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IIpencrapienbl TaHHbIE JUTEPATYPbl 0 MPUYMHAX BO3HUKHOBeHMs HeaudepeHUMpoBaHHON AUCIUIA3UM COEAMHUTEbHOH TKAHU
1 dakTopax, BaugOIMX HA Hee. [101poOHO MpoaHAIM3MPOBaHbI OHOXMMUYECKHE H3MEHEHHUS, BbIsSIBICHHbIE Y NeTeii ¢ Heanddepen-
HMPOBAHHOW IUCIIA3MEN COeTMHUTEIbHOI TKAHH, KACAIOIHMECS POIYKTOB ee 00MeHa U (hepMEHTOB, YYACTBYIOLIUX B 3TOM Npolec-
ce. [IpuBoasTcs nociaennue pe3yasraTel MOP(OJIOrHIECKNX, TEeHETHIECKHX METOI0B TUATHOCTHKH. OTMEUeHbI HEKOTOPbIE MPU3HA-
KH, KOTOpbI€e MPeAIaraloTcs B KayecTBe HOBBIX KpUTepUeB AMATHOCTUKHM qucniasuu. [IpoanaausupoBaHsl umeronuecs npoodJieMsl
B IMarHOCTHKE JAHHOTO CHHIPOMA Y JIeTeid.

Karouesvie cnosa: 0emu, ducnaa3us coeOUHUMeNbHOU mKanu, buoxumuveckue UsmeHeHus, AUKO3AMUHOAUKAHDYL, OKCUNDPOAUH.

The paper gives the data available in the literature on the causes of and factors for developing undifferentiated connective tissue dys-
plasia. It analyzes in detail the biochemical changes that have been found in children with undifferentiated connective tissue dysplasia,
its metabolic products, and the enzymes that are involved in this process and presents the latest results of morphological and genetic
diagnostic studies. Some signs proposed as new diagnostic criteria for dysplasia are noted. The problems existing in the diagnosis

of this syndrome in children are analyzed.
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B MoCJIeIHUE TOMbI BCE Yallle oOpalaeT Ha ceOsl BHU-
MaHUe WCClIenoBaTesicii COCTOSTHUE COEOUHUTEhb-
HoOIi TKaHM y neteit. CoeauHNUTEIbHAsT TKaHb HAXOIUTCS
BO BCEX CUCTeMaxX M opraHax, O0JIbIIIe BCETO ee copepKaT
KOCTH, CYXOXWJIUSI, CBSI3KM U XPSAIIW; OHU, TJABHBIM
00pa3oM, BBIMOJTHSIOT OMOPHYIO (YHKIMIO. Me3eHXU-
MaJIbHOE TIPOMCXOKAEHNE MMEIOT KPOBb 1 COCYIbI, TIajI-
KWe MBIIIIbI, CTPYKTYPHbIE KOMITOHEHTBI DPa3IMIHBIX
OpraHoB.

CoeauHuTeIbHAST TKaHb COCTOUT M3 KJIETOK M MEX-
KJIETOYHOTO BEIeCTBA — MaTpHUKCa, KOTOPBI MpUIacT
eif TTPOYHOCTb W 3JIaCTUYHOCTh. KJIeTOUHBbIE 31eMEHTHI
MpeAcTaBieHbl (pMOpPoOIACTAMU U X PA3HOBUIHOCTIMU,
Makpodaramu, TYYHBIMM KJIETKaMU. DKCTpaLe/IIosap-
HBI# MaTPUKC COCTOUT M3 BOJIOKOH KoJIIareHa MU 3jia-
CTHMHA, aTakKXe aMOp(MHOTo BeIIeCTBa, BKIIIOYAOIIETO
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MPOTEONIUKAHbI, IIMKO3aMUHOTIMKaHbl. KosiareHoBbIe
BOJIOKHA TMPUAAIOT COSAUHUTETbHON TKaHU MPOYHOCTh
U TO3BOJISIIOT PACTITUBAThCS, a 2JACTUYECKUE BOJOKHA
BO3BpAlllalOT TKaHb B MCXOJHOE IOJIOXKEHHUE IMOCse ee
pacTsKeHUSI.

CeronHst U3BECTHO O CYHIECTBOBAHUM 28 TUIIOB KOJI-
JlareHa, Koaupyembix 0ojiee yeM 40 reHamu. Turmbl KoJI-
JlareHa OTJIMYaloTCsl IPYr OT JApyra Mo aMUHOKUCIOTHOM
MOCJeI0BaTeIbHOCTU, a TAKXKe 0 CTeNeHU Moauduka-
LIMM — WUHTEHCUBHOCTU TUAPOKCWIMPOBAHUST WU TJIU-
KO3WJIMpoBaHUsl. MHoOrue u3 HelaBHO OOHAPY>KEHHBIX
TUIOB KOJIJIar€éHa MPUCYTCTBYIOT B OpraHU3Me YesoBeKa
B TAKOM HUYTOXHO MaJIOM KOJIMYECTBE, UTO UX BblAe/e-
HUe Ha GeJIKOBOM ypoBHe 3aTpyaHuUTeIbHO. Bonee 90%
Bcero KoJutareHa npuxoautcst Ha I — IV tun. Haubonee
LIMPOKO TPEACTaBIeH B OpraHM3Me 4esloBeKa KoJliareH
I Tuna. OH HaxomuTCs MOBCEMECTHO: B MSITKUX W TBEP-
NbIX TKaHSIX, KOCTSIX, KOXe; MEXaHUYeCKU OH CcaMblil
npouHblil. Kosutaren Il Tna B ocCHOBHOM OTpakaeT co-
CTOSIHME CBSI30YHOTrO ammnapara, xpsiieBoi TkaHu. KoJ-
nared 11 Tuna pearupyet Ha UBMEHEHUSI, IPOUCXOSIIIINE
B IbIXaTeJIbHOM, CEpAEUYHO-COCYIUCTON CUCTEMAX.

TepMUH «IUCIIIa3UsT» B IEPEBOJIE C TPEYECKOTO SI3bIKA
O3HayaeT «OTKJIOHeHue B opMupoBaHumn». ducriiazus
COEIMHUTEIBHON TKAHU — TFeHEeTUYECKU 00YCI0BIEHHAs
aHOMAaJIMSI Pa3BUTHUSI ME3EHXUMAJIbHOTO MaTpUKca opra-
HU3Ma, MPUBOASLIAS K CHUXEHUIO MPOYHOCTU COEAU-
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HWUTEJIPHOW TKaHW OpraHoB U cucteM. B.B. UemomanoB
u E. E. KpacHoBa npemiaraior noHstue (Guoporniactu-
YECKOro jauvare3a co CJAEAYIOUIMM oImpeneseHueM. DTo
MOJUTeHHO Hacjenyemasi aHoMalius OOMEeHa BellEeCTB,
CyTb KOTODOI 3akjtoyaercsi B HapylleHUu (HopMUpo-
BaHMS W CO3PEBAHMS CTPYKTYP COCAMHUTEIHLHOW TKaHU
opraHu3Ma BCJIEICTBUE TE€HETUYECKU OOYCIOBJIEHHOTO
nedekTa HepMEHTHBIX CUCTEM, UTO IMPUBOIUT K pa3BH-
TUIO TUCTUTACTUIECKUX U3MEHEHUI TKaHEei, TOTOBHOCTH
K BO3HMKHOBEHHUIO 3a00JIeBaHUII OMOPHO-ABUTATEIbHO-
ro anmnapara U BHyTpeHHUX opraHos [1].

