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pasBUTHE, U, YTO OCOOEHHO BAaXKHO, BIMATH Ha 3((EKTUBHOCTH Tepanuu. /o cux mop MHOrue
CTOPOHBI JaHHOH NPOOJIEMbI OCTAIOTCSI MAJIOU3Y4EHHBIMHU, B TOM YHUCIIE U PACIPOCTPAHEHHOCTb,
KoTopasi, ucxons u3 onpeaenenus JCT, 3aBucur ot knaccupukanuu u kpurepues JCT.

Cornacno kmaccuueckuM TpaaunusM, JCT (nar. dis — Hapymenue, plasia — pa3Burue)
MOKHO OTIPEJICITUTh CIICAYIONIHM 00pa3oM:

0 9TO HE CHHIPOM WJIH 3a00JIeBaHus, a matonorundeckoe cocrosinue CT;

)  00yCIOBJICHHOE TCHETHYECKU JIETEPMHHHUPOBAHHBIM HapymieHuem pa3sutusi CT B
AMOPHOHAIBHOM U TIOCTHATAIBHOM MEPHO/IAX;

0 MOp(hOJIOTHYECKON OCHOBOW KOTOPOTO SIBISIFOTCS JE€(PEKTHI CTPOSHUsS KOJUIareHa,
qame [V-VII Tumnos, koTopbie MPUBOIAT K U3MEHEHUSM BOJIOKHHCTBIX CTPYKTYP U OCHOBHOTO
Bemecta CT;

0 mpUBOJSIIEE K HAPYIICHUIO (DYHKIIMH TKAHEH U OPTraHoB;

[J  MOXET HE TOJHKO CHIDKATh KAa4eCTBO JKU3HH, BIHATh Ha XOJ WHTEPKYPPEHTHBIX
3a00JIeBaHUi, HO M COCTABJIATh HEOIaronpHsTHBIN IporHo3 [27, 28, 44].

Ha ceronns cymectByer Mopdonorudeckoe moareepxkacane JCT kak HaclIeCTBCHHBIC
U3MEHEHHUs B TEHaX, KOIUPYIOUIMX CHHTE3 M MPOCTPAHCTBEHHYIO OPTraHU3AlMI0 KOJIJIareHa,
CTPYKTYpPHBIX OEIKOBO-YTJICBOJHBIX KOMIUICKCOB, a TaKXe TeHHbIE Ne(eKThl (EepMEHTOB U
KO(aKTOpOB K HHUM, BEAYIIHME K H3MEHEHHUSIM CTPYKTYPbl KOJUIAr€HOBBIX, 3JIACTHUECKUX
(GuOpUIIL, TJIIMKOMPOTEUIOB, MPOTECOTIUKAHOB W (pubOpobiacToB. BiusHUE Ccpeasl mpu STOM
UTpaeT poib TPUTTEPHBIX (hakTOopoB. HekoTopkle ccneaoBaTeny JOMyCKalOT MaTOreHETHUECKOe
3HAQYCHHE TUIIOMAarHUEMHH, OCHOBBIBAsCh HA TOM, 4TO B 46,6—72,0 % nabmonenunii npu JCT
oOHapyxuBaeTcs Ne(ULUT MarHus B pa3jinuHbIX cyOcTpartax [28, 32].

