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Beepnenne. [TocneonepanoHHble IPbDKY HepeHelt 6promiHoit creHky (I1T) mpencTas/sior Hanbonee akTyaabHYI0 IIpo6/1eMy B TepHUOIOTMY Ha CETORHAIIHMI
nenb. HecMOTps Ha MCIIO/Ib30BaHMe COBPEMEHHBIX METOMIUK, O/ PELUAMBOB IIO-IIPEXXHEMY BBICOKA M COCTAB/IAET OT 6,5 10 31 %. MHuorue uccnemobaTenmu
IIPeIIO/IaTaloT, YTO OFFHON M3 IIPUYMH CTOJIb BHICOKOTO IPOLIEHTA Pelii/yBa AB/IAIOTCA HApYIIeHNs B CTPOSHNM COSAMHUTEbHOI TKaHU U BCe 6oIbllie
BHMMAHMA /AT JUCIIasuy coegyHnTenbHol Tkanu (JCT).

Ilenb nccnegoBaHmsA. AKTyanu3ypoBaTh MHPOPMALIMIO O POV AUCIIA3MM COSAVHUTENbHOI TKaH! B GOPMIPOBAHNY I'PbDK IIePeHeN OPIOLIHOI CTEHKM.
Marepuaiisl 1 MeTOABI. BblT IpoBefieH 0630p BCeX ZOCTYIHBIX CTaTelt, omy6/mKoBanbx Ha PubMed, Cochrane u Elibrary Ha pycckoM 1 aHIIMIICKOM
A3BIKAX, COTIEPKAILNX KITI0YeBbIe CTI0BA: «KOJUIATEHOIIATINY, «FUCIUIA3Us», «IpbDKa», «HIICT», a TakKe MpoaHa/IM3MPOBaHbI PaOOTBI, BBLAB/LAIOLINE CBA3b
MEX[y MHAUBUAYaIbHBIMY OCOOEHHOCTAMY COENMHNUTENbHON TKAHM 1 PasBUTHEM IPbDK IepefHeil OPIONIHOI cTeHKI. Beero mpoaHanmmsuposaHo 125
JIMTePaTyYpPHbIX MCTOYHMKOB, B CIIVICOK JINTEPATYPhI BKIIOYEHO 35 Hanboree aKTyaIbHbIX U IUTHPYEMbIX.

Pesynbrarsl. B HacTosIee BpeMst HAKOIUIEH 3HAUNTEbHBI 06beM MHGOPMALINI O POV M3MEeHEHHOTO COOTHOIeHNs1 Ko/rareHa I/111 tuma B koxxe i aciusx
TiepefHeit OPIONIHOI CcTeHKM B pasButuu (peryayse) I1I. Anamms cymiecTByIoImX MeTozioB eHornmrdeckoit orenky HIICT mokasan npenmyIecTBo
metopuky H.I. JIysrunoit u B.A. IlIkypynus s 60mbHbIx I1I

BriBogsl. HeoOxonymb! fanbHevime uccregoBanus s onenkn Bty HICT kak Ha reHes III, Tak U Ha pe3y/IbTaThl XMPYPIUIECKOTO JIEYEHII,
C IpYMEHEHMEM Pa3/INIHbIX COBPEMEHHBIX METOMVK.
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Abstract

Introduction. Postoperative hernias of the anterior abdominal wall present the most urgent problem in herniology today. Despite the use of modern
techniques, the proportion of relapses is still high, ranging from 6,5 to 31 %. Many researchers suggest that one of the reasons for such a high recurrence rate
is disorders in the structure of connective tissue and more and more attention is being paid to connective tissue dysplasia.

The purpose of the study. To update information on the role of connective tissue dysplasia in the formation of hernias of the anterior abdominal wall.
Materials and methods. A review of all available articles published on PubMed, Cochrane and Elibrary in Russian and English, containing the keywords:
“collagenopathy", "dysplasia”, "hernia", was conducted, as well as analyzed works that have a logical connection between the individual characteristics of
connective tissue and the development of hernias of the anterior abdominal wall. A total of 125 literary sources were analyzed, 35 of the most relevant and
cited are included in the list of references

Results. Currently, a significant amount of information has been accumulated on the role of an altered type I/III collagen ratio in the skin and fascia of the
anterior abdominal wall in the development (recurrence) of hernias. The analysis of existing methods of phenotypic assessment of nonspecific connective
tissue dysplasia has shown the advantage of the technique of N.G. Luzgina and V.A. Shkurupiya for patients with postoperative hernias.

Conclusions. Further studies are needed to assess the effect of nonspecific connective tissue dysplasia on both the genesis of postoperative hernias and the
results of surgical treatment using various modern techniques.
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BBenenne

AxryanpHOCTD. IpBDKY TIepeHert OPIOLIHON CTEHKM — OJHO
M3 CaMBIX PAaCIIPOCTPAHEHHBIX B OOIIIElT IIOMY/IALI XUPYprude-
CKuX 3a60neBanmit. VI3BecTHO, 41O 3-4 % HaceneHusa PD 6onbHbI
rppDKaMy pasnuyHoi nokanusanuu [1]. [ocmeoneparioHHble
rpsoKu HepenHert OpronrHoit crenky (I1T) mpepcrasisiior Hanboee
aKTYa/IbHYIO r[p0671eMy B F€pHIOJIOTMN Ha CETONHAIIHNN JEHb.

