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Pesiome

Beepenune. CoequHntenbHan TkaHb (CT) COCTaBAAET CTPYKTYPHYIO M GYHKLMOHANBHYIO OCHOBY BONbLIMHCTBA OPraHOB
VI CUCTEM OPraH13Ma, BKIKOUas OpraHbl nulleBapeHus. BpoxaeHHble HapylueHWs eé CTPYKTYpbl, 0603Hadaemble Kak Anc-
nnasua coeauHuTensHow TkaHu (CT), 06ycnoBneHsl MyTaUyAMIA FeHOB BHEKNIETOYHOrO MAaTPUKCa 1 MOTYT NPOABNATHCA
Kak B AMdOepeHLMpOBaHHON, TaK 1 B HeanddepeHUMPOoBaHHOK dopme. PacnpocTpaHEHHOCTb HeAMdhEPEHLIMPOBAHHO
ancnnasuv CT (HOCT) nocturaet 20%, npuyém racTpoaHTeposiornyeckas natonorus BbiaensaeTca bonee yem B 69% cnyyaes
y feteit ¢ npusHakamu ACT.

MeTogabil. [TpoBeaéH 0630p NUTEPATYPbI, BKAKOUAIOLIMIA KNTMHUYECKUEe HAabMIOAeHNA 1 pe3ysbTaTbl COBPEMEHHBIX MCCNefoBa-
HWiA, NocBALWEHHBIX BAMAHMIO ICT Ha GyHKUMOHMPOBAHYIE XeNyA0UHO-KILWEYHOro TpakTa. PaccMaTprBanich 0COOEHHOCTH
AHAaTOMMYECKOrO CTPOEHMA, MOTOPKKM, BOCMIANINTENbHOW aKTUBHOCTY, MKPODOKOTHI, @ TaKe COMyTCTBYIOLLME aHOMANUK
1 OCNIOXHEHWA, accoummpoBaHHble ¢ ICT.

Pe3ynbTatbl. YCTaHOBEHO, UTO AVCMAACTUYECKIE M3MeHeHNA CT NPUBOAAT K GOPMUPOBAHNIO HAPYLLEHU MOTOPHO-TOHUYECKOM
GYHKUMV NULLEBAPUTENBHOTO TPAKTa, PedIoKCHBIM 1 TUMOMOTOPHBIM AUCKUHE3MAM, BUCLIEPOMNTO3Y W U3MEHEHWAM aHaTOMU-
UECKMX CTPYKTYP (LOAMXOCUTMA, YANVHEHHbI XXeNuHbI My3blpb, MErakonoH 1 Ap.). XapaKkTepHbl TakKe CTPYKTYPHble aHOManum
POTOBOW NOAOCTH, CMOCOOCTBYIOLME HAPYLLEHMIO NEPBMYHBIX 3TaNOB NULLEBAPeHHA. YacTbIMK ABAAIOTCA BOCMANUTENbHbIE
3ab0/1eBaHA racTpoAyoAeHanbHOM 30Hbl, CPK ¢ BbpakeHHOM BUCLIePanbHOM runepUyBCTBUTENbHOCTBIO, a TAKKe aTUMMUHOe
TeueHvie A3BeHHO bone3Hu. HabntogaeTca BbICOKaA yacToTa Ancobro3a 1 BTOPUUHBIX M3MEHEHUI KMCIOTHOCTW. BbiaBneHo
ycyrybnerve TedeHua uenvakuu y naumnentos ¢ ACT.

O6cyxpaeHue. Hannuve ancnnasuu CoeamHUTENbHOM TKaH GOPMIUPYET NPeapacroNoXeHHOCTb K MOAMMOPOHON racTpo-
SHTEPONOMNYECKOM NATONOTUM W BAVAET HA KIUHUYECKYIO KapTUHY, TeYeHne 1 NporHo3 3abonesarinin KKT. OcobeHHOCTH
NaToreHe3a BKI0YaloT BereTaTnBHYI0 ANCOYHKLMIO, CTabOCTb CHUHKTEPHOTO annapaTa, M3MEHeHNs B COCTAaBE BHEKNETOUHOTO
MaTPWKCa, HapyLLEHWE MOTOPWKIA 1 KOMMAreH13aLum TKaHel. YuuTbiBas BbiCOKYI0 pacnpocTpaHéHHocTs HACT v eé BnnsHme
Ha KKT, Heo6x0aMMO BblfieneHie AaHHOM rpynmbl NaLMEHTOB B rPYNMy PUCKa C LEMblo PaHHEN AUAarHOCTVKIA 1 NEPCOHani-
31POBAHHOTO MOAXO/A K leUeHuio.