Knaccupunupyemsie ¢opmber JICT ompenenstorcss TeHHbIM Ae()EKTOM M OYepuCHHOMH
KJIMHU4Yeckor cumnroMartuko. Ouu BriItoueHbl B MKB-10, B momynsmuu BCTpedaroTCs: PEIKo.
Hanpumep, cunapom Onepca-anno 1:100000, cunapom Mapdana 1:10000, He3aBepIeHHBIH
octeorene3 1:10000 [23]. Haubonee pacmpocTpaHEHHBIE AMCIUIACTUYECKHE CHUHAPOMBI U
¢enotunsr JICT xapakTepusyroTcss MOTUMOPPHU3MOM (EHOTHUINUYECKHMX M BUCIEPAIBbHBIX
NPU3HAKOB, MPEACTaBICHHBIX C pa3aM4HON yacToTod. OHM MOTYT MMETh HACJIEICTBEHHYIO
NOPUPOY WM BO3HUKATh B pe3ysibTaTe BO3JEHCTBUS pa3ivyHbIX (aKTOPOB B IMOPUOHAIBHBIN U
nocTHaTanbHbIN nepuosl. [lonnoprannocts nopaxkenus npu JICT obycnosnena tem, uro CT
IIPUCYTCTBYET BE3ZE, M, YTO HEMAJOBAXKHO, COUETAHUE AMCILNIACTUYECKUX M3MEHEHHH 3aBUCUT
OT CPOKOB (peTanbHOro pa3BUTHUS PA3IUYHBIX CTPYKTYP U THUIIOB U3MEHEHHBIX KOJUIAr€HOB.

B nenom nannble o pacnpoctpaHeHHOCTH JICT OTpBIBOYHBI UM HPOTHUBOPEUMBBI, YTO
00yCJIOBJICHO pPAa3HBIMH METOJOJIOTHYECKUMHU MOJAXOJaMU U KJIACCU(UKALUAMHU, KOTOPBIMU
nosib3oBanuchk uccinenoparenu. Knaccuduxamuu JCT noctpoeHs! 1o KoHCTaTanuu (EHOTHIIA,
no OasIbHOM cHucTeMe W MO BBIACIECHUIO ONpPENENEeHHbIX cHUHApoMoB. Kpurtepuu creneHu
BelpakeHHOCTH JICT BKIIOYAIOT COBOKYIHOCTH OajljioB, OMNpEAEIsIeMbIX Ha OCHOBAaHHUH
JUArHOCTHYECKON 3HAUMMOCTH OTJENbHBIX (DEHOTHIMMYECKUX U BUCIEPaIbHBIX MPU3HAKOB [24].
[Tpennoxxena knaccudukamus JJCT, koTopast BbIeIsIeT KOHKPETHbIE CUHAPOMBI (ACTEHUYECKUH,
BEepTEOpPOreHHbIN,  KJIAmaHHBIA,  COCYAMCTBIM,  TopakoauadparMaibHbId,  MBIIICYHBIH,
OpOHXOJIETOYHBIN, ApPUTMUYHBIN, CYCTaBHOM, BHCIEpPaIbHbIM, IeMOpparn4ecKuid, CHHIPOMBI
MATOJIOTUU 3PEHUSl U CTOIBI, HEBPOJOTUYECKUX HApYIIEHUH, MalbIX aHOMaJIHWM cepaua u ap.),
KKIBIH M3 KOTOPBIX BKJIOYaeT pAx cumnromoB. Koncraruposars Hannuue JCT MOXHO npu
BBIsIBJICHUH [ 15]:

0 6-8 u 6oxpmme mpusHako JICT;
0 mpuBJIEYCHHUE HE MeHee 2—3 pa3InYHbIX OPraHoB;



0 mabopaTopHOro moATBepkAeHUs HapymeHuss oomena CT (moBbilmIeHHE YpPOBHS
9KCKpELMHU TTIMKO3aMUHOIIMKAHOB M OKCUIIPOJIMHA);
0 daxra cemeirinoro HakoreHus npusnakos JCT.

Pacnpoctpanennocts  JICT cHawanma wM3yyasach IIyTEM BBISIBJICHHUS  OTIEJBHBIX
CHUMIITOMOB U OIPEAEIIsIach 4acToTon ot 8-9 no 26—-86 % [2, 7, 8, 28, 31, 39]. Hanpumep, y 94
% DIl MOJOAOTO BO3pacTa BCTPEYAIOTCS €IUHUYHBIC BHEIIHWE (DEHOTUIUYECKUE MPU3HAKH,
onnako npu auarHoctuke JICT mo miectu u Gojiee BHEIIHUX NMPU3HAKOB YaCTOTA BBISABIICHUS
JACT cumxaercsa 10 20-25 %, a KIMHUYECKAs 3HAUMMOCTh BBISBICHHBIX aHOMAJIUM BO3PACTAET

[13, 15].