[Inpokoe BHefpeHMe TAIaPOCKOIINM U MCIIO/Ib30BAHME CETYA-
TBIX NpOTe30B B xupyprum [II' ymydmmio pesynbrarsl nedeHns,
HO JIO/IA PeNVVBOB IO-TIPEKHEMY BBICOKA M COCTAB/IAET OT 6,5
10 31 % B 3aBMCUMOCTH OT IIPUMeEHsIEMOIT MeToauKH [2, 3]. MHo-
TVe VICCIEOBATENN MIPEAIIONATAI0T, YTO OFHON U3 IPUYNH CTOTIb
BBICOKOT'O HpOHeHTa peIH/IIH/IBa ABIAKTCA HapyI_HeHI/IH B CTPOCHI/H/I
COCHMHMTQHBHOﬁ TKaHU " BCe 60711)1].[6 BHVIMaHUA yIIeIIHIOT KO-
JIar€HOoIIaTAM, XapaKTeprIM 1A OVICIDIA3UN COeHI/IHI/ITeHhHOI/"I
tkanu (ICT) [4, 5, 6, 7, 8].

MCTOPI/I}I U3y4eHnA DUcCIaa3numn COCJII/IHI/ITCIII)HOi[ TKaHU

[Tpo6ema aToMOTMy COEAMHNTENBHOI TKAHY BbI3bIBAET MH-
Tepec y y4eHbIX ellle ¢ KoHna XIX Bexa. B 1892 r. npo¢. Yepro-
ry6oB A.H. BbissBII 1 omyican y 17-/1eTHero ImofgpocTKa CUHAPOM
«pa30oNTaHHOCTU» CYCTaBOB C YaCThIM (pOpMUpOBaHUEM Of-
BBIBIXOB (CHHAPOM I'MIEePMOOMIBHOCTY CYCTaBOB), C TMIIEpI/Ia-
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CTUYHOCTBIO U TOBBIIIEHHO) PAHMMOCTBIO KOXI. UyTh mo3xKe,
B Havare XX B., iepmarosnoru Ehlers E. u Danlos H.A. go6asumn
K BBIIICONVICAHHBIM CUHJIPOMaM INMPOKIe aTpodIrdecKue pyoIbl,
TaHHBII CUMIITOMOKOMIIIEKC IIOJTyY/I HA3BaHME B YeCTh YYCHBIX.

B 1896 roxy mepmuarp Marfan A. omucan y 5-nmeTHest feBOYKI
codyeTaHne HEOOBIYHO IIMHHBIX KOHEYHOCTEIT ¥ MaJIbLIEB C KOH-
TPaKTypaMM CyCTaBOB ¥ K1MPOCKONMO30M CKeneTa [9].

OpHyM 13 IMOHEPOB B U3Y4YeHNN COefVHNTeNbHOI TKaHu B CCCP
ApyAeTcs mpod. boromorren; A.A., HalyCcaBIINIt TaKye TPYADL, KaK
«KonctrTynus n Mesenxumar [10] B 1924 1., «BBeneHne B yueH1e o
KOHCTUTYLVMU M iaTe3ax» B 1926 1. [11], rie ykasa Ha 3alIUTHYIO,
TPO(dUIECKYI0 U PereHepaTOpHYIO (PYHKIMIO CONUHNTETbHON
TKaHM, TOTAa KaK paHee CYUTAIOCh, YTO COEMHNUTENbHAS TKaHb
BBINOJTHAT VICK/IIOUUTETBHO OIOPHYI0 GpyHKIMI0. «OpraHusM Bcerna
VIMeeT BO3PACT COeNVMHUTEbHON TKaHM, KOTOpasi C TOIaMM TepsieT
CBOIO 9JIACTMYHOCTD, @ BMECTe C Hell IIOCTEIIeHHO YTPauuBaioT
rIOKOCTD, 3MACTUIHOCTD, COKPAIAIT aMIUINTYAY AKKOMOJALIN
Bce (pyHKIMM OpraHu3Mar.

B 1955 r. McKusick V. [12], koTOporo Ha3pIBalOT «OTLIOM MeLN-
L[VIHCKOJ1 TeHETVKI», BIIEPBbIE MCIIONb30BaI IOHATIE «BPOXK/ICHHbIE
3a00/IeBaHNsI COEANHNTETBHON TKAHV» M OOBENUHIII B IPYIIITY
TaKue 3a00/IeBaHNs, KaK HECOBEPILEHHbIN 0CTEOreHes, CMHAPOM
Mapdana, cuaapom Inepca-Jaunso u ap. B 1960-x rr., 6marogaps
Pa3BUTHUIO TeHETUKM, ObITa MAEHTU(GUIMPOBaHA X T€HETNYEeCKAs
OCHOBA U CO3[laHa TeHeTHYECKas KapTa, 0ObeqUHIIONAs K Ha-

237



1\/IOCKOBCKI/II7[

H(ypHan

CTOAILEMY BPeMEHU HEeCKO/IBKO TBICSY (POPM Hac/IeNCTBEHHBIX
3a6onmeBanmit [13].

C HaxomeHneM o6bema 3Haunmit B 1988 1. P. Beighton [14] Brepsbie
VICIIO/Ib30BaJI TEPMUH «AUCIUIa3Vs» (Ip. rped. dys — OTKIIOHEeHMe
ot HOpMmsl, plasis — popmupoBanne, 06pa3oBaHIe) OTHOCUTENBHO
COENVHUTEIbHOI TKaHM, OIMCAB K/IVIHUYECKIE ITPOSIBIIEHNST KaK
CJIefiCTBYIC HAPYIIEHHOTO MeTab0/M13Ma KOJ/UTareHOBBIX U 9/IaCTHU-
YeCKIX BOTIOKOH.

B 1987 r. 6onrapckue negmarpst Mukosckas-Jumurposa T.
u Kapkamesa A. onpenemm kpurepuu [15] (tabn. 1), mia pua-
THOCTUKY «BPOXXJIEHHOI COEVTHUTENTbHOTKAaHHOI Ma/IOCTOMKOCTI»
y meteii. JlaHHBI CIOCO6 JIer B OCHOBY MHOTUX (DeHOTUIINYECKIX
kapt u1 Tabymun o JICT 1 He TepseT aKTyaIbHOCTY Ha CETOHALTHUI
menb. [TapamnensHo ameprkaHckue yaeHble Glesby M. J. u Pyeritz
R. E. B 1989 r. npemnoxum ¢peHOTUIIYIeCKyIo KapTy [16], ocHo-
BaHHYIO Ha OLlEHKe BHEILIHNX IPU3HAKOB AU39MOproreHesa ajst
BBISIB/IEHNSI TaK Ha3bIBAEMOTO «CMEIIAHHOTO (PeHOTHUIIa», BHELIIHVE
IPY3HAKU KOTOPOTrO He YK/IA/IbIBAIOTCS HY B OIVH M3 M3BECTHBIX
CMHJIPOMOB IIaTOIOT MM COEVHUTENTBbHOM TKaHN.

