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B npedcmasneHHom 0630pe ydeneHo ocoboe 6HUMaHue
amuosioeuu u namoeeHe3y bonesHu JronumpeHa, a makxe me-
modam fiedeHusi daHHO20 3aboriesaHusi, 8KIKYasi HOBbIU HEXU-
pypaudeckull crnocob — UHbEKUUU KOsrlageHasbl, osly4eHHou u3
Clostridium histolyticum.
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KoHTpaktypa (6onesHb) [HwontoutpeHa (BO) — dwmbpo-
nponudgepatMBHoe 3aboneBaHue, xapakTepusupytoLleecs
nopaxeHneM NnagoHHOro anoHeBpo3a, NpMBOAsLLEe K Npo-
rpeccupyroLlen crmbatenbHOW KOHTpPaKType nanbLeB KUCTU.
3aboneBaHne cuutaetcsi Haumboree pacnpoCTpaHEHHbIM B
ceBepHbIX cTpaHax [1], cpeaHuid Bo3pacT Havana GonesHu
— 60 neT, koTOpasi nporpeccupyeT ¢ Bo3pactoM. Bl vawe
BCTPEYAETCA Y MYXYMH, YEM Y XEHLLMH, HO MOSoBble pas-
NNYUSA B pacnpoCcTpaHeHHOCTU 3aboneBaHns yMeHbLUaoTCS
C Bo3pacTom [2].

PacnpocTtpaHeHHocTb B[] 6bina BCeCTOPOHHE M3y4veHa B
pasHbIX BO3pacTHbIX rpynnax v B pasHbIX reorpaounyecknx
pervoHax ¢ y4yeTom Bo3pacTta, nona v psaga gpyrux dakro-
pOB, B TOM YMCI€ 3THUYECKOTO MPOUCXOXKAEHUS, CEMENHOIO
aHaMHe3a 1 (haKkTopOB OKpyxatowen cpebl [3-5]. OgHako,
HECMOTPSA Ha MCCNEeAoBaHMA MHOFOYUCIIEHHbIX MCCNeaoBa-
Teneun, natoreHes 3aboneBaHUs 4O KOHLA TaK U HE U3YYEH.
Kpome Toro, cyuiecTBylLIne XMpypruyeckne cnocobnbl neve-
Husa 6onesHn [onouTpeHa ABNSTCA CUMNTOMATUYECKUMM,
4YTO Hepeako NpuBOAMT K peuunausy 3abonesaHus. MNMoHnma-
HMe MexaHu3Ma W naToreHe3a BO3HVMKHOBEHMS OAHHOMO 3a-
boneBaHus MOXET NnpuBecTn k 6onee ahpPeKTUBHLIM U, BO3-
MOXHO, MEHee TpaBMaTW4HbIM MeToAaM neyeHus 6onesHu
OwontonTtpeHa.

B o630ope npeacrtaBneHa getanbHas OueHKa MOHMMaHUs
aTvmonorum 6onesHu [ionoMTpeHa, BKYas reHeTuyeckme
U VMMYHOIOTMYecKkne npeanochbiiiki, XPOMOCOMHbIe abep-
pauuu, hakTopbl OKpyXaloLen cpeabl U CyLlecTByoLWwmne Ha
CEroAHALWHUA AeHb METOAbI NEYEHMS.

