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3a0o0JieBaHMEM OOMEHa BEIIECTB U3 IPyMHIbl TUpo3uHeMHt. OOCYKIal0TCs BOIPOCHI
JAUATrHOCTUKHU U MMATOI'CHCTUYCCKOI'O JICUHCHUSA paCCManHBaCMOﬁ naToJOIrnun.

KimroueBnle citoBa: AJIKAIITOHYPUs, aJIKAIITOH, OXPOHO3, apTPOIIaTHUA,
Te€HHOTEpanus, SHIONPOTE3UPOBAHUE.

Summary. The article provides a brief overview of the modern ideas about
ochronic arthropathies. Reviewed clinical case management and the provision of
high-tech medical care to a patient with a rare (incidence of 1 case of 0.5-1million.
people) genetic disorder of metabolism from the group tyrosinemia. Discusses
diagnostic and pathogenetic treatment considered pathology.

Key words: alkaptonuria, alcapton, ochronosis, arthropathy, genetherapy, the
endoprosthesis.

BBenenue. AJKanTOHypUsi TPEACTaBIIET COO0OM peaKkoe BpOXKIECHHOE
MeTa0oIuuecKoe 3a00IeBaHuE C dAYTOCOMHO-PCHCCCUBHBIM THIIOM HACJICOIOBAHUAI.
I[aHHaH IIaTOJIOTUA O6YCJIOBJI€H21 HapymcHucM aMHHOKHCIOTHOI'O oOMeHa H
OTHOCHUTCS K TPYNIE TUPO3UHEMHM. PacrpocTpaHEHHOCTh OXPOHO3a B MOITYJISLUU
He npeBbimaet 1 ciyyait Ha 500 Thic. (70 1 MIIH.) YenoBeK. AKaNnTOHYpUEH yanie
Ooneror MyxuuHbl. llaTorenes 3abosieBaHusi OOyCIIOBIEH JAePEKTOM TIeHa,
KOJUPYIOIIET0 CUHTE3 OKCHIa3bl ToMoreHTu3nHoBOM kucnoThl (I'TK). PesynabraTom
yKazaHHoro jaedekra sBiugercss HapymeHnue karabommsma ['TK. Tlpu stom
oOpazyercsi  XWHOHOBBIM  moiudeHon  (adKamToH), KOTOPBIM  YaCTUYHO
OKCKPCTHUPYCTCA MO“IOfI, d YaCTHU4YHO OTKJIaAbIBACTCA B COGI[PIHHT@J'IBHOﬁ TKaHU.
Cpenu mpouMx BHJIOB COCIUHUTEIIBHOW TKaHU HAMOOJIbIIEMY HETaTUBHOMY
BIIMAHUIO IMOABCPIKCHA  XpsAlCBasA  TKaHb: TMaJINHOBBIHN Xpsig CyCTaBHBIX
HOBerHOCTeﬁ, XpaaieBasd TKaHb MCIKITO3BOHOYHBIX TUCKOB U YIIHBIX PAKOBUH. HpI/I
MUKPOCKOIIMYECKOM HMCCIICAOBAHNH BBIABIAIOTCA MHOXKXCCTBCHHBIC ACTIO3UTHI I'TKB
TKaHAX, 4 TUHCTOJOTHYCCKH - B CHHOBHUAJIbHBIX BOPCHHKAX U CTPOMC CUHOBHAJILHOU
000JIOYKM  OOHApPYKMBAIOTCSI MHOTOYMCIICHHBIE TOJUMOP(HBIE  KPUCTAJLIBI
KOpUYHEBOTO 1BeTa [1-3].

B COCAMHUTCIIbHBIX TKAHAX II0 MCPC OTIOXKCHHA aJIKAIITOHA Ha6JHOI[aIOTC$I

ACTCHCPATHUBHBIC W3MCHCHUS. Mensercsa ux OKpacCka - OHH HpI/IO6peTaI-OT TECMHO-
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KOPUYHEBBIM OTTEHOK. [IMrMeHTalusi pa3auyHbIX OpPraHOB W AHATOMHYECKUX
CTPYKTYp OOBEOUHSETCS TEPMHHOM «OXPOHO3», a HW3MEHEHHS OIOPHO-
neuratenbHoro anmapara (OJlA) - oxpoHoTHYecKo# apTponatueii [2, 3].

