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Auuomauuﬂ. B cmamve npedcmaeﬂeﬂbl pe3yibmanivl uccne0o8anus  KiuHuKo-
@yHKyuoHanbHblX  0cobenHocmel  OunuapHou — Oucymkyuu y  Oemeu ¢ Oucniazueu
coedunumenvrou mxkanu. Qocredosanvl 28 oemeiti 6 sospacme om 3 00 16 nem ¢ ucnorvsosaruem
KIUHUYECKUX, Y1bmpdad36YKO6blX U OUOXUMUYECKUX MEMOO08 UCCAEO08AHUSL. chanoeﬂeﬂo, ymo
Hajaudue 6blpadiCeHHbIX qbeHomunuueCKux NpUu3HaKoe OUCNIIA3UU  COCOUHUMENIbHOU MKAHU
accoyuupyemcs c I’lOJluMoquLlS’MOM KIUHUYECKUX I’lpOﬂ6]l€Huﬁ u 6osee BbIPAINCEHHBIMU MOMOPHO-
96AKYAMOPHLIMU  HAPYUWEHUAMU dHceluHo20 ny3vips. llonyuennvie OanHble NOOMBEPHCOAIOM
NpeuMywecmeeHHo (QYHKYUOHAIbHBIIL Xapakmep OuiuapHou OUCHYHKYUU u NoOYEPKUBAIOM
SHAUUMOCMb  YYEémMa OUCHIA3UU  COeOUHUMENbHOU MKAaHU Ol paHHel  OUAHOCMUKU U
OnMUMU3AYUU BeOCHUS. NAYUCHMOE.

Knrwueewte cnoea: ounuapuas oucghynkyus, Oucniasus coeOuHUmenbHou mrKauu, oemu,
MOMOPUKA AHCENUHO20 NY3bIPS, YIbMPA3EYKO8ASE OUACHOCMUKA.

Abstract. The article presents the results of a study on the clinical and functional features
of biliary dysfunction in children with connective tissue dysplasia. A total of 28 children aged 3 to
16 years were examined using clinical, ultrasound, and biochemical methods. It was found that
pronounced phenotypic signs of connective tissue dysplasia are associated with a polymorphism
of clinical manifestations and more severe motor-evacuation disorders of the gallbladder. The
obtained data confirm the predominantly functional nature of biliary dysfunction and emphasize
the importance of considering connective tissue dysplasia for early diagnosis and optimization of
patient management.

Key words: biliary dysfunction, connective tissue dysplasia, children, gallbladder motility,
ultrasound diagnostics.

Annotatsiya. Magolada biriktiruvchi to‘qima displaziyasi bo‘lgan bolalarda biliar
disfunktsiyaning klinik va funksional xususiyatlari o ‘rganilgan. Tadgiqotda 3-16 yoshdagi 28
nafar bola klinik, ultratovush va biokimyoviy tekshiruv usullari yordamida tekshirildi.

Biriktiruvchi to ‘qima displaziyasining yaqqgol fenotipik belgilari kasallikning klinik
ko ‘rinishlarining xilma-xilligi hamda ot pufagining motor-evakuator buzilishlarining kuchliroq
namoyon bo ‘lishi bilan bog ‘ligligi aniglandi. Olingan natijalar biliar disfunktsiyaning asosan
funksional xarakterga ega ekanligini tasdiglaydi va bemorlarni erta aniglash hamda davolashni
optimallashtirishda biriktiruvchi to ‘gima displaziyasini hisobga olish zarurligini ko ‘rsatadi.

Kalit so‘zlar: biliar disfunktsiya, biriktiruvchi to‘qima displaziyasi, bolalar, ot pufagi
motorikasi, ultratovush diagnostikasi.
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Beenenne

bunuaphast tuc@yHKIUSA 3aHUMaeT OAHO U3 BEYLUMX MECT B CTPYKTYpe QYHKIMOHAIBHBIX
3a00J1€BaHNI OPraHOB NUILEBAPEHUS y I€TeH U XapaKTepu3yeTcs MoJMMOp(U3MOM KIMHUYECKUX
IPOSIBIEHUH, CKIIOHHOCTBIO K PELUIAMBUPYIOLIEMY TEUEHHI0O U (POPMUPOBAHMIO XPOHUYECKOM
[aTOJIOTUU renaToOMwInapHoi cucremsl. B mocnennue roasl Bcé Oosbliiee BHUMaHUE YIENAETCS
POJM CUCTEMHBIX (DaKTOPOB, OMPEACISIOMNX OCOOCHHOCTH MOTOPHO-3BAaKyaTOPHBIX HapyIICHUN
OMITMapHOTO TPAKTa B IETCKOM BO3paCTe.