Jucruiasud CoelMHUTENbHOM TKaHU pas3iesisiioTcs
Ha iudbdepeHurpoBaHHble U HenubdepeHIUPOBAHHbIE
dopmbl. [IuddepeHMpoBaHHasT AMCIUIA3USI COCIMHU-
TeJbHOM TKaHU MpeJCTaBlIeHa PsIIOM CUHAPOMOB — Map-
dana, dnepca — Jlanno, Crukiiepa, HeCOBEpIIEHHBIN
ocTeoreHes W Ap. B KX ocHOBE JEXUT oOmpeneaeHHbI
reHHbI AedeKT cuHTe3a KoyiareHa. Yauie BctpeyaroTcst
HemrbdepeHITMPOBaHHBIE GOPMBI TUCTUTA3UN COCTUHU-
TeJIBHOUW TKaHW. B HacTosIeit craThe TPUBEIEHBI CBEIe-
HUSI TUTePaTyphl 00 STHOJIOTUIECKUX (DaKTOpax U Mexa-
HM3MaX BIUSHUS HeandbdepeHIIMPOBAHHON AUCTUIA3HHI
COCIMHUTEIEHON TKaHW Ha TeYCHHUE PA3TMIHBIX MTAaTOJIO-
IMYECKHUX MPOLIECCOB.

ITo naHHbBIM pa3HbIX aBTOPOB, HeAUDbEepeHIIMPOBaH-
Has dopma AUCIIIA3UU COEAVMHUTETbHON TKAHU MOXET
BcTpeuatbest y 20% u 6onee geteit B momymsiuuu |1, 2].
Cuuraercsi, 4TO 3TOT BapuUaHT [UCIUIA3UU COEAUHM-
TEJIBHOW TKaHW MUMEET IMOJIMTCHHYI0 MYJTBTU(DAKTOPHYIO
npupony. JlokazaHa posib MyTallud T€HOB, KOAUPYIOLINUX
CUHTE3 U MPOCTPAHCTBEHHYIO OpPraHM3alMIO KoJulareHa,
a TaKKe MHOTOYMCIICHHBIX (DepMEHTOB, TTPIMHUMAIOIIIX
y4acTUe BO BHYTPU- M BHEKJIETOUHOM CO3PEBAHUM KOJI-
JlareHa M npoiieccax (pubpusuioreHesa. YuimHeHUe (MH-
cepuus) WM YKOpoueHue (Jesielmsi) Lenu KoJulareHa,
pa3zHOOOpa3Hble TOUKOBbIE MyTalIM1, COMPOBOXIAIOIME-
Csl 3aMEHOI aXe OTHON aMUHOKUCJIOThI, BbI3bIBAIOT Ha-
pyuieHre oOpa3oBaHUsl TONEPEUHbIX CBSI3Ed B MOJIEKYJIe
1 BO3pacTaHuWe KOJMYeCTBa JIETKOPACTBOPUMBIX (pak-
uuit. Hapymaercs dbopmupoBaHue NpOCTPaHCTBEHHOM
CTPYKTYphl KoJUlareHa, 3aMeJIsieTcsl crpaieoopa3oBa-
HUE MOJIeKyJibl. Bce 3TO MpUBOAUT K yMEHBLIEHUIO CTa-
OWJIBHOCTH BOJIOKOH KOJITareHa TIPU MOBBIIICHUN TeM-
reparypsl, u3MeHeHU pH 1 MexaHWYecKuX Harpyskax,
YCWJIMBAET UX BHYTPUKIJIETOUHYIO Ie30pTraHu3anuio [2].

CBsI3b UCIJIA3UM COEAUHUTEIbHON TKAaHU C Ha-
CJIEICTBEHHOCTbIO TPOCIEXKUBAETCSI B paboTax MHOTHUX
aBropoB [1—3]. Tak, npusHaku HeaudbepeHMpOoBaH-
HOI AUCIIa3UM COEAMHUTENbHON TKAaHU OOHAPYKEHbI
V POACTBEHHUKOB 55,2% neteii ¢ muUCIUia3ueil CoenMHMU-
TeJIbHOW TKaHW. TsoKenmbie (hopMbI TUCIIIA3UM BCTpeda-
JIUCh yallle y IeTeil ¢ OTArolleHHON Hac/eCTBEHHOCThIO
(y 37,7% nipotus 29,8% 6e3 TakoBoit) [3]. CpaBHUTEb-
HBI aHaJIW3 HACJCICTBEHHBIX (PaKTOPOB B TPEX IMOKO-
JIEHUSIX POJICTBEHHUKOB MPOOAHIOB MOKa3al, YTO reHe-
TUIECKUI TPY3 BBIIIE B CEMBSIX NETe C XPOHUYECKUM

HACJIEACTBEHHbBIE N BPOXXEHHbBIE BOJIESHU

racTpOAYOJCHUTOM U IUCIUIA3UEH COEAUHUTEILHOM TKa-
HU.

B HacTosiliee BpeMsi MOSIBUWIMCH CBEICHUSI O pOJIU
9K30TeHHBIX (PaKTOPOB B Pa3BUTUU JAe30praHU3alUU
COeJMHUTENbHOM TKaHu. B. Steinmann u coaBT. BbICKa-
3aJl1 MHEHHE O TOM, YTO pa3HOOOpasue KIMHUYECKUX
MPOSIBJIEHUI JTUCIUIa3UM COCAMHUTEIbHOM TKAHU MOX-
HO OOBSICHUTH HE TOJBKO MYyTallMeil pa3IMuHBbIX T'e€HOB
WJIM BapuadeIbHON 3KCIIPECCUBHOCTIO OJHOTO M3 HUX,
HO U ICHICTBUEM CPEIOBbIX (PAKTOPOB, B YaCTHOCTU HE-
0JarONpPUSITHBIM TEYEHUEM OEpPeMEHHOCTU Y MaTepH,
0COOEHHO Ha paHHUX cpokax rectauuu [4]. B GonbinH-
CTBE CJIy4yaeB y MaTepei JeTeil ¢ AUCIUIa3ueii COeqUHU-
TEJbHOW TKaHU OTSTOIIEH aKylIepCKO-TMHEKOJIoThYe-
ckuit aHaMHe3. Y 74,5% XeHIIMH oTMedasaach TMITOKCUST
Ha BCeM TIpOTsKeHnn oOepemeHHoctH, v 30,9% — pas-
BWJICS TecTo3. Y 55,4 % XeHIIMH OepeMeHHOCTD ITPOTeKa-
J1a Ha (poHe aHemuu [5]. Ha MoMeHT poxaeHus1 peOeHKa
C IUCIIa3ueil COeMMHUTEIbHOM TKaH! XEHIIMHBI 4acTO
ObuIM cTapiie 25 JIeT, UMeIU BBIKMIBIIIM B aHaMHe3e,
BO BpeMsl OEpeMEHHOCTU Y HUX HEpeIKO OTMeyalucCh
obocTpeHue nueaoHedprTa, IprueM JeKapcTB, poabl HO-
CHUJIA CTPEMMTEJILHBIN XapakTep [6].

WccnepoBatenu BUAST TakKXe pOJb KHUIIEYHOTO
MCcOMO03a B pa3BUTUM OUCIUIA3UU COCIMHUTEIbHON TKa-
Hu. [lo MX MHEHMIO, MMKPOOPraHWU3MBbl, TPOAYLHUPYIO-
mue (epMEHTHI, YY4aCTBYIOT B META0OJIM3ME COCIMHM-
TEJbHOW TKAaHU M €€ Je30praHu3aliui, TaKuM 00pa3oM,
BJIMSISI HA pa3BUTHE AUCILIa3uu [7, §].

Knunuuyeckn HenuddepeHIMpOBaHHAS AUCILIA3US
COCJMHUTEILHOM TKaHU MPOSIBISETCS BHEIIHUMU (de-
HOTUITMYECKUMU MapKepaMu, TUIIEPMOOUIBHOCTBIO CYy-
CTaBOB MU TMIIEPPACTSKMMOCTBIO KOXU, JedopMaliuei
MO3BOHOYHMKA, aTakKXe M3MEHEHUSIMU CO CTOPOHbI
BHYTPEHHUX OPraHOB. YCTaHOBJIEHA CBSI3b JUCILIA3UU
COEJMHUTEILHOM TKaHU ¢ BOSHUKHOBEHUEM Y JeTeil Ta-
KMX M3MEHEHMI, Kak MpOoJiaric MUTPAJbHOTO W JAPYTUX
KJ1anaHoB cepiua, neperuonl U aedopMaius XeauHoro
ny3bIpsi, HedpPO- U racTporTo3, ractpodsodareajibHblii
U AYOJ€HOTACTPaIbHbIN PedIIFOKChHI, MUOTIHS.