AJnKanToHypusi cama Mo cebe uMeeT OECCUMNOTOMHBIM XapakKTep TEUCHHS.
Manudecranust 3a0ojieBaHMsI TPOUCXOJUT B  pe3yjbTaTe JICMOHUPOBAHUS
YpE3MEPHOrO0 KOJMYECTBA AJIKOINTOHA B COCAWHUTENIBHOW TKaHU. COOTBETCTBEHHO,
KapTWHA 3a00JieBaHUS TOJMMOPGHA W 3aBUCHT OT JIOKAJTU3AIWHA OTIOKCHHUM
nurmenTa. OXpoHudeckas apTponaTHs daile Bcero mposiisiercsa B Bo3pacte 30-40
JeT. XapaKTepHO MNPEUMYIIECTBEHHOE TMOPAXKEHUE KPYMHBIX CYCTaBOB HIKHHUX
KOHEUHOCTEU: KOJICHHBIX, Ta300€IPEHHBIX, PEKE B MPOIIECC BOBJICKAIOTCS IIJICYEBbIE
cyctaBbl. ' TK 3auactyro oTKIaabpIBaeTCs B CBSI3KaX, CyXOXKHWIMAX U UX 000JIOUKAX,
YTO MPUBOAUT K PA3BUTHIO JIOKAJIBHBIX BOCHAJIUTENbHBIX W3MEHEHUUW U
kanpuudukanuu. OTMedaroTcsi 00JIM MEXaHMYECKOTO XapaKTepa, 4acTO BO3HHUKAET
CUHOBUUT, PE3UCTEHTHBIN K JieueHHI0. CHHOBUAIBHAS KUJAKOCTh OOBIYHO KEJITOTO
L[BETa, NMPO3pavyHa, HeBOCHAIUTENbHOro xapakrepa (200-400 neiikonuToB B 1 mur).
[Tocne nenTpudyrupoBaHusi B 0CaIKE BBISBIAIOTCS aMOP(GHbBIE U KPUCTAJUTMUECKHUE
MacChl TEMHO-KOPUYHEBOIO I[BETa. Y MHOTHX MaIllMEHTOB OTMEYaeTCs OBICTpoe
MPOTPECCUPOBAHUE JECTPYKTUBHBIX HW3MEHEHHUM XpSIIEBOM TKaHU CYCTaBOB -
pa3BUBAETCs BTOPUYHBIN ocTeoapTpo3. MHorma cpok, mpoxondmuid ot aedrora
CYCTaBHOT'O CHHApPOMA JO pa3BUTHUS BBIPAKCHHBIX HW3MEHEHUM, TPeOyIomux
9HJIONPOTE3UPOBAHUS CYCTaBOB, MOXKET COCTaBIATh 2—3 roja [2-8].

[Ipy pEHTTeHOJOTHYECKOM HCCIIEI0OBAaHUU MOXKHO BU3yaJIM3UPOBATH JIUIIh
BBIpaKEHHBIE JICTCHEPATUBHBIC U3MEHEHUS. XapaKTepHBIMU MTPU3HAKAMU SIBIISFOTCS
ouard CyOXOHJPAJILHOTO CKJIEpO3a, pa3pylieHHuEe XpsIa, HEPOBHOCTh CYCTaBHBIX
KOHTYPOB, CYXEHHUE CYCTaBHBIX IIeJield, OCTeO(UTHI, YTOJIIICHUE KarCyiabl U
HK30CTO3bI B MECTAX MPUKPEIICHUSI CYXOKUIUM [3].

[Ipy HaKOIIEHHM aQJIKalTOHA B BJEMEHTaX I[03BOHOYHO-/IBUTATEIbHBIX
CErMEHTOB (OpMHUpYETCS KIWHHKA OXPOHHWYECKOro cHoHawiuta. Bo MHOrom
CUMIITOMBl OXPOHUYECKOTO CHOHIAMINTA CXOXH C KIMHUYECKUMH MPOSIBICHUSIMHU

AHKWJIO3UPYIOMICTO  CIIOHAWJINTA, HO IIpU  OXpPOHO3€ Ta30BbIC KOCTH H
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JyTOOTPOCTUATBIE  CYCTaBbl MHTAKTHBL. PEHTHeHOJIOrMYECKM  OXPOHUYECKas
apTporatusi MOKET HallOMHHATh CaKpPOWJICUT, OJHAKO 3TH HM3MEHEHUS OyIyT
00yCJIOBJICHBI BTOPHUYHBIM OcCTeoapTpo3oM. CHCTEMHBIH XapakTep 3a00JIeBaHMS
0OyCJIaBIMBAET TAK)Ke MOPAXEHUE NPYTruX opraHoB u cucTteM. COOTBETCTBYIOIINE
JaHHBIC IIMPOKO MPEICTaBICHBI B tuTeparype [2-8].