PacripocTpaHEeHHOCTh aCTEHHYECKOTO THIA KOHCTUTYIIHMH OIPEICISICTCS YacTOTOM B
obmeit monyssiuuu 15,6 % [4].

Hau6onee wacro ICT nuarnoctupyercst mo maTojoruu ckenera — B 57-94 % ot Bcex
nuciutazuii. Hanbosee pacripoctpaneHHO# maTtosorueid siBisitorest kudockonnossl (70-80 %),
wiockoctonue (60,578 %), apaxuomaktunus (36 %), momas croma (16 %), runepkudos,
runepiaopaos (11-19 %), runepmoOunbHOCTE cycTaBoB (25-33 %), nonucerMmeHTapHble paHHUE
octeoxoHApo3bl (38 %). do 27-41 % nucrmasuii UMEIOT H30JIMPOBAHHBIE WM COUYETaHHBIC
YepEeIHO-JIUIEBbIE AaHOMAIIMH (Yallle acCUMMMETpPHUsi HOCOBOU meperopoaku — 33 %, auchyHKIms
BHCOYHO-HIDKHEUYETIOCTHOTO cycTaBa — 16 %) [5, 8, 9, 16, 34, 48, 50, 51].

[Maronorus xoxwu 3anuMaetr 10 18 % Bcex cimyuaeB nposiBienuid [ICT, B ocHOBHOM 3a
cuet rurnepanactuaHoctu Koxu (13-50 %), crpuii (8 %), TOHKOI U Jlerko panuMoit Koxu (6 %)

[9, 14].

[laTonmoruss MbIIIEYHON CHUCTEMBl OOBIYHO mposiBisieTca runoTpodueii (47 %),
runoronreit Meimn (33 %), nuactazom npsMeIx Mbiiin kuBoTa (31 %), abOMUHATBHBIMU U
BeHTpabHBIMHU Tpbikamu (3—-19,5 %) [9].

Hauunas ¢ 1987 rona, B knaccudukanuu 3a00aeBaHUN CEPACYHO-COCYIUCTON CUCTEMBI
Hero-MopKekoif  accolmamniy  KapAuoNoroB OBUIM  BBIICIEHbl CHHIPOM JHMCIIIACTHYECKOTO
cepama (Mayible aHOMAIWU CepAla), BKIIOYAIOUIMA Malyl0 aHEBPH3MY MEXIIPEICepaHON
MEPETOPOJIKH, MPOJIATIC MUTPATHLHOTO, TPEXCTBOPUYATOTO, A0OPTAIBHOTO KIIAMAHOB, ACUMMETPHIO
TPEXCTBOPYATOTO M AOPTAJBHOTO KJIAMAHOB, JIOKHBIE XOpJAbl JieBoro kemynouka (JIXJDK)
(InaroHanbHbBIE, TOTIEPEYHbIE, MHOXKECTBEHHBIE), AaHOMATIbHBIE TPAOEKYIBI JIEBOTO JKEITYJ0UKa U
np. Haubonee pacnpocTpaHeHHBIMU SIBISIFOTCSL Tposanc mutpanbHoro kiamaHa (IIMK) u
JIOKHBIE XOpAbl neBoro xenynouka (JIXJIK), yactota ux BBIABIEHUS B MOMYJISIIMN COCTABIISET
3-10 % (y >xeHImuH B 3 pa3a Jaiie, 4eM y MY>KYWH), IPAYEM B Bo3pacTe A0 12 jer koyednercs
ot 22,5 no 39-68.,9 % [10, 14, 46, 49]. IMer0TCsl STHUYECKHE PA3TUYUS B pACIIPOCTPAHEHHOCTH
[IMK — cpeau uepnokoxux xkuteneit CLLIA IIMK Bcrpeuaercs B 22,2 % ciydaeB. bonee nerkue
crenenn [IMK BcTpedaroTces yaiie, HampuMep, METpaIbHas PErypruTanus NepBoil CTENeHH MpU
[IMK nuarnoctupyercst y 16-20 %, Bropoii crenenu — B 7-10 % u Tperbeit ctenenu — B 3—-5 %

[10].