WmMeromasicsi maTosiorusi B OOJIBILIMHCTBE — CJIyvacB
COIPOBOXIAETCSI HApyILIEeHUsIMU TomeocTrada. M3ydyeHue
CTPYKTYpbl U Mpoliecca oOpa3oBaHUsl KoJjulareHa Mpo-
BOJUTCSI TIPU UCCIEAOBAHUN OUOJIOTUYECKUX KHUIKO-
creil (Moya, ChIBOPOTKA), TKaHel (Xpsiil, KOCTb, KOXa)
U KYJBTYPbl KOXHbIX (ubpodaacToB. buoxumuueckue
METO/Ibl MO3BOJISIIOT OMNpPENEIUTh COCTOSIHUE 0OOMeHa COo-
eIMHUTEIbHOM TKaHU, YTOUHUTb AMArHO3, MPOTHO3UPO-
BaTh TeUEeHUE 3a00JIeBaHUS U OLICHUBATh 3()(EeKTUBHOCTh
Tepanuu.

BaxHoii cocTaBisOlEell OpraHHbIX AUCHYHKUMIA
MpU TUCTUTA3UU COEAMHUTEILHON TKaHU SIBJISIETCSI HApY-
LIEHHBI CUHTE3 KoJlJlareHa, oOHapyKMBaeMblii Y 00JIb-
HIMHCTBA 00J1bHBIX. O €ro COCTOSIHUY Ha MPAKTUKE OObIY-
HO CYJISIT 110 YPOBHIO OKCUIIPOJUHA U TUAPOKCUIIPOIMHA
B OMOJIOTMUECKMX KMIKOCTSX (ChIBOPOTKA KPOBU, MOYa,
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KEJTYIOYHBIN COK, CHHOBUATbHAS XXUIKOCTH). OKCUTIPO-
JINH — OJTHA U3 OCHOBHBIX aMUHOKHCIIOT KOJIJIaTeHa; 3TO
ITO3BOJISICT CYMTATh €€ MapKepoM, OTpaKaroIlNM KaTa-
0omm3M maHHOTO Oenka. Yarme Bcero me30praHU3alivst
KOJUTareHa BO3HUKAeT BCJICACTBUE HaPYIICHHUS MEXMO-
JIEKYJISIPHBIX CBsi3eid. BeKoBO-CBSI3aHHBIN OKCUITPOJIMH
OoTpaXkaeT TIPOLIECCHI Kak pacrana, TaK W OMOCHHTe3a
KoJutareHa. JIJist aHaM3a mpoleccoB OMOCHHTE3a KoJuTa-
reHa noJib3yloTcsl KoadbUuIIMEHTOM CBOOOAHBINI /OeKOo-
BO-CBSI3aHHBIIT OKCUTIPOJTAH.

VY nereil B mepuon BHIPAXKEHHBIX ITPOSIBJICHWH ITH-
CITTACTUKO3aBUCUMOM TTaTOJIOTUM BHYTPCHHUX OPTaHOB
YCTaHOBJICHO 3HAYUTEJIbHOE IOBBIIICHUE B CHIBOPOTKE
KPOBU COZEPXKaHUsI OKCUITPOJIMHA W CHIDKCHUE YPOB-
Hs1 mMKo3amuHorukaHoB 111 Buga B cTpyKType o0IImx
TJTMKO3aMUHOTJIMKAHOB HE3aBHCUMO OT TOTO, B KaKOM
cUCTeMEe OpraHM3ma IpeodianalT u3MeHeHus [5, 9].
[Ipu 3TOM CyTOYHAsT SKCKpELXsI OKCUITPOJIUHA C MOYOM
YBEJIMIMBACTCS, YPOBCHB KepaTaHCYIb()ATOB B CTPYKTYpe
00IIMX TIIMKO3aMUHOTJIMKAHOB B MOUE PE3KO CHIDKACTCS
[9]. [ToBbllIEHWE KOJUYECTBA OKCUIIPOJIMHA B CYyTOUHOM
MOYe KOPPEIUPYET C TSDKECThIO IMCIUIA3MM COCTUHU-
TEJIPHOW TKAaHW W IOBBIIIEHHBIM CONEpKaHUEM JIPYTUX
AMUHOKUCIIOT B KPOBU — THMIPOKCUIIPOJIMHA, JIU3WMHA,
nposuHa [2, 10].

[MapokcUTpoIMH — elle OfHa aMUHOKHCIIOTa, CO-
cTaBsIONMIas Heboplylo acth (12—14%) amMuHOKU-
CIOTHBIX OCTaTKOB KoJjulareHa. [lpmee ompenereHN
CJeyeT YYWTBIBaTh, UTO OHA TaKKe BXOAWT B COCTaB
C1l-cyOKOMITOHEHTa KOMILJIEMEHTa, MPOMENnTUaa Mpo-
koymareHa (5% ot o6IIero cocraBa aMWHOKHCIIOT),
B MCHBIIIEM KOJUYECTBE COMNEPXKUTCST B JTACTUHE U alle-
TUJIXOJTMHACTEepas3e, YTO, B M3BECTHOW CTEIICHU, MO-
KeT MCKaXaTh ITOJlydaeMble pe3yJbTaThl. TeM He MeHee
TIPU 0OOCTPEHUN TAaCTPOIYONECHUTA U SI3BEHHOI 00JIe3HI
TBEHAIIIATUTICPCTHON KUIIKY y IeTei HabJIomaeTcsl 3Ha-
YUTETBHBI POCT YPOBHS (Dpakiuii TUAPOKCUIIPOIUHA
B MOYE U CITIOHE, TIPUYeM HAUOOIBIITNIT — TIPU SI3BEHHOM
Oosie3Hu. AHanu3 Gppakuril JTaHHOKH aMUHOKUCIIOTHBI TT0-
KazaJl 3HAYWTEIIBHOE YBEJIWYCHUE YPOBHS CBOOOIHOTO
TMIPOKCUTIPOJIMHA W CHIDKEHUE OTHOIICHUS OEJIKOBO-
CBSI3aHHBI /CBOOOIHBIN TUIPOKCUIIPOJIUH B CHBIBOPOTKE
kpoBHu c 1,1 npu ractpoayonenute 10 0,5 mpu si3BEHHO
Oosie3Hu [11]. DTO CBUIOETENLCTBYET O HAPYIIEHUU AU-
HaMHMUYECKOTO PAaBHOBECUST MEXIY NECTPYKIIMEH ¥ OMo-
CHMHTE30M KOJUIareHa B CTOPOHY OTHOCHUTEIBHOTO TIpe-
BaJIMPOBAHUsI TPOIIECCOB €ro Ierpagallui y MalieHTOB
C MUCIUTa3ueil COeMMHUTEIEHON TKaHU.