Ctporux JIWarHOCTHYECKMX KPHUTEPHUEB JUIS JAHHOTO 3a00JIeBaHUS HE
CymecTByl0T. Ho mOMHMO XapaKTepHBIX KIMHUYECKUX U TMATOMOPQOIOTHUCCKUX
MIPU3HAKOB, HEOOXOIUMO OTMETUTH cienyroimiee. Hambonee nHpopMaTUBHBIM IS
JUATHOCTUKYU AJIKANTOHYPHUH SIBIIIETCA METOJ KOJIMYECTBEHHOTO onpenenenus ['TK
U ee JIepuBaToB (OCH30XMHOHYKCYCHAsl KUCI0Ta) B MOYE METOJ0M (hepMEHTAaTUBHOM
CHeKTpo(pOTOMETpUN WK KUJIKOCTHOM Xpomarorpaduu. bosee mpocThiM U IMIUPOKO
MPUMEHSIEMBIM CIIOCOOOM YCTAaHOBJICHUSI JUArHO3a aJIkaTOHYPUH SIBIISIETCS OI[CHKA
1BeTa MouM 4yepe3 12-24 v mociie npeObIBaHUSA €e Ha BO3ayxe. B psme ciydaen
JINarHO3 «AJIKAaITOHYPHs» MOYKET OBITh YCTAHOBJICH MPH BBISBICHUH XapaKTepHOH
MUTMEHTAIIMU XpsIlla B XOJE€ apTPOCKONHH, CUHOBUAIBHOW OO0OJIOYKH BO BpeMs
MHUKPOCKOIIMYECKOTO  MCCIECNOBAaHUA WM KIANaHOB CepAla B XOJE€ HX
MIPOTE3UPOBAHUS [2].

PanmoHabHBIX CXeM IS JICUCHHS TAaHHOTO 3a00JICBaHUS B HACTOSIIEE BPEMS
He cymiecTByeT. Cle0BaTeIbHO, OCHOBHBIM KPUTEPUEM, ONPEACIISIONIMM XapaKTep
JICYEHUs, SIBIACTCS TSKECTh TeueHus 3aboseBanus. [lpu neOroTre M Ha paHHUX
CTaAMSAX TMAUUCHTHl IIOJYYalOT MPOTUBOOCTEOAPTPOTHUYECKYIO Tepanuio. B
OTJEJIbHBIX CJydasX MNpUOEraloT K Ha3HAUYCHHWIO BBICOKMX J103 aCKOPOMHOBOM
KUCJIOTBI M JIMETHl C OrpaHUYCHUEM OCJIKOBOW NHUIU. DTHOTPOIHAS Teparus
JTAHHOTO 3a00JIeBaHMsI Ha CETOJHAIIHUN JeHb OCTycTByeT. Ha Oonee mo3mHux
CTaJusIX - BO3MOXKHO MaJUIMATUBHOE XUpyprudeckoe sedeHue. lIpu mopaxenHuun
KPYITHBIX CyCTaBOB HanOoee pacnpocTpaHEHHBIMU OTepPaTUBHBIMU
BMEIIATEIbCTBAMM SIBIISIFOTCSL aPTPOCKOMNUS U SHIONPOTE3UPOBAHUE CYCTaBOB [2, 3].

O4ueBUIHO, YTO JICYEHHE JAHHOTO 3a00JIcBaHUS HOCHT MCKIIOYHTEIIHLHO
CUMIITOMATHYECKUN XapaKTep W HE BO3JCHCTBYET Ha NPUUYMHY 3a00JICBAHMSL.