3Tnonorua n natoreHes

MprnymHa BO3HWKHOBEHUA GonesHu [ioniouTpeHa ocTta-
€TCA HEesCHOW, HeCMOTPSA Ha HeocrnabeBawowWnUn MHTepec
6onbLlIOro KonNu4yecTsa uccnegoBaTenemn K 3y4eHuo aaH-
Hon GonesHn 3a nocnegHue JecaTku net. JionouTpeH
npeanonoxun, 4to 6onesHb BO3HWKAeT B pesynbraTte no-
CTOSIHHOM TpaBMaTu3aunn NagoHHON NOBEPXHOCTU KUCTMU,
HO 3Ta Teopus Tak M He Haluna CBOEro NoATBepXAeHus.
Psn aBTOpoB npegnonaratT reHeTMYecKyo npeapacnono-
XEHHOCTb K AaHHOMYy 3aboneBaHuio. Bbina npeanoxena
Teopusi ayTOCOMHO-AOMUHAHTHOIO TuUNa HacnegoBaHUs C
NepeMeHHOl NeHeTpaHTHOCTLIO [6]. CBA3b Mexay Gones-
Hbto [lononTpeHa n npodeccnoHanbHON AesTeNbHOCTbLIO
ocTaeTcs A0 cux nop cnopHoi [7]. dpyrue aTnonoruyeckue
MeXaHM3Mbl, KOTOpble MOryT ObiTb MpUYacTHbl K 6onesHn
OwononTtpeHa, BkNYaloT ponb cBO6OAHBLIX pagukanos,
ayTOMMMYHHble peakuuun n Heonnasuwm [8, 9].

CyLiecTByeT HECKONbKO Teopuii naToreHesa 3abonesa-
HuA. Sanderson et al. (1992) o6Hapyxunnu BnusaHne obwen
ancnunuasmmm Ha nponudepauunto hubpobnactos u rm-
nepnpoaykumnio KonnareHa B nagoHHom anoHespose [10].
Murrell (1992) npun nokanbHOW MWEMUN KNCTU (Pa3fMYHOro
reHesa) yctaHoBwui, 4to AT® npu HegocTaTke Kucrnopoga
nocnefoBaTenbHO NpeBpaLlaeTcs B ’MNOKCAHTUH, KCAHTUH
M MOYEBYH KUCMOTY MOA BO3OEWCTBMEM 3MUTENManbHON
KCaHTMHAerngporeHasbl, B pesynbsrate 4ero obpasytoTcs
BbICOKOpeakTMBHble cBobOoaHble OH-pagukanbl. Tokcu-
yeckoe AeicTBUE paguKanoB B CBOK oyepeb Bbl3biBAET
OypHyto nponudepaTtmBHytlo peakumo cdubpobnactoB c
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McTonoruyeckue n3ameHeHUs npu KoHTpaktype OiontoutpeHa (Shih and Bayat, Nature reviews, 2010)
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FMNOKCUA TKaHU NPUBOAUT K XapaKTepHOMY yBerIM4YeHUI0 MeAMaToOpoB BocnareHus, Bkntovasa gakropbl pocTa,
nocrne aktuBauum aHtureHa HLA yepe3s T-kneTo4Hble B3auMOAENCTBUA, YTO NPUBOAUT K nponudepauum pmnbpobna-

CTOB, Bbi3biBas yubpomaTos.

Ha pucyHke nokasaHbl iBa OCHOBHbIX NyTW pa3BUTUs 3a60neBaHUA: ayTOMMMYHHbIN (MyTb a) U Yepe3 rMMnoKcuio,
onocpeaoBaHHbIN hubposom (nyThb b) (McCarty et al., Hand, 2009)
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runepnpoaykumen konnareHa. [11]. bonblwoe KONMYEeCTBO KOHTPaKTUMbHOCTbIO. [lOBbIWEHHAs KOHTPaKTUIbHOCTb

aBTOpPOB, ONUPAasACb Ha AaHHble TMCTOXMMUYECKUX UCCre-
OOBaHWM N 3NEKTPOHHOW MUKPOCKOMMMW, NPULLIK K BbIBOOY
06 ayToMMMYHHOM Xapaktepe natoreHesa 6onesHu [ionto-
utpeHa. OHu BblAENUNU cneynduyeckne aHTureHbl n dak-
TOpbl pocTa M3 NEeNKOUMTOB, TIMMAOLMUTOB U TPOMOOLMTOB
nauuMeHToB, cTpagawwmx 6onesHbto [onoMTpeHa, Bbi3bl-
BalOLLMX B 3KCNEPUMEHTANbHOM MCCneaoBaHUM nponuge-
pauunto ¢mbpobnacTos, TpaHchopmaumio nx B pnbpobdna-
ctonofobHble KNeTKM CO CBOMCTBaAMM [MafKOMbILLEYHbIX
BOMOKOH (MnocumbpobnacTsl), o6nagatoLmx NoBbILLEHHON