B CCCP ponro He yxenanoch gomxaoro anManus [ICT seumy
Cep>KaHHOTO OTHOIIEHIA K FeHeTHKe KaK K HayKe, ICC/IeOBaHUS
B 9TOI cepe He IPOBOLVIIAC.

OpHyM u3 nepBuIx uccnenoBateneit B Poccun asnserca Ka-
nypuHa T.J., yroyHMBIIas U geTalIM3UpYIOLas ONpefeneHye
HCT, npencraBnentoe B e€ monorpaduu [17] B 2000 r. JCT- ato
«PEHEeTUIeCKY 06YCIIOBIEHHOE, IIOIMOPTaHHOE I ITO/IMCUCTEMHOE
3ab0seBaHNe C IPOTPENEHTHBIM TeYeHIEM, B OCHOBE KOTOPO-
ro y1eXaT fedeKThl CMHTE3a WM Karabomm3Ma KOMIOHEHTOB
BHEKJIETOYHOI'O MaTpUKCca U/MIN PeryaaTopoB MopgoreHesa
COEJIVIHUTE/IbHON TKaHW». DTO OIpefie/ieHNe ObIJIO BKITIOYeHHOE
B Hal[MoHa/IbHOE pyKoBozcTBo 1o ICT ma Bpaveit B 2009 r. [18].
Kagypnaa T.J. ogHa 13 epBbIX B MUpe IIPe/IOXKIIA Iofipasie-
nats JCT Ha puddepennunposannyio (IJCT) u Henuddepen-
muposannyo (HICT). KHACT oTHocsT rpyminy 3aboeBaHuiL,
K/IMTHUYECKM TPOSIBIISIONINECS U3MEHEHUMIU COeRVHUTENBHOM
TKaHM, HO He yknagbiBaromyeca B kputepun [JCT. Bue PO
JaHHAasI TPyIIa 3a60/IeBaHMII HOCUT Ha3BaHIe KO/IIAT€HOIIATHIA
ULV JKe «HaC/IefiCTBEeHHbIe Ko/UTareHoBble 6one3un» (Hereditary
Disorders of Collagen) [13, 14].

JIOCT - upe3BbIyaifHO pefKas 1, KaK IPaBIIO, IVAaTHOCTUPY-
eMasi TeHeTVKAMII ellle B IeTCKOM BO3pacTe IpyIIna 3a60/IeBaHuit,
KOTOpasi XapaKTepU3yeTcs OIpefie/leHHbIM TUIIOM HaCTIelOBaHIIA,
reHeTUYEeCKUM V\WIY OMOXMMIIEeCKUM HeeKTOM M YeTKOI KIIN-
HIYeCKOI KapTUHOI C XapaKTepHBIMU (PEHOTUIINYECKIMIY TIPU-
3HaKaMM [JIs JaHHOTO CHHJPOMA.

Hawnb6onee yacro Bcrpeyatoumecs Buppl IICT - curapomsr Map-
¢ana u Inepca-Jlanso, onucaHHble Bblle. B yacTHOCTH, O JaHHBIM
3apybeXXHbIX aBTOPOB, CUHAPOM Mapdana perucrpupyercs B 1-2
HabOmopeHnAx Ha 5000 gemoBek [19, 20]. OTedecTBEeHHBIE yYeHbIE
YKa3bIBAIOT Ha el 60jIee pefKyko BCTpedaeMocTs — 1:10000-1:20000
[17]. Cunpgpom Dnepca-Ilanno, 1o JaHHBIM Pa3IMYHbIX aBTOPOB,
pacmpocrpaten ot 1:5000 mo 1:560000 [18, 21]. B cBsi3u co cTonb
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penkoit Bctpedaemocthio JJICT He ABIAETCSA SIIU/IEMIO/IOTYECKI
3HaYMMBIM pakTOpoM pricka popmuposanus I1I.

VusiM 06pasom obcront curyarus ¢ smvpemuonorueit HICT.
B 3aBuCHMMOCTM OT CTeNeHN BBIPaKEHHOCTH, aBTOPBI YKa3bIBAIOT
Ha pacnpoctpareHHocTb HIICT B momymsamym ot 8 % mo 86 %
[18,22].

ITpodeccop Sxosnes B.M. B 2001 r. san onpenenernie HICT:
HemuddepeHIIpOBaHHbIe JYICIIA3UY COSNVHNTE/IbHON TKaHU —
«3TO TeHEeTIYeCKN reTeporeHHasA IPYIIIIa, KOTopas dallie IMeeT IIpU-
3HAKJ 2y TOCOMHO-[JOMUHAHTHOTO TUIIA HACTEOBAHNS 6e3 YeTKIX
KIMHVKO-T€Hea/IoTM4ecKIX KpUTEepUeB, C Pa3INIHbIM HaOOpOM
KO/IMYECTBEHHBIX Y Ka4eCTBEHHbBIX (PEHOTUIINYECKX ¥ KIVHU-
YeCKVX CVMIITOMOB, OOYC/IOB/IEHHBIX CTEIIEHBIO BHIPAXXEHHOCTH
CTPYKTYPHO-(DYHKIMOHAIbHBIX HAaPYIIEHWIT TBEPHOI U PhIXJION
COENVHNTEIbHO TKAHU Y OCTIOKHEHVAMY, GOPMUPYIOMINMIC
B IIpoLiecce OHTOTeHe3a» [23].