OTCyTCTBUEC E€IMHOW METONMKA OMOXUMUIECKUX
WCCIIeIOBaHUIT aMWHOKWCIIOT, pa3iudre HOPM B 3aBU-
CHMOCTH OT ITOJIa M BO3pacTa JeTeil 3acTaBiisieT MCClie-
JoBaTesIell WCIOJb30BaTh pPa3HbIe METONBI IToJCcYeTa
1 olleHKU. Tak, HEKOTOpBIe aBTOPHI HapYIICHWS MeTa-
0oTM3Ma paccMaTPUBAIOT Kak JIETKUE ITPY ITOBHIIIIEHUHT
rmokasareJieit He 6osiee yeM Ha 50% OT HOPMBI, KaK Cpe-
Hel CTEeTeHM TSDKECTH, eCJIA TIPEeBBIIIICHUE TToKa3aTesei

coctanisieT ot 50 no 100%, Kak TsoKenble, eciv ToKa3a-
Teau TnpeBbilaloT HopMy Ha 100% u 6onee. CuurtaeTcs,
YTO MPEBBIILIEHUE WUMEET MECTO, €CJIU [axe OAUH IOo-
Kazarejb W3 rPyMMbl BbIIEA 3a peaeibl HOpMbl [12].
Hdpyrue uccienoBaTesd BBOJAIT IMOHSTUE OUOXMMUYE-
ckoro miopora (BIT) oTHocuTeNnbHOI CTAOMILHOCTU M-
CIUIACTUYECKOro TMpoliecca, pacCUuThiBasi ero mno dop-
myse: BIT=0,755—-0,0044-okcunpoauH (Mr/ji B CyTKU)
+0,025-111 ¢pakuust TIMKO3aMUHOTJIMKAHOB B CHIBO-
potke KpoBu (yci.en.) [9]. Takue criocoObl He OOIIEnpU-
HSITBI U TPEOYIOT JasibHE el MPOBEPKU Ha MPAKTUKE.
Hapsny c¢ykazaHHbBIMU OUMOXMMUYECKMMU MapKe-
paMy MPEANpPUHATHl TOMbITKU ONPEACIeHUs] U Ipy-
rux nokasarejeil: Ju3uHa, NposirHa, (HUOPOHEKTUHA,
N-tepmuHasibHOoro mponentuna kosareda Il tuma
B CbIBOPOTKE KPOBM, 3KCKPETUPYEMbIX KOJIAr€HOBBIX
nenTuaoB ¢ Movoit [2, 10]. MMMyHOTHCTOXUMHUUYECKOE
HCCJIeIOBAHUE C AaHTUCHIBOPOTKAMU BbISIBUJIO BbIPAXKEH-
Hyto aKcnpeccuto kojutareHa 11 tuna u pubpoHekTHHA
B U3MEHEHHBIX YYyacTKaX MOYETOYHMKA TPU BPOXIACH-
HoM MeraypeTepe. [1o MHEHUMIO aBTOPOB, B TAHHOM CJTy-
yae OHU SIBJISIIOTCSI OCHOBHBIMU MapKepamMu Me3eHXU-
ManibHOM aucruiazuu [13]. K coxaneHuto, 3T MeTOAUKU
MoKa He HallUTA HIMPOKOTr0 MPUMEHEHMUSI.
PazBuBatomuiicss npu MeTabogn3Me KoJljlareHa WUM-
MYHHBI/l OTBET B BUJE LIMPKYJIUPYIOLIMX aHTUTEN K 3TO-
My 0esiky — (U3MOJOTMYeCKUi MpolLiecc, OTpaxKarouii
SJIMMUHALIMIO MPOAYKTOB XU3HENESITeIbHOCTU KoJliare-
HOBBIX BOJIOKOH. OH MOXET XapaKTepu3oBaTb YPOBEHb
AKTMBHOCTU MMMYHHOM CUCTEMblI, KOCBEHHO YKa3bIBasl
Ha BOBJICUEHHOCTb B MPOLIECC OTAEIbHbIX TUIIOB KOJJIa-
reHa. Coxepxanue aHturten K kojutareHy I u Il tunos
y IeTeil ¢ pucniasueil COeIMHUTEIbHOM TKAaHU YMEPEHHO
MOBBILIEHO, MPUYeM HauboJiee TOCTOBEPHbI U3MEHEHUS
YpOBHS aHTUTeJ K KojutareHy I1 tuna [14].
[1Ko3aMUHOIIMKAaHbl — MPUPOAHBIEC MOJUCAXaAPU-
IIbl, BXOJSILIME B COCTAB MEXKJIETOUHOTO BElIECTBa IMO-
YTU BCEX BUJOB COEAMHUTENIbHOU TKaHU. B cBOOOIHOM
COCTOSIHUM B OpraHM3Me€ He BCTpeyaloTcsi, 00pasyloT
KOMILIEKC ¢ 6esikaMu. [IMKo3aMUHOIIMKAaHbI MOTYT CBSI-
3bIBaTh OOJIbILIME KOJMYECTBA BOJbI, B PE3yJbTaTe Yero
MEXXKJIETOUHOE BEILeCTBO MPUOOPETAET XKeaeoOpasHblii
xapaktep. [lo ux ypoBHIO CyIsiT O mpolieccax pacrnajaa
MPOTEONIMKAHOB MEXKJIETOYHOTO BELIECTBA COECIMHU-
TenbHOU Tkauu [2, 10]. Haubonee mHbOpMaTUBHBIM
SIBJISIETCSI ONpelleieHue YPOBHSI MIMKO3aMUHOIJIMKAHOB
WY TTPOTEOTJIMKAHOB B CyTOUHOU MOYe.
[ukonpoTenHbl — OeKM, BKJIIOYAIONIME TJIMKO3a-
MMHOTJIMKAHbI, BXOAST B COCTaB PA3JIMYHbIX KJIETOUHBIX
MeMOpaH, CIM3UCTBIX CEKPeTOoB. B anwurenuu xeiyaka
CUHTE3UPYIOTCS HEUTpalibHbIe TJIMKOMPOTEUHbBI, BXOJSI-
1M€ B COCTaB 3allIMTHOTO CJIOSI CAU3U. Y AeTeil ¢ auc-
Mja3ueil COeAUHUTEbHON TKaHU B LIMTOIIA3Me OIU-
TEJIMOLIUTOB MX CONEPXKAHUE CHUXKEHO, 4YTO YKa3bIBaeT
Ha AMCOYHKIMIO JAHHBIX KJIETOK C HapyllIeHUEM CIu-
3e00pa30BaHUsl U BENET K CHUXKEHUIO PE3UCTEHTHOCTU
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CIM3UCTONM OOOJIOUKM TacTPOMyoJdeHATbHON 30HBI [6].
CocrosiHue oOMeHa IJIMKOMPOTEMHOB MOXHO OLIEHUTb
10 YPOBHIO MX METAOOJIMTOB: CUAIOBbIX KHUCJOT, (yKO-
3bl. B KeqynouHoOM coke MalueHTOB ¢ AMCIUIa3uei co-
eIMHUTETbHON TKaHU OOHAPYXXEHO TOBBIIIEHNE YPOBHS
CBOOOJHBIX U OEJIKOBO-CBSI3aHHBIX CHUAJIOBBIX KHUCJIOT,
CHUXXEHUE COJepKaHMsl CBA3AHHOU ¢ 6eakamu (DyKo3bl
B 0a3aJIbHOM M CTUMYJMPOBAHHOM IOPLUSIX, YTO OTpa-
JKaeT JecTabuIn3aluio 3allMTHBIX (PYHKIMA CIU3UCTIX
o06os10ueK. CHUXEHME YPOBHSI CBSI3aHHOI ¢ OesikaMu y-
KO3bl Ha (hOHE YyBEJIUUYEHUSI CONEPXKAHUSI OEIKOB MOXET
CBUJIETEJIbCTBOBATH O BO3MOXXHOCTU YaCTUYHOTIO pacraia
[JIMKOTIPOTEMHOB €IIIe 10 BBIXOA MX B XKEJYIOUYHBIN COK
1 BbIPAOOTKU OEJHOTO MIMKOMPOTEUHAMU, «HE3PEJIOro»
>KeJTyaouHoro cekpera [2, 10, 11].

Kpome Toro, mmeror 3HaueHue (hepMEeHTh OOMeHa
IJUKOMPOTeEMHOB — o-D- u B-D-manHO3Mnaser. Ms-
BECTHO, YTO OCTaTKU a- U B-D-MaHHO3 BXOIAT B COCTAB
YIJIEBOAHBIX KOMITOHEHTOB TITMKOIPOTEMHOB, TJIMKOTIETI-
TUJIOB U IJIMKOJIMTTAIOB IJ1Ia3Mbl KPOBU, CIIM3UCTBIX O0pa-
30BaHUil U TKaHel. B peakiusix kaTabosrzMa MaHHO30-
colepXKallux MNIUKOMPOTEUHOB B OPraHU3ME Y4acTBYIOT
Jm3ocoMalibHble (epMeHTs! a-D- n f-D-maHHO3MOa3bI.
VY nereii npu 000OCTPEHUU 3PO3UBHOTO TaCTPOAYOAECHU-
Ta, ACCOUMMPOBAHHOM C JAMCIUIa3MEl COeNUHUTEbHOMI
TKAHU, B CHIBOPOTKE KPOBU U CJIIOHE OJHOHAIPAaBIEHO
YBEJIMYMBAETCS AKTUBHOCTBb - W B-MaHHO3MAA3. Ypo-
BEHb [-MaHHO3MAA3bl NPSIMO KOPPETUPYET C OONBLINM
IMaMETPOM 3PO3UI U HAJIMUMEM MHOXKECTBEHHBIX 3PO-
31, YTO CBUIIETEJILCTBYET O 0OJIEE BHIPAXKEHHOM pacrajie
[JIMKOMPOTEUHOB CIIM3UCTBIX 000J0YEK MPU 3PO3UBHOM
nporecce [11].