3aksmoueHue. [I1cnnasna CoeiMHUTENBHOM TKaHV OKa3biBAET CUCTEMHOE BIVAHWE Ha NULLIEBAPMTENBHDIY TPAKT, 00yCNoBNMBaA
MHOT006pa3me KNMHNYECKUX NPOABAEHNI U TEUEHIe racTPO3IHTEPONOrMyeckoi natonoru. VineHTndukauma naunentos ¢ ACT,
0cobeHHO B HefirddepeHUMPOBAHHON GopMe, BaKHa AnA Pa3paboTKy NPOGUNAKTUYECKIX, ANArHOCTUYECKMX U NeYebHbIX

CTpaTeFV]I;I, HamnpaB/eHHbIX Ha KOppeKLnto HapymeHmM v npeaoTepalleHne OCIOXKHEHWI.

KnioueBble COBa: AVCNNA31S COEANHUTENBHOM TKAHM, XXENYA0UHO-KMLLIEYHbIA TPAKT, raCTPOIHTEPONOrMYeCKas NaTonorvs,
BMCLIEPONTO3, PedMIOKC, Liennakns, ancomno3

KoHbNMKT mHTEpecoB. ABTOPbI 3aABNAIOT 0O OTCYTCTBUM KOHGNVKTA MHTEPECOB.
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summary

Introduction. Connective tissue (CT) forms the structural and functional basis of all organ systems in the human body, including
the gastrointestinal (Gl) tract. Congenital CT disorders, commonly referred to as connective tissue dysplasia (CTD), result from
mutations in genes encoding extracellular matrix proteins. CTD includes both differentiated forms, such as Marfan syndrome
and Ehlers-Danlos syndrome, and undifferentiated CTD (UCTD), which lacks a specific clinical pattern. UCTD is highly prevalent,
affecting up to 20% of the population, and is associated with Gl disorders in more than 69% of pediatric cases.

Methods. A literature review was conducted to evaluate the impact of CTD on the Gl tract, focusing on anatomical abnor-
malities, motor disturbances, inflammation, microbiota alterations, and associated complications. Clinical data on structural
changes, dysmotility syndromes, and comorbidities were analyzed.

Results. CTD leads to a wide spectrum of gastrointestinal abnormalities, including motor and tonic dysfunction, sphincter
weakness, and various types of reflux (gastroesophageal, duodenogastric, biliary-pancreatic). Structural anomalies of the oral
cavity (e.g., high-arched palate, malocclusion, macroglossia) impair food processing and increase digestive load. Visceroptosis
and elongation of hollow organs (dolichosigmoid, megacolon, elongated gallbladder) result in impaired motility and stagna-
tion, promoting diverticulosis and chronic inflammation. CTD is associated with a higher incidence of inflammatory diseases
of the upper Gl tract (esophagitis, gastritis, duodenitis), dysbiosis, and atypical peptic ulcers. Gastrointestinal manifestations
also include a more severe course of irritable bowel syndrome and celiac disease, with increased visceral hypersensitivity,
dysmotility, and persistent intestinal inflammation.

Discussion. CTD predisposes individuals to polymorphic Gl pathology, with a distinctive clinical course and complications.
Underlying mechanisms involve autonomic dysfunction, impaired collagen synthesis, reduced smooth muscle tone, and
structural disorganization of the extracellular matrix. Given the prevalence and systemic nature of UCTD, early recognition
and stratification of at-risk patients are essential for individualized preventive and therapeutic strategies.

