW aucnnasmen cCoeauHUTENbHON TKaHu — 48, ¢ BUC-
uepanbHon -19.

MocnenoBaTenbHOCTb N3YYEeHU ckeneTa naoaa npu
YNbTPa3BYKOBOM CKaHUPOBaHUK Oblfia creayowei:

1)  nM3y4yeHme MO3roBOro M INLLEBONO YEPEna;

2)  ougeHKa COCTOSIHUSA MO3BOHOYHUKA;

3)  oOuEeHKa COCTOSAHUS FPYAHON KNETKU;

4)  BuM3yanusauusi KOHEYHOCTeN (M3MepeHne Tpyo-
yaTbiX KOCTEW, onpeaesieHme Bnaa U3MEHEeHUs KOCTen
KOHEYHOCTEMN);

5) wuccnegoBaHMe KUCTERN, NanbLEB PyK, UX KO-
yecTBa 1 GOpPMbI;

6) wnccnegoBaHMe KOCTEW CTOM, MasbLEB HOT, KX
KonunyecTea n GopMbl;

7) wn3yyeHue aBuratesibHOM akTUBHOCTU U MOABUX-
HOCTM CyCTaBOB KOHEYHOCTEN;

8) uccnepoBaHue BHYTPEHHUX OPraHoB NJ10A4a;

9)  oueHka OKONONIOAHbLIX BOA, U NNALLEHTHI.

PesynbTaTbl 1 00cyXxaeHue. [pu axorpaduryeckom
ncecnenoBaHnmy ninoaa U3MeHeHus B pasBuTumM Obiin Bbl-
aBneHbl B 51 HabnogeHun.

[MpeHaTtanbHaa BepudmrKaLna HaCNe4CTBEHHbIX aHO-
MaJsnn pasBUTUSA NI04A NCNONb3YET CUCTEMHbBIA MPUHLMN
ONArHOCTUKWN, KOTOPbLIA XapakTepudyeT AMHaAMUYEeCKni

npouecc, 06yCNOBNEHHbIN AePEeKTHbIMU FEHETUHECKUMU
JpetepMmnHaHTamu, GOopMUpYoLLMMU MOPDOSIOrMyeckme
N OYHKUMOHANbHbIE M3MEHEHUS B KJIeTKax, opraHax u
TKaHsAX opraHnama nnaoga. Jlormka Bpa4edbHOro mMeilne-
HMUS B NMOCTAHOBKE MEPBUYHOrO AmMarHo3a v rnocnenyto-
wen aguddepeHLnansHOW ANarHoOCTUKM OCHOBbIBAETCS
Ha y4yeTe accoumaTMBHbIX OTHOLUEHUI CUMNTOMOB. AcC-
coumaummn MoryT 6bITb ClieayloLLme:

1) CTPYKTYPHOrO TMNa — N0 CMEXHOCTU B MPOCTPaHC-
TB€ (CUMMETPUYHbIE N aCUMMETPUYHbIE);

2) Kay3aflbHOro WM MPUYMHHO-CNIEACTBEHHOIO Xa-
pakTepa — No CMEXHOCTM BO BDEMEHWU;

3) MO Cx0ACTBY, YTO COOTBETCTBYET MOHATUIO «TOJE-
PaHTHOCTU»;

4) NO KOHTPACTy — anbTePHaATUBHbIE MW MPU3HAKKU
— OTpULAHUS».

B ocHoBe popmupoBaHus nocnenoBaTesibHOCTY gma-
FHOCTUYECKOro npoLuecca NexnT ero 0rMko-CcTpykTyp-
Has opraHm3auus, cnocoOCTByOLWAA B MaKCMMaJlbHOM
npubnmxeHnn BepudUkaum N3MEHEHU NpeHaTasb-
HOrO pa3BnTUS NN04a B LEesoM 1 gnudpdepeHLMpoBaHHOMN
OLEeHKe ero COCTaB/ISLWMX — OPraHOB, TKAHEN N CUCTEM.
B HacTosLee BpeMs eANHCTBEHHbBIM KJ1TaCCOM aHOMannm
pas3BMTUS N NaTonornu, onsa sBepudurkaumm KoTopbix UC-
Nonb3yloT 6a30BbI/ CUCTEMHbIN 3BOSIIOLMOHHO 00YCNoB-
JNIEHHbIA MPUHUMN OUArHOCTUKW, SBSIOTCA reHeTu4ec-
kne 3aboneBaHusi. Mbl pyKOBOACTBOBANNCL AaHHbIMU
MONOXEHUAMU N UCMNONIb30BANIM OCHOBHbIE MPUHLMUMbI U

Ta6sanya 3

OCHOBHble aHOMaJ/iuu pa3BuTusa nnopaa (Mo AaHHbIM Y/IbTPa3BYKOBOIo uccriefqosaHus), o6Hapy>keHHble
y 6epeMeHHbIX >XeHLMH C KOCTHO-BUCLIEpaJibHbIMU COeANHUTE/IbHOTKaHHbIMU aucnnasmamu (20)

Y3 nameHeHus KonunyecTtso
doTomeTpuyeckme nokasatenn MeHee 5-ro NPOLEHTUNNA AN UCCeayemMoro cpoka 6epeMeHHOCTH 2
Oedopmaumm kncten, cron 2
N3meHeHre GopMbl Hepena 2
Jedopmaums rpyaHomn kneTkn 1
lMuenoakrasuns 2
YKOpOYeHme KOCTHOM HaCcTu CMIMHKM HOCa 1
MnepaxoreHHoe BKIIOYEHWE B IEBOM M/UNN NPABOM XeNyaooukax cepaLa nnoaa 8
MHOXeCTBEHHbIE BPOXAEHHbIE NOPOKN Pa3BUTUA Naoaa 1
Manosoane 1
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nocnenoBaTebHOCTb KOMMIEKCHOMO AMarHoCTUYECKOrO
npouecca B CUCTEMHOW OLEHKE COeANHUTENbHOTKAHHOM
KOCTHOW aucnnasuun. [JaHHble aHOManum pa3BmuTurs nino-
nay 6epeMeHHbIX XeHLMH NpeacTaBneHbl B Tabamuax.

Bugyanuzaumsa KOCTHbIX aHOManui ckenerta niaona
npoBoAmnachk No NOrMKO-CTPYKTYPHOM cxeme. B kayec-
TBE NMpuMepa NpuMBOAMM TMepBbI 3Tan obcnenoBaHus
— axorpadua yepena nioga.

OueHuBaeTtca dopma, pasmepbl 4yepena, pacCyUTbl-
BaeTca uedanuyeckuii MHOekc no dopmyne: bunapue-
TasibHbI pa3mep rosIoBku / TOOGHO-3aTbINIOYHBIN pasmep X
100%.

B HopMe uedannyeckuii uHpekc konebnetca ot 71 oo
87%.

3HauyeHus uedanmyeckoro nHaekca 6onee 87% pac-
LleHMBaloTCA Kak bpaxuuedanus, nHaekc meHee 71% -
ponnxouedanua. bpaxuuedanndeckaa dopma rosioBku
njaoga MoxeTt HabnAATLCS NPU CKENETHbIX AUCMNasunsx,
KpynHoMm nnoge, rugpouedanun. Jonuxuedanuyeckas
dopma ronoBKu, No HalMM HabMIOAEHUSIM, HacTO BCTpe-
YaeTcsa Npu Ta3oBOM MpesexaHum nnoga, a Takxe npu
XPOMOCOMHBbIX abeppauusax. MNpu cuHgpomMme dpBapaca
(Tprcomua no 18 mape XxpoMOCOM) y MioAa MOXHO Ha-
onopaTb Yyepen B dopMe kNnybHukun. Spina bifida, aHue-
danouene 4acTo coyeTarTcs ¢ TMMOHOOOpasHol dop-
MOW ronoBkm nnoaa, kotopas B 0,66-1,3% cnyyaeB MoxeT
BCTPeYaTbCs B HOPMeE.

Mpn TaHaTODOPMHON AUCnNasmn BU3yannuampyeTcs
yBEJIMYEHHas ronosa (mMakpouedanusa) B co4eTaHun C
dopMon TPUNNCTHUKA UK BalleHHbIM Yepenom. Muk-
pouedannsa — yMeHbLLEHME Pa3MEPOB FONIOBKM MO OTHO-
LEHNIO K CPOKY 6EPEMEHHOCTM UK AjnHe 6eApeHHOoN
KOCTW Ha 3 Hepenu n 6onee, MOXET BCTpeYaTbCcs npu
MHOTMX XPOMOCOMHbIX U HE XPOMOCOMHbIX CUHOPOMAX.
AkpaHusa (aHaHuedanna, ak3aHuedannsa) — oTCyTCcTBUe
KOCTEN CBOAA Yepena n TKaHW rOSIOBHOr0 MO3ra siBsi-
€TCs O4HUM M3 YacTbIX MOPOKOB LEHTPabHON HEPBHOM
CUCTEMBI.

Mpun ynsTPa3BykOBOM WCCRENOBaHUN OLLEHMBAETCH
9XOreHHOCTb KOCTel cBopa 4yepena. lNMpusHakamun pe-
MUHEpPann3aLnm MOXET CYXUTb HEOObIYHO OTHETINBAS
BM3yanmsaumsa ceprna Mo3roBoi 060104kn. CHuMxeHne
MUHepanusaumMm KOoCTell cBoga depena HabnogaeTcs
npu runodocodarasmm, HeCOBEPLUEHHOM OCTeOreHese
Tun ll, axongporeHese tun | A, Tun | B.

OueHKa COCTOSAHMS NIMLEBbLIX CTPYKTYP BKJIOYAET N3y-
YyeHne Npoduns rmasHUL, U HOCOryBHOro TPeyrosibH1Ka.
Mpodunnb Nnoga OuEHNBAETCS B CPEAMHHON carntTaib-
HoW nnockocTn. OcmaTpmuBaeTcs HOC, 1106, YeIOCTU.

Ocob60e BHUMMaHWE yOenseTcsi UCKJIIOYEHUIO «Cria-
XEHHOro» npodwung, cegnoBUAHOro0 Hoca, BbICTynato-
wero nba, rmnonias3mm HUXXHEN YentoCTU, YKOPOUEHUIO
KOCTEeWN Hoca, KOTOpblE MOTYT HabMOAATbLCS NPU CKENET-
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HbIX OWUCMAA3uax U XPOMOCOMHbIX aHoManusx. «Crna-
XEHHbIN» NPOdUIb yCTaHABNMBAETCA MPU OTCYTCTBUU
06bIYHOr0 M3006paXeHNs BbICTNAIOLLMX NLEBBLIX CTPYK-
Typ. MukporeHus npeactaBnseT coboi aHomManumio nuua,
KOTOpas XxapakTepmn3yeTcs rmnonaasnen HUXKHEM 4entoc-
. B cnyyasax MUKpOreHum npu ynsTpa3BykOBOM McCChe-
[oBaHMM Npoduna ninoga o6HapyXnBaeTCs MasieHbKUIA
CKOLLEHHbI N0a60p0a0K HEPEAKO B COHETAHUN C BLICTY-
naloLlein BepxHer rybo.

OueHka KoCTel Hoca OCyLecTBAsieTCsa npu carut-
TaJlbHOM CKaHMpPOBaHUM rosioBbl nioaa 6e3 yyera yrna
MHCOHauun. Ang AnarHOCTUKN FMNonaasnum KOCTEN Hoca
Mbl Nonb3yemcs Hopmorpammamun H.B. Tlotanoson wu
M.B. MegBepeBa [2]. [mnonnaauen KocTen Hoca cymTa-
€M NPY YACNEHHbIX 3HA4YEHUAX MeHee 5 NpoueHTUNsA ans
KOHKPETHOro cpoka 6epeMeHHOCT!.

CrnenylolwmmM 06bEKTOM U3YHEHUST SBNISIETCSH HOCOry0-
HbI TPEYroNbHUK. [N 3TOro Mcnonb3yem GppOoHTaNbHYIO
MOCKOCTb CKaHWPOBAaHMUS, KOTOpPasi MPOXOAUT MOA, YriioM
yepes Kpblsibsi HOCA, BEPXHIOK rydy M MepenHio 4acTb
Heba. DTa NNOCKOCTb MO3BOSISIET UCKIIIOYUTL PaCLLENVHBI
niua.

Mpn oueHke OpraHoB 3peHus MaoAa UCKI0YaloTCs
aHoOManuu KonM4yecTBa, pa3MepoB, onpeaenseTcs pac-
CTOSIHME Mexay rnasHuuamm. AHodTanbMus, MUKPOd-
TanbMUs, LUKIOMNUS AOCTATOYHO NIErko ANAarHOCTUPYIOT-
csiBo Il TpumecTpe 6epeMeHHOCTH. [Ans OueHKM rasHunLy
nao4ancnonb3yTcsa akcuasnbHble U GPOHTaIbHbIE M0C-
KOCTW CKaHUPOBaHUS. YMEHbLLEHWNE MHTPAoPOUTaNIbHOIrO
pasmepa MeHee 5 npoueHTUNa 4naa nccneayemoro cpoka
6epeMeHHOCTN OLLEHNBAETCSH Kak rMnoTeniopmam, yBenm-
YyeHue 6onee 95 NPOLLEHTUNIS — TMNEPTENIOPU3M.