AKTYAJIbHBIE NPOBJIEMbI MEAWLIUHbI TOM 2

MrnopunbpobnacToB cBaA3aHa C BbIpabOTKON UMM TIIMKONPO-
TEVMHOB, XapaKTepHbIX ANS MblLEYHbIX BONOKOH — ¢hnbpo-
HEeKTUHa 1 aKkTuHa, u npoaykumen konnareHa | v lll Tunos,
HexapakTepHbIX ANs HopManbHbIX unbpobnactos. Heko-
Topble aBTOpbl Npoaykuuio dumbpobnactamu konnareHa |,
Il v IV Tuna ctaBAT Ha nepBoe MecTo B natoreHe3e 6o-
nesHn. [Opyrne cyutalT KNHOYEBLIM MOMEHTOM peakuuio
MexXay akTMHOM, BbipabaTbiBaeMbiM Mnocmnbpobnacramu,
1 PUBPOHEKTUHOM, COAEPXKALUMMCS B MEXKIETOYHOM Ma-
TpuKce.
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PucyHok 3.

Knaccuuyeckue n HoBble MeToAbl JNle4eHUA 6onesHu [onoutpeHa. TpeMs OCHOBHbIMU XUPYPru4ecKumMu MeTona-
Mu neyveHusa B aBnsATCca hacumoTomus, orpaHnyeHHas cdacumakrTomus u gepmodacumakromus. Ucnonb3oBaHue
chepmeHTaTMBHOM MHBLeKUuKM konnareHasbl Clostridium histolyticum — kak koHcepBaTuBHOe neyveHune ansa B[ (Shih

and Bayat, Nature reviews, 2010)

!

Nonsurgical treatment

’

Surgical management
|

'

Division of the cord

Bayat et al. (2002) n3yumnu ponb LMTOKMHOB, B 4acT-
HOCTW TpaHcdopmupylowero dakropa pocta (TGFB-1), B
natoreHese KOHTpakTypbl QiontontpeHa. TGFB-1 n TGFB-2
UrpatoT Be4yLLYH porib B NpoLeccax 3aXXnBreHus paH n du-
6po3a. OgHako cyLlecTBEHHOW pasHuubl B ypoBHe TGFB-1
300POBbIX MOAEN U NPU KOHTpakType [oniouTpeHa B KOH-
TPONbHOM rpynne aBTopamu He obHapyxeHo [12]. MNpu aTom
Kuhn et al. (2002) B akcnepumeHTe 0BGHapyXxunu, 4To Ta-
MOKCUMEH (CUHTETUYECKNIA HECTEPOUHBIA aHTUIACTPOreH),
cHuxas yposeHb TGFB-1 n TGFB-2, cywecTBEHHO yMeHb-
LaeT NpoayKuuio konnareHa mmogubpobnactamm KOHTpakK-
Typbl [iononTpeHa no CpaBHEHUIO C KOHTPOMbHbLIMW Kre-
TOYHbIMU KynbTypamu [13].

B nocnegHee Bpems cuuTaeTcs, YTO MNaTonornveckue
y3enku u TSXKU B KOHTpakType [oniouTpeHa sBnsetcs
pesynstatom dubponponudurpaTMBHOro HapylieHusa na-
OOHHOro anoHeBpo3a. mMctonornyeckun 6onesHb nporpec-
cupyeT B Tpy dasbl @ UMEHHO: nponudepaTnBHas, UHBO-
noums n octatoyHas dasa (puc. 1). MNponudepatmeHas
cTagus xapaktepuayetcs dacumanbHon dubponnasuen,
obpasoBaHuem y3senkos u nponudepaunn dnbpobnacTos.
CuuTaetcq, 4TO HEKOHTpONUpyemoe pacnpocTpaHeHue
pubpobnacTtoB oTBevyaeT 3a obpasoBaHue y3enkos. [log
BNUSIHUEM MECTHbIX MeAMaTopoB, TakuxX Kak TpaHcdop-
mMupytownn daktop pocta — TGF-B1. B dasy nHsonoumm
TSXKWM HauMHalT paspacTaTtbCsi MO NafOHHOW MOBEPXHO-
CTW KUCTWM C MNPENMYLLECTBEHHBIM MOpaxeHuem obnactu
NACTHO-anaHroBoro U MexdanaHroporo cycrtasos. Mwo-
pubpobnactel sABNSATCA nNpeobnajaroWmMmn Knetkamum B
aton dase. OHM umerT Mopdonornyeckme 0CobeHHOCTH
pubpobnacTtoB M rMagKoMblLLEYHbIX KNETOK U MMEKT BO3-
MOXHOCTb CUHTE3a KonnareHa u anbda-akTuHa rnagkmx