Passutne HIICT, npu nMerormericsi reHeTUYECKOI IPeApacIo-
JIOXXEHHOCTH, IPOBOLMPYIOT: a/IMMeHTapHble (GaKkTOpbI (HeduiyuT
MAaKpO/MIKPO/IEMEHTOB, BUTAMIHOB, 6€/IKOB I IIp.), HecbataH-
CrpOBaHHbIE PU3MYECKIe HATPYSKIL, 3arpsi3HEHIE OKPY KoLl
Cpenpbl, CTpecchl, U3MeHeHMe KuMara 1 T. 1. [24]. HacrenoBanne
JAHHOTO CUHJIPOMa 3aBUCKUT OT M3MEHEeHMII B FeHaX, KOTOpbIe Y6TKO
He OIIpeJie/IeHbl, COOTBETCTBEHHO U CTEIIeHb BBIP>KEHHOCTH K-
Hndeckux nposasnaeHnit HICT 3aBucuT oT cTeneHy nopakeHns
FeHeTIIeCKOT0 MaTepuala, 4To 00yC/IaB/INBaeT IIOMMMOPQHOCTD
K/IMHIYECKVX IPOABJICHII! 3a00/IeBaHNA. DTO 3aTPyHACT UCIIO/b-
30BaHIe TeHeTYeCKOrO MeTO/Ia MCC/IeIOBAHNA JLA OIpefle/IeHNA
crerreny HIICT u eé Bmuanna Ha popmuposanue I11, B cBA3M ¢ yem
MOPQOIOTIIeCKIIT METOR, [IPECTAB/LIETCsE HanbosIee JOCTYITHbIM
¥ IOKa3aTe/IbHBIM.

Mopdonormueckuii merop usydenus JCT

Ha coBpeMeHHOM 3Tarie IMEIOTCA JAHHBIE O HAPYIIEHHOM COOT-
Homrenyy Koyutarena I\III Tuma B anioHeBpo3e 1 KoyKe, TIOBBIILEHHOM
aKTMBHOCTY MeTaJ/UIOIPOTENHA3, a TAK)Ke IOBBIIIEHHOM YPOBHE
TUIPOKCUIIPO/IHOB B IUIa3Me KPOBH, SBJIAIOIINXCS MapKepaMu
JCT y rpppkenocurenei [5, 6, 8, 25].

KornareH siB/eTcs OCHOBHBIM KOMIIOHEHTOM COeIMHUTETBHOM
TKaHy. OCHOBHaA ero QyHKIVA — MOATep)KKa CIeduieckoit
CTPYKTYPBI, 97TaCTUYHOCTY ¥ IPOYHOCTY TKaHeIl B IIpOIlecce OH-
Toreresa [22]. CyliecTByeT 4eThIpe OCHOBHBIX THIIA KO/UIAT€HOBBIX
BosnokoH (I, IT, ITI, IV). Hau6onpIumit BKIaj B IPOYHOCTD IEPef-
Heil OprolIHOI cTeHKM BHOCUT KoytareH I u I1I tua, a Takke Ux
afieKkBaTHOe cooTHolIeHe. Hanboree pacipocTpaHeHHBIM TUIIOM
KOJIIareHa B OO/IbIINHCTBE TKaHelt siB/isieTcs I um. OH comepxutcst
B KOXe, CYXO>KIINAX, KPOBEHOCHBIX COCYIaX U KOCTAX, ABJIACTCA
BHEK/ICTOYHBIM 6€/IKOM, IPM B3aVIMOJIEIICTBIM C KOTOPBIM, IPOMC-
XOJIAT POCT ¥ Pa3BUTHE KJIETOK, a TAKXKe IPOLiecC pereHepaumu [26].
Kornaren I tna sAB/seTca Haubosee IPOYHBIM U3 BCEX OCTa/IbHBIX
TUIIOB, TOCKO/IBKY 06pasyeT TpoitHble Crimpany 6e3 paspblBOB I
¢dopmupyeT nonHoueHHbIe GuOpyUILL 13 KomtareHa II tuma B
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ocHOBHOM cocToAT xpsamy. Kommaren 111 tima nogpep>xusaeT MAT-
Kuie TKaHM, HO OH MeHee IIPOYHbIIL, 4eM KojutareH | Tma. Komaren
IV Tima BXoguT B COCTaB SMUTENNA U €T0 POIb, KaK U KOJITIareHa
II Tuma, B 3THOMATOreHe3e TPHDKEOOPA3OBAHMS PACCMATPUBATD
Herenecoo6pasHo.

YcraHOBIIEHO, 4TO JeeKThI CHHTe3a KOoJUIareHa 1 M3MeHeH e
VX COOTHOILUEHNS, B CTOPOHY yBenudeHn:a Komnarena III Turra,
BefIeT K YMEHBIIEHNIO IJIOTHOCTY COeITHNTETbHO TKAH, e «He-
3pENOCTI» 11, COOTBETCTBEHHO, K CTTAbOCTH IIepefHell OPIOLIHOL
CTEHKY, YTO NPUBOAUT K PA3BUTHUIO TPBDK HEPETHeIl OPIOIIHOM
cre”ku [5,27,28].

V3BecTHO, YTO HApPYIIEHNS KO/UIATEHOBOrO 0OMeHa Xapak-
tepusl Kak gyt JOCT (curppom Mapdana, cuagpom Inepca-
JJaH/o, HeCcOBepILIEHHBII OCTeoreHe3 1 ap.), Tak u mist HICT
[29, 30, 31].

YuuteiBas TOT (akT, YTO MOPPOTIOTMYecKye MPOSABICHNA
HJICT cxopust y 60mbubix IIT' u mogeli, He MMEOILUX IPDK
¥ OIIepaLNIl B AaHAMHe3¢€, IPeICTaB/IAeT MHTEPeC U3ydeHNe BIII-
sansa HICT na natorenes IIIL CymecTBeHHBIM HOIIOTHEHNEM K
MOP(OTOTNIECKUM UCCIIETOBAHNAM, SBIISIETCS OMOXMMMIYECKIIT
METOJ AMAaTrHOCTYUKIL.

