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[IpencraBieHbl JaHHBIE O CUCTEMHBIX U JIOKAJBHBIX (PaKTopax, 00yCIOBIMBAIOIINX
pa3IMYHBIC PACCTPOUCTBA PAHEBOTO 3aKMBIEHU. VICIIONIb30BaHNEe ATHUX JAHHBIX MOXKET
CHI0CcOOCTBOBATH YIYUIICHUIO PE3YIbTATOB JICYCHHS MAlMEHTOB C PACCTPONCTBAMU
PaHEeBOT0 3aKUBIICHUS.
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[TonnMaHue pa3nuyus MEXIY OCIOXHEHHBIM M HE OCIIOKHEHHBIM TEYEHHEM Ipoliecca
PaHEBOT0 3aKMBJIEHUS MEHSUIOCh HA IPOTSKEHUHU cTojieTuid. BimoTh 1o Havana XIX Beka B
MEIUIIMHCKON JIUTEPAType MPAKTUIECKH HE OBLIIO COOOMICHUH O 3a)KUBIICHUH paH
NEPBUYHBIM HaTsOKeHHEM. U, 0THOBpeMEHHO, NUMEI0Ch MHOYKECTBO OMMCAHMIA MpoIecca
«HOPMAJLHOT0» PAHEBOTO 32)KUBJICHHS COMPOBOXK/IAIOIIETOCS HATHOCHHEM, ME/ITICHHOM
sAnUTeNn3aluen U pa3BuTueM KoHTpakTyp. [Ipakruuecku Tonbko B nociaeanue 100-120 ner
XUPYPry HaYallu HaOIF0IaTh 3aKUBIICHHE paH Per primam intentionem [8]. K nacrosmemy
BPEMEHU YCTAHOBJICHO J[BA BUJIa PACCTPOMCTB 3a)XMBJICHUS paH: 1) TopMoKeHHe mpoliecca
PaHEBOTO 3KUBJICHUS; U 2) Upe3MepHasl perapalys, XapakKTepu3yroIascs 00pa3oBaHHEeM
runepTpoduyeckoro pyoma u kemouaa [7].

TopmoxeHue mporecca paHEBOTO 3aKUBIICHHUS

Topmoxenue ¢a3el Bocnanenus. Hanbomnee yacTo BcTpeyaronifecs: paccTpoiicTBa
PaHEeBOT0 3KUBIICHUS KacatoTcs ¢a3bl BocnajieHus. OyHKIIMOHATbHASI HECOCTOSATEIHHOCTh
KJIETOYHOTO ITyJia, 00ECIEUYNBAOIIEr0 HOpMaJbHOE TeueHue (a3bl BOCMATICHHS, B
OOJBIIMHCTBE CIIyYaeB CBA3aHa C MaTOJOTHEH CUCTEMBI KOMIUIEMEHTA, pacCTPOCTBAMH
XeMOTaKCHCa, CTEPOUIUHAYIIUPOBAHHBIMH PACCTPOMCTBAMHU U caxapHbIM Auaderom. OqHa
U3 CaMBIX YaCTBIX MPUYMH TOPMOKEHHS (Pa3bl BOCTIAICHUS - 9TO Ha3HAUCHHUE MalMeHTaM
MPOTHBOBOCTIATUTEIHBIX CTEPOHI0B. CTEPOUIBI PE3KO YTHETAIOT (ha3y BOCTAJICHUS UTO, B
CBOIO OYepeb 3HAUUTEIBHO HapymIaeT (uoporuia3uto u anruorexes. CieayeT OTMETUTD,
YTO CTEPOUIBI HE MHTHUOUPYIOT IPOIECCHI Pemapaliy, eCial OHU Ha3HAYCHBI MOCJIe TOTO, KaK
¢aza BocniasieHus y)Ke pa3BHIIach, IPUMEPHO, MOCIE YeTBEPTHIX CYTOK MOCIIe HAHECCHHUSI
pansbl [25]. MecTHOE U CHCTEMHOE IPUMEHEHHE BUTAMUHA A BOCCTaHABJIMBACT
(yHKUIMOHANBHYIO aKTUBHOCTh Makpo(aroB B (pa3e BOCHAJIIEHUs B pe3yJIbTaTe Yero, B
MOCIIeAYIONIEM, Ha0II01aeTCss HopMasibHas GpuOporia3us u anruorexes [9)].

B npyrux crnydasx pacctpoiicTBa ¢a3bl BOCMAJICHHS] MOXKET HAOII01aThCSl HApyIICHNE
byHKIIH TeHKOIMTOB. OOBIYHO 3TO TPAH3UTOPHBIE PACCTPONCTBA, MHOTHE U3 KOTOPBIX
BOCCTAaHABIIMBAIOTCS KOPPEKIMEH HyTPUTUBHOM MOAEPKKH, OO0 MOCe MpeKpameHne
Ha3HAYCHHUS XUMHUOTEPATIEBTHUECKUX MPEMapaToB U CYMPECCOPOB KIETOK KOCTHOTO MO3Ta.
B Takux cmyuasx Xupypr JOJDKEH PElInTh, 4To 0oJiee BBITOIHO - PaHEBast penapamus uin
a¢ ekt Ha3HAYCHHBIX METUKaMEHTOB. Psi/1 TeKkapCTBEHHBIX MPEMapaToB, BIUSIONUX HA
MPOIIECC PAHEBOTO 3aKMBJICHUS, IpeAcTaBiIicH B Tadmuie 1 [8].