JIXJDK muarnoctupytores y 0,5-26 % naumentoB ¢ JJCT. Yame enunununsie JIXJDK
(61,6 %), mo aee JIXJIK Owuto BeIsIBIEHO y 15,6 %, Mo Tpu — Tonbko B 2,7 % ciygaes. [Ipu
3TOM HauboJiee pacmpocTpaHeHo mornepednoe pacnonoxenue JIXJDK (65,4 %), BaBoe pexe
BCTpeUaeTcsl [uaroHanbHoe, a mpoaoiabHoe pacnonoxenue JIXJDK BoigaBneno B 2,3 % cimyyaes.
HuTepecHo, uro ymmb B 21 % ciydaes JIXJDK He compoBoknaroTcsi Apyroil maToJIOTHEH CO
CTOPOHBHI cepaua, B 19 % ciydyaeB ObUIO BBISBIECHO JOIMOJHUTEIBHO PEBMAaTHUYECKOE MTOPAKEHUE
cepaua, Takxke B 19 % ciydaeB arepockiepoTuueckoe nopaxenue cepaua, y 12 % IIMK, y 5 %
nedeKT MexOKeTyJ0YKOBOM Neperopoaku, B 5 % kapauomuonaruei [14].



VY OGonpHBIX C paznuuHOW cTeneHbio BblpakeHHocTd J(CT, He3aBHCHMMO OT HamU4uus
[IMK, wHapymeHuss puTMa H TPOBOJUMOCTH (CHHYycCOBasi Opagukapiusi, TaxWUKapIus,
JpIXaTelIbHAsl apUTMMUSL, SKCTPACUCTOJINS, TAPOKCU3MalIbHAsl TaXUKapAusl, aTpUOBEHTPUKYJIIpHAs
Omokama 1-i m 2-H cremeHed, OJiokajma HOXKKHM Iydka [mca, MpPEeUMMYIIECTBEHHO IIPAaBOM,
ykopouyeHue uHTepBaiga PQ, ¢ulOpuuianus npencepauii) perucTpupyroTcss NpuMepHo B 65 %
ciryuyaeB. XKanoObl Ha nepebou B paboTe cep/ia u cepanedreHne npeabsaBisiior 42 % naunueHToB
¢ JACT, u3z Hux y 97 % HHCTpyMEHTalIbHO NOJTBEP)KIAIOTCA HApYLIEHHs puUTMa cepAala U
MPOBOAUMOCTH [22, 42].

O6nHapyxeHno usmeHenue aprepuanbHoro nasinenus (AJl) mpu JACT. Y momonbix i
qamie OTMEYAaeTCsi TUIOTOHMSA, C BO3pPacTOM — MpeodsiafaeT apTephalibHasi TUIEPTEH3HSL.
OnHO3HAYHBIX JAaHHBIX B JIMTEpaType IO 3TOMYy BOIIPOCY HaWTH He yaanoch. 1lo maHHBIM
cyrouHoro MmoHutopupoBanHuss AJl, y mun ¢ JCT ckpeiTyio apTepHallbHYIO THUIEPTEH3HIO
BbIABIAIOT Y 30-36,4 % nanuenTtos [35].

OcHoBHbIe TiposiBiieHUs cocyauctoro cunapoma JICT — Bapuko3Hast 00€3Hb U TEMOPPOI
— nuaroctupyrot y 6-23,5 u 40 % cootBercTBeHHO [47].

bonee uwem y tperm mun ¢ ACT (36-68 %) wmabmiomarorcs o(TanIbMOIOTHYECKHE
posiBIIEHUS, U3 KOTOpbIX 40 % 3aTparuBaroT TOJIBKO OpraH 3pEHMs], B YMCIO KOTOPBIX BXOJIUT U
MuoMNusi, KoTtopas oOHapyxkuBaeTcs y 38 % denoBedectBa, acturmMatusm (17 %), BBIBUX U
nozBbIBUX XpycTanuka (12 %) [9, 16].