Ocoboe mecto cpenu Takux (DaKTOPOB 3aHUMAET JUCIUIA3Us COCIMHUTEIBHON TKaHHU,
KOTOpas paccMaTpUBAETCsl KaK CHUCTEMHOE HapylieHue Mop(Po(dyHKIHOHAIBHOTO COCTOSHHS
COEMHUTEJIBHOM TKAHU U IPOSIBIIAETCS MHOKECTBEHHBIMU (DEHOTUIIMUYECKUMHU ITPU3HAKAMU.

CTpyKkTypHass HECOCTOSITEIbHOCTh COCIAMHUTEIbHOTKAHHBIX 3JIEMEHTOB OMJIMApHOTO
TPaKTa IpU AUCIUIA3UHM MOKET NPUBOJIUTH K HAPYIIEHUIO TOHYCA U COKPATUTEIbHOW CIOCOOHOCTH
KEITYHOTO My3bIps U COUHKTEPHOrO ammapara, 4YTo CO3/4aéT MPeaNoChUIKA s Pa3BUTHUS
OunmapHOW AUCHYHKIHH.

HecmoTpss Ha HakOIUICHHBIE [aHHBIE O BBICOKOW pPacIpOCTPaHEHHOCTH JHCIUIA3UU
COCIMHUTENBHOM TKaHW Cpeau JAeTedl ¢ (QYHKIMOHATBHBIMH  3a00JICBAHUSMH  OPTaHOB
NUIIEBApPEHUs,, BOMPOCHI  B3aMMOCBS3M  (DEHOTUIMYECKUX  TPOSBICHUNA  TUCILIA3UM  C
KJIMHUYECKIMH OCOOEHHOCTSAMHU OMIIMapHON AMCHYHKIIMHA OCTAIOTCA HEJOCTATOYHO M3YYEHHBIMH,
YTO ONpPEAEIIAET aKTyaJIbHOCTb HACTOSIILErO UCCIICOBAHMUS.

Marepuanbl 1 MeTOABI

O6cnenoBano 28 nereil B Bozpacte oT 3 10 16 JeT ¢ KIMHUYECKMMHU MPOSBICHUSIMU
OounuapHoi quchyHKIMM, HAOIIOAABIIMXCS B YCIOBUSAX CTallMOHapa M aMOYJIaTOPHOIrO 3BeHa. Y
BCEX TMAIMEHTOB BBIABISUIACH (PEHOTHIIMYECKHE TPU3HAKU JUCIUIA3UU COCTUHHUTEIBHON TKaHH
pa3IMYHON CTENEeHW BBIpAXEHHOCTH. JlnarHo3 OwinMapHOW IUCQYHKIMM YCTaHABIMBAJICS Ha
OCHOBAaHUHU KIMHUYECKUX JaHHBIX, PE3YJbTAaTOB YJIbTPAa3BYKOBOTO MCCIEIOBAHUS OPraHOB
OpIOIIHOM MOJIOCTU C OLEHKOM COCTOSHUS YKETYHOTO MY3bIps, a TaKyKe TaHHBIX OMOXHMHUYECKOTO
UCCIIEIOBaHMSI KPOBH. YIIbTPa3BYKOBOE HCCIIeI0BAaHHE BKIIIOYAJIO ONpeieieHne pa3MepoB, (popMeI
U COKpATUTENIbHON (DYHKIIMU KETYHOTO My3bIpsi. BuoxnuMudeckoe ncciiejoBaHue KPOBH BKIIIOYAIIO
olpesielieHne ToKazaTesnell OuaMpyOMHOBOro OOMEHa, aKTHBHOCTH TpAaHCAMUHA3 U JIPYTUX
MapkepoB (YHKIIMOHAJIBHOTO COCTOSIHUA TmedeHd. DeHoTunuueckas OLEHKa JUCIUIA3uU
COCIMHUTENIBHON TKaHU MPOBOJWIACH HAa OCHOBAHWU BBISBICHHS BHEIIHUX M BUCIEPATbHBIX
NPU3HAKOB, BKIIOYAsi aCTCHUYECKOE TEIIOCIOXKEHHE, THIIEPMOOMILHOCTh CYCTaBOB, Ae(opManuu
TPY/AHOM KJIETKU U MO3BOHOYHUKA, a TAaKXKe APYTHUe XapaKTepHble MposiBieHus. CTaTucThyecKas
00paboTKa JaHHBIX MPOBOANIIACH C HCITOJIB30BAHUEM METOJIOB ONMCATEIHHON CTATHCTUKY.