Tabmuua 1
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HeKapCTBCHHBIC npenaparsl, BJIUAIOINIUE HAa IMTPOICCC PaHCBOT'O 3a’KUBJICHUSA

PaccrpoiicTBa KO1areHoBOro CHHTE3a

[luHra sBisieTcs KIIAaCCUYECKOM MATOJIOTUEN, TP KOTOPOM HAPYIIAETCS MPOLIECC
paHeBoro 3axxusiieHus. [Ipu 3ToM pa3zBuBaroTcs crienupuueckue HapyHeHus
KOJJIAr€HOBOT'O CMHTE3a BCIEACTBUE HEAOCTaTKa ACKOPOMHOBOM KUCIOTHI, TpeOyeMon JJist
nepeHoca KMUCJI0poaa B MOJIEKYJIE€ KOJUIareHa Juisi THIPOKCUIIMPOBAHUS MTPOJIMHA U JIM3UHA -
peakiuyu HeOOXOAMMOM JIJIsl CEKPELMU MOJIEKYJI KOJJIareHa U3 KJIETOK U MOCIeayIomel
MOJIMMEPU3ALMK KoJIJIareHa. PaHbl pu [IUHTe XpYIKUE, JIETKO BO3HUKAET UX
HecocToATeNbHOCTh. HazHauenue ButamMmuua C BOCCTaHABIMBAET MPOLECC PAHEBOTO
3a)KMBJICHUS 10 HOPMAJIBHOTO YPOBHS B TE€UEHHE KOPOTKOI'O MEPHOJIa BPEMEHH,
NPEUMYIIECTBEHHO BCIICICTBUE aKKYMYJTUPOBaHHS MPEIICCTBEHHUKOB KoyareHa [30].

HenocrarounocTh Genka NpUBOAUT K HAPYIICHUIO OTIIOKEHUSI KOJIJIareHa.
AMHHOKHCIIOTBl METUOHUH U JIM3UH OCOOEHHO Ba)KHBI JUIsl KOJIJIAT€HOBOIO CUHTE3a. TeM He
MEHEe, 3TO COCTOSIHUE TPYIHO U3JE€YUTh HA3HAYEHUEM TOJIbKO HECKOJIBKUX aMHUHOKHUCIIOT
IS 3TOro TpeOyeTcs o0ecreYeH e MOJIHOIICHHOTO TUTaHus [6].

HenoctatoyHoCTh KUCIOPOa MPUBOJUT K HAPYIICHUIO Psiia BAXKHBIX pEaKIMI
npouecca penapauu. OIHO U3 TAKMX HAPYIIEHUHN - TATOJIOTUs KOJUIAr€HOBOTO CUHTE3A.
Henocratok kuciopojia Takke NPUBOAUT K CHUKEHHUIO TOJIEPAHTHOCTH TKaHEH K MH(EKIUU.
O4eBUAHO, ITO OAMH U3 HAaUOOJIEe YaCTO BCTPEUAIOIIMXCS «HYTPUEHTHBIX» A€(PULUTOB Y
XUPYPru4ecKUX NalMeHTOB, TAK KaK y OOJIbIIMHCTBA U3 HUX HEPEAKO HAOII0JaI0TCs
TUIOKCUYECKUe cocTossHU. OJIHaKO 00ecrieYeHre KUCIOPOI0M MOKET OBITh 3(PPEKTUBHBIM
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TOJIBKO B TOM CJIy4ae, €CJIM B IOCTATOYHOIN Mepe BOCIOIHEH 00bEM LIUPKYJIUPYIOIIEH KPOBU
- yTOOBI MEPEX0]T KUCIOPOa B TKAHU paHbl HE MHTMOUPOBAJICS Ba30KOHCTpUKIIUEH. TouHble
M3MEPEHHUs CTETIEHU TMIIOKCUH, TIPU KOTOPOW HaOII0AaeTCsl MHIMOUPOBaHUE MPOLIECCOB
paHeBoil penapanuu, He IPOou3BOAUIUCE. OHAKO, B AKCIIEPUMEHTAIbHBIX UCCIIEI0BAHUIX
Ha )KMBOTHBIX YCTAHOBJIEHO, YTO YPOBEHb KOJJIAT€HOBOI'O CUHTE3a U IPUPOCTA MPOYHOCTHU
panbl BozpacrtaroT npumepHo Ha 50% npu ysennuenuu PaO2 ¢ 80 no 200 mm pt. c1. B TO
e BpeMs YCTaHOBJIEHO, YTO TMIIEPOKCHUS HE MPUBOJUT K YCKOPEHUIO Ipoliecca
pereHeparyu [7].