Conclusion. Connective tissue dysplasia significantly influences gastrointestinal health, contributing to the development
and progression of various digestive disorders. Recognizing patients with both differentiated and undifferentiated forms of

CTDiis crucial for timely diagnosis and for optimizing management plans to reduce complications and improve outcomes.

Keywords: connective tissue dysplasia, gastrointestinal tract, reflux, dysmotility, undifferentiated CTD, dysbiosis, celiac disease,
visceroptosis
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BBepeHue

CoennuurensHas tkanb (CT) mpepcraBisier co6oit  mo Mopdonornu 1 GyHKIUAM TKaHU, HO BCe OHU
OCHOBY CTPOEHISI BCEX CUCTEM OPraHOB 4eJI0BEYeCKO-  MMEIOT OO MCTOYHNUK IPOMCXOXAEHNS — Me3eH-
rO OpraHM3Ma, B ee MOHATHe OObeUHAIOTCA PasHble  XMMa. TaK, phIX/Ias BOTOKHMUCTast Heo(OpMIIeHHas
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COeNMHNUTEeNbHAS TKAHD, 00pasys CTEHKY NUIeBapu-
TeJIbHOI TPYOKM, BXOAUT B COCTaB COOCTBEHHOI! II/1a-
CTUHKY CTUSUCTOI 060/IOYKM, TIOACTM3UCTONM OCHOBBDI,
pacronaraeTcs MeX Iy MbIIIeYHBIMI BOTTOKHAMH, OHa
e 06pasyeT CTpOMY HapeHXMMATO3HDIX OPTaHOB, KU~
pOBasi TKaHb, TAK)Ke OTHOCSIASCS K COeMHUTENTbHOIL,
BXOJUT B COCTaB CalIbHUKOB, OKPY>KaeT MOJIble U Ma-
PEeHXMMAaTO3HbIe OPTaHBbI INIIeBAPUTETbHOI CUCTEMBI.
CT BbInONHsET TPOPUUIECKYIO, 3ALUTHYIO, OIIOPHO-
MeXaHMYeCKYIo, IaCTUYeCKYI0 U ApyTrue Ba>kHble
(YHKIMM, TOITOMY ITATOMIOTMYECKUII IIPOLIECC CO CTO-
POHBI COeAVHUTENbHON TKaHU M OTHENbHBIX €€ dJle-
MEHTOB Hen36eXXHO IpUBEET K BOB/IEYEHII0 MHOTUX
OPTaHOB U CUCTEM, B TOM YNCJIe OPTaHOB >KeNyJOYHO-
KMIIEYHOTO TPaKTa.

Bpo>xleHHYI0 ITaTOMOTMNIO COeIMHNUTENbHOI TKa-
HM, NIPOABNARINYIOCA CHIDKEHUEM ee IIPOYHOCTH,
npuHATO 0603HAYATh TEPMUHOM «AUCIIa3us» [1].
HOucnnasus coeguuurensuoit tkauu (JJCT) - rere-
poreHHas rpyIna 3aboneBaHuit, 06yCIOBICHHBIX M-
TalMsMU TeHOB 6€/IKOB BHEK/IETOYHOTO MaTpUKCca
WJIY T€HOB 0€/IKOB, Y4acTBYOIIUX B MOpdoreHese
COEMHUTENbHOI TKaHU [2]. IuchyHKIMA KIeTOYHOTO
3BeHa MOXKeT TpuBOANTH K passutuio [JCT BcnencTaue
HapyLIeHNA IIpoliecca CMHTe3a BOTIOKOH (KO//IareHa,