[Ipu JCT wyacto oOHapy>XHBaeTCs TMATOJOTUS SKEIYyJAOYHO-KUIIEYHOTO TpakKTa.
Hapymienuss motopHoit ¢pynkuuu nocturaior 19,2 %, anomanuu sxeadHoro myssips — 35 %,
TUCKUHE3Uust KemuHoro my3eips — 11 %, ractponro3z — 10 % [9]. Co cropoHbl
MoueBblienuTenbHoi cuctembl JICT damne nposisnsiercss HedponTozom — B 9,1-20 % cimyuaes,
aHOMAJIMM CTPOCHHS TMoveKk oOHapyxkuBaroTcs y 11,6 % [9, 16]. Pexe JCT mposiBisiercs
MopakeHHeM OpOHXOJIETOYHOW cucTeMbl (6 %) B BUAE TPaxeoOpPOHXHAIBLHOM IUCKUHE3WH,
OpoHx03kTa30B, Tpaxeoopouxomamsauuu [16]. K mpossnenusm JCT co cTopoHsl HEpBHOU
CHCTEMbI OTHOCST CHHAPOM BEreToCcoCyaucToi nucronnu (68—87,0 %), murpens (19,7-50,4 %)

[9, 38].

Ocoboro BHuMaHus 3aciyxuBaioT coueranue cumntomoB JICT. Tak, ¢ KIMHHYECKOM
TOYKU 3peHHUs, 0c000€ BHUMaHME YIENAETCS apUTMHUSAM, KaK KU3HEYTPOXKAIOIIUM COCTOSHUSM,
pa3BuBawmuxcs Ha (GoHe Manmpix aHomanuii cepaua [14, 30, 37]. YcraHoBieHa q0CTOBEpHas
B3aMMOCBS3b MEXAY HaluuueM (UOPWILISALMU MPEICepAUHd U BBIPAXKEHHOCTHIO KIMHUYECKHX
nposinenuit JICT [45]. Hexotopble aBTOpbl OTHOCAT CHUHAPOM paHHEW penoisipu3aluu
JKEIY0YKOB K OJHOMY U3 KapauanbHbIX npusHakoB JICT, Tak kak oH yacto coueraercs ¢ [IMK
u JIXJDK [5]. OGHapyxeHne BapuKO3HOTO PACIIMPECHHs BEH HIDKHUX KOHEYHOCTEH y OOJIBHBIX C
MaJbIMH aHOMAIHAMHU cepiia coctasiser 4,8—12,9 %, a npu coderanun JIXJDK ¢ TIMK —
nocruraer 100 % [17, 36]. IIposBieHHs TeMOpparMyecKoro CUHAPOMa — PELUAMBHPYIOIINE
HOCOBbIE KpPOBOTEUYEHHS, OOMIIbHbIE MEHCTpyaJlbHbIE KPOBOTEUEHHS, JIETKOCTh 00pa3zoBaHUS
CUHSKOB, IOBBILIIECHHAs! KPOBOTOUMBOCTH JIECEH, JJIUTENbHASI KPOBOTOUMBOCTH IOCJE MOPE30B
KOXKHM M 3KCTpakuuu 3y06oB otmeuanu y 62,5 % mun ¢ IIMK. Cocynucteie HapylieHus B
KOHEYHOCTSIX, KOTOpbIE NPOSBIAIOTCA CHHIAPOMOM PeilHO M 0O0JEeBBIMH  OIIYLIECHHUSIMH,
obnapyxwuBatot y 68,8 % OompHBIX ¢ [IMK. Iloxonoganue m oHemMeHHE KHCTEH M CTOI MpHU
[IMK nabmionaercs pexxe — B 22,7 % ciyudaeB. PacnpocTpaHeHHOCTh TpaxeoOpOHXHATBLHOU
JUCKWHE3UH HapacTaeT MO Mepe YBEIMUYEHHUs KOJMWYECTBA M BBIPAKEHHOCTU MAaJIbIX aHOMAaJIUN
cepana: ot 50 % y 6onbubIX ¢ equaudHbIMU JIXJIK 10 80 % mpu coueTaHnn MHOKECTBEHHBIX
JIXJDK ¢ [IMK [36]. PaznuuHble HapylIeHUs KeJy10YHO-KUIIEYHOT O TPaKTa (HEA0CTaTOYHOCTh
KapAMK, aHOMAJIUU JKEIYHOTO Iy3bIps, JUCKUHE3UH JKEITYEBBIBOIALIMX ITYTEH, JOIMXOCUIMAa,
HapylieHus MoTopuku kumeyHuka) npu [IMK obGunapyxkensr B 57-69 % cmyudaeB [20].