VY nereii ¢ nucruiazuelt COeNUMHUTENIbHON TKAHU BbI-
SIBJICHbI 3HAYUTENIbHbIE HApYIIEHHWS B SHEPTeTUIECKOM
oOMeHe, BTOPUYHBIN 3HEeproaeUIUT, MPU3HAKU OKU-
CJIMTEJIBHOTO cTpecca 1 Thurnokcuu. Bee aTo criocodcTByeT
MPOTrpeccUpoBaHNI0O OCHOBHOI cumnTomMatuku. KM3me-
HEHUs ra30TPaHCIIOPTHOM (PYHKIIMY BBIPAXKAIOTCS B YBE-
JIMYeHUU ypoBHsA 2,3-nudocdoriauiiepara, 4To sBIsIeTCS
CUTHAJIOM HEJ0CTaTOYHOI oKcureHaimu. Hapsiny ¢ atTum
HaOJIo1aeTCsl CHUKEHUE YPOBHS TTMPOBUHOTPAIHON KM~
CJIOThI, OTpaXalolllee CPbIB AAANTAIIMOHHBIX BO3ZMOXHO-
CTeil 3PUTPOLIMTOB B OOECIIEUCHNUM TKAHEW aleKBaTHbIM
colepaHueM Kucjaopoaa. Y aereii ¢ qucria3ueit coeam-
HUTEJbHOW TKAaHW OTMEUYEHO TOBBIIIEHNE YPOBHS JIAKTa-
Ta (HEpeIKO ¢ pa3BUTHEM JIaKTaT-allu103a), JaKTaTaerv-
JIpOreHasbl, CHUXKEHUE YPOBHS CYKIIMHATIAETUAPOreHa3bl
sumbouutos [15]. PazButue okucauTesbHOro crpecca
MOATBEPXKIAETCSI CHUKEHUEM PE3UCTEHTHOCTU MeMOpaH
SPUTPOLIUTOB, YBEJIWYEHUEM COHEpPKAHMS AKTUBHBIX
MPOAYKTOB THOOAPOUTYPOBOI KHCIIOTHI B CBIBOPOTKE
KkpoBu [16].

HccnenoBanue cucteMbl aHTUOKCUAAHTBI — TTPOOK-
CUJAHTHI TOKa3aj0, YTO MPU AUCIIA3UU COECAUHUTEb-
HOIl TKaHU OTMeYaeTcsl aKTMBALKS (hepMEHTOB IMepBOIA
JIMHUU 3allUThl — CYINEPOKCUIMCMYTa3bl U KaTaja3bl

HACJIEACTBEHHbBIE N BPOXXEHHbBIE BOJIESHU

B OPUTPOLIMTAX U LEPYJOIIa3MUHA, YTO OYEBUAHO SIB-
JISIeTcsl peaju3aliueit NefcTBUSI MEXaHU3MOB JI0JTOBpe-
MEHHOI ajanTaluyu CUCTeM aHTMOKCUIAHTHOW 3alUThI
KPOBHU B YCJIOBUSIX TUTTOKCUU U OKUCJIUTEIBLHOIO CTpecca.
OlieHKa CreKTpa JUMONPOTEUHOB YKa3blBaeT Ha ybo-
K1€ HapylleHHUsI TPAaHCIIOPTA JIUMUIOB: YBEJIMUEHUE OKU-
CJUTENIbHOM MoaubUKAIIMK JIMTIONPOTEUHOB U CHUXKE-
HUe cofepxaHus P-dpakuuu. M3sMeHeHNsT aKTMBHOCTH
JIEAKOUMTAPHOM 3J1aCTasbl, a,-MAKPOIJIOOYIMHA, CyM-
MapHOU aKTUBHOCTHM CEPUHOBBIX IIPOTEMHA3 W aHTUITPO-
TEOJIMTUYECKOTO TOTeHIMada KPoBU HecyT MHdopMma-
LIMI0 O HAJTMYMU TTOBPEKAEHUSI U MOTYT pPACCMaTPUBAThLCS
KaK JUarHOCTUYECKUE MapKepbl IUCIIA3UM COCIUHU-
TeJbHOM TKaHu [16].

CoOBpeMeHHBIC TOCTHXKEHHMSI OMOXUMHM OTKPBUTA
IUTSI yICHBIX HOBBIM CIIEKTp (hepMEHTOB, aKTHMBHO yda-
CTBYIOIIMX B METa0OJIM3ME COEIMHUTEIbHON TKaHU,
— KOJIIareHa3bl, MATPUKCHbIE METAJUIONPOTEUHA3bI.
VYkazaHHble (EepMEHTbl BXOISIT B CEMEHCTBO BHEKJIE-
TOYHBIX IIMHK3aBUCUMBIX 3HIOIENTUAA3 (MX 28 BUIOB),
CMOCOOHBIX pa3pylaTh BCe TUIbI OEJIKOB BHEKJIETOUHOTO
MaTpUKCa: UHTEPCTULIMAJIbHbBIE KOJUIATeHbI U KOJIareHbl
0azajbHOIt MeMOpaHbl, TPOTEOTIMKAHBI, AEKOPUH, DU-
OpomonyJiiH, (PUOPOHEKTUH. AKTUBHOCTb MAaTPUKCHBIX
METaJUIONpPOTEUHA3 HAXOAUTCS TOJ BIMSIHUEM HOHOB
Marausi, IeUIUT KOTOPOTO, BEPOSITHO, TTPUBOIUT K TI0-
BBIIIEHUIO aKTUBHOCTU KoJutareHas [17]. PaboTsl 110 u3-
YUEHMIO METa/UIONpOoTenHa3 y JeTeil ¢ aucruiasueit co-
CIMHUTEbHON TKaHW HEMHOTOYMCIICHHBI, TIOJTyYeHHBIE
JIaHHbIe MHOTIA TPOTUBOpeurBHl [17, 18].

IMoaTeepxaeHa pojb MAaTPUKCHBIX METALIONPOTEU-
Ha3 2-r0 U 9-T0 TUMOB U UHTUOUTOPOB METAILIIONPOTEU-
Ha3 1-ro u 2-ro TUMOB B MATOreHe3e My3bIPHO-MOYETOU-
HUKoBoro peduitokca y aereit. Ilpu atom Habtomaercs
U3MEHEHUE COOTHONICHUSI YPOBHSI METa/UIONpOTerHAa3
U VX UHTUOMTOPOB B CTOPOHY MOCJEAHUX, UYTO YKA3bIBAET
Ha aKTUBHOCTb (hrbposupyroiux npoueccos [18]. bojb-
ITWHCTBO aBTOPOB CYMTAIOT, YTO aKTUBHOCTH MHOTHX BHU-
JI0B MAaTPUKCHBIX METAJUIONPOTENHA3 MOBbBILLIEHA y NeTei
¢ IUCIIa3ueil coeqMHuTeIbHOM TKauu [17, 19].