3aknovyeHue. B HacToswee BpeMsa MMeKTCa pe-
aflbHble BO3MOXHOCTW PELLUeHUsT BOMNpoca npeHaTab-
HOWM AMArHOCTUKWM KOCTHbIX OUCMAA3uii ckeneTa niaoaa.
KomnnekcHoe KAVMHWKO-reHeanorn4eckoe, AByXMeEpHoe
1, 0cOBEHHO, TpexMepHoe axorpadudeckoe nccnenosa-
HVE faeT BO3MOXHOCTb B ycnoBusx LleHTpa nnaHmpoBa-
HUSI CEMbU N PENPOAYKLNM CBOEBPEMEHHO OMATHOCTU-
poBaTh KOCTHbIE AMCNNa3nn ckeneTa nioaa.
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KOCTHbIE AUCNAA3NNU: AMATHOCTUYECKUE
ACHEKTbl NPEHATAABHOTO NMEPUOAA OHTOTEHE3A

E.l. BAKYAUHA, B.B. EXXOBA,
A.A. BOUHLEBA, H.IO. KOTEAbBHUKOBA

PeTpocnekTuBHbI aHanM3 3apyOeXxHbIX M OTEYECTBEHHbIX
aNropmMTMOB NMPeHaTanbHON ANAarHOCTUKN CKEeNETHbIX ANCNNas3nin
1 COBCTBEHHbI OMbIT NO3BONINAM pa3paboTaTb MOLENb ANArHOC-
TUYECKOro NpoLecca U CUCTEMHOM OLEHKM aHOManuin pasBmuTus
KOCTHOW TkaHu y nnoga. B o6cnepoBaHue 6binun BktodeHsl 105
6epeMeHHbIX XEHLMH C npu3HakaMn HeamnbdepeHUMpPoBaHHOM
aucnnasvm coenuHUTeNbHOM TKaHu B Bo3pacTe oT 18 oo 42 net.
Bce 6epemeHHble Oblv pa3aeneHbl Ha rpynnbl C BUCLEPaSIbHbI-
MW, KOCTHO-BUCLEPAJIbHBIMU U KOCTHLIMW CO€ANHUTENbHOTKAH-
HbIMW  gucnnasvamu. [pu  axorpaduyeckoMm unccnesoBaHum
nnoga U3MeHeHuss B pa3BuUTUKn Gbinn BbisSiBNIEHbl B 51 Habnoae-
HUK. KOMMNIEKCHOE KIMHUKO-reHeanorn4yeckoe, AByXMEpPHoeE U,
0COOEHHO, TpexXMepHoe axorpaduyeckoe nccnenosaHne bepe-
MEHHOCTW JaeT BO3MOXHOCTb CBOEBPEMEHHO ANArHOCTMPOBATb
KOCTHbIE AMCMIa3nn ckeneTa nioaa.

KnioueBble cnoBa: npeHaTtanbHas AMarHOCTUKa, Tpexmep-
Has axorpadus nnoga, KOCTHask COeAMHUTENbHOTKAHHAsA AUCH-
nasus

OSTEODYSPLASIAS: DIAGNOSTIC ASPECTS
OF PRENATAL PERIOD OF ONTOGENESIS

BAKULINA E.G., YEZHOVA V.V.,
VOINTSEVA A.A., KOTELNIKOVA N.YU.

The retrospective analysis of foreign and domestic algorithms
of prenatal diagnostics of skeletal dysplasias and our own expe-
rience have allowed to develop the model of diagnostic process
and a system estimation of anomalies of foetus bone tissues de-
velopment. 105 pregnant women have been included in examina-
tion with signs of nondifferentiated dysplasia of connective tissue
at the age of 18 - 42. All pregnant women have been divided into
groups with visceral, osteovisceral and bone connective tissue
dysplasias. At echography research of a foetus, the development
changes have been revealed in 51 supervisions. Complex clinical-
genealogic, two-dimensional and, especially, three-dimensional
echography research of pregnancy enables to diagnose osteod-
ysplasias of skeleton of a foetus in due time.

Key words: prenatal diagnostics, three-dimensional echog-
raphy of a foetus, bone connective tissue dysplasia
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CKPUHUHT-AWATHOCTUKA 3ABOAEBAHWIA BEH HUXKHUX
KOHEYHOCTEU NPU NPOBEAEHUN AUCTTAHCEPU3ALLUUN

AETCKOIO HACEAEHUA

NU.B. AopoHuH, C.B. MuHaeB, B.®. AOPOHUH
CTaBpOnOAbCKASA FOCYAQPCTBEHHASA MEAULLUHCKASA AKAAEMUS

apuMKO3HOe pacluMpeHue BeH HUWKHUX KOHeYHOC-
Teii (BPBHK) — pacnpocTpaHeHHOe 3aboneBa-
HUe, KOTOPbIM B HACTosILLLee BpeMs cTpapaeT na-
Tag YyacTb B3pOCsioro HaceneHusa Poccuu.

CornacHo ctatuctikam npouwbix Nnet, y 55% obcne-
[OBaHHbIX, BK/loYas aeteli, 3aboneBaHne Ha4yMHaeT npo-
aBnaTb cebsa mexay 20 — 30 rogamu xum3nu [4], ay 11%
peructpupyetcs B Bo3pacte 8o 20 net [6]. HemHorouunc-
JIEHHbIE COBPEMEHHbIE CTAaTUCTMYECKME OaHHblE YKa3bl-
BAlOT Ha BO3MOXHOCTb BbISIBJIEHUS MEPBbLIX MPU3HAKOB
BPBHK y geteinn 10-12 net [14]. Benywas ponb B passu-
T BPBHK oTBOANTCS reHeTMYECKOM NpenpacnoioxXeH-
HOCTW, MNPOSIBNIEMON AMCNNACTUYECKMMU MNpoueccamu
B COEOVNHUTENbHOTKAHHbIX CTPYKTYpax BEHO3HOW CTEeH-
KW, BKJOYas knanaHHbl annapat. Ecan BPBHK umetot
ob6a poauTtens, To oHO Bo3HMKaeT y 90% KX NMOTOMKOB;
€Ccnun oauH, TO y 25% nOTOMKOB MYXCKOro 1 60% >xeHc-
koro nona [11]. O aucnnacTtuyeckol npupone 6one3Hu
MOXET CBUAETENLCTBOBATL AOBOJILHO YAaCTOE COYeTaHme
BApPMKO3HOIN0 PacCLUMPEHNA BEH C APYrUMU KIMHUYECKN
3HAYNMbIMK NPOSABAEHUSAMN AUCNNA3UN COEANHUTENb-
Hon TkaHn (OCT), TakmMu Kak Masble aHoManumn cepaua,
BOPOHKOOOpasHasa aedopmMaums rpyaHon KNeTkn, rmnep-
MOOWJIbHOCTb CYCTaBOB, NMiockocTonuve v np. [5, 9]. Auc-
nnasus CTPOMasIbHbIX 3/1IEMEHTOB BEHO3HOW CTEHKU N eé
KfanaHHbIX CTPYKTYP C BO3PACTOM MOXET 3aBEPLUUTLCS
MPOrpeccupyioLLLEen annaTaumen cocyga u CTOMKMMN Ha-
pyLieHnaMmn kpooToka. OnpeaeneHHoe 3Ha4YeHne B pas-
BT BPBHK nomumo HacneacTBeHHOM npenpacnono-
KEHHOCTU MPUHAONEXNT FOPMOHANbHLIM U GU3NYECKM
BO3ENCTBMSM Ha BEHO3HYIO CTEHKY B Pa3/inyHbIe Nepmno-
bl XXV3HU: 6EPEMEHHOCTb, NMPUEeM 3CTPOreHOB, AJINTENb-
Hble cTaTuyeckme Harpyskm, ocobeHHOCTM npodeccmno-
HanbHOW gesatenbHocTM U ap. [1, 7]. CornacHo ogHoM 13
Hanbosiee pPacrnpoCTPaHEHHbIX HA CEroAHSALIHUA AeHb
Teopuin natoreHesa BPBHK, ocHOBHas ponb oTBOAMTCS
HapPYLLEHMIO 31aCTUYECKNX CBOMCTB COCYAUCTOW CTEH-
KM M KJanaHHOW HeJoCTaTOYHOCTU PasnnyHbIX OTAENOB
BEH HMXXHUX KOHe4YHocTen [1]. HapyweHuns anactmyeckmx
CBOWCTB BEHO3HOI CTEHKU MPOUCXOAUT 3a cyeT aucba-
NlaHca Mexay pasfiMyHbIMU TUnamm konnareHa (npeobna-
naHua konnareHa | Tmna emecto Il Tna y 340poBbix), B
pes3ynbrate Yero CHMXaeTCsl PE3UCTEHTHOCTb K MOBbILLE-
HUIO JABMIEHMS B COCYAAX HMXHNX KOHEYHOCTEN B OPTOC-
Tase [12, 13]. akTOopamu, cnocob6CTBYIOLLMMUN PA3BUTUIO
NMPOrpPeCcCUpPYIOLLIEro PacCLUMPEHNS BEH B IOHOLLECKOM
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BO3pacTe, MOryT ObITb HECTAOUILHOCTL apTePUasNbHOIrO
[aBneHns (rMnep- Unn rmnoTeH3us) U CHUXXEHNe COoKpa-
TUTENBHON CNOCOBHOCTN MMOKapaa C AEMNOHMPOBAHMEM
KPOBM B BEHAX HMXKHUX KOHEYHOCTEN, HepeaKo Habnoaa-
€eMble y N1L, C MasibiMy aHoManuamu cepaua [2, 10]. Mme-
I0TCH yKa3aHus Ha TO, 4TO KnanaHHas HegoCTaTOYHOCTb,
CHUXXEHWE 3/1aCTUYHOCTN BEHO3HOM CTEHKM, TPODUYECKME
M3MEHEHUS TKaHel ycyrybnaTcsa 3a cHeT BOCMNaNeHus 1
akTuBaumm nevikoumtoB [15]. CornacHo Hawmm Habnio-
neHvsam, y netent oo 12 net ¢ aBHbiMu npudHakamu OCT,
BApPUKO3HOE pacluMpeHne BeH HabnaaeTca peako, yTo,
no-BMONMMOMY, CBA3aHO C KOMMeHcauuen nepudepunyec-
KOro KpoBOOOpaLLEHNS NPU OTCYTCTBMU NPOAOSIXKUTENb-
HbIX CTATWUYECKMX HArpy30K M OPYyrux MpOBOLMPYHOLLMX
dakTopoB. WcknoyeHre cocTtaBngoT Manbdopmaumm
rnyGoKNX 1 NOBEPXHOCTHLIX BEH (BPOXAEHHbLIE aHEBPU3-
Mbl, FEMaHIMOMbI, CMHAPOM Knunnenb-TPeHOHHe, CUHA-
pom lMapkca-Bebepa), onarHocTrka KOTOpbIX, Kak npaBu-
N0, He NMpeacTaBnseT 0CoObIX TPYAHOCTEN BBUAY HETKOWN
KIIMHUYEeCKon xapaktepnctukn [3]. Y 60onblUmMHCTBA AeTel
C TakKMMU1 NOPOKaMm NepBbIE CUMMNTOMbI 326051eBaHNS 06-
HapPYXMBAOT NPU POXOEHUU U B NEPBbIE rOAbl XU3HU
[3].

CornacHo pesynbtatamMm NPOCMNEKTMBHOIro nccnenosa-
HUA (Tabn.), NOCBALWEHHOr0 N3YYEHMIO OOKINHUYECKMX U
paHHux ctagmin popmuposaHus BPBHK, nposeneHHOro
y 740 petein B Bo3pacTte 10-12 net, pedniokc B 60bLLON
noakoxHol BeHe (BINB) 3apernctpuposaH y 12,4%, pac-
LUMPEHME PETUKYNSAPHbIX BeH Y 10,7% obcnenoBaHHbIxX. K
14-16 ropam y 0,8-1,6% o6cnenoBaHHbIX MOSABASINCH
NpU3HaKkn BAPUKO3HOIO PaCLUMPEHWS BEH, KOTOPbIE C BO3-
pacToM nporpeccupoBanu, npuyem npeobnagano nopa-
XEeHVe NPUToKOB 1 NepdopaHTHbIX BeH [14].

YuuTbiBas, 4TO B aTMonormm n natoreHese BPBHK Be-
ayuwaa ponb otBoantcs ACT, psa npyu3HakoB KOTOPOM Npu
LleneHanpasfeHHOM NUCCNea0BaHNM MOXHO OnpenennTb
y>XXe B OEeTCKOM BO3pacTe, AMarHOCTUKY U NIeYeHue Ha-
YyasnbHbIX GOpM 3a60NEBAHNSA MOXHO CUYMTATb aKTyabHOM
npobnemMol neanaTpum N 4ETCKOW XUPypruu.

Llens nccneposaHns — paspaboTka nporpammbl CK-
PUHNHIOBOro o6cnenoBaHna AeTel LKONbHOro BO3pacTa
(10-18 neT) ons BoIIBNEHUS HAMOONEE PaHHUX NPU3HAKOB
BPBHK.

[Mpegnocbinkon ona co3fgaHns CKPUHWMHIOBOW Mpo-
rpamMmmbl  MOCAYXWUnu peayneraTel obcnegosaHua 120
netein B Bo3pacTte 10—14 neT ¢ KINHUYECKM 3HAYMMbIMU
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Tabnnuya

Pe3ynbTaTbl NPOCNEKTUBHOIO 3NUAEMUNOJIONrMYECKOro UccnefoBaHus:
pa3sBUTUE BapUMKO3HOI0 pacluMpeHUsi BeH B TeYeHUe ABYX AeCATUIeTUn
(I - IV BoreMckue uccnepoBaHus)

| Boremckoe nccnepo- Il Boremckoe uccne- Il Boremckoe ncene- IV Boremckoe nccne-
BaHue (1982-1983), nosaHve (1986-1987), nosaxuve (1990-1991), nosaxuve (2001-2002),
10-12 net n=740 14-16 neT n=518 18-20 net n=459 29-31ron n=136
Pedniokc B BMNB* 12,4% 10,4% 13,5% 20,6%
Pedniokc B Manoi noaKoxHon seHe 0,1% 1,9% 6,3% 5,9%
BapukosHoe pacluvpeHue BlNB 0 1,6% 2,0% 11,0%
BapwfoaHoe pacugmpeHme 0 0,2% 1,3% 1,5%
MaJion NOAKOXHOW BEHbI
Bapwuko3Hoe paclumpeHme nputokos 0 0,8% 5,0% 17, 7%
HecocTosaTenbHOCTb 0 0,8 5,2% 25.7%
nep@opaHTHbIX BEH
PaclumpeHne peTukynsipHbIX BEH 10,7% 30,3% 35,5% 74,3%
TeneaHrnakTasum 0 3,7% 12,9% 50,4%
* 60/1bLLIAS MOAKOXHAas BEHa begpa.
nposieneHnamn OCT (BopoHkoo6GpasHaa gedopmaums AutepaTtypa
rPYAHON KNETKU, r’MrnepMoOusibHOCTb CyCTaBOB, MI0CKOC- 1. BapaHos, IA. HekoTopble acnekTbl 3aTMonaToreHesa u gna-

TOnMe, reMaHrMoMbl Pa3sIMYHbIX TOKaNN3aLLMIA, BPOXOEH-
Hble TPbXW NepeaHel GPIOLIHOM CTEHKM, BAapUKOLENE),
HaxXOOALWMXCS HA NEYEHUN B XUPYPTrUYECKUX OTAENEHUSIX
JeTckol KpaeBoW KIMHUYeCKon 6onbHuupl . CTaBpono-
na. Y 70% u3 atux geten poamtenn UMenu pas’inydHyto
cteneHb BPBHK. Y 9% o6cnenoBaHHbIX OOHapyXeHbI
pPaHHME MPU3HaKK NOKaSIbHOrO pPacLUMPEHNS BHYTPUKOX-
HbIX (PETUKYNSPHBIX) U NOAKOXHbLIX BEH Beapa v roneHu.
B nocnegHen rpynne Hamu 0TMEYeHO coveTaHne 3-4 npo-
asneHun OCT. Hanbonee yacto Habnopganu covyetaHue
JIOKasIbHbIX @HMMO3KTa3uii ¢ Bapukouesne, rmnepmMoousib-
HOCTbIO CYCTaBOB, MJIOCKOCTOMUEM 1 FEMAHIMOMaMU.