Removal of the
cord/nodules

Enbloc removal of the
cord/nodules, skin
and subcutaneous fat

MbILLL, KOTOPas UrpaeT BaXHYI POSib B COKPALLEHUN TsKa.
B cBolo oyepenb rMnepnpoayKuMst KonnareHa npuBoauT K
obpa3oBaHuio y3emnkos.

C TOYKM 3peHns MMMyHonorndeckomn ocobeHHocTun 6ones-
Hu [iononTpeHa, psg aBTOpoB npeanonaratT yvyactve T- u
B-numdounToB B aTnonorum 3abonesanus [14, 15]. B aton
cBsA3K 6onesHb HepeaKo Ha3blBalT « T-KMNETOYHbIM ayTOMM-
MYHHbIM paccTponcTBomMy» [16]. B nocnegHee Bpemsa cynta-
10T, YTO POSib MMMOKCUM B TKAHSAX SIBNSIETCS OAHOMN U3 NPUYMH
pa3suTua 6onesHun OionontpeHa (puc. 2).

CnocoGbl nevyeHusi 6onesHu fontonTpeHa

Xupypeauyeckoe reyeHue

HecMoTps Ha AaHHble MocnegHux neT B UccrnefoBaHum
natoreHesa 6GonesHu [loniouTtpeHa, onepaTvBHbIA METOA
neyeHus, Takon kak cybToTanbHOe ydaneHue nagoHHOro
arnoHeBpo3a, OCTaeTcs MeTOAOM Bbibopa Mpu 3anyLweHHbIX
CTaausax KOHTpakTypbl JonontpeHa.

Hanuune tsxa n crubaHma nanbua 6onee yem Ha 30° B
npoKcumarnbHbIX MexdanaHroBbix cyctaBax ABNseTcs no-
KasaHveM AN Xupypruyeckoro BMewarenscrea [18].

dPacumoTomMmnsa MOXeT ObITb BbINOMHEHA KakK OTKPbITO, Tak
N YpecKoxHo. PacunoToMmsa ABNAETCH OAHUM U3 LWadaLWNX
MEeTOAOB cpean TeX, KOTopble MCMOMb3yHTCA ANS fevYeHus
KOHTpakTypbl JiontoutpeHa. OgHako BbICOKMI YPOBEHL pe-
unansa 3abonesaHns 1 BbICOKasa TpaBMaTn3aLuuns TkaHew BO
BpeMs onepauum NpyMBenu K oOrpaHnyYeHmnto MCnonb3oBaHus
AaHHoro cnocoba nevyeHust B NOXWIOM Bo3pacTe U y nauu-
€HTOB C TSHXKeNnbIMU COMYTCTBYOLNMW UM NEPEHECEHHBIMM
3aboneBaHuAMKU, OANA KOTOPbIX MPOTMBOMOKa3aHO obLie-
Xupypruyeckoe BmellatenbCTBO. Hapsagy ¢ oTkpbiTon dac-
LMOTOMMEN CYLeCTBYeT NaninaTuBHbIA MeTod, KOTOpbIN
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Knaccbl konnareHa3sbl Clostridium histolyticum Ha ocHOBe UXx ruapoNUTUYECKON TOUYKN BO3AENCTBUA Ha MOMeKy-
nbl KonnareHa. CoBMecTHOe AecTBMe 060MX KNnaccoB CUHEPruieckn ocyLecTBrsieT NONHyo Aerpaaauuio TPOWHON
cnupanu konnareHa (Thomas and Bayat, Therapeutics and clinical risk management, 2010)