Psin uccnepoBaTeneil MOCBSITUIM CBOM pabOThI M3-
YYEHUIO poJiK TpaHchopmupyomiero akropa pocra f,
(TFR-B,) — UMTOKMHA, CUHTE3UPYEMOTO aKTUBUPOBAH-
HBIMU Makpodaramu, B BOSHUKHOBEHUM TTOYCYHOM ITa-
TOJIOTMU Ha QOHE UCIIA3UU COENMHUTE]bHOU TKaHU
[13, 20—22]. Joka3aHO ero y4yacTue B MPOAYKILIMU Oei-
KOB 3KCTpale/UTIoIsIpHOro Marpukca (pubOpoHekTHHa,
kosutareHoB | — IV Tuna, snacTtvHa, MPOTEOTIMKAHOB,
TMAYPOHOBON KUCIOTBI M JIp.). DTO JOCTUTAETCSl €ro
CJIOXXHBIM B3aUMOJEHCTBUEM C APYTUMU IIUTOKMHAMU
u pakropom pocta coeauuutenapHoii TkaHu (CTGF).
IMokaszano, uro TFR-B, BbI3bIBAET TUNEPTPODUIO U TH-
MepIia3uio KJIETOK TIJIaJKOM MYCKyJaTypbl COCY/AOB
MoYeK, 4YTO yCyryossieT HapylleHUs] BHYTPUOPraHHOI
noyeyHoi remopuHamuku [20]. TokasaHo, yto TFR-B,
uHruobupyetr nuddepeHuMpoBKY MUOOIACTOB, CTUMY-
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JIUPYeT CUHTE3 W MHTUOMPYET AETPamallfio SKCTpariesi-
JIFOJISIPHOTO  MaTpuKca, crocoOcTByeT amonTtosy |[13].
B pesynbrate ycuiaeHue ero SKCIpecCuy MPUBOIUT K Ha-
pyleHnio HedporeHe3a. MMMYHOTMCTOXMMUYECKHE UC-
cJIeIOBAHMS TTO3BOJIJIA BBISIBUTh aKTUBHM3ALIMIO YKA3aH-
HOTO LIUTOKMHA M €r0 PElEeNTOPOB Ha KJIETKaX TJIaJIKUX
MBI JIOXaHKKW W MPUJIOXaHOUYHOM YaCTH MOYETOYHHMKA
MPU BPOXAEHHOM THIPOHe(hpOo3e, B IUCTATLHON YacTh
MOYETOYHHMKA TPU BpOXKIEHHOM Meraypetepe [13].

B nmutepatype HeT eIMHOr0 MHEHUs O 3HAUMMOCTHU
onpeneneHust konuyectsa TFR-B, B Moue st BbisicHe-
HUSI CTETICHU TIOBPEXKICHUS TOYEYHOUN IMapeHXUMBI.
ITo MHEHUIO OIHUX aBTOPOB, €r0 YPOBEHB IMOBHIIIACTCS
MpU 00OCTPEHUU XPOHMUYECKOTO OOCTPYKTMBHOIO ITH-
enoHedpuTa U Merayperepe. [lo MHEHUIO OPyrux, 3TOT
LIMTOKWH OLICTPO pa3pylliaeTcsl B IPUCYTCTBUU MOYEBU-
Hbl [20, 22].

ITpu MOphOTOTNYECKNX  HMCCIIEAOBAHUSIX Y AeTeil
¢ IUCIUIa3ueil COeANHUTEbHONM TKAHU BBISIBIISTIOTCS TIa-
TOJIOTMYECKHE U3MEHEHUs B BUIE M3MEHEHUST apXUTEK-
TOHMKHM BOJIOKHUCTOTO OCTOBa JEPMBI C HapylIeHHEM
KOMITOHOBKHY KOJIJTAar¢HOBBIX BOJIOKOH, WX OECIOpsSiIod-
HBIM PACIOJIOKEHUEM, TOSBICHUEM 30H pa3pbIXJICHUS
1 pa3BOJIOKHEHHUSI. Y OOJBHBIX C AWCIUIA3Ue COemu-
HUTEJbHOM TKaHU M XPOHUYECKUM TacCTPOAYOJECHUTOM
pu MOPGHOMETPUM GUOTNITATOB OOHAPYXEHO CHUKEHUE
TOJIIIIUHBI CIIM3UCTON 000JIOUKM Kenynka [6]. B mpyrux
paboTtax aHajau3 OMONTATOB CIM3UCTON OOOJOUKM Ke-
JIyIKa M IBEHAIUATUIIEPCTHOM KUIIKW BBISSBUJ PacIipo-
CTpaHeHHbIE TTOBEPXHOCTHbIE W3MEHEHUST CIM3UCTOM,
MOBBIIIEHHYIO cekpeluto ciausu [11]. [Tpu BpoxxneHHOM
MeraypeTepe B CTeHKE MOYETOYHUKA UMEET MECTO TUIIep-
MJ1a3UsT COCMUHUTEIBHOM TKAHW BILIOTH IO TOTAJIBHOTO
3aMeleHUsI BCEX CI0EB CTEHKM MOYETOYHMKA, TUTIepITia-
3UsI KOJUTATEHOBBIX W 3JIACTUYECKUX BOJOKOH, CErMeH-
TapHasl TUIIOTUIa3Us MBIIIEYHOTO CJIOSI, YTO MPUBOIUT
K QYHKIIMOHAIBHON OOCTPYKIINY B TUCTATHHOM CETMEH-
Te MovyeTouHuka [10, 23].

Kak n3BecTHO, KJIETKM KPOBU U KPOBETBOPHAsI TKaHb
SMOPUOTEHETUYECKN MMEIOT Me3eHXMMAaJIbHOE TPOUC-
XOXIEHUE W SBISIIOTCS PAa3HOBUIHOCTBIO COETMHUTEIb-
HOU TKaHM. B HacrosIiee BpeMsi TOCTaTOYHO ITOAPOOHO
WCCIIEIOBAHO COCTOSTHUE COCYIUCTO-TPOMOOIIMTapHO-
o0 M KOaryJIsiIiMOHHOTO 3BEHbEB CHUCTEMBI TeMOCTa3a
MpU IUCTUTA3UNA COSIUHUTENbHOM TKaHu. K cuMmTomo-
KOMITJIEKCY TeMOpPpAarMuyecKux reMaTOMe3eHXMMAaIbHBIX
JIUCIUTa3Uii OTHOCSAT pa3HOHAIMpaBJIeHHbIE HapyIICHUS
TeMOCTa3a, BKITIOUYAIOIINe TPOMOOIIUTOITATUN, CHIKCHUE
AKTUBHOCTU (PAKTOPOB CBEPTHIBAIOIIEH CUCTEMBI, HAPY-
IIeHUsI KOHEUHOT'O 3Taria CBepThIBaHUSI KpOBU [24].

VY GosblIMHCTBA JIeTel C AUCIUIa3ueil COeaIMHUTEb-
HOIi TKaHU HAOJTI0AaeTCSI CHUKEHUE YPOBHS MaKpO- M MU~
KpoasieMeHTOB B TKaHsix. [To nanusim T. . KanypuHoi,
JI. H. AbGakyMoBoIii, y mereil c aucriazueid CoeanHu-
TEJIbHOM TKAHW YACTO BCTpeyaeTcsl ACHUIIUT KPEeMHUS
(y 100%), cenena (y 95,6%), xanust (y 83,5%), KanbLust

(v 64,1%), memm (y 58,7%), mapranua (y 53,8%), mar-
Hus (y 47,8%) w xenesa (y 46,7%) [25]. Bce ykazanHbie
MaKpO3JIEMEHThI, KaK U3BECTHO, TIPUHUMAIOT aKTUBHOE
ydyacTue B MUHEpaIu3alluy KOCTHOW TKaHW, CHHTE3e
U CO3PEBAHUU KOJlIareHa.