Jlatupusm - cocTtosiHuE, pa3BUBalOIIeeCs BCIEACTBUE NPUEMA BHYTPh -
aMUHOMNPONPUOHUTPUIIA, TIpenapaTa KOTOPhI B3aUMOAECICTBYET ¢ KOHJIEHCATaAMU CMEKHBIX
JM3KUHY MOJIEKYJI B KOJUIAar€HOBBIX MOHOMEPAX U MpeoTBpaliaeT (OpMUpOBaHHE
KOBAJICHTHBIX CBA3€H MEXAYy MOJIeKyJaMu. JIN3WH-TU31H CBA3U OTBETCTBEHHBI 32
MIPOYHOCTH KOJIJIAr€HOBBIX PUOPUILL. Y HKUBOTHBIX OOJBHBIX JATUPU3MOM Pa3BUBAETCS
pacxoXxJAeHue paH, aHeBPU3MbI, XpPOMOTA U BBIBUX XpycCTasluKa. JIaTupu3M pa3BuBaeTcs
BCJIEZICTBUE PACCTPOICTB () YHKIIMOHUPOBAHUS Psiia SH3UMHBIX CUCTEM, KOTOPBIE
MPENSTCTBYIOT NOJMMEPU3AIIMH KOJIJIar€Ha, B YaCTHOCTH BCJIEICTBHUE AePUIUTa
JU3UIATHIPOKCUIa3bl. B 3THX yclioBUsIX HaOmoAgaeTcs: 00pa3oBaHUE «MTKOr0 KOJUIareHa» u
3aMeJIeHHas paHeBas penapaius. Jlepext nomnepeyHsix CBA3ei B JAHHOM ClTy4yae
aHAJIOTMYEH TaKOMY K€ 1eQEeKTy BCIEICTBUE ACUCTBUS NEHUIMIUIAMUHA WU 1epuuuTa
menu [20]. DT JaHHBIE TO3BOJIIIIN OOBSICHUTh H3MEHEHUS! HECKOJIBKMX BUJIOB TATOJIOTUN
coeIMHUTENLHON TKaHu, onucanuble E. Ehlersu F. Danlos B 1899 r. B taGnuie 2
npezcTaBieHbl TuIbl curapoma Ehlers-Danlos [8].

Tabnuma 2
. Fanemunec s
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g b % . | HemeecTeH
HEIF THIEp- | HEIX BefOpMANHA, K0 ¥HEIE Opo- | JOMMHANTHLIA
MOBWEHEIE — ABNMEHHA MHHHAMATE HE
[V zpccemao-
ol CHEMOHHOCTE ¥ KPOBOIOLTERAM, Hediexr cHHTEZE
: TOHEZA KOMA, PasphER] KHINEY- | He HEECTHRI wonnaresa 1]
PIEpE HHEE H ¥p¥IHED apTepHl THIA
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7 v 5 ] S A He mEpecTed
CEA3EHHEIR  Had, K0¥a XPYOKAs, CEN0HHOCTE | PELECCHEHBIN
K KpOBOMOaTEKaM BHFIIEEEIE:HHH
BrpameHHeIi cbomHns | B0 EHBIE
, - HedHupr
. . TPORENEHHA YMEPSHERIE, CEN0- | AYTOCOMHEO-
W1 roasEof 5 : . | IEHITEGpO-
Ta M3-33 OTCAOMG COTHATKH WIH | PENECCHERBIR o
Paspema IAIsHOrO AGMOKA -
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ol Hizkaf pocT, ranepmof .-
HOCTE CYCTAECE C EpOEIEHHRINE ed HITHT Ipo-
multiplex IE Ep M AFTOCOMHD- 'H 9 o
e EBEHXAME, SHATHTEMEHAA 3a- ¥ KONNareH0ERR
congetita; PELECCHE HETE
CTHHHOCTE KOXH H CEJIOHHEOCTE K IEITTHY &3
dermato- OB OTOSTERAN
sparams “F TR

Tuner cunnpoma Ehlers-Danlos

Xots cunnpom Ehlers-Danlos Bctpeyaercs OTHOCUTENLHO PENIKO, 3HAHUE JTAHHOU
NaTOJIOTUU HEOOXOIUMO ISt Xupypra. MHOTHE U3 MAIUSHTOB C TUM CHHJIPOMOM UMEIOT
NPENOCHUIKY JUIsl pa3BUTHS PEIUINBA IPHDK B TIOCIeonepaoHHoM niepuoje [17]. Ognako
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HE00X0IMMO UMETH B BU]Y, UTO T'phKECEeUEHUs 0€3 ONaceHud MOKHO MTPOU3BOIUTD
naruenTam ¢ curapomom Ehlers-Danlos Il u 111 tunio. B To e Bpemsi, ycrex peako
JOCTHXKUM TIPH Ollepanusix Ha aprepusx y 6onbHbIX ¢ |V tunom cunnpoma. Oco6eHHO
TsDKeNa 1715 Je4eHust popMa CUHIPOMA «MSTKOTo KosuiareHa». [Ipu onepanusax y Takux
NAIMEHTOB HEOOXOMMO YKPEILUISATh JTMHUIO IIBOB MPOKJIaIKaMu U3 TkaHu tuna Marlex wmm
Teflon.