O6cyxpeHune

ITopayeHMe CTPYKTYp MOJNOCTU PTa KaK HadyaJbHO-
IO 3BeHa CHCTEMBI NINIeBapeHusa 00yclIaBIuBaeT
HapylleHMe MeXaHM4YeCKOro U3MeIb4eHNA NUIu
u 06pa3soBaHMs MUIIEBOTO KOMKA, MOXKET BIUATDH
Ha JajbHeIINe 3Tallbl MaTOTeHe3a MOPa’KeHU A
JKeTy/I04HO-KIIIEeYHOTO TPaKTa. Y MalMeHTOB C coe-
IVHUTE/IbHOTKAHHOM JAVCIIa31ell 4acTo 0OHapyX1-
BaIOTCA apKOOOpasHOe He6O, aTOMOTMYeCK Ml IIPUKYC,
HeIpaBIIbHOE PACIIONIOKEHNUE U CKYIeHHOCTD 3y60B,
CBepXKOMILIEKTHBIE 3y6bI, Makporaoccusa. Kpome Toro,
oTMedaeTcs Oonbliee KOMMYECTBO KAPMO3HBIX 3y60B
y TTAIMeHTOB AUCILIACTUKOB, YTO TAK)Ke CIIOCOOCTBYeT
MOBBILIEHNIO PYHKIIMOHAIBHOI HATPY3KM Ha JpyTue
OTJe/Ibl NI eBAPUTETBHOTO TPaKTa. Bricokas va-
croTa Kapueca y nauuerToB ¢ HICT o6bsacHsaeTcs
He TOJIbKO HapylIeHNeM COeIMHUTETbHOTKaHHOTO
KapKaca aMany, JeHTVHa U LleMeHTa, HO U AB/ACTC
BHENUIIEBOJHBIM IIPOsAB/IEHNEM TaCTPOyOleHalb-
Horo pedokca [3].

Y nannentos ¢ JICT HabnopaeTcs HapylleHue
MoTopHo-ToHNM4eckoit ¢pyukuuu KKT B coderannn
€O CaboCThI0 COUHKTEPHOTO alapara, B OCHOBE KO-
TOPBIX JISKUT BereTaTMBHasA AMCHYHKLUMA C Ipeob-
JaZaHMeM BIMAHUA CUMIIATMYeCKOil HEPBHOI CuCTe-
MBI, B KOMIIIEKCE 3TO IIPUBOAUT K QYHKIIMOHATBHBIM
HapyIlIeHNAM B BUJie peII0KCOB U TUIIOMOTOPHBIX
HBMCKMHe3nit. BcTpevaroTcsa racTposzodaraabHbIiL,
IYOZEeHOTaCTPAIbHBIN, HYOHeHOIaHKpeaT4eCcKmii,
IyOmeHOOUIMaPHBIIl, 6MIMapHO-IAaHKpeaTUdeCKuii,
IIaHKPeaTO-X0JIeJOX0-IIy3bIPHbIIT peIIIOKCHL. Y 60/b-
HBIX TOSIB/IAI0TCA )KaI00bI Ha U3XKOTY, TOpeyb BO PTY.
Henuddepennuposannsie [JCT BHICTYyNAIOT IpeUK-
TOpaMy pasBUTHU TacTpoa3odareanbHoil pedriokc-
Hoit 6omesuu (FOPB), accounnpoBaHHOII C AYOHEHO ra-
crpoasodareansHbiM pedokcom ([JT'IP). B kauecTse
npemopbunHoro ¢paxropa ['OPB, acconumpoBaHHO

9/IaCTMHA U AP.) 1160 MPOU3BOACTBA AHOPMA/IbHBIX
BOJIOKOH IIPY COXpaHEHMU HOPMabHOTO CHTe3a [7].
BapuaHTBI MyTaluii, onpefensaollye HapyeHne
CYHTe3a ¥ OpraHM3aluy KoJIareHa, Kak OfHOTO U3
OCHOBHBIX KOMIIOHEHTOB CO€VHUTENBHOI TKAHM,
npuHATO 0603HaYaTh TepMUHOM AuddepeHnUpO-
BaHHbIE JUCIIA3UM COELMHUTENDHON TKAHU UIN
KojutareHonaruy. OHM JOCTATOYHO U3YUYEHBI, B psifie
C/Iy4aeB M3BECTEH MYTAI[MOHHBIN TeH, /I HUX OIIpe-
IeNIeHbl TUII HAaCcIeJOBAHM I M OIMCaHa KIMHIYeCKas
KapTWUHA, K HUM OTHOCATCS CUHAPOM MapdaHa, cuH-
mpom Onepca-/laHno, cuHApOM ANBIOPTa U APyTHe.
DeHOTUINYECKNE BADUAHTBI, He YOBIETBOPSIOLINE
9TUM KPUTEPUSIM 1 He YK/IabIBAIOLINeCs B Olpefe-
JICHHYIO KJIMHMYECKYI0 KapTUHY, 0003Ha4al0T Tep-
MIUHOB HeinddepeHI[MpOBaHHbIE NUCIIA3UNU COe-
muuntensuon tkauu (HICT). PacnpocTpaHeHHOCTD
HJICT - 1:5. OtpenpHble BHEIIHNE IPOABICHN VIC-
Mop¢oreHesa COEIMHUTENBHON TKaHU CPELY MOJIO-
nbix — 85,4% [8].