Mporpamma o6cnenoBaHUs BkOYAET ABa MOCIENO-
BaTe/bHbIX 9Tana. Ha nepsBom aTane, nNpu NpoBeAeHUU
NpPodUNaKTUYECKNX OCMOTPOB B MOJINKIIMHNKAX U JETCKMX
obpa3zoBaTesibHbIX YYpexaeHusx, y pebeHka 1 ero poam-
Tenen perncTpypyloTcs MMEKLWMECS BHELUHUE MPU3HAKU
OCT v cturmbl an3ambpuroreHesa, a Takke BUONUMbIE CO-
cyaucTble mManbdopMaumm (aHrMoMbl, TeNeaHrmakTasum,
pacwmpeHHble peTuKyNspHble BeHbl, ninmdenema). Mony-
YeHHble laHHbIE aHKETMPOBAHNS 1 OCMOTPA 3aHOCUM B CK-
PVHUHIOBYIO KapTy 06cnenoBaHus. B 0oCHOBY pervcTtpaum-
OHHOW KapTbl NMOJIOXeHa BUOOU3MEHeHHas Tabnnua CTurm
an3ambpuoreHesa un npmaHakor OCT, Hanbonee 4acTo Bbl-
SIBNSIEMbIX MPU BHELLHEM OCMOTPE MNALMEHTOB C «MaJsibiMu
aHomManuamu cepaua» [8]. Ha BTopom aTane npu Hanuumm
OJHOWN BMOMMOI COCYAMCTOW aHomanun unn 6 n Gonee
CTUIM AN33amMOprnoreHesa no CKPMHNUHIoBOM KapTe, pebeH-
Ky B amMOynaToOpHbIX YCII0BUSIX MPOBOASATCS Y/IbTPAa3BYKOBOE
ponnneporpaduyeckoe NccnefoBaHne 1 yibTPas3ByKOBOE
OYMNIEKCHOE aHrMOCKaHMPOBAHNE HUXKHUX KOHEYHOCTEN.
C NoMoOLLbIO 3TUX METOAOB B GU3MOOIMHECKNX YCIOBUSAX
[OCTOBEPHO OMNpenensitoTCs HEBUAUMbIE HA a3 aHaTo-
MUYECKNE NBMEHEHNSI BEHO3HOMO PyCsa, PaCCHNUTLIBAIOTCS
VIHOEKChI 9N1aCTUYHOCTU U TUMOMnaa3um, OLLEHMBAETCH CO-
CTOSIHWE KnanaHHOro annapara rybokux, NOBEPXHOCTHbIX
1 Nep@dOpaHTHbIX BEH. Yka3aHHble MeToObl UCCeA0BaHNS
MOMOraloT BbIIBUTb JTIOKAIM3aLMIO U BbIPKEHHOCTb BEPTU-
KaJIbHOrO 1 rOPU30HTaNbHOrO BEHO3HOro pedriokca — Ha-
nbonee paHHero NPosiBAeHNs BEHO3HOM HEJOCTAaTOYHOCTU
1 popmmpytoeroca BPBHK.

Micnonb3oBaHve npegfsiaraeMon CKPUHWMHIOBOW MNpO-
rpamMMbl MO3BONSET YYYLLUTb OUArHOCTUYECKME U MPO-
rHOCTMYECKMEe mnokagdatenn OGnarogapss OOHapyXeHMUIo
NPU3HaKOB BAPMKO3HOIO PACLLUMPEHNSI BEH HUXXHNX KOHEY-
HOCTEW B AETCKOM BO3pacTe.
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CKPUHUHT-AUATHOCTUKA E_’aABOAEBAHMﬁ

BEH HUXHUX KOHEYHOCTEW NPU NPOBEAEHUU
AWCINAHCEPU3ALLUN AETCKOTIO

HACEAEHUA

U.B. AOPOHUH, C.B. MUHAEB, B.¢. AOPOHUH

PaspabotaHa nporpamma CKPWHWHIOBOro oOcnenoBaHus
neteit wkonbHoro Bo3pacta (10-18 neT) ans BbISBNEHUS paHHUX
NMPU3HAKOB BapUKO3HOrO PAaCLUMPEHNS BEH HUXKHUX KOHEYHOC-
Ten, BK/oYaloLLas ABa atana. Ha nepsom aTtane y pebeHka 1 ero
poouTenei pPerucTpypyloTcs BHELUHVE MPU3HaKku Aucnnasum
COEVHUTENBHOW TKaHW, CTUIMbl AMCaMOpuoreHesa, a Takxe
BUAVMbIE COCYyOuCTble Manbdopmauum. Ha BTopom atane (npu
HannM4Un OAHOM BUAMMOW COCYANCTOM aHoManuu unm 6 n 6onee
CTUIrM AMCaMBpMOreHesa) NPOBOANTCS YNbTPa3BYKOBOE Aonnie-
POBCKOE aHrMOCKaHNPOBAHNE HKHMX KOHEYHOCTEN. YKa3aHHbIe
MEeTOAbl MOMOraloT BbISIBUTbL TOKAN3ALIMIO U BbIPDAXEHHOCTb Be-
HO3HOro pedioKca — paHHEero NPOosiB/IeHNs BEHO3HOW HepocTa-
TOYHOCTW.

KnioueBble cnoBa: CTUrMbl AUCaMOpUoreHesa, CoCyamcTble
manbdpopmMaumn, BapuKO3HOE pacLUMpPEHnE BeH, OETCKUA BO3-
pacT, CKPUHWUHI
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SCREENING-DIAGNOSTICS OF LOWER
EXTREMITIES VEINS DISEASES AT CARRYING

OUT OF PROPHYLACTIC MEDICAL EXAMINATION
OF CHILDREN

DORONIN LV, MINAYEV S.V., DORONIN V.F.

The program of screening inspection of children of school
age (10-18) for revealing of early signs of phlebectasia of lower
extremities, including two stages is developed. At the first stage,
external signs of connective tissue dysplasia, stigmas of dys-
embriogenesis, and seen vascular malformations are registered
in the child and his parents. At the second stage (at presence of
one seen vascular anomaly or 6 and more stigmas of dysembrio-
genesis) ultrasonic Doppler-angioscanning of lower extremities is
carried out. The specified methods help to reveal localization and
expressiveness of a venous reflux - early sign of venous insuffi-
ciency.

Key words: stigmas of dysembriogenesis, vascular malfor-
mations, phlebectasia, children’s age, screening
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TMNEPMOBUABHOCTb CYCTABOB: BAUAHUE
U3BbITOYHbIX PUIUYECKUX HATPY3OK
HA POPMUPOBAHUE BOAEBOITO CUHAPOMA

MU.A. BuktopoBa', A.C. Kuceaésa', U.l. Kaamukas?,
A.M. Kopabaésa?, C.I. CyBopoBa?, M.l. HocoBa?
'OMCKQs roCyAQpPCTBEHHAA ME AULLMHCKASA aKaAeMuUs
2MY3 OTKBb N21 um. A.H. Ka6aHoBa, Omck

pec K CUHAPOMY rMNepMoOUNIbLHOCTU CYCTaBOB

(CrMmcC) [4]. CrMC (M 35.7 no MKB 10) npeg-
cTaBngeT coboi cnoxHoe MHOrogpakTopHoe Cco-
CTOSIHUE, KJINHNYECKUMMU NMPOSIBIEHUAMUN KOTOPOro
ABNAI0TCA Hecneunduueckue Xxanoodbl CO CTOPOHbI
OMOpPHO-ABUraTeNibHOro annapara y nuuy ¢ n3obi-
TOYHbIM OObEeMOM ABUXEHUi B cycTaBax [1]. Anqa
CIMC xapakTepHbl pubpomMmuanrum, 60sam B KOJIEH-
HbIX, FTOJIEHOCTOMHbIX, MEJIKUX CyCcTaBaX KUCTeMn,
nepuapTuKynspHbie NnopaxeHns (TEHANHUTbI, 3Nn-
KOHAWUNUT, Apyrue aHTe3onaTtuu, 0ypcuT, TYHHE b~
Hbl€ CUHAPOMbI), CUMINTOMATNYECKOE NPOAOoJIbHOE,
nonepeyYyHoe WJAM KOMOWMHUPOBAHHOE MJIOCKOCTO-
nvue n ero oCNI0XKHeHus (MeauanbHbii TEHOCUHOBUT
B 00/1aCTK roJIieHOCTONHOro cycrtaBa, BaJbrycHas
Aedopmauma U BTOPUYHBLIA apTPO3 rosieHocTon-
HOro cyctaBa). MccnepoBaHusi oTe4eCTBEHHbIX U
3apy0OeXxHbIX aBTOPOB Nnoka3asu, YTO OJIUFro- 1 No-
nuapTpanrum Hambonee xapakTepHbl A1 MONOAbIX
vy (po 30 net), a puGpommuanrum [OCTOBEPHO
Yyaiwie BCTpe4aloTCcs y NauMeHTOB cTapLluen Bo3pac-
THoOW rpynnbi [2,5].

MnepmobunbHOCTh cycTaBoB (ITC) moxeT ObIThb SB-
neHnem GmM3nNoNornyeckum oo onpeneneHHoro Bo3pac-
Ta (12 neT) unu aBnaeTcs xapakTepHbIM NPU3HAKoOM psaa
HacnencTBeHHbIX 3ab00neBaHUl CoOeaMHUTENbHON TKa-

Bnocnep,uue ABa AecATUeTus BO3POC MUHTe-

HW, BKJIOYAKOLWKUX cuHapomMm MapdaHa, HECOBEPLUEHHbIN
ocTeoreHes, cuHapom 3nepca-LanHno. MNprnobpeTeH-
Hasa M30blITOYHas NOABMXHOCTbL CYCTaBOB HabnoaaeTcs
y 6aneTHbIX TaHLOPOB, CMOPTCMEHOB U MY3bIKAHTOB.
lMpakTnyeckuin Bpay yawe MMeeT AEeN0 C NauneHTamm c
n30nMpoBaHHoOM 'C, He CBA3AHHOW C TPEHUPOBKaMMU U B
page cliydyaes coveTaloLwenca ¢ opyrumm npmuaHakamu
cnaboCTn COeANHUTENbHOTKAHHbLIX CTPYKTYP [2].

K HacToseMy BPpEMEHN HAKOMIEeHbl CBEAEHUS, KO-
TOopble Noka3biBalOT BAMgHUE NC Ha BO3HUMKHOBEHUE U
TeyeHue psga apTponormyeckux 3abonesarHnii. Octeo-
apTPO3 pa3BMBAETCSH Halle U paHbLUe Y UL, C TMNepMo-
OUNBLHOCTBIO, YeM B 06Lwwel nonynauun [4]. OTMevaeTcsa
CKJIOHHOCTb K 4YacTbiM TpaBMaMm (pacTsXeHWus, noaBbl-
BMXW FOJIEHOCTOMHbIX CYCTABOB) Npuv HeagekBaTHOM du-
314ECKOWN Harpy3Kke Ha ONOPHO-ABUraTebHbIA annapar.
MHorune naumeHTbl ¢ 'C 3aHMMalOTCA TSXenon atneTu-
Kol 6e3 yyeTa aTon ocobeHHoCTU [4].

Llenb nccnepoBaHusa: OueHUTb BRAUSHUE U30bITOY-
HOM MEXaHW4YeCKOM Harpy3km Ha OMNOPHO-ABUraTesb-
HbIl annapat nauneHToB (19-28 neT) ¢ 'C npu 3aHaTuAX
CMOPTOM.

MaTtepuan u metoabl. buino o6ecnenosaHo 35 na-
umeHToB B Bo3pacTe oT 19 no 28 net ¢ I'C, ycTaHOB/NEH-
HOlW Ha OCHOBaHWUW onpegenieHns n3BbITOYHON MNoa-
BUXHOCTW cycTaBoB no wkane bentoHa, 10 (28,6%)
YenoBeK N3 KOTOPbIX Nnua Myxckoro nona, 25 (71,4%)

Tabnnya 1
Knuuunueckue npusHakm CIrMC y naumeHTtoB c 'C (n=35)
Ab6cC.
Mpu3Hakn Kon4 %
ApTpanruuv 13 37,1
Jopcanrum 15 42,9
PacTsaxeHne cBA30K 8 22,9
MepuapTtput 3 8,6
CuHOBUUT 2 5,7
BeHTpanbHbIE FPbiXn 5 14,28
InNUKOHAUAUT 1 2,9
Mwvonusa 15 42,8
Bapunko3Hble BEHbI 9 25,7
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Ta6bsinya 2

KnuHunueckune npossneHmnsa CFMC B rpynnax c pa3/iMiyHbiM1U (pU3M4YECKUMMU Harpyskamm
Ha OonopHoO-ABUraTeNbHbIW annapar

1-5 rpynna 2-a rpynna c
Mpuanaki (n=15) (n=20) TaTMCTM‘;)i(;IJ(-I?AFlI“j;aHMMOCTb
AbcC. OTH. AGcC. OTH.
PacTtaxeHns cBa3ok 5 33,3 3 15 x?=7,92, p=0,005
MepuapTtput 3 20 0 0 x?=20,05, p <0,05
CuHOBUUT 2 13 0 0 x?=11,04, p<0,05
ApTpanrun 8 53,3 5 25 x?= 15,32, p<0,05
Lopcanrum 3 20 12 60 x?=31,68, p<0,05
BeHTpanbHble rpbixn 4 26,7 1 6,6 x?=13,43, p <0,05
SnukoHaUANT 1 6,7 0 0 x?=4,29, p=0,038
Mwuonusa 7 46,7 8 40 x?=0,51, p=0,475
BapukoaHble BeHbl 6 40 3 15 x?=14,44,p<0,05

— XeHckoro nona. YmepeHHas runepmobunbHOCTb (0T
4 no 6 6annoB) 6bina BbigBAeHa y 21 (60%) naumneHTa,
BblpaxxeHHas runepmMobunbHocTb (0T 7 no 9 6annos)
-y 14 (40%) naumeHTOB. Jlerkme nposienenus (ot 1 go
3 6annos) He 6bINM OTHeCeHbI kK 'C. Onga Bepudunkaumm
auncnnasum coegmnHutTenoHon TkaHu (OCT) ncnonb3o-
BaHa npoueaypa nocnenoBaTesibHOro pacno3HaBaHUs
Banbpa [3], Ha OCHOBaHUM KOTOPOW OblNn onpeaeneHsl
BHecycTaBHble nposasneHna ACTy 20 (57,1%) naumeHTOB
¢ I'C. CI'MC 6b1n ycTaHOBJEH C UCNonb3oBaHueMm bpaii-
TOHOBCKUX KpuTepues (1998 r.) [7] B moandukaumm A.T.
benenbkoro [2]. Bcem naunenTam ¢ 'C 3agasancd Bon-
pPOC 0 GU3NYECKNX TPEHNUPOBKAX C OTATOLLEHNEM, BbiSIB-
neHo 15 (42,9%) yenoBek, 3aHNMAIOLLIUXCS TaKoro Buaa
ynpaxHeHnsmu. Co cnoB naymeHToB, Obl10 yCTaHOBNE-
HO, 4TO B TPEHUPOBKY BXOAWN NMpUcenaHns, Bbinaabl ¢
raHTensaMu, pasBefeHne raHTenen nexa, NnogbemM raH-
Tenen cmas, pasBefeHne pyk ¢ raHTeNsaMmn B HaKOHe,
HaKJOHbI CO LUTAHIOM, XXUM LUTAHI 1 fexa.