Buoxumuueckuit mero quarnoctuku JCT

CoracHoO IepBOMY I1epecMOTpPY KIMHIYECKNX PEKOMEH/ ALV
PoccuiicKoro Hay4HOrO MERMIIMHCKOTO O0IecTBa TePaIeBTOB
II0 IMAarHOCTUKE, JICUCHUIO 1 pea6I/UII/ITaIH/II/I IIAaIIMEHTOB C OUC-
IJIa3UAMM COENVHUTENbHON TKaHu oT 2018 1. [24], «<Hanbonee
Ba>KHBIMI ITOKA3aTE/IAMU IIPUN pacliajie KO/I/Iar€Ha B TKaHAX AB-
msiorest ruppoxcunponuusl (I'OIT). CHukeHe KOHIIEHTpaLu
csoboguoro I'OIl B kpoBu B 2 pasa u 60jiee C/IeAyeT paccMaTpu-
BaTh KaK II0Ka3aTe/lb YyTHETEHMs IPOIlecca pachajja KolareHa
B CO€IH/IHI/IT€HI)HOI7[ TKaHU. YBeIJeHne OTHOIIEHNS KOHLIEHTpa-
i nentrpocssazanHoro I'OIT k cBOOOSHOMY CBUAETENIbCTBYET
0 HapymeHny GuOPUIIOreHe3a B MOBPEXXAEHHbIX TKAHAX». TaK,
B uccneposanmnu [pusenko C.I. u coaprt. B 2017 1. [7] o6¢cnenoBans
68 60/IbHBIX IIOC/IEONEPALIVIOHHBIMI BEHTPA/IbHBIMI IPhLKAMIL, Y
KOTOPBIX OBL/IV COIIOCTaB/IeHb! peHoTnmMYecKre npusHaku HIICT
M COOTHOIIIEHNE CBOOOHOTO M CBS3aHHOTO OKCUITPOIMHA KaK
nokasarens Metabomdeckux mapkepos HIICT. Beisicannocs,
yTO ¢ yBemmueHneM Tsoxectt HICT oTMedanoch moBbIleHNe
YPOBHSI CBOOOIHOTO OKCUIIPO/IVMHA, YTO CBUIETENIBCTBYET O Goree
BBIPQXEHHOM pacliafie KolaareHa. MakcyMaibHOe yBeIdeHmne
cBO6OIHOTO okcutponmHa coctaBmwio 20,40+0,07, MMonb\i mpn
HOpMe 12,20+3,08 MKMO/IB/JI, ITO TIOATBEP>KAaeT npeo6na)1aHme
KaTabo/1M3Ma Ko/UlareHa y nanueHTos c 1T

Buoxnmmaecknii cioco6 puarnoctuku HICT, kak u Mmopgo-
JIOTMYeCKNIA, ABAeTCA 3Q(GEeKTUBHBIM METOIOM, OTHAKO IOPO-
TOCTOAIIVM 1 HE BCETAa IIOCTYHHI)IM IIpY IPOBEAEHNN MaCCOBbIX
CKPUHIHTOBBIX 00C/IeHOBAHMII 1 TPOPIIAKTUIECKIX OCMOTPOB,
HOSTOMY 3HAYCHIIEC (beHOTI/IHI/I‘IeCKOI‘O MeTOma OIMAarHOCTUKIU CO-
XpaHsAeT CBOIO AKTYaTbHOCTb.
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®enorunuyeckue Mmetonasl quarHoctTuxku HIICT

Ha ceropssAImHmit ieHb 0cTaeTcs OTKPBITHIM BOIPOC CKPYHIHTOBO
IMarHOCTMKM Hecriengaeckort (HemyiddepeHImpoBaHHOI) AMCIUIa-
3UY COEIVHNUTEILHON TKaHY Y OO/IbHBIX XMPYPrI4eckoro mpomia
BBIIY MHOTOOOPasyist IpeCTaB/IeHHbIX (PeHOTUIIIecKyX Tabmy [32,
33, 34, 15,], OTCYTCTBIA yTBEPXKCHHBIX IPOTOKO/IOB AMATHOCTHKI,
BBICOKOJI CTOMIMOCTY TeHEeTUYeCKIX, MOP(OMETPIYECKIX UCCIIeNo-
BaHWI1 ¥ IPOO/IeMBI JOCTYITHOCTY alIIAPATYPBI LA VX IIPOBEMICHIA.

B oTevecTBeHHOI IPAaKTUKE /1A CKPYHUHTOBOM JMaTHOCTUKI
JICT nanbonee 9acTo UCIONB3YIOT KpuTepuu (TadiL. 1), 0CHOBaHHbIE
Ha (eHOTUIIIYeCKOI! oLleHKe pu3HaKoB [ICT, chopMympoBaHHbIE
Mmnkosckoii-IImutposoit T. [31]. Jlerkas crenens HICT ycra-
HaB/IMBaeTCA IIPY HA/IMYMY JBYX [TIABHBIX IIPU3HAKOB, CPEHAAL
(ymepeHHas) — Ipy HAIMYMHU TPeX [VIaBHBIX U ABYX-TPeX BTOPOCTe-
HEeHHBIX VIV YeThIpeX IJIABHBIX Y OfHOIO-IBYX BTOPOCTEIICHHbIX,
TspKenad (BeipaxenHas HIICT) - mpy Hamyamy ATH ITIaBHBIX
kputepres. OHAKO Ha CETOFHSLIHMII AeHb OTCYTCTBYIOT yOemUTe/b-
HbIe CTaTUCTUYECKIe JaHHbIe O KOPPE/LALNY Pa3INIHbIX CTEIIeHel
spkectu HIICT, onpefesieHHBIX JaHHBIM CIIOCOO0M, C YPOBHEM
TUJIPOKCUIIPOJIVHA B KPOBY M\IJIU C XapaKTepoM MopdoMeTpu-
YecKOll KapTVMHBI KaK HAI/LATHBIMY IIOKa3aTe/LAMM HapyIIeHUA
COenMHUTENbHO TKaH. KpoMe Toro, BO3HMKaeT HeOOXOAMMOCTb
B nHTepnperanyu crenenn Tsoxect HICT mpu o6HapyxeHnu tpex
u 6071ee ITTaBHBIX IPV3HAKOB P OTCY TCTBUYU BTOPOCTEIIEHHBIX.