HpOFpGCC B OTOM HaNpaBJIICHHUKW BO3MOJKCH, HO TOJBKO IIpH YCIOBHH
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MEXIUCITUTUTMHAPHOTO TIOJIX0/Ia B JICUEHWW YKA3aHHOTO TPO(HIA TaIlMeHTOB.
BzaumoneiicTBre co CICIMAIMCTaMHA B 00JAaCTH MEIUIIMHCKOM T'eHETHKH, a TaKXKe
pa3paboTka MpenaparoB, CHHTE3UPOBAHHBIX C YUE€TOM MPUHIIUMIIOB FTEHHOUW Tepanuu,
MO3BOJIUT YIYUIIUTh KAYECTBO OKA3bIBAEMOUN MEIUIIMHCKON MOMOIIM MAllUeHTaM C
OXPOHO30M.

Anamnesis morbi. IMamuent I'., 63 roga, MOCTymuUa B OTAEICHHE KOCTHO-
cycrapHoro TyOepkyne3za ®PI'BY «YHUNUD» MwunsznpaBa Poccun 26.08.14r. ¢
LEIbI0 OMEpPaTUBHOTO JICUEHMs] MO MOBOJY KOKcapTpo3a 3CT., (PyHKIMOHAIbHAS
HemocTaTouHOCTh  cyctaBoB  (PHC) 2cT., KOMOMHHMpOBaHHasi MPHUBO/IAIE-
pOTallMOHHAs KOHTPAKTypa MpaBOro Ta300€JpPEHHOr0 CycTaBa; TOTaJbHbBIN
OHAOINPOTE3 JieBoro TazobeapenHoro cycraBa (ot 06.13r.). JKamoOer mpu
MOCTYIUICHUU HAa OTPAHUYCHHE JBHXKCHHUH, MOCTOSHHYIO HOIOIIYIO 0O0JIb B MPaBOM
Ta300€JPEHHOM CyCTaBe C Uppajuaiueil B max, npaByo AroJAUYHy0 00JIacTh U IO
NepeHe TMOBEPXHOCTH MPaBOro Oejpa, YCHUIMBAIOIIYIOCS TPH JBIKECHUSX WU
Harpy3ke, HapylIeHHUE ONOPOCIOCOOHOCTH TMpaBOM HWXKHEH KoHeyHocTh. W3
aHaMHe3a: BIEpBbIEe 00U B Ta300€IpEHHBIX CycTaBax mosBwimch B 2009r., Hocwin
nepuoandeckuii  xapakrtep. Ilpu  mooOciieOBaHHMM  yCTaHOBJEH JUArHo3
Kokcaptpo3. Ilo moBogy nmaHHOTO 3a00JIeBaHUS HEOJHOKPATHO  JICUMJICS
aMOyJIaTOPHO, C KPaTKOBPEMEHHBIM YMEPEHHO TOJIOKHUTENIbHBIM d(pdextom. B
utoHe 2013r. B cBsizu ¢ yxyameHueMm (00ju mpuoOpeu MOCTOSHHBIM XapakTep,
CTaau O0ojee  MHTCHCHBHBI) BBIIIOJIHEHO  TOTAJIBHOE OeciieMeHTHOE
HHAONPOTE3UPOBAHUE JIEBOTO Ta300€APEHHOr0 CcycTaBa. B BUAY XapakTepHOIro
BHEIIIHETO BHJIa OMEPAIMOHHOTO MaTepuaia (yJajeHHas ToJIOBKa JIEBOTO Oenapa)
3armoji03peHa OXPOHUYECKass JTHOJOTHS apTPONaTHH JIEBOTO Ta300€IpEeHHOTO
cycraBa. JlaHHpie 0 MoOpQoJiorMueckoi Bepu(UKAIMU TUarHo3a OTCYTCTBYIOT.
Oxono 3 mecsreB HazaJl MAlMEHT OTMETWUJT YCUJIEHHWE OOJIEBOTO CHUHApPOMA TpU
JNBIDKEHUAX W HArpy3ke B 0O0JacTH TMpaBOro Ta300€IpPEHHOTO CYCTaBa.
KoncepBatuBHoe neuenue 0e3 sddexra. Ha pentreHorpammax Ta3o0eqpeHHbIX
cyctaBoB (0T 07.14r.) - kokcaptpo3 III ct. cripaBa, TOTanbHbBINA SHAONPOTE3 JIEBOTO