B xome mnccnenoBaHus nauuveHTbl ObiNn pasgene-
Hbl Ha 2 rpynmnbl, MEPBYID COCTABUAN NMLA, BbINMOJHSO-
wme ynpaxHeHus c otaroweHnem 15 (42,9%), BTopyto
— 20 (57,1%) 60nbHbIX, HE 3aHMMAaIOLLMXCA GU3NYECKON
Kynetypoi. KnuHunyeckme nposisneHns CIMC 6binm
npeacTaBneHbl onuroapTpanrnamm (6onm B 4 cyctaBax
1 MEHee), gopcanrnen, nepuapTpuTomM nNaeyeBoro cyc-
TaBa, pacTsXeHMeM CBA30K FOIEHOCTOMHOro, ny4yesa-
NMACTHOrO CycTaBOB, CMHOBMUTOM KOJIEHHOIO CycTaBa,
AMUKOHANAUTOM, BEHTPAJIbHbIMU FPbiXaMU, MUOMNUEN
(tabn. 1).

B nepBoii rpynne Ha OCHOBaHMN aHaMHe3a U AaHHbIX
amOynaTopHbIX KApT aHaIM31poBasach HacToTa KIANHN-
yeckmx nposisneHniit CFMC oo TpeHUPOBOK: pacTsaXeHmne
cBa3ok — 2 (13,3%), aptpanrumn — 3 (20%), nopcanrum
— 3 (20%), BeHTpanbHble rpbixu — 1 (6,6%), muonusa — 7
(46,7%), aNNKOHOMNNTBLI OTCYTCTBOBAIN M MPOBOANIOCH
CpaBHEHME CO BTOPOW rpynnon.

CratucTtmnyeckas obpaboTka npoBoauniacb B Mpo-
rpamme «Biostat». [Jlna cpaBHeHUS Ka4eCTBEHHbIX BENU-
YMH NPUMEHSNCS KpuTepuin xm—-kBagpat MNMupcoHa.

PesynbTaTbhl U 00cyXxaeHue. AHanus pacnpene-
neHnsa KnnHunyeckmx npmsHakos CIMC B cdopmupo-
BaHHbIX Fpynnax rnokasasn AOCTOBEpPHOe NpeobnagaHue
konunyectea Tpaesm (33,3% npoTtmB 15%), xanob Ha 6onu
B cycTtaBax (53,3% npotus 25%) B nepsou rpynne na-
uneHToB. Kpome TOro, cpeau nuu, BbINOJHAWMX Y-
PaXHEHUs C N30bITOYHbIM OTArOLLEHMEM, MO OAHHbIM
amMOynaTopHbIX KapT oTMeYanucb cuHoBUTHI (13%), ne-
prnapTpuTthbl (20%), B OTAMYME OT BTOPOW rpynmnbl, B KO-
TOpPOV NOA0OHbIE OCTIOXHEHUSI CO CTOPOHbI CYCTaBOB HE
BCTpeYanncb. BHecycTaBHbIE OCNOXHEHNS B BUAE BEHT-
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panbHOM rpbiXxn (26,7%), Bapunko3HbiX BeH (40%), BKJO-
yeHHble bpanToHOM B Manbie kputepun CrMC (1998)
[7], BO3HMKN Y NALMEHTOB NEPBOW rpynrbl HA GOHE n3-
ObITOYHOM pr3nyeckol Harpysku (Tabn. 2).

Pasnuunin B yactote BCTpPEYaemMoCcTu CUMMTOMOB
CIMC B nepBoli rpynne A0 TPEHUPOBOK M BO BTOPOW
rpynne He BbisBneHo (p>0,05).

MpeobnagaHve B MepBOW rpynne nauuMeHTOB Chy-
YyaeB apTpanruu, TpasBMm, CYCTaBHbIX U BHECYCTaBHbIX
OCJIOXXHEHU 06ycnoBneHo HedU3NONOrnYHbIMU OBU-
XEHUSAMU, MNeperpy3kon OMOpPHO-ABUraTeNbHOro an-
naparta, O 4eM CBUOETENbCTBYET YYBCTBO TAXECTU B
cycTaBax, nepeHanpskeHve B MbllUax U ANUTENbHas
YCTaNIOCTb MOCNE TPEHNUPOBKMN.

3aknwuyeHne. CamocToaTeNbHbIA Noabop Beca
OTArOLWEeHNS, HapyLweHne TEXHUKN BbIMOJIHEHUS yripaX-
HeHu nuuamm ¢ F'C BO BpeMs TPEHMPOBOK B TpEHaXep-
HOM 3afie MOXeT NMPUBECTU K Neperpy3ke onopHO-ABU-
raTenbHOro anmnapaTa, CneacTBMEM 4Yero CTaHOBUTCS
nosisneHve 60nen B cyctaBax, TPABMbl U UX OCJIOXHE-
HUS (MepnapTpuUT, CUHOBUT).

HeobxoanmMo akTUBHO BbIBNATL Nuw, ¢ FC npu npo-
dunakTMyeckux oCcMoTpax, NpoBoanTbL Geceny O npa-
BUaxX BbIMOSHEHNS DUINYECKUX YMPAXKHEHU HA Tpe-
HUPOBKax 1 GOPMUPOBaHMS MPaBUILHOrO CTepeoTuna
nBuxeHnii. Kpome Toro, 'C MoxeT coyeTaTtbCs C BHe-
cycTtaBHbiMK nposiBneHuamu ACT, kotopble maHudec-
TUPYIOT MPU N30bITOYHBLIX HAarpy3kax 1 MoryT nporpec-
CMpoBaTh.
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TMNEPMOBUABHOCTb CYCTABOB: BAUAHUE
MU3BbITOYHbIX PUSUHECKUX HATPY3OK
HA $OPMUPOBAHUE BOAEBOTO CUHAPOMA

U.A. BUKTOPOBA, A.C. KMCEAEBA,
WU.I. KAAULKASA, A.M. KOPABAEBA,
C.I. CYBOPOBA, M.I. HOCOBA

O6cnepoBaHo 35 naumeHToB (19-28 net) ¢ runepmobusb-
HOCTbIO CyCTaBOB, coyeTaBLleics B 80% crnyyaes ¢ nonvapTpan-
rnamu, gopcanrusmu. 15 (42,9%) 60bHbIX BEINOSHSANN dU3nYec-
Kne yrnpaxHeHus ¢ otarowermem, a 20 (57,1%) He 3aHMmanuch
dunsmnyeckoin kynbtypon. OTmevaeTcs npeobnagaHue cryyYaes
apTpanrmuuv, NosiBfieHne CyCTaBHbIX N BHECYCTABHbIX OCOXHEHWNR
npu N36bITOYHON MEXAHNYECKOW Harpy3ke. [onyyYeHHble AaHHbIE
yKka3blBalOT Ha CBSI3b CUHAPOMA rMNepMobusIbHOCTM CYCTaBOB C
MOBBILLIEHHOW MEXaHNYEeCKOW HAarpy3kor Ha OMOPHO-ABUraTeNb-
HbIA annapar Npu 3aHATUAX CIOPTOM Y JIUL, C MOBbLILLEHHOM MOA-
BMKHOCTbIO CYCTaBOB.

KnioueBble cnoBa: runepmMobusibHOCTb CyCTaBOB, U30ObITOY-
Hasi MexaHnyeckas Harpyska

THE JOINTS HYPERMOBILITY: INFLUENCE
OF EXCESSIVE PHYSICAL WORK
ON THE PAINFUL SYNDROME FORMATION

VICTOROVA I.A., KISELYOVA D.S.,
KALITSKAYA I.G., KORABLYOVA L.M.,
SUVOROVA §.G., NOSOVA M.G.

35 patients (at the age of 19-28) with the joints hypermobil-
ity combined in 80 % of cases with polyarthralgias, dorsalgias are
surveyed. 15 (42,9 %) patients did physical exercises with bur-
dening, and 20 (57,1 %) - did not go in physical training. Preva-
lence of arthralgia cases, occurrence of articular and extrarticular
complications is marked at superfluous mechanical work. The
received data specify connection of the joints hypermobility syn-
drome with the increased mechanical work on the locomotorium
during sports exercises in persons with the joints hypermobility.

Key words: the joints hypermobility, superfluous mechanical
work
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OCOBEHHOCTU BEAEHUA NALLUEHTOB
C CUHAPOMOM ITMNEPMOBUABHOCTU CYCTABOB

MU.A. Buktoposd', E.lO. CoaaaToBa’, U.l. Kaanukas?,

A.M. Kopabaesa?, C.I. CysopoBa? E.O. Npuuan?, X.K. CyaeeBa?
'OMCKas rOCYAQPCTBEHHAS ME AULLUHCKAA OKAAEMMUS

2MY3 OTKB Ne1 um. A.H. Ka6aHoBa, Omck

MHAPOM runepmobunsHocTu cyctasoe (CFMC)

(8 aHrnossbiyHON nutepatype — benign joint

hypermobility syndrome) — aTo Hanuuue xano6,
CBSI3aHHbIX C ONOPHO-ABUraTesibHbIM annaparom, y
vl ¢ U30bITOYHbIM/aHOMaJIbHO YBEJINYEHHbIM 00b-
€MOM ABUXEHUN B cycTaBax NMpv OTCYTCTBUU NpuU-
3HaKOB APYroro peBMaTu4eckoro 3aboseBsaHus.

CuunTtaetcs, 4to CFTMC aBnsieTcs reHeTU4YeCcku neTtep-
MWHMPOBAHHbLIM COCTOSIHMEM C AOMUHAHTHbLIM XapakTe-
POM HacnenoBaHUS, MPEVUMYLLLIECTBEHHO MO XEHCKOW Nn-
HUM [2, 9]. Mopdonorndyecknum cybcTpaTom, nexawmm
B OCHOBE MaTONOrMyeckmx Npu3HaKkoB, ABNSETCS U3Me-
HEHME CTPYKTYpPbl U COOTHOLUEHUS PA3INYHbIX TUMOB
KonnareHa v, kak cneactesue, 6osbllasi, HeM B HOpPME,
ero pactaxumocTb [11]. JeboT cycTaBHOro cuHapoma
Y UHOMBUAYYMA C KOHCTUTYLMOHAIbHON rmnepmMobunb-
HOCTbIO MOXET ObITb B /1060 Nepuon, Xn3Hu, xots B 3/4
C/ly4aeB Havyano KJMHUYECKMUX MPOSIBNEHUI NPUXOANTCS
Ha CTapLUnii LWKOMbHbLIN BO3pacT. Kak npaswuio, 3To CBS-
3aHO C HapyLeHMeM CNOXUBLLUErOCs B NpeablayLLni ne-
pvoa paBHOBECUS MEXAY Harpy3kor 1 BO3SMOXHOCTSAMU
opraHuama (6epeMeHHOCTb, YBEIMYEHME MaCChl Tena,
M3MeHeHne gBuratenbHoro ctepeotmna) [4, 11]. leHepa-
nn3oBaHHaga rmunepmMmobunsHocTb cycTaBos (FTMC) BcTpe-
yaetca y 10-15% HaceneHus, Hepeako y YneHOB OOHOM
cembn [1, 9]. PacnpocTtpaHeHHocTb CITMC TpyaHo noa-
naetcs ougHke 1 konebnetcsa oT 2 ao 5,7% [10]. Cpeau
NpeaoXeHHbIX cnocob60B U3MEPEHUSI CTENEHU runep-
MOOUNBLHOCTY CYCTaBOB 00LLEE NPU3HAHME NONYYNS Me-
Ton BenToHa [8].

B cBA3M ¢ NOJIMMOP@PHOCTBIO KIIMHUYECKUX NPOdABIe-
HUI 1 YacTbiM codyeTaHuem TMC ¢ BHeCyCTaBHOM cUMM-
TOMaTMKOW B OTEYECTBEHHOMN NUTEpaType UCMONb3YT-
CA TakMe TEPMUHbI KaK «OUCMAasus COeanHUTENbHOMN
TKaHwn» [3, 7], «coeguHUTENbHOTKaHHas gucnnasusa» [5],
«HacneACcTBEHHAsd koanareHonatus» [6], cuHapom 6oner
pocTa (yumTbiBas nuk obpauiaemMocTu B Bo3pacte 13-16
neT) N NPoCTO apTpasnrum HEesCHOro reHesa, KoTopble
OTpaxatT CUCTEMHOCTb BOBJIEYEHUS COEANHUTENbHOMN
TKaHW.

MexayHapoaHO npu3HaH TEPMUH «rMnepMobunb-
HbI cuHgpom» (FC) (wndp M 37.5 no MKB-10), nmeto-
LKA cOBCTBEHHbIE ANArHOCTUYECKME KpuTepumn — Bpai-
TOHCKMe kpuTepun auarHosa [1, 10]. C o4HOM CTOPOHHLI,
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Ha3BaHME yKa3blBaeT HA FreHepann30BaHHYK rMMNepMo-
OGUNBHOCTb CYCTaBOB Kak BaXXHbIM KJTMHUYECKNIA MPU3HaK,
a, C Apyrov — oTCyTCTBUE B ONPEeeneHnn C/I0Ba «CyCTaB»
oTpaxkaeT KOMMIEKCHOCTb NPOBIEMbI, HE OrpaHUYMBalO-
LLeNCcs ONOPHO—ABUraTeibHbIM annapaTom.