Crnenuduueckue 3a00J1eBaHUS C PACCTPOMCTBAMU pernaparuu

PaccrpoiicTBa 3aKUBJIEHUS pPaH HEPEIKO Pa3BUBAIOTCS MIPU YPEMUH, IEUEHOYHOM
HEJI0OCTaTOYHOCTH, XKEJITyXe U Juadere. MexaHu3M 3TUX PACCTPOICTB penapalunu 10 KOHIA
He BbIsicHeH [2,7,10].

Ypemus Panbl y maniueHTOB ¢ XPOHUYECKOM IMOYEYHON HENOCTATOYHOCTHIO, KOTOPBIM
CBOEBPEMEHHO MPOBOJIUTCS F€MOAUANN3, 3aKUBAIOT 3HAUUTEIBHO JIyYIlle, YeM Y OOJIbHBIX
JUIUTETILHOE BPEMsI OCTAIOIIUXCS 0€3 reMoAnanu3a.

Kenryxa. [Ipu MexaHudeckoil )KenTyxe paHEeBOE 3aKUBJICHUE MOXKET HapylIaThCs,
OJIHAKO MOXET U HE ObITh OTKJIOHEHUI OT HOPMAJIbHOTO 3a’KUBJICHHUS.

[leyeHouHast HeHOCTAaTOYHOCTD. [leueHOUHAsT HEAOCTATOUHOCTh MOKET OBIThH
MPUYMHON HapYyLIEHUH 3a)KuBJiieHUs paH. KnuHudeckue HaOI01eH s, HE MOATBEPKICHHbIE
AKCIIEPUMEHTATbHBIMU IaHHBIMU, CBUJETEIBCTBYIOT O TOM, YTO B Psi/I€ CIIy4aeB IaHHbIE
HapyUIEHUsI MOTYT ObITh HUBEJIMPOBAHbI JUETOTEPAIIUEH.

Caxapubiii quadet. [1noxo KoppurupyemMble pacCTpoiicTBa yrieBoJHOI0 0OMeHa
MPUBOJAT K HAPYIICHHUIO MTPOLIECCAa PAHEBOTO 3a)KUBJICHUS U CHUYKEHUIO TOJIEPAHTHOCTH K
uHdeknuu [13]. JICHKOIUTHI y MAIIMEHTOB C TUA0ETOM UMEIOT CHYDKEHHYIO MUTPAIIMOHH YO
CIIOCOOHOCTb, & TUIIEPIIIMKEMUsT HHTUOUpyeT (aronuto3 Oakrepuii [28,34]. [NaueHTs ¢
I1abeToOM MOT'YT UMETh PACCTPOICTBA PAHEBOT'O 3a)KUBJIEHUSI 00YCIOBIIEHHBIE TaAKKE
Heliponatueit [21]. ATepockiiepo3, 4acTo BCTPEUAIONIHMICS TPU Ara0eTe, CIOCOOCTBYET
CHI)KEHUIO IepPy3un, 0COOEHHO HIX)KHUX KOHEYHOCTEM.

Cunapom Marfan. Tlpu BeIpa)K€HHBIX IPOSIBICHUSX JAHHOTO T€HETUYCCKH
00yCJIOBJIEHHOTO CUHApOMa HA0JII01at0TCs c1a0bli CBA30UYHBIN anmapar, paccilauBaroline
AHEBPU3MBI COCYJIOB, BRIBUX XPYyCTaJIMKa, BOPOHKOOOpa3Has rpy b M ckomo3 [18].
XUpypruveckoe JICUEHUE paccilauBarolle aHeBpU3Mbl OYEHb TPYAHO, TaK KakK
COEIMHUTENIbHAS TKaHb MSTKasl B CBSI3U C YEM BO3HUKAIOT OOJIBIIME TPYIHOCTH IIPU
HaJO0KeHUHU MIBOB. TeM He MeHee, Xupypruueckasi KOppeKIus aHEBPU3M U IPbIK Y
MOI00HBIX MAIMEHTOB BO3MOXHA.

bone3np «pe3nHoBOro yenoBeka». OCHOBHOM IePEKT 3aKII04AETCs B MOBBILIEHHOM
AJACTUYHOCTH TKaHel. Koxa npu 1aHHOM HAclIeICTBEHHON NaTOJIOTUH TOJICTAs, JIETKO
pacTATUBAETCS U BUCUT CKIIagKkaMHu. [Ipu TrUCTOIOrHYeCKOM UCCIEeI0BAaHUN KOXKHU
oOHapyx)uBaeTcsl (pparMeHTaIus nactTudeckux Guopuwin. buoxumuueckass OCHOBa
MAaTOJIOTMYECKUX MPOLIECCOB JI0 KOHI[A HE BhISICHEHA. Y MallMEHTOB YacTO BCTPEYAIOTCS
I'PbDKH OCOOCHHO BEHTpaIbHBIE, PEIaKCallisl TA30BbIX OPraHOB Y JKEHILUH, XPUILIBIA roJoc,
BBIBUXU B CycTaBax U 3a00J1€BaHUSI MEXKITO3BOHOUHBIX TUCKOB. XUPYPTrUYECKOE JIEUEHHE C
YKPEIUICHUEM JINHUY IIIBOB OMEPAI[HOHHOMN paHbl 0OBIYHO OBIBACT YCIEIIHBIM [5].