Jlucronust oIHOM, Yarle mpaBoi, win obenx modek Habmomaercs y 27,2 % 6ompHBIX ¢ [IMK 1
CTEINEHHU, TPUYEM Yy TPETH OOJIBHBIX JUCTOIHUS COMPOBOXKIAET XPOHUUECKUN muernonedpur [12,
36, 40]. CkpbITy10 apTepuaIbHYIO THIEPTEH3UIO BRIABISIIOT y 36,4 % nun ¢ [IMK [7, 21, 35].

OcTaroTcsi OTKPBITBIME BOIPOCHI, TpeOyromue oTBeToB. Clenyer KOHCTaTHPOBaTh, YTO
yuenue o JICT B 3HaYMTEIBLHOM CTENEHM €lIe HAXOAUTCS Ha cTaauu onucanus. Mwmeercs
HEOOXOAMMOCTh CO3/IaHUS AJITOPUTMOB COCTaBJICHUS TMEPEYHs CHUMITOMOB, Ha OCHOBAaHUU
KOTOPBIX MOJKHO 3aroJI03pUTh KU3HEYTPOXKAIONIUE COCTOSHHS. OTO BaXHO B CBS3H C
YYACTUBIIMMHUCS CIy4asiMU BHE3AITHON CMEPTH MOJIPOCTKOB.

Takum oOpa3zom, mokazatenu pacnpocrpan€éHHoctd JICT  paznmuarorcs, 4TO
00yci0BI€HO pa3inyHbIM noaxoaoM Kk aumarHoctuke JICT. PacnpocTpaHeHHOCTh OTIENIBHBIX
BHEIIHUX (enotunuyeckux npuszHakoB JICT sBisercss H0OCTaTOYHO BBICOKOW, HO HE HECET
KJIIMHU4ECKOro 3HaueHus. [Ipu ucnonbp3oBaHUM B Ka4eCTBE NMArHOCTUYECKUX KPUTEPHEB 6—8 1
Oonbmie npusHakoB JICT wyactoTa BBISBIEHUS CHIDKAETCS, a KIMHUYECKas 3HAYMMOCTh
BBISBJICHHBIX ~aHOMaluil Bo3pacTaeT. MexIy YHCIOM BHEIIHUX (PEHOTHIIMYECKUX U
BucuepanpHbix mnposieiaeHuid JCT cymectByer mnpsimas B3auMocBsa3b. [loaTomy Hanuume
oIpeielIeHHON COBOKYNHOCTU eHoTunuyeckux nposisienuit ICT tpeGyeT neneHanpaBieHHOTo
MIOMCKA JUIs BBISIBIIEHUS BO3MOKHBIX HAPYLIEHUI BHYTPEHHUX OPraHOB Y JJAaHHOTO KOHTHUHIE€HTA
MAIEHTOB.
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PREVALENCE OF CONNECTIVE TISSUE
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The article provides an overview of the literature on the definition, etiology, classifications,
prevalence of connective tissue dysplasia. This review provides grounds for concluding that this
disease must be focused on.
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