PesyabTaTsl HccjienoBaHus

B xonme wuccnenoBanust y Beex 28 nerei ¢ OunmapHOW IuChYHKIMEH OTMEYalUCh
KJIMHUYECKHE MPOSBICHUS, XapaKTepHble s (YHKIMOHATIBHBIX HAPYILIEHUH OMIMapHOTO TpakTa,
B COYETaHHM C (PEHOTUNMMYECKUMHU NPHU3HAKAMH IHUCIIIa3UM COCIUHHUTENbHON Tkanu. Hambonee
YacThIMU kajlo0amMu ObLTM 0O0JIM B MPABOM MOApeOepbe UK MUTACTPATIbLHON 007JacTH, HOCUBIINE
HOMOIIUM WM IPUCTYNOOOpa3HbIN XapakTep, TOIIHOTA, IEPUOANYECKas PBOTA, TOPbKUI IPUBKYC
BO PTY, CHIDKCHHE alIETUTA. Y YacTH IALMEHTOB OTMEYAJIUCh JUCHEIICHYECKUE PACCTPOMCTBA B
BUJIE METEOPU3Ma U HECTAOUIIBHOTO CTYJIA.
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HpI/I KIIMHUYECKOM OCMOTpC y 6OJIBH_II/IHCTBa I[CTeﬁ BBIABIIAIINCH BHCIIHHUC
dbeHoTUIINYECKUE TPU3HAKK JIUCIUIa3UM COCJAMHUTEIBHOW TKaHW, BKJIIOYAs aCTEHUYECKOe
TEJOCIOXKEHHE, THUIePMOOUIBHOCTh CYCTaBOB, HapyIlIEHUsS OCaHKH, Aedpopmanuu TpyaHOI
KJIETKU. Y pslla MalUeHTOB OTMEUYalioCh COYETAHWE HECKOJIbKHX (DEHOTHUIMUYECKHX MPHU3HAKOB,
YTO yKa3bIBAJIO HA CUCTEMHBIN XapaKTep AUCIIIIA3UYEeCcKOro Mpoliecca.

[To paHHBIM  yIBTPa3BYKOBOTO  HCCIICIOBAaHHS OpPraHOB OpPIONIHOW TMOJOCTH Y
O6CJ’ICI[OB3HHBIX HGTCI\/’I BBIABJIAJIMCH UBMCHCHHA CO CTOPOHBI KCITYHOI'O ITY3bIPA, HPOABIISABIINCCSI
HapyleHHeM ero (GopMbl, CHIDKEHUEM WM, HalIPOTHUB, TOBBIICHHEM COKPATUTEILHON (PYHKITUH,
a TaKXKXC NpHU3HAKAMU IOUCKOOPpAWHAIUHU MOTOPHUKH 6HJIPIapHOFO TpakKTa. VY uactu IIalTUCHTOB
OTMEYAJIOCh YBEIMUYEHUE 00bEMA JKETUHOTO IMy3bIps HATOLIAK U 3aMEJIEHHOE €ro OMOpOKHEHUE,
YTO COOTBETCTBOBAJIO TUIIOKWHETUYECKOMY BapuaHTy OmiInapHOU AuchyHKuuu. buoxumuueckoe
UCCJIEIOBAaHUE KPOBU Y OOJIBIIMHCTBA JI€TE€H HE BBISIBUJIO BHIPAKEHHBIX OTKJIOHEHUH MOKa3zaTesei
GbyHKIIMYM nedyeHu. B oTaenbHbIX coydyasx OTMEYalucCh yMEpPEHHbIE U3MEHEHUs OMIUpPyOMHOBOTO
oOMeHa, HOCHBIIME (DYHKIMOHAIBHBIA XapakTep W HE CONPOBOXKAABIIHECS IPU3HAKAMHU
OPTraHUYECKOTO MOPAKECHUS TICUCHH.

Anamuz MOJYYCHHBIX JOAaHHBIX IIOKa3all, 4YTO Ooiee BBIPAKCHHBIC q)eHOTHHI/I‘IeCKI/IC
MPOABJICHUA OWCILIA3UU COCI[PIHI/ITGJIBHOﬁ TKaHh acCCouuUpOBaJIUCh C Oojiee TSDKENBIM U
3aTSDKHBIM  KJIMHMYECKAM TEYCHHWEM OWIuapHON aucpyHKIHH, a Takke ¢ MpeodiagaHuemM
MOTOPHO-3BaKyaTOPHBIX HAPYIICHHUH KEITYHOTO MY3bIPS.