CucremHblie (haKTOPbI MOT'YT BBI3BIBATh Y MAIMEHTOB BhIPAXKEHHBIE pacCTPOUCTBA
PaHEBOT0 3aKMBJICHUS, OHAKO XUPYPry B CBOEH MPAKTHUKE Yallle MPUXOJUTCS UMETH JENO0 C
JIOKaJNIbHBIMH (PAaKTOPaMH.

Oxcurenanus panbsl. T.K. Hunt [7] mokasan BayxHOE 3HaYCHUE OKCUTCHAIIMH TSI
YCHEIIHOI0 3aKUBJICHHSI paHbl. PaHa Ha JHile 3a)KUBaeT ObICTPEE paHbl AUCTAILHOIO OTIENa
HIDKHEH KOHEYHOCTH BCIICJICTBHE JIyYIIero kpoBocHaOxkeHus [3,29,32]. [pyroii npuInHOiA,
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OKa3bIBAIOILEH OO0JIBIIIOE BIMSIHUE HA PAHEBOE 3a)KUBIICHUE, SBIISETCA TEXHUKA YIIMBAHUS
panbl. BepTrukanbHble MaTpacHbIE BBl BBI3BIBAIOT HAUOOIBIIYIO UIIIEMHIO TKAHU B paHE O
CPaBHEHUIO C HEMPEPHIBHBIM U OTACIHHBIMH Y3JIOBBIMH IIBAMHU.

Tpasma. MccnenoBanus mokaspIBalOT BAKHYIO POJIb arperanuu (OpMEeHHBIX
AJIEMEHTOB KPOBU ¥ MUKPOLMPKYJISAILUU TPU TPaBME, OKA3hIBAIOIINX CYIECTBEHHOE
BJIMSIHUE HA JOCTAaBKY KMCJIOPO/a B TKAHHU, YTO B CBOIO OUEPE/b BIUSET HA PAHEBOE
saxusienue [8,10].

JlenepBaiusi. Y MOJOBUHBI J€HEPBUPOBAHHBIX JKUBOTHBIX PA3BUBACTCS U3bA3BICHHE
KOXKH, XOTSI MEXaHUYECKUE CBOMCTBA 3)KUBAIOIIUX PaH, SITUTEIN3AIMS U KOHTPAKITHS
HopMmaseHble [33]. KosutarenasHasi ak THBHOCTh B JICHEPBUPOBAHHBIX YUACTKAX KOXKH
HEKPOTUYECKHUX S13B UPE3BBIYAHO BBICOKA, TPUUYEM Ja)Ke KOPOTKHE MIEPUOJIBI HIIEMUHU
MOTYT CIIOCOOCTBOBATh 3HAUNTEILHOMY MOBBIIIEHUIO YPOBHEN 3TUX 3H3UMOB. Bo3pactanue
KOJIJTar€Ha3HON aKTUBHOCTH HAOIOIaeTCsl IPU MOCTTPaBMAaTHUECKUX HEBpHUTaxX. Tak, MpH
HapyUIEHUH LEIOCTHOCTH JIOKTEBOI'O HEPBA, KOJUIareHa3Hasi akTUBHOCTh BO3PACTaET B KOXKE
IV u V nanblieB no cpaBHEHUIO C IPYTUMU MajJblaMU, UHHEPBUPYEMBIMU HE
MOBPEXICHHBIMU HepBaMu [7].

bakrepuu. Xupypr npakTH4eCcKH BCEeTJa UIMEET JIEJI0 C KOHTAMUHUPOBAHBIMH PaHAMH.
Kputnueckum ypoBHEM YHCICHHOCTH OakTepuil B paHe AJisi OOJIBIIMHCTBA
MUKpPOOpPraHu3MoB, saBisgercs 105 6akrepuii B

1 r tkanu [26]. Ecnu konuuecTBO OaKTepHii B paHe HIKE 3TOT0 ypoBHS (32

UCKJIFOUCHHEM  -T€MOJHMTUYCCKHX CTPEIITOKOKKOB), KaK MPABUIO UMEET MECTO
HOpMaJIbHOE paHeBoe 3axuBiieHue [16]. Ecim sxe coneprxanne OakTepHii MPeBbIIAET TOT
YPOBEHB, HAOJIIOIAETCS PACCTPOUCTBO MPOIECCa PAHEBOTO 3aKUBIICHUS [25].
NurubupoBanue npoiiecca 3aKUBJICHUS IPHU BHICOKOM COJIEpKaHUU OAKTEpHil B paHe
MPOUCXOJIUT BCIAEACTBUE aKTUBHOCTH OaKTepUaIbHBIX IPOTEa3. ITO MOXKET ObITh TaKkKe
00yCJIOBIIEHO HaIMYUEM (DAKTOPOB BUPYJIEHTHOCTH, BBIAEISEMbIX ClIEHU(DUUECKUMU
BUJIaMU MUKPOOOB, KOTOpBIC OJIOKHPYIOT paHeBoe 3axusieHue [11,16]. OnpeneneHnyro
poJIb urpaet crneuuduka caMoil panbl, 00yCIIOBICHHAs €€ BUAOM, JIOKaIU3aluuel, BO3pacToM
narueHToM u 1ip. [25]. CteneHp 6akTepraabHON 3arpsi3HEHHOCTH PaHbl MOXKET OBITh
ornpejeneHa 0aKTepUOIOrHYeCKH, OJTHAKO MPEANOI0KUTh YPOBEHb KOHTAMUHALIUU PAHBI
MO>XHO Ha OCHOBAHMM aHAMHECTHUYECKUX U KIMHUYECKUX JAHHBIX.