AKTyanbHOCTb OJaHHOW NpobnemMbl 0OBLACHAETCH He
CTOJIbKO TAXECTbIO MATOIOM MK, CKOJIbKO COLMAbHOM 3HA-
YMMOCTbIO PACnpPoOCTPaHEHHbIX cpean paboTocnocobHO-
ro HaceNleHNs1 HeBOCMNaNMUTESNbHbIX MblLLEYHO-CKENTETHbIX
Xanob (MPUYMHON KOTOPBLIX BO MHOIMX CIly4asix iBASeTCs
CI'MC), a Takxe CyLL,EeCTBEHHbIM UX BAUSIHWEM Ha Ka4ecCT-
BO XW3HW NauneHToB. MprHMMas BO BHMMaHMe Hecnewum-
dUYHOCTb KNHMYeckor kapTuHbl CTMC, pakTbl MON0BbLIX
1 BO3PACTHbIX Pa3sininin B CTENEHU rmbKoCTN CyCcTaBOB
[8, 12], npeononaraeTtcsa U CyLIeCTBOBaHWE pas3nnynii
B KJIMHMYeCcKux nposasneHmsax CIMC y naymeHToB pas-
JINYHOrO BO3pacTa, a Takxe Hanndine anddepeHumpo-
BAHHOro noaxona K yayyleHU0 COCTOSHUS NauueHTOB
¢ C'MC MeankaMeHTO3HbIMU YU HEMEeANKAMEHTO3HbIMUN
MeTogamMu.

Llenb nccnepoBaHms: oueHNTb 3OPEKTUBHOCTL Me-
ONKAMEHTO3HON U HEMEeANKAMEHTO3HOM TakTUKN Bene-
HUS MaUMEHTOB C rMNepmMobusIbHbIM CUHOPOMOM Mpu
PasnunyHbIX KJIMHUYECKMX BapuaHTax ero nposiBieHus.
[na peanudaumm noCTaBAEHHOM LN pewanncb cneny-
IoLwe 3agaqn.

1. M3yyeHune KNMHMYECKNX BAPUAHTOB NPOSIBIIEHUS
CIMC 1 nx4acToTbl y NAuMEHTOB Pa3/INYHbIX BO3PACTHbIX
rpynn.

2. OueHka adPEeKTUBHOCTN MEANKAMEHTO3HOMO U
HEMEeOMKaMEHTO3HOro KynmpoBaHus 6051eBOro CUHAPO-
ma y naumeHTos ¢ CITMC.

3. WU3yyeHume kayecTBa Xm3HM nauneHtoB ¢ CFMC
npu MeANKaMEHTO3HOW N HEMEONKAMEHTO3HOW TakTuKe
BeOEHuS.

Martepuan n metopbl. Boibopka coctaBmuna 64 na-
umeHTa (53 xeHLwmHbl 1 11 My>X4unH B BO3pacTe oT 16 oo
55 net), akTMBHO 06paTUBLUMXCS 32 MeAULMHCKOM Mno-
MoLLbto 3a nepuog, ¢ 25.03.2006 no 26.03.2007 roa. Uc-
crnenoBaHue NMpoBOAMIIOCh Ha 6ase oTaeneHus obuien
BpaydebHom npakTnku OFKB Ne 1 nmenun A.H. KabaHosa u
NeTCKOM ropoackoi NonnkanHmMky Ne 8.

Mcnonb3oBanu nocnenoBaTesibHbIA MPUHLLAM BKIIO-
YeHns NauMEeHTOB B UCCNEOBaAHMeE, T.e. BKOYANIN BCEX
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Ta6bsnya 1
UcxoaHble xapaKTepPUCTUKKM ABYX rpynn nauyueHToB ¢ CFMC n 6oneBbiM CUHAPOMOM

lMokazaTenb 1 rpynna (n=32) 2 rpynna (n=32) p
CpepnHwuii Bo3pacT, net 34,6+19,1 35,1£18,9 0,15

Monwaptpanrun, % 16,0 16,3 0,003
° Onuroaptpanrum (B T. 4. apTpanruv B 59,8 60,1 0,023
S § | KOJeHHbIX cycTtaBax), % 26,6 27,2 0,030
8 5 Llopcanruu, % 82,0 82,0 0
S S | «XpycT», Wwenuku B cycTasax, % 23,1 22,9 0,0004
5 3 MoaBbiBUXKM CycTaBoB, % 2,82 3,04 0,022

BbInoT B cycTaBax, % 1,32 1,34 0

dubpommnanrun, % 4.1 4,3 0,0007

nauMeHToB No Mepe obpalleHns 1 yCTaHOBNEHUS Auna-
rHo3a CI'MC. MeTtoabl o6c¢cnenoBaHus n GopMbl MHTEP-
npetaumm noslyYeHHbIX AaHHbIX Oblv NpeaBapuUTeNbHO
yHubuumposaHbel. AnarHo3d CIMC yctaHaBnmBancsa Ha
OCHOBaHUW BbISIBNEHNSA N3ObITOYHON MNOABMXHOCTU CYyC-
TaBoB no wkane Beighton [8], oTcyTCcTBMS Npu3HakoB
BOCMANNTENBHON peakuun npu pyTMHHOM obGcnenoBa-
HUN (HopManbHble nokasatenn COJ, C-peakTUBHOrO
6enka, cepoMykomnaa), a Tak>ke OTCYTCTBUSA KIIMHNYECKUX
1 PEHTTEHONIOrNYECKUX KPUTEPUEB APYrUX PEBMATUNYEC-
Knx 3aboneBaHuni.

[unzanH nccnegoBaHnsa: NpoCcToe NPOCNeKTUBHOE C
NPUMEHEHNEM MeTOoAa CTPaTUOUUMPOBAHHOM pPaHOO-
Musaumn.

Cpean knuHudeckux npossneHunii CFMC peructpu-
poBanu cnenywLlme CMMNTOMbI: onuroapTpanrum (6onu
B 4 cycTaBax W MeHee), B TOM 4Yucne OoTAenbHO apTpan-
rMM B KOJMIEHHbIX CycTaBax; nonuaptpanruu (6onm B 5
cycTaBax u 6osee); gopcanrum (Bkioyas Topakanruio u
nomMOanruio); MbILLEYHO-CYCTaBHbIE 60NN, NOEHTUYHbIE
CUHOPOMY NepPBUYHON HUBpOMMAnNTnKn; XPYCT, «LLesnKa-
Hbe» B CyCTaBax, B T. 4. U30IMPOBAHHbIE LUENYKN B BU-
COYHO-HUXHEYENIOCTHbIX CyCTaBax; NPexoasaLmii BelnoT
1 peunansupyioLme noasbiBMxuv B cyctaBax. Belbop ong
aHanma3a knmHudeckux cumntomoB CIMC Ha nepBom
aTane nccnefoBaHus 6bi1 06yCNnoBNEH CNEKTPOM Xanoo,
npenbsaBAsseMblx naumeHTaMmn npu obpalleHnn 3a mean-
LMHCKOM noMouibio. B Tex cny4dasax, korga y nauveHTta
OJHOBPEMEHHO MMENN MECTO 2 KIIMHUYECKNX CUMIMTOMA
1 6onee, perMcTprupoBaIv BCE MMEIOLLMECH CUMMTOMbI.

Ha nepBom aTane Bce naumeHTbl Obin cTpaTudnLm-
poBaHbl Ha ABe Bo3pacTHble kateropumn: 16-30 net — 34
naumeHTa (25 XeHLwuH, 9 myxunH), 31-55 net — 30 nauu-
€HTOB (25 XeHLWuH, 5 Myx4uH). Ha BTOpom aTane nauu-
€HTbl OblNN PaHAOMU3NPOBaHbI METOLOM KOHBEPTOB Ha
2 rpynnbl neyeHus 60neBoro cuHapoma. Mpynnbl Oblnn
COMOCTaBMMbI MO BO3PACTY, KJIMHUYECKUM MPOSIBIIEHUAM

CI'MC n ncxogHbiM nokasatensiM KayecTBa >XM3HU, 4TO
nnnocTpupyet Tabnuua 1.

Mepeasa rpynna (n=32) nonyyana Tepanuio HecTe-
POUAHBIMM  NPOTUBOBOCMANIUTENBHBIMU  CPEACTBAMU
(HMBC), Bo 2-11 rpynne (n=32) npoBOAMINCE 3aHATUS Ne-
4ebHOM PUIKYNLTYPON — UBOMETPUYECKAs TMMHACTUKA U
obyyeHne NaunMeHToOB NPaBUIbHON MOAENN ABUXEHUS B
TeyeHne 12 Hepenb 3 pasa B Hepento. Komnnekc neyeb-
HoW uskynbTypbl (JIOK) (M30MeTpuyeckmnx ynpaxHe-
HWIA) COCTABNSANCA UHANBUAYANbHO ANA CO30aHUS U NOA-
AepXaHusa Cuibl N BbIHOCAMBOCTU MbILLULL, OKPYXaloLLMX
«npobnemMHble» OTAENbl CKeNneTa.

CTtaTucTmnyeckmin aHanns npoBOANIN METOLOM CpPaB-
HEeHMs 4YaCTOTbl BCTPEYaeMOCTU MPU3HAKOB N0 KPUTEPUIO
xu-kBagpat MNupcoHa, a Npu YacToTe CUMNTOMa MeHee
NATU Ha rpynny — no To4Homy kputepuio Puwiepa B npo-
rpamme Statistica 6.

Pe3ynbTaTtbl. Ha OCHOBaHUM NPOBEAEHHOIr0 aHanns3a
BCTPEYAEMOCTU KIMHUYECKMX CUMNTOMOB Y MALMEHTOB C
CI'MC pasnunyHoro Bo3pacTa Obln BbiIBNEHbI iBE Mpyn-
Nbl CUMNTOMOB (Tabn.2). NMepBas — 9T0 HaNU4Me ONUro-
apTpanrui (apTpanrun NPeEMMyLLECTBEHHO B KOJIEHHbIX
cycTaBax), gopcanrum, GubpomMmanrus, «xpycT» 1 LWen-
YykKK B cycTaBax. Bropas rpynna — nonvapTpanrum, nog-
BbIBMXU, BbINOT B cycTaBax. KnnuHuyeckne nposBneHuns B
nepBoOn rpynne NaunueHToB UMeNn NMPsaMyo KOPPEISLUnio
C BO3PaCTOM; BO BTOPOI — 06paTHYI0 KOPPEN[LMIO.

B 06€e1x BO3paCTHbIX Fpynnax npucyTCTBYIOT NaLMeH-
Thbl C 2 KIMHUYECKUMK CUMITOMaMu 1 6onee. To cBsI3a-
HO C TeM, YTO B KapTMHE NOopaxKeHnsi ONOpPHO-ABUraTEb-
Horo annapata npu CIMC B psaae cny4aeB HEBO3MOXHO
BblAENNTb BeAYyLMA KIMHUYECKMA CUMMTOM. Takas cu-
Tyauus aBnsieTca TUNUYHOW A NauVEeHTOB B BO3pacTe
30 neT n cTapuie, Koraa NPONCXOAUT HAKOMJIEHME Tepnn-
MbIX 40 9TOr0O MOMEHTA OLUYLLIEHWUA, U NAUVEHT Npeab-
aBNgeT komnnekc xanob. Kpome TOro, ¢ BO3pacTtom
HaKaMIMBAKTCS U CTAHOBATCHA KJIMHUYECKN 3HAYUMbIMU

Ta6bnanya 2
YacToTa KJIMHUYECKUX NPOSABJIEHUN NMopa>keHUs onopHo-ABUraTesibHOro annapara
y nayueHTtoB ¢ CF'MC B 3aBMCMMOCTHU OT BO3pacTa
. BoapacTHas kaTeropus, rogpi
KnuHunyecknini cumntom
16-30 net (n = 34) 31-55 net (n =30) p
Mpexoaawmii BLINOT B cycTaBax, % 2,7 0 0,032
PeumnaysupyoLime noasbIBUXM B cycTasax, % 4,5 1,6 0,022
OnuroapTpanruu, B TOM Y1C/e apTpanrum 51,5 68,5 0,030
B KOJIEHHbIX CycTaBax, % 19,7 35,2 0,0020
MonuvapTtpanrun, % 20,8 11,5 0,0003
dubpommnanrum, % 2,5 6,3 0,0007
Jopcanruu, % 32,8 51,8 0,022
«XpyCT», WENYKnN B cycTaBax, % 38,9 7,2 0,0004
2 KNINHMYECKNX cumnToma u 6onee, % 22,3 87,7 0,0023
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Ta6bsinya 3

AvHaMMuKa KJIMHUYECKUX NPOSIBJIEHUI NOpa)>eHUs ONOPHO-ABUraTesIbHOro annaparta y nauueHToB
c CrMC, nony4yaBLIKMX MeAUMKaMEHTO3HYIO Tepanuio (1 rpynna)
M HeMeAMKaMeHTO3HYI0 Koppekuuio (2 rpynna)

lMokazaTenb 1 rpynna (n=32) 2 rpynna (n=32) p
Bonu B kpynHbIx cycTaBax, % 2,6 21,4 0,0005
% Dopcanrun, % 1,6 14,2 0,023
g «XpyCT», LLENYKN B cycTaBax, % 23,1 13,3 0,15
Z | NogpebiBUXM cycTaBoB, % 2,82 0 0
BbInoT B cycTaBax, % 1,32 0 0,0004
. Bonu B kpynHbix cycTaBax, % 54 5 0,021
& | Aopcanrun, % 52 0 0
E';.’[ «XpyCT», LLEeNYKN B cycTaBax, % 23,1 0 0,023
N MoaBbiBUXN CYyCcTaBoOB, % 2,82 0 0,0007
BbinoT B cycTaBax, % 1,32 0 0,003

VIHBOJIIOTUBHbIE U3MEHEHMS, MPONCXOANT eCTeCTBEHHOE
CHUXEHME 3N1aCTUYHOCTM CBA304YHOr0 annaparTa, 4to, no-
BUAMMOMY, OObACHSET YMEHbLUEHWE YaCTOTbl NOABbLIBU-
XOB M MOCTTPaBMaTMYeCKOro BbinoTa B CTapLueln Bo3pac-
THOW rpynne. XoTs, HECOMHEHHO, NOC/ieHEE CBSA3aHO U
C BO3PAaCTHbIM U3MEHEHVEM NOBEAEHYECKOIrO CTEPEOTU-
na, CBOASLWMM K MUHUMYMY BO3MOXHOCTb TPaBMbl. [109-
TOMY ANns nauneHToB B Bo3pacTe 16-30 net xapakTepHo
ManoCUMMNTOMHOE, HEeOCNOoXHeHHoe TedeHne CIMC, a
B BO3pacTHoM kateropumn 31-55 neT noNMCMMNTOMHBbIE,
OCNIOXHEHHble BapuaHTbl CTMC.