Preferentially cleaves
end-portions of intact
collagen molecules

‘Class |
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N-terminal

Class |l
AUX-II

Triple-helical collagen domain

C-terminal

Class Il
AUX-II

Preferentially cleaves
fragments from central
collagenous domain

No3BONSAET ManoVHBA3MBHO YCTPaHUTb KOHTPaKTypy nanb-
ueB. YUpeckoxHas uronbyatas acunoTtomMus MOXeT ObiTb
BbINOMIHEHA NauueHTaM, KOTOpbIM MPOTUBOMNOKAa3aHo Knac-
cnyeckoe xmpyprudeckoe rnevyeHme. OCHOBHbIMU OCIOXHEe-
HUAMM 3TON Npouenypbl SBMSETCS BO3MOXHasi TpaBMa Cy-
XOXUNuii crmbartenen n cocyaucTo-HEPBHOIO Myuka.

CenekmueHas ¢hacyuskmomusi. Llenb cenekTuBHon dac-
LMIKTOMMEN SIBNSETCS OOLIMPHOE MCccedeHne natornorude-
CKM U3MeHeHHoU dacuun. HecmoTps Ha TpaBMaTUYHOCTb
mMeTozaa, 6610 3aperncTpupoBaHO MHOXECTBO MONOXUTENb-
HbIX Pe3ynbTaToB M HU3KUIN YPOBEHb PELIMANBOB NOCne npo-
BegeHnsa gaHHoro Buga onepauunmn[19]. CenektueHas dac-
LIMIKTOMUS OCTaeTCA OOHUM U3 CaMbiX PacnpOCTPaHEHHbIX
MeToO0B fedeHnsa 6onesHun JonontpeHa.

PadukanbHas ¢pacyusakmomusi. HecMoTpsa Ha yaOBNeTBO-
puTenbHble pe3ynbTaThl pagukansHon dacumakommm, Bayat
et al. (2007) B cBomx uccnegoBaHusax nokasanu 6onee 4a-
CTO€e BO3HMKHOBEHUE peunanBoB GoONesHu No CpaBHEHMIO C
cenekTnsHom acumnaktomuen [20]. NosTomy Ha cerogHsL-
HUIN OeHb pagukanbHas PacunaKTOMUsa o6bIYHO HEe BbIMNOI-
HSIeTCA B CBSI3W C 4YaCTOTOM BO3HWKHOBEHMWS PELMAMBOB U
NoCTOMNEepPaLNOHHbIX OCMIOXHEHUIN, TaKMX Kak reMaToMbl, He-
KPO3 KOXHbIX MOKPOBOB 1 3ameffieHHOE 3aXUBMNEHNE paH.

CeemeHmapHasi anoHespoakmomusi. NogpasymeBaeT ya-
CTWYHOE yaarneHue ogHOro UIN HECKOJbKMX CEerMeHTOB Mo-
paKeHHON hacLmmn Yepesd HECKOMNbKO MarneHbKMX pa3pesos.
Llenbto siBnsieTca co3gaHne OedeKTOB U3MEHEHHOro ano-
HeBpo3a 6e3 LNpoKoro paccevyeHus dacunm.

Hepmogpacyuskmomus. Puck peumansa npu TakoM cno-
cobe dacumakToMumn Obin 3HAYMTENBHO CHWXEH. Hueston

AKTYAJIbHBIE NNPOBJIEMbI MEAULWHbI TOM 2

(1982) npepnonoxun, 4TO AepMa U Huxenexaiwime crou
cnyxaT UCTOYHMKOM ANns peunamea 3abonesaHud [21]. OaH-
Hble BMA YCTPaHEHWUs KOHTPaKTypbl NMokasarn, HU3KWUI Mpo-
LLeHT peungmBoB B oTAaneHHoOM nepuoge [22].