UpesmepHast BBIpaXEHHOCTh penapaiiy Npolecca paHeBOro 3aKMBICHUS

INuneptpoduueckoe pyOlieBaHrE U KEIOUI000pa30BaHKE. ITU OTKIOHEHUSI
XapaKTepU3yIOTCs YpEe3MEPHBIM OTJIOXKEHUEM KOJUIareHa, JM00 BbIpaKEHHOM NMpoayKIueH
KOJUIareHa, NpoTeorJuKaHoB U (PUOPOHEKTHHA, a TAKXKE HapyIIEeHUEM Mpolecca Aerpaganuu
KOJIJIAT€HOBOT'O M CTPYKTYypHOro MaTpukca [14]. PaccrpoiicTBa pu JaHHOW MATOJOTHU
CBsI3aHbI C HECHOPMAJIBHOM NIEPCUCTEHLIMEN BOCHAICHUs. Y CTAaHOBJIEHO, YTO BO BCEX
runepTpodudeckux pyoiax cojaepxarbcsi POKYChl BOCHATICHUS U BACKYIISIPU3ALINU.
Komnaren oTkmnanpiBaeTcsi BOKpYT 3TUX O4YaroB BUjE crivpaieil u y3noB. [loutu Bce
runeprpopuyeckue pyoubl KaxXyTcs BOCIAJEHHBIMU B TeUeHHUE paHHEH (a3bl pyOLeBaHUS.
CreneHp runepTpopuyecKoro pyoreBaHusi 3aBUCUT OT AJIMTEIbHOCTH BPEMEHH B TEUCHUE
KOTOpOTO B paHe coxpansieTcs (a3a BocnajieHus. MHOTrHe U3 HUX paccachlBaroTcs yepes3 6
Mec-1,5 roga, npuyemM 3TOMy IpoLEcCy BCEraa MpeiecTByeT UCUE3HOBEHUE XapaKTepHOU
runiepemud [12]. ['uneprpoduueckuii pyoerr xapakTepru3yeTcs YBEIIMYSHUEM pa3MepOB
pyOLIOBOIl TKaHU, 3y/I0OM U OTEYHOCTHIO KOTOPBIE, OAHAKO HE PAaCIPOCTPAHSAIOTCS 32
I'PaHULIbl IEPBUYHOM paHbl. B MPOTHBOMOI0KHOCTE THIIEPTPOPUUECKOMY PYOILy KETOH IbI
XapaKTEepU3YyIOTCs IKCIAHCUEN 3a MpeIesbl PAaHEBBIX KPAeB U MPOHUKAIOT B HOPMAJIbHYIO
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koxy. Kenoupl 00bIYHO HE MOABEPrarOTCs CHIOHTAHHOM PErPeCCUU U 4acTo pepaKkTepHbI K
OOLIENTPUHSATHIM JIe4eOHBIM METOIaM. [ MCTOIOTMYECKH, KEJIOUAbl U TUIEPTPOPUUYECKUE
pYyOILIbI HEPA3JIUUUMBI U XapaKTEPU3YIOTCS CKOTUIEHUSMH TMaJuHU3UPOBAHHOTO KOJJIareHa
opraHusytouierocs B y3zejku. Keixouapl yacto HaOM0al0TCS Y ALIMEHTOB B BO3pACTe
Mexy 10 u 30 rogamu xu3HU. Kenous yacto pa3msirdaeTcst U yIionaeTcs ¢ BO3pacToM U
HACTYIUICHHEM MEHOMay3bI [1].

E.A. Deitch et a. nokasanu, 4to ecinu UIUTENBHOCTD (ha3bl BOCIIAJICHHS B OTKPBITOM
paHe coxpansieTcsi 6osiee 21 cyT, TO UMEETCsl BBICOKAs CTEIIEHb BEPOSITHOCTH
runepTpodudeckoro pyoresanus [10]. [ToBblllieHHOE HATSIKEHUE IIIBOB MPH YIIIMBAHHH
paHbl, TOBPEX/1asi BHYTPUKIETOYHBIN ITUTOCKENET (PrUOPOOIaCTOB MPUBOAUT K BO3PACTAHUIO

TCHHOW TPaHCKPHIIIUU TpoMOouuTapHoro akropa pocra (TGF- ), npyrux MaTpuKCHBIX
MPOTEHHOB U IUTOKHHOB U, TAKIM 00pa3oM, MOKET (OPMUPOBATHCS HEHOPMAbHBIH
MaTpHUKC, CIOCOOCTBYIOIIUN 00pa3zoBaHuio runepTpoduyeckoro pyona. [lo umerommmcs
JAHHBIM, HH YeJIOBEYCCKHi JeiikoruTapubiid anturen A (HLA-A), HU CBS3aHHBIE C ITOJIOM
MPU3HAKK HE MOT'YT OBITh MCIOJIb30BaHbI JJISI ONPEIENICHUs CTEIIEHU PUCKA PA3BUTHS 3TUX
pOoOIEMHBIX PYOLIOB.