BoneBble OWYyLLEHNS B KPYMHbIX cycTaBax (0/nro-,
noavapTpanrun) 4o Hadyana nedeHus 6ecnokonnam 81,9%
1 82,3% naumeHToB 1 1 2 rpynnbl COOTBETCTBEHHO (TAb.
1). Jopcanrum otmevanu 82% naumneHtoB 1 1 2 rpynn.
AHann3 ANHaMUKM KynmupoBaHUs KIMHUYECKUX CUMMTO-
MOB MOpPaXeHus ONOpPHO-ABUraTeNlbHOro annapara y na-
umneHToB ¢ CTMC npegncTtaBneH Ha Tabnuue 3. B TeueHue
nepson Hepgenn Ha ¢doHe Tepanuun HIMBC kynupoBaHune
6onein B cyctaBax otmetunun 97,4% 6onbHbIX 1 rpynnsbil.
3BaHaTtus JIOK npuBenn Kk yMeHbLUEHNIO/MCHE3HOBEHMIO
Gonen y 78,6% 3aHnmatowmxcs, B 58% cnydasax otme-
YEeHO YMEHbLLEHNE N NCHE3HOBEHME XPyCTa B CyCTaBax.
Bo BpeMsi 3aHATUIA He ObII0 BbIBUXOB W MOABLIBUXOB CYC-
TaBOB, pPeuManBOB TeHpoBarnHuTa. locne 12 Hepenb
3aHaTuii JIOK nonHoe kynupoBaHue G0JIEBOr0 CUHAPO-
Ma oTMe4eHo Yy 95% 3aHumatowmxca n'y 100% B rpynne

npuema HMNBC k KoHLy nepBon Hegenwu. [Nocne 12 Hegenb
3aHaTuii JIOK HM y ogHoro 3aHumatouierocss 6oneBoii
CYHOPOM He peuuauBupoBan. Yepe3 3 Hepenu noc-
ne npmuema HIMBC 6oneBoii CUHAPOM peuuavBMpPOBa
y 46% naumeHToB, NnpuHMaBLwux HMNBC, v HKU y ogHOro
npoaosxatouiero 3aHmmMmartbes JIPK.

AHanna 3ddPeKTMBHOCTN KynupoBaHus ©6ONEBOro
cuHppoma y naumeHToB ¢ CITMC B 3aBMCMMOCTU OT BO3-
pacTa n KJIMHNYEeCKOro BapuaHTa ero npossiaeHus (puc.)
nokasan, 4to 3aHaTusa JIOK 6onee adpdekTMBHO Kynu-
pytoT 60N1€eBOM CUMHAPOM Y NauMeHToB B Bo3pacTte 16-30
net (C ManoCUMNTOMHbIM, HEOCIOXKHEHHBIM BAPUAHTOM
CI'MC), 4TO, BEPOSTHO, CBSA3AHO HE TONbKO C yKpense-
HMEM MbILLEYHOr 0 Kapkaca, okpyatoLero npobnemMHble
CyCTaBbl 1 KOMMEHCUPYIOLLENO CBSA304HYIO CNaboCTb, HO
1 ¢ GOPMUPOBAHNEM B NPOLLECCE 3aHATUI Yy 3TOW KaTe-
ropun NauneHTOB NPAaBUJIbHOrO CTEPEOTMNA ABUXEHUS.

Y nauueHToB B Bo3dpacTe 30-55 net JIOK kynupyeTt
6oneBble OLLyLeHNss MeHee 3P dEKTUBHO, YTO OOBACHS-
€TCS MNOJIMCUMMNTOMHbIM KJTMHUYECKUM BapuaHTtoMm CITMC
C HaM4YMeM OCJIOXHEHUA N CTPYKTYPHOrO UCTOYHMKA
60511 — BOCNANNTENbHbIX Y LUCTPODUYECKMNX NUBMEHEHNIA
CYXOXWUbHO-CBA304YHOr0O annapara, KoTopble ¢ BO3pac-
TOM CT@HOBSITCS OYEBUAHBIM — KJIMHUYECKU U NHCTPY-
MEHTaNIbHO NOKaNN3yEMbIM.

Takum 06pa3om, MPoBeAEHHOE KOMIMJIEKCHOE W3Yy-
YeHune KIIMHUKO-DYHKLMOHabHbIX 0COBGEHHOCTEN NuL, C

CIMC po v nocne nposegeHus JIOK Harnaa-

90181,7582,1581,9 82,4

52,9 53

HO MOKasaso y HUX CYLLECTBEHHbIE MOJIOXMN-
TesibHble CABUMM B COCTOSIHUW 300PO0BbS, MO
OaHHbIM CYObEeKTUBHOIO U OOBLEKTUBHOMO
cTtatyca. BbiSiBIEHHbIE MONOXUTENbHO Ha-
npaBJieHHble U3MEHeHUs y 06cneaoBaHHbIX
naumeHToB ybeauTesibHO 4eMOHCTPUpPOBaun
3dPEKTUBHOCTb MpaBubHO Noao6paHHON
nevyebHoM GU3KYNLTYPLI B NpeaynpexaeHnn

8
S

£ ManocUMNTOMHBLIA
iT CTMC

20+ 12,3
1047 2,323 4,75

23,3 (16-30 neT)

B NONUCMMNTOMHBIA
sapuaHT CITMC
0,25 (31-55 ne)

OCNOXHEHHOro TedyeHmss CIMC. OduHamuky
cuMmnToMoB y naumeHTos ¢ CFTMC npu megu-
KaMEeHTO3HOW TakTKe BeAEHUNS HENb3S CUM-
TaTb YOOBAETBOPUTESNIBHOM, Tak Kak yepes 3
Hepenu nocne otmeHbl HMNBC 60neBoi cuH-
LPOM peunanBmMpoBan y BCex NauneHToB.

04l
Ao NevyeHna ao JAHATHIA necne noecne nocne nocne
HNBC nek NeYeHHA  3aHATHI oTMeEH! JAHATHI
HMBC nekK HMBC nekK
{vyepes 1 (4epes 1  (4epes 12 (vepesi2
1 3

A ] A ) A

O6GcyxpeHue. ManoCcMMNTOMHbIA He-
OCNIOXHEeHHbIW  BapuaHT CIMC xapakTe-
peH ana monoAabix naumeHtoB (8o 30 neT) n
npeacTaBneH Kakum-nmbo OOHUM U3 Bepdy-
LMX CUMMTOMOB — JOpPCaNrmen, onuro- Uam

Puc. BboipakeHHOCTb 60/1€eBOro cuHapoMa y nayumeHtos c CFMC
AO U Mocsie MEAUKAMEHTO3HOro U HeMeAMKaMEeHTO3HOro iIeYyeHus

B ABYX rpynnax 60sbHbIX.
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nonuapTpairmen MexaHM4eckoro uiam cme-
waHHoro putMa. Npuyem npm nonvapTpan-
rnax GakTop MexaHU4eCckom Harpysku nme-
eT Hebosblloe 3HavyeHre. MpoBoOLUPYIOLLM
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nonvapTpanrum GakTopomM MOryT 6biTb NMCUXO3MOLMO-
HaJsbHbI CTPECC, METEOYCIIOBMS, MEPEHECEHHOE OCTPOE
pecnupaTopHoe 3aboneBaHue. CyullecTBEHHOE 3Haue-
HVe B reHese nonvapTpanrumy nauveHtos ¢ CFTMC B Mmo-
N040M BO3paCTe MMEET COCTOSIHME NPONPUOLENTUBHON
YyBCTBUTENbHOCTM, HAPYLUEHME KOTOPOW BbINO NOKasaHo
npu CITMC [4]. OpToneaunyeckme aHoMmanum (ancnnasus
Ta306epeHHbIX CYCTaBOB, MPOAOJIbHOE U MOMepeyHoe
NIOCKOCTOMNNE) LOCTOBEPHO Yallle BCTPEeYalTCs y nuL, ¢
onuroapTpanruieckum sapnaHtom 'MC [9]. dopcanrun
BCTpeyatoTcsa y nauneHtoB ¢ CTMC B nto601i BO3pacTHOM
rpynne C¢ TeHOEHUWEN YBENNYEHUS 4aCcTOTbl C BO3pac-
TOM. OTO OTpa)xkaeT M3BECTHYI pPacnpOCTPaAHEHHOCTb
6oneii B cnnHe B nonynauum B uenom. OgHako ans CrMC
TUMWYHO PaHHEEe Ha4vano cumnTomatmku (y 1/3 nauymen-
ToB B rpynne 16-30 neT gopcanruuv yxe umenn MecTto),
He XxapakTepHOoe AJi OCTasbHOro 60NbLIMHCTBA, KOorga
nepBble ann3o0abl 0OTHOCATCS K Bo3pacTty 30-40 nerT.

OCNOXHEHHbIN MOMNCUMNTOMHbIN BapuUaHT — Koraa y
OJHOTO U TOrO e BOJIbHOr0 MMETCH ONINroapTPanruu,
Jopcanrny, OCHOXHEHHOE MJ0CKOCTONMe, MNPU3HaKu
BO3PACTHbIX [AereHepaTuBHbIX U3MEHEHUI B OKOJIOCYC-
TaBHbIX TKaHAX. B page cnyyaeB Tako CUMMTOMOKOM-
NNeKC KAVMHUYECKN W PEHTreHONOrMYeckn HeOTANYUM
OT 0CTeoapTpo3a. Bonpoc 0 B3aMMOOTHOLLEHUN MeXay
'MC 1 paHHMM O0CTE0apTPO30M ABNSETCH AUCKYyTabeb-
HbiM. C O4HOMN CTOPOHbLI, NoKadaHa cBa3b mexay MMC un
paHHUM oCcTeoapTpo3om [14], ¢ Apyroi, o6LENPUHATHIM
SIBJINETCS MHEHWE O CHUXEHHOM 0Obeme OBUXEHUI B
cycTaBax npu octeoaptpose. NoCBsLWEHHbIE 3TON NPO-
6nemMe MccnenoBaHUs BbIMOSHANUCE Kak OQHOMOMEHT-
Hble CKPMHUHIOBbIE, B CBA3M C 4EM HEBO3MOXHO CAenatb
3aKkIl04EHNE O MHOFONETHEN AVMHAMUKE KakK CTerneHwu
NOABMXHOCTM CYCTaBOB Y OTAEJIbHOMO WHAVBUAOYYMA,
TaK U HapacTaHun ANCTPODUYECKUX N3SMEHEHUN B CyC-
TaBax. B cBA3M C 3aKOHOMEPHbIM CHUXEHMEM MOABMXK-
HOCTM CYCTaBOB C BO3PaCTOM HEM3BECTHO, KakoBa Obina
NOABMXHOCTb CYCTaBOB Y KOHKPETHOrO NaLMeHTa c ocTe-
oapTpo3om 20-30 neT Ha3an. B aTom OTHOLWEHWM BbINn
Obl NHTEPECHbLIMU ONINTENbHbIE MPOCMNEKTMBHbIE HABM0-
nerHunsa nuy, ¢ TMC B permoHax ¢ Manon Mmurpaumnen Ha-
ceneHuns.

Taknm 06pasom, pasnnyHble BapuaHTbl KJIMHUYECKUMX
nposieneHnin CFMC B 3aBMCUMOCTK OT BO3pacTa npen-
nonaraloT AnddepeHUNpoBaHHbIi noaxon kK BblGopy
TakTUKM BeAeHus aTux OonbHbIX. B HacTosuiee Bpems
OTCYTCTBYIOT JaHHblE, CBUAETENLCTBYIOLME O BAUSHUN
MeOMKaMEeHTO3HbIX MpenapaTos, B YaCTHOCTU, Tak Ha3bl-
BAaeMbIX XOHAPOMPOTEKTOPOB, HAa CTPYKTYpy COEAVHU-
TENbHOW TKAHW U KNMHN4YecKne nposeneHus npu C, xotsa
TEOPETUYECKN Takasi BO3BMOXHOCTb CYLLLECTBYET.

Mcnonb3oeaHne HIMBC gns kynupoBaHus 60neBO-
ro CMHOpoma (apTpanruin) 4acto NPMBOLAUT K Pa3BUTUIO
HMBM-ractponaTtuin, peunamBy 60neBOro cuHapoma
nocrne OTMeHbI Npenapara u, kak cieacTBue, K HU3KOMY
KOMMNarHCy 1 0TKasy nauMeHToB OT nedyeHus. Noatomy
ocHoBy Tepanuu 'C cocTaBnAsiOT HEMeANKAMEHTO3Hble
MeToabl. CoBeTbl MO YyNYyYLIEHWIO COCTOSHUS NauMeHTa,
KynupoBaHuio 1 npodunakTnke 601eBoro cMHApoma 3a-
KJII0HAI0TCA B NPUBEAEHNMN K PABHOBECUIO BO3MOXHOCTEN
OMOPHO-ABUraTeNIbHOro annapara KOHKPEeTHOro nmua u
ero Gn3ny4ecKom HarpysKku.