Tazo0epeHHoro cycrana. [Ipu ocMoTpe coctosiHue ynoBieTBopurenbHoe. KoxxHbie
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MTOKPOBBI, BUANMBIC CIIM3UCTHIE U CKJIEPHI 0€3 0COOEHHOCTEH. XOAUT C MOMOIIBIO
KOCTBUICH, XpOMAaeT Ha TMPaBYIO0 HOTY, IBM)KCHHS B MIPABOM Ta300€IpEHHOM CYCTaBe
OoJie3HEHHBIE, Pe3Ko orpaHudeHbl. OTMeuaercs atpodus MBI 6eapa, YKOPOUCHHE
MpaBOM HUXKHEW KOHEYHOCTH Ha lcM (puc.l).

B obnactu nmpaBoro taz3o0eApeHHOr0 CycTaBa BOCHAIUTEIbHBIX SBJICHUM HET.
OceBasi Harpy3ka W Harpy3ka Ha OOJBIIOW BepTesl OoJie3HEHHBI. J[BUXKEHUs B
CycTaBe OTpaHWYEHBI, Ooye3HeHHBI: crubanmme a0 110 tp. orBegenme 10 1p.,
poTaloHHbIe ABWKEeHHMs — abs. Ilynmbcaruss MarucTpajabHBIX apTepUil HIKHUX
KOHEUHOCTEU ompeesieTcss Ha BceX ypoBHsX. [lepudeprudeckux 4yBCTBUTEIBHBIX,
JIBUTATEJIbHBIX PAacCTPONCTB HeT. PeHTreHorpadusi Taza, JEBOTO Ta300€qpEHHOTO
cyctaBa: JleCTpyKTUBHBIX U3MEHEHHUHN KOCTEH Taza He oTMmedaeTcs. Kokcaptpo3s 111
CT. cripaBa (puc.2).

Jlannvie KiuHu4ecKux uccie0o8aHull.

Knunnueckuil aHaiM3 KpOBHU: YHUCJIO JICUKOLUMTOB — 8,3x109/n; YHCJIO
SPUTPOLUTOB — 3,9X1012/H; HB — 9,8 r/p1; TpOMOOIIUTEI — 155x109/n; HEUTPODUITBI
— 67,3%; nosunodpunel — 0,9%; Oazobuner — 1,1%; mumdonurer — 17,9%;
MOHOIIUTEI — 6,6%; COD — 23 mm/4. KiimHn4eckuii aHaJIM3 MOYM: IIBET — TEMHO-
JKENTBIM; OTHOCHUTENbHass IuloTHOCTh — 1027 wmr/mi; pH — 5,9; Genoxk — He
OoOHapyXeH; TIIIOKO3a — HET, KCTOHOBBIC Tejda — HET; YpOoOMIMHOUIBI — 3,2,
OunmupyOnH — HeT; JeHKOUuThl — 1-2—3 B mOJIe 3PEHHUS; DPUTPOIUTH — HET;
IAJIMHIPBI — HET; COJM — HeT. buoxuMudeckuii aHanmu3 KpoBu: oOmuii 6enok — 81
r/1, MOYeBUHA — 5,8 MMOJIB/JI; KpEaTUHUH — 75 MKMOJIB/; OMIMpYOUH OOImMiA —
19,3 mxmons/n; AJIT — 22 en./n; ACT — 24 en./n; menounas pocdaraza — 245 en/n;
raMma-TIIOTaMUHTpAHCIIeNTHaa3a — 42 en./n; Tmoko3a — 6,2 MMOJIB/IL
Pentrenorpadusi opraHoB TpPyIHON KJIETKHU: JIETOYHBIE TMOJsi O€3 OYaroBbIX M
WHOUIBTPATUBHBIX TeHeW. JIeroyHwld PHUCYHOK YCHJIEH 3a CYET COCYAHUCTO-
WHTEPCTULIMAIIBHOTO KOMIIOHEHTAa B NPUKOPHEBBIX 30HAX, YIUIOTHEHBI CTEHKHU
oponxoB. Kopuu He pacmmpensl. Jnadparma pacrnonoxkeHa oObrgHo. JKUJIKOCTh B
IJICBPAIBHBIX TIOJIOCTSAX He ompenensiercsa. Cepaie, aopra 6e3 0COOCHHOCTEH.