Ponb konnareHasbl B ne4yeHnun 6onesuun flrontontpeHa

VMcTopusa npoTeonmuTmyecknx (oepMeHTOB, NOMYyYEHHbIX 13
KNocTpuaun, BocxoauT K Hadvany 20-ro Beka, korga 6bino
obHapyxeHo, 4to kynbTypa n3 Clostridium perfingens mo-
XKET NU3npoBaTh 340POBYI0 MbILLEYHYO TKaHb. TemM He Mme-
Hee JaHHbIN PepMEeHT HMKaK He ncnonb3oBanca 4o 1940-x
rogos, korga Oblna otmevyeHa cnocoBHOCTb 3TOW KynbTyphl,
pacTBOpATb KonnareH 300pOBOr0 axunnoBa CyXOXUIus,
no3xe 3TOT hepMeHT Nony4mnn Ha3BaHne «konnareHasa». C
Tex nop Bce 6onbLue Yicno Buaoe 6aktepun, nogasnsawoLlee
OONbLUMHCTBO M3 HUX SABNSAKOTCS NaTOreHHbIMU, 3KCNPEeCcCcu-
pylOT KonnareHasy, kotopas cnocobcTByeT nnancy Konnare-
Ha, koTopbIn cocTasnsaeT nodTn 30% oT Bcex 6enkos B opra-
Hax mnekonuTatwmx. KonnareHasa saBnseTcst HepacTBOpU-
MbIM CTPYKTYPHbIM (p€pMEHTOM, MaTpuLla KOTOPOA COCTOUT
n3 Tpex cnupanbHblX nonvnentngos cubpunn. [daHHbIn
epMeHT yCTOMYMB K Aerpajauum OCHOBHbIX NpoTeas 3a
CYeT ero TPOWHOW BMHTOBOW CTPYKTYpbl, KoTopasa Tpebyer
packpy4vBaHus nepeq NnpoTeonuTnyeckon aerpagauuen. B
CBO o4epenb Aerpagaumns aBnsieTcs KMovoM K pasnnyHbiv
Kak ou3nonornyecknum (Hanpumep, SMoprmoHansHoe pasBu-
TWE KOCTEN U 3aXMBMEHWNE paH), Tak 1 NaToNnorn4yeckum co-
CTOSAHUSAM (Hanpumep, UHBa3Us OMyXonu B MArkMe TKaHwu),
a 3TO roBOPWUT O TOM, YTO YENOBEYECKUIA OPraHu3M Takxe
BblpabaTbiBaeT SHAOreHHbIe KonnareHasbl, y4yacTByoLime B
npouecce obpa3oBaHnsi COEAVHUTENBHOWN TKaHMW.
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PucyHok 5.

Cnocob6 BBeaeHus konnareHasbl Clostridium histolyti-
cum | n Il kKnaccoB Ansa ycTpaHeHUs KOHTPaKTypbl Nanb-
ueB npu Gone3nu [OiwnioutpeHa (Thomas and Bayat,
Therapeutics and clinical risk management, 2010)

Ha cerogHAWHWA JdeHb KomnareHasa, MoflydyeHHas w3
Clostridium histolyticum, 6bina uccnegoBaHa Ans KNMHWYe-
CKOTO NMPUMEHEHUSI MPU NEYEHUN TPbDKN MEXMNO3BOHKOBbIX
avckos, 6onesHn [onoutpeHa, NOArOTOBKW KIETOK OCTPOB-
KOB MOAXKeNnyao4HOW xenesbl AN TpaHcnnaHTauun. Konnare-
Ha3a B opme nuocunmnsaTa UCNOnb3yeTcsa B NeYeHUn Ken-
nonAaHbIX pyoLOB, aHrMONNacTukM, GOKOBbLIX 3NUKOHAWUMUTOB
(nokoTb TeHHucucTa) 1 uennmonuta. CyllecTByeT CeMb TUMOB
KonnareHas, KoTopble MOXHO pasfenuTb Ha ABa knacca, | un
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