ITo faHHBIM psifja AaBTOPOB, FACTPOIHTEPOJIOTU-
YecKast IaTOMOTH Y AeTell ¢ COefMHUTEeTbHOTKaH-
HOI1 JUCII/Ia3yeil BCTpedaeTcsa B 69,7% ciaydaes [1].
OmnncaHpl HOpa>XeHMUA BCEX OT/E/IOB JXKEIy[OUHO-
KMIIEYHOTO TPAKTA, Yallle B X COYETAHNU.

¢ ITOP, nanbosbliee 3HaYeHME MeEET TaKOil BUCIle-
panbHbi npusHak JCT xak rppxa NUIIEeBOJLHOTO
oTBepcTHs AradparmMsl, IpuveM B KOMOVHAINN C AHO-
ManuaMu GopMBI KeTqHOTo myssips [4].

Bucnepanpubimu nposasinenuamu JCT apnsercs
BaprabeIbHOCTh aHATOMUYECKMX (POPM IIOIBIX OpTa-
HOB 32 CYeT UX YAIMHEHNs U M3MEHEHWs pa3MepoB.
BcTpedaroTcst MeraKoIoH, ZOMMXOCUTMA, YATMHEHHbII
JKEeTTYHBII My3bIPb. DTU M3MEHEHNs IPUBOAAT K Ha-
PYLIEHMIO COKPAaTUMOCTI CTEHKM OPTaHa, 3aCTOHBIM
ABJICHUAM B HeM U KaK CIeICTBME K BHIIIYMBAHUIO
CTEHKM IIOJIOT0 OPTraHa C pasBUTUEM JUBEPTUKYIIOB,
a TaKk)Xe [UCTPOPUIECKUX U3MEHEHNIT €r0 CTeHKI.
BMmecTe ¢ TeM OTMedaeTCs M3MEHEHNe PacIIOIoXKe-
HUA OPraHOB B BJJE UX OIyleHu:A (BUCLEpOINTO3a),
HauboIee YacTO HAOMIOAAIOTCA OMyLIeHIe JKeTyAKa,
TOJICTOV KMIIKM, TIe4eHY, YTO OOyC/IaBIMBaET y Ta-
KMX HaIjMeHTOB XPOHMYECKUI 60/IeBOil CUHAPOM,
PaccTpoiicTBa NNIIEBAPEHNS B BUle XPOHUYECKIX
3aII0pOB 1 T.J.

AHoManuu opraHoB NUIeBAPEHNS He OTHOCATCS
K IIPOSIB/ICHNUAM HUCIIIa3UY COe[UHNUTENbHOI TKaH,
OJIHAaKO AUCIIIA3MA COeAVHUTEIbHON TKaHM JOCTATOY-
HO 9aCTO aCCOLUUPYETCSA C Pa3TNIHBIMY AHOMATNAMMI
U mopokamu passutus [5]. Y 601bHBIX 0OHapyX1Ba-
I0TCsT AHOMAJIVM YKETIHOTO ITY3bIPSI B BUJE N3MEHEH N
ero GpopMbl, HamN4ns HepernboB 1 IeperopogoK. ITo
ycyrybiseT 6unmapHyio AUchYHKIUIO U TIOBbILIAET
PUCK pasBUTHUA XOMELMCTUTA, CIIA[Ka XKeTIN Y SKemd-
HOKaMEeHHOJ 60/Ie3HN. BBIABNAIOTCA AUCTONNA U PO-
TaIVsi OPTAHOB GPIOIIHON ITO/TOCTH, X YABOEHNE UIIN
HeOpa3BUTIE OfHOTO U3 IAPHBIX OPTaHOB.