[Tociie COOTBETCTBYIONIECH TMpenonepaimoHHod noarotoBku 21.08.14r marmueHry.
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BBITMIOJIHEHO SHAOMPOTE3NPOBAHUE MTPABOTO Ta300€APEHHOT0 CyCTaBa YHIAOIPOTE30M
BIOMET OecuemenTHo# ¢ukcaiueii. Bo BpeMs omnepaiuu npu BCKPHITUN MPABOTO
Ta300€JPEHHOI0 CyCcTaBa OINpeJeNsiach TeMHas MUTMEHTanus 1ehOpMUPOBAHHON
TOJIOBKM Oellpa, M3MEHEHHOW BEPTIY)KHOM BHAJHMHBI, MapakarcCyJsIpHbIE TKaHU
MEeCTaMU UMEIN TEMHBIN 1IBET U OBbLIM B BUJIE TBOPOKUCTON MacChl YEPHOTO IIBETA
(puc.3). YkazaHHas MakpOCKONMYECKas KapTHUHA M JBYXCTOPOHHUHN XapakTep
MOpaXEHMsI MO3BOJISIET C OOJBINON J0Jed BEPOSATHOCTH YTBEP)KIaTh HATUYHUE Yy
JAHHOTO TAalMEHTa OXPOHHUYECKON aprponaTuu. [lo AaHHBIM THCTOJIOTHMYECKOTO
HCCIIeIOBaHUs onepanoHHoro Marepuania ot 05.09.14 ocreoxoHaponaTus rOJIOBKH
OeIpeHHOl KOCTH, acCCOLUMUPOBAHHAs C OTJOKEHHEM KOPHUYHEBOTO MUIMEHTAa B
MEXYTOUHOM BEILECTBE CYCTaBHOTO Xpslla U MEXKOaJIOYHBIX IPOCTPAHCTBAX
KOCTHOU TKaHU (MUTMEHTaHs AUCTPOdus).

[Tocne ynaneHus roJIoBKM ¥ U3MEHEHHBIX MMapaKarcyJsHbIX TKaHEH MPOBEICHO
HHIONPOTE3NPOBAHKE MPABOro Tazo0eapeHHoro cycrasa. Yepes 1,5 mecsua nocie
ornepauuy OOJbHON XOJHUT C TOMOLIBIO KOCTBUIEH, YTO OOYCIIOBIEHO YKOPOUEHHUEM
paBoOil HIKHEW KOHEYHOCTH Ha 1cM. JIBukeHus: B 000MX Ta300€IpeHHBIX CyCcTaBaxX
B MOJIHOM oObeMe. Ha KOHTPOJBHBIX PEHTT€HOTpaMMax COCTOSSHUE KOMITIOHEHTOB
SHIONPOTE3A yIOBIETBOPUTEIIBHOE.

Takum  o0pa3oMm, paccMaTpuBaeMblii HamMu  KIMHUYECKUN  CIy4aW,
NpeacTaBiser Cco0OM  KIACCHMYECKHl  MpUMEP  KOCTHO-CYCTaBHOW  (hOpMBI
ankanToHypuu. M3 anamuesa 3a00yieBaHus BUJIHO, YTO Y JIAHHOTO MaIlMeHTa UMEIOT
MECTO JJIMTEIbHOE OECCHUMIITOMHOE TeUYeHHE 3a00JI€BaHHUS, BBISIBICHUE OCHOBHOM
OPUYMUHB 3a00JIEBaHUS HA OMNEPALMOHHOM CTOJIE U OCOOCHHOCTH TEepamnuu -
Manod(G(HEeKTUBHOE CUMIITOMATUYECKOTO JIEYCHHE, BKJIIOYAOIIee MaUIMaTUBHbIC
ONEPATUBHBIE BMEIIATEIbCTBA.
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Puc. 2 Pentrenorpadus Taza, 1eBoro Ta300€JpeHHOTO CyCcTaBa B ABYX
pexuMax mepes BTOpoil onepanuei (cieBa — 0030pHasi peHTreHorpadusi OpraHoB
MaJIoro Tasa, BUJI CIIEpe/In; CIpaBa peHTreHorpadus mpaBoro Tazo0eapeHHOro

cycTaBa, BUJI C3a]1)
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Puc. 3. Bun oxpoHndeckoi TOJI0OBKH MpaBoro Oepa B paHe U MOCIe PE3EKIIHH.
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