Marnuii SiBfisieTcsl 4eTBEpPThIM (ITOCTIe HATPHSI, KaIus
W KaJIbLIUsSI) 10 pacrpoOCTPAaHEHHOCTM MOHOM B Opra-
Hu3Me desioBeKa. OH BBITTOHSIET MHOXECTBO (DYHKIIWIA,
BTOM 4YMCJIE CTaOMJIM3UPYET CTPYKTYPY TPaAHCIIOPTHO
PHK. Ilpu nedpuunre MarHusi CHUXKAeTCsl CUHTE3 Oei-
KOB, B COCIMHUTEJIbHON TKaHU 3aMemIsIeTCsl CUHTE3
BCEX CTPYKTYPHBIX MOJIEKYJ: MPOTEOIJIMKAHOB, TJIMKO3-
aMMHOIJIMKAHOB, KOJIJIareéHa U 2jacTuHa. B pesynbraTe
MeXaHUYeCKHe CBOMCTBA COCIMHUTEIBHON TKAHU YXYI-
matorcsd. Kpome Toro, aeUIuT MarHusi MOXeT TTPUBO-
JIUTh K CHIDKEHWIO aKTUBHOCTH THallypOHAHCHHTETAa3
U MOBBIIIEHUIO aKTUBHOCTU THAypOHUAA3 (BCIEACTBUE
MpeKpalleHus AeiCTBUS WHTMOUTOPOB MPU HEAOCTATKe
MarHusi), 4TO MPUBOIUT K YaCTUYHOW Jerpagalliy Trejis
9KCTpale/TosipHoro matpukcea [17].

Kak u3BecTHO, KpeMHUil SBISETCS KO(PaKTOPOM
CUHTE3a MIMKO3aMUHOIJIMKAHOB, 2JIaCTMHA, KOJulareHa,
HeoOXoauM JUIst 00pa3oBaHUs BHEKJIETOYHOTO MaTpUK-
ca COCIMHUTEbHON TKaHMW, MUHEpaIu3allu KOCTHOM
M XPSIIEBOM TKaHU, TMOCTPOCHUS SIMUTETUATbHBIX KJle-
ToK. XpoM oOecreynMBaeT TPAHCIIOPT TIJIOKO3bI 4epes3
KJIETOUHbIE MeMOpaHbl, y4aCTBYeT B CUHTE3€ JICLIUTHUHA,
XOJIECTEpUHA, XUPHBIX KUCJIOT, ACTOKCUKALIMU Opra-
HHU3Ma, CIOCOOCTBYET YBEJIMYEHUIO MBIIICYHONH MacChl
W CUJIBI COKpalleHUsT MBI, Meap — He3aMeHUMBbIi
MMKPOSJEMEHT BHEKJIETOUYHOTO CO3pEBAHUSI KOJlareHa.
MapraHen, HeoOXOAUM ISl TOCTPOEHUSI TUIOTHOM U PbIX-
JIO COEOIWHUTENIbHOM TKaHMW, aKTUBAUUK (HDEePMEHTOB
MUTOXOHAPWI, TOBBILIEHUSI COAEPXKAHUS B OpraHU3Me
aCKOpPOMHOBOM KMUCIOTHI. JebuluT xene3a upeBat pas-
BUTHEM aHEMUHM, CYXOCTU KOXKU, JJOMKOCTH HOTTEei, Ha-
pYyLIEHUEM CHHTE3a IUTOXPOMOB. LIMHK BXOANT B COCTAaB
6osiee 200 meTamoepMeHTOB OpraHM3Ma, B TOM 4uCIIe
MaTPUKCHBIX MeTajutonporernHas. CoaepXUTcs: Iperumy-
IIECTBEHHO B MBILIEYHON M KOCTHOM TKaHsX. [Ipu ero
neduirTe OTMEYaloTCs HapylleHWe MUHEpaIu3aluu
KOCTHOM TKaHU, COCTOSTHUSI KOXHU, BOJIOC, HOTTEIA.

VY nereit ¢ qucruiazveil COeNMHUTENIbHON TKaHU TH-
MEepMOOWIBHOCTh CYCTABOB AaCCOLIMMPYETCS CO CHUXKE-
HUEM COIEPXKAHUST Kalblvsl, KPEMHUS W ITOBBIIICHUEM
colepKaHUs aTIOMUHMS B TKAHSIX; TUIIEPPACTSIKUMOCTh
KOXW yale HaOJomaeTcsl y AeTeil ¢ AeUIMTOM Kpem-
HUSI, CeJieHa, XeJle3a U TTOBBIIIeHEM YPOBHSI aTIOMUHMS;
reMopparuyeckKuii CUHIPOM — C IeULIUTOM MarHUs
B CBIBOPOTKE KPOBU, CEphI U Xpoma B Bosiocax. [1pu aTom
HauboJiee BhIpaXKeHHbIC HApPYILIEHUST HAOII0IA0TCS Y Je-
teir 12—18 net [25]. UHTEepecHO, 4TO MCClenoBaTesIMu
HE MOJIyYeHO MOATBEPXKICHUS B3aMMOCBSI3U CONEPKaHUSI
MarHus ¥ KaJblMs B BOJOCAX U YPOBHSI JaHHBIX MaKpO-
3JIEMEHTOB B CBIBOPOTKE KPOBHM, UTO CJIEIYET YIUTHIBATh
B MPaKTUYECKOI AesATeIbHOCTU Bpaya [25].
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Ha BoopyxeHnM y4eHbIX ceifyac UMEITCSl TeHeThYe-
cKue MeTobl uccienoBaHus. [1py BpoxXaeHHOI 1MaTosio-
MY COCIMHUTEbHON TKaHU Ha MeMOpaHax JIEHKOIUTOB
onpeessieTcsl TMOBBIIIEHHOE MPEeACTaBUTENbCTBO aH-
TUTeHOB THcTocoBMecTMoctn HLA — A28, B35, Cw),
CwS52, camkennoe — A2, B12, Cw3 [26]. HLA B35
u B12 oOHapyXeHbI y IeTeil ¢ MposarcoM MUTPaJIbHOTO
KjarnaHa W rurnepMoOMJIbHOCTBIO CycTaBoB. [loBbIlIEH-
Has skcrnpeccust antureHa B35 cuctembl HLA mpuBo-
JIAT K HAPYLIEHUIO MeTaboJM3Ma KoJulareHa BCJEICTBUE
HU3KOTO COMEPXKaHUSI BHYTPUTKAHEBOTO MarHusl. AHTU-
reHbl rucrocopmectumocty I u Il KjaccoB He TOJBKO
aCCOLMMPOBAHbI € MPENPACIIONOKEHHOCTBIO K PAa3BUTHUIO
NIACIUIa3UM COENMHUTEbHON TKAaHU W OCOOEHHOCTSIMU
ee KJIMHWUYECKUX TPOSBICHUI, HO U ONPEIEISIOT HaJli-
Y€ OTKJIOHEHMI B UMMYHHOI CHUCTEME, YTO YKa3bIBaeT
Ha BaXXKHYIO POJib FeHETUUYECKUX (haKTOPOB B MATOreHE3e
TAHHOTO CcOCTOSTHUS [26, 27]. B TO ke Bpems He Bce UC-
clielyeMble TE€HbI CBSI3aHBI C MPOSIBJICHUSIMU  JMCIUIA-
3UM COCIMHUTEbHON TKaHW. [IpoBeneHHbBIN aHaIN3
G —T nonumopdusma reHoB KoJjinareHa | tuna COLlal
y 35 mereii ¢ AUCIIa3ueil COeMUHUTETbHON TKaHU BbIsi-
BWI HaJlnuue HYHKIMOHAIbHO HEMOJTHOLUEHHOTO ajlieis
s mub y 37,1% W3 HUX, YTO HE OTJIMYAETCS OT YaCTOThI
B nonyJsituu [28].

[MpuHUMIIBI BeAeHUST IeTel ¢ qucIuia3ueil CoeMHu-
TeJbHON TKAHU B HACTOSIIIIEE BPEMSI YETKO He pa3padora-
Hbl. JIeueHUe T0KHO ObITh HAIPABJAEHO HA JIUKBUAALMIO
BBISIBJIECHHBIX U3MEHEeHUit. JIeTsIM ToKa3aHbl MPOIYKTHI,
OoraTble OEIKOM, BUTAMUHAMM, MakKpO- W MUKpPO3Jie-
MeHTaMM. Tak Kak TOJIbKO J1eTa HE MOXET BOCIIOJIHUTh
neUIIMT yKa3aHHBIX BEILIECTB, TO PEKOMEHIYETCS HC-
MOJIb30BaTh MOJMBUTAMUHHBIC MpernapaThl (aCKOpOMHO-
Bast kucjora, ButamuHbl A, E, PP, rpynmnsl B) u npena-
paThbl, coiepXKalliie Makpo- U MUKPO3JIEMEHThI (MarHuit,
Melb, IMHK, MapraHel, cejieH uap.) [10, 27, 29—31].
BonbmmHCTBO U3 HUX SIBiIsIeTCs Ko(aKTopamMu OMOXU-
MUYECKUX PeaKlUil Ha MyTSIX BHYTPU- U BHEKJIETOYHOIO
co3peBaHUsI KoJulareHa W IpyTUX CTPYKTYPHBIX 3J€MEH-
TOB COEIMHUTEJIbHOI TKaHU.