BaXkHbIM yCNOBMEM yNyyLUEHUS COCTOSHUSA NauueHTa
c F'C aBnaeTcs cos3pgaHme 1 nogaepXxaHue cuibl U BbIHOC-
JIMBOCTU MbILLL,, OKPYXaKLWNX «NpobaeMHble» PErVMOHbI
ckeneta (KpymnHble CyCTaBbl, MO3BOHOYHUK). Pa3Butbie
MbILLbl B OMPeneNieHHON CTeneHn CrnocobHbl KOMMEH-
CMpOBaTb CBSA304YHYIO CnaboCTb, KOHTPONMPYs 06bemM
OBVXEHUN. B oTamnymne oT CBA30YHOrO annapara MblLLbl
OTBEYAIOT Ha PErynspHyo Gu3anyeckyio Harpysky yee-

NIMYEHNEM CUNbl U 0ObemMa. BbinonHeHne ynpaxHeHui,
NPy KOTOPbIX MNPOUCXOOUT 3HAYUTESIbHOE HanpsiXXeHune
MBbILLLL IPU OTCYTCTBUW UIN MUHUMAJTbHbBIX ABUXEHUSIX B
cycTaBax (M3o0MeTpuyeckas rumMHacTumka), aBnseTcs ag-
GEKTMBHBIM METOAOM YKPEMAEHUS MbILLL, MPU OrpaHn-
YEHHOM BO3MOXHOCTM naumeHTa nepeHocnTb puamnyec-
ke Harpysku. M3 gpyrux BuooB Gpu3nyeckom Harpysku
nosie3Ho rnjaeaHue nnu aspobuka B BoAe, roe Boaa ur-
paeT pofib NSOMETPUYECKON COCTaBASIOLLLEN, co3aaBas
COMPOTMBJIEHNE BbIMNONIHAEMbIM ABUXEHUSM. [donycTtun-
MbIMU ABJISIOTCA 3aHATUS B rpynnax WennuHra u rum-
HaCTUYEeCKUX 3anax Npu yCnoBuM 3HAKOMCTBA TPeHepa C
0C0BEHHOCTSIMM COCTOSIHUSA NauveHTa (BbINMOJIHEHUE OC-
HOBHbIX YNIPa>XXHEHUN B MOJIOXEHUN «J1iexa» N «cuas»). Na-
LMEHTY CnefyeT CTPEMUTBLCS OrpaHNYMBaTb amMnanuTyny
OBVXEHUI B CUMNTOMATUYHbBIX cycTaBax (kak npasuiio,
pas3rnbaHunsa) pamkaMn HOpPMbl. JlaHHbIA KOHTPOJSb MOT-
pebyeT BHa4yaie Co3HaTENbHbIX YCUINIA, KOTOPbIE B Aalb-
HelleM 3aKpennaTcs B NPMOOpPeTEHHOM cTepeoTune
OBVXXEHUN. YunTbiBas TOT GaKT, 4TO NaUUEHTbl C runep-
MOOUNIbHBIM CUHAPOMOM — ocobas kaTeropus 60JIbHbIX,
y koTopbix TMC coveTaeTcsl ¢ NpuU3HakaMu CUCTEMHOIO
yyacTus COeANHUTENbHOM TKaHW, akTyasibHbIM ABNSETCS
KOMMJIEKCHas nporpamMmmMa peabunutauuu, BkaovaroLas
HEMEANKAMEHTO3Hble MPUHLLUMbI KOPPEKLNK, OCOOEHHO
y NaLMeHTOB MONIOAO0ro BO3pacTa C ManoCUMMTOMHbIMY
HeoCnoXxHeHHbIMn dopmamu CITMC.

BbiBOAbI

1.  Ona monogbix naumeHtoB (16-30 net) xapak-
TEPEH MaANOCUMMATOMHbBIA, HEOCNIOXHEHHbI BapuaHT
CIrMC. Onsa naumeHTtoB ctapwe 30 neT TUNUYeH Nonu-
CUMMTOMHBI/ 1 OCNOXHEHHbIN BapUaHT TEeYEeHUs, OTpa-
XaloLwmm npucoeauHeHne oucTpodnyeckux M3SMeHeHnm
OMOpPHO-ABMUraTeNbHOro annapara npu NOCTOSHHOW MUK-
poTpaBMaTM3aunu TKaHE CcycTaBa B YCNOBUSAX runep-
MOOUIBHOCTU U FeHeTU4YecKown «cnabocTu» coeauHu-
TeNbHOTKAHHbIX CTPYKTYP.

2. JNI®OK kynupyeT 60neBoil CUHAPOM MNpu Masno-
CUMMTOMHOM HEOCNoXHeHHOM TedyeHun CITMC B 82,2%
cnyyaes, a B rpynne nauueHtoB 16-30 net — B 77,2%
cnydaeB 6e3 No6o4HbIX 9P PeKTOB, 6osiee HAAEXHO, YEM
npumMeHeHue HIMBC.

3. JI®OK 6onee ObICTPO KynupyeT 60neBoi CUHA-
pOM y nauuMeHToB B Bo3pacTe 16-30 neT no cpaBHEHMUIO C
rpynnon 30-55 net. B Bo3pacTtHowm rpynne 30-55 net npun
NOIMCUMMATOMHOM OCJIOKHEHHOM TEYEeHUU A5 Kynupo-
BaHus 6onesoro cuHapoma JIOK Heobxoavmo npume-
HATb ONINTENbHEE.

4. Mpwn CIrMC saHatusa JIOK n popmmpoBaHue npa-
BUJIbHOM MOJENN ABUMXEHUS HEOOXOAMMO HauyMHaTb Kak
MOXHO paHblle. HemeankaMeHTO3Has TakTKa BeaeHuUs
naumeHToB ¢ CFMC goCcTOBEPHO yNy4LLIAeT nx caMo4yBC-
TBME, a TaKXe NpeaynpexaaeT OCNOXHEHHOE Te4YeHMe.

AuTepaTtypa

1. BeneHbknii, A.l TeHepannaoBaHHasa rMnepMobUIbLHOCTb
CYCTaBOB U Apyrne COeAMHUTENIbHO-TKaHHblE CUHAPOMbI
(0630p) / A.l. beneHbkunii // HayyHo—nNpakTuyeckas pes-
martonorus. — 2001. — Ne 4. — C. 40-48.

2. BeneHbkuin, A.T. TMnepmMobUIbLHOCTL CYyCTaBOB U FTMNEepMOo-
OUIbHBIN CUHAPOM: PACNPOCTPAHEHHOCTb U KJIMHUKO-UHC-
TpyMeHTasbHas xapakTepucTtuka : aBtopedepar amcc. ...
n-pamen. Hayk / A.l. BeneHnbknii. — Mockea, 2004.—- 51c.

3. BukTopoBa, W.A. KnuHuko-6noxmmmyeckas guarHoctmka
OUCNNasny CoOeauHUTENbHON TKaHW: OUC. ... KaHA4. MeA.
Hayk / N.A. BuktopoBa. — Omck, 1993.

4. Tpexem, P. lunepmobunsHocTb cyctaBoB — 100 net nocne
YepHory6oBa / P. [pexem // Tep. apx. — 1992. — T. 64, Ne 5.
- C. 103-105.

5. 3emuosckuin, 3.B. CoeauHUTENbHOTKAHHbIE AMCNNa3nmn
cepaua / 3.B. 3emuosckuin. — Cl6.: Monutekc, 1998. — 96 c.

111



[l _AVCNAA3MA COEAMHUTEAbLHOW TKAHU

6. KapypwuHa, T.V. HacnepcTeBeHHble KonnareHonatum: Knm-
HMKa, OMarHocTuka, nevyeHune, gmucnaHcepusaums / T.W.
KapypuHa.— CMN6.: Hesckuii auanexT, 2000. — 270 c.

7. Akosnes, B.M. KnaccndunkaumnoHHas KOHLENUMSA Hacnenc-
TBEHHOW Aucnnasum coeanHnTenbHom Tkanm / B.M. AkoB-
nes, "N. Heuaesa // OMCkuin Hay4Hbllh BECTHUK. — 2001.
—Ne 16. - C. 68-70.

8. Beighton, P.H., Grahame R., Bird H.A. Hypermobility of
joints / P.H. Beighton. — edn.3. — London.: Springer-Verlag,
1999. - 380 p.

9. Grahame, R. The British Society for Rheumatology Special
Interest Group on Heritable Disorders of Connective Tis-

sue Criteria for the Benign Joint Hypermobility Syndrome.
The Revised (Brighton 1998) Criteria for the Diagnosis of
the BJHS / R. Grahame, H.A. Bird, A. Child [et al.] // J.
Rheumatol. - 2000. — Vol. 27. - P. 1777-1779.

10. Grahame, R. Heritable disorders of connective tissue /
R. Grahame // Best Pract. Res. Clin. Rheumatol. — 2000.
—Vol. 14. - P. 345-361.

11.  Grahame, R. Haw often, when and how does joint hyper-
mobility lead to osteoarthritis? / R. Grahame // Br. J. Rheu-
matol. — 1989. - Vol. 28. - P. 320.

12. Grahame, R. Pain, distress and joint hyperlaxity // Joint,
Bone, Spine 2000. — Vol. 67. — P. 157-164.

OCOBEHHOCTU BEAEHUS NALLUEHTOB
C CUHAPOMOM TMNEPMOBUABHOCTHU
CYCTABOB

MU.A. BUKTOPOBA, E.IO. COAAATOBA,
N.I. KAAULLKAS, A.M. KOPABAEBA,
C.I. CYBOPOBA, E.O. TPULLAU, X.K. CYAEEBA

OPDEKTMBHOCTb MEANKAMEHTO3HON U HEMEAUKAMEHTO3-
HOW TaKTUKW NleYeHns rmnepMobunbHOro CMHAPoOMa OLEeHMBa-
nny 64 naumeHToB (53 MyX4nH, 11 XeHwuH) B Bo3pacTte 16-55
ner.

YCTaHOBMEHO, YTO MPY MaNIOCUMNTOMHOM, HEOCJTOXHEHHOM
TeyeHun cuHapoma runepmobunsHocTun cyctasoB (CIMC), 60-
iee xapakTepHOM Ans Monoabix naumeHToB (16-30 net), JIOK
KynupyeTt 6051eBoii cuHApPoM Bonee BbICTPO, YHeM B BO3PACTHOM
rpynne 30-55 neT ¢ TMNnYHbIM AN HEE NOANCUMNTOMHbBIM U OC-
JIOXKHEHHbIM BapuaHTOM TeveHus. B cTapluei Bo3pacTHOM rpyn-
ne CI'MC neuebHyio Gu3KynsTypy A5 KynupoBaHus 601eBOro
CUHApPOMa HEOBXOAMMO NPUMEHATL ANuTenbHee. PekomeHpo-
BaHO Kak MOXHO 6osiee paHHee npumeHeHue JIOK n popmmpo-
BaHMA NPaBWJIbHOM MOAENU ABMXeHMs y naumeHTosB ¢ CTMC.

KnioueBblie cnoBa: CUHAPOM rMnepMobunbHOCTU cycTa-
BOB, BapuaHTbl TEYEHMs, BO3PaACT, HEMeANKaMEHTO3HOE Jlieye-
Hue
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FEATURES OF CONDUCTING PATIENTS WITH
THE JOINTS HYPERMOBILITY SYNDROME

VIKTOROVA |.A., SOLDATOVAE. YU.,
KALITSKAYA I.G., KORABLEVA L.M.,
SUVOROVA §.G., GRITSAY E.O.,
SULEYEVA ZH.K.

Efficiency of medicamentous and nonmedicamentous tac-
tics of treatment of hypermobile syndrome was estimated in 64
patients (53 men, 11 women) at the age of 16-55.

It is established, that at microsymptomic, noncomplicated
course of joints hypermobility syndrome (JHMS), more char-
acteristic for young patients at the age of 16-30. Physiotherapy
exercises stop a painful syndrome more quickly, than in the age
group of 30-55 with typical for it polysymptomic and compli-
cated course variant. In senior age group with JHMS the physi-
otherapy exercises for controlling a painful syndrome is neces-
sary to apply longer. It is recommended earlier application of
physiotherapy exercises and formation of correct movement
model in patients with JHMS.

Key words: joints hypermobility syndrome, variants of
course, age, nonmedicamentous treatment



] "PABUAA OPOPMAEHMUS CTATEN

XKypHan «MeanumHckunii BecTHuk CeBepHoro Kaekasa» npu-
HUMAaET K NybnvKaLmm cTatby No BCEM MEAMLIMHCKUM crieumanb-
HOCTSIM.

B xypHane nybnukytoTcs nepefoBblie CTaTby, OPUrnMHabHbIE
vccnenoBaHus (B pasaenax «KnuHnyeckne nccnenosaHus», «Co-
LmanbHas MeguumHa U opraHn3aLms 30paBooxpaHeHns», «Jlabo-
paTopHble 1 3KCMepuMeHTasbHbIe UccnenoBaHus», «Papmaums
n dapmakonorus»), o63opbl, nekumm (B pasgene «B nomoulp
NpakTU4eCcKoMy Bpayy»), KIMHNYeckne HabnoaeHus (3aMmeTkm n3
npakTnkn), MHOOPMALIMOHHbIE MaTepuarnbl, PeLEH3nn, NMcbMa B
penakuuio. MpeacTaBnseTcs MecTo Afis nyonvkaumii MoioabIx
Y4EHbIX (CTPaHUYKa MOJIOAOr0 YHEHOr 0), AMCKYCCUM, NyBGnnkauuii
Nno MCTOPUN MeAVLIMHBI, KpaTKmx coobLLeHniA, iobunees. Bce ma-
Tepuanbl PeLeH3npPYIOTCs 1 06CYXAATCS peaakLMOHHON Kosne-
rmen. PeLieH3npoBaHme ctatet aHOHUMHOE.

Crtatbsl, HabpaHHas B TekcToBOM pepaktope World, wpndTt
Times New Roman, 14, mexaycTpoyHblin nHtepsan 1,5 (B Tabnun-
LLlaX MEXAYCTPOUHbI MHTepBan 1), popmaTrpoBaHme Mo LWMpUHe,
06e3 NnepeHOCOoB 1 HyMepaLyMy CTPaHWLL, [0S1XXHa ObITb HanevyaTa-
Ha Ha 0QHOW CTOpPOHEe NncTa Bymarn pasmepom A4, nesoe none
30 MM, ocTanbHble - 20 MM. CTUIb cTaTby OOMXKEH ObiTh ACHBIM,
NIAaKOHUYHbBIM.

Pykonucb opuUruHanbHOM cTaTbM AOJDKHA BKAOYaTtb: 1)
YIK; 2) HasBaHue cTaTby (3arnaBHbiMu BykBamu); 3) nHMLMASbI
1 pamununio aBtopa (0B); 4) HAMMEHOBAHWE YHPEXOEHWS, IOE Bbl-
nonHeHa pabota, ropon; 5) BBeeHve; 6) MaTepuan 1 MeToabl; 7)
pesynsTaThl 1 06CyXaeHVEe (BO3MOXHO pasfesneHne Ha «Peayib-
TaTbl» N «O6CcyXaeHne»); 8) 3aknodeHre (BoeiBoabl); 9) Tabnunupl,
pucyHku; 10) noanucu K pucyHkam; 11) cnvcok nutepatypsl; 12)
pesiome; 13) kntoyeBble cnosa. NyHkTbl 2-5 NnomeLlalnTes Yepes
npo6en Mexay HAMU.