Tabnuia 1
Kputepuu guaranocTuku «BpO>KAeHHOI COeIMHUTETbHOTKAHHOI
Manocroiikocti» T. MunkoBckas-Jumurposa., 1987

Table 1
Criteria for the diagnosis of «congenital connective tissue
insufficiency» T. Milkovskaya-Dimitrova, 1987

I'naBubie. Main. Bropocrenennsie. Secondary

ones.

Jedbopmariys MO3BOHOYHUKA U
TPYIOHOV KIETKU.
Deformity of the spine and chest.

AHomanuu 3y60B.
Dental anomalies.

[TrockocTonme.
Flat feet.

AHOManMy YIUIHBIX PAKOBJH.
Anomalies of the auricles.

ITaTonorun spenns.
Pathology of vision.

IIpexopsuiue cycTaBHble 6OMM.
Transient joint pain.

[UIepMOOMIBHOCTD CYCTaBOB.

BeiBuxu n IIOABbIBUXN.

Joint hypermobility. Dislocations and subluxations.
TloBbIIeHHAA PACTHKMMOCTD KOXKM. | IpbDKM.

Increased skin extensibility. Hernias.
Baprko3HO-pacIiInpeHHble BeHbl. | [ITepUrogakTumIns.

Varicose veins Pterygodactyly.

ApaxHOIAKTU/INA.
Arachnodactyly.
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B 2006 r. Abakymosa JL.H. mpegcraBmia 6a/UIbHYIO MIKATy TspKects JICT: erkas cremens — 1o 12 6amioB; ymepeHHasi — ot 13
(tabm. 2) [19] ouenkn crenenn Beipaxxernoctu HICT. B 3aBu- 10 24; BeIpaykeHHas — 6oree 25 6asIIoB.
CUMOCTY OT KO/IMYeCTBA HAOPAaHHBIX 0A/IIOB, YCTAHABINBAETCS

Tabnuma 2
BamipHas MKana oleHKU 3HAYMMOCTH OTAeNbHbIX ¢eHoTinuyeckux npusHaxos JJCT JI.H. A66axymoBoii 1 coasT. (2006)

Table 2
Score scale for assessing the significance of individual phenotypic signs of connective tissue dysplasia. L.N. Abbakumova et al. (2006)
IIpusnax bamn IIpusnax bamn IIpusnax bamn IIpusnax bamn
Sign Point Sign Point Sign Point Sign Point
ONNKaHT. 2 Bsicokoe He6o. 3 Kndos. 4 Haronrpimm. Corns. 2
Epicanthus. High palate. Kyphosis.
Iuneprenopusm 1 bnegnocTh KOXM. 2 Ckonnos. 4 ITnockocromnue. 3
I71as. Pallor of the skin. Scoliosis. Flat feet
Hypertelorism of
the eyes.
ITaTonornsa 4 IlospieHHas pac- 3 Bopoukoob6pasHas gedopManus IpysIHbL. 6 Ilonepeynas ncyepueH- 3
3peHusI. TSDKIMOCTD KOXKIL. Funnel-shaped deformation of the sternum. HocTb. CroIL.
Pathology of Increased Transverse striation of
vision. skin extensibility. the feet.
Tomy6ble CKiepsl. 1 Koxxa kak 3amia. 2 Ippoxu. 3 CaHpaneBUHAA 1€b. 2
Blue sclera. Skin like suede. Hernias. Sandal gap.
IIupoxoe mepe- 1 Hexxnas xoxa. 2 KnnHOmakTMANA MUSUHIEB. 1 Iomas croma. 3
HOCBe. Delicate skin. Clinodactyly of the little fingers. Hollow foot.
Wide nose bridge.
CemIoBUIHBII 2 BoIpakeHHbII Be- 3 AcTeHnyeckoe 1 I'MC. 4
HOC. HO3HBIII PUCYHOK. TEIOCTIOKEHE. Joint hypermobility
Saddle-shaped Pronounced Asthenic body type. syndrome.
nose. venous pattern.
OTTONBIpEHHDIE 2 MopIMHICTOCTD 2 Jlerkoe BO3HMKHOBEHME T€MaTOM. 3 Henonnas cunpgakTu- 2
yIIm. KOXIL. Slight occurrence of hematomas. ymsA 1-To ¥ 2-T0 mab-
Protruding ears. Wrinkled skin. 1eB CTOIIBL.
Incomplete syndactyly
of the 1st and 2nd toes.
Ipupocue 1 IInrMeHTHBIE 1 Cmab0oCTb MBI )KMBOTA. 3 | BanbrycHele CTOIBL. 3
MOYKI. naTHa. Pigmented Weakness of the abdominal muscles. Hallux valgus.
Ingrown lobes. spots.
Acummerpus 2 | Ilnockas rpypHast 2 | Jlerkoe BHaB/IeHNUe Ha 2 | KuneBupgHas rpynHas 5
HOCOBOII IIepe- KJIeTKa. TpynMHe. KJIeTKa.
TOPOZKN. Flat chest. Slight indentation on The keeled thorax.
Asymmetry of the the sternum.
nasal septum.
Py6unku Ha 2 Pacmmpennsie 2
KOXe. KaIlW/LAPbI
Scars on the skin. KO>XV CIIHBI,
nmIa.
Dilated capillaries
of the skin of the
back, face.
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Tabnuna 3