Y maIeHToB ¢ COefUHNTENbHOTKAHHON AUCIIIA3N-
el1 9acTo HabMI0aTCs BOCIAIUTeNbHbIE 3a00/I€Ba-
HISI TaCTPOJYOfeHaIbHON 30HBI, TaAKMe Kak 930(aruT,
TacTPUT, AYOEHUT, XPOHUUECKIUII TaCTPONYyONEeHNT.
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Ilo pesynbratam uccneposanus Mogukynosoii I.3.,
pedmokc-azodarut (19,2%), ractput (100%), AyomeHuT
(98,6%) mocToBepHO Yallle OTMeYanuch y 60MbHBIX
cupusHakamu JICT [9]. HapyieHns Mukpo6uoneHosa
KUIIEYHNMKA y feTell ¢ QUCIIasueil COeMHUTENbHOI
TKaHY BBIAB/LA/NN B 8 pa3 yallle, 4eM y 00CIelyeMbIX, He
MMEIOLINX 3aPeTUCTPUPOBAHHOIO AUCIITIACTUUECKOTO
craryca [5]. B To xe Bpemst, mo ganubiM Hewaesoit 1.,
CTeIleHb aKTUBHOCTY Hp-acconuupoBaHHOTO racTpu-
ta 'y mur ¢ JICT 3HauMTeNbHO HIDKe, YeM Y ITal[IeHTOB
6e3 JICT.

XapakTepHO cBOeOOpasHOe TedeHue 3pO3NBHO-
sI3BEHHBIX MOPajX}keHMIT KeNyAKa M ABeHafLaTu-
MePCTHON KUIIKMU, IPOTEKAIOUINX C HETUIINIHOI
K/IMHUYeCKOV KapTUHOJ M HECOOTBETCTBUEM €€ SHJI0-
CKOIIMYeCKOII KapTIHe, IO MAacKOIl pyTMX 3ab0meBa-
HUIL, 4TO CBA3AHO C JUCIIACTUYECKYMY M3MEHEHMAMMI
OpraHoB. ITO 3aTPY/HAET CBOEBPEMEHHYIO JUATHO-
CTUKY 1 JIedeHNe 13BeHHoIt 6onesun. Hapyurenne korn-
JIareHMU3ALI A3BEHHOTO fedeKTa ONpefie/sieT CKIOH-
HOCTb K PellMMBUPOBAHUIO, 3aTOKHOMY TeUeHMUIO,
Ha/IM4uIo OCTIOKHeHuit. IIpy aHannse HapyuIeHMit
KMCIOTHOCTH cpepy nanueHToB ¢ JJCT BIABIEHO, 4TO
Te U3 HUX, KOTOpbIe UMM TaCTPOJyONeHaIbHYIO T1a-
TOJIOTHIO, Yallle CTPaja/iy HapyLUIeH!eM KIMCIOTHOCTY

3aKknwyeHune

JycrmacTudeckue M3MeHeHU A OPTaHOB NMNINeBapH-
Te/IbHOTO TPAKTa, aHOMAJINY pa3BUTHA OPTAaHOB, HAPY-
IIeHVIe BEr€TaTVBHOTO CTAaTyCa i MOTOPHO-TOHMYECKOI
YHKIMM MOTYT ObITh TPUYMHOI He TOJIBKO Pa3BUTUA
3a00/meBaHNIT MMIIEBAPUTENIBHOI CUCTEMBI, HO 1 CBO-
eobpasHoOTO TeyeHMe acconuupoBaHHbIX ¢ JCT 3a-
6oneBaHuit. [103TOMY, Bpady Ba>KHO BBIJI/IATD JINI]
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