B o6mem, runeprpodudeckue pyoIsl MOCTENEHHO CIOHTAHHO PETPECCUPYIOT U
MOJIOXKUTEJIBHO OTBEYAIOT Ha Pa3IMYHbIE BUbI IPOBOJUMOTO JeueHus. Bo3M0XKHO HMEHHO
MOTOMY, YTO 37I€Ch UMEET MECTO MEePCUCTUPYIOIIMI BOCTIAIMTENBHBIN Mpo1iecc,
3¢ (HEeKTUBHBIM JIe4eOHBIM MEPOTIPUSITUEM SIBISIETCS BBEICHNE CTEPOHUIHBIX TOPMOHOB.
TepaneBTrueckue MEPONPUATUS OOBIYHO BKIHOYAIOT UCIOJIb30BAHUE JIOKAJIBHOTO JaBJIEHUS,
CUJIMKOHOBOI'O T'eJIsl | MECTHOE BBEICHUE CTEPOMI0B BMECTE C XUPYPIrUUECKUM
BMeIIaTeILCTBOM JTH00 Oe3 Hero [1].

[Ipennonaraercs, 4TO UCMOIb30BAHUE MOBBIIIEHHOTO JTABJIEHUS CO3/1aET
TUIIOKCUYECKHUE YCIOBUS, YTO MOXKET YMEHBIIHUTH Tpoiudepanuio GuopoOIacTOB U CUHTE3
koyutareHa [19]. JlaHHbIN METO/ JICUSHHSI TAKIKE YMEHBIIACT KOHIICHTPAIUIO TYYHBIX KIIETOK
B pyOli€e, TOCPEJCTBOM YET0 CHU)KAETCS KOHIIEHTpalUs TUCTaMiHa B TKaHu. [Ipu
MPUMEHEHUU CHIIMKOHOBOIO I'ejisl YMEHbILIEHHE TUIEPTPOPUUYECKOr0o pyOLia MPOUCXOIUT
BCJIEAICTBHUE Psi/ia MEXaHU3MOB, BKIIOYAIOUIMX MMOBBIIIEHHOE JABJIECHUE, IPSIMOE JEeHCTBUE
CHJIMKOHA Y PaHEeBYIO THIpaTaIuio [22].

MecTtHOE BBejIeHHE CTEPOUI0B Takke 3P(HEKTUBHO U UTO HAaUOOJIee BEPOITHO,
oKa3bIBaeT AP (DHEKT MyTeM CHUKEHUS SKCIPECCUH PsJIa TEHOB, KOTOPbIE KOAUPYIOT
MPOTEUHBI MaTpUKca U GaKToOpbl pocTa, Takue kKak | GF- 1 THruOUTOPHI KOJIareHa3HOU
aKTUBHOCTH, TaKue Kak 2-makporioOyiuH [8]. JlokanbHOe BBeaeHHE 0J10KaTOpa KaIbIUs
(verapamin) ymenbIiaeT o0pa3oBaHHe HEHOPMAJILHOTO PyOIla, rIIaBHBIM 00pa3oM 3a CYeT
BO3/ICICTBYS HA BHYTPUKIIETOUHBI METa0OIN3M KaJbIIHs, YTO HHAYIHUPYET TPAHCKPHUIIITUIO
reHa kosutarenassl [15,23]. Xupyprudeckoe ucceueHue pyoiia 0e3 MECTHOTO BBEICHHUS
CTEpOoUJia, MPUBOJIUT K PEIMANBAM, 4acTOTa KOTOphIX gocturaet 80%.

CoBpemeHnHas Teopus 00bsICHSET 00pa30BaHKUE TUNEPTPOPUUYECKUX PYOLIOB
CHI)KEHHEM KOJIMYECTBA JIEKOPUHA - MPOTEOTIMKaHA HEOOIbIIOr0 Beca, MPUCYTCTBYIOLIETO
B KOHLIEHTpauuu 25% OT ero coaepx’aHusi B HOpMaJibHOM Koxke. TouHast posib 1eKOpruHa
HEU3BECTHA, OJTHAKO CUUTAETCS, YTO OH SIBJIIETCS HHJOTCHHBIM aHTaronuctom | GF- B
MHTPALCIUTIONSAPHOM MaTpukce. TydHble KIETKH, IPUCYTCTBYIOIINE B YPE3MEPHOM
KOJIMYECTBE B rUNepTpoduueckux pyoOlax Takke BHOCST BKIIaJl B Ipoliecc pyOlieBaHus,
MHULMUPYS Ype3MepHOe 00pa30BaHUE KOJJIareHa BCIEACTBUE CEKPELMU THCTAMHHA,
KOTOPBIN CIOCOOCTBYET Ba30AMIATALIMM U MOCTYIUIEHUIO MPOTEMHOB TUIa3Mbl B
AKCTPALEIUTIONIAPHOE MPOCTPAHCTBO. PUOPOOIACTHI THIEPTPOPHUECKUX pyOLIOB coepKaT
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KOJUTareHasbl, 00JaJaroniue CHIKCHHON IKCIIPECCUEH, YTO TPUBOINUT K YMEHBIIICHUTO
JeTpaaliy KoJJIareHa U peMOoIeIMpOBaHus pyoroBoi Tkanu [4,12].