Kpurepun ctenenu BoIpa>KkeHHOCTH AVCITIA3UN COeXMHNTENTbHOI TKaHu 1o CMonbHoBoit T.10., 2003

Table 3

Criteria for the severity of connective tissue dysplasia by Smolnova T.Yu., 2003

Manvie npusnaxu: no 1 6ann,
Small signs: 1 point each

1. AcTeHMYecKMit TUII TeNOC/IOKEHN WIN HeJoCTaToYHas Macca Tena. Asthenic body type or
underweight.

2. OTcyTCTBUE CTPUIT Ha KOXKe IIepeHeOPIOIIHOM CTEHKY Y SKeHIIVH, MMEeBILINX B aHAMHe3€ POIbL.
Absence of striae on the skin of the anterior abdominal wall in women who had a history of childbirth.
3. Hapymenne pedpakuun B Bodpacte o 40 net. Refractive error under the age of 40.

4. MbleyHasi TMIIOTOHMA Y HM3KMe TToKasaTer MaHoMeTpuu. Muscle hypotension and low
manometry.

5. Ynomenue ceopga cromnl. Flat feet

6. CKJIOHHOCTb K JIETKOMY 00pa30BaHMIO CMHAKOB, HOBBIIIIEHHAS KPOBOTOUMBOCTD TKaHeil. A tendency
to slight bruising, increased bleeding of tissues

7. KpoBoredenus B nocnepoposoM nepuope. Bleeding in the postpartum period

8. Beretococynuctele sucyHkiym. Vegetative vascular dysfunctions.

9. Hapymenne ceppeynoro putma u nposopumoctu (9KT). Cardiac arrhythmia and conduction
disorder

Bonvuue npusnaxu:
no 2 6anna,
Big sings: 2 points each

1. Cxonnos, xndos, kupockonnos. Scoliosis, kyphosis, kyphoscoliosis.

2. ITnockocromme 2-3-1i cremenu. Flat feet of the 2nd-3rd degree.

3. 9nmacros koxu. Elastosis of the skin

4. TUIepHoABIDKHOCTb CYCTaBOB, CKIIOHHOCTb K BBIBMXAM, PACTsDKEHIEM CBA30YHOTO allapara CycTa-
BoB. Hypermobility of joints, tendency to dislocations, stretching of the ligamentous apparatus of joints.
5. CKIIOHHOCTb K /UIEprUYecKUM peaKLusaM U IPOCTYAHbIM 3abomeBanusaM. Tonsmmakromust. The
tendency to allergic reactions and colds. Tonsillectomy

6. Bapuko3sHasi 607e3Hb, reMoppoii. Varicose veins, hemorrhoids.

7. Juckenesus xemdeBbiBogsmux myreit. Biliary dyskinesia.

8. Hapyuenue aBaxyaunonsoit gyuxumm XKKT. Violation of the evacuation function of the
gastrointestinal tract.

9. Yrposa mpexeBpeMeHHbIX POLOB Ha Cpoke 32-35 Hefje/lb 6epeMeHHOCTH, IPEX/eBPeMeHHbIE POfbL.
The threat of premature birth at 32-35 weeks of pregnancy, premature birth.

10. beicTpble 1 cTpeMuTENbHBIE POfibI B aHAMHE3€ C TMIIOTOHNYECKMM KpOBOTEUEHNEM B 3-M Ilepuofie
ponos unu 6es Hero. A history of rapid and rapid labor with or without hypotonic bleeding in the 3rd
period of labor.

11. ITponanc reHuTannm 1 IPbDKU Y POACTBEHHUKOB IepBoit muunn. Genital prolapse and hernias in
first-line relatives.

Tascenvie nposéneHus u
COCMOAHUS, NPUBOOAUUE
K Xupypeuueckum
8MeuamenbCcmeam umu
umetousue NHOKA3AHU K
HUM, 4 aKice u3sMeHeHUs
AHAMOMUHECKUX
83aumoomuouleHull,
npueeduiue k HaApyuweHuo
dynxuuu opzanos:

no 3 6anna

Severe manifestations and conditions
leading to surgical interventions or
having indications for them, as well as
changes in anatomical relationships that
led to organ dysfunction: 3 points each

1. I'ppixu. Hernias

2. Crrauxzonros. Splanchnoptosis.

3. BapukosHnas 6071e3Hb 1 reMOppoit (olepaTuBHOE JIeYeHIe), XPOHNYeCKas BEHO3HAA HeJlOCTAaTO4-
HOCTb ¢ TpodudecKMy HapyureHussMu. Varicose veins and hemorrhoids (surgical treatment), chronic
venous insufficiency with trophic disorders

4. IIpuBbIYHBIE BBIBUXY CYCTABOB MU BbIBUXM 60/Iee 2-X cycTaBoB. Habitual dislocations of joints or
dislocations of more than 2 joints

5. Hapymenne motopsoit gyukimu JKKT, moaTBepix/ieHHOe MHCTPYMEHTAIbHBIMY METOAMM JC-
crenoBanus Violation of the motor function of the gastrointestinal tract, confirmed by instrumental
research method.

6. uBepTukynsl, gomuxocurma. Diverticula, dolichosigma

7. IlonuBajieHTHast aIeprus, TsSDKenble aHaduIakTidecKue peakiun. Polyvalent allergy, severe
anaphylactic reactions
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Hepocrarkamm faHHOTO CrI0c06a SIBNSIOTCS: OPUEHTUPO-
BaHHOCTb Ha IETCKUI BO3PaCcT U CyObeKTUBHOCTD B OICHKE
psilia MPU3HAKOB, YTO IPUBOANT K Pa3IMYHOI MHTEPIIPETALINN
Ppe3yIbTaTOB.