Oobcyxxaenune

[TonydeHnHble pe3yabTaThl MOJATBEPKIAIOT BAXHYIO pPOJIb JUCIUIA3HMH COEIUHUTEIBHON
TKaHU B ()OPMUPOBAHUU U KIMHUYECKOM TEUEHUU OuianapHoi qucPyHkuuu y aereid. CucrtemHas
HECOCTOATCIBHOCTh COCAMHUTCIIBHOTKAHHBIX CTPYKTYP, XapaKTCpHasaA I AUCILUIA3HUH, MOXKET
paccMaTpuBaThCs KaK IMaTOICHETHYECKas OCHOBAa HApPYIICHUH TOHYCa M COKpaTHUTEIbHOU
CITOCOOHOCTH JKEITYHOTO MY3bIPS U OUITHAPHOTO TPAKTA.

Hannune BBIPAKCHHBIX (beHOTI/IHI/ILIeCKI/IX IMPU3HAKOB AUCILIa3Un COG)IPIHI/IT@J'II;HOIZ TKaHU
y 00cCNneOBaHHBIX JeTeld OOBSACHSAET MOMMMOP(PHU3M KIMHHUUYECKUX TMPOSIBICHUN OUITUapHOi
TUCOHYHKIIMM W CKJIOHHOCTh 3a00JeBaHUS K XPOHHUYECKOMY TEYEHHUIO. BBISBICHHbBIE
yIbTPa3BYKOBbIE W3MEHEHHS TMOATBEPXKIAIOT  (YHKIMOHANBHBIM  XapakTep OWIMapHBIX
HapYIICHUH U UX CBA3b ¢ MOP(PODYHKIIMOHATEHOM HETIOIHOIICHHOCTHIO COCTUHUTEILHON TKaHH.

OTcyTcTBHE 3HAYUMBIX W3MEHEHUN OMOXMMHUYECKHX IOKa3areiaedl (yHKIUM IEeYeHU Yy
OOJBIIMHCTBA MAllMEHTOB CBUJIETENILCTBYET O TOM, YTO OunuapHas AUCyHKUUS y JAeTed c
JUCIUIa3ued COETUHUTENLHON TKaHU MPEUMYIIECTBEHHO HOCUT (PYHKIIMOHAJIBHBIN XapakTep U Ha
PAaHHUX 3Talax HE COMPOBOXKAACTCA OPraHUYCCKHUM MMOPAKCHUEM FeHaTO6I/IJ'II/IapHOI\/JI CHUCTCMEI.

Takum o6pazoM, GeHOTUNTMYECKUE MPU3HAKHU AUCILIA3HH COCIUHUTEIBHON TKaHH MOTYT
paccMaTpuBaThCS KaK BaXKHbIE KJIMHUYECKHWE MapKepbl, MO3BOJISIIONIME IMPOTHO3UPOBATH
OCOOCHHOCTH TEYEeHHUsT OWIMapHON TUCHYHKIMH ¥ OOOCHOBBIBATH HEOOXOAUMOCTH PAHHETO
BBISIBJICHUSI U KOMIUIEKCHOTO HAOJIIOICHUS JAHHON KaTEerOpHH MallieHTOB.

3akiil0ueHue

1. bunuapnas nucyHKIUS y neTel ¢ AUCIUTa3ueld COSTUHUTEILHON TKaHU XapaKTepHU3yeTCst
NOJUMOP(HU3MOM KIIMHUYECKHUX MPOSBIECHUHN U CKIIOHHOCTBIO K 3aTSXKHOMY TEUEHUIO.
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2. Hannuue BhIpaKeHHBIX (DEHOTUITMYECKUX MPU3HAKOB JWCIUIA3UU COCTUHHUTEIBHON TKaHU
accoruupyercsi ¢ 0oJsiee BBIPAKEHHBIMA MOTOPHO-3BaKyaTOPHBIMH HAapyHICHUSMHU OWIMAPHOTO
TpaKTa.

3. YbTpa3ByKoBOE€ UCCIIEOBaHHE SBJISETCS WH(GOPMATUBHBIM METOJOM JHArHOCTUKHU
(GyHKIIMOHAIBHBIX HAPYLIEHUH JKETYHOTO MY3bIpsl Y IeTel ¢ TUCIUIa3ueil COeIMHUTEIbHON TKaHHU.

4. OTcyTcTBHE BBIPAKECHHBIX OMOXMMHUYECKUX U3MEHEHUH (DYHKIIMU MEYeHU Y OOJIBIINHCTBA
NAllMeHTOB yKa3blBa€T HA MPEHMYIIECTBEHHO (DYHKIMOHAIBHBIA XapakTtep OWIMapHOM
TUCHYHKITIH.

5. Yuer (eHOTHNUYECKUX NPOSBICHUNA AMCIUIA3MU COCAMHUTEILHOW TKAHH MMEET BaKHOE
3HAYCHUE JUI1 paHHEW IUArHOCTUKH, MPOTHO3a W ONTHMHU3AIUKM BEACHUS JIETeH C OMIMapHON
TUCHYHKITHEH.
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