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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
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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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[l _AVCNAA3MA COEAMHUTEAbLHOW TKAHU

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.

AutepaTtypa

1. Anekcees, A.A. CuctemHas meagnumuHa (OT Yero nornbHeT
yenosevectBo?) / A.A. Anekcees, WN.C. JlapnoHoBa, H.A.
Oyanna. — M.: Sgutopuan YPCC, 2000. - 568 c.

2. Boromoneu, A.A. BeegeHne B y4eHME O KOHCTUTYLMAX U
onartesax / A.A. boromoneu,. — M., 1928. - 228 c.

3. KagypwuHa, T.N. HacnepcrteeHHble konnareHonatum / T.U.
KapypuHa. — CM6., 2000. — 271 c.

4. Cepos, B.B. CoenuHutenbHas TkaHb (pyHKUMOHaNbHasA
Mopdonorus n obwas natonorus) / B.B. Cepos, A.B. LLlex-
Tep. - M.: MegnuuHa, 1981. - 312 ¢.

5. LLlexoHuH, B.B. KonnareH I, I, IV, V TunoB n ¢pubpoHekTH
B BuonTatax Koxu 60JbHbIX CUHAPOMOM dnepca-LaHnoca
n cutis laxa / B.B. LUexoHuH, A.H. CemsauknHa, X.M. MakeeB
[ op.]// Apx. naton. — 1988. — Ne12. — C. 41-48.

6. Ahmad, N.N. A second mutation in the type Il procollagen
gene (COL2al) causing the Stickler syndrome (arthooph-
thalmalogy). Is also a premature termination codon / N.N.
Ahmad, D.M. McDonald — McGinn, E.H. Zackal [etal.] // Am.
J. Hum. Genet. — 1993. - Vol.52. - P. 39-45.

7. Arneson, M.A. Anew form of Elers-Danlos syndrome: fi-
bronectin corrects defective platelet function / M.A. Ar-
neson, D.E. Hammerschmidt, L.T. Furcht, R.A. King // JAMA.
—1980. — Vol. 244. — P. 144-147.

8. Beighton, P. Elers-Danlos syndromes: revised nosology,
Villefranche, 1997 / P. Beighton, A. De Paepe, B. Steimann
[etal.] //Am. J. Med. Genet. - 1998. - Vol. 77. - P. 31-37.

9. Kainulaiman K. Location on chromosome 15 of the gene
defect causing Marfan syndrome / K. Kainulaiman, L. Pulk-
kinen, A. Savolainen [etal.] //J. Med. — 1990. - Vol. 323. - P.
935-939.

10. McKusik, V.A. Mendelian inheritance in man / V.A. McKusik
// The Johns Hopkins Univ. Press. Baltimore, London, 1992.

11. Steimann, B. The Elers-Danlos syndrome. In: Royce P.M.,
Steimann B., eds. Connective tissue and is heritable disor-
ders: molecular, genetic and medical aspects / B. Steimann,
P.M. Royce, A. Superti-Furga // New York. — Wiley - Liss. -
1992. - P. 350-408.

12. Tamura, K. Abnormalilities in elastic fibers and other con-
nective tissue components of floppy mitral valve / K. Tamu-
ra, K. Fukunda, M. Ishizaki [et al.] // Amer. Heart. J. - 1995.
—-Vol.129. - P. 1149-1159.

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