Cmonpnosa T.I0. B 2003 r. onucana 4acTOTy BCTPE4aeMOCTH
K/IMHUYECKMX TIPOSIBICHUI JUCIIIA3UM COEAVHUTEIbHONM TKAaHY
Y >KEHII[MH, a TAK)XKe paspaborasa IIKaIy /st OLeHKH TSHKECTH
JCT B 6ammax Tabmuue 3 [35]: mpu cymme 6anos 5o 9y 60mb-
Horo amarHoctupyetca JJCT ymerkoit cTereHy TsDxecTH (Mao-
BbIpaXkeHHas1), oT 10 0 16 6a/10B — CpefHelt CTeIeHN TSXKeCTU
(yMepeHHO BbIpa)keHHasA), OT 17 M BBIIIe — TAXKENION CTelleHN
(BpIpa>keHHas). OgHAKO, YYUTBIBAS OPMEHTUPOBAHHOCTD Ha
SKEHCKUI IIOJI, MAHHBIN CII0COO AMAarHOCTUKU HEe MOXKET OBIThb
UCIONIb30BaH I afieKBaTHOM oneHku ctenenn [JCT y mun
060MX TI0JIOB.

Heuaesa [LV. B 2008 1. onmcana CMHAPOMA/bHBIN MOAXO,
K IMarHOCTYIKE, CBSI3aHHBIN C IUCIIIACTUYECKVMY M3MEHEeHNsI-
MU U [IATOIOTMYECKMMY COCTOSTHMAMMY, XapakTtepHbiMu it [JCT
[22]. OnHaKo 151 CKPUHMHIOBOTO 06C/IEHOBAHNS B aMOY/IATOPHBIX
YCIOBUSIX JAHHBII CIIOCO6 He IOAXOMNT, TAK KaK sIB/SIETCS JOPO-
TOCTOAILINM, TpebyeT y4acTus Y3KONPOGWIbHBIX CHEa/IIICTOB
U CIIeMaNMM3MPOBAHHOTO OCHAIIIEHISL.

B xope M3y4eHN crienyan3upoBaHHOI TUTEPATyPhl BBLABJICH
denorunmuecknii cocob guarnocrukn HICT, 3samarenroBaH-
it Jlysrunoit H. I. n Illkypynuem B.A. B 2010 r. [32]. Crioco6
OCHOBaH Ha MeTofie Mutkosckoii-Jumutposoir T. (15) 1 ycosep-
IIEHCTBOBAH HA OCHOBAHNI POCCUIICKMX, @ TAK)Ke 3aPy0eXKHbIX
KJIMHUYECKUX UCCIegoBanmii [14, 18, 29, 31], B T. 4. JOIONIHEH
OIIpefie/ieHNeM CUMIITOMa 3aIsICThsI, CMMIITOMa I1ePBOTO Manblja
PYKU, HOBBIILIEHHOI XPYIIKOCTU COCYAO0B, AeULIUTa MAcChI Tea
(umpexc Bapry meHee 1,5), BApMKO3HOTrO pacliMpeHNA BeH,
BKJ/IIOYaA Bapukolese. [Ipy Hamuuuy y mauneHTa AByX-Tpéx
(dbeHOTUIINYEeCKMX IPU3HAKOB CUHPOMA JIe/IAl0T 3aK/TI0YeHNeE O
HJICT nerxoit cTelneHu TAXeCTU, IpY HATMINN Y€ THIPEX-TIATH
NIPU3HAKOB — O CPeJIHEeIl CTeNeHN TSXKECTH, TPV HAIMYUY [IeCTU
u 60oJIee IPU3HAKOB — 0 Hamuuy BepaxkenHoit crenenn HICT.
S PexTUBHOCTD TaHHOI METOLVKI MOATBEPXKEHA OMOXMMIYe-
ckuM Metopiom: crenenb TspKect HICT, onpenenenHas JaHHBIM
CIIoco60M, KOppeInpoBaa ¢ ypOBHEM TUAPOKCUIIPOINHA 1
IJIMKO3aMUHOITIMKAHOB B CHIBOPOTKE KPOBY KaK IIOKa3aTe/siMu
pacmazia konareHa. Kpome Toro, fijist UCIONb30BaHMs JAHHOTO
criocoba He HOTpeOyeTcst KOHCYIbTALMSI Y3KOIPO(PUIbHBIX
CIELMaIMCTOB Y JOPOTOCTOS VX METOOB ANAarHOCTUKM, YTO
maeT ocHoBaHMe cuuTath Metox Jlysrunon H.I. u Hlkypynmsa
B.A. [32] onTuManpHBIM Ha COBpEMEHHOM 3Talle /sl CKPUHIHT -
myarnoctuky HICT y manueHToB XMpPypru4eckoro npoguis.

3akmoueHue
B Hacrosiiee Bpems HaKOIUIEH 3HAYNTETBHBIN 00'beM MHPOP-

MAaIuy O PO/ M3MEHEHHOTO COOTHOIeHn: KoyrtareHa I/I11 tuma
B KOXe U (acuusix IepefHelt OPIOLIHOI CTEHKN B pasBuTnu (pe-
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nunyse) [1I. AHanu3 CymecTBYIOIMX MeTOROB (PeHOTUIIITIECKON
onenxu HICT nokasan npeumymiectso Metoguku JIysrunos H.I.
u lxypymus B.A. [32] s 6ombabix I11L

OpHako ocTaeTcs ManonsydeHHbIM Bonpoc Bmsanausa HICT
Kak Ha reHes III, Tak 1 Ha pe3y/nbTaThl XMPYPIUYECKOTO JIeye-
HYIS1 C IPUMeHEHVEeM Pa3/IMyHbIX COBPEMEHHBIX METOVK. Takum
06pa3oM, HeOOXONVIMBI [Ja/IbHENIIIIE NCCTIEROBAHNS /IS OL[EHKI
Ay HICT xak Ha popmuposanme 1T, Tak 1 Ha pe3y/nbTaTsl
XUPYPIUIECKOTO JIeYeHNUA.
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