TekcT. Bo BBegeHun obasatenbHa GopMynnpoBka Lenn 1uc-
CIe[lOBaHNS C MOJIHBIM OTBETOM Ha BOMPOC: 4TO HEo6XOAMMO
M3Y4NTb (OLLEHUTB), Y Kaknx nuL, (60NbHbIX), Kakum Mmetogom. B
pasnene «Matepuan n MeToabl» 0653aTeNbHO yKa3biBaTb METO-
Opl cTatuctTuyeckon obpaboTku. Mpu U3NOXEHUN Pe3ynbTaToB
VCKMIOYNTb AyGNMpoBaHne AaHHbIX, MPUBEAEHHbIX B Tabnunuax,
OorpaHnyYmMBasiCb ynoMmHaHueMm Hanbonee BaxHbIx. [pu o6cyxae-
HUM HOBbIE 1 BaXHblE aCMEKTbl CBOEr0 UCCNef0BaHNs CONOCTaB-
NATb C AAHHBIMW OPYrvX uccneposarenei, He oyonvpys ceene-
HWS U3 BBEEHUS U AaHHble padaena «Pe3ynbraThl». Ob6s3aTensHa
paclwmdpoBka abobpeBmaTyp npu NepeoM yroMnHaHuM CrioBa B
TekcTe. He cnenyeT npyMeHsATb COKpaLLeHs B Ha3BaHMAX CTaTbu.
B HanucaHum 4MCcnoBbIX 3HaYEHN AeCATbIe 40NN OTAENSI0TCA OT
LLeNIoro Yncna 3ansiton, a He TO4KOM.

Ta6Gnuubl, pucyHku (unnmoctpaumm). Kaxnas tabnvua ne-
yaTaeTCcs Ha oTaenbHow cTpaHuue B dopmarte RTF, nonxHa
VMEeTb Ha3BaHWe W MOPSAKOBLIA HOMEpP (B BEPXHEW YacTtu Tab-
nvubl). B cHockax ykasbiBaTb CTaTUCTUHECKME METOAblI OLLEHKM
BapnabenbHOCTM AaHHbIX M OOCTOBEPHOCTU pasnuyuii. MecTto
B TEKCTe, rae OoJiKHA OblTb MoMeLleHa Tabnnua Unn PUCYHOK,
ob03HavaeTcs Ha nose cnesa KBaApaToM C ykasaHeM B HEM HO-
Mepa Tabnuupl unn pucyHka. Konmyectso tabnui, 1 pUCyHKOB B
cTaTbe 0ObIYHO B CYyMME He O0MKHO OblTh 6onee 3. [laHHble pu-
CYHKOB He [J0JIKHbI MOBTOPSATL MaTepuans Tabnuu,. Mnmoctpaumm
(4epHO-6enble) NPeacTaBnsiOTCA B 2-X 9K3emnnspax (C obssa-
TENbHOV NOAMUCLIO N yKa3aHMEM HOMEPA PUCYHKA) B 9IEKTPOH-
HOM BMAe NpuioxeHnem otaensHbiMmn dannamu B popmarte TIFF
(pacwmpenue gnsa PC - * tif) unu JPEG ¢ MMHUManbHon komnpec-
cuen (pacmpenne *.jpg) B HaTypasbHYl0 BENNYMHY C pacLumpe-
Huem 300 ppi (Tovek Ha arnm). PUCYHKN B BUAE BHEOPEHHbLIX B
World’95/97 daiinoB He npuHuMatoTcs!

Cnucok nutepaTtypbl Me4YaTaeTcs Ha OTAENIbHOM JIUCTe
(nucTax) yepes 1,5 nHTepeana. Bce untnpyemblie paboTbl nome-
waoTcs no andasuTy: BHaYane Ha PyCCKOM, 3aTeM Ha MHOCTPaH-
HbIX 3blkax. KonnmyecTso nurepaTypHbIX NCTOYHUKOB HE OOIKHO
npesbiwaTe 20 4na opurvHanbHbix ctaten n 50 - ona 063opos.
JlonyckaeTcs (3a UCKIIloYeHMEeM 0COoObIX Clly4yaeB) LUMTMPOBaAHME
nMTEpaTypbl TONBKO NOCNegHUX 5-7 NeT BbiNycka, HE PEKOMEH-
ayeTcs UMTUPOBaTh auccepTtaumn (ToNbko aBTopedepatbl). brnb-
nuorpadust fomkHa 6biTb OTKPLITON (C MOAHBIM UUTUPOBAHUEM
paboTbl, B TOM 4uMcsie ee Has3BaHus). Bubnunorpaduryeckoe onu-
caH1e NCTOYHMKA OOMMKHO MPOBOAUTHLCS B CTPOrOM COOTBETCTBUM
¢ MOCT 7.1 - 2003. (CtaTtbu xypHanos: MeaHoB, A.O. ucnnasus
coegvHuTensHo Tkanu y geten / A.O. MeaHos, C.H. LanbHoBa
// Bonpockl coBpemeHHol neagmatpum. - 2003. - Ne 5. - C. 61-67.
Cratby 13 cbopHukoB: MBaHoB, J1.0. K Bonpocy o Bo3pacTHOM

passutunm cocynos / J1.0. NeaHoB // C6. Hay4H. TP. / AKTyasbHble
npo6nemMbl Mmopdonorun. - KpacHosipck, 2005. - C. 45-46. lop-
nees, B.A. KposeHocHoe pycno cepaua / B.A. Topaees. - dpoc-
naenb, 1997. - 150 c.)

B TekcTe cTatbn 6ubnvorpadumyeckme cebiiku AaloTcs apab-
ckuMu Ldpamm B KBapaTHbIX CKOOKaXx.

Pesiome Ha pycckom §3blke (Aasi Mocnenylowero nepeBo-
[a Ha aHmuinckuii) o6bemoM He 6onee 200 crnoB nevaTaeTcs Ha
OTAENbHON CTPaHWLLE 1 BKIIIOYAET HAa3BaHUE cTaTby, pamMunmm u
VHULUManbl aBTOpOB, Lefb UCCNeaoBaHns, Matepuan n Metoapl,
pesynbTathl, 3akayeHre. Ha aTol xe cTpaHuue nomMeLLaTcs
K/oYeBble crioBa (He 6ornee 8).

O6beM OpuUrMHanbHOW cTaTbW, Kak MPaBWUNIO, OOJSIKEH CO-
CTaBnATb 6 - 8 cTpaHuL, KIIMHUYECKUX HabNoaeHWI (3aMeToK 13
npakTukun) - 3 - 4 cTpaHuLbl, 0630p0B 1 nekumin - 10-12 cTpaHuy,
(6e3 Tabnuu, pUCYHKOB, Cnvcka nuTepaTtypbl U pe3toMe), KpaT-
KMX COOOLLEeHNA (nyOnukaums NPUOPUTETHON Hay4yHOM MHDOP-
maumn) - 1 - 2 cTpaHuLbl.

B paspene «CtpaHuyka MONOOOro y4eHOro» MomeLLaloTcst
martepuasbl aBTopoB B Bo3pacTe Ao 30 neT (6e3 coaBTopoB), He
VIMEIOLLIMX YHEHOW CTEMEHN (B C/ly4ae BbICOKOrO Hay4HOrO YPOBHS
npeacTaBasseMbix paboT).

B penakumio HanpaBnsieTcs 2 9Kk3eMnaspa ctatby 1 ee Bapu-
aHT (NOANMCAaHHbIN) HA MarHUTHOM HOCUTENE C Ha3BaHueM daiina
no damunmm nepeoro astopa. Mainbl Ha MarHUTHOM HocuTene
npenocTtaensioTca Ha auckete 3,5” (1,44 M) unu CD-gucke (CD-
RW, DVD) Tonbko B popmate RTF. Bo nsbexaHune He packpbITis
dalina xenartenbHO Ha guckeTe caenatb gupektopuio «COPIl» 1
3anucaTtb CTaTblo BMECTe C pe3loMe NMOBTOPHO. K ctaTbe OonmxX-
HO ObITb MPUIOXEHO OPULMANBHOE HaNpaB/iEHNE YYPEXOAEHNS,
B KOTOPOM BbINOJSIHEHA paboTa (3a UCKIYEHNEM COTPYOHUKOB
CT1CMA). Ha nepBoli cTpaHuLe 0OHOM0 U3 pacrnevyaTaHHbIX 3K3eM-
NASPOB A0KHA ObITh BU3a «B MeYaTb» U NOANUCH PYKOBOOAUTENS,
3aBepeHHast Kpyrol nevatbio yypexaeHus. Ha aTom e ak3emr-
nsipe cTaTby (B KOHLE TEKCTA, Nepen CnMCKOM nTepaTypbl) LOMK-
Hbl ObITb NOAMNNCY BCEX aBTOPOB, aapec, Homep TenedoHa, dpak-
ca 1 afpec 3NeKTPOHHOW NMOYTbl OAHOMO N3 HUX, OTBETCTBEHHOIO
3a KOHTaKkTbl C pepakunen. bes anekTpoHHOM BepcUn PyKOnucKu
1 3NEKTPOHHOrO agpeca OTBETCTBEHHOIO aBTopa Marepuasbl He
paccmaTtpuBaroTcs.

Moanucun aBTOPOB NOJ, CTaTbel 03HaYalT cornacue Ha nyo-
NINKALMIO HA YCNOBUSX pefakumn, rapaHTuio asTopamu npae Ha
OpUIrMHaNBLHOCTb MHMOPMauun, CcobNoaeHNE OBLLENPUHATBIX
NPaBOBbIX HOPM B MCCIEA0BATENbCKOM MPOLECCE U Coracune Ha
nepenayy BCex NpaB Ha U3LaHMe 1 NepeBobl CTaTby peaakumm
XypHana «MeguumHcknin BecTHUK CeBepHoro Kaskasa».

CraTby AOMKHbI ObITh TLWATENBHO OTPEAAKTMPOBAHbI U BbiBE-
peHbl aBTOpoM. Pepakums octaBnseT 3a co60i NpaBo cokpallaTth
1 pefakTMpoBaTh NpUciaHHble cTaTbn. He gonyckaeTcs Hanpas-
JIeHNe B pefakumio paboT, HanevyaTaHHbIX B APYrMX U3AAHUSX Un
y>Xe NPeACTaBAEHHbIX HA PACCMOTPEHME B Apyrme peaakumn. As-
TOpbl cTaten, 0POPMIEHHbIX HE B COOTBETCTBUM C YKa3aHHbIMMU
npasunamu, a Takke He MPUHATLIX K NyGanKauum 13BeLLaoTes.
Pykonucu He Bo3BpalLatoTcs. ABTOpaM OnybMKoBaHHbIX paboT
BbICbINIAETCS AKIEMMISP XypHana.

CraTby NpUYHUMAOTCS K MyGAMKaumm TONbKO MPU  HaNN4nm
OJHOW BHYTPEHHEN PeLeH31m AN MIHOrOPOAHNX aBTOPOB U OOHON
BHELLHEW peLeH3un gna nybnnkaumin na r. CtaBponons.

My6nvkaumm B XxypHane nnaTtHble, coctasnsoT 100 pybneii 3a
Kaxk[yHo MOJIHYIO (HEMOJIHYI0) CTpaHuLuy Tekcta dopmata A4. MNy6-
nvKaumm MaTepuasnoB B CTPaHMYKe MOJSIOLOrO Y4EHOrO OCYLLECT-
BRsilOTCA GecnnatHo. Ha cTpaHuuax xypHana npegnonaraetcs
pasmeLLeHne pekiaMbl O MEAMLIMHCKNX N 0300POBUTENbHBIX OP-
raHM3aumsx, CBEAEHUS O NEKAapPCTBEHHbIX NpernapaTax, N3nenmnsx
MELNLINHCKON TEXHUKN.

CTaTby C 9/1IEKTPOHHBIM HOCUTENIEM HamnpaessATb MO aapecy:
355017, CtaBpononb, yn. Mupa, 310, MeguumHckas akagemus,
penakuus xypHana “MeamumHckunii BecTHUK CeBepHoro Kaeka-
3a». KoHTakTHble TenedoHbl: (8652) 35-25-14 (HayyHas 4acTb).
dakc: (8652) 35-25-14. E-mail: medvestnik@stgma.ru. OteeTc-
TBEHHbIN cekpeTapb peaakuum npodeccop KopobkeeB Anek-
caHap AHaToONbLEBMM.

Ten.: (8652) 35-32-29.

Mo Bonpocam pa3meLLeHNs pekiambl U NPUOBPETEHUS XYp-
Hana obpallaTbCs K OTBETCTBEHHOMY pefakTopy 3acyxuHol Ta-
TbsiHe AHOpEEBHe.

Ten.: (8652) 35-32-29.

BnoxwuTe B KOHBEPT CO CTaTbei NOYTOBYIO OTKPLITKY A4S U3BELUEHUS O NPUHATUN MaTepuana K ny6ankaumm, Ha KOTopoi ykaxuTe Baw aagpec,
damunuio, umsa otyecTBo. Ha 060poTe OTKPLITKM YKaXMTe Ha3BaHue cTaTbn U pamunumn asTopoB. Onnata NPou3BoAUTCS Nocre U3BeLLeHus o ny6-
nukauum. Kcepokonuio KBuTaHUUM 06 onnarte OoTNpaBbTe B PeAakumio XypHana. Hawm pekeuautbl. HaumeHoBaHue nony4yarens nnatexa: Otae-
nexHue no r. Craepononio YOK no Craepononbckomy kpato, FOY BMO CtTMA Pocaapaea n/c 06061162310; MHH 2633003556; KIMM 263501001;
p/c 405 0381 000 000 1000 132; BUK 040702001. Bank nony4atens: NPKL, 'Y BaHka Poccum no CtaBpononbckomy Kpato, r. Crapononb. Haume-
HoBaHue nnatexa: (06130201010010000130) Onnarta 3a U3paHMe Hay4yHO-MeTOAUYEeCcKOW npoaykuum n. 4 Paspewenus Ne 84 ot 15.04.2005r.

OTtneyataHo B Tunorpacdumn 000 «Buk — Mactep». 355019 r. CtaBpononb, Np. HaaexanHckuii, 9
CpaHo B nevatb 01.08.2008 r. dopmart 60 x 84 1/8. NapHuTypa Pragmatica.
MeyaTb odpceTHas. Bymara menosaHHas. Tupax 500 ak3. 3akasd Ne
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