Kpome toro, B pubpobnacrax mpu runeprpoduieckom pyOiieBaHUU HAOII01aeTCs
HapyIlIeHWe CHHTe3a OKKcH a30Ta. OKUCh a30Ta MOXKET HHTHOUPOBATh PAHEBOE 32)KMBJICHHE
B pe3yJbTaTe aHTUMUKPOOHOTO 3(heKTa, a TakKe BCIEICTBUE PETYISAIUNA aKTUBHOCTH
KoJutareHasbl. @uOpo0aacThl, MOJYYEHHBIE U3 TUIIEPTPOPUUECKUX PYOIIOB UMEIOT OoJiee

Bbicokue koHleHTpauun MPHK nns TGF-  u cekpetupyroT 6osee 3penblii IPOTeUH YeM
¢bubpobiiacTel HOpMaIbHOU KOXkU. MccnenoBanus mokazanu, 4ro GudpoosiacTsl U3

KEJIOUJIOB MPOAYLIUPYIOT CHUKEHHbIE KoiuyecTBa | GF- 3 B cpaBHeHUU C IPOYKIUEH
¢bubpodIacCTOB HOpMaILHOU paHbl [27].
OubdbpobIaACTHI KEIOUJA COAEPHKAT OTHOCUTENBHO 0OJIbLINE KOIMYECTBA H30(POpM

TGF- 1u TGF- 2 koropsle, Kak CUUTAETCS, CIOCOOCTBYIOT YBEIMUYECHHUIO OTI0KECHHUS
AKCTPALEIUTIONIIPHOTO MAaTPUKCA YACTUUHO MyTEM CHHKEHUS PEryJIsUU SKCIIPECCUU
MaTPUKCHBIX MeTayutonpoTenHas (MMP) u yBennveHus NpoTyKIIMH TKaHEBBIX
uHruouropos Meraiionporennas (TIMP) [24,35]. CymectByeT MHeHHE, YTO GUOPOOIACTHI
KEJIOM/1a HE MOAAA0TCS PEryJIALMHU I'€HOB, HEOOXOIUMOM JJIs arnomnTo3a, 4YT0 NPUBOJIUT K
YBEIMYEHMIO JJIUTEIBHOCTH JKU3HU KJIETOK U Ype3MEPHOMY (POPMUPOBAHUS MAaTPUKCA B
TEYCHHE MATOJOTHYECKOro paHeBoro 3axupieHus [31,33].

Takum oOpa3om, paccTpoicTBa MPoOIecca PAaHEBOTO 3aKUBJICHUSI MOTYT ObITh
00ycJoBI€HBI pa3nuuHbIMU (akTopamu. Yare HaOII01al0TCsl PACCTPOMCTBA, CBSI3aHHbBIE C
JIOKaJbHBIMY NMpUYUHAMHK (HIIEMUsI, TPaBMa, HApYIICHUS WHHEepBaIK, nHpeKws). JlanHas
rpynmna paccTpoicTB BO MHOTHX CIIy4asiX MOJIEKUT KOppeKuu. OTpunateabHble
MOCJIEICTBUS CUCTEMHBIX (PAKTOPOB MPUOOPETEHHOT0 XapaKTepa Ha PaHEBOE 3aXKUBJICHUE -
JEHUCTBUE MEUKAMEHTOB, YPEMUH, KENATYXH, IEUEHOYHONU HEJJOCTATOYHOCTH, CaXapHOIO
nuadeTa Takke MOTYT ObITh YMEHbUIEHBI. B TO e Bpemsi BO31eiiCTBOBATh HAa HAPYLIEHUS
PaHEBOTO 3KUBJICHUS, HAOIFOIAIONIMECs TIPU BPOXKICHHOM MaToIoruu - cuHapomax Ehlers-
Danlos, Morfan, 6oe3H1 «pe3nHOBOTO YeIOBEKa» B HACTOSAIICE BPEMs CIIOXKHO.

Nmeromuecs ycnexu B HOHUMaHUHM MaTOr€HEe3a Pa3BUTHS YPE3MEPHO BBIPAKEHHOUN
paHeBoil penapanuu - runepTpoGUUecKoro pyoleBaHus U KeJI0M1000pa30BaHMs O3BOISIOT
HAJIESATHCS HAa ycleX B JICUEHUH JIaHHOM MaTOJIOTMH. 3HAHUE IPUYMH, BbI3bIBAIOIINX
paccTpoMCTBa PAaHEBOTO 3aKUBIICHHUS MMO3BOJISIET XUPYPry CBOEBPEMEHHO MPEANPUHSTH
MEPBI 110 YCTPAHEHUIO OTPULATEIBHBIX MOCIEICTBUN ITUX BO3JAEUCTBUM.
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