JI1st KOppeKIMM XpOHUYECKOTo AeduumrTa MarHus
MoKa3aHbl TMpernaparbl, COAEPXKAllMe COJAM JAHHOTO
Metasia. [lpenmylliectBo cieayeT oTAaBaThb OpraHu-
YEeCKMM COJISIM, TAKUM KaK MarHusl OpoTaT, MarHus 1iu-
TpaT, MarHus IJIFOKOHAT, MarHus JakTaT, KOTOpbIe JIy4-
1lIe yCBAaMBAIOTCsI, BCACHIBAsIChb M3 KWIIIEYHUKA B KPOBb
MyTeM mpocToit 1uddy3unu, jgerye nepeHocsTcs 1eTbMHU,
YeM HEeopraHMYeckKue coiM (CEepHOKMCIas MarHesus).
BuogocTyrnHOCT, MarHusi BblllI€, €CIM OH TOCTYIaeT
B OpraHM3M B KOMILIEKCE C (PUKCATOPOM, POJIb KOTOPOTO
MOTYT BBIMOJIHSITh BUTAMUHbBI WM BUTAMUHOTIONOOHbBIC
BELECTBA.

C yuyeToM ONUCAHHBIX BbIIIE MaTOr€HETUYECKUX M3-
MEHEHUI [J1s1 OMO3HEPTreTUYECKOl KOpPPEeKLMU ToKa-
3aHO Ha3HauyeHue JIeKapcTB, coaepxkaiux dochopHbie
coemuHenuss (AT®, dochaneH, buUTUH, pPUOOKCHUH,
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uHo3ut). [lpennaralorcss pasHble CXeMbl Ha3HAuYeHUsI
npernapaToB, Hanpumep, pUOOKCUH, JMMOHTAp, Kyle-
caH 1,5 Mec 1S CTUMYJISILMU HEPTOMPOAYKIIMU; ajiee
1,5 Mec OJIMrOBUT, MarHepoT, 3JIbKap C LIEJIbI0 BOCITOIHE-
HUs aedulMTa KoHepMEeHTOB U CyOCTPaTOB; HAa TPEThEM
oTane — MNpeayKTajl B TeuyeHue 3 Mec sl HAKOTUIEHUSI
cuHTe3upoBaHHON 3Hepruu B Bume AT® [15]. Teparus,
BKJTIOYatoniass Maruepot®, y ieteil M MOIpOCTKOB C CO-
€MHUTEIbHOTKAHHON [UCIUIa3ueil cepaua MPUBOAUT
K YMEHBILIEHUIO TPU3HAKOB TMpoJjarnca KianaHoB, 4Ya-
CTOTBI BBISIBJICHUSI MUTPAJIbHOM peryprutaiuu, yMeHb-
LIEHWIO BBIPAXXEHHOCTU KJIMHUYECKUX TPOSIBICHUI
BEreTaTUBHON MUCGHYHKIIMU, 4YaCTOThl KEJTyTO0YKOBBIX
ApUTMUIA, COMTPOBOXAAETCS MOBBIIIEHUEM YPOBHSI BHYT-
PUBPUTPOIIUTAPHOTO MarHMS [32—36].

MeaukamMeHTO3Has Tepanusi 10JKHA ObITh HarpasJie-
Ha Ha CTUMYJISILMIO KOJUTareHooOpa3oBaHUsl (XOHIPOU-
TUH, CTPYKTYM, xoHapokcua, IOHA), koppekuuio Hapy-
LIEHUI CUHTEe3a 1 KaTaboJu3Ma INIMKO3aMUHOTJIMKAHOB,
CTaOMIM3aLUI0 MUHEPAJBHOTO OOMEHa, KOPPEKIIMIO
YPOBHSI CBOOOJHBIX aMMHOKUCJIOT KPOBU, YJydlllEHUE
OMOBPHEPIreTUYECKOro COCTOSIHUS opraHuama [2]. detsim
C IMCIUIa3ueit COeAMHUTEIbHON TKAaHU MTOKAa3aH aleKBaT-
HbII pexXuM, MUHUMU3UPYIOUIUI PUCK TPaBM, JeueOHast
GusKynbTypa, Maccax, rjiaBaHue sl yIydlleHUusl Tpo-
¢uku Mpi. XKenareabHo 00eCreduTh MOCTOSIHHOE Me-
NUIIMHCKOE HAOJIoIeHUE 32 IEThbMU U UX CEMbSIMU.

TakuM oOpa3om, NMpu U3YYEHUU COBPEMEHHOU Jiu-
TepaTypbl Mbl CTAJIKMBAEMCSl C BBICOKUM HMHTEPECOM
ucciegoBaTeneil K npobdjaeMe BAUMSHUS JUCIUIA3UU CO-
eIMHUTEJIbHOW TKAaHW Ha COCTOSIHUE 30pOBbsi. MHO-
TOYMCIIEHHbIE paboThl AOKa3alau, YTO AUCIUIA3Usl COe-
NUHUTEIbHON TKaHU siBjIsieTcsl (haKTOPOM, BIUSIOIUM
Ha GOPMUPOBAHME TATOJOIMU PA3IUYHBIX CUCTEM
OpraHoB y neteil. buoxumuueckue MeTOmbl UCCIENO0-
BaHWsl BBISIBUIM 3HAYUTEJbHbIE U3MEHEHUSI B OOMeHe
COEIMHUTEIbHON TKaHU U 9HEPreTUYeCcKoM OoOMeHe.
M3meHeHus Js1abopaTopHbIX IoKasarejieil Hepenko
BBISIBJISIIOTCSI  HA NOKJIMHUYECKUX CTalMsIX DPa3BUTUS
NUCIUIa3UU COCNUHUTEIbHON TKAaHU U MOTYT CJIYXUTb
MapKepaMM [UJis paHHeil JUarHOCTUKM TaToJoruye-
CKMX COCTOSIHMU. B TO e Bpems pe3ybTaThl Mcciie-
NIOBAaHUIl HEOMHO3HAYHbl, IMOPOW MPOTUBOPEUYUBHI.
Paznuuus B pesyabraTax MOTYT ObITb OOYCJIOBJIEHBI
OTCYTCTBUEM €IUHOI 00ILEeNPUHATON KiaccuduKaluu
NUCIUIa3UU COCNMHUTEIbHON TKAHU y JeTei, UCIOJb-
30BaHUEM PA3MUYHBIX UCCIEJ0BATEIbCKUX METOIUK.
[TpeanpuHsATbHIE MOMBITKU U3YYEHUSI MEXaHU3MOB pea-
JIM3aLMU BIUSTHUST AUCTIIA3UU COEIMHUTEbHON TKAaHU
Ha pa3BUTHE PA3JIUYHON MATOJOTMM Y IeTeil He pas-
pelIWIn BCe MMEIOLIMEcCs BOIMPOCHl U Mpearnojarator
NnpojosKeHue ucciaegopaHuil. [Tomoub MeAUIIMHCKO-
MYy COOOIIECTBY BbIpaOOTATh €AMHbIE MOAXOJbI K MPO-
Os1eMe MOIJIM Obl eIMHbIE PpEKOMEHAalNU, GOopMyTupy-
folllMe YeTKHME NTUarHOCTUYECKUE KPUTEPUU AUCIIa3UU
COCAVHUTEBHOM TKAHU Y